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[IpencraBneHHbI Y4eOHUK MTOATOTOBIEH coriacHO PDexepanbHOMY Trocyaap-
CTBEHHOMY 00pa30BaTeIbHOMY CTaHAapTy Bbiciero oopasosanus (OPI'OC BO)
no crienuanbHocTy 31.05.02 (060103) «Ilequarpus» (ypoBeHb clieIMaINTETa)
B COOTBETCTBUH C paboyell yueOHOI porpaMMoii qucUIUIMHGI «[ ocnuTansHas
reuaTpus». Y 4eOHHUK NOCBSAIIEH pa3aeny «Jlerckas Hepoaorus», B KOTOPOM
TPaJUIHOHHO N3y4YarOTCS OCHOBHBIE COCTOSIHUS M 3a00JI€BaHUSI MOUCBBIICIIH-
TEJIbHOW CHCTEMBI y JIeTeH, a TaKkkKe BOIPOCHI PEBMATOJIOTHU JETCKOTO BO3-
pacra.

Llenpro HanucaHWsl JAaHHOTO Y4eOHUKa SIBIJIOCH OOy4eHHE CTYICHTOB
BBIIIYCKHBIX KYpPCOB IeIUaTpUYecKHX (axKyJIbTeTOB METOAaM AMAarHOCTUKU
1 JIe4eHUs Hanbosee BaXKHBIX HO30JIOTMYECKHX (POPM M OCHOBHBIX TPYIII 3200-
JIeBaHUH B JIETCKOW HE(POIOTMH M PeadMINTalWU MalUeHTOB, CTPaJAIOIINX
nmu. OOydeHne CTYJeHTOB MTOpa3yMeBaeT MproOpeTeHNne MU HOBBIX 3HAHUIA,
OCHOBAaHHBIX Ha I/IH(bOpMaHI/II/I, nonyquHoﬁ Ha IpEAUICCTBYIOINX AUCHUIIIN-
Hax, C COBPEMEHHBIX MO3UIHH, C Y4€TOM BO3PACTHBIX OCOOEHHOCTEH 1 pa3iny-
HBIX BApHAHTOB TEUECHUS 3a00JIeBaHNH (THITHYHbIE U OCIOKHEHHBIE). B yueOHuKe
TIPE/ICTaBICHBI COBPEMEHHBIE JAHHBIE 00 3THOJIOT MY, TATOTCHE3e, KIIMHNIECKUX
MIPOSIBIICHUAX 3a00JIEBaHUN y ZIeTell M MOAPOCTKOB, OMHMCAHBI COBPEMEHHBIC
MeTObI 00BEKTHBHOTO, HHCTPYMEHTAIFHOTO H JTA00OPaTOPHOTO 00CICIOBAHUS
MAIMeHTOB, MPUBEICHBI HanboJiee akTyaJIbHbIe KiIaccu(UKaIy (B TOM YUCIIe
MKB-10) u auarHocTHUecKrne KPUTEPUH, PACCMOTPEHBI COBPEMEHHBIE CXEMBI
Teparuu. OCBOEHHE NPENCTaBIEHHOro yuyeOHOro Marepuana odecredutr ¢Gop-
MHpOBaHHE y Oy/IyIIero Bpada alropuTMa oOcJeOBaHuUs U JIeUeHUs! OOJILHOTO
peOeHKa ¢ MaToIorueil MOUeBBIACITUTENILHOM CHCTEMBI, TOCIIOCOOCTBYET pa3Bu-
THIO Y HETO KIIMHUYECKOTO MBIIUIEHHUS, 00eCIIeYnBaloNIero TudepeHInpoBaH-
HBIN TTOZIX0]] K TMarHOCTHKE, TOAOOPY Tepanuu, peadmInTallMOHHBIX MEPOIIPH-
STHH U IIOCTPOEHHIO MPOTHO3a Y OOJIBHBIX JIeTed. DTO MO3BOJIHUT BBITYCKHUKY
creruanurera no creruansHoctd 31.05.02 (060103) «[lenuarpus» oBnaneTh
CJICTYIOLMMH KOMIIETCHIIUSIMH:

* ObowexkynbTypabiMu (OK):

— c0cOo0HOCTH K a0CTPaKTHOMY MBIIUICHHIO, aHamu3y, cuaTe3y (OK-1);

— CIIOCOOHOCTh JeHCTBOBAaTh B HECTAHJAPTHBIX CUTYyaIlUAX, HECTH
COLMAIIBHYIO U 3THYECKYI0 OTBETCTBEHHOCTH 33 IPUHSITHIE PELICHHUS
(OK-4);

— TOTOBHOCTh K CaMOPa3BUTHIO, caMOpeali3alii, caMoo0pa3oBaHuIo,
HCTIIONB30BaHUIO TBOpUeckoro noTeHuana (OK-5).

* Oomenpodeccuonanabubivu (OIIK):

— TOTOBHOCTH PENIaTh CTaHJaPTHBIC 33/1a4H PO ECCHOHATBHOM IesITeINb-
HOCTH C HCIIOJNH30BAaHHEM WH(MOPMAIIMOHHEBIX, OHOMHOTpaduIecKux
pecypcoB, MEAUKO-OMOIOTHUECKON TEPMHHOIOTUH, HHPOPMANOHHO-
KOMMYHUKAIIMOHHBIX TEXHOJOTMA M Y4€TOM OCHOBHBIX TpeOOBaHHIA
nHdopmanmonHoit 6e3omacHoctu (OITK-1);

— CII0COOHOCTH ¥ TOTOBHOCTh PEAIN30BaTh STHYECKHUE U JIEOHTOJIOTnYe-
CKHe NpUHIUIEI B podeccronanpHoi nestenpHoct (OI1K-4);

— CII0OCOOHOCTHh U TOTOBHOCTH aHAJIM3MPOBATH PE3YJbTaThl COOCTBEHHOM
JIESTENBHOCTH IS TIPENOTBPAIICHUST IPOGECCHOHANBHBIX OIINOOK
(OIIK-5);

— TOTOBHOCTb K BeICHUIO MeTUITMHCKON nokymenTtanuu (OIIK-6);

— TOTOBHOCTb K HCIIOJIb30BaHUIO OCHOBHBIX (DPM3HKO-XUMHYECKHX, MaTe-
MaTHYECKUX W WHBIX €CTCCTBEHHOHAYYHBIX NOHATHH M METONOB IIPH
pemennn npodeccruoHansHbIX 3a1a4 (OITK-7);

— TOTOBHOCTb K MEANIIMHCKOMY TIPUMEHECHUIO JIEKAPCTBEHHBIX TIPENapaToB
Y MHBIX BELIECTB M MX KOMOWHALIMI TIPU pelIeHrH MpodeCCHOHANBHBIX
3aaaq (OIIK-8);

— CIIOCOOHOCTH K OlLeHKe MOP(GO(YHKIMOHAIBHBIX, (PU3NOIOrHIECKUX
COCTOSIHHH U TaTOJIOTMYECKHX MPOIECCOB B OPTraHU3ME YeIOBEKa JUIs
pemenus mpogeccruoHansHbIX 3a1a4 (OI1K-9);

— TOTOBHOCTH K IPUMEHEHHIO METUIIMHCKUX U3AEINH, TPETYCMOTPEHHBIX
nopsIkaMy okazaHust MmenuimHckor momoru (OITK-11).

* IIpodeccuonanbubivu (IIK):

— CII0COOHOCTh M TOTOBHOCTH K OCYIIECTBJIEHHIO KOMIUIEKCa MEpOIIpH-
ATHH, HAIIPaBIEHHBIX Ha COXpAaHEHHE M YKPEIUICHHWE 370pOBbs JeTeil
Y TIOZIPOCTKOB U BKJIIOYAIONIHX B ce0st popMUpoBaHHE 30pOBOTO 00pas3a
JKU3HHU, TIPEAYNPEXAECHUE BO3ZHUKHOBEHUS W/MIHM PACIPOCTPAHEHUS
3a00JIeBaHMi, UX PAHHIOKO TUArHOCTHUKY, BHISIBIICHUE IPUYMH U YCIIOBUIt
WX BO3HMKHOBEHHS M Pa3BUTHSI, a TAK)KE HAIIPABJICHHBIX HA yCTPAaHEHHUE
BPEIHOTO BIIMSHUS HA 37I0POBbE JAETEH U MOIPOCTKOB (PaKTOPOB CPEJIbI
nx oburanus ([1K-1);

— CII0OCOOHOCTH ¥ TOTOBHOCTH K IPOBEACHUIO MPOMIIIAKTHICCKUX MEAN-
IIUHCKUX OCMOTPOB, TUCTIAHCEPHU3AIIIH U OCYIIECTBICHHIO AUCTIaHCEP-
HOTO HaOMIOIEHHS 32 3I0POBBIMH U XPOHMYECKUMH OOJNBHBIMH JIETHMH
u noxpoctkamu (I11K-2);

— TOTOBHOCTb K COOpY M aHANM3y a0l ManueHTa, JaHHbIX ero aHaMHe3a,
Pe3yIbTaToOB OCMOTPA, JIAOOPATOPHBIX, HHCTPYMEHTAJIBHBIX, ATOIOTO-
AQHATOMUYECKUX M MHBIX NCCIIEJOBAaHNH B IIEJIAX PACIO3HABAHHS COCTO-
SIHUSI WIN YCTAHOBJICHU (haKTa HAJTWIHS WM OTCYTCTBUS 3a00/I€BaHUS
(ITK-5);

— CII0COOHOCTD K ONPEIENICHUIO Y MTAI[MEHTOB OCHOBHBIX MATOJIOTHYECKHX
COCTOSIHUH, CHMIITOMOB, CHHIPOMOB 3a00JIeBaHNH, HO30JIOTHYECKUX
(hopM B COOTBETCTBHH ¢ MeXIyHapOIHON CTaTUCTHIECKON Kitaccu(u-
Karqueid 0ose3Hel u mpodiem, cBs3aHHBIX co 3q0poBbeM (MKB) (ITK-6);
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— TOTOBHOCTH K MPOBEACHHIO 3KCIEPTU3bl BPEMEHHOW HETPYIOCIIOCO0-
HOCTH, YJaCTHIO B IIPOBEJCHUH MEJUKO-COIIMATbHON SKCIIEPTU3BI, KOH-
cTaranuu 6uonorndeckoi cmeptu yenoseka (I1K-7);

— CIIOCOOHOCTH K ONPEJISNICHHUIO TAKTHKH BEJICHUS OOJIBHBIX JeTeil U moji-
POCTKOB € pa3In4YHbIMHU Ho3osorndeckumu popmamu (I1K-8);

— TOTOBHOCTP K BEJICHHIO H JICUCHHIO MAIlNEHTOB C Pa3InYHBIMH HO30J10-
THYECKUMH (pOpMaMH B aMOYIaTOPHBIX YCIOBHSX M YCIOBUSIX JTHEBHOTO
crannonapa (I1K-9);

— TOTOBHOCTh K OKa3aHHIO MEJHMIMHCKON MOMOIIHU JETSIM M HOIPOCTKaM
IIPY BHE3AIHBIX OCTPBIX 3a00JI€BaHUSX, COCTOSIHUSIX, 000CTPEHUH XPO-
HUYECKHX 3a00J1€BaHNU, HE CONPOBOXKIAIONIUXCS YTPO30H KU3HH Mallu-
€HTa U He TPeOYIOMUX dKCTpeHHOI MeauuuHCcKo# momomnu (ITK-10);

— TOTOBHOCTh K YYacTHIO B OKa3aHHHM CKOPOH METUIIMHCKON ITOMOIIH
JETSIM U TOAPOCTKaM IIPH COCTOSIHHSX, TPEOYIOMIUX CPOYHOTO MENH-
nuHcKoro Bmemarensersa (IIK-11);

— TOTOBHOCTb K ONPE/IeNICHHI0 HEOOXOIUMOCTH IPUMEHEHUSI IPUPOIHBIX
ne4eOHBIX (PaKTOPOB, JIEKAPCTBEHHOH, HEMEINKaMEHTO3HON Teparuu
U IPYTUX METOZOB Y AETeH U IMOJPOCTKOB, HY>KAAIOIINXCSI B MEIUIINH-
CKOH peabmiHTaIiuy U caHaTOpHO-KypopTHOM nedernd (ITK-14);

— TOTOBHOCTh K YYaCTHIO BO BHEIPEHHU HOBBIX METOJOB M METOIUK,
HaTpaBJIECHHBIX HA OXpaHy 310poBbs rpaxaan (I1K-22).

Crpykrypa yueOHuKa «JleTckas He(poIorus» BKIOYAET IVIaBbl JJIs IOBTO-
pEeHHS IPOHACHHBIX MaTepUAIOB Ha MPEANIECTBYONINX TUCIUIUINHAX, Kacalo-
IIUXCSA aHATOMO-(PHU3HOJIOTHIECKUX 0COOCHHOCTEH, CEMHOTHKH 3a00JIeBaHUN
MOYEBBIJICIUTEIBHON CUCTEMBI Y JieTell (paccMaTpuBaeMbIX B Kypce MPOIeeB-
THUKH JETCKUX 00Je3Hell), MeTonoB (PU3UKAIBFHOTO, TA00PATOPHOTO U HHCTPY-
MEHTaJbHOTO 00CIeOBaHus JieTel ¢ He()pOIOrHiecKol Marojoruel, B TOM
YHCJie MMalUeHTOB C OCTPBIM MOCTCTPENTOKOKKOBBIM IJIOMEpYI0oHEeQpUTOM
(I'H), nmuenonedpuroM (paccMaTpuBaeMbIMH B Kypce (haKyIbTEeTCKOW IMean-
arpum), uia Oojee KaUECTBEHHOTO OCBOCHMS MaTepualia Kypca TOCIUTalb-
HOW TeuaTpuy, s MOATOTOBKH K MTOTOBOW TOCYIapCTBEHHOHN aTTECTAIlHH,
a TaK’Ke ITIaBbI, IIOCBSICHHBIE TEMaM, BKIIOUCHHBIM B IIPOrpaMMy COOCTBEHHO
JucuuIuinHbl «[ocnuTanbHas nenquarpys»: BPOXKACHHbIE M HACEICTBECHHBIC
3a00JIeBaHMsI MTOYECK, TIIOMEPYISIPHBIC M TYOYyJIOMHTEPCTUIIMATIbHBIC 3a00JIe-
BaHUsI TI0YEK U UX OCJIOKHEHUS, 0CTPOE MOBPEKACHUE TIOUEK U XPOHUYECKast
Gosie3Hb mouek y aperei. [ns Oornee ymoOHOH CaMOMOATOTOBKM K KIMHHYE-
CKUM IPAKTUYECKUM 3aHSATHAM M KadeCTBEHHOTO YCBOEHHUS Marepuaia BCe
I7IaBBI COZIEPIKAT CXEMBbI, TAOIHMIBI ¥ WIITIOCTpanuu. [[jis caMOOIEeHKH ypOBHS
OCBOCHHsI Marepuaia B MPUIOKECHUN Y4eOHHKA MPUBOAATCS 3aJaHus IS
CaMOKOHTPOJISI 110 BCEM TE€MaM, BKJIKOYAIOIIHUE TEKYLIUN TECTOBBIA KOHTPOJIb
C 9TaJOHaMH{ NPaBUIIBHBIX OTBETOB. TakKe B MPHUIIOKEHUH JaHbI CIIPABOYHBIE
MaTepHabl.

YuuTteIBast MoAPOOHOE M BCECTOPOHHEE OCBEIIEHNE OCHOBHBIX BOTIPOCOB AET-
CKOt He(hpoIoTHH, BKITIOUasi aHaTOMO-(hH3HOIOTHYECKHE 0COOSHHOCTH, CEMHUO-
THKY, IOTIOJIHUTENIbHBIE METO/IbI AUATHOCTHKH, Pa300p OCHOBHBIX HO30JIOTHYE-
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CKuX (popM, MOXKHO PEKOMEHIOBATH JAHHBIH YI€OHNK HE TOJIBKO JUIS CTYJCHTOB
BBIITYCKHBIX KypCOB IIEANATPUIECKUX (DaKyIbTETOB MEAUIIMHCKHX By30B, 00y4a-
IOIIUXCS B paMKax o0miei o6pa3oBaTensHOi mporpaMMel cortacHo @I'OC BO
o cnienuanbHocTH 31.05.02 (060103) «Ileguarpus» (ypoBeHb ClieIUATUTETA),
HO ¥ B Ka4€CTBE YU4eOHOT0 ITocoOus 1Sl Bpaueid, 00ydaromuxcs 1o mporpaMmmam
MOCJIEANIUIOMHOTO 00pa3oBaHusl B paMKax opAauHarypsl cortacHo @T'OC BO
o cnenuanbHOCTIM 31.08.19 «llemuarpus» u 31.08.43 «Hedpomorus» (ypo-
BEHb MOATOTOBKH KaJpOB BhICIICH KBaIH(pUKAIINN).



MABA I. AHATOMO-OU3UOJIOTUYECKUE
OCOBEHHOCTU MNOYEK

JLA.Anacmacesuy, O.J1. Yyeynosa

MopdoreHes noyek 1 NOPOKU pa3BUTUA

AHaroMo-(r3nomornaeckne 0Co0eHHOCTH opraHoB MoueBor cucteMsl (OMC)
y JeTell pa3IuyHbIX BO3PACTHBIX IPYII BO MHOTOM IPEIONPEACIIAIOT XapaKkTep
MATOJIOTHH ¥ CHENU(PHUKY KIHHUYECKOTO TEUCHUs 3a00JIEBaHUA.

Ha nonto anomauii pa3BUTHsI IOYEK U MOUYEBBIX IIyTEH IPUXOIUTCS A0 M10JI0-
BHMHBI BCEX BPOXKIEHHBIX MOPOKOB y aeredl. [lo crarncTHueckuM JaHHBIM,
10-14% nereil poxkAa0TCs C pa3IMYHBIMHA AHOMAJIUSIMHI MOUYETIONIOBBIX OPraHOB.

OMC y genoBeka (GopMHPYIOTCS U3 IPOMEXYTOTHON Me301epMbl. PazButne
MOYEK MPOUCXOIUT B HECKOJIBKO 3TamoB. [locnenoBarensHO OPMUPYIOTCS TPU
TIOYKHU: TPEANoUKa (pronephros), IepBUYHAS TIOUKa (mesonephros), BTOpuIHast
WM OKOHYATENIbHAs MoukKa (metanephros) (puc. 1.1).

[epBBIe nBE CyIIECTBYIOT OYE€Hb HEJJOJITO, OTHAKO HEOOXOIMMEI ISt (POPMH-
pOBaHMs OKOHYATENbHOM nouku. [Ipenmouka (pronephros) popmupyercs Ha 3-i
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Puc. 1.1. OTHowWweHMA NpoHedpoca, Me3oHeppoca N MeTaHedpoca: T — KaHanbLbl TpoHed-
poca, 2 - KaHanbLbl Me3oHedpoca, 3 — MeTaHepporeHHan TKaHb, 4 — NHANPdepeHTHble
roHagbl, 5 — Knoaka, 6 — AUBEPTUKYN, 7 — Napame3oHedppanbHble (MIINEPOBbI) NPOTOKM,
8 — Me3oHedpanbHble (BoNbdOBbI) NPOTOKK, 9 — ANYHUK, 10 — CEMEHHUK.
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Hezene SMOpHOHAIBHOTO pa3BUTHS. B 3T0 BpeMs B KpaHHaJIbHOM 9acTH 3MOpH-
OHa (Ha ypOBHE LIEHHBIX CETMEHTOB) IIPOMEXXYTOUYHAsI ME30/IEpPMa OTIEIACTCS
OT COMHUTOB W 00pa3yeT KieTouHble ckorieHus (mo 10) B ¢opme crebenbka,
dbopmupys HedhpoTombl. HedpoToms (1i1u Tak Ha3biBaeMbIe MeTaHES(HPOTCHHBIC
TSKM) TAHYTCS BAOJIBb TeJla 3apO/bIIIa MEX/y COMUTAMU U NEPBUYHON MOJIOCTHIO
Tena (1endm). PacTyT oHM B nmarepalbHOM HallpaBIEHWH, U B HUX o0OpasyeTcs
nonocts. Jlanee u3 HehpoToMOB (HOPMUPYIOTCS 2—5 KaHANBLEB, MEJHAIbHbIC
KOHIIBI KOTOPBIX, C OTHOI CTOPOHBI, OTKPBIBAIOTCS B MOJIOCTH TENA, a JIaTepajb-
HBIE CETMEHTHI MPOAOJDKAIOT PACTH B KayJaJbHOM HalpaBieHHH. KaHambIlbl
COCETHUX CErMEHTOB O0BEANHSIIOTCS B ITIAPHBIE IPOI0JILHBIE TPOTOKH, PACTyIIHE
TI0 HaINpaBJIeHHIO K Kiioake. CBOMMHU KOHIIAaMH OHU COOMpAIOTCs B 00ImIunii mep-
BHUYHBII TOYEUHBII IPOTOK NPEATIOYKH, OTKPHIBAIOLIUNCS B KIOAKY.

ITo mepe dopmupoBanus HEPPOTOMOB MPEIIIOUYKH OFHOBPEMEHHO IIPOHC-
XOIMT MX AEreHepanusi, TaKk YTO B MOMEHT 0Opa30BaHMs MOCIEIHETO M3 HUX
nepBbie He(POTOMBI yKe ncue3aroT. He GpyHKIMOHHUPYsI, Tpeanouka cpasy xe
Mo/IBEpraeTcsi 00paTHOMY pa3BHUTHIO (K KOHILY 4-if HeJieH ), HOCKOJIBKY JIMILIeHa
CBSI3U C KPOBEHOCHOM CHCTEMOH U HE TepsieT CBSI3H € IONOCThIO LIEJI0MA.

[MepBuunas nouka (mesonephros) pa3BuBaercs ¢ 5—6-i HesenH, a 1o HEKOTOo-
PBIM IaHHBIM — ¢ 4-i1 Hezlenn SMOpHOHaIBHOTO pa3BuTHs. [1o Mepe nereHepanun
MIPEANIOYKH B 00JIACTH TYJIOBUIIHBIX CETMEHTOB MOSBIISIOTCS IIEPBIE KaHANBIIBI
nepBUYHOHN MoYkK. OHM YIITHHAIOTCS, 00pasys S-00pa3Hyo NeT0, MeTHaIbHbIH
KOHEIl KOTOPOH JIOCTUraeT KaruUIIPHOTO KITyOo4Ka.

OHOBPEMEHHO OT IOPCAIILHOM a0PTHI OT/EINSIOTCS HeOObIINE BETBH, OJJHA
13 KOTOPBIX BHEAPSAETCS B CTCHKY KaHAIIbI[a, a APyTasi — B CTEHKY LIEJIOMUYECKOH
MOJIOCTH, (POPMUPYS COOTBETCTBEHHO BHYTPEHHHUH M HapY KHBIN KITyOOUKH.

Kny©ouku, BHEAPSACH B CTCHKY KaHalblia, 00pa3yloT B 3TOM MeECTE Kall-
cyny llymnsHckoro—boymeHa, a karncyna U KiiyOOo4eK — Mo4YedHOe Telblie.
JlaTepanbHblil KOHEL] KaHAJIbLA BIIAIA€T B IEPBUYHBII [TI0YEYHBIH IPOTOK, KOTO-
PpBIit Ha3bIBaeTCst Me30HePpHIECKUM (BOJB(OB MPOTOK). Jlanee KaHaIbIIbI YUTH-
HSIOTCS, CTAaHOBSICH Bce OoJiee M3BUTHIMH. X OKpy’KaeT CIIeTeHHE KalMUIsIPOB,
00pa30BaHHBIX MOCTIIIOMEPYIAPHBIMU COCYAaMH.

K cepennne 2-ro Mecsina nepBUYHas MOYKa JOCTUTAET MaKCHMAIbHOM BEIH-
YHUHBI. DTO KPYIHBIN OpraH OBOMIAHON ()OPMBI, PACIIONOKEHHBIN M0 00 CTOPOHBI
0T cpenuHHON nuHHMU. OHa NpeACTaBlIeHa JBYCTOPOHHMMHU TSXKAMHU, COCTOS-
IIMMH U3 OTHOTO Psi/ia U3BUTHIX KaHANBIEB, HA CBOOOJHOM KOHIIE KOTOPBIX (hop-
MHpYeTcs JaleodpasHoe pa3pacTaHue — IIIoMepyssipHast Karcyina (0oyMeHoBa)
U TIOTPY>KEHHBIN B HEe KITyOOUeK KalmuUIIpoB — ioMepyil. KananbIs! cBA3aHbI
C MIPOIOIBHBIM Me30HE(PpHUECKUM (BOIH(POBBIM) IPOTOKOM, OTKPHIBAIOIIIIIMCS
B MOYEBOU CHUHYC.

[lepBuuHas mo4ka npuoOpeTaeT CBsi3b C KPOBEHOCHOM CHCTEMOW M yTpa-
YHMBAET ee C MOJIOCTHIO 1enoMa. [IepBuuHas moyka QpyHKIMOHUPYET B TEUCHHE
2-3-ro MecsIeB BHyTPUYTPOOHOTO pa3BUTHs. DYHKINS ME30HEPPUIECKUX
KaHaJbLIEB CXO1Ha ¢ (pyHKIMEH KaHaJIbLEeB He(poHa IMOYKH B3POCIOr0 Opra-
HU3Ma. OUIBTpaT KPOBU M3 KIIyOOYKa IOCTYIIAET B KalCylly, 3aTeM B KaHAJELl
U jajee — B Me3oHeppuyeckuii mpoTok. [Ipu 3ToM B KaHANbIE TPOUCXOTUT pead-
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copbuus psiaa BemiecTB. OHAKO B IEPBUYHOM MOYKE MOUa cl1ab0 KOHIEHTPUPY-
€TCsl, 9TO CBSI3aHO C OTCYTCTBHEM CTPYKTYP MO3TOBOTO BEIIECTBA, HEOOXOANMBIX
JUISL YJIepoKaHUs BOJIBL.

Crenyer OTMETHTB, YTO KOTJa Kay/lalbHble KaHAIBLBI eule AuddepeHuupy-
I0TCSI, KpaHUAIIbHbIE KaHAJIBIIBI M KIIyOOUKH Y)ke JereHepupytoT. OObIYHO TIep-
BHYHAs MOYKA MOAABEpraeTcst 00paTHOMY pa3BUTHIO (10 14-1 HeJenH) 1 TONBKO
ee Kay/laJIbHbIC OT/IEJIbl YYaCTBYIOT B (OPMHUPOBAHNH MOJIOBBIX XkeJe3. M3 Boib-
(hoBa MPOTOKA y MATBUUKOB 00PA3yIOTCS MPUAATOK SANYKA W CEMSBBIHOCAIINI
NPOTOK, & U3 KAHAJIBIEB MEPBUYHOI TMOYKH — BBHIHOCSIINE KaHAJBIbI SIMYKA.
VY neBoyek Boib(OB NPOTOK YACTUYHO IMOJBEPraeTcs oOpaTHOMY Pa3BHUTHIO,
OIHAKO COXPAHSIOTCS PYIMMEHTAPHBIE CTPYKTYpHI, TaKHe KaK IPHIATOK sSU4-
HUKa, OKOJIOANYHHK ¥ TapTHEPOB KaHaJl. Bosib(oB npoToK y 1eBoUeK HEOOXOIMM
JUISL pa3BUTHS MIOJUIEPOBBIX MTPOTOKOB. Eciy mepBUYHAs IOYKa HE pa3BHIIACh
HOpPMaJIbHO, HAOMIOJAIOTCA arcHe3Msl MOYKH M MaTOYHOI TpyOBl Ha TOH ke
CTOpOHE Tela, a Takke KOHTpajdaTepalbHO PACIIONIOKEHHAs OJHOPOTas MaTka
U aTpesus BIaraiuiia.

OxoHuarenbHasl (BTOpUYHAs) MoYKa (mefanephros) HaUMHAET Pa3BUBATHCS
Ha 2-3-M Mecsre (MPennoIoKUTENBHO Ha 5—6-1f Hemene) BHYTPHYTPOOHOTO
Meprosia B KaylaJlbHOH yacTi 3MOproHa. OHa popMHUpyeTcst U3 IBYX Y4acTKOB
Me30/IepMBI — MeTaHe(pPOTEHHON TKaHM (WM MeTaHe(ppPOTECHHON OIacTeMBbl)
U MeTaHe(ppUUeCcKoro AuBepTHKYyIa (Boib(oBa kaHana). [Ipu 3ToM cekpeTopHBIi
armapar rno4ex (Io4e4yHoe Telblie, IPOKCUMAJIbHBIC U JUCTAIbHBIE KaHAJIbIIbI,
netst [enne) obpasyercss n3 MeTaHe(POTEHHON OJacTeMBl, a BBLACIUTEb-
HBII anmapar (coduparenabHbIe TPYOOUKH, YaIIeuKH, JOXaHKH, MOYETOYHUKH) —
13 MeTaHe(hPUIECKOTO JUBEPTHUKYJIA.

Meranedpuyecknil AUBEPTUKYT BHEAPSETCS B KayJaJbHYIO YacTh IPOMeE-
JKYTOUHON Me30/IepMBbI, KOTOpasi YIUIOTHSETCS BOKpPYT AMBEPTHKYJa, 00pasys
MeTaHehporeHHnyr Onactemy. [lanee MUBEPTHKYI TUXOTOMHYCCKH JCTUTCS,
(dopMupyst cucteMy coOMpaTesIbHBIX MPOTOKOB, TOCTENEHHO YIITYOISIONINXCS
B TKaHb OKOHYATEJILHOH MTOYKH.

[IponsBonHOE MeTaHEe(PUUECKOTO AWBEPTHKYJIA — COOMpaTeNnbHas Tpy-
00dYKa — Ha IUCTAIFHOM KOHIIE IOKPBITA «IIAIIOYKOW» MeTaHe(ppOreHHOH Oia-
cteMbl. [1o/] MHAYKTHBHBIM BIUSHUEM TPYOOUEK M3 TOH TKaHH (HOPMUPYIOTCS
HeOOJIbILIME [TOYEYHBIE MY3bIPBKH, IAIOIIHME Havyallo KaHaubuam. B cBoto ouepesns,
Pa3BHUBAIOIINECS KaHAIBIIBI HHIYIUPYIOT JalbHelIIee BETBICHUE COOMpaTellb-
HBIX TPyOOUeK.

Kananb1pl, 00beIUHSACH ¢ KAMWUIIPHBIM KITyOOuKoM, GOpMUPYIOT HEGPOHEL.
[IpoxcumanbHBIH KOHEI HepoHa 00pa3yeT Kalcyily, B KOTOpYyIo TIyOOKO BHe-
npsetcs Kiryoouek. Mexy 20-26-i HeeIsIMHA BHYTPHYTPOOHOTO Ieproa Anc-
TaJIbHBIN KOHELl HepOHa MPUKPEILISETCS K OAHON U3 COOMpPATENIbHBIX TPYOOUEK.
[anee xaHanen yaJIHHSETCS, B pe3yJbTaTe 4ero o0pasyroTcsl MPOKCUMAaJIbHBIN
M3BUTON KaHael, neTins ['enne u qucTanbHbli H3BUTON KaHATEIl.

OO0pazoBanne KIIyOOYKOB 3aBepriaeTcs K 35-if Hemele BHYTPHYTPOOHOTO
passutusL. [locie poxxaeHust HOBbIE HE(YPOHBI yKe HE 00pa3yroTcsi, HO UX CO3pe-
BaHHE MPOIODKACTCS O AOIIKOIBHOTO BO3pacTa.
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[MapannensHo ¢ GOPMUPOBAHMEM MOYKHU IPOUCXOIUT 0OpA30BaHUE U MOYe-
BBIBOJSIIECH CHCTEMBL. B CBS3M ¢ YaCTHIM pa3BUTHEM ITy3BIPHO-MOYETOYHIKOBOTO
peduttokca (ITMP) u Ha ero ocHoBe pedirokc-HehponaTuu, HeOOXOIUMO OTME-
TUTbh, YTO BOZHUKHOBEHUE HTOW IMATOJIOTUH HEPEIKO CBS3aHO C HEIOCTATOYHO-
CTBIO JIETPY30PHOTO KapKaca MOYETOYHHKA U KJIAITaHHOTO MEXaHNU3Ma MOYEBOTO
My3bIpst. DTa HEAOCTATOYHOCTH MOXKET (POPMHUPOBATHCS HA 5-if Hezlene recTaluH.

Kak yxe oTMmeyanoch, CHadajia II0YKa pacliojiaraeTcsa B oOllacTH Tasa,
a B JaJIbHEMIIEM OHA IepeMelaercs KpanuanbHee. Kaxxymuiics nogbeM NoYKu
CBSI3aH C YMEHBIIICHHEM KPHBU3HBI TeJla MPU Pa3BUTHH ILJIO/IA U C €0 POCTOM
B IIOSICHUYHOM U KPECTIIOBOM 00J1acTsiX.

Bo Bpemst BHYTpHYTPOOHOTO pa3BUTHsI HMOYKH HE TOJBKO ITOIHUMAIOTCS
JI0 OKOHYATEJILHOTO TTOJIOKEHHMS, HO U JIETal0T IOBOPOT BOKPYT BEPTHUKAIHLHOM
(TIpomONBHOI) OCH.

Taxum 00pa3oM, B SMOPHOHAIEHOM Pa3BUTHH IIOYEK MOXKHO BBLIEIHUTH J[BE
OCHOBHBIC 0COOCHHOCTH: 1 — (hOPMHUPOBAHHE MOYEBBIACIUTEIBHON CHCTEMBI
MPOMCXOJUT M3 ABYX Pa3HbIX YYaCTKOB ME30JE€pPMbI, KOTOPbIE 3aTe€M COCIH-
HSIIOTCS; 2 — TIOYKH 3aKJIaIbIBalOTCs U (OPMHUPYIOTCS B KaylajdbHOH 4acTh
SMOpHOHa, U B JAJIBHEHIIEM IPOUCXOIUT UX BOCXOXKAEHHE M3 IOJIOCTH Tasa
B MMOACHIYHYIO 001acTs. OTMeUeHHBIE 0cOOeHHOCTH AMOproreHe3a OMC umerot
Ba)KHOE KIMHIYeCKoe 3HaueHne. OHW BO MHOTOM OOBSCHSIOT IIPOUCXOXKICHHE
BPOXKIICHHBIX aHOMAJIUi{ TOYEK ¥ MOYETOYHUKOB, KOTOPHIE IIPUBOASAT K PA3BUTHIO
JIPYTUX MATOJIOTHYSCKUX mporieccoB (Tabi. 1.1).

K HacrosimeMy BpeMeHH M3BECTHO, YTO B (DOPMHUPOBAHHHM OKOHYATEIbHON
TIOYKH YeJIOBEeKa MpUHUMAIOT ydactrue Oosee 200 reHoB. MexaHU3MBI, pery-
JHUPYIOIIYE OPraHOreHe3 MOUYCBBIICIUTEIBHON CHCTEMBI, BKIIOYAIOT padoTy
OIPOMHOT0 YHCJIAa CTPYKTYPHBIX T'€HOB, OHKOT'€HOB, (haKTOPOB TPAaHCKPHIILUH,
pocTa, a TaKke OHOJIOTMYECKH aKTUBHBIX BELIECTB, alonTo3. Jaxe HeOobIIie
OTKJIOHEHUsI B X (DYHKIMH Ha JII0OOM 3Tare popMUPOBAHUS MOYEBOW CUCTEMbI
MOT'YT CKa3aThCsl HA Pa3BUTHH BPOXKJICHHBIX aHOMAaJIHi ee opraHoB. [1o 1aHHBIM
pas3HbIX aBTOPOB, 10 30% BCEX BPOXKICHHBIX MOPOKOB y AETEH NMPHXOIUTCS
Ha Pa3IMYHbIe aHOMAJIHMHU CTPOCHUS MOYSK U MOYEBBIX ITyTEH.

AHaToMUnuecKoe CTpoeHNe NoYeK
1 MOYEeBbIBOAALLMX NYTEN y AeTen

VY nereii MOYKH 1O 00BEMY M Macce OTHOCHUTEIBHO OOJIBILE, YEM Y B3POCIbBIX.
Tak, y gereii mouku cocrapisitor 1/100 Macchl Tena, B TO BpeMsi Kak Y B3pOCIIbIX
Bcero 1/200-1/250.

ITpn poxnennn dopma moyek moytu okpymias. [locrenenHo, B mporecce
pocTa pebeHKa, IMOYKH IMPUOOpETaloT CBOeoOpa3Hyro 0000BHIHYIO (opMYy.
Y HOBOPOXKAEHHBIX U JETEH IPYJHOTO BO3pacTa I0YKa OKpYIIasi, TOBEPXHOCTh
ee Oyrpucras 3a cYeT J0JIBYaToro CTPOEHHS, YTO CBS3aHO C HEIOPa3BUTHEM
KOPKOBOTO BELIIECTBA B 3TOM Bo3pacte. J[onpyaToe cCTpoeHne IOYKH COXpaHseTCst
10 2-3 ner.
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Ta6bnuua 1.1. DopMupoBaHrie NOPOKOB Pa3BUTHA NMOYEK COOTBETCTBEHHO
3M6pPUOHaNbHBbIM CTaANUAM

lFecTtaun-
OHHbIN C n
Boapacr, TPYKTYpPHble popMmMbl ocnepacTBMA pucreHesa
Hep.

3-4 MpoHedpoc PeHanbHana areHesmna c oTcyTcTBU-
MpoHedpoTNYECKMN NPOTOK eM romosartepasbHbIX MONOBbIX
Me3oHedpoc xenes, nerknx, HaAnoYeUYHNKOB;
Me3oHedpuueckuii (Bonbpos npo- | bunatepanbHan areHesna (CUHAPOM
TOK) MotTepa)

5 3apogbill MaTK/ 1 Hayaso mMeTa- MNoueyHasn areHes3ns, 3apofbiLL
Hedpoca romosaTepasnbHbIX MONOBbIX Xenes,

Nerkux, HaaNoYeYHNKOB; PyAVMEH-
TapHbI MOYETOUHNK C MOYEYHOMN
areHesuven

6 Mouenonoso cuHyc YpopeKTaJibHble NPOTOKM

8-9 fIBHble SIoXaHKM 1 Yalleyku. He- JKTOMMA MOYETOUHMKA
KoTopble GyHKLMOHMPpYoLMe He- Agnresua
bpoHbl Ao cobupaTenbHbIX TPYOOK. | YpeTepouene
®opmMupoBaHMe MOYEBOTO My3bIpA. | YpeTpanbHbli KnanaH
OTneneHne BbixoAa MOYETOYHNKA MynbTnkuncros
13 Bonbdosa NpoTtoKa. TpeyronbHas | Ancnnasua
06nacTb MOYEBOrO Ny3bips 1 OT- PyanmeHTapHasa nouka
BepCTME MOYETOYHMKa; BYropok; Tun Il KncTo3HOM 6onesHn
dopmmpoBaHve Hayana aakynsaTop- | CuHapom MNoTTepa
HOro NpPOTOKa

10-11 QopMUpOBaHUE NIOXaHKM 1 Yalle- MNopoKn NoxaHKM 1 Yalleyek
yek. bonbLue GpyHKUMOHMpPYIOLWMUX
HedppoHoB. PocT 1 pa3suTre BeTBEl
npotoka. OTKpbITYe MOYETOUHNKA
1 nossneHune beTanbHON Mo
B MOYEBOM My3blpe

14-15 Manble yaleuku, noyeyHble cocoy- | OTKNOHEHUA B YaLLEeYHO-TI0XaHOU-
KW, NOYeYHble AobKY; cobrpaTtenb- | Hblx crucTemax no Gopme nnm Konm-
Haa cuctema. HedpoHbl gocturatot | yectsy. Tun | KncTo3Howm 6onesHu
nepudepun. DopmmnposaHmne apkag | nouek no knaccudukauyum Motrepa

20-22 YeTKoe pasrpaHuyeHue mosrosoro | [louyeyHas gucnnasma C HOpPMasbHOWN
1 KOPKOBOTO BellecTBa nenbBNOKaNNKYNAPHON CNCTEMON.

[eTcknii n B3pOoCnbI TUMbl MOANKK-
CTO3HOW 60N1e3HN

32-36 MpekpalueHne obpazoBaHnsa Hedpo- | MegynnsapHasa KNCTO3Has 6onesHb
HoB. [MonHoe KonmuecTBo He$ppoHOB
(1 MnH B KaXkaom noyke)
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Jl1Ha MoYKY HOBOPOXKIEHHOIO cocTaBiseT 42 MM, a macca — 12 . B rpyn-
HOM BO3pacTe pa3Mepsl OYKH YBEIHMUUBAIOTCS IPUMEpPHO B 1,5 pa3a, a Macca
nocturaet 37 r. B mepuon AercTBa JUIMHA MOYKH paBHA B cpenHeM 79 mw,
amacca— 56 I Y moApoCTKOB JUIMHA MOYKH JocTuraet yxe 107 MM, a macca —
120 r.

Y HOBOPOXKIECHHBIX JETEH TONIUHA KOPKOBOI'O BEIIECTBA NOYKH PaBHA MIPH-
MEpHO 2 MM, a MO3rOBOI0 — 8 MM; UX OTHoweHue cocrasisier 1:4. Tonmuua
KOPKOBOTO BEILIECTBA Y B3POCIIOTO YEI0BEKA [0 CPABHEHHUIO C TAKOBOM Y HOBO-
POXJICHHOTO YBEIMYNBAETCS MPUMEPHO B 4 pa3a, a MO3TOBOTO — TOJIBKO B 2 pasa.

JlimHa novek oOBIYHO HE IPEBBIIAECT BHICOTHI TEJ YETHIPEX HMOSCHUYHBIX
MO3BOHKOB. Pa3HuIa 110 ASTMHE IpaBOM U JIEBOH MOUYEK, KaK IPAaBUIIO, HE IIPEBbI-
maet 1 cM, Ho mpaBast oYKa HeCKOJIbKO Oosbire jeBoi. lllnpuna noukn y nerei
MIEPBOTO rofa HU3HU COCTaBISIET B cpeqHeM 65% ot ee amuHbEL. C BO3pacToM
MIPOIIOPLUH HECKOJIBKO MEHSIOTCSI, U y IeTEl CTapIIero Bo3pacTa MUpHUHA TOYKH
coctansietT okoso 50% ot aymHb opraHa (y B3pocibix — 30-35%).

Poct mouex mpoucxoAauT B OCHOBHOM Ha NEPBOM IOAY XXH3HH peOCHKa.
B mepuon ¢ 5-9 nert, a takke B 16—19 ner pasMepsl NOYKH yBEIHMUUBAIOTCA
3a c4eT pa3BUTHs KOPKOBOTO BELIECTBA; POCT MO3TOBOIO BEILECTBA MpeKpala-
ercs K 12 romam. Macca KOpKOBOTO BEIIECTBA ITOYEK yBEINIUBAETCS Onaronaps
pPOCTY B JUIMHY WM IIMPHHY H3BUTHIX KaHAJBLEB M BOCXOIAINEH YacTH NMETIH
HedpoHa. [ToueuHble JTOXaHKH Y HOBOPOXICHHOTO IIUPOKUE, aMITyJIOBH/IHbIE.

Tomorpagust moyex ¢ BO3PacTOM H3MEHSETCS B CBSI3M C MX OITyCKaHHEM.
Y HOBOPOXKJICHHOTO BEPXHUH KOHEI MOYKH MPOEIUPYETCs HA YPOBHE BEPXHETO
kpast XII rpyaHOro IMO3BOHKA, @ B TPYAHOM Bo3pacTe (10 1 roga) — yke Ha ypoBHE
cepenunsl Tena XII rpynHoro no3sonka. HuxxHuil KoHeL MOYKK Y HOBOPOXKIEH-
HOTO HaXOAWTCS HA YPOBHE HIDKHETO Kpas [V MOsICHUYHOTO MO03BOHKA, y TO/0-
Bajoro peGeHKa — Ha IOJIMO3BOHKA BBIIIE, YTO CBS3aHO C OBICTPBIM POCTOM
M03BOHOYHOTO cToN0a. [Tocie 5—7 et nonokeHue oYKH OTHOCHTENLHO O3B0~
HOYHHUKA NPUONMKaeTCsl K TAKOBOMY Y B3pPOCIIOTO YeJIOBEKa.

Bo Bce nepronbl )U3HH YeNI0BEKA MIpaBasl MOYKa PacloNaraeTcsl HECKOIbKO
HUXKE JIEBOM.

Y HOBOPOXIICHHOTO 00€ MOYKH B 00IACTH BEPXHETO KOHIA U TIEepeaHeMe-
JTUAJIBHON TTOBEPXHOCTH (ITOYTH IO BOPOT MEUECHH) COMIPHUKACAIOTCS C COOTBET-
CTBYIOIIMM HaganodedHukoM. K mpaBoii mouke npuiexxar Takxke IedeHb, cenas
KHIIKa ¥ 4epBeoOpa3Hblid oTpocTok. K 1eBoii mouke MpuieKuT Ha HEOONIb-
IIOM y4YacTKe CEJIE3€HKa; MEANaIbHEe BOPOT HAXOAUTCS XBOCT MOKEITyOYHON
JKETIE3HI.

[IpomonpHAast 0Ch KaXKA0H MOYKH y IeTei 10 3—4 JeT mMpOXOaNT MapauieIbHO
[TO3BOHOYHHMKY, IOYE€IHBIE BOPOTa 00palieHbl HecKobko Knepeau. K 5—6 rogam
IIPONIOJIbHBIE OCH IPHHUMAIOT HAKJIOHHOE (CXOSIIeecs KBepXy) HallpaBJIeHHE.

B cBs3u ¢ pocToM Tena uenoBeka U3MEHSIOTCS MOJIOKEHHUE TTOUKU U OTHO-
CHUTENbHAs JUIMHA €€ apTepPUU M BeHHI (IIOYEYHOI HOXKKH). Y HOBOPOXICHHOTO
MoYeYHast HO)KKa OTHOCHUTEIIFHO JUTMHHAS, COCYZbI PAcIIONOKEHBI KOCO: Hav9ajo
MIOYEYHOH apTepUH U YCThE €€ BEHbI HAXOAATCS BBIIIE TIOUEYHBIX BOPOT. 3aTeM
MTOYEYHAs! HOXKKA IOCTENIEHHO MPUHUMAET FTOPU30HTAIBHOE TIOJIOKEHHUE, a TIOCIe
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50 1eT, B CBSI3M ¢ HEKOTOPBIM CMEIICHUEM ITOYEeK BHU3, IJIIHA ¢ YBEIMINBACTCS,
ee MOJI0KEeHNE HaIPaBICHO BHU3.

PacmonararoTcst mouku B HUIIIE 3a0PIOMIMHHOTO MPOCTPAHCTBA, 00pa3oBaH-
HOTO KBaJpaTHOM MbIUIEH MOsACHUIBI (m. quadratus lumborum) u GonbIION
MOSICHUYHOW MBIIIIEH (m. psoas major). CHapyXH TIOYKa OKPBITa (PUOPO3HOM
KarcyJoi, O4eHb TOHKOH y HOBOPOXK/ICHHBIX, KOTOpasi HEITOCPEICTBCHHO TIPH-
JIeTaeT K MapeHXUMe, BCICICTBHE OTCYTCTBHS JKUPOBOH KAIICYIIbI.

OUKCHPYIOMHAHN ammapaTr MoYeKk COCTOMUT U3 pslla aHATOMHUYECKHX 00pa3o-
BaHWH, a UMEeHHO: GUOPO3HON KarcCynbl Mo4eK, cBsa30k (lig. hepatorenale, lig.
lienorenale, lig. duodenorenale), cocy0B, OKOJOIOYCUHOU KUPOBOH TKaHH,
MmovYevHoN Qacruu. Y HOBOPOXK/IECHHBIX M JETed paHHEro Bo3pacta (HKCaIHs
TIOYEK HEJIOCTATOYHA, TaK KaK OTCYTCTBYET KUPOBas KaIlCyJia MOYeK U eIl II0X0
pa3BUTa OKOJIOMIOYCUHAS JKUPOBAsi TKAHD M CBSI309HBIN armapatr. Hegocrarounoe
pa3BUTHE (PUKCHPYIOIIETO anmapaTa ClioCOOCTBYET OOIbIIEH (PHU3NOTOTUIECKOH
TIOJIBMYKHOCTH TOYEK Yy JieTeil paHHero Bo3pacta. OkoH4YaTenbHOe (OpMHUPOBaHHE
MexaHu3Ma (UKCAIMY 3aKaH4YMBAETCs TOJIBKO K 5 rojiam, a nHoraa — K 8.

[Touka TOKpBITa COETMHHUTEIHLHOTKAHHON Karlcyiaol, a crepeny, KpoMe
TOT0, — CEPO3HOI 000I0UKO. BetecTBo MovKy pa3nenseTcst Ha KOPKOBOE M MO3-
roBoe. KopkoBoe BemiecTBo (cortex renis) — TEeMHO-KPAacHOTO IIBETA, pacrioiia-
raercs oOIKM CIIOeM o7 KallCylloi. B paHHeM sMOpHOreHe3e MOYKH UMEIOT
JIOJIBYaTOE CTPOCHUE, PH JAabHEUIIEM Pa3BUTHH OCHOBAHHS JIOJIEK CIIMBAIOTCS,
00pasyst KOpKOBO€E BelecTBO. TOIbKO B MO3rOBOM BEILIECTBE A0JIBIATOCTh B BUJIE
IpaMu coxpansiercsi. Mo3roBoe BemiecTBo (medulla renis) — Gonee cBeTIIoNn
OKpacku, paszieneHo Ha 8—12 nupamu. BepmmHel mupamMu (MM COCOYKH) CBO-
0OIHO BCTYMHAOT B IOYEYHBIE YaIlIKH. B mporiecce pa3BUTHS MOYKH €€ KOPKOBOE
BEIIECTBO, YBEIMYMBASICH B Macce, MPOHMKAECT MEXIYy OCHOBAHHUSAMH MTUPaMUJ
B BUJIC TIOYEYHBIX KOJOHOK. MO3roBo€ BEIECTBO, B CBOIO OY€peib, TOHKMMHU
MIOJIOCKaMH BpacTaeT B KOPKOBOE, 00pa3ysi MO3TOBBIE JIYYH.

[Toukyn HOBOPOXIEHHBIX W JETEH paHHEro BO3pacTa COXPAHSIOT YEepPTHI
SMOPHOHAIFHOTO CTPOCHHS, T.€. BBIPAKCHHYIO J0JIBYaTocTh. [Touky umeror
10-20 momek, OTAENECHHBIX APYT OT Ipyra 00po3gaMH pa3TUYHON TITyOWHEI.
JlompuaTocTh MOCTENEHHO Hcye3aeT K 2—4 rogaM. Y HOBOPOXKICHHBIX U JI€TeH
MEePBBIX JIET )KU3HU OINPEAEISIETCS OHTOICHETHYECKasi He3pEeIOCTh MOYeYHO
TKaHU C HEIOCTaTOYHBIM Pa3BUTHEM KOPKOBOTO BeleCTBa (TOJIMHA KOPKOBOTO
cJ1osl paBHa 1/4 4acT MO3TOBOT0, B TO BPEMsI KaK y B3pOCIBIX 9TO COOTHOILICHHE
cocrapisieT 1/2). CooTHOLIEHHE MEXIy KOPKOBBIM M MO3TOBBIM BEIECTBaMH,
COOTBETCTBYIOIIEE TAKOBOMY Y B3POCIBIX, YCTAHABINBACTCS TOIBKO K 7-MYy TOJY.
Mo3roBoii ¢j10¥ OYEK y AETEN BBIPAKEH NOCTATOUHO XOPOLIO.

CTpoMy MOYKH COCTABIISIET PhIXJIasi BOJIOKHUCTAsl COCAMHHUTENbHASI TKaHb,
Oorarast peTHKYJISIPHBIMH KJIETKaMH M PETHKYJIMHOBBIMH BoslokHaMu. [Tapenxuma
MTOYKH Mpe/ICTaBIeHa MOYEYHBIMU KaHAIbIaMu (fubuli renales), KoTopble mpu
Y4acTHHM KPOBCHOCHBIX KalMUIIPOB 00pasyroT HedpoHBl. B kaxmoil mouke
HACUUTHIBAeTCS OKOJIO | MITH HE(POHOB.

Hedpon sBnsercs cTpykrypHOH M (PyHKIMOHANHHONW eIWHULIEH MOYKH.
B cocraB HepoHa BXOAAT: Karcyia KIryO0ouKa, IPOKCHUMAIbHBIA H3BUTOHN KaHa-

AHaTOMUYeCKoe CTPOEHME NOYEK N MOYEBbIBOAALLMX NyTel y AeTen 23

JIenl, MPOKCUMAJIBHBIM MpsIMOM KaHalell, meTis [enie, cocrosmas U3 TOHKOTO
HHUCXOISIIETO CerMEHTa, 00pa3yIoIIero NemIo, U TOJICTOT0 BOCXOISIIETO Cer-
MeHTa. TOHKWH KaHaJel U AUCTANBHBIA MPSIMON KaHaJell 00pa3yroT METII0
HedpoHa. [ToueuHoe Tenblie BKIIOYAET COCYAMCTBIH KIIyOOYEK M OXBaThIBAIO-
IIYIO €T0 Karcyiny Kiybouka (karcyrny boymena). Hedpon nepexonut B codupa-
TEJIFHYIO TPYOKy, KOTOpasi HIEPEXOUT B COCOYKOBBII KaHaJl, OTKPHIBAIOIINICS
Ha BEpIIMHE MUPaMU/BI B TTOJOCTh HoueyHoi vameuku. Oxorno 1% redpoHOB
MIOJTHOCTBIO PAcIioaratoTcs B KOPKOBOM BeliecTBe (KopoTkue Hedponsl), y 80%
HEe(QPOHOB TETIIN CIYCKAIOTCS B HAPYKHYIO 30HY MO3rOBOTO BelecTBa (Ipome-
KyTouHble He(poHbI). OcTalbHbIe HE(POHBI PACHONAralTCs B MIOYKE TaK, YTO
UX MIOYEYHBIE TEIbIIA, IPOKCUMAIEHBIE U IUCTAIbHBIE OT/IEIBI JIEXKAT B KOPKOBOM
BEIIIECTBE HA IPAHMIIC C MO3TOBBIM BEIIECTBOM, a NETVIN IITyOOKO YXOISAT B MO3-
TOBOE BEIIECTBO — ATO JUITMHHBIC WIJIM OKOJIOMO3TOBBIE (FOKCTaMENy/UIIpPHBIE)
HE(POHBI.

CormnacHO JieNIeHUI0 MTapeHXUMBI TIOYKH Ha BHEIIHIOI (KOPKOBYIO) M BHY-
TPEHHIOI0 (MO3rOBYIO) 30HBI, Pa3IMYalOT HECKOJIBKO TUIIOB HE(QPOHOB, OTIH-
YaroIUXCsl 10 MECTY PaCIOJIOKEHHUS: cyrneppuuranbHble (TOBEPXHOCTHEBIE)
HEe(QPOHBI, PaCTIOIOKEHHBIE B HAPYXKHBIX CIJIOSIX KOPKOBOTO CJIOS ITOYEK, MHTpa-
KOpTHKaJIbHbIE HE()POHBI — B TOJIIMHE KOPKOBOTO CJIOSI M IOKCTaMeqyJUIIpHbIE
HE(POHBI — Ha TPAHHUIIE KOPKOBOTO M MO3TOBOTO BelIecTBa ouek. Cxema CTpo-
eHus HeppoHa npencTaBieHa Ha pucyHke 1.2.

CobuparenbHble TIOYE€UHbIE TPYOOUKH HAUMHAIOTCA B KOPKOBOM BEIIECTBE,
B KOTOPOM OHH BXOJIST B COCTaB MO3TOBBIX JIydel. 3aTeM OHH IEPEXOIST B MO3-
TOBOE BEIIECTBO M Y BEPIIUHbI TUPAMHUJ BINBAIOTCSI B COCOYKOBBIA KaHAJ.

Hedpon cocTouT 13 mo4eqHoro Tenbia, KOTOPOE BKIFOYAET COCYAUCTHIHN KITy-
6ouek u ero Karcymy. Kaxasiit cocyaucTsiii xiryoodex (glomerulus) comepx ut
6omnee 50 KPOBEHOCHBIX KaTMJUIIPOB. DHIOTETUATBHBIE KJIETKH dTHX KaIllUJLUIs-
POB UMEIOT MHOTOUKCIIeHHbIE (peHecTphl ntuameTpom o 0,1 MKM U pacrosnara-
I0TCsI Ha BHYTpPEHHEH ITOBEpXHOCTH TOJICTOH Oa3zaipHON MeMOpaHbl. basanbHas
MeMOpaHa COCTOUT M3 TPeX CJIOEB (HapyKHOTO M BHYTPEHHETO CJIOCB — MEHEE
IUTOTHBIX, CPETHETO CII0sl — OoJiee MIOTHOTO, B KOTOPOM HMMEIOTCSI MUKPOQH-
OpHILIBI, 00pa3yIoIe CeTOUKY, tnameTpoM He Ooree 3 uM). C HapyXHOI cTO-
POHBI Ha MEMOpaHe JIS)KUT JIUTENNI BHYTPEHHET0 JIMCTKA KaIlCybl KITyOouKa.
ITo ¢opme karcyna kiryOouka HallOMHMHAET JBYCTEHHYIO yairy. Karcyna xiry-
Oouka oOpa3oBaHa BHYTPEHHHM M HapY)KHBIM JIMCTKAMH, MEXIy KOTOPHIMHU
pacIioNoXKeHa IMIeNeBUIHAs TI0JIOCTh, IIEPEXOAAIIAs B IPOCBET MPOKCHMAILHOTO
KaHaJblla He(poHa. BHyTpeHHMI TUCTOK KaICybl HPOHUKAET MEKY KallIs-
paMu COCYINCTOTo KITyOOUKa U OXBaThIBAET UX TIOYTH CO Bcex cTopoH. OH 00pa-
30BaH KPYIHBIMH HETPAaBUIILHON ()OPMBI SIUTEIHATBHBIMU KJIETKAMH — TIOJI0-
oUuTaMu. Ot ten IIOAOLMTOB OTXOAAT HECKOJIBKO 6OJ'II>IIJI/IX IUPOKUX OTPOCTKOB,
Ha3bIBAEMBIX LUTOTPAOEKyJIaMH, OT KOTOPBHIX HAYWHAIOTCS MHOTOYHCIICHHBIC
MEJIKHE OTPOCTKH — IUTOIIOANH, IPUKPETUISIOIINECS K TPEXCIOiHOH MeMOpaHe.
Hoxkn momonnToB, mepemieTasch MeXIy co00i, 3aKphIBalOT Bce CBOOOIHOE
MIPOCTPAHCTBO Kanmwusipa. MexIy MalbIMU OTPOCTKaMH ITOJOLUTOB HMEIOTCS
GbuOpHIIIsIpHBIE coeAnHEeHNs, GOPMUPYIOIIHE TaK HAa3bIBAEMYIO LIEIICBYIO JHa-
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Puc. 1.2. Cxema cTpoeHus HedppoHa (no t0.B.HatoumHy, 1997): | — KopkoBOe BeLLeCTBO;
Il - Hapy»>KHaA 30Ha MO3roBOro BewecTBa; /Il — BHyTpPeHHAA 30Ha MO3roBOro BellecTBa.
a - IoKCTameZynnApHbIN HedpoH; 6 — cynepduLmanbHbI HeppoH. T — Knybouek; 2 — NPOoK-
CYMManbHbIA U3BUTON KaHanew; 3 — NPOKCMMarbHbIA NPAMON KaHanew; 4 — TOHKNA KaHa-
ney, (TOHKaA HUCXoasAlWaA BeTBb NeTnu leHne); 5 — TOHKUIA KaHanew (TOHKas BocxoaAllas
BeTBb neTnu leHne); 6 — AUCTanNbHbIA NPAMON KaHanew, (ToNCTas BOCXOAALLasA BETBb NeTAn
leHne); 7 — NNOTHOE MATHO; 8 — ANCTaNbHbIN U3BUTON KaHanel; 9 — CBA3YIOLWMIA KaHanew,
(B toKCTameynnApHOM HeppoHe 06pasyeT apkaay); 10 — HauyanbHble oTaesnbl cobupaTenb-
HoW TpybKK; 11 — cobupatenbHble TPYOKM Hapy>KHOro MO3roBOro BellecTsa; 12 — cobupa-
TeNbHble TPYOKM BHYTPEHHEro MO3roBOrO BeLLecTBa.
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¢parmy. lleneas quadparma odpasyeT cucteMy 1nop (GpuibTpanny JuaMeTpom
5-12 M. CnenoBaTtensHO, MPOIECC TeMO(HUIBTPAllN MIPOXOAUT Yepe3 TpU
Oapbepa: (eHeCTpUPOBAHHBIN DYHAOTENUH, COOCTBEHHO 0a3albHYI0 MEMOpaHy
KJIy0OUKa U IISJICBYIO JuadparMmy MOJOIMTOB.

[Tpu 3TOM U3 KPOBH B IOJIOCTH KAICYJbl (HUIBTPYIOTCSI COCTaBHBIE YacTH
TUIA3MBI KPOBH, 00pa3yloline NepBUYHYI0 Mody. JTo repsas (haza MoueoOpazo-
BaHMSA — QUIBTPALHS.

B cocynucThix kiry6ouKax MOUEUHBIX TEJEL JIOKUT €IIe OAUH BH] KJIETOK —
Me3aHTHaJlbHbIe. Me3aHTHallbHbIE KJIETKH BMECTE C OCHOBHBIM BCHICCTBOM —
ME3aHTHaJIbHbIM MAaTPUKCOM — 06pa3y}0T MeSaHFHﬁ, COCAMHUTECIIbHYIO TKaHb
Ki1yOouka. OYHKIIMN ME3aHTHAIbHBIX KJIETOK MHOT00Opa3Hbl. OHU Yy4acTBYIOT
Kak B CHHTE3€, TaK 1 B KaTaboIM3Me KOJUTareHOIo100HOT0 BelecTBa 6a3aabHON
MeMOpaHbl KiTyOouka. Me3aHrHalbHbIe KIETKH MPOSABISIOT (haronuTapHyIo
AaKTUBHOCTbD, «OYHIIAsT» KIyOOUeK OT MHOPOAHBIX BemecTB. Ilommumo 3toro,
Me3aHTHaNbHbIE KIETKH 00JIa/Ial0T COKPATUTENBHOM CIIOCOOHOCTHIO BCIICACTBHE
HAJIMYHS B UX IIUTOIIA3ME COKPATUTEIILHBIX MUKpO(hriTaMeHToB. COKpamasich,
OHH KaK OBl CKMMAIOT KalMIISIPHBIE ETIIN, YMEHbIIas TUIOIIa b TOBEPXHOCTH
(GuIBTpaIyy.

Hapy>XHbIit THCTOK KarCyIbl KJIIyOOYKa IIPEACTABICH OJHUM CIOEM IIIOCKUX
U KyOW9eCKHX STHTEIHAIBHBIX KIETOK, PACHONIOXKEHHBIX Ha 0a3aabHOM MEM-
Opane.

B creHke npuHOCsIIEH apTeproIIbl BO3JIE KITYOOUYKa UMEIOTCS 0COObIE KIETKH,
cozieprKalIye rpaHyJIbl — FOKCTarIoOMepyJsipHble KieTkH (kieTku | tuna). B mpu-
JIeKaleM TUCTATEHOM KaHalle HaXOANUTCs CKouleHHe KieTok (kietku 111 tuma),
MOP]OIOrHIeCcKO 0COOEHHOCTHIO KOTOPBIX ABISAETCSI OTHOCHTEIIBFHO IUIOTHOE
pacronoxenue sanep HepouuToB. MIMEHHO MO3TOMY 3TOT KOMIIOHEHT Ha3BaH
IUTOTHBIM IIATHOM (macula densa). Mexxry pUHOCSIIEH apTepHoIOoN, BEIHOCS-
Llleﬁ apTepHOJ’IOﬁ 1 IJIOTHBIM IIATHOM HaXOAATCS KJIIETKU FOKCTAaBACKYJIAPHOT'O
octpoBka (kierku I tuna). Knerku I, 11 u 11l TunoB o6pasyrot 1okcrarnomepy-
JISIPHBIM KOMIUIEKC, KOTOPBII 00J1a/1acT CEKPETOPHOH CIIOCOOHOCTHIO, COAEPIKUT
peanH. OCHOBHBIM MECTOM CHHTE3a M HAKOIUICHHS PEHHHA SIBISETCS CTCHKa
NIPUHOCALLIEN apTEPUOIIBI.

IOxcrarnoMepyasipHbI KOMITJIEKC BIUSET HA YPOBEHBb apTePHUAIbHOTO J1aB-
nenus (AJ]) u xumudeckuii coctas yibTpaduiIbTpara.

[IpokcuManbHBIA OTHEN KaHajdbla HEQpPOHA MOKPHIT AMHUTEINATBLHBIMU
KJIETKaMH, UMEIOIIMMH MIETOYHYIO KaeMKY, COCTOSIIYIO 13 MHOXKECTBA MUKPO-
BOPCHHOK. B IuTomimasMe 3THX KJIETOK ONpEAeIseTcsl OONbIIoe KOIMYECTBO
YIJIMHEHHBIX MUTOXOHIPHUH.

JlucTanbHbIN OTAEN KaHAIbLA TECHO CBSI3aH C IOKCTAITIOMEPYJIIPHBIM KOM-
IJIEKCOM. DNUTENTUI TUCTAJIBHON 4YacTH KaHajblla IMPEICTaBIE€H KPYMHBIMU
KJIETKaMH, Ha TIOBEPXHOCTH KOTOPBIX HAXOAWUTCS HE3HAYUTEIHFHOE KOJINYECTBO
MHKPOBOPCHHOK. KiieTku coneprkar 00JIbIIoe KoJIM4eCTBO MUTOXOH/IPHH, 2 MEM-
OpaHa Ha 6a3aIbHOM OBEPXHOCTH NMEET HE3HAUYUTEIILHOE KOTHIECTBO CKIIAJIOK.

JlucranpHbIe KaHAIBIBI IIEPEXOIAT B COOMpaTeNbHbIe TPYOOUKH (TIpenMyTIe-
CTBEHHO JYTOBBIE) KOPKOBOTO BelllecTBa MOYKH. J[yroBbie TpyOOUKH cozmepskar
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KJIETKM 2 TUIOB — MpO3payHble U MIoTHBIE. [Ipo3padnbie KiIeTKH KyOnmdeckon
(hopMBI, IMEIOT KPYIHOE SAPO M HEOOIBIIOE KOMHIECTBO MUTOXOHApHI. OCHOB-
Has UX QYHKIHS — OTTPaHUYCHUE OT OKPYIKAIOIIEH Cpeibl COEPIKUMOTr0, HaX0-
JUILLETOCs B TPOCBETE TPYOOUKH M BHIBOJAUMOTO B TIOYEYHYIO JIOXaHKY. [ LoTHBIE
KJIETKH, HalPOTHB, COAEPKaT OOJBIIOE KOJIMYECTBO MHUTOXOHAPHH, I'PaHYJIbI
PHOOHYKIICONPOTENUIOB, UTO YKAa3hIBACT Ha OCYIIECTBICHNE B HUX (PepMEHTHBIX
TIPOIIECCOB.

B Mo3roBoM BemiecTBe MOYKH PACIIONAraroTCs MPAMBbIE KaHAIbIbI U METIN
HedpoHa, coOupaTenbHble TPYOOUKH, HUCXOISIINE U BOCXOJSINNE MPSIMbIE
COCYIIbI M MHTEPCTHLIMAIbHAS TKaHb.

[etns HedpoHa (kananbip! [eHiIe) moapasnensercs Ha TOHKOCTEHHBIE HUC-
XOJISIIIIME BETBH, KOJICHO TIETIIM U TOJICTOCTCHHBIE BOCXO/SIIIE BETBH.

Hucxonsimast yacte kaHaimbla [€HiIe MOKpBITA YIUIOMIEHHBIMH, CBETIBIMU
KIIETKaMH, KOTOPBIE HMEIOT MaJIblii 00bEM IUTOILIA3MbI M COZIEPKaT HEOOIbILOE
KOJIMYECTBO MUTOXOHJIpUH. [T1aBHAsi 0COOEHHOCTh TaHHOW YacTH KaHaJbIla
COCTOHT B TOM, YTO OHA JIETKO MPOITYCKaeT BOJY 3a CYET [IUTOILIa3MaTHYECKIX
mesel, MAYIUX Yepes3 TeNo KIETKU 10 0a3anbHOW MeMOpaHBI.

B Hapy’xHOI 4acTH MO3rOBOTO BEIIECTBA PACIIONAracTCsl BOCXOIIast 94acTh
METIIH, KOTOpasi HeMPOHHUIAeMa JUIs BOJBL. B ammTenun KIIETOK, HaXOSIIIXCS
B 3TOH YacTH, OOHapyXHBaeTcs SIPKO BBIpaKeHHas 0a3zajbHas CKIaq4aTocTh
UTOMEMOpaHBI, KJIETKH COJEep)KaT OOJIBIIOE KOJINYECTBO MHUTOXOHIIPUH, amu-
KaJIbHas 4acTh KJIETOK CHJIBHO BaKyOJIM3HpOBaHa. Takoe CTpOeHUE CrIoCOOCTBYET
AKTUBHOMY TPaHCIIOPTY 3J1eKTpoinToB. [letnn HehpoHOB y peTell o CpaBHEHUIO
CO B3pOCIBIMU OoJiee KOpPOTKHE. DTa 0COOCHHOCTH Oosiee BBIpaXkeHa y JeTei
MJIQZIIIETO BO3pacTa M MpEeApacrloyiaraeT K MeHee TMOKOW PEeryisiuy BOIHO-
COJIEBOTO OOMEHA B 3TOH HOMYIISIINH.

[Ipsmble coOuparenbHble TPYOOUKH UMEIOT KYOOBHIHBIC KIETKH C HU3KHM
COZIEpYKaHUEM MHUTOXOHJIPUH, IEMEHTHl YHJIOIUIA3MATHUECKOH CETH Pa3BUTHI
cnabo.

WuTtepcTuipansHple KISTKH MOYSYHOTO BeleCTBa MEXy KaHaIbI[aMH TIPeI-
cTaBJeHbl pudpodIacTamu, Makpodaramu, TUMGOUTHBIMH H IIa3MaTHIC CKIMU
kieTkaMu. OcoOble MHTEPCTUIMATBHBIE KIETKH MO3TOBOTO BEIIECTBA MOYEK
Y4YacTBYIOT B pabOTe MPOTUBOTOYHOM CHCTEMBI [TOYEK U B IMPOIIECCE KOHIICHTPH-
POBaHHMsI COZIEP)KUMOT0 KaHAJIbLIEB, CHHTE3UPYIOT [TPOCTATNIaHINHBEI.

Y HOBOPOXXAEHHBIX W JETeH paHHEero Bo3pacTa MHTEPCTHLHANbHAs TKaHb
TTOYKH JOBOJILHO CKyAHAas M COCTOUT M3 MHOTOYHMCICHHBIX PETHKYJSPHBIX
(uOpMILT M eMUHIYHBIX KJIETOK, HallOMUHAOMNX (GruopodmacTel. Tako# gedu-
LUT HHTEPCTUINAIBHON TKaHU 00yCIOBINBAET 0COOEHHOCTH MATOJIOT MU MOYEK:
y HOBOPOX/ICHHBIX M JIETeH PaHHET0 BO3pacTa PEKO OBIBAIOT MHTEPCTHIHAIb-
HbIE [TOPAYKEHUS [IOYEK B BUJIE MHTEPCTHINAIBHOTO He(pHUTa.

Kposocnabicenue nouex ocymecTBISETCS MOYEIHBIMHE apTEPHSIMHU, KOTO-
pBle, BOIIS B MOYKH, pactaaloTcsl Ha MEX/I0JIEBbIe apTepUH, HAYIIHE MEXKIY
nupamMuaaMi. Ha rpaHuiie Mesxay MO3TOBBIM M KOPKOBBIM CIIOE€M OHH Pa3BeT-
BIISIIOTCSI HA {yTOBBIE apTepUu. B CBOIO ouepeas AyroBble apTepHH JAr0T HAa4alIo
MEK/I0JIbKOBBIM apTepHsIM, KOTOPbIE MPOXOAT B KOPKOBOE BemecTBO. OT HUX
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BO BCE CTOPOHBI OTXOIAT BHYTPHUIOJIBKOBBIC apTEPUH, 3aKaHUNBAIOIINECS TIPH-
HOCSIIMMH apTepuonamMu. OT BEpXHUX BHYTPHIOIBKOBBIX apTEePUH IPUHOCSIIIE
apTepHOJIbI HAPABJISIOTCS K KOPKOBBIM HE()pOHAM, OT HHXKHUX — K FOKCTaMEIyJl-
JSIpHBIM HepoHaM. B cBSI3M ¢ 9THM B IOUKax YCIOBHO Pa3/ielisiioT KOPTHKAIBLHOE
KpoBooOparieHue, odecreunBaromiee KOpKoBble HE(POHBI, U IOKCTaMeTyILIsIp-
HOe, o0ecIeunBaroiee OKOJIOMO3TOBBIE HE()POHBL.

B xopTukanpHO# cucTeMe KpoBOOOpAIICHNs! MPUHOCSIINE apTEPHOIIBI pac-
MaJAf0TCs Ha KaMJULIPBI, 00pa3yrolie COCYIUCThIE KITyOOUKN MOYEYHbIX TEIeLl
KOpPKOBBIX He(hpoHOB (glomeruli). Kanusuisapbl KiTyOOYKOB COOMPAIOTCS B BBIHO-
CSIILUE apTEPUOJIBI, KOTOPBIE HECKOJIBKO MEHBILIE IMaAMETPOM, YeM IIPHHOCSIIHE
apTepHolbl. BenencTere 3Toro B Kammusipax KiryOOUKOB KOPKOBEIX HE(POHOB
KPOBSIHOE JIaBJICHHWE OY€Hb BBICOKOE (CBBIMIE 50 MM PT.CT.). DTO SBISAETCS BaXK-
HBIM yCJIOBHEM ISl IEpBOH (ha3sl MOUe00pa30BaHus — Ipouecca QUIBTPALAN
AKHUIKOCTU U BEIECTB U3 IJIa3Mbl KpOBH B He(ppoH. Jlanee BHIHOCSIINE apTepH-
OJIbI BHOBB pacraJaroTCsd Ha KallUJIAPBbI, KOTOPBIC OIJIETAIOT KaHAJIbIIbI He(prHa
1 00pa3yoT NepuTyOyIISIPHYIO KaMUIIPHYIO CeTh. B 9THX Kanmmispax naBjieHue
KpOBH, HAallpOTUB, MeHbIIE (0koio 10 MM PT.CT.), YTO CHOCOOCTBYET BTOpPOH
(aze MoueoOpa3z0BaHMs — MPOIECCY OOPATHOTO BCACHIBAHUS YACTH JKHUAKOCTH
1 BEIIECTB U3 HEPpOHA B KPOBb. M3 KamuIsipoB KPOBb MEPUTYOYIISIPHON CeTH
cobupaeTcs B BEpXHHUX OT/ENaxX KOPKOBOTO BEIIECTBA B 3BE€3/[UaThIC BEHBI, 3aTEM
B MCXKI0JBKOBBIC, B CPEAHUX OTACIaX KOPKOBOT'O BEHICCTBA — IIPAMO B MECKJ10J1b-
KOBBIC BCHBI. HOCJ’ICHHI/IG BIIaAarOT B AYTOBBIC BEHBI, IEPEXOAAIINC B MEKIOJIC-
BbI€, KOTOPbIE 00pa3yIOT MOYEUHbIE BEHBI, BEIXO/SIIIE 3 BOPOT MOYEK.

B roxcrameny/musipHO# cHcTeMe KpOBOOOpPAIIEHHUS! AUAMETP MPHUHOCSIINX
1 BBIHOCSIIMX apTEPHOJ COCYIUCTHIX KIyOOUYKOB MOYEUHBIX TEJIEL] OKOJIIOMO3-
TOBBIX HE()POHOB NMPHMEPHO OAMHAKOB MM TUAMETP BBIHOCAIINX apTEpPHOI
HecKoJNbKo mupe. [103ToMy KpoBsSHOE JaBlieHHE B Kalmumiuigpax 3THUX Kiy0od-
KOB HIDKE, YeM B KIyOO4YKax KOPKOBBIX He(poHOB. Kpome Toro, BhIHOCSIIHE
KIIyOOUYKOBBIE apTEpPHOJIbI ITOH 30HBI HAYT B MO3TOBOE BELIECTBO, paclafasich
Ha ITyYKH TOHKOCTEHHBIX COCY/IOB, 00JIee KPYIHBIX, YeM OOBIYHBIC KaIMIIISIPBI
(mpsiMbIe cocybl). B M0o3roBOM BeriecTBe Kak OT BBIHOCSIIMX apTEPHOII, TaK U OT
HPSAMBIX COCYZOB OTXOIAT BETBH, (JOPMHUPYIOIIHE MO3TOBYIO NEPUTYOYISIPHYIO
KalJUIAPHYIO ceTb. OCOOEHHOCTHIO IOKCTAMENYIUISIPHON CUCTEMBI KPOBOOOpa-
IICHHUS SIBIISIETCS TO, YTO MPSIMBIE COCY/IbI 00Pa3yIOT NETIIN Ha Pa3IMYHOM YPOBHE
MO3TOBOTO BEIIECTBA, YTO (POPMHUPYET IIPOTUBOTOYHYIO CUCTEMY COCYOB, Ha3bl-
BAaEMYIO COCYIUCTHIM ITy9KOM.

HedpoHs! 10kcTamMeny/uIIpHON 30HBI HE CTOJIb AKTUBHO YYacTBYIOT B MOYE-
o0Opa3oBaHmH, KaK He(PPOHBI KOPKOBOH 30HEL. OHAKO IOKCTAMEAYUIIPHOE KPO-
BOOOpAIlIEHNE CO3/1aeT YCIOBHS JUIsl BOSHUKHOBEHUsI (PM3MOIOTHYECKOTO IYHTA,
YTO MO3BOJIACT IMPOITYCKATh MOBLIIIEHHBIA 00bEM KPOBHU Y€PE3 IMOYKHU B YCIIOBUAX
CHJIHOTO KPOBEHAITOJIHEHUsI (Hanpumep, IpH (PU3UUECKOH Harpy3Ke).

MoueBble ITyTH JIeTel, paBHO KaK U UX IOYKH, UIMEIOT OCOOCHHOCTH aHaTO-
MHYECKOTO ¥ THCTOJIOTHIECKOTO CTPOCHHUSL.

Iloueunvie noxanku y HOBOPOXKICHHBIX W TPYIHBIX JETEH OTHOCHUTEIHHO
OOJBIINX pa3sMEpPoOB CO CJ'Ia6I)IMI/I, TUIIOTOHHUYHBIMH CTCHKAaMH, BCJICACTBUC CJia-



28 naBa |. AHaTOMO-¢pur3mnonornyeckne 0CobeHHOCTH Noyek

60T0 pa3BUTHSI MBIIIEYHBIX U IACTHYECKUX BOJIOKOH. [ToaToMy popma moxaHok
MOXKET OBITh PA3INYHON — aMIYIISIPHO, BETBUCTOM, MeIIKOBUAHON. [loueunas
JIOXaHKa OKOHuaresJbHO (popmupyercs k 12-my mecsny xu3nu. Craboe pas-
BHUTHUC MBIIICYHBIX M 3JIACTUYHBIX BOJIOKOH, OTHOCUTCIBHO 60.]'1]:-1111/16 pa3MEpbL
JIOXaHOK ¥ TUIIOTOHWYHOCTH CTEHOK CITOCOOCTBYIOT 3aCTOI0 MOYH M PA3BUTHIO
BOCTIQJINTEIILHOTO TIpoIiecca.

[Ipy peHTreHONIOTHYECKOM HCCIIEIOBAHUN MOYEK HEOOXOIMMO YUHTHIBATH
0COOEHHOCTH aHATOMHYECKOTO CTPOCHUS JIOXaHOK. Y JeTel B Bo3pacTe 10 5 et
npeobiagaeT BHYTPUIIOUEUHOE UX PACIONOKEHUE — BHYTPH MIOYEYHOTO CHHYCA.
BriociieacTBum o Mepe packpbITHs IOUEYHOTO CHHYCA JIOXaHKH PacIiojiaratoTcs
BHETIOYEYHO.

Mouemounuxu y eteif OTHOCUTENBHO IIMPE W JUIMHHEE, YEM y B3POCIIBIX,
HMMEIOT U3BHTOHM XOJI, IEPErnObl, OCOOCHHO 3aMETHBIE B MECTax IMepecedeHHs
C TIOJB3/IOIIHBIMU COCYJAMH U B CTEHKE MOYEBOTO ITy3bIps. MbliedHast 000109Ka
MOYECTOYHHUKOB BbIpaXKCHaA cna60, IMMO3TOMY OHU KaXXYTCsl aTOHUYHBIMU U o6na11a}0T
OTHOCHUTEIILHO HU3KOH COKPAaTUTENBHON CIIOCOOHOCTHIO, HEIOCTATOYHBIM B3aUMO-
JICWCTBUEM MBIIICUHBIX COKPAIEHUH OTAENIBHBIX (DYHKIIMOHAIBHBIX CETMEHTOB
MOYETOYHHKOB — LICTON/IOB, 00CCIIEUNBAIONINX POXOKACHHE MOYH B TUCTAITb-
HOM HalpapJIeHHH. DIIaCTHYECKOTO CI0sI MOYETOUYHHKH JIUIICHBI, YTO TAKXKE CII0-
COOCTBYET aTOHUYHOCTH BX CTEHOK. CITM3UCTasi 000JI09Ka MOYETOUHIKOB HMEET
XapaKTEePHYIO CKJI[4aTOCTh, KOTOPAsi UCYE3aET TOJBKO K KOHILY 1-T0 rojia )Ku3HH.

YkazaHHbIE OCOOCHHOCTH CTPOCHHS MOYETOYHHKOB, & MMEHHO: IIUPOKHN
MIPOCBET, U3BUTOM €T0 XOJ M CKJIa9aTOCTb CIM3UCTOH 000JI0UKH, a TaKKe Iepe-
THOBI M aTOHHS CTEHOK, MPEIPACIONIAraloT K 3aCTOI0 MOYHM M BO3HUKHOBEHHIO
MHKPOOHO-BOCTIAJIMTENBHBIX 32a00I€BaHNI MTOYEK U MOYEBBIX ITyTEH.

Heobxomumo oOpaTuTh BHUMaHUE Ha elle OJHY OCOOCHHOCTH CTPOCHUS
MOYETOYHHMKOB Yy JETel, KOTopas UMeeT Ba)KHOE KIMHMYECKOE 3Ha4YeHUe. JTO
CTPOEHHE IUCTAIBHOTO OT/Ie/la MOUYETOYHHKA, €r0 HHTPaMypaJIbHOTO CErMEeHTa,
JIeKAaIIero HeIoCPEICTBEHHO B CTEHKE MOYEBOTO ITy3bIPsl, U BHYTPHITY3BIPHOTO,
TIPOXOASIIETO B TOJCIM3UCTOM CIIO€ MOYEBOTO My3bIps. Y HOBOPOX/ICHHBIX 3TOT
OTPE30K OYEHb KOPOTKHH, U JUTHHA BHY TPHITY3BIPHOTO CETMEHTA HE MPEBbIIIAET
0,5 cm. C Bo3pacToM peOeHKa ITOT CETMEHT YIIMHSIETCS, TOCTUTast MaKCHMyMa
(mo 1,5 cm) x 10—-12 rogam. EcTs MHEHHE, YTO KOPOTKHUIT BHYTPHUITY3bIPHBI Cer-
MEHT MOYETOYHHKA Ipesipacnonaraet K pazsututo [IMP, T.e. npuBoxut x odpar-
HOMY 3a0pachIBAHUIO COEPKMMOTO MOUYEBOTO ITy3bIpS B MOUETOYHHUK (U Jaxe
JIOXaHKY).

Mouesoii ny3vipb y 1eTeii paHHETO BO3pACTa TaKKe HMEET Pl 0COOEHHOCTEH
CTPOCHUS U B IPOLIECCE PA3BUTHS IIPETEPIIEBAET PSJL CYIIECTBEHHBIX N3MEHEHHH:

* y JieTell paHHEro Bo3pacTa OH pacroiaraertcs BbIle, YeM Y JIeTel CTapiiero

BO3pacTa 1 B3pOCJIbIX, 3aX0/Is1 B HAJUIOOKOBYIO 00J1aCTh, 3aT€M IIOCTEIIEHHO
OITyCKaeTcsl B IMOJIOCTh MAJIOTO Ta3a. boiee BrICOKOE pactoiokeHne Mode-
BOTO ITy3bIpsl y AETeH paHHEro BO3pacTa IO3BOJSET €ro JIOBOJIBHO YaCTO
MaJILIIAPOBATh;

* MBIIICYHBIA CIOM M 3JIaCTUYECKUE BOJIOKHA MOYEBOTO ITy3BIPSI Pa3BUTHI

cnabo. IIpu aToM Gosiee pa3BUT MPOJOJIBHBIA MBIIMICYHBIN CIION CTEHKH,
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ciabee BBIpakeH IUPKYIAPHBIN. MBIIICYHBIH CTION aKTHBHO Pa3BUBACTCS
¢ 6 nerT;
¢ cnabo Pa3BUTLI MBINICYHBIC BOJIOKHA B obacTu OTBepCTHﬁ MOYCTOYHUKOB,
MO3TOMY OHHM MMCIOT ()OPMY SIMKH, 3USFOT. DTa OCOOCHHOCTh CTPOCHHUSI
Croco0CTBYeT BO3HUKHOBeHUIO [IMP;
* cim3KcTas 000JI09Ka MOYEBOTO My3bIPS, IPEICTABICHHAS COCTMHUTEIBHO-
TKaHHOW OCHOBOMW, OTHOCHTEIIFHO TOJICTAs M Pa3BUTA JIyHIIe, YEM y B3pOC-
ne1x. OIHAKO OHA PHIXJIas, HeKHasl, XOPOIIO KpOBOCHAaOKEHa, 9TO CIIOC00-
CTBYET 4aCTOMY Pa3BHTHIO BOCTIAJUTEIBHOTO IpoIiecca.
MoueucnyckamenvbHblii KAHA KaK y MaJIbYUKOB, TaK U y IEBOYEK B PAHHEM
Bo3pacTe 0oliee KOPOTKHIA, CO CIIa0OBBIPAKCHHONW CKJIATYaTOCTHIO CITM3UCTOM
000J109KH, comeprKalie Malo COeIMHUTEIIFHOTKAHHBIX BOJOKOH W 3JIacTHYe-
CKOH TKaHHM, Oonee mmpokuii. Hapy)xHoe oTBepcThe y IEBOYEK 3HSAET, OBAJb-
HOM (opmbl. [lepenuuii ero Kkpail MIaAKWiA, a 3aJHUI — TOKPHIT BOPCHHKAMH,
KOTOPBIC NPETIATCTBYIOT MIPOHUKHOBCHHUIO B MOUYCBBLIBOJAAIIUC IYTH I/IH(beK[H/II/I
U3 a”Hyca.

BrieykazaHHbIe aHATOMO-THCTOJIOTHYECKHE 0COOEHHOCTH CTPOSHUS IOYEK
W MOYEBBIX MYyTEH MpenpacroyaraloT K 4yacToMy WHOHUIHPOBAHUIO MOYEBBIX
MyTeH M MapeHXUMBI ITOYEK, IPUBOS K OaKTepHaIbHO-BOCIAIUTEIBHBIM 3200-
neBaausM OMC y neteid. Kpome Toro, aHaTOMO-THCTOIOTHYECKHE 0COOEHHOCTH
CTPOCHMS MOYEK W MOYEBBIX ITyTeH BO MHOTOM OOYCIIOBIMBAIOT OCOOCHHOCTH
(YHKLIMOHUPOBaHUS MOYEBBIACINTENBLHOM CUCTEMBI B IETCKOM Bo3pacte. Kparko
paccMOTpuUM HanbOoliee BayKHBIE C KIMHHYECKOW TOYKH 3PEHHs 0COOEHHOCTH
(YHKIIMOHAIEHOTO COCTOSIHHMS ITOYEK y JIeTeH ¢ MO3UIMH NX BO3pacTa.

OyHKUMYK noyek

IToukn Ha3BIBAIOT IEHTPAIBHBIM OPIaHOM T'OMEO0CTa3a, IIOCKOJIbKY B pe3ylbTare
UX JICSITENBHOCTH 00ECIeunBaeTCs MOCTOSHCTBO HOHHOTO COCTaBa M 00beMa
KHIKOCTEH opraHu3Ma uesioBeka. [1oukM Moniep)KUBalT roMeocras, KOHTPO-
JIMpys 6aﬂch HaTpus, Kajiusd, KaJdblusd, Maraivusda, MOHOB BOAOPOJa, YUaCTBYIOT
B MeTabosm3Me OEJIKOB, YITIEBOJOB, JIMMHUIOB. [I0YKM CHHTE3UpPYIOT PsI rop-
MOHOB ¥ OMOJOTHYECKH AKTHBHBIX BEUIECTB (PEHUH, KWHUHBI, SPUTPOINIOITHH,
MIPOCTaNIaHINHbI), KPOME TOTO, OCYLIECTBIIIOT MpeoOpa3oBanue BUTaMuHA D
B TOPMOHOTIOOOHOE coennHeHne — 1,25-TUTHAPOKCHXOIEKANBITU(EPOT, KOTO-
pBIH CTHUMYIIMpPYET CHHTE3 KajbLUii-CBsi3bIBatoliero oOenka. Ilouku ocyect-
BJISIIOT 9KCKPETOPHYIO (DYHKLIUIO — B HUX 00pa3yeTcsi Moua, ¢ KOTOpOH yansieTcs
YacTb BOJBI U COJICH, IPOTYKTHI MeTa00IM3Ma OEITKOB.

MsHoroo6pazue movyedHsIx QyHKIUNA 00eCHednBaeTCsl COMIacOBAHHOM nes-
TEJIFHOCTHIO KITyOOYKOB M KaHAJIBLEB OYEK, B KOTOPBIX MTPOUCXOAAT KIIyOOUKO-
Basi GUIBTPALU, KaHAIIBIIEBas peabcopOLus U KaHaJIbLIeBas cekpenus. B ocHoBe
KaHaJIbLIeBOW peabcopOLiy U CeKpeLHy, CIIOCOOHOCTH TTOYEK K KOHIIGHTPUPO-
BaHMIO YJIBTpaHUIbTpaTa IJIa3Mbl KPOBHU JIEXKAaT MEMOpaHHBIE TPaHCIIOPTHBIE
MIPOLIECCHI.
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Kny6oukoBas ¢punsrpauns

HauanpHe1iA 3Tanm MoueoOpa3oBaHUs MPENCTABISAET COOON YIBTPaIIIBTPAIIHIO
13 IUIa3Mbl KPOBH BOJIbI M HU3KOMOJIEKYIISPHBIX BOZOPACTBOPUMBIX KOMIIOHEHTOB
yepe3 QUIBTPYIOILYI0 MeMOpaHy Ki1yOoUKa.

XMMHUUECKHH COCTaB YIbTpaduibTpara, HOMy4eHHOTO U3 KarCyJIbl KiyOouka,
MTOKa3bIBAET, YTO OH HE COMACP)KUT OEJIKOB, MMEET TaKylo ke, KaK M Iula3Ma,
KOHLIEHTPAIMIO OCMOTHYECKH AKTHBHBIX BEIIECTB, INIIOKO3bI, aMHHOKHUCIIOT,
MOYEBHHBI, KpEaTHHUHA. B ynbTpadmisTpaTe KOHIEHTPAIMS HATPUS M KaIHs
HECKOJIbKO MEHBIIIE, YeM B IUIa3M€ KPOBH, HO Ha TAKyO JKC BEIMYMHY BBIIIE
KOHIIEHTpaIus Xjopa U OukapOoHara. Ito 00yciosieHo 3ddexkrom ['mbOca—
JloHHaHa — HaIM4MeM B IUTa3Me KPOBH OTPHLATENILHO 3apsHKEHHBIX OEJIKOB —
AQHMOHOB, HE IPOHHUKAIOMINX Yepe3 (GWIBTP U YACP)KUBAIOLIUX YaCTh KATHOHOB.

Kiy6ouku mouek 00pasyrot B cpemHeM 10 120 M1 ymeTpaduiisTpaTa KaxkIayo
MHHYTY, 32 CyTKH KOJIM4IECTBO ynbTrpadunbsrpara qocruraer 170 .

OunsTpyromas MeMOpaHa KITyOOYKOB COCTOUT M3 HECKOIBKUX CI0EB — (heHe-
CTPUPOBAHHOTO PHIOTENHs, Oa3aibHON MeMOpaHbl U LIeNeBOW nuadparmbl
nogo1uToB. OCHOBHYIO (DMIIBTPAIIMOHHYIO (DYHKIMIO BBIMOMHSET OazanbHas
MeMOpaHa. bazansHast MeMOpaHa npeacTaBiseT co00i HENPEPHIBHYIO CTPYKTYPY
¢ opamu uameTpoM He 6onee 3 HM. [logonnTsl — Bropas yacTb GHUIBTpa IMOYEK.
[ToBepXHOCTH MTOJONMUTOB MOKPBIBAET TIMKOKAIUKC (HAAMEMOpaHHBIN CIION),
COCTOSAIINIH U3 MyKOIIOJINCAXapHU/IOB C BEICOKUM COAEPKAHMEM CHAJIOBBIX KHCIIOT
Y OTPULATENIbHBIM 3aps10M BbICOKOH IJIOTHOCTH, KOTOPBIH CITYKUT 3JIEKTPOCTa-
THUYECKUM 0apbepoM JUIsl OTPHLIATENBEHO 3apsHDKSHHBIX MOJISKYI IJ1a3MBbI (OeIKH,
AQHHMOHBI XJIOPa).

[Moueunsrit puasTp 0071a1aET M30MPATENHHOM TPOHUIIAEMOCTBIO, 33/1€PKUBAs
BCE TO, 9TO OOJBIIE pa3MepoB siUEEK B CPEAHEM ClIoe 0a3albHON MeMOpaHbI.
B HOpME depe3 Hero He MPOXOonAT (OPMEHHBIE 3IEMEHTHI KPOBH M HEKOTO-
pble OeNKM IJIa3Mbl KPOBH C HauOojiee KPYIHBIMH MOJIEKYJIaMH (MMMYHHBIE
Tena, GuOpUHOTeH U T.11.). OIHAKO CTEHKY TIIOMEPYIISIPHBIX KalTMIUIIPOB HEJb3s
Ha3BaTh MMACCUBHBIM (MIIBTPOM, TaK KakK (YHKIUS SHJOTEINANBHBIX IIeien
peryimpyeTcs HOUYeYHBIM KPOBOTOKOM, a TaK)Ke ONpee/ICHHBIM PaBHOBECHEM
MEXIy CHIIoN TuQQy3uu U Pe3UCTEHTHOCTHIO KamMULIpHO# cTeHku. [Iporecc
YABTpaQUIBTPALNN TPOUCXOIUT MO BIUAHUEM 3(dekra pazHOCTH THIPOCTa-
tuaeckoro aasienus (7,33 klla, okoso 55 MM PT.CT.), cO31aBaeMOro paboToit
cep/la, U KOJJIOUIHO-OCMOTHYECKOTO JIaBJICHUSI B IIIOMEPYISIPHBIX KallUJLIs-
pax. BennunHa KOJIJIOMIHO-OCMOTHYECKOTO JIaBJICHHUS OEIKOB KPOBH YeJIOBEKa
cocrasisier 33,3 x[la (25 MM PT.CT.) ¥ TP MATOIIOTHH KOJIEOIETCS B 3aBUCHMO-
CTH OT COOTHOIICHUS aTbOyMUHOB ¥ I00OyniHOB. Kpome Toro, Ha pasmep Kiry-
004YKOBOI (DMIIBTPAINH BIUSET BHYTPUIIOUCIHOE JaBJICHHUE (IaBJICHHUE B IIOJIO-
CTH Karcyibl boymMeHa) — HapacTaHHe STOrO JaBJICHUS CHWKAET (QHUIIBTPALMIO.
JaBnenue ynerpaduiabsTpara B MpOKCUMaIbHBIX H3BUTHIX KaHANIBIAX COCTABIISET
okoto 2,67 xITA (20 MM PT.CT.) 32 BEIYETOM KOJUTOMTHO-OCMOTHYECKOTO JIaBJc-
Hust. O dekTHBHOE GUIBTPALOHHOE NABICHHE IIPEACTABIIET COO0H pa3HOCTh
9THX AaBieHui u paBasercs 1,33 kIla (10 mm pr.cT.).
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CymecTByeT oOparHasi CBsI3b MEXIy (YHKIHMEH MUCTaIbHBIX KaHAJIBLEB
U KPOBOTOKOM HYepe3 KIIyOOUYKOBBIE KalWIIIpHL. Perynupyromyro (yHKINO
BBITTONTHACT Oa3abHas MeMOpaHa. MexaHu3M 00paTHOM CBsI3U 0OecIieunBaeTCs
M3MEHEHHSIMH KOHIICHTPAIM MOHOB B KaHAJIBLEBO XUIKOCTH. [Ipu yBeaude-
HUM KOHIICHTPAIlMM MOHOB HACTyIaeT Ba3OIWIaTallus apTepHoll, IPH CHIDKe-
HUM — BAa30KOHCTPHKIIMS, TAaKMM 00pa3oM obecrednBacTcss paBHOBECHE IPO-
eccoB (DPMIIBTpAINH U KaHATBIICBOI peabcopOuunu.

ITponnnaeMocTh KIry60uKOBOTO (DHIBTPA AJISI MAKPOMOJIEKYIT 3aBHCHUT OT pa3-
Mepa nop 6a3aabpHON MeMOpPaHbI M MOIOIMTOB, BEIMYUHBI 3apsi/ia MOJIEKYJI Oelka,
COCTOSIHUSI KPOBOTOKa B KIIyOOYKax M OT (DYHKIMH SHAOTENHS KallWJUISPOB.
B ¢dusnonornueckux ycioBusx (GUIBTpanuyl MMOJABEPraroTCsi MOJICKYIBI Oenka
C OTHOCHTEIBHOW MOJIEKYJISIpHOI Maccolt Hyke 65—70 ThIC., KITyOOUKOBBIH yiIb-
tpadunerpar cogepxkut 10-20 mr Oenka B 100 M1, 3HAYATETBHAS YaCTh KOTOPOTO
peabcopbupyeTcs B IPOKCHMAIBHBIX U3BUTHIX KaHAJIbIAaX. B 0CHOBHOM Oenku
MOYH IPEACTABICHbI allbOyMHHAMH, B-MHKpOIIOOYIHHAMH, TPAHCHEPPUHOM.
Takast u30uparenbHas IPOHULIAEMOCTh 0a3aJbHON MEMOpaHbl KIyOOUYKOB ISt
0eiKoB, ompezessieMasl pa3MepoM II0p, HA3bIBAETCSl Pa3sMEpPOCEIEKTHBHOCTHIO
GazanpHOM MeMOpaHbl. B HOpMe BClencTBHE pa3MepOCENIEKTHBHOCTH B MOUY
HE I0T1a1al0T IMEHHO KPYITHOMOJIEKYIISIPHBIE OEIKH.

KiryGo4KoBBIA (QIIBTP MOMHMO MEXaHHYECKHX OaphepoB (pa3Mepsl mop)
o0Jajiaet ele 1 ANeKTPUUeCKUMH OapbepaMu uis GuiIbTpay. B HopMe moBepx-
HOCTbH 0a3asibHOM MeMOpaHbI KITyOOUKOB UMEET OTPHLATENbHBIN 3apsi/l, KOTOPBINA
obecrieunBaeTcsl NIMKO30aMHUHOIIMKaHaMU (TerapaHcyibharaMu), BXOIIIIIMA
B COCTaB HapyXXHOTO M BHYTPEHHero ciosi. Tak Kak MOJEKyabl aabOyMHHA,
LUPKYJIUPYIOIINE B KPOBH, TAKKE OTPHLATEIFHO 3apsDKEHBI, TO MPH TOIXO0AEe
K MeMOpaHe OHU OTTAJIKUBAIOTCS OT HEe, HE NMPOHMKAs depe3 ee Mophl. Taxon
BapHaHT U30MpaTENFHON TPOHUIIAEMOCTH Oa3aabHON MeMOpaHbl HOCHUT Ha3Ba-
HHE 3aps0CcelIeKTUBHOCTH. [loTepst oTpuIaTenbHON 3apsHKeHHOCTH MEMOpaHbI
BCJIE/ICTBHE, KaK IPaBHUIIO, HAPYIIEHHOTO CHHTE3a rerapaHcyib(ara IPHBOJUT
K ITOoTepe 3aps10CEIeKTHBHOCTH 1 MOBBIIICHHUIO SKCKPENH ajlbOyMUHA C MOYOM.

ITocne mocTyruieHHs: B MPOCBET KaHAIBIEB YAbTPaQUIBTpaTa HAYMHACTCS
mporecc peabcopbruu (oOpaTHOE BcacklBaHHE) B KPOBB BCEX IEHHBIX IS
OpraHu3Ma BEIIEeCTB.

KaHanbueBas peabcopbuua u cekpeyus

Krnetku HedpoHa U coOUpaTenbHBIX TPyOOK 00Iaqa0T CHCTEMaMU aKTHBHOTO
TPaHCIIOPTa, KOTPAHCIOPTA, 00CCICUYMBAIONIUMH MTEPEHOC BEIICCTB MPOTHB
IpaJlieHTa KOHIIEHTPAIMH U3 MPOCBETa KAHATBIICB B KPOBh. YacTh BEIIECTB
CEKPETUPYETCSI U3 BHEKIETOUHOW JKUAKOCTH B MEPBHYHYIO MOYY. AKTHBHO
TPAHCIIOPTUPYEMbIE HOHbBI [0 TPAIUCHTY 3JIEKTPOXUMHUECKOr0 MOTEHIIHANA
YBIIEKAIOT 32 cO00W HEKOTOPhIE MOHBI IIPOTHBOIOJIOKHOTO 3HaKa. Pyt BenecTs
BCAaChIBAaCTCsI MMyTeM MUHOIMUTO3a. BoNbIioe 3HaueHHe B TPAHCIIOPTE BEIIECCTB
HUMEIOT o0JierdyeHHas 1 HemoHHast quddysust. KpoMe Toro, B KileTKax KaHAIBIICB
CHHTE3HPYETCs P/ aKTUBHBIX COCAMHEHHUI, TIOCTYIMAIOMINX B KPOBb U MOYY.
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TepMuH «CeKperus» nMeeT JBOHHOE 3HAUYCHNE TPUMEHUTEIHHO K (PYHKIUAM
moyex: | — mepeHoc BemecTB Yepe3 KISTKH KaHaJbIla U3 KPOBH B €T0 IPOCBET;
2 — BBIJICJICHUC BHOBb O6paSOBaHHBIX BCHICCTB B NPOCBET KaHaJIblla U KPOBb
(meHMUMIUIMH, AUOApacT, GEeHONOBbII KPacHbBIH U 1Ip.).

B npokcuManbHBIX M3BHUTBHIX KaHAIbIAX OCYIIECTBISIETCS peabcopOuus
3HAYUTENFHOW YacTH yIbTpaduisTpaTa Mmia3Mel. B mpomecce peabcopOumm
B OpraHu3M Bo3Bpamaetcs 10 60% Bozap! 1 HaTpusa. TpaHCTIOPT BOABI U pa3iny-
HBIX XUMHUYECKHX COCIMHEHHH OCYIIECTBISETCS HE TOJBKO depe3 MeMOpaHBI
OIMUTECIINA, HO U MMAaCCUBHBIM IIYTEM YCPE3 MCKKIICTOUHBIC KOHTAKTBI (MC)KKJ'IC-
TOYHBIH LIYHT).

Peabcopbyus nampust TECHO CBsI3aHA C SIKOHOMUEH OMKapOOHATOB, U, B CBOIO
odepesib, peabcopOiyst OMKapOOHATOB COMPSHKEHA C CEKpeLieil HOHOB BOIOPO/A.
TpaHCIIOPT MOHOB HATPHUS COMPSIKEH C MEPEHOCOM aMHUHOKHCIOT M TIIFOKO3BI
(BTOpWYHBIN aKTHBHBIN TpaHcnopt). OZHAKO MPOHMIIAEMOCTH MEMOpaH AIIH-
TSI MJI1 MOYEBUHBI HMXKE, YEM JIsI BOABI, ITOOTOMY YK€ B IMPOKCUMAJIBHBIX
otnenax HepoHa HAYMHAETCS IPOLIECC KOHIIEHTPALMH a30TCOJEPIKAILUX COSIH-
HEHUH.

AKTHUBHBIA TPAHCIIOPT CONPSKEH C MOTPEOJICHUEM YHEPTUH, HAaKAILTHBaeMON
KIIETKAMH KaHAJbIEB M 00pa3yromeiics Mpyu paclleIIeHHH aleHO3HHTPH(OC-
¢ara (AT®). B mporeccax akTuBHOH peabcopOrmu Hatpus ygactByeT Na/K-
AT®daza — epMeHT, OCYIIECTBIAIONNI MEPEHOC U3 KIETKH HOHOB HATpPUs
U MOCTYIJICHUE B HEE MOHOB KaJIUs ¥ 00ECIICUNBAOIIUI 3TOT MPOIIECC SHEPrHeh
3a cyet paciuervienust ATO.

B mpokcuManbHBIX OTAETaX He(pOHA BCAaCHIBACTCS OOJNBINAS YaCcTh HATPHSL.
OpHaKo ero KOHIEHTPAHs B KaHAJIBIICBOH KUIKOCTH OCTAETCS TaKoH ke, KakK
1 B I1a3me kposu. Harpwii u npyrue peabcopOupyeMbie BEIecTBa BCACHIBAIOTCS
C OCMOTHYECKH DKBUBAJIECHTHBIM 00HEMOM BOJBI, B pE3YJILTATE YE€TO COACPIKUMOC
KaHaJIbLla BCET/1a OCTAETCsl N300CMOTUYHBIM IIJIa3Me KPOBH.

YactuuHo peaOcopOIusi MOHOB HATpPHUs CBs3aHA C CHCTEMOW aKTHBHOTO
Tpancnopra annona HCOj;™, co3naromero »IeKTpOXMMHYECKHH TOTEHIINA,
criocoOcTByIOMHUH UX iepemeniennto. Kpome Toro, peadcopOIust HOHOB HATPUS
MIPOUCXOMUT 3a CUET 0OMEeHa Ha MOHBI BOAOPOA. 3a cueT peabcopOnpoBaHHBIX
MOHOB OMKapOOHAaTa BBIBOJSITCS HOHBI XJI0pa. B npsiMoii yacT mpokcuManbHOTO
KaHaJiblla UMCCTCA BbICOKAsA IMPOHUIAEMOCTb MCKKIIETOYHBIX KOHTAKTOB JJId
XJIOPHJOB. B CBsI3M ¢ TeéM, 4TO MX KOHIIEHTPAIHS B IIPOCBETE BHIIIE, YEM B OKO-
JIOKaHANBIEBOW KUAKOCTH H B KPOBH, OHH HAYHHAIOT TACCUBHO (TI0 TPAIUCHTY )
peabcopbupoBaThcsa W3 KaHANBLA, YBIEKas 3a coboil Bomy. B mpsamom otmene
MMPOKCUMAJIFHOTO KaHAJIbIIA IIPOUCXOANT KaK aKTUBHBIA TPAHCIIOPT HATPHUS, TaK
Y IACCHUBHBIA XJIOPUJIOB 1 IBUKCHUC YaCTHU HATPUA BMECTE C HUMH 11O MEKKIIC-
TOYHBIM IIPOMEKYTKaM, 00JIa/IAIOIIM BBICOKOH ITPOHUIIAEMOCTBIO /ISl XJIOPH-
JIOB. YhalleHHe U3 yapTpaduiIbTpaTa TIOKO3bI, AMUHOKHCIIOT, JIJAKTaTa U JIpy-
TUX COCIUHEHHUA KOMIICHCHPYETCS BO3PACTaHHEM KOHIICHTPALMd MOYCBUHEI.
ToHKHI HUCXOASAIIMHA OTAET NeTH [ eHre obaamaeT HU3KOH MPOHUIIAEMOCTHIO
JUIsL HATPUsL U BBICOKOM AJISL BOIbI, & BOCXOJAIIMM OTIIEN, HAIPOTUB, BBICOKOM
MMPOHUIIAEMOCTBIO JIJI1 NOHOB HATpPUs.
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W3 ToHKOM yacTu newiu [ eHie »KUIKOCTh MOCTYIAET B TOJICTBIA BOCXOAAIINN
otzaen nenty. CTeHKa 3TOH 4acTH II0XO MPOHHUIIAEMA JUIS BOJBL. 3/ECh MPUCYT-
CTBYET OTIMYHBII OT MPEABIIYIINX MEXaHH3M TPAHCIIOpTa peabcopOLuu HaTpUs
u xjopa. B momMuHapHOI MeMOpaHe paclooKeHa CUCTeMa IIepeHoca B KIIETKY
noHoB Na*, K™ u nByx nonos Cl~. Dta MoNeKyIa KOTPaHCIIOPTEpa HHAKTHUBH-
pyeTcs Ipy HAJIMYKMHK C BHEIIHEH MMOBEPXHOCTH JIIOMHUHAPHONH MeMOpaHBI TaKNX
BEILECTB, KakK (ypocemun, Oymeranna. B nuctanbHOM H3BUTOM KaHAJbBLE BELy-
MM MEXaHU3MOM PeadCOpOIiH CONel SBISETCS HATPUEBBIN HACOC, KOTOPHIHA
obecrieunBaeT peabCoOpOIHMIO HATPHUS MPOTHUB BBICOKOTO JIEKTPOXUMHUIECKOTO
IpaJleHTa, 3a HaTpHEeM IacCCHBHO IBIDKETCS XJop. /laHHAs dacTh KaHajbla
o0nasaeT o4eHb HU3KOHM MPOHUIIAEMOCTBIO IS BOJBI.

B coOuparensHbIX TpyOOUKax OCHOBHBIM MEXaHHM3MOM peadcopOruu
HaTpus SBISETCS MOJEKYSIPHBIA, B MPOIECCE KOTOPOTO JEHCTBYIOT WHIH-
OUTOPHI HAaTPUEBHIX KAaHAJIOB — aMMJIOPUJ U TPHAMTEpPEH. DTH BEIIECTBa
MIPENCTABISIIOT OO0 MUypeTHKH M JEHCTBYIOT M3 MpocBeTa KaHanbla. OHH
CBSI3BIBAIOTCSI C HATPUEBBIMHM KaHAJaMM allMKaJIbHON MeMOpaHbI, KOTOpbIE
o0ecreynBaloT BXO/ HaTpHs B KIIETKY. Ecii kaHas 6JI0KHpOBaH aMIJIOPHIOM,
HaTpHii HE MOXKET peabcopONpOBaThCs U AIKCKPETUPYETCs ¢ MO4Ooil. Bormenmmii
B KJICTKY HAaTpPUH ABIDKETCS IO HUTOIUIA3Me K 0a3aJbHBIM IUIa3MaTHYECKUM
MeMOpaHaM W IEPEHOCHTCS BO BHEKICTOUHYIO XUAKOCTh Na/K-ATdazoii.
CTeHKa CBS3yIOUIMX KaHAJBLEB M COOMPATENBbHBIX TPYOOK MOXET OBITh
HEe TOJIBKO HEMPOHMIIAeMOIl U1 BOJIBI, HO U NPOHULIAEMON A Hee B MpHU-
CYTCTBHUH aHTHANYpeTHueckoro ropmona (AIl'), KoTopslii 1eficTByeT HIMEHHO
B 9TOM OT/eNe KaHaNbLa. TpaHCIIOPT HAaTPHS B AMCTAIIEHOM H3BUTOM KaHaJbIIe
YCHJIMBACTCS allbJIOCTEPOHOM. DTOT TOPMOH Yepe3 MEepUTYOYISIPHYIO IUTO-
IUIa3MaTHYECKYI0 MEMOpaHy IPOHUKAET B KJIETKY U CBSI3BIBAETCS B IUTOILIIA3Me
co crepeocnennPUIHBIM JIJIsl Hero OEJIKOM, MOCIe Yero KOMIUIEKC abJI0CTe-
POH—pELENTOpP EPEHOCUTCS B PO U B3aUMOJICHCTBYET C aKLIEITOPHBIMU JUIS
HEro y4JacTKaMH SJI€pHOTO XPOMaTHHA. JTO BBI3BIBAET TPAHCKPUILIUIO I'eHA,
cunre3 PHK-nocpennnka, KoTopslii MepexoauT B MUTOIUIA3MY U CTUMYIIUPYET
oOpa3oBaHue Oenka B puOOCOMAax, YTO MPUBOJHUT K BO3PACTAHUIO MPOLYKIIHU
ATO.

BropbiM Hanbomnee u3yueHHbIM MEXaHM3MOM DPEryisiuu OajaHca Harpus
1 BOJIBI AABJISIETCS KIETOYHBIM MEXaHU3M JAEHCTBHS albJ0CTEPOHA. DTOT TOPMOH
Yyepe3 NepUTyOyIISIPHYIO IIa3MaTHIECcKyl0 MeMOpaHy MPOHUKAET B KJIETKY U B
IIUTOIIIa3ME CBSI3BIBAETCS CO CENN(HIHBIM /IS HETO OENKOM. 3aTeM KOMITIEKC
aJBJ0CTEPOH—PELETITOP TIEPEHOCUTCS B AIPO, T1€ HHUIIMHPYET TPAHCKPUIIIUIO
reHa, npuBouT K cuaTe3y PHK-nocpenHika, KOTOpsIi CTUMYIIHpPYET B pub0Cco-
Max obpa3oBaHHe HOBOTO Oeska. JlaHHbIH OesIOK SBIIETCS KOMIOHEHTOM HaTpH-
€BOT'0 KaHaJja, o0ierdas poxoJl HaTpHs B KJIETKY, & TAK)Ke Y4aCTBYET B CHHTE3€
Makpomosiekyll Na/K-ATdazpr. OCHOBHBIM MECTOM JICHCTBHS ajbJIOCTEPOHA
SIBIISIFOTCSI KOHEYHBIE OTAENbI AUCTAIBHOTO W3BUTOTO KaHAbIa W HadaJbHbIC
OTIEIBI COOMpATENbHBIX TPYyOOUeK.

YactuuHo peabcopOIusi HOHOB HAaTPHUsS CBA3aHA C CHCTEMON aKTHBHOTO
TpancnopTta anuona HCOj;~, co3maomero 3MeKTPOXUMHUYECKUI MMOTeHIINAT,
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CIOCOOCTBYIOIINH HX TIepeMerieHnto. Kpome Toro, peabcopOriiist HOHOB HaTpus
MIPOMCXOAUT 3a CYET OOMEHA Ha MOHBI BOAOPO/IA.

PeabcopOrust >KUAKOCTH M HATPUS B IPOKCHMATIHHOM KaHAJIBIIE TAK)KE Pery-
JMPYETCsl UMITYJIbCAMH, NIEpEeJaloIIMMHUCS K MOYSYHBIM KaHalblaM 1o 3¢de-
PEHTHBIM HepBaM. JTOT MEXaHU3M IIPOSIBISIETCS IIPH YBEINIEHUH 00beMa KPOBH
1 BHEKJICTOYHOH JKH/IKOCTH, KOTZIa YMEHBIICHHE peadcopOLni HOHOB M BOJIBI
B POKCHUMAaJIBHOM KaHAJIbIIE CIIOCOOCTBYET YCHIICHNIO HX IKCKPEIIMU M HOpMa-
JU3aIH BOAHO-COJIEBOTO OOMEHa.

[Ipu HapymieHnu peabcopOLUK B BBILIEISKANMX OTAEIaX HepoHa BO3-
MOXKHO a/IaliITHBHOE U3MEHEHHWE BCACHIBAHUS BEUIECTB B €r0 MOCIEAYIOLIMX
oTzenax.

[Ipenmnonaraercss Takke CyIIECTBOBAHHE CHCTEMBI OOJIETYCHHOTO TpaHC-
MopTa HATPUS M XJIOpa MPH yYacTHH CHEIU(PHIECKOr0 TPAHCIOPTHOTO Oenka
KIJIETOYHBIX MEMOpaH.

Honvt xnopa B 0CHOBHOM peabCcopOUpyIOTCs TAaCCUBHO, a MOHBI OMKapOoHaTa
MIO/IBEPraloOTCsl aKTUBHOW peadbcopOIy, HO BO3BPAIIAlOTCS 00paTHO B IPOCBET
KaHAJIBIIEB MyTeM UG Py3un.

Yeunenue cexpeyuu Kaaus HE ONMOCPETOBAHO T'€HETHUYECKUM allapaTroM
KyeTkd. Cekpenysi HOHOB Kajusl AMCTAIbHBIMHM KaHAJIbLAMH HPEACTaBISET
OCHOBHOM (pakTOp, ONpEeISIONIHNIA €r0 BBIBEICHHUE U3 OPraHU3Ma Yepe3 MOYKH.
AJBIOCTEpOH YBEJIMUYUBACT CEKPELHUI0 MOHOB KaJWs HAa BCEM MNPOTHIKCHHUU
JUCTATIbHBIX KAHAJBIICB, OJIHAKO MHIHMOUTOPHI CHHTE3a Oelika He OJOKUPYIOT
BJIMSIHHE 3TOro ropMoHa. Kpome Toro, cexpernus HOHOB KaJlisl TECHO CBSI3aHa
¢ cexpenueii HoHOB Bogopozaa. OHa 3aBUCHUT TAKXKe OT CKOPOCTH TOKA KHUAKOCTH
Yyepe3 KaHaJIbLbl, TOITOMY OOJIBIIMHCTBO IPENAPATOB, OKa3bIBAIOLINX ANYPETH-
YECKOE JIEHCTBUE, BBI3BIBAIOT KAy pes3.

Eme oqHuM BakHBIM (DaKTOPOM PETYISILUM TPAHCIOPTa KajJHs SIBISIETCS
WHCYJIMH, yMeHI)IHa}OHJ,I/Iﬁ OKCKPCUHMIO KaJInsd U HOB])IHJaIOH_lI/lﬁ TOJICPAHTHOCTDH
OpraHu3Ma K BBEJICHHIO €TO COJIEH.

B npoxcuManbHBIX M3BUTHIX KaHANbIAX peadbcopoupyercs 50-70% moHOB
KaJusi, TpOQHIBTPOBABIIETOCS B KITyOOUKaX, TPX 3TOM €T0 KOHIIEHTPALHS B YiIb-
TpaUIBTpaTe CYIECTBEHHO HE U3MEHSETCSL.

IIpu HEnOCTAaTOUHOM MOCTYIUIEHUH Kajus C IUILEH B OPraHu3M PE3KO CHU-
JKAC€TCA €ro novceuHas 3KCKpeus, a Ipu YMCHbBIICHUHN HATPU B pallMOHC pea6—
COpOIMSI HFOHOB KaJIUS B IUCTAIBHBIX OT/eTIax He)pOoHa 3HAYUTEILHO yBEIHIH-
Baercs. CocTosiHAE METabOIMYECKOTO allKaJio3a CONMPOBOXKIACTCS YCHICHHUEM
KaHaJIbIIEBOW CEKPELNH KaJlisl, © Ha000pOT, MPH METabOIMIECKOM aIi03€ OHa
npekpamraercs (P ajKaio3e YpOBEHb KaJIWs B IIa3Me CHIDKEH, a TPH alu-
J103€ TOBBIIICH ). MUHEPaTOKOPTHKOHIBI MOTYITHPYIOT KaHAJIBIIEBbIM TPAHCIIOPT
HNOHOB KaJius, UX OTCYTCTBUEC BEACT K yTpaTe NOYKaMn CHOCO6HOCTI/I BbIBOAUTH
HOHBI KaJlUsl U K THIIEPKaINEMHUH.

Tpancnopm uonos kanvyus B paBHON CTENIEHU IPOUCXOUT aKTHBHBIM H T1aC-
CHBHBIM ITyTE€M U CBsi3aH C AearenbHocThio Ca-ATdasbl, a peabcopOums ocy-
LIECTBIIAETCS IPAKTUYECKH MTOTHOCTHIO 3a cueT AU dy3um.
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B kneTkax MPOKCHMAalbHBIX H3BHUTHIX KaHAIBIEB HMEETCS (EpMEHT
la-ruapokcuiasza, KOTOPBI OTBedaeT 3a mporecc odpazoBarusa 1,25(0OH),Ds
(xanpumTpuona) B moykax. Cuuraetcs, uro cesaspBanue 1,25(0OH),D; mpouc-
XOJIMT NMPAKTUUECKHU UCKIIIOUYUTEIBHO B KOPTHKAIBHBIX YaCTAX TOJICTOTO BOCXO-
JISIIIETO KoJieHa ey HedpoHa (['enne), mucTanbHBIX KaHAIBIEB 1 cCOOMpaTelb-
HBIX TPYOOK, a Takke B COCOYKOBBIX COOMpAaTelbHBIX TpyOKkax. Kamprurpron
SIBISIETCSI [TIABHBIM OMOJIOTMYECKH aKTHBHBIM METa00JINTOM BUTaMHHA D.

JIpyruM akTHBHBIM META0OIHUTOM, PETYIMPYIOIINM HPOLECCHl TKAaHEBOTO
MeTabonu3ma Kanplus, sBiugerca 24,25-nuruapokcuButamud D. IToBTopHO
THJPOKCHIIMPOBAHHBIE MPOU3BO/IHBIE BUTAaMUHA D BIMSIOT HAa TKaHM MOIOOHO
CTEpOUIHBIM TOpMOHaM, nHAynupys cuare3 MPHK nyTtem nepenpeccun coot-
BETCTBYIOIETO I'€HA, YTO COMIPOBOXK/IAETCS OBBIIICHNEM OMOCHHTE3a CrieHnpH-
YECKOTO KaJIbLINH-CBSI3BIBAIONIETO OETIKa.

1,25-purunpokcusuraMud D He Bimser Ha peabcopbunio docdaro u Ha
MHUHEpaJIM3alHio KocTu. [Iporiecchl MUHEpaIn3aliu KOCTHON TKaHU CTUMYJIH-
pyIoT 25-ruapokcuBuraMut D u 24,2 5-turuapokcuxosexaibuudepolt.

CucreMbl aKTUBHOTO TPAaHCIOPTa B IMPOKCHMAJIbHBIX HM3BUTHIX KaHAIb-
1ax oOHapy»KeHbI JUIsl HaTPHsl, BOIOPONa, OMkapOoHaTa KalbIus, D-TIIoOKo36I,
D-ranaxro3sl, L-amunokucior, gocdara, cynbdara, 1akrara.

JIBIKEHHE MOHOB B KIIETOYHBIX MeMOpaHax OIpenensieTcss OOIMMHU 3aKO0-
HaMU aKTHBHOTO TpaHCIopTa (KHHeTHKa Muxasnuca—MeHTeH), TPpU STOM KIIeT-
KaM KaHaJIbIIeB CBOMCTBEHHBI CHELMAIN3UPOBaHHbIE (QYHKIMU peadcopOunu
10 TOYHOH aHAJIOTHH C KJIETKaMHU KHIIEYHUKA.

Cs0600nble amunoxuciomsl GUIBTPYIOTCS W TOYTH MOJTHOCTBIO peadcop-
OMpyroTCS B IMPOKCHMAIBHBIX KaHAJbIAX IOYEK. B akTHBHOM TpaHcmopTe
aMHHOKHCIJIOT y4acTBYIOT MeMOpaHHbIe Oenku. B To *e Bpems 3TOT mpomecc
JMMUTHPOBAH HACHIIICHUEM KJIETKH U HE OCYIIECTBISETCS MPOTHB IPpajueHTa
KOHIIEHTpAIIHH.

ConepxaHne aMHHOKHUCIIOT B KJIIyOOYKOBOM YIBTpadHiIbTpare Takoe xKe,
Kak B IUIa3Me, a BBIBEACHHE C MOYOM cOCTaBiseT OKoso 5% HpoduiIbTpoBaH-
HOTO KOJIMYECTBa (3a UCKIIOUYCHWEM PAaHHEro MepHojia XU3HM). 3HAUUTEIbHAS
JaCTh AMUHOKHUCIIOT KJIETKAMU KaHAJbIIEB BO3BPAILACTCS B KPOBSHOE PYCIIO,
a YPOBEHb UX B IJIa3M€ OCTAETCs OCTOSIHHBIM. AMHUHOKHCJIOTBI MOTYT TPaHC-
MOPTHPOBATHCS KaK 110 OTEIBHOCTH, TaK 1 COBMeCTHO. CyIIECTBYIOT OT/IE/IbHbIC
CHCTEMBI JUIsl TPYIIT aMHHOKHCIOT. Kakiast 13 aMUHOKHUCIIOT MOXET HACBITHTh
CHCTeMY HOCHUTEINS U 00YCIIOBUTh KOHKYPEHTHOE TOPMOXKEHHE TPAHCIIOPTA JIPY-
THX aMHHOKHCIIOT. TpaHCIIOPT aMMHOKHCIIOT MOXKET CTUMYJIHPOBATHCS HATPUEM,
a TIOIaBJIATHCS TIIIOKO30H, TalaKTO30i U PPYKTO30M.

Peabcopbyus enoxo3vl 3aBeplIaeTCsa YK€ B Ha4aJbHBIX OTAEIAaX IMPOKCH-
MaJIbHBIX U3BUTHIX KaHAJIBIEB. DTOT MPOLECC OCYIIECTBISETCS IPOTUB TPAIH-
€HTa KOHIIEHTPALUU U CONPSDKEH C MONIONICHUEM KUCIIOPOJa TKAaHBIO MOYEK,
3aBHUCHUT TaK)K€ OT MOHOB HATPHUS W MOAABISIETCS TIMKO3UIOM (IOPH3HHOM.
UeM BbIIlIe KOHIIEHTPALUS TIIIOKO3bI B KPOBHU, TEM aKTUBHEE ITPOTEKACT ee peaod-
copbuus (MakcuManbHas peabcopOnus IITIOKO3HI 32 | MUH B pacdere Ha CTaH-
JapTHYIO MOBEPXHOCTE Tea 1,53 M% COCTaBIsAET y HOBOPOXKIEHHBIX IPUMEPHO
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200 mr/MuH, y B3pocbIX — 350 Mr/MuH. DTa BeTHYHHA JOCTUTACTCS Y B3POCIIBIX
TP yPOBHE TITIOKO3HI B T1a3zme, paBHOM 300 mr/100 o).

B Hacrosiiiee BpeMsi CUUTAETCS, YTO TPAHCIOPT TIIFOKO3bI 00ECIIeYNBACTCS
y4acTUEM SH3MMOIIO0OHOTO IIEPEHOCUNKA, KOTOPbIH B MEeMOpaHe KaHaJIblIeB
o0pasyeT KOMIUIEKC, AUCCOLMUPYIOMMKA B ruToriazme. CoriacHO TUIOTe3e
R.Crane (1976), nepeHocYMK UMEET JBa CBSI3YIOIIUX JIOKYCa, OUH U3 KOTOPBIX
crieuQuIeH U1 MOJIEKYIbI TIIFOKO3bI, IPYTOH — 11 HoHa Hatpus. CBs3bIBaHNE
MIOCTIETHETO0 aKTUBUPYET IepeMeIleHne caxapa uepe3 MemOpany. CymiecTByer
B3aMMOJICICTBHIE TPAHCIIOPTHBIX CUCTEM TIIFOKO3bI C TPAHCIIOPTOM aMHUHOKHCIIOT,
KOTOPBIN TakXke CONpshKeH ¢ PyHKIMel HaTPHEeBOro Hacoca KIETKH.

Peabcopbyus pocgham-uonos ocymecTBIsICTCA B OCHOBHOM KIICTKAMU MPOK-
CHMAJIBHBIX M3BHUTHIX KaHAJBIIEB W PETYIHPYETCs MOCPEACTBOM YPOBHS 3THX
HOHOB B KpoBH. IIpu BBeneHnu docdaroB peabCOpOIIs CHIKACTCS H COCTaB-
asiet okoso 20% mpoduIBTPOBABIIEroCs KOMMYECTBA. AKTUBHBIN TPaHCIIOPT
(ocaroB BO3MOXKEH TaKXKe U B IUCTAJIbHBIX M3BUTHIX KaHaiblax. Ha npmkenne
(docdaroB BIUAIOT NAPaTrOPMOH, KaJbLIUTOHWH, BATAaMUH D M ypOBeHb Kalib-
ust. B kimyOoukax moasepraercst ynbTpaduisTpanuy okoio 76—80% docdaros
TUTa3MBl, 3HAYUTENbHAST YacTh KOTOPBIX peadcopOHpyeTcsi B MPOKCHMANIbHBIX
M3BUTHIX KaHAIbIax, nenix Hedpona (I'enne), n oxono 5% mpodunbrpoBan-
HOTO KOJMYECTBAa — B JUCTAIbHBIX OTAeNax HedpoHa. [OpMOHBI mapamiuro-
BUIHBIX JKeJIe3 MMOJABIIIOT Ipolecchl peadcopounu HocharoB B MPOKCHMATb-
HBIX KaHaJbIIaX, YTO COYCTACTCS CO CHIDKCHHEM peabcopOimu OMkapOOHATOB
u Hatpust. BausHue 3TOro ropMoHa B KJIETKax KaHAJIBIIEBOTO SITUTEIHS TPUBOIUT
TaKkKe K BO3PACTaHMIO aKTHBHOCTHU afeHMJIaTIMKIa3bl. Peabcopbuns docdar-
MOHOB B IIPOKCHUMAJIbHBIX KaHAJbIAX YBEIWIUBACTCS 110]] BIMSIHUEM aKTHBHBIX
MerabonmutoB BuTamMuHa D — 25-ruapokcuxonexansiudeporna (KaabIHIaomN)
u 1,25-nuruapokcuxonekanpiudeposa (KalblUTPHON), IPA STOM KaTbIHAIHOI
HpeNyNpexIacT UM MOAABISET aKTHBAIMIO aJleHUIATINKIA3bl, BBI3BIBAEMYIO
MapaTrOPMOHOM.

B nernsix I'enne peadbcopOupyercs okono 20% riomepynsipHOTo GHIBTpaTa,
obecrieunBaeTcs KOHIEHTPAMOHHBIH Tpoliece, T.e. 00pa30BaHue MOUH ¢ Ooiee
BBICOKMM OCMOTHYECKHM JIaBICHHEM, YEM OCMOTHYECKOE JIaBJICHNUE KPOBH.

OCMOTHYECKHH TPAIHCHT KOHIICHTPAIIMH CO3MaeTCs N30MpaTeabHOi pead-
copO1meil BoAbl, HOHOB HAaTpHsl, MOYEBUHBI U 00ECIIEUMBACT TaK HAa3bIBAEMBIN
MIPOTUBOTOYHO-0OMEHHBIN MexaHu3M nermiu Hedpona (I'enie). DToT MexaHH3M
CITIOCOOCTBYET YBEINYEHHIO OCMOTHYECKOH KOHIICHTPAuK B HHTEPCTHINATBHON
XKuUAKoCTH modek. CoduparenbHble TPyOOUKN MPOHU3BIBAIOT CJIOH ITOYKH, B KOTO-
PBIX TIOCTETIEHHO BO3pacTaeT OCMOTHYECKOE AaBICHHE. MexaHu3M Auypesa
U aHTUAMYpe3a CBs3aH ¢ 2 (akTopamu: W3MEHEHHSIMH MPOHUIIAEMOCTH BOC-
xXo[IIero oriena newin Hegpona (I'ense) mis coneil U U3MEHEHUSIMU TTPOHU-
[IaeMOCTH JJIsl BOJIBI JIUCTABHBIX KaHAJBLEB M COOMpATENbHBIX TpyOOUeK, 4To
xoHTponupyerca AT

B nucTanbHBIX M3BHUTHIX KaHAIbIAX OCYIIECTBISIOTCS IPOIECCH KOH-
LIEHTPUPOBAHUS M PA3BENCHUS MOUYM. DTH KaHAIbIBl B MEHBIIEH CTEIECHU
NPOHMIAEMBI JUISL BOJIbI, YeM MTPOKCHMaJbHbIE. B 3TOT 0THeN HedpoHa Bcerna
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MOCTYNAeT TUMOTOHMYECKas KUAKOCTh. B mpucyrctBun AJIIT moBwImaercs
MIPOHHUIIAEMOCTh CTEHOK KaHAJBIIEB JJISI BOABI, M 3Ta XHUIKOCTh CTAHOBHUTCS
HM300CMOTHYECKOH, a MpU HU3KOM ypoBHe AJ[I" mMeeT MecTo THIOoOCMUs
KaHaJIbI[EBOK HUJIKOCTH, YTO OMNpEIEISIeT HU3KYI0 OTHOCUTENIBHYIO ILIOT-
HOCTh MOYH. B 3T0i1 yacT HEppoHa aKTHBHO peadCOPOUPYIOTCS HOHBI HATPUS
n xynopa. OCHOBHBIM CTHUMYJSITOPOM aKTHBHOTO MEMOpPaHHOI'O TpaHCIOpTa
HaTpHsl BBICTYNAIOT MUHEPATOKOPTHKOUAEL. CuuTaercs, 94To OENoK, CHHTE3H-
pyeMBIil MOf BIMSHUEM allbJOCTEPOHA, CTUMYIUPYET aKTUBHBIH TPaHCIOPT
MOHOB HaTpHsl. YCTaHOBJICHO TAKXKE CTUMYJIHPYIOIIEEe BIUSHHUE allbJJOCTEPOHA
Ha aktuBHOCTh Na/K-AT®a3sI.

Huskoe 3nauenne pH B mpocBere QuCTanbHBIX KaHAJIBIEB OO0YCIIOBICHO
aKTUBHOM CceKpelueil MOHOB BOJOpPOAAa M aMMOHWUs. JlocTHrarommue 3TOro
y4acTka He()poHa OMKapOOHATH B HOPME TIOHOCTBIO PeadCopOUpPYIOTCS B HEM.
Peabcopbuns moHOB OGMKapOOHATOB M CEKpEIus HOHOB BOAOPOJA yBEIIUUH-
BAalOTCSI, €CJIM BO3PACTAET MOCTYIUICHHE OMKapOOHATOB, U MOJABISIFOTCS MPH
anupnose. Takxe aabJOCTEPOH YBEIMYUBAET CEKPELUIO HOHOB KaJIUs Ha BCEM
MPOTSDKEHUH TUCTAIBHBIX KaHANBIEB.

CoOuparenbHble KaHAJIBIBI WM MPOTOKH — TEPMHHAIBHBIN OTAEN KaHaJb-
LIEBOI CHCTEMBI, KOTOPBIII 00beANHSIET HECKOIBKO HE(POHOB. B HUX akTHBHO
peabcopOupyIOTCsl HOHBI HATPUS M CEKPETUPYIOTCS] HOHBI KaJIUsI U BOIOPOJA.

B nertne HedpoHa, nUCTaIbHBIX M3BUTHIX KaHAIbIAX U COOMPATENbHBIX
MPOTOKaX MPOUCXOIUT YacTHYHAsI peabcopOIHsi HOHOB KaJIbIIHs, YBEINUNBAIO-
I1asicst oJ eHCTBUEM MapaTropMoHa. PeabcopOnust KaibIust B TOJICTOM OT/ENe
BOCXOAIIEH et [eHiie omnpenensercst 3IeKTPOXUMUYECKAM T'PaJInCHTOM,
CO371aBaeMbIM aKTHBHOH peabcopOumeil HOHOB XJIopa.

BaXHBIM 3BEHOM DETYISIUH I0YE€YHOIO KPOBOTOKA M MOYE00pa30BaHUS
SIBIISIIOTCS 0-a/IPEHOPELICTITOPBI MOUKU. Malible 1035l HOpaIPEHAIMHA BbI3bIBAIOT
cyxeHue dpPEepeHTHBIX apTepuil U yBeluueHne QUIBTPALUH, OONBIINE BEXYT
K Cy>keHHI0 adepeHTHBIX COCY/IOB U CHIDKeHHUIO QuibTpaimu. Hopagpenaaun
YCHIIMBAET peadcopOIHIo BOIBI B KaHAJIbIAX. YCTAaHOBICHO TaKXKe HaIHYHE
B MIOYKaX PELENTOPOB K 10(haMHHY, KOTOPBIH, MO-BHIMMOMY, MOIYJIUPYET BIIH-
SIHME aJbJ0CTEPOHA U OKa3bIBAET HATPUILYPETUUECKOE IEHCTBUE.

B mocnenHue ronpl MOSBUINCH HOBBIE JaHHBIE O JIMITUAHBIX MEAMATOpPAaX
TKaHEBBbIX peaklui, 0Opa3yroIIUXCs B MOYKaX M3 apaxuJIOHOBOM KHCIIOTHI
1 00beANHSIEMBIX TEPMHUHOM «3HKO3aHOMIBDy. K HUM OTHOCSATCS mpocTariaH-
JIMHBIL, JICHKOTPUEHBI U PSI/ JIMIIOKCHHOB. [10YKH SBIISIOTCS OCHOBHBIM HCTOY-
HUKOM OOHapy)KMBaeMBIX B MOYE NTPOCTAIIAHANHOB, KOTOPBIE CEKPETHPYIOTCS
IO TPAHCIIOPTHON CHCTEME OPraHUYECKUX KUCIOT. CHHTE3 MPOCTAIIaHANHOB
YBEJIMYMBACTCS 10]] BO3JICHCTBUEM aHTMOTEH3MHA U THIIEPOCMOTHYECKHUX Pac-
TBOPOB, CTUMYJIUPYIOLIUX aKTHBHOCTB (ocdonunassl A.

[Mpocrarnannussl E BEI3BIBalOT pacumpeHue cocyaoB MoYeK, KoTopoe 0Io-
KHpPYEeTCsl alleTHICAIHIMIIOBON KUCIIOTOH M MHAOMETallnHOM — HHTHOUTOpaMu
IIMKIJIOOKCHTE€HA3bl. DTO OTYETIMBO MPOSBISETCS B CHI)KCHUH BEMYUHBI KITy00d-
KOBOM ITOY€YHOH (DMIIBTPALIUH ITOCIIE BBEJCHNUS JAaHHBIX [IPEIapaToB, CHUKEHUN
peabcopbuuu HATpHSL.
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BbigenutenbHana GyHKLMA NoveK

Brigenenne moykamMu BOIBI 3aBHCHT OT COCTOSHESI OpraHu3Ma. B stom mpo-
I[[ecce YJacTBYIOT BCE OT/EIBI KaHAIBIIEB M COCYIIBI MO3TOBOTO BEIIECTBA MTOYEK.
JlanHas cucrema paboTaeT o NpHHIMITY 00paTHO-NOBOPOTHOMH. B HOpMe B pok-
CHMaJILHOM KaHallblle peabcopoupyercs 10 65% ynsrpadunsrpara. anee xua-
KOCTb ITOCTYIIAeT B MO3TOBOE BEIIECTBO MOYKHU, B HUCXOAAIINE TOHKUE IETIN
Ienite, Mo MOYEYHOTO COCOYKA, TIe KaHANlell pe3Ko m3rudaercs (TOA yIiioM
180°) 1 MoUa mepexoauT B TOHKHH BOCXOISIININ OT/IEI IIETIIH, PACTIONOKESHHBIN
MapajuieIbHO ee HUCXOIAIIEMY OTAETY 110 HalpaBIeHUIo K kKope mouku. CTeHka
TOHKOI'O HMCXOJSIIEr0 OT/eNa MEeTIH [ eHJIe XOpOoIo MPOHHUIAeMa Ui BOJIbI
Y IIJIOXO MPOHHIIAaeMa JuIs coneil. B ToncToM BocxoasmieM otaene rnetin ['enne
aKTHBHO peabCcopOHMpYIOTCS MOHBI HATPUS, KaJlkisl, XJIOpa, HO HEe BOABI (CTCHKA
9TOM 4acTh merin [eHne He mpoHHMIaeMa Il BOAbl). YeM maibplie OT KOPHI
10 TIPOIOITFHOM OCH MO3TOBOTO BEUIECTBA HAXOMUTCS KHUIKOCTH B HUCXOAAIIEM
otaene netinu [enHne, TeM BhIIE ee OCMOJIsIpHas KoHIeHTpanus. Ha Beprmae
newin [eHie B HECKOJNIBKO pa3 YBEIWYMBACTCS OCMOTHYECKAsl KOHLIEHTPALUs
KaHaJIbLIEBOM JKUJIKOCTH ¥ yMEHbIIaeTcst ee 00beM. B cobuparenbHbIX TpyOKax
KOpbI ouek noy BiaussHueM A/l Bo3pacTaeT MpOHUIaeMOCTh CTEHKH IJISl BOJIBL,
peabcopOupyromieiics 1Mo TpaiueHTy KOHIeHTpauy. KoHIIeHTpaIwst MOYH IPo-
JOJDKAETCST B COOMpATENbHBIX TPYOOUYKax B MO3TOBOM BellecTBe. B KoHeUHOM
cueTe 00pa3yeTcs ¥ BBIACIACTCS THIIEPOCMOTHYECKAst MOYa, C BBICOKIM OCMO-
TUYECKHUM JaBJICHUEM Ha BEPHINHE MOYEYHOMN ImUpaMUuabI.

B ycnoBusix neunuTa )KUIKOCTH B OpraHu3Me, MOBBIIIEHUS OCMOJISIPHOCTH
KPOBU CeKpeTHpyercs Oombiioe konmuecTBo AJIl, 4To NpUBOIUT K OCMOTHYE-
CKOH KOHIIEHTPAIUN MOYH U YMEHBIICHUIO MOYCOT ICIICHUS.

Bonpmryro poink B OCMOTHYECKOM KOHIICHTPHPOBAHWH WTPAET MOYCBHHA.
B Mo3roBOM BemiecTBe MOYKH (PyHKIIMOHUPYET CIIEHaIbHast CHCTeMa, obecre-
YHBaoLast KPyrooOOpOT U 3aJJPKKY B IIOYKE MOUEBUHBL. [ T1aBHBIM 00pa3oM 310
obecrieunBaeTcss HEOJMHAKOBOM MPOHUIIAEMOCTBIO JJIsl MOYEBHHBI Pa3IHMYHBIX
y4yacTkoB KaHaublieB 1 AJIl, KOTOpPBIH yBETMYMBAET NPOHUIIAEMOCTh CTCHOK
COOMpaTeNhHBIX TPyOOK BHYTPEHHETO MO3TOBOTO BEIIIECTBA ITOYCK.

[Toukm WUTrparOT BaXHYIO PO B IMOAAepKaHWU cTabuimsHOTO pH KpoBH
(pH = 7,35-7,43). B 0CHOBHOM 3TO MPOUCXOAMT 3a CUET YNAICHUS U3 TUIa3MBI
KPOBU U30BITKA KUCIIBIX IPOIYKTOB MM OCHOBAaHUH. CeKperyst HOHOB BOJIOPOAa
MOYKaMH TPUBOJHT K 3HAYUTEIILHOMY MOBBIIICHUIO UX KOHIEHTPAIMX B MOUE
110 CPaBHEHUIO ¢ KpoBbio. Moua MmoxeT cogepxarb Ha 1000 HMOIb BOIOPOIHBIX
HMOHOB OOITBIIIe, YeM IIIa3Ma, IIpHu 3ToM pH Mouu moBsimaercs 1o 4,5.

BonmoponHrpie HOHBI, aKTHBHO CEKPETHPYEMBIE B MPOCBET KaHaJbIa, 00pa-
3yIOTCSI B KJIETKaX KaHaJbleBOro smutenus. IlocTymas B mpocBeT KaHaibIla,
MOHBI BOJIOPOJIA OKa3bIBAIOTCS B Oy(epHBIX cHCTEMaxX MOuH (IJIaBHBIM 00pa3oM
B (ocarnoii OydepHoii cucreme). [Tpu pH 5,4 okono 96% docdaros BeIBOIATCS
C MOYOH B BHJIE OZIHO3aMeIleHHOTo HaTpust pocdara. [1pu menouHoi peakunn
MOYH BCE HeopraHmdeckue GocdaTsl mpeacTaBiIeHs IBy3aMeIIeHHBIM (ocda-
ToM Hatpus. OTMEYaroTCs 3aBUCHMOCTh MEXIY BETHYMHON IKCKPEIH TUTPY-
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€MBIX KHCIIOT U BbIBeieHHEM (oc(haToB U KOCBEHHAsI 3aBUCHMOCTD BBIBEIICHUS
BOJIOPOAHBIX HOHOB OT BEITMUMHBI CKOPOCTH KiyOoukoBoi ¢puurbrparm (CKD).

BO}:[OpO)IHI)Ie HOHBI B ITPOCBETE KaHAJIba MOTYT COCAMHATHCA C aHUWOHaAMU
COOTBETCTBYIOIIUX Cﬂa6bIX OpraHM4€CKNX KUCJIOT U BBIBOOAUTHCH C MOYOIi B BUIC
CBOOO/IHBIX OpPTaHMYECKUX KHCIOT. OOmas cymMma cBOOOIHBIX W CBSI3aHHBIX
MOHOB BOJZIOPOZIa MOYH OTIPEAENIAETCS KaK TUTpyeMasi KHCIOTHOCTh. KonndecTBo
TUTPYEMBIX KHCJIOT, 9KCKPETUPYEMBIX 3I0POBBIMH MOYKaMH 33 CyTKH, COCTaB-
nser 30-40 mmons. HedTpanuzaius aHHOHOB CHIIBHBIX KHCIIOT, COXPaHEHHE
OCHOBaHI/II\/’I, KaTUOHOB HATPUA U KaJIWsd KICTKU 00eCIeunBalOTCs TAKKe IMyTEM
CHHTE3a aMMHaKa B Mo4e4HoN TkaHu. OJHUM M3 IyTeil 0Opa3oBaHUs aMMHUaKa
B KJIETKaX IOYEYHOTO KaHaJblla SIBJISETCS JAe3aMUHUPOBAHUE aMHHOKHCIIOT.
IIpumepno 35-40% amMMuaka MOUM — IPOU3BOAHOE aMUHHOrO a3oTa. [lox Biu-
ssHUEeM (pepMeHTa NTyTaMHUHA3bl L-TTyTaMuH pacuieruiseTcst BHYTPH TOYEIHOH
KJIIETKU C 00pa30BaHMEM aMMHMaKka M IryTamara. [Jryramar npu y4acTHH IIyTa-
MaT/IeruAporeHasbl mpeodpasyercss B 0-KETOITYTAPOBYIO KUCIIOTY U aMMHaK.
O0pazoBaHye aMMHaKa 13 aMUHOKHUCIIOT IIPOUCXOIMT TAKKE IIPH Y4aCTUH OKCH-
Jla3, OCYIIECTBISIIONINX OKUCIUTEIBHOE I€3aMIHUPOBAHHE.

MexaHH3M CEeKpeli aMMHaKka TOJIHOCTBIO He BhIACHEH. IlocTymienue ero
B ITPOCBET KaHaJIbIla COBEPIIAETCS ITyTeM cBOOOMHON muddy3nun B criry xopo-
el pacCTBOPUMOCTH aMMHAKa B JIMIMJAX KJIETOYHBIX MeMOpaH. B 1o sxe Bpems
00pa30BaBIIMIICS B IPOCBETE KaHAJIbl[a HOH AMMOHHS ITPAKTHUYCCKH HE CIIOCOOCH
k au¢ysun. Ckopocts auddy3un aMmMuaKa 4epe3 KaHallbIIeBYIO KIETKY 3aBH-
CHT OT KOHIIEHTPALMH BOJOPOJHBIX HOHOB B TYOYJSIPHOM >KHJIKOCTU U OBICTPOTHI
NIPEBPAIICHNS aMMHaKa B HOH aMMOHHS, YTO ITO3BOJISIET MTOAJIEP)KUBATH KOHIICH-
TPALMOHHBIA TPAJUEHT aMMHUaKa MEKAY KIETKOH U TyOyIsIpHOH XKHUIKOCTHIO.

Bropoii myTh MOCTYIUICHUSI aMMOHHS B KaHAJIBLIEBYIO KHKOCTh — 3TO COCIIH-
HEHHUE MOJICKYJIbI aMMHUaKa ¢ BOJOPOAHBIM MOHOM B KJICTKE, a 3aTEM aKTHBHAasA
cekpelyst B 0OOMEH Ha WOH Harpus TyOyssipHOHM »kuakoctu. [lodeunast pead-
copOnys 1 BEIBEICHHE aHNOHA OMKapOOHaTa BapbUPYIOT TaKXKe B 3aBUCUMOCTH
OT ero cofepkaHus B 11a3Me. [loporosasi KOHIEHTpaIst HOHOB OMKAapOOHATOB
B IIJIa3M€ B3POCIIOTrO YEJIOBEKAa COCTABISIET 27 MMOIb/J, HOBOPOXKAEHHOTO —
1 mmonb/n. TIpeBrpimeHne TOPOTOBBIX 3HAYCHUH BIIEUET 3a COOOH IOsBICHHE
kapOoHaToB B Moue. bonbmas gacts (85-90%) 6uxapbonara peabcopbupyercs
B INPOKCHUMAJIbHBIX HM3BUTBIX KaHaJbllaX, IMPU 3TOM HWOH HATpHA 3aMCHACTCA
HMOHOM Bozopoza. Tak Kak B IPOCBETE KaHaJIbLIEB KOHIEHTpaIMs OnkapOo-
Hara BBICOKA, TO 00pa3yeTcs yrojbHas KHUCIOTa, KOTOpas OBICTPO pasiaraercs
HAa yTIEKUCIbIN ra3 u Boxy. CO, maccuBHO mudyHAUPYET B KICTKH KaHAJIBIICB,
T7I€ TI0JL BIMSIHUEM YTOJILHOM aHTUAPa3bl BHOBb 00pa3yeTcs yroiabHas KHCIOTa,
JHMCCOLIMMUPYIONIas Ha HOH BOZOPOJa M aHHOH OukapOonara. [locie sToro non
BOZIOPO/Ia CEKPETUPYETCS B IPOCBET KaHAIIbIA, 2 aHUOH OnMKapOOHara MOCTynaer
B IIEPUTYOYIISIPHOE TIPOCTPAHCTBO 110 TPAJANCHTY KOHIIEHTPALUH, 3/1eCh 00pazy-
eTcs HaTpus OMKapOOoHaT. B mucTanbHBIX M3BUTHIX KaHAJIBLAX OCYIIECTBISETCS
aHAJIOTWYHBIN TIpoIiecc.

BaxxHo# (yHKIIHEH MoYeK ABISIETCS BRIISICHNE KOHEYHBIX MIPOTYKTOB a30-
THCTOro obMeHa. OIHUMHU U3 HanboJee BaKHBIX KOHEUHBIX NMPOAYKTOB ITOTO
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oOMEHa y dYeJloBeKa SIBISETCS MOUYEBas KHCIIOTa, KPEAaTHHWH W MOYCBHHA.
MoueBas KuciioTa oopa3yeTcs B OCHOBHOM B pe3yJIbTare MeTaboIn3Ma SHI0TeH-
HBIX HYKJIEMHOBBIX KUCIIOT. B CyTKH OYKH SKCKpeTHpyIoT 6osee S00 Mr Moue-
BOW kucioThl. [Ipu peabcopOiuu 3Ta KHCIOTa MEPEHOCHUTCS Yepe3 MeMOpaHy
[IETOYHOH KaeMKH W Oa3osaTepajibHyl0 MeMOpaHy KIETKH IPOKCUMAajIbHOTO
KaHaybla. L{upKagHbIi PUTM SKCKPEIMM MOYEBOI KHCIOTHI ITOIO00EH PUTMY
BEIBEIICHUSI HATPHUs: HAHOOJbIEe KOIMIECTBO BBIACITACTCS B YTPEHHHE YackHI,
B HOYHBIE Yachl BEIBEICHIE COKpAIIaeTcs B 2 pasa.

Kpearnaun obOpasyercs u3z kpearnHdpochara, sBIAIONICTOCS BaKHEHIIINM
KOMIIOHEHTOM MBIIIEYHBIX KJIETOK. [lociie oTieruieHus ot kpeatuadochopHoi
KHCIJIOTBI 00pa3yeTcsi KpeaTuH, 3aTeM I0Ciie MOTEPH MOJIEKYIbI BOIBI 00pasy-
eTcs KpeaTMHUH. KpeaTMHUH IOMHOCTBIO (QUIBTPYeTCs B MOYEHUHBIX KITyOOd-
kax. HeOompIme ero KOJHMYeCTBa CEKPETUPYIOTCS KIETKAMH MPOKCHMAIBHOTO
KaHaJbIa, IPUIeM CEKPEUHs MOTHOCTHIO 3aBUCHT OT TOPMOHAIEHOTO KOHTPOJIS.
[Ipu BBeqeHHHU YENOBEKY KOPTH30HA KJIMPEHC KpeaTWHWHA cHipkaercs. [Ipu
HHM3KOH CKOPOCTH MOUYEOT/AENICHUS 3HAYUTENIbHbIE KOINYECTBA KPEaTHHHHA MOTYT
peabcopOupoBaThCs.

MoueBasi KUCIIOTa SIBISIETCS] BXXHEHITNM KOHEYHBIM IPOAYKTOM a30TH-
croro Merabonusma. IToutn 90% a3ora BBIIENSETCS C MOYOM B BHJE MOYeE-
BHHBL. B 1moueyHpIX KiIyOoukax MOYeBHHA (PHIBTPYETCS U TOCTYIIAET B IPOCBET
kaHanbla. Ee KoHIeHTpauus B 3ToM oTAene HepoHa paBHAa KOHLEHTPALUU
B IU1a3Me KpOBU. B Hauasie TUCTaNbHOrO M3BUTOTO KaHAIIBIA B KHIKOCTH TIPO-
cBeTa He(pOoHa KOJIMYECTBO MOUYEBHHBI NPEBBIMIAET MOCTYIUBIIEE C YIBTPa-
¢mprparom. M3 MEXKIETOYHOTO BEUIECTBA MOYEBHHA JABHXKETCS MO TPaaH-
€HTY KOHIICHTPAINH B KaHAJBIEBYIO JKUAKOCTD, TNIE €€ KOHIICHTPAIIHSI MECHBIIIE.
B npucyrcTBuM BazonpeccuHa MPOHUIIAEMOCTh CTEHKH COOMPATENBEHBIX TPYyOOK
MO3rOBOT'0 BEI[ECTBA PE3KO TOBBIIIAETCS, U MOUEBUHA HauMHAET BCACHIBATHCS
B MO3TOBOE€ BEILIECTBO IOYKH, a €€ IKCKPELHUs] YMEHBLIAETCS, YTO MPUBOAUT
K PELUPKYISIIMA MOYEBUHEI B opranusMe. biarogaps aTomy QyHKIMOHHpYeET
crcTeMa Kpyroodopora, KoTopas B 3HaYNTEIbHON CTENICHHU OIIPE/ICNSIeT YPOBEHb
OCMOTHYECKOTO KOHIEHTPHUPOBAHUS MOYH U YPOBEHB IKCKPEIIUH MOYCBUHBI
TIOYKOM.

Nmeromuecs: 0COOEHHOCTH MMCTOJIOTHYECKOTO CTPOCHUSI KaHAJIBLIEB, HE3pe-
JIOCTb JITUTEINHNS, BBIPAXKAIOLIASICS B HU3KOM aKTHUBHOCTH TIOUEYHBIX MEPEHOCUH-
KOB (MEMOpaHHBIX TPAHCIIOPTEPOB) ¥ CHU)KEHHOW YyBCTBUTEIBHOCTH DITUTEIHS
K pPeryaupyromemy JeHCTBHIO TOpMOHOB (anpaoctepoHa, A/l karexonaMuHOB
u 71p.), 00yCIOBIHMBAIOT U PSII OTIUYUH MPOILECCOB PeadCOPOINH U CEKpEeIiH
y eTell paHHEro BO3pacTa.

MaxkcumansHas peabcopOIus TIIOKO3Bl KIETKaMU MPOKCHMAJIBHOTO
KaHaJblla B pacueTe Ha CTaHJAPTHYIO MOBEPXHOCTH Telld Y HOBOPOXKIECHHBIX
Jereil coctanisieT 1/5 OT BEIMYMHBI y B3pOCIBIX M JOCTHTaeT TAKHUX JKe 3Hade-
HUi ToIbKO K 10—12 romam. [TosToMy ImHMKO3ypHst MOXKET BOSHUKHYTD y peOeHKa
MIPH OTHOCHUTEIBHO MEHBIIEH Harpyske HepoHa rmroko3oi (140150 mr/mm),
YeM y B3pOCIIoro (IIpH CHIBOPOTOYHOH KoHIeHTparuy Beiie 200 mr/mr). [Touxe
HOBOPOXKJIEHHOTO CBOMCTBEHHA U CHU)KEHHAS CTOCOOHOCTH K peabcopOInu mpo-
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(UIBTPOBABIINXCS AMUHOKHUCIIOT, YTO MOXKET MPOSABIATHCS B aMHUHOALIUTY PHH.
CxopocTh peabcopOnuy HATpUsS Y HOBOPOKICHHBIX HIKE, YEM y B3POCIBIX,
HO JUIsl TIOAJEPIKAHHS MOJOKUTENBHOTO HATPUEBOro OajlaHca, HEOOXOJMMOTO
JUIi HOPMaJIbHOTO POCTA, TIOYKH HOBOPOXKIEHHBIX O0JIaIAl0T CIIOCOOHOCTHIO
coxpausth Hatpuil. Comepxkanue ero B Moue (Ha 1 M? MOBEPXHOCTH Tesa)
B 5 pa3 HMXe, 9eM Y B3pOCIBIX. B TO e BpeMs MOUKH HOBOPOXK/ICHHBIX JeTeH
HE B COCTOSIHUHM 3KCKPETHPOBATh U30BITOK COJIEH MPU MX MOBBIIICHHOM BBEIC-
Hun. [Ipn Harpyske XJIOpUAOM HATpHs IOYKa HOBOPOXKAECHHOTO MPONOJKAET
MHTEHCUBHO peabcopOUpoBaTh HATPHIA, B TO BpeMsl KaK Y B3POCIIOT0 IPOUCXOUT
YTHETEHHUE €T0 BCAChIBaHMUs. DTa 0COOEHHOCTh (DYHKIIMH TTI0YEK Y IETei paHHETO
BO3pacTa SBJISETCS] OAHOW M3 IPUYUH CKIIOHHOCTH K OTeKaM. J[1st HopmMaiabHOTO
pocTa pebeHKY He0OX0IMM TIOJIOXKUTENIBHBIN KaTueBbli 0ananc. bonpimas yacTs
OT(WIBTPOBABIIEr0OCs Kalusi peadcopOupyeTcs B MPOKCUMAIBHOM KaHaJbIe
U B TOJICTOM CETMEHTE BOCXOJSIIIEH JacTH NETIH | eHie, HO OKOHYaTeNIbHAs PeTy-
JISIIMS COAEPIKAHUS KaJlnsl B MOUYE OCYILIECTBIISIETCS B KOPKOBOM OT/IENe coOupa-
TesIbHOM TpyOoukH. OJJHAKO B CBSI3M C HU3KOH IUIOTHOCTBIO KaJHEBBIX KaHAJIOB
B alMKaJbHOW MeMOpaHe KJIETOK JJAaHHOTO OTJIeNla M CHU)KEHHOW 4yBCTBUTEIb-
HOCTBIO MX K JCHCTBHUIO aJbJOCTEPOHA Y HOBOPOXKICHHBIX HE IPOUCXOANT
YBEIMUYECHUS SKCKpennu Kanus. I103ToMy HOBOPOXIEHHBIE NMPEAPACIIOIOKEHBI
K Pa3BUTHIO THUNEPKATUEMHUH. YHUKAIbHBIMI OCOOCHHOCTSIMU Y HOBOPOXK/ICH-
HBIX 00MamacT MOYEUHBbIH TpaHcHopT (Gocdaro. st B3pOCIBIX XapaKTEPHO
docdarHoe paBHOBecue (BhIBeeHHE (HOC(HATOB COOTBETCTBYET MX BCACHIBAHUIO
B sxexygouHo-kumedHom Tpakre [JKKT]), Torma xak y mereit HaOmromaercs
TIOJIOKHUTENBHBIN (ocdarHbIii OanaHc. Y HOBOPOXKAECHHBIX BbIBeaeHHE (ocda-
TOB ¢ MO4OH coctapiser iuib 60% ot ux BcacwkiBanusa B JKKT 3a cuer Oonee
MHTCHCUBHOU KaHAJBIIEBOHM peadCcopOIiy 0 CPAaBHEHUIO CO B3POCIBIMHA (IIpH
nepecuere Ha equHUIy CKD).

BonoBsiaenurenbHas (GyHKLUS MOYEK y AETell paHHEro Bo3pacTa Heco-
BepiieHHa. [10YKM HOBOPOXKIEHHOTO MOTYT BBIBOAMTH JKHIKOCTH JIPOOHO
Ha NPOTSHKEHHH CyTOK. OJTHOMOMEHTHasi BOAHAS Harpy3ka MOXET COIIPOBO-
JKIAThCSl Pa3BUTHEM OTEKOB, a HE AWYpPETHYECKOi peakiueld. DyHKIus MOYKH
TI0 TIOJIAEPKAHUIO KHCIOTHO-OCHOBHOTO OaaHca OpraHu3Ma, OCyIIecTBIsIeMas
nyTeM peabcopOuuu OMkapOOHATOB, 00pa30BaHUsI U CEKPELUUH HOHOB BOJO-
pozia ¥ aMMOHHS, Y JAETel NEePBBIX MECSIEB )KU3HU TaK)Ke HECOBEPILEHHA. DTO
00yCIIOBJIEHO HE3PEIOCThIO KaHAIBIIEB ITOYEK B OTHOILICHWH CHHTE3a aMMHUaKa
W HU3KUM cozepkaHueM (ocdaroB B MPOBH30PHONH MoOYE, MEHBIICH CKOpO-
CTBIO peabcopOrn 6ukapOoHATOB (Y HOBOPOXKACHHBIX B 3 pa3za HIDKE, YeM
Y B3pOCIBIX). MeTabomuaeckuii aru03, pa3BUBAIOIINIICS cpa3y HOocTe poxKie-
HUsI peOeHKa, CBsI3aH C OrPaHHMYCHHBIMH CIIOCOOHOCTSIMU MOYEK K BBHIBECHUIO
HEJIETYYUX KHUCIIOT, 00pa3yroIInXcsl MpH KaTaboJIM4ecKoi HarpaBJIeHHOCTH
oOmeHa. Huzkast 5 eKTHBHOCTD (yHKIIMH TOUEK, PEryIHPYIOMed KHCIOTHO-
OCHOBHOE PaBHOBECHE, OTPaHMYMBAET KOMIIEHCATOPHBIE BO3MOXKHOCTH Opra-
HHU3Ma IIpu ero casurax. [loatomy netu 6onee CKIOHHBI K MTUIIEBBIM M 3HAOTCH-
HBIM anuno3aM. KoHneHTpannonHas QyHKIHS IOYeK y JeTel paHHETo Bo3pacTa
TaKke orpaHuyeHa. B mepuon no 3 Mec. xu3HH peOCHOK BBIACISET THUIOTO-
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HUYHYIO IT0 OTHOLICHUIO K IJIa3Me KpoBH Mody. HemocrarodHas criocoOHOCTB
MIOYKH K OCMOTHYIECKOMY KOHIIEHTPHPOBAHUIO MOYH CBSI3aHa C KOPOTKOH MeTien
['eHse 1 MOHMKEHHON YyBCTBUTENBHOCTBIO JUCTANBHBIX KaHAJIBIIEB K JEHCTBHIO
AJII". KoHuieHTpaoHHast CiocOOHOCTB ITOYEK 3HAYUTETLHO COBEPILIEHCTBYETCS
K 4—6-My Mecsily >KU3HH, HO OKOHYaTelbHOE (POPMUPOBAHUE €€ TPOUCXOTHUT
K 9-12-my Mecsmy. Huskast KOHIIEHTPAIIMOHHAs CITIOCOOHOCTH ITOYEK Y AeTer
CKa3bIBAaeTCs Ha TIOKA3aTENAX OTHOCUTEIBHOH INIOTHOCTH MOYH. Y HOBOPOX/ICH-
HBIX B [IEPBBIE CyTKH OTHOCHTENIbHAS INIOTHOCTh MOYHX KoJIeOIeTcs B Ipeienax
1,006—-1,012 1/m, Tak Kak BBIAEISETCS OTHOCHUTEIBHO Maj0 MOYM. 3aT€M OHa
CHIYKAeTCs M y ieTel rpyaHoro Bo3pacra cocrasisier 1,002—1,006 r/n. Y nereit
B BO3pacTe 2—5 JIET OTHOCUTENbHAS INIOTHOCTh MO4YH paBHa 1,009-1,016 /7,
a x 10-12 romam npubmmkaeTcst K MOKa3aTensiM B3pocsioro yenoseka — 1,012—
1,025 r/m.

Takum 00pa3oM, y HOBOPOXKICHHBIX M JETEH PaHHETO BO3pacTa MMEETCS
MopdodyHkunoHaNBHAS He3penocTh nodek. Tombko k 10—12 rogam romeocra-
THYecKas (GYHKIHS IIOYKH JOCTHIaeT CBOETO ONTUMAIBHOTO pa3BUTHsL. OJHAKO
B JI0OOM Bo3pacte (QpyHKIMS MOYeK AOCTaTOuHA JUIl 00ecIedeH sl TOMeocTasa
B CTPOTO (PMU3MOJIOTHYECKHUX YCIOBHsX. JIF000e 3MEHEeHne XOpomo cOanancu-
POBaHHBIX Harpy30K B MOBCEIHEBHOW XKM3HU MOXET IPHBECTH K M3MCHEHHIO
roMeocTasa.

IMABA Il. METOAbl OBC/IEAOBAHUA QETEN
C3ABOJIEBAHUAMU MNOYEK

AHamMHe3, ocMoTp 1N (I)I/IBI/IKaanbIe MeToAbl uccnenqoBaHnAa
A.B.Manxou, 3.K.Ilempocsn

AHaMHe3

COop aHaMHe3a JOJDKEH MPOBOAMTHCS IyTEM PACCIpOca — KaK MaTepH, Tak
u pebenka. OOpamaroT BHIMaHHE HA OONM B )KMBOTE W MOSCHHIIE, TOJOBHEIC
60111, MTOBBIIIEHHYIO YTOMIIIEMOCTb, PACCTPOICTBa MOYEHCITYCKaHHUS, KOIHYe-
CTBO MOYH U €€ LIBET, HAJIMUUE KAXK/Ibl, TOSBJICHHE OTEKOB U MECTa UX JIOKAJIH-
3auy. BaxkxHO BBISIBUTH BpeMsI ITOSIBJICHUSI CHMIITOMOB, UX CBSI3b C IIPEJIIIECTBY-
IOMIMMH COOBITHAMH (MHQEKINH, «IIPOCTYABI», MEPEoXIaKAeHHs, HHU3HIECKHEe
HarpysKH, BaKIMHALIWH, IpyTUe 3a00ICBaHuUS).

ITpu c6ope aHamHe3a 3a00MEBaHUS BaKHO ONPENEIUTh €r0 JIHTEIBHOCTD,
XapakTep TEUYCHHs, NMPOBOAMMBIC paHee HCCIENOBAaHUS M HMX PE3yJbTaThl;
YTOUHUTH, UMEJH JIM paHEee MECTO IOCHUTAIN3AIMHN MO MOBOLY HACTOAIIETO
3a00JIeBaHUs WM JIPyTHUM NPUYMHAM, IPOBOJMMOE IPH 3TOM 00CIIe0BaHKe,
JedeHue u ero d3QQPpeKTUBHOCTh. O0sM3aTeIbHO 03HAKOMIICHHE ¢ aMOyJIaTOPHOH
KapToii OOJBHOTO ¥ BBINMMCKAMH 10 PE3yJIbTaTaM HPEIbIAYIINX TOCTIUTAIN3a-
. [Ipn 3TOM Tarxke HEOOXOANMO BBIICHUTB, COCTOUT JIM PEOCHOK Ha ydeTe
Y CHEIMAINCTOB (KaKUX U 110 KAKOMY TTOBOIY ).

Baneiinee 3HaueHne UMeET aHAMHE3 JKU3HHU peOCHKa U CeMEHHbIH aHaM-
He3. YCIIOBHS 3a4aTusi, BO3pAcT POAMTENeH, TedeHue OepeMEHHOCTH, 3710pOBbe
JKEHIIIMHBI BO BpeMsi 0epeMEHHOCTH, XapaKTep MUTaHus U 00pa3 KHU3HHU, IPUeM
JIEKapCTB, BPEAHBIC TPUBBIYKH, XapakTep paboThl OTHA ¥ MATEPH JIO ¥ BO BPEMs
GEpEeMEHHOCTH, XapaKTep PONOB — BCE 3TO MMEET 3HA4UCHUE VI CYKICHUS
0 HAJIMYUHM BPOXKICHHBIX HapylieHuni. HeoOXoAMMO BBISICHUTH, OBUIM K
y MaTepH Jpyrue 0epeMEeHHOCTH, UeM OHH 3aBEPILUINCE.

CeMeiiHbIi aHAMHE3 IO3BOJIUT BBISIBUTH HACIIEACTBEHHBII XapakTep 3aboJe-
BaHMS WJIM IPEIPACIIONOKEHHOCTh K HeMy. Oco0oe 3HaueHue TPH 3TOM HMEET
COCTOSIHHE 3IOPOBBSI U pa3BUTHE CHOCOB (OpaTbeB M cecTep peOCHKa), pa3BH-
THE B AETCTBE POAMTEINECH, 0COOEHHO MaTepH, UX 3J0POBbE U YCIOBHUS TPYAa;
37I0pOBbE U XapakTep 3aboneBaHuil poaurenei (0adymiek u nenyuiek), OparbeB
U cecTep poxuTeneil pedeHka, MPUYUHBI CMEpTeil B pogy M BO3PACT yMEPILIUX
u T.1. [1o pe3ynpraram onpoca HEOOXOAUMO COCTABUTH T€HEATOTUIECKOE IPEBO
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OOJIBHOTO € YKa3aHHEM €ro caMoro, ONMIKaHIINX POICTBEHHUKOB U HX 3a00Je-
BaHUii, a Taroke OoJee JalbHUX POACTBEHHHUKOB, €CIIM XapakTep UX 3aboieBa-
HUH MOXET, IO MHEHHIO Bpada, UMETh OTHOIIEHHE K OOJIe3HH 00CIeTyeMOoro
pebenka. HeoOxonumo ykaszaTb BCeX YMEPLIMX, MEPTBOPOXKICHHBIX, IIPHYHHY
Y TOJbI CMEPTH.

[paBHUITBHBIN U TIOTHOLCHHBIH cOOp aHAMHE3a MTO3BOJISET BPayy ONPEICIIHTh
OCHOBHBIE HAIIPABICHHS JaTbHEHIIEro JHarHoCTHYECKOro IIOUCKa, a B PsIIe CITy-
YaeB — B COUSTAHHH C Pe3yJbTaTaMy JPYTUX METOJOB HCCIETOBAHUS IPOBECTH
nuddepeHnnanpHy0 TMarHOCTHKY 3a00JIeBaHusL.

OcmoTp

ITpu ocMOTpe OLIEHUBAIOTCSI AHTPOIIOMETPHUCCKUEC MOKA3aTeH, MX COOTBET-
CTBUE BO3PACTYy W JPYT APYrY. BBIICHIETCS CTENeHb YNMUTAHHOCTU peOcHKa,
OTCYTCTBHUE OCIIKOBO-3HEPTETUICCKON HEJOCTATOUHOCTH WIIH OXKHPEHHUSI, KOTO-
pBIe, B 9aCTHOCTH, MOTYT OBITH IPOSIBJICHHEM TOPMOHAIBHBIX WIIA OOMEHHBIX
HapyLIEHUH.

OO6parmaeTcsi BHUMaHHE Ha 1[BET KOXKHBIX MOKPOBOB (OJI€AHOCTH, ITMAHO3),
HAJIN4YUC reMoppaqueCKMx BI)ICI)IH&HPII)L HBHCHI/Iﬁ ATOIINUYCCKOIO Z[epMaTI/ITa
u ap. Ocobo crenyer oOpamars BHUIMaHHE HAa BHIUMBIC OTEKU — Oy TJIOBATOE
JINIIO, OTEYHBIC BEKH, TOJICHU, KPECTEIl, IIEPEIHSIS CTCHKA )KUBOTA. YBCITUICHHBIH
JKMBOT MOYKET OBITH CJIEACTBHEM ACIIUTA.

O06s13aTeneH 0CMOTp MOJIOCTH PTa U OIEHKA COCTOSTHUS HEOHBIX MUH/IAJIVH.

IIpu ocmoTpe pebenka HeoOX0TUMO oOpamiaTh BHUMaHUE Ha CTUTMBI TH39M-
OpuoreHe3a, HaIMIKUEe KOTOPBIX MOXKET KOCBEHHO CBUJICTEIILCTBOBATH O HApYyIIIe-
HUM Pa3BUTHS OYCYHON TKAHHU.

MepKyccus, nanbnauus u aycKynbraums

[lepkyTOpHO MOXXHO BBISIBUTH HAJIMYME KHUJKOCTH B OPIOLIHON MOJIOCTH; OTIpe-
JIETIUTh TPAHMIIBI CEePANA, KOTOPBIE MOTYT PACIIUPATHCS Ha (JOHE apTepHaTbHON
rureprersuu (Al') mm moueunoii Hepocratognoctu (ITH), mpu pasButiu ruzgpo-
NEepHKap/a; BBIIBUTD NE€PEPACTSIKEHHE MOUYEBOIO ITy3bIps, €CIIM OH BBICTYHAET
HaJ CUM(U30M.

K nepkyTopHBIM pU3HAKaM OTHOCUTCSI CUMITTOM ITOKOTauiBaHusl. CUMIITOM
CUMTACTCS TIOJIOKHUTEBHBIM, €CIIU IIPY OKOIAYMBAHUU B IPOSKIIUH OYKH CO CTO-
POHBI CIMHBI BO3HUKAET 00JIC3HEHHOCTD. [107I0KUTENBHBIA CHMITTOM ITOKOJIaYHBa-
HUS OTMEYaeTCs IPH MOYEKaMEHHOH 00J1e3HM (00JIb BOSHUKAET M3-32 CMEIICHHS
KamHs), nueaoHedpure, ocrpom ['H (OI'H) u np., korga nosiieHne 00 BO3-
MOXKHO 32 CYET IePEePACTSHKEHUS KaIlCyJIbl IIOYKH IpH ee oTeke. OTHAKo CUMIITOM
TIOKOJIaYMBAHUS HE crieluduyeH st 3a00IeBaHui MOYEeK U MOXKET OBbITh MOJIO-
JKUTEIIbHBIM TIPH BOCHAJICHUH OOJIBIIOHN MOSICHUYHOM MBIIIIIBI, IIPU YIIEMICHHN
KOPEIIKOB CIIMHHOTO MO3Ta, Pa3ApaKEHUH HEPBOB MOSICHUIHOTO CIUICTCHUS | TIP.

Bonee noctoBepHbIM siBIsieTCs cuMnToM [lacTepHankoro, KOTOpbId OTiIMYa-
€Tcs OT CUMIITOMA [TOKOIaYMBAHUS TEM, YTO MOCIIE MOKOJIaYNBaHU COOMPAETCs
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Puc. 2.1. Manbnayma NoYky B NMonoKeHnn 60sIbHOTO fieXka Ha CrivHe.

Moua OonbpHOro. Cumnrom [lacTepHaKOro c4uTaeTcs: MOJIOKUTEIBHBIM, €CIN
B MOYE ITOCJIC MOKOJIAYMBAHUSI OOHAPYKHMBAIOTCS SPUTPOLUTHI, KOTOPBIX TaM
JI0 3TOTO He OBUIO, MIIM OTMEYAETCsI MX 3HAYUTENbHBIN MPUpPOCT. B Kiaccudyeckom
Buje cuMmnToM [lacTepHankoro npuMeHseTcst peaKo.

[Manpnanust uMeeT GOJBIIOE 3HAYEHUE JUTS BBISBICHUS TACTO3HOCTH U OTe-
koB. IIpoBoauTCs nmanbnanus Haj IUIOCKUMHU KOCTSMU B MECTaX C MUHHMAalb-
HBIM ITOJKOXHBIM >KUPOBBIM CIIOEM — HaJl 00JbIIe0epIIoBOM KOCTBIO, a TAaKXkKe
Ha KpecTie, nepenHeil OpromHoi creHke. [Ipu oTekax M MacTO3HOCTH TOCIe
HaJIaBIUBAHUSI OCTAIOTCA SIMKH, KOTOPBIE TOCTETIEHHO PACIIPaBIISIOTCS.

[Tanpnanus No4YKU B HOPME BO3MOXKHA Y HOBOPOXKICHHBIX U JAETEH NIEPBOTO
rojia )H3HHU, 0COOCHHO C MOHM)KEHHBIM NHUTaHueM. B Oonee crapiiem Bo3pacte
I0YKa MAIBIUPYETCs IIPU €€ 3HAUUTEIEHOM YBEINYESHUH WK OyIIEeHUH (IIHO-,
THIPOHEPPO3, MOJBIKHAS ITOYKA, OIMYyX0lb) (puc. 2.1).

C oMOmIbI0 ayCKyIBTAIlN MOXKHO BBISIBUTH akieHT 11 ToHa Hag aopToii pn
THIIEPTEH3UH, 3aCTOWHBIC XPHIIBI B JIETKUX IPU Pa3BUTHH aHACAPKU.

AycKynpTanus Taioke npuMenseTcs npu usmepernn A/l. Cuctemarnueckoe
n3mepenne AJl HEOOXOAMMO NMPOBOAMTH BCEM HEPPOJIOTMYECKHM OOJBHBIM,
TaK Kak TMIIEPTEH3HUs — JOBOJIBHO YacTOE MPOSIBICHHUE IIOYEYHBIX 3a00JIeBaHNH,
a ee MOsBICHNE Ha (OHE TEeKyIIero 3a00JeBaHHUsS MOXET CBHUJIETEIbCTBOBATh
0 MIPOTPECCHPOBAHNH TTATOJIOTHIECKOTO MpoIlecca B MOYKax. Takxe 0cOOCHHO-
CTBIO IETCKOTO BO3PAcTa SBISIETCS YaCTOE HAJMYHME TUIIOTEH3UH TP OYEUHbBIX
3a00JIeBaHUX, TaKas KapTHHA MOXKET HaOJIOAAThCsl MPU MOPAXKEHUH COJSIMU
TSOKETIBIX METAJIIOB, HEKOTOPBIX JUCILIA3USX U M.
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J1a60pa1'op|-|b|e mMmeToAabl uccnepoBaHuA
A.B.Manxouy, A.1O.Pe3nukos, 3.K.Ilempocsn

WccnenoBanne Mo4H SBISETCS BaKHEHIIMM DTAllOM JWArHOCTHUKHU 3a00JieBa-
uuit OMC. O6mmii aHanu3 MOYH, UCCIECI0BAHUS MOYEBOIO OCaaKa ITOMOIaloT
OMpENEINTh XapakTep MOYCBOro cUHApoMa. VccienoBaHue OMOXUMHUYECKUX
MoKasareyieil MOYM U KPOBH, CICIHATBHBIC MPOOBI MOYH MO3BOJISIOT OLICHUTH
(hyHKIMOHATBHBIC HAPYIICHUS MOYeK. [IOMHMO 3TOTO CyMIECTBYIOT JOITOIHH-
TEJNBHBIC METONUKU MCCIICIOBAHNS MOYH, KOTOPHIE HMEIOT OOJBIIYIO IICHHOCTD
s muddepeHnnanbHON AMarHOCTHKH mopakeHnit OMC.

OO1muii aHaIM3 MOYY U OO aHATU3 KPOBH SIBJISIIOTCS IEPBOOYEPEIHBIMU
CKpI/IHI/IHFOBI)IMI/I HUCCIICOAOBAHUAMMU HJIA JIIO6OF0 IalucHTa.

O6wumin aHanu3 mMoum

3Hauenne. AHaJIM3 MOYH JaeT OPUCHTUPHI IS BBIBICHUS MOPKCHUN MOYe-
ITOJIOBOM CHCTEMBI, TIO3BOJISIET KOHTPOIHPOBAThH TCUCHHE 3a00IeBaHUS U AP PeK-
TUBHOCTH Tepanmuu. Britoyaer uccienoBanne QU3UKO-XUMUIECKUX CBOWUCTB
u onpeneneHue pH Moun, MUKPOCKOITMYECKOE UCCIIEIOBAHNE OCAKa U OLEHKY
€ro Ka4eCTBEHHOI0 cocTaBa. B HacTosiee BpeMs HapsAy € TPaIUIHOHHBIMU
PYTUHHBIME METOJAMH UCCIICIIOBAHUS MOUYHU BCe 00Jiee MIMPOKOE MPUMCHEHUE
HAXOIAT PAa3INYHBIC TECT-CUCTEMBI.

IIpaBuia coopa. [Ipu mepBUYIHOM IIPOBEICHUN OOIIETO aHANU3a C IENBI0
CKpHMHUHTA coOMpaeTcsl BCs MOPLHUS MEepBOH YTpeHHEW Mouu (cpa3y mociie
HOYHOTO CHa) 0e3 ImpeABapUTEIbHOTO MOAMBIBaHUSA pebeHka. Takum oGpaszom,
UCCIIeIyeTCs MOYa, 00pa30BaBIIAsiCsS HOYBIO, KOT/IA AUYPE3 CHIDKCH, @ IKCKPEIIHs
OOJIBIIIMHCTBA BEIICCTB MOBBIIICHA. JTO MO3BOJSCT BBIABISATH MHHUMAIILHBIC
M3MCHCHHS B MOYE.

B Tex cmydasx, Korma HeoOXOIUMO HCKITFOUHNTH BIHSHUE HAPYKHBIX TIOJIOBBIX
OpTaHOB Ha Pe3yIbTATHl aHAJIH3a, MOYa COOMPAETCs OCIIe TIIATEIFHOTO TyajleTa
MOJIOBBIX OPTraHoB. JIeBOUKY MOAMBIBAIOT CIIEPEIH Ha3ad. Y MajbudKa, 110 BO3-
MOXXHOCTH, H606XOZ[I/IMO OTKPBITh U IPOMBITH I'OJIOBKY ITOJIOBOI'O YJICHA.

Mouy HEOOXOIMMO COOMPATh B COBEPIICHHO YUCTYIO (JIydIlle CTEPUIIEHYIO)
CYXyI0 IOCyIy. XpaHUTh COOpaHHYI0 MOYY MOXKHO He Oolee 1,5 4 B ipoxJiafHOM
Mecte. [IpuMeHeHrne KOHCEPBUPYIOUINX BEIICCTB HEXKENATEeIhHO, HO JOIyCKa-
€TCsI B BUZIC UCKITFOYCHUS 00pabOTKa THMOJIOM.

duzuvecKkue CBOMCTBA MOYH

¢ KoanuectBo. V3Mepenue 00beMa yTpeHHEH MOPIHMH 1eJIeCO00pa3HO s

HMHTEPIIPETAIMU €€ OTHOCUTEIBHOU IIOTHOCTH, OPUCHTUPOBOYHON OIIEHKU
pe3epByapHON (QYHKIIUH MOYEBOTO My3bIPs, BRIPAXKCHHBIX H3MCHCHUH ANY-
pe3a (tabm. 2.1). lns onpeneneHust o0beMa MOYH MOXKHO TaKKe UCIIONb-
30BaTh ClleAyIOmre GOPMYIIHI.

YV nerelt mepBOro roja Ku3HU:

O6beM MoueBoro my3bips (M) = 38 + 2,5 x Bo3pact B mecsnax

VY nereit crapuie 1 rona ucnons3yercs Gopmyna Kodda:

JlabopaTopHble MeTofbl MCcCefoBaHus
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Ta6nuua 2.1. Pa3oBoe KONMYeCTBO MOUM B 3aBUCMMOCTM OT BO3pacTa

(no 10.E.Benbtuwesy n ap., 2001)

Bospacr PasoBoe KonuyecTtso mouu, Min

o 6 mec. 20-50

6 mec.—1roa 50-68

1-3roga 69-150
3-5ner 150-210
5-7 net 210-270
7-9 net 270-330
9-11 net 330-390
Crapwe 11 net 390-450

Ta6bnuua 2.2. OTHOCUTENbHAA NIOTHOCTb MOYM Y 3A0POBbLIX AETEN

Bospacrt OTHOCUTENbHAA MIOTHOCTb Mouw, r/n
Lo 2 net 1,002-1,012
2-3roaga 1,010-1,017
Crapuwe 5 net 1,012-1,025

O6wem moueBoro my3sips (Min)= (Bospact B rogax + 2) % 30
¢ OTHOCHTEJIbHASI IUIOTHOCTh MOYH. 3aBHUCHT OT KOJIIMYECTBA BBIITMTON
KHUJIKOCTH, OT XapaKTepa MUIH, KOHHCHTPpAlUNU PaCTBOPCHHLIX B HeH
BerecTs (Tadm. 2.2).

Hudps! mwIoTHOCTH yTpeHHEW MOYH, paBHBIC WM NpeBbimatomme 1,015
(1St meTelt MOUTKOIEHOTO | IIKOJIBHOTO Bo3pacTa) U 1,018 /i (st moxpocTkoB
U B3pOCIIBIX ), CBU/ICTEIBCTBYIOT O COXPAHHOH KOHIICHTPAIIMOHHOI CT0OcOOHOCTH
TIOYEK.

Beicokue win HU3KHME HUQPBI ITIOTHOCTH MOTYT OBITh KaKk HOPMaJIbHBIMH,
TaK ¥ MaTojJornyeckuMu. Huskast OTHOCUTENBbHAS INIOTHOCTD MOXKET OBITH CBSI-
3aHa C MOJNNYPHEH, TOBBIIICHHBIM ITMTHEBBIM PEKUMOM. YBEIHYECHHE OTHOCH-
TENHHOM ITOTHOCTH BO3MOXKHO, HA000POT, IPU HEOOINBIIIOM 00beMe YTPEeHHEH
Mmouu. C 1pyroii CTOPOHBI, BEISIBIECHHAS BBICOKAst OTHOCUTENbHAS IUIOTHOCTD ITPU
obObeme yrpeHHed Moun 200 mi 1 OoJiee pacleHUBAeTCs KaK MaTojJornieckoe
COCTOSIHME, Yallle BCEro HabIIoaeMoe py IIMKO3yPHH.

[ToBbIIEeHNE OTHOCHTENBHON TUIOTHOCTH TpeOyeT HCCIleOBaHHUs KOHLCH-
TpalUK B MOYE HEKOTOPHIX BEIIECTB, TAKMX KakK OEJIOK, TIIIOK03a, MOYEBHHA,
conu HarpuA 1 1p. Kaxxaplie 3 1/ 6eiKa MoBBIMIAI0T OTHOCUTEIBHYIO MIIOTHOCTh
moun Ha 0,001 1/71, a kaxkasie 10 /71 TIIIOKO3BI YBETHMUYMBAIOT U(PY IUIOTHOCTH
Ha 0,004 r/n. IToBeIIIa€T OTHOCUTENBHYIO INIOTHOCTE MOYH BHYTPHUBEHHOE BBE-
JACHUC PCHTICHOKOHTPACTHBIX BCIICCTB.

CHIKEHHE OTHOCUTENBHOM IIIOTHOCTH MOYHM MOXET HaOII0aThCsl PH ITOBEI-
IIEHNH TeMIepaTypbl OKPYXKAIOIIEH cpelbl: TP UCXOAHOW TeMIeparype BhIIIe
16°C noBrImenue ee Ha kKaxasie 3°C gaeT MpUpPOCT OTHOCUTEIHHOM INIOTHOCTH
na 0,001 r/m.
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Ta6bnuua 2.3. VI3meHeHue LBeTa mouun

LiBeT moun MpuunHa CocTtoAHuA
bnegHbIn, noutn CunbHoe pa3Befe- CaxapHblii gruabet (C1), xpoHuueckas MNMH
6ecLBeTHbIN Hue (XTMH), nHdy3moHHaa Tepanua, npuem
ONYPETUKOB
Benbin Xunypusa Knposoe nepepoxaeHve, pacnag novey-

HOW TKaHW, LUINCTOCOMO3, pUNapuos, numdo-
CTa3 noyek; ynotpebneHune poibbero xmpa

TemMHO-enTblIn MNoBbllWeHHaA KOH- Onurypus npu sKCTpapeHanbHbIX NOTePAX
LieHTPaLMA XeNnuHbIX | XK1AKocTy (pBOTa, Anapes), Nnxopaaka; npu-
NUrMeHToB eM ackopO6UHOBOW KMCNOTbI

KpacHbin SpuTpoumnTypuma HedponnTnas, TpaBma, MHapKT nouek, M'H;
lemornobuHypus ynotpebneHre CBeKJIbl, BULLHU, EXXeBUKU,
Mwuornobuxypusa npviem amngonupuxa, peHondpranenHa,
Mopdupunypusn NULLEBbLIX KpacuTenen
Ypatypusa

«MscHbIX nomoeB» | I3ameHeHHble 3pu- [lg!
TPOLUTDI

OpaHxeBbln Ypatypusa TpaH3uTOopHaA rmnepyprkemms (MoyeKkuc-

NbIi UHGAPKT) HOBOPOXKAEHHbIX; MPreM
pudamnuumnHa

TemHO-KOpUYHe- | YpobunuHoreH [emonuTnueckaa aHeMus; Nprem MeTPOHN-

Bbll nasona (Tpmnxonona)

YepHbin TemornobuHypus, OcTpas remonnTUYeckas aHemus, ankanTo-
rOMOreHTU3NHOBasA | HypusA, MenaHocapkoma
Kucnora

3eneHbli Bunnpybunypus MexaHnueckas »entyxa

3eneHoBaTto-xen- | bunupybuHypusa MapeHx1MmaTo3Has XenTyxa; ynotpebneHve

Tbii (4BET NMBa) YpobunuHoreHypus | peBeHs

Tony6oi MHAUroTuH - npo- HapyweHue BcacbiBaHuA TpunTodaHa
AYKT OKMcneHuns
WHAWKaHa

3HaueHHe OTHOCHUTENILHOW MJIOTHOCTH TOJNBKO B OOLIEM aHaJIH3€ MOYH
HEe JaeT MCTHHHOTO MpPEJICTaBIeHUs O KOHLEHTPAIMOHHONH CHOCOOHOCTH
moyek. J{ist Gosiee JOCTOBEPHOI OLIEHKM MCHONB3yeTcs Mpoda 3MMHHIIKOTO
(cm. manee).
 IIBer. B HOpMe MoOYa OKpallleHa B >KENTHIH LBET (OT OJETHO-KENTOTO
JI0 SIHTapHO-XkeNToro). OKpacka MOYM MOXKET MEHSThCS IIPH PHEME JIeKap-
CTBEHHBIX NPENapaToB, HEKOTOPHIX IHIIEBHIX MPOAYKTOB, YCHICHHOM
IMUTHEBOM PEIKUME. Ecan JaHHbIC NPUYMHBI UCKIIIOUYCHBI, TO IBET MOYH,
OTJIMYHBIH OT KENATOTO, CBUIICTSIBCTBYET O Harojoruu (Tadm. 2.3).
* IIpo3paunocTb. B HOpMe Bce cocTaBHBIE KOMIIOHEHTHI MOYHM HAXOAATCS
B pacTBOpe, MOATOMY CBEKEBBINYIICHHAs MOYa COBEPLICHHO MPO3pavyHa
(Tabm. 2.4).
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Ta6nuua 2.4. [po3payHoCTb Moun

BapuaHT npospayHocTun MpuunHbI
MonHas Hopma
HenonHas Hopma
MaTonorua: KNeToYHble SNeMeHTbI, CJIN3b
MyTHOBaTanA Matonorusa: 6akTepun, 605bLIOE KONNYECTBO CoNel
MyTHas MaTonorua: kannm xupa

e 3anmax mouu. B HopMe Moua mmeer cnalblil crienuduueckuii 3anax.
M3MeHeHne 3amaxa BO3MOXHO IPU NMpHEME HEKOTOPHIX JICKapCTBEHHBIX
IIpenaparosB, MpH NOBTOpHOI pBoTe, CJ1, BOCTIAIIUTENBHBIX 3200JICBaHUIX
MOYEBBIBOISIIICH CHCTEMBI, BpOKAEHHBIX HAPYIICHUSIX MeTaboIM3Ma | JIp.
(Tabm. 2.5).

CiemyeT MOMHHTb, YTO ONIPEACIICHUE IIBETA, 3allaxa 1 CTETIEHN MPO3PavHOCTH
MOYH 3aBHUCST OT JINUYHOCTH HCCIICAOBATEIIS, TO3TOMY UX OLIEHKAa HE MOXKET OBITH
00BEKTHBHOW B CTPOTOM CMBICIIE 3TOTO CJIOBA.

e Peakmust Mmoun. [Ipy 0OBIYHOM IUTAHUU MOYA 310POBOTO YEIOBEKA HMEET

3nauenus pH ot 5,0 1o 7,0 ex. Konebanust pH Moun o0yciioBiens! cocTa-
BOM IIMTaHMS: MACHAs AWETA BBI3BIBAET KHCIYIO PEAKIMIO MOYH, PACTH-
TEeNbHAs IueTa — MEeNOYHyIo (Tadm. 2.6).

B HOpMe npu cMemaHHOM XapakTepe MUIHM B OpraHu3Me 00pa3yroTcst IJ1aB-
HBIM 00pa3oM KHUCIIbIE MPOAYKTHl 0OMeHa. OCHOBaHMS MOMaAAI0T B OPraHU3M
IIPY TIpHEMe IIEJIOYHBIX JIEKApCTB M MUTAaHWU NHIIEH, 00raToil OCHOBaHUSIMU
(oBommM, PPYKTHI, MOJIOYHBIE TIPOTYKTEI).

[Ileno4HOCTH MOYH YBENUYNBAETCSI IIPH PBOTE, 0COOEHHO IPH BBICOKOI KHC-
JIOTHOCTH JKEITYJOYHOTO COKa, XPOHNIECKOH MH(EKINI MOYEBBIBOSIINX ITyTEH.
Kucnornocts yBennuuBaercs npu CJI, Tybepkynese nouek, [TH. M3menenne pH
MOYH COOTBETCTBYET U3MEHEeHUAM pH KpoBu: ITpH anin03e Moya UMEET KUCIYIO
peaxIyio, IpHy ajkanao3e — MenaouHy0. OIHAKO NPU XPOHUUYECKUX MOPAKEHUAX
KaHaJIBLIEBOT'O allapaTa IMo4YeK MOXKET HaOIoaThes pacXoKIeHHE STHX TToKa3a-
Tenei. Tak, Ipy TUIIEPXJIOPEMHYECKOM alliI03€ OTMEYaeTCs ET0YHAs PeaKIHs

Ta6nuua 2.5. 3anax moun

BapmaHT 3anaxa MpuunHbI
AueToH KeToHypusa
Qekanumn WHpekuus E. coli
3NOBOHHbI CBYILL MEXAY MOYEBbIMY MYTAMU U KULIEYHNKOM

BpoxaeHHble HapyLeHna meTabonmsma:
MoTHbIX HOr MmytapoBas aungemusa (Il Tmn), usosanepraHoBasn aungemna
MbiwnHbIN nnv 3atxnbin - | DeHnnkeToHypua

KneHoBoro cupona BbonesHb «KneHosoro cmpona» — NenUmnHO3
Kowaubeit moun B-MeTUNKPOTOHUNTANLMHYPYA
MoxeHoro xmensa ManbabcopbLua MeTMOHUHA, TUPO3UHEMUA
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Ta6bnuua 2.6. Peakuns moun

BapumaHT peakyun MpuunHbI N COCTOAHNSA

Kncnasa Meperpy3ka MACHON Nuwen, AnabeTnyeckaa Koma, M'H

Cnabokucnas Hopma

MocTosAHHO Kncnas Ypatypusa

HelTpanbHas [paHvLa HopMbl

LLlenoyHasn OBolyHan auneTa, WesloyYHble MUHepasibHble BOAbI, PBOTa; H-
beKuma MoueBbIBOAALLEN CUCTEMDI, AUCTANbHBIV TYOYNAPHbIN
auMAao3, rmnoKanuemmns

MocTosHHO wenoyHasa | QocdaTHble KaMHM

KaK pe3ylbTaT HapyIIeHUs CHHTE3a KUCIIOTH 1 aMMHAaKa B KaHAIBIIAX. AUy pHS
MOYKET HaOIONAThCS TIPH THITOKATMEMHYECKOM allkajo3e, TaK KaK HeIOCTaTOK
KaJIisl YBEJIMYMBACT CEKPEIMIO HOHOB BOIOPO/a KaHAIbIIAMH.
XumMuyeckue cBOMCTBA
* Benoxk. J{ns onpenenenus 6enka B Moue n3BecTHO okoio 100 kadecTBeH-
HBIX M KOJIMYECTBEHHBIX PEAKIIHii, KOTOPhIE OCHOBAHBI HA €T0 OCAKACHHH.
B ximHIYecKol MpaKkTHKE HAUOOIbINEE pacTIPOCTPAHESHHUE IOy IHIIH KaJlo-
puMeTpuaecKuii MeTox ¢ 3% cynb(OCaTHIIIIOBEIM PaCTBOPOM U METOJ
Bpannbepra (Pobeprca—CronbHUKOBA), OCHOBAHHBIN Ha TOSBICHUHA TOH-
KOTO0, HO OTYETJIMBOTO KoJbIla pu npobe I'emnepa ¢ 30% a30THO# KuCIO-
ToM MexIy 2-# u 3-1f MUHYTOH, 4TO coOTBeTCTBYeT coaepxkanuio 0,033%o
Oenka. DTo mpenenbHas KOHIEHTpanus Oelka, HUKe KOTOpOoit nmpoda cra-
HOBHTCSI OTPHIIATEIHHOM.
B HOpME B yTpeHHel Moue Oenok He ompernenseTcs. JlomyckaioTes «cie-
JIOBBIe» KOHIIeHTpanuu Oeinka, B npeaenax 0,033%o. Bonee BrIcokue 3HaUCHUS,
ocobeHHo Oosee 1 1/71, yKa3bIBaIOT Ha MATOIOTHIO.
[Nokazarenu xonmuuecTBa Oenka B OOIEM aHaJIM3€ MOYM HOCST JIMIIbL OpH-
SHTHPOBOYHBIA XapakTep. VICTHHHAs BeJIMYKMHA NPOTECHHYPUH OIpPEAEISEeTCS
0 CyTOYHOI kckpennu Oenka (cm. Tit. 111, paznen «ModueBoi CHHIPOM).
* Imoxo3a. HopmanpHYTO KOHIICHTPAIHIO TITFOKO3EI B Mode /10 0,2 r/11 00614~
HBIMHU TIpoOamMu He 00HapyXHUBatoT. [10sBIICHIE [ITFOKO3bI B MOYE 3aBHCUT
OT €€ KOHLIEHTPALUH B KPOBH, OT MPOLIECCOB (DUIBTPALMH U PeadCcOpOLIUH.
®duznonornyeckasl NIMKO3ypUsi MOXKET UMETh aJMMEHTapHY0, SMOIIH-
OHAJILHYIO, JIEKAPCTBEHHYIO NPUYMHY (IIpHeM KO(EeHHa, CaIHUIMIOBON
KHCJIOTHI, TAHWHA, CEHHBI, PEBEHSI, caxapiHa U 1p.). [laTomorudeckue mpu-
YUHBI TTIMKO3YPHH AETATCS Ha TAaHKpeaTOreHHbIE H BHETIAHKPEaTHIeCKIe.
Baxneiimas u3 maHkpearoreHHBIX — AuabeTndeckas. BHemankpearmye-
CKHMMHU IPUYNHAMH SBJISIOTCA THIIEPTUPE03, cuHapoM Nnenko—Kymunra,
MaTOJIOT U TIEYEeHH, TTOYEK, pa3pakeHHe IEHTPAJIbHOW HEPBHOW CUCTEMBI
(IHC). [dyis oneHKH CTENCHH BBIPAXKCHHOCTH TIIUKO3YPHUH HEOOXOIMMO
PaCCUUTHIBATH CYyTOYHYIO TIOTEPIO TIIFOKO3BI C MOYOH.

* KeronoBsle Tesna. B Hopme ¢ mouoii Beipensercs 20—50 M KeTOHOBBIX
Ten 3a cyTku. KeToHypus HeE sBiIsSeTCS CHEUU(PUIHBIM CHMITOMOM ISt
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3abosieBaHMil MOUEBOM cucTeMbl. Yare Bcero KeToHypusi HaOlomaeTcs
Ipu AuabeTe U CIIyKUT KPUTEPUEM aeKBaTHOCTH Tepanuu. Taxke KeTo-
HYpHA MOXET UMETH MECTO ITPU T'OJIOJaHWUH, JIUXOPAJIKE, aHeTOHeMH'—IeCKOﬁ
PBOTE, IIpU AJIKOTOJILHOM HHTOKCUKAILIUU. KeTtoHnoBnie Tena MOT'YT UCUC3aTh
W3 MOYH ITpU OaKTEepHypHH.

Kesunble mUrMeHTHI. Mo4a 370pPOBBIX JIIOAEH CONEPKUT MUHUMAIIb-
HBIE KOJIMYECTBA MPSIMOTO OMIMpYOHHA, HE ONpEeAesieMble KaueCTBEH-
HbIMH TIpoOamu. bunmpyOuHypus HabIrOmaeTcs MpH MapeHXUMATO3HBIX
U OOTYpalMOHHBIX JKENTyXaX. YpOOWIMHOUABI, TPOU3BOIHBIE OUIHPY-
6I/IHa, B MOY€ 3J0pPOBBIX ueTeﬁ HUMCIOTCA B CJICAOBBIX KOHIICHTpALUAX,
He 6oJiee 2 MT 3a CyTKH. YpOOMITMHOMIYPHS — IPU3HAK NOPaKEHHS [TapeH-
XHMMBI TIEYCHH, TeMOJIN3a U 3a0oneBaHmnii kuieynuka. [lonnoe orcyrcTBre
YpOOMJIMHONIOB TOBOPUT O TIOJIHOM HAPYIIEHHH TOCTYIUICHHS JKEITIU
B KUIIIEYHHK.

Hurtpurtsl. B HopMe HUTPUTHI HE BBIABIAIOTCS. [I0N0XKUTENBHBIN pE3yiib-
TaT CIIY)KUT HaJISKHBIM TIOKA3aTeJIeM BhIPAKCHHOM OakTepuypuu. OnHaKO
BO3MOXKHBI BapHAHTHI JIOXKHOOTPHUIATENIBHOTO pe3yJbTaTa BCIIEACTBUE
HEJIOCTAaTOYHOTO BpeMeHHU (MeHee 4 1) MHKyOannu B MOYEBOM ITy3bIpE,
BBIICTICHUSI MAJIOTO KOJIMYECTBA HUTPATOB, OTCYTCTBHUS Y HEKOTOPBIX
MaTOTeHHBIX MUKPOOPTaHM3MOB (DEPMEHTOB Ul MPEBPAILECHNS HUTPATOB
B HUTPHUTHI ¥ IOJTHOTO BOCCTAHOBIICHHSI HUTPATOB JI0 a30Ta.

MHKpOCKOHHﬂ 0CaaAKa MOYH
Paznuuaror OPraHUYCCKYI0 U HCOPraHM4YCCKYH0 4aCTU MOYCBOI'0 OCaaka.

Opl"aHI/I‘ICCKaH HacCTb ONPEACTABJICHA SIIUTCINEM, DPUTPOLIUTAMHU, HeﬁKOHHTaMH
1 OWIMHIAPaAMHA. HCOpFaHI/I‘IeCKI/Iﬁ 0CaaoK — 3TO COJIH.

N3ydyeHnne MO4eBOr0O 0caKa MPOU3BOIUTCS IIPH ITOMOIIN CBETOBOW MHUKPO-

CKOIHH C OTPEICeICHHEM KOIMUCCTBA IEMEHTOB C HCIONB30BAHUEM CUCTHBIX
kamep (Tabm. 2.7).

* DpurpouuTsl. B HopMe 3puTpOnUTH TMO0 HE BCTpevaroTcs, 00 oOHapy-

JKUBAIOTCS CAMHUYHBIC B IIpCriapare. MaxkcumaiabHO JAOIMYyCTUMOC KOJIN4YeC-
CTBO 3PUTPOLATOB COCTABIIAET 10 5 B moje 3p€HHUA Yy I€BOYCK, 10 3 B moje
3pEHUA Y MAJIBYUKOB. OTH 3HAYCHUS ABJISIOTCS TIOTPpaHUYIHBIMH, T.€. MOT'YT
OBITH Kak BapUaHTOM HOPMBI, TaK U IIPU3HAKOM I1aTOJIOTUH.

FeMaTypnﬂ MOXET UMETH MMOYECYHOC U HCTTOUCUHOEC ITPOUCXOKICHUE.
B HaCTOALICC BPEMS U3BECTHO, YTO SPUTPOLUTHI B MOYUC MOTYT HpHOGpeTaTI)

paBJ’II/I‘IHHﬁ BUJ B CBA3HU C KBMCHCHUECM (1)I/I3I/IKO-XI/IMI/I‘I€CKOI'O COCTOSAHHUA (pH,

Ta6nuua 2.7. DopmeHHble 31eMEHTbI MOYM

KneTtkn mouyenono- UHopopHbie
KneTtkn kpoBu . Kpucrannbi
BOI cMCTEMbI KNneTKu

« DpUTPOLMTHI « dnutenun - baktepuanbHble |+ Okcanatbl

+ JlekoyunTbl + Cnepmato3ougbl |+ pubkosble « Qocdatbl

 [Tnasmountbl « [lapa3utapHble - Ypatbl u gp.

« OnyxoneBble + JlekapcTBeHHble

BellecTBa
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OCMOJISIPHOCTB) MOo4H. [103TOMYy NenieHne 3puTponUTOB Ha U3MEHEHHBIC I HEN3-
MeHEHHBIe He nMeeT O0pIoro quddepeHnnantsHO-THarHOCTHIeCKOTO 3HAYCHHS
JUTA BBISIBJICHHUS UCTOYHHKA TeMaTypHH.

OnHaKo eciii CTPyKTypa 6osee 75% 3pUTPONUTOB HAapYyIIeHa (4acTo ¢ MoTe-
peil reMOIIOOMHA) WK CPENHMI 00beM 3pUTpoLUTa MeHee 50 MKM>, TO rema-
TYpHsi ¢ OOJBIION BEPOSITHOCTBIO «IIOYeYHas». ECIM n3MeHeHHbIe S)pUTPOIUTHI
cocTaBnsoT MeHee 17% wnu cpennuil 06beM sputponuta Gonbime 50 MM,
TOTIa IMEET MECTO TeMAaTypHs HEMIOUEYHOTO IPOUCXOKICHHS.

MexaHU3M «IOYEYHOI» reMaTypuu OONBITMHCTBOM aBTOPOB paccMaTpHBa-
eTCsI KaK CHIDKCHHE Pe3UCTEHTHOCTH KallWIIIIpoB KiyOoukoB. [1pu HaxoxaeHun
SPUTPOLUTOB B MOYE HEOOXOAMMO HCKITIOUNTH y 6onbHOr0 I'H M muenonedpur,
HacJIeICTBEHHBIH HE(DPHUT.

«Henoueynasy remMarypust MOXXET HaOJNIONATHCSI TIPH TSHKEIOH (PU3NIECKOi
Harpyske, HO HanOoJjee 4acTo ee MPUIMHON ABIISIOTCA YPOJIOTHUECKHE 3a0071e-
BaHH, TaKue Kak TyOepKyle3 IMo4eK, OMyXOJb MOYEeK MM MOYEBOTO ITy3BIPS,
MOYeYHOKaMEHHas 00JIe3Hb WM KaMEHb MOUEBBIBOJAIIMX ITyTEH, a Taloke pas-
JIMYHBIE AHOMAJIMH U TPaBMBI OPTaHOB MOYEBBIJICNIEHUS, IUCTUT U YPETPUT.

I'emarypus sBAs€TCA CaMBIM 4aCThIM MPU3HAKOM MOPAXKEHUS OYEK pEBMa-
THYECKOTO IPOHCXOKAeHHs. [IpH KosmareHo3ax MosBICHNE 3PUTPOLIUTOB B MOYE
HEpEKO OIepesKaeT MOSBICHUE APYTUX CHMITOMOB 3a00/ICBAHUS.

 JleiikouuThbl. B HOpME B pa30BOM MOPLMU MOYM JOIMYCKAETCS 0 S JEH-

KOLIMTOB y MaJIBYMKOB U J10 7 JIGUKOUMTOB y A€BOUYEK. YBEJIMUECHUE UUCIIa

JIEHKOLIUTOB B MOYEBOM OCAJKE CBUJETENBCTBYET O BOCHAIUTEIHHOM

mporiecce B IOYKaX MM MOUYEBBIBOIAIINX MyTsX. uddepenimansHo-

JIMarHOCTHYECKOE 3HAYEHHE MOXET MMETh HaXOXKJICHHE B MOYE JICHKO-

utoB (6onee 10%) ¢ n3aMeHeHHOH (HOPMON — TaK HA3BIBAEMBIX KJIETOK

[ Tepureiimepa—Manbs01Ha ¥ aKTHBHBIX JICHKOIIUTOB, OBBIIICHHAS 3KC-

KpeLus KOTOPBIX CUNTAETCs XapaKTepHOIl 1is uesoHepura.

[Toueunast nekOUTYpHsI HAOMIONAETCS IPEUMYIIIECTBEHHO ITPU MOPAKEHUN
TyOYJIOMHTEPCTUINAIFHON TKaHU U CTPOMBI IOo4YeK. BMecTe ¢ TeM BO3MOXKHO
1 TIIOMEPYISIPHOE NTPOMCXOXKICHNE JIEHKOIIUTOB.

VY nmereif gamie Bcero ygaercs HaOMIOAaTh TPH TUIA JIEUKOIUTYPHU:

— MOHOHYKJICAPHBII THII, XapaKTepU3YIOLIHiicsa mpeobiaaiaHieM B Ipe-
napare JumdounToB 1 MoHouuToB 10 60—70%, xapakrepen mist 'H,
TyOynonHTepcTuMansHoro Hepura (TUH);

— HEHTPOMWIBHBIH THII, IPH KOTOPOM CETMEHTOsIJICpHBIE 1 TTaJIOUKOsIIep-
HBIE JTEHKOIMTHI cOCTaBIAOT 10 90—100%, XapakTepeH Ui muesioned-
pwura;

— CMEIIaHHBIA THUI JEHKOIUTYPHH, NMPH KOTOPOM MOHOHYKJIEapHBIE
U TOJMHYKJIEapHbIE JEMKOIUTHI BCTPEUAIOTCS B PABHBIX KOJHMUECTBAaX
WJTH K€ HECKOJIbKO Tpeo0IiaaaroT nonunykieaps! (10 60—-70%).

B MoueBoM ocajike HHOTIa HAXOAAT 03MHO(MIIBI, KOTOPhIE PaCliEHUBAIOTCS
KaK OZIMH U3 IPU3HAKOB CUCTEMHOTO aJIEPTUIECKOro mporecca. D03NHOPHIHS
MOJKET COIPOBOKAATHCS TU3YPHUUECKUMH SIBICHUSIMH, KOTOPBIE OTAEIbHBIC
ABTOPBI CBA3BIBAIOT C AIJICPITHYECKUM OTEKOM CIM3HCTONH 00O0IOYKH MOUYEBOTO
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My3bIpsi, MOYCTOYHHKOB HJIH YPETpPBL. YUUTHIBAas OTCYTCTBHE S03MHO(MIOB
B HeppoOHonTaTax, psaa HCCIeaoBaTeNIed CUUTAIOT CIIM3UCTYIO MOYEBOTO TPAKTa
MECTOM MPOUCXONKICHUS J03MHODUIIOB.

e Dnureamii. PaznuualoT KIETKH IUIOCKOTO, IMEPEXOIHOrO U MOYSYHOrO
snuTenus. B MoueBoM ocajke mpakTHUECKH BCera BCTPEYAIOT TUIOCKUN
1 TIEPEXOIHBIH 3MTUTENNH (0T SIMHUYHBIX KJICTOK B ITpenapare J0 eIMHAY-
HBIX B TOJIe 3peHHs1). [IpucyTCTBHE SNUTENUANbHBIX KICTOK B OOJIBIIOM
KOJINYECTBE CBUACTENBCTBYET O CIYIINBAHUU CIU3UCTOH 000I0UKH MOYe-
BBIX IIyTel MPH MX BOCHAICHUHU WIJIM TPAaBMaTH3alUKN KPUCTAIIIAMHU COJICH.
VIcTOYHUKOM KJIETOK IJIOCKOTO AIIUTENHS SBIISIETCS yPEeTpa, IEPEXOAHOTO0 —
MOYEBOM Iy3BIPb, JIOXAaHKH U MOYETOUHUKH.

EnnHUYHbBIE KIETKH TOYEYHOTO SIUTENHS B IIpenapaTe, HCTOYHUKOM KOTO-
PBIX SBISIOTCS KaHAJBIBI HE(POHOB U coOHMpaTenbHbIe TPYOKH, Ha GOHE HOP-
MaJIbHOH MHKPOCKOINYECKON KapTHHBI MOYEBOTO 0CAIKa TAKXKE HE JAIOT OCHO-
BaHMIl TOBOPHUTH O Marojoruu. Ilaronoruueckoe 3HaueHHE MX OOHAPYKEHHE
puoOpeTaeT JHIUIb NPH HAJUYMKM B Moue OejKa, LWJIMHIPOB U (OPMEHHBIX
3JIEMEHTOB KPOBH.

o [InauHApPSBI — QUIMHAPHYIECKHE MacChl MyKOIIPOTEHHOB, B KOTOPBIX 3a7Iep-
JKHBAIOTCS KIICTOYHBIEC SJIEMEHTHI, OCJIKM WM KalelbKH Xupa. MecTtoMm
00pa3oBaHMs IIUTHHIPOB SBISIOTCS KaHANBIEI Hodkn. OOHApyKEeHHE UX
B MOYEBOM OCaJIK€ MO3BOJSIET OTIIMYUThH HEPBHYHOE MOPAKEHHE IMOYEK
OT MaTOJIOTUH HWKHUX OTJIEJIOB MOYEBOTO TPAKTa, MHOTA — XapaKTepH30-
BaTh MMATOJIOTUYCCKUH TIporiecc B mouke (Tadi. 2.8).

* Kpucranael. Kpucramisl B Moue BBISIBISIOTCS IPU OOBIMHOH MHUKpO-
CKOITHH, XUMHYECKHI COCTaB MX ONpenelsieTcs 1Mo XapakTepHou dopme.
[Ipn HeoOxomuMocCTH Goiee TIIATEIBHOTO HCCIENOBAaHHUS KPUCTAJUIOB

Ta6nuua 2.8. MoyeBble LUAMHAPSI

Buabl uyunuHapos MpoucxoxpaeHne KnunHnyeckoe 3HaueHne

SputpoumTapHble | COCTOAT 13 Macchl 3puTpoun- | MatorHomoHnuHbl ansa M
TOB, 06pa3syloTCA Npu noyey-
HOW rematypum

JlenkoumTapHblie Macca nerikouutos MuenoHedpur, cneundunyHbl gna

Ty6ynovHTepCTMLMaNbHOIO BOC-

naneHus

lManvuHoBble O6pa3ytoTca n3 KoarynmposaH- | CBUAETENbCTBYIOT O MPOTENHY-
Horo 6enka pun

Muposble MupoBsble KneTkn HedpoTnueckuii cuHgpom

BockoBugHble DopmupytoTca B cambiX ANC- YKasblBatoT Ha 06LLMpPHOE Mo-
TaNbHbIX YacTAX HeppoHa pakeHve HedPOHOB, XapaKTepHbI

onalH

MrmeHTHbIE COCTOAT 13 NNOTHOW 3epHU- MoryT 6bITb 06HapyXeHbI NpW re-

CTOI Macchl MOF0OUHYPUK, MUOTIOBUHY PN
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Ta6nuua 2.9. Tunbl MOYEBbLIX KPUCTANNOB

CocTaB Kpu-
cTannoB

®opma Kpucrannos

BbiaBnawTrca
B HOpMme

BbiaBnalTtca
npw naTonorum

Kucnasa peakuna Mmouun

MoueBas
Kncnota un ee
conun

MoueBas Kncnota B Buge
TabneTok, 60YOHKOB,
PO3EeTOK AHTAPHO-KOPUY-
HeBOro LBeTa C ABOMHbIM
nyyenpeniomneHnem.
AmopodHble ypaTbl B BUae
rpaHy”n, NpenoMAALWMX
CBET, CK/TEEHHbIX B KOHFO-
Meparbl

Bbicokasn KoHUeHTpa-
LSt Mouu, obunnbHas
MsACHasA NULLA, INXO-
paaka, pusnueckne
Harpysku

bonblume notepun
BOAbI NPV PBOTE, ANa-
pee, NnoTooTAENEHUY;
NenKos, peHTreHono-
rmyeckoe obnyyeHue,
ypaTtHaa HedponaTus,
noparpa, 6onesHb
JNewa-HuxeHa, He-
dponuTtnas

UnctmH

HenpaBunbHoM popmbl
LLIeCTUYroNbHble NIacTuH-
K1 C ABOVHBIM Jlyyenpe-
JIOMJIEHVEM, YACTO Haso-
MeHHble Apyr Ha apyra

He onpepenstotca

Lunctunypua moxxet
TPaH3UTOPHO BCTpe-
YyaTbCA Npu pasnny-
HbIX KaHanbLEBbIX
ANcYHKLMAX

LLlenouHas pe

aKUMA Mmoun

®ocdaTbl KanbLWs — UrofKK
WM 3ePHUCTbIE MACTUHKMY,
He NPEeNoMAAIOT CBET

Tpunenb- Mpo3payuHble gBosikonpe- | Pegko — npu 60onb- MuKpo6Ho-BOC-
docdatbl nomnsioLme CBET NPM3MbI | LLIOM KONMYecTBe nanuTesnbHble
B BUAE «KpbllleK rpoba» pacTutenbHom nuwy, | 3aboneBaHuaA no-

LLEeNI0YHOro NUTbA yek, Tybynonatum
(owenaumBaHve c runepdocdatypuen
MOuUW); NPV ONTOM | U HapyLUEHWEeM aLu-
CTOAHUM MOYM [l0- U aMMOHWMOreHe3a

AmopdHble | AMopdHbie pocdaTbl — OuwlenaunBaHue Hedponuntnas, dpoc-

docdartbl rPaHynbl, CKNleeHHble MouM 3a cyeT pac- daTypus, Kanbuuy-

n ocdatbl | B KOHrMOMepaThl, He Npe- | TUTeNbHON NULLM puA; MHOTOKpPaTHbIe

Kanbuma NOMNAIOT CBET. 1 LWEeNIOYHOro NUTbA | PBOTHI

Mpwu nobon peakymnmn moun

KOPWYHEBbIE NNACTUHKM
C 320CTPEHHBIMY Yramu
N Kpasmu

Okcanat MoHorugpart - vauie PauwvoH, 6oratbin Okcanos, okcanat-
Kanbuma BCTPEYAETCA B LENOYHOW | LiaBeneBoW KACO- | Has Hepponatus,
(MOHO- 1 An- | MOYe B BUAE «raHTenem», | Tol; 6onblune [o3bl | runepKanbLuuypus,
rmgpar) npesioMnseT CBeT. ACKOPOUHOBO KUC- | TyBynApHble Anc-
[vrmnppart - yaule BCTpe- | NOTbl; AnuUTeNbHOe bYHKLMN, MONIOYHO-
YyaeTca B KNC/ION MoYe CTOAHWE MOYM LLESTOYHOWN CUHAPOM,
B BUJE KKOHBEPTOBY, HedbponnTnas
He npenomnseT ceeT
XonectepuH | lpo3payHble TOHKMe He onpepensatotca [unepxonectepuHe-

MWA, MacCUBHasA Npo-
TenHypus, HeppoTn-
YeCKn CUHAPOM
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HCTONB3YEeTCS MUKPOCKOITHS B IMOJIIPH30BaHHOM cBeTe. ONHU KPUCTAILIIBI
BBISIBIISIIOTCSL B KACJIOW MOYE, IpyTHe — B ILETIOYHOM.

HeKOTOpBIC KpHUCTAJUIbI B €AMHUYHBIX KOJIUYECCTBAX MOTYT HaXOAUTLCA
B Pa30BBIX aHAIM3aX MOYM y 3I0POBOT0 peOeHka (okcayiathl, yparsl, (oc-
(atbl), ApyrHe BCETa SBISIOTCS MPU3HAKOM MATOJIOTHH (IIUCTUH, XOJICCTEPUH )
(Tabm. 2.9).

e Cim3p. Cham3h MOXET UMETh MOYEYHOE MPOUCXOKICHUE (CEKPEeTOPHBIS
KJIETKH SIUTEIHS KaHAIBIEB) U BHEIIOYEYHOE (MOYEBEIE ITyTH, HApy>KHBIE
TIOJIOBBIE OpTaHbl, OAPTONIMHUEBHI Xkene3bl). CIu3b SBISETCS MPU3HAKOM
pasapaKeHus KCJIC3UCTBIX KIJIIETOK BCJICACTBUC BOCHAJIMUTCIBHBIX U JUC-
MeTabomuueckux mnporeccoB B OMC.

B HOpME cir3b pakTHYecKu He BcTpedaeTcs. Ee Hammuue B 00IIeM aHam3e
MOYH TIPH HEW3MEHEHHBIX APYTHX IMOKa3aTeNsIX He UMEET JUArHOCTHYECKOU
LIEHHOCTH.

¢ BakTepuu. B Moue MOKET BBIABIATHCS KOKKOBas W MMajoukoBast (iopa,
KOJIMYECTBO KOTOPOU OINPEAEISIOT OPUEHTUPOBOYHO (Maslo, YMEPEHHO,
MHor0). [Ipoucxokaenue Gpropsl MOXKET OBITh KaK U3 MOYCYHOH TKaHHU, TaK
¥ MOUYCBBIBOJISIINX IMYTESH M HAPYKHBIX ITOJIOBBIX OpraHoB. [ToaTroMmy camo
o cebe OOHapyKeHnEe MUKPOOPTaHU3MOB B MOYE HE UMEET OOJIBIIIOTO JHa-
THOCTHYECKOTO 3HAYEHUS, 32 MCKIIOUEHNEM BBIABICHHUS CIICIIU(PIIECKON
¢uops! (Harpumep, MUKOOaKTepuil TyOepKysesa).

O6wWwuii (KNNHNYeCKNit) aHanus KpoBu

3abosieBaHuUs MOYEK MOT'YT COIPOBOXK/IATHCSI HEKOTOPBIMU Hecenn(pUUeCKIMU
U3MEHEHUSIMU B KIMHUUYECKOM aHaJIN3€ KPOBU.

AHeMHSsI MOXKET BBIBISITECS IIPH OCTPOH M 0coOeHHO Xponuueckoil ITH
3a CYeT CHIDKEHHS CHHTE3a JPUTPOIIOITHHA B HeppoHax. [Ipy 3ToM 0OHa HOCHUT
TUIIOPETEHEPATOPHBIA XapaKTep, MPOSABISAETCS CHUKEHUEM KOJIUYECTBA PETHU-
KYJIOIUTORB. JIpyroii Ipu4nHON aHEMUH MOXKET OBITh HE(PPOTHUECKUN CHHIPOM
C MacCHBHOM MPOTEHHYPHUEH, TPU KOTOPOH NPOUCXOUT MOTEPS C MOYOii Oerka —
NepeHOCYHKa Jkele3a (TpaHcdepprHa), XapakTep aHEMHH THIIOXPOMHBIH JKeJle-
3011 OUITUTHBIM.

[TpuanHO# aHEMUH MOTYT OBITH KPOBOTEUCHHUS U3 OPraHOB MOYEBOM CHCTEMBI
IIpH TpaBMax, OMyXOJSAX JHOO W3 APYTUX OPraHOB IMPH BOBICYCHHH IMOYEK
B CHCTEMHBIH Ipoliecc (TeMopparnueckuil BacKyauT, CHHApoM lynmacuepa).
[Tpu 3TOM pa3BHBaeTcs mocTreMopparinyueckas sxese3oneuiuTHas aHeMust.

BakHO MOMHHTB, YTO reMaTypusi IOYEYHOTO T'eHe3a HE MOXET OBITh IpH-
YUHOU aHEMUH.

[HonuuuTemus, B OCHOBHOM 3a CUET MOBBILIEHUS KOJIMYECTBA SPUTPOLIUTOB,
MOXKET M3penKa HaOmronaTbes MpU MOBBIMIEHUH MPOAYKIHAN SPUTPOIIOITHHA
MoYKaMH (TP MOJTUKKCTO3€ | JIp.). [opa3io varie BRISBIAETCS JIOXKHAS TIONUITH-
TEMHs1, Pa3BUBAIOIIASCS IPU HEPPOTHUECKOM CHHIPOME 32 CUET TMIIOBOJIEMHUH.

BocnanuTenpHble Ipolecchl B MOYKaX MOTYT COINPOBOXKIATHCS JIeHKOIHU-
T030M. [Ipy MUKPOOHO-BOCTIAUTENBEHBIX 3a00JICBaHUAX (TUEIOHSPPHUT | Jp.),
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BBI3BaHHBIX OaKTepHaNbHOHN (IIOPOH, MOXKET HAOMIONATHCS HEUTPOPITBHBIIH JTeH-
KOILIUTO3 CO CBUTOM BIIeBO. 3a00JI€BaHUS BUPYCHOM, TYOSPKYIE3HOI 3THOIOTHH,
abakTepuanbHbIe TyOyTOMHTEPCTUIIMATIBHBIE IPOIIECCH MOTYT COTIPOBOXKIATHCS
JTUMQOITUTO30M.

[Ipn ocTpoBoCHanUTENBHBIX 3200I€BaHUAX, @ TAKXKE IIPH HEPPOTHUECKOM
CHHJIPOME 32 CUET AWUCIPOTCHHEMUH U TUIIOBOJIEMHH, OTMEUAETCsl YCKOPCHHE
ckopocTH ocenanus dpurporuton (COD).

KonuuyecTBeHHble meToAbI onpepeneHna Mmo4yeBoro ocagKa

[Ipu 3aboneBaHUAX TOYEK, MPOSBIIONINXCS BBIPAKCHHBIMA MOYEBBIMH CHM-
NITOMAaMH, TaTOJIOTHSI B MOYe OOHAPYKMBACTCS MTPU OOBIYHOM OOIIEM aHaIH3e
MouH. TPyJHOCTH B IMarHOCTHKE HEPEAKO BOSHUKAIOT NPH CIa00BBIPAKEHHBIX
MOUYEBBIX CHMIITOMAX, KOTOPBIC HE BCET/a BBISBISIFOTCS MOTYKOJIUYECTBCHHBIM
OPHEHTHPOBOYHBIM aHAIA30M MOYH. [IpH OpUEHTHPOBOYHOM OTIPEICTICHUH KOJTH-
YecTBa KJICTOK B TIOJIC 3PCHUSI MUKPOCKOIIA HE YUUTHIBACTCS KOJIMIECTBO MOYH,
BBIJIETICHHOE 32 OINpPEAETICHHBIA IPOMEXYTOK BPEMEHH, 00beM MOYH, U3 KOTO-
pOTro MOJNy4YeH 0CaJO0K, YCIOBHUS LIEHTPU(PYTHPOBAHNUS, IUIOMIAIb IO 3PEHHS
MHKPOCKOIIa, TOJIIIMHA CJIOS MOYH IO TOKPOBHBIM CTEKIJIOM U APYTUE (PaKTOPBI.
[TosToMy 0coboe 3HadeHHe JUlsl BBISBICHHUS U YTOYHEHHS XapakTepa MOYEBOTO
CHHJIPOMA MPHOOPETAIOT KOJTHMUYESCTBEHHBIC METOIBI BBIIBICHUS IKCKPEIIH POp-
MEHHBIX JIEMEHTOB, KOTOPBIE CITIOCOOCTBYIOT PaHHEH MHAarHOCTHUKE JIATCHTHBIX
(opm 3aboreBaHuil MOYEK, OeHKE 3P (HEKTUBHOCTH POBOAUMON TEPAITHH.
PazniuaroT 3 0CHOBHBIX KOJIMYECTBEHHBIX METO/IA MCCIIEIOBAHUS AJIEMEHTOB
B Moue: 1) omnpenesieHHe CyTOYHOH IKCKpelHu (POPMEHHBIX JJIEMEHTOB MOUYHU
no merony Annuca—KakoBckoro; 2) onpeneneHue MUHYTHOU WJIM YaCOBOM JKc-
KpeuuH KJIETOK 110 Tipobe AMOypxe; 3) onpeneneHne KoinndecTBa GopMeHHBIX
armeMeHTOB B 1 Mut Moun o Heunmopenxko (tadm. 2.10). B ximHNKe Hambomee
4acTo UCHONB3yeTcs Meton Heunmopenko, pexe — Ananca—KaxoBckoro.
KenarenbHO OAHOBpEMEHHOE MPUMEHEHHE HECKOJIbKUX KOJIMYECTBEHHBIX
npo0, KOTOpbIE JIOTOMHAIOT APYT npyra. [Ipu npoBeneHnn 1t060it mpoobl 00s13a-
TEJIeH TyaJIeT HapyXHBIX MOJIOBBIX OPI'aHOB MEPe KaKAbIM MOYEHCITY CKaHUEM.
IIpo6a Apanca—KakoBckoro. JJaHHBI METO MPUMEHSIETCS B Pa3INIHbBIX
Momudukanusix. Merox, npemanoxeHHsid B 1925 . T.Anaucom, npeamonaraet

Ta6bnuua 2.10. Konnyectso 3nemMeHTOB MOYEBOI0 OCafiKa y 340POBbIX AeTel

x:;‘:ﬂ::l:; Bpemsa JlekoynTbl SpuTpouunTbi LunnuHapbi
Mo Apaucy-Ka- |3a24uy [0 2 MiH no 1 mnH 0o 20 TbiC.
KOBCKOMY
Mo Heunno- 6e3 yueTa Bpeme- | 4o 2 TbiC. no 1 Tbic. -
peHKO HU (B 1 Mn Mmoun)

Mo Ambypxe « 3a1MuH + [0 2ThIC. « no750Tbic. | [0 20 ThbIC.
« 331y « 0o 120Tbic. |+ [0 45ThbIC.
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uccienoBanne 12-4acoBo HOYHOM MOPIIH MOYH, COOpAaHHOH B YCIOBHAX pe3-
KOTO OTPaHWYEHUS KHUIKOCTH, HAYMHASI C yTpa TOTO JHS, KOT/a IIPOBOAUTCS 3Ta
npoba. CyTouHas dKCKpelus (GOPMEHHBIX JJIEMEHTOB B MOYE OMPEIEIISICTCS
MOCPEJICTBOM TiepecueTa Ha 24 4.

B nacrosimee BpeMs Ki1accu4ecKuii MeTox AJiuca He IPUMEHSETCs y IeTeH,
TaK KaK y HUX HENPHUEMJIEMBI YCIIOBHS CYXOsEHUs B TeUeHUE CyTOK. [loaTomy
B KJIMHHYECKOH MPaKTUKE MONB3YIOTCS BUAOW3MEHEHHOU IMpoboit Axmmca
B Monu¢ukannu KakoBckoro 6e3 coOMOeHN BBIIEYKa3aHHBIX YCIOBHIL. Moda
cobupaetcs 3a 24 4 11pr 0OBIYHOM PEKHME U IUETE YyTEM €CTECTBEHHOTO MOYe-
ucnyckanus. VccrnenoBanue CyTOuHOW MOYM MpEANOYTUTENbHEE IS OIpese-
JIEHUS] ICTHHHOTO KOJIMYeCcTBa (JOPMEHHBIX JIEMEHTOB, TaK KaK MX BBIAEICHHUE
B JIHEBHBIC M HOYHBIC Yachl MOXKET OBITH pasnuyHBIM. B TO ke Bpems mpoda
Annrca—KakoBCKOTo HE MCKITFOYAEST BIMAHHS HYDKHIX MOUYEBBIX ITyTEH U HApy K-
HBIX TIOJIOBBIX OPIaHOB Ha PE3y/bTaThl aHAIN3A.

Venosus u nopsoox npogedenus cymoynou npodwvl. Y TpoM peOSHOK MOUUTCS,
1 3Ta NopIMs Mouu BhutHBaeTcs. C MOMEHTA IEPBOr0 YTPEHHETO ONOPOKHEHUS
MOYEBOT0 ITy3bIpsl HAUMHAETCS OTCUET CYTOK, T.€. IIPU BCEX JaNbHEHIINX MOUeH-
CIyCKaHUSIX B TEYCHHE CyTOK MOYa COOMpaeTcs B OHy Hocyay. Takum oOpazom,
€CJIN TIEPBOE MOUYEHCITYCKaHHE ITPOHM30IILIO B 8 4acoB yTpa (3Ta MOPIHs BbIIH-
BAaeTCs), TO BCSI MOYA ITPU MOYEHCITYCKAHHUSIX JI0 8 4acOB yTpa CIACAYIOIIEro JHS
BKJIFOUUTENILHO COOMpaeTCsl.

Jlna npegynpexaeHus paspyleHus KJIeTOYHBIX AIEMEHTOB MOYa B TEUCHHE
CYTOK XPaHHTCSI B XOJOIWIBHHUKE B IPEABAPUTEIHHO IPOMBITOH M IPOKHUIIS-
YeHHOH mocyse 6e3 100aBiIeHus] KOHCEPBUPYIOMINX CpeAcTB. [Ipu oTcyrcTBUN
XOJIONMIIHUKA XPAaHHUTCSI B IPOXJIAJTHOM MecTe ¢ JoOaBIeHneM 1—2 KpucTaim-
koB TrMoa (10 mr/m). B mabopaTopuio oTIpaBiseTcs BCS MOYa FITH OTIINBACTCA
okoio 100 M1 MoYM mociie U3MEPEHHs U TIIATEIbHOTO CMEIINBaHUs O0IIero
KOJIMYECTBA CyTOYHOM MOUH.

[Mepen uccnenoBanuem o0s3aTeIbHO MpoBepsoTCes pH 1 yAeNbHbINH BeC MOYH.
[Tpu 1menoyHoN peakuy WM HA3KOM YIEeIbHOM BECe MOYH YacTh (HOPMEHHBIX
3JIEMEHTOB MOJKET JIM3MPOBAThCS B TEUEHHE CYTOK. B Takmx cirydasx jydiie
HCCIIEIOBATh HE CYTOYHYIO MOYY, a MTOJIB30BaThCS MPoOoit AMOypKe, IpH KOTO-
pO¥ MCccIeIOBaHUIO TIOIBEpraeTcs Oonee cBeXkasi Moya.

Jlnist nozcuera (hOPMEHHBIX JIEMEHTOB OCIIE TIIATEHLHOTO epEeMEIUBAHHS
Oepytest 10 mut, KoTophle LEHTPU(YTHPYIOTCs, B pe3yabTare uero oopasyercs
oxoJi0 1 Mit ocazika 1 9 MII HaZ0Ccal0YHOM kuaKocTH. Hagocanounast KuaKoCcTh
(9 M) akKypaTHO yaassiercs, a 1 M1 ocajKa CyCleHIUPYETCs ¥ Karuis ero IoMe-
II1aeTcs B CUETHYIO Kamepy. Pa3nnuHble MOAM(UKAIMK CIETHBIX KaMep UMEIOT
pasnuuHblii 00beM. [Togcuer GpopMEHHBIX AIIEMEHTOB HMPOU3BOIMTCS MO BCEi
ceTke kKamepbl. KonndyecTBo nopcuntaHHbIxX KieTok (N) nenurcs Ha 00beM cueT-
Holl kamepsl (VK, MM3), OCIIE Yero mojiy4eHHoe yucio yMuoxaercs ua 1000,
YTO COOTBETCTBYET KoiudecTBY B 1 mi ocaaka. KommdectBo B 1 Mt ocaznka
nmenutcs Ha 10 (cTeneHp KOHIEHTPAUH IpH HEeHTPUPYTHUPOBAHIH), UTO OyIeT
COOTBETCTBOBATh HCTHHHOMY YHCITy KJI€TOK B 1 My mouu. [ToryuenHoe komude-
CTBO YMHOXA€TCs Ha CyTOYHbIN 00beM Moun (Ve, Mi).



58 naga Il. MeTofbl 06cnenoBaHMsA aeTeit ¢ 3aboneBaHUAMN NoYek

Taxum 06pa3om, cyTouHast SKCKpenust GOpMEHHBIX AIEMEHTOB B Mode (X) paBHa:
X=(N/Vk-1000/10) - Vc=(N - 100 - Vc)/ Vk.

IIpo6a AmOyp:xe. MeTox npeacTaBiseT CoO0 HCCIIeIOBaHIE MOYH, COOpaH-
HOH 32 HEOOJIBIION OTPE30K BpeMeHH (3 WiH 4 1), SIBISETCS JIETKO JOCTYITHBIM
METOJIOM KakK B YCIOBHUSIX CTaI[MOHAPA, TaK M B YCIOBHUAX MOITHKIMHUYECKOTO
HaOmoneHus. [1o 9yBCTBUTENPHOCTH TpexyacoBasi IpoOa He yCTyaeT CyTOIHON
npobe U yJI00Ha 1pu 00CJEeJOBaHUU MaJIEeHbKHUX JIEeTel, y KOTOPBIX HE BCerna
yaaeTcs cooparb CyTOUHYIO MOUY.

Topsiook nposedenusi npoder. s uccnenoBanusi 6epeTcs yTPeHHss Mova,
yamie Bcero coopanHas ¢ 7 1o 10 gacoB yTpa npu 0OBIYHBIX YCIOBHUIX PEKUMA
n auetsl. [lopuust Moun, coOpaHHast B 7 4acoB, BBUIMBAETCS, MOYA 32 TIOCIIEIY-
rorye 3 wim 4 yaca cOOMpaeTcs B OHY IOCYLY.

B naGoparopuu uzmepsieTcst 00beM MOYH U TIOCIIE TIEpEMENTMBAHNS OTIINBA-
ercs 10 Mi1 B rpaynpoBaHHyo poOHpKy. Jlanee nuccneoBanue BeAeTCs Tak xe,
Kak ¥ IIpYU MpeapLIynei npooe.

IIpo6a Heunnopenko. Meron npennoxeH B 1961 r. A.3.Heunnopenko.
HccnenoBannio nmoasepraeTcst yTpeHHssl cOOpaHHast U3 cpeaHeil nopuun (cpea-
Hel cTpyH) Moda 0e3 ydera MpoMexyTKa BPEMEHH, 38 KOTOPOE JaHHas MOPLUs
MO4H BblieneHa. 13 nony4yeHHoit Moun Oepercs 1 Mil, B KOTOPOM MO/ICUUTHIBA-
eTcsl KOJIM4YeCcTBO (POPMEHHBIX JIEMEHTOB. METo/ IPOCT M BHIMTPHIBAET Nepe.]
O0IIMM aHAJIM30M TeM, 4TO (POPMEHHBIE AIIEMEHTHI ITOJICYUTHIBAIOTCA B 1 M
MOYH, 3 HE OPHEHTUPOBOYHO B I10JI€ 3PEHHS MUKPOCKOIIA.

[IpenmymectBoM MeTona Heunmopenko sBiseTcs mpocToTa cOopa MOUH,
YTO OCOOEHHO aKTyaJIbHO y JAETEeH, U UCKIIOUCHNUE B 3HAYUTENBHON CTENCHU
BIIMSIHUSL yPETPBI U HAPY)KHBIX MOJOBBIX OPraHOB Ha PE3yNIbTaThl HCCIIET0BAHHS.
Henocrarkom npo6s1 HeunnopeHko sIBISIETCS TO, YTO HE YUUTHIBAETCS BPEMS,
3a KOTOpoe coOpaHa Mo4a, B CBSI3M C YE€M OHA HECKOJBKO YCTyHaeT IpYruM
KOJINYECTBEHHBIM ITpo0aMm.

MeTopbl nccnefoBaHUA GYHKLMOHANbHOTO COCTOAHMNA NOYEK

O (yHKIIMOHATIBHOM COCTOSIHUM IIOYEK CyAST II0 PE3yNbTaTaM METO/IOB OIpe-
JIEJICHIS COCTOSTHUS UX OTACTBbHBIX (yHKuni u crenenu [TH. K uncmy mepseix
METOZOB OTHOCSTCS ONpeielieHne KIyOOUKOBOM (DHIIBTPAIMH; IOYESYHOTO I11a3-
MOTOKa, CIIOCOOBI McCieAoBaHusl (DYHKLIUH POKCUMAaIbHOTO U JUCTAIBHOTO
OT/IEJIOB KaHAJIbIIEBOTO allapara MoueK.

Jns BeisiBienns [TH onpenensioT moxaszareny, XapakTepH3YIOIHE COCTaB
BHYTpEHHEH cpenpl OpraHu3Ma: 1) MOUeBHHY, KPEaTHHUH, HHIUKAH, OCTAaTOY-
HBIH a30T B CBIBOPOTKE KPOBH, 2) Kaluil, HATPUH, KaNbILUil, Maraui, hocdarsl
B CBIBOPOTKE KPOBH U 3) MOKA3aTeIH KUCIOTHO-OCHOBHOTO COCTOSHUSI.

BonbIMHCTBO OMOXMMHUYECKUX MOKa3aTesieldl MOYH, UCIONb3YEMbIX IS
OLICHKH (DYHKIIOHAJIBHOTO COCTOSIHUS TOYEK, a TaKKEe CYTOYHOE KOJIMYECTBO
9KCKPETHPYEMBIX C MOUOH OeJIKa M COJICH ONpenesIoTCsS B CTPYKTYpe OHOXH-
MHYECKOTO aHaJIH3a MOUH.
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[TokazaTenu KpoBH, XapaKTepH3yIOMue (YHKIHIO MOYCK, OMPEACISIOTCS
B OMoxmMmmdeckoM aHanm3e KpoBH. [loMMMO yKka3aHHBIX BBINIE MOKa3aTelen
KPOBH B2)XHOE 3HAYCHHE UMEET CoNlepKaHue 001iero O6eKka B KpOBU U OEITKOBBIX
¢dpakuuii. KonmnuectBo Oenka MmoxxeT cHmxkarbes pu ['H, HepoTndeckom cun-
JpoMe, N30BITOYHON MH(Y3NOHHO Teparuy, a MOBBIIIATHCS IPH THIOBOJIEMHUH
B CBs3M ¢ nonuypued. [Ipu Hedpurax BaskHOE 3HAUCHHE MMEET OIpeE/eIICHHE
reMoCTa3a, B YaCTHOCTH (PHOPHHOTEHA, B CBSI3U C pa3BHUBAIOIICHCS THIIEPKOAry-
nsrued. TeHIeHINS K THIOKOATYIISIIUH IIPU TOM MOXKET CITY>KUTh IPEABECTHHU-
KOM TPOMOOTeMOpparniecKux OCIOKHEHUH.

Kny6oukoBas ¢unbrpaumns

CK® nanbonee yacto ucnoib3yercst s uamepenus: ¢pynkuuu noyek. CKD
M3MepsIeTCs 0 KIMPEHCY BEIIECTB U3 IUIa3Mbl. BelecTBo, uenoib3yemMoe Kak
MapKep, MOXET ObITh SK30T€HHBIM MJIM SHIOTeHHBIM. OHO JOHKHO UMETh CTa-
OMIIBHYIO KOHIICHTPALHIO B IUTa3Me M JIOJDKHO (UIIBTPOBATHCS, HO HE peabcop-
OHMpPOBaThCs, CEKPETUPOBATHCS, CHHTE3UPOBATHCS WIIM METa0OIM3UPOBATHCS
MOYKaMH, TaKUM 00pa3oM, 4TOOBI KOJIMYECTBO OT(UIBTPOBAHHOTO BEIECTBA
OBbLIO PaBHO KOJIMYECTBY 3KCKPETUPOBAHHOTO.

[Toueunslit kiupeHc BemecTBa X (CX) BEIUUCISETCS IyTEM YMHOXEHHSI KOH-
LeHTpanyy BemmecTBa X B Mode (UX) Ha CKOPOCTh 1MOTOKa Mo4H B Mi/MuH (V)
W JIeJIeHHs] Ha KOHIICHTPALHIO BellecTBa X B miazme (Px):

Cx=(Ux-V)/Px

HNuysmmn. «30n0TeiM cTanaapTom» usmepeHuss CK® cuuraercs kiaupeHc
MHYJIMHA B MOYE, TaK KaK MHYIMH 00JaJaeT BCEMH CBOWCTBAMH MIEAJIBHOTO
Mapkepa. OH Jerko GUIbTpyeTcs KIryOodKaMu, HE CEKPEeTUpyeTcs U He pead-
copOupyeTcs B KaHAIbIAX MOYEK.

W3mepenue kirpeHca HHYJIMHA TpeOyeT MPOBEACH!Us BHYTPUBEHHON UHDY-
3MU JUIS OAJIEP KAaHUS ONIPEAETICHHOTO YPOBHS HHY/IMHA B TeueHue 3—4 4. [Tocie
YCTaHOBJICHHSI TOCTOSIHHOTO YPOBHS MHYJIHHA Kakable 30 MuHYT OepyTcst aHa-
JIM3BI MOYH U TUIa3MBI U BBIYUCILIETCS €T0 KIMpeHC. MaJleHbKUM AETSIM 4acTo
HeoOXomuMa KaTeTepr3alisl MOYEeBOTO My3bIps. Bo m30exaHne 3Toi CI0XKHON
MPOLEAY Pl ObLTH MPUAYMaHbl JBAa METOAA BBIYHCICHHS KIMPEHCA WHYIHHA
B IIa3Me: METOJ HeNpepbIBHON MH(Y3MM M METO OIHOKPAaTHOH OONIOCHON
WHBEKIIHH.

Memoo nenpepuigHotl unghysuy 0OCHOBaH Ha ITPEANIONIOKEHNH, YTO TIPH JOCTH-
JKeHUM MapKepOM IOCTOSHHOTO YPOBHS B IlJIa3M€ M YCTaHOBJICHHH ITOCTOSH-
HON CKOPOCTH €TO NOJa4l YPOBEHb BBIJEIICHUS MapKepa CTAaHOBHUTCSI PAaBHBIM
ypoBHIo ero noxauu (RIx).

Knupenc mapkepa Bbraucisiercs o ¢popmyie:

Cx =RIx / Px,

roe Px — KOHICHTpAIMs BEUIECTBA B IJIa3M€.
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[TockonbKy ycTaHOBJIEHHE PaBHOBECHS B KPOBH MHOW pa3 MOXET 3aHSTh
6omee 12 4, st yckopeHHs nporecca rnepe nHpy3ueld MOXKHO CIenaTh OOIroC-
HYIO0 UHBEKIIHIO.

INocne npuMeHeHUA Memoda 0OHOKpamuol 6ONOCHOU uHbeKyul B TEUCHUE
240 muH Oepercs 10-12 aHanmu30B KpoBH. 3HaY€HHs KOHIIEHTPAIMU MHYIIMHA
3aTe€M HCHOIB3YIOTCSA ISl MOCTPOEHUS KPHUBOM 3aBHCHUMOCTH KOHIEHTPALUH
B IIa3Me OT BPEMEHH (KpHBasi CHIDKCHUS KOHIIGHTpaluu B Ia3me). Kimupenc
MHYJMHA B TIa3M€ BBIYUCIAETCA ITyTeM JeTIEHHS IUTOLIA N [0 KPHUBOK Ha BpeMs
KpUBOH. Y B3pOCIBIX 3TOT METOJ Ja€T TOUHbIE pe3ynbTaThl. Van Rossum ¢ coasT.
a/IalITUPOBAIY ATy IPOLELYPY AJISL IeTeH, ONpeiesIuB HEOOX0IMMOE MUHUMAJTb-
HOE KOJIMYECTBO aHaJIM30B KpoBH. OHU NPUILIN K BBIBOAY, YTO U1 TOYHOTO
OIIpeziesIeHNsl KIMpeHca NHyINHA y feTeil nocrarodHo ot 2 (ua 90-it n 240-i
muHyTax) 1m0 4 (Ha 10, 30, 90, 240-it MmuHyTax) aHaMU30B KpoBu. [Ipu metozne
OqHOKpaTHOW OomocHON mHBeKIH 3HadyeHHs CK® HEeCKONBKO 3aBBIMIAIOTCS
(B cpennem Ha 9,7 Mi/mMun/1,73 M%), HO 3TO pasIHMYME MEXKIY IBYMS METOIAMU
yMmenbaercs npu camkernnn CK® (<50 mu/mun/1,73 m2).

W3mepenue knupeHca HHYIMHA OCTAeTCs «30J0ThIM CTaHIAPTOMY IS OLIEHKU
CK®, omHako 3TOT TeCT HEAOCTYNEH BO MHOTHX JIADOpaTOpUsX M IMO3TOMY
BBINOJHAETCSI PEAKO.

KpearnnuH. V3mepeHue KiIupeHca KpeaTWHHHA HCIIONIB3YETCs IIHPOKO
U XOpOIIO KOppeNHupyeT ¢ KIMPEHCOM HHYyIHHa Npu HopMmanbHOW CKO.
KpeatuHuH — 3T0 IPOIYKT B3aUMOAEHUCTBUS aMHUHOKHUCIIOT, IPOIYLIUPYEMBbIi
MBIIIEYHBIME KJleTKaMH. OH Jyierko ¢unsrpyercs, U okono 10% oOHapyxuBa-
€MOro B MOYE KpEaTHMHHMHA CEKPETHPYETCs MPOKCUMAIbHBIMU KaHAJIBIIAMH.
Kananbesast cexpenusi 3aBUCUT OT MHTEHCHBHOCTH oOMeHa BemecTB. Ilpn
camxeHnH CK® nporeHTHOE cofepKaHue CEKPETUPYEMOro KpeaTHHUHA MOBBI-
IIaeTcs, cieaoBarenbHo, 3HaueHns CK® no knmupeHcy kpeaTHHHHA IPH HU3KOH
CK® Oynyrt 3aBbimienHbiMi. Hopmanbabie 3HaueHnss CK® aist pa3HbIX Bo3pact-
HBIX TPYIII yKa3aHb! B Tabmue 2.11.

KnupeHnc kpeaTHrHA BEIYUCISETCA 10 CYTOYHOMY aHAIIN3Y MOYH U aHATTU3Y
KpOBH.

Uyl " Ug - 1,73
Cor = 1440 - P, - BSA

rae C,, — KIMpeHc Kpeatnauna B Mi/Mun/1,73M2, U, — CyTOUHBINA 06BEM MOYH,
U, — KOHLEHTpalysl KpeaTuHuHa B Mode, P, — KOHLEHTpalusl KpeaTuHUHA
B KpoBH, a BSA — momiaas mosepxuoctu Tena B M2, Koucrantsr 1,73 u 1440
MIPEACTABIIIOT CO00M CTaHAapTHYIO IUIOIIA/Ab ITOBEPXHOCTH Tea B3POCIOTO
YeIIoBeKa M YUCIIO MUHYT B CYTKaX.

Iopsadok nposedenus npodwvl. B 7 4acoB yTpa MalueHT CaMOCTOSATEIHEHO
OTIOPOKHSIET MOYEBOM My3bIpb U BhIMHBaeT Boxy (400—-500 mur). B 8 wacos yTpa
COOHMPAIOT MEPBYIO MOPIIKIO, B 9 4acoB OepyT KPOBb U3 BEeHbI, B 10 yacoB codu-
paroT BTOPYIO MOPIHI0 Mo4H. [lJist McciienoBaHks BEIOMPAIOT Ty MOPIMIO MOYH,
TIPY NOJYYEHNUH KOTOPOH MUHYTHBIN Iype3 HprOmmkaics K 2 M. Onpenenstor
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Ta6bnuua 2.11. HopmanbHble 3HauyeHns CKO y HOBOPOXXAEHHDIX, AeTel
1 NOAPOCTKOB

Bospacr 3HaueHune CKO+SD
(mn/mun/1,73m?)

29-34-a Hepena [B*: 1-A Hegensa NoCTHaTalbHOrO BO3pacTa 15,3+5,6
29-34-a Hepena B: 2-8-a Heflena NoCTHaTaNIbHOro Bo3pacTa 28,7+13,8
29-34-a Hepena B: >8-1 Hejleny NOCTHaTaIbHOrO BO3pacTa 514
HoBopoxaeHHble: 1-A Hegena 4115
HoBopokaeHHble: 2-8-a HepgenA 66%25

[etn nepBoro roga: >8 Hefienb OT POXKAEHWA 96+22

2-12 net 133+27
13-18 net (ManbumnKm) 140+30
13-18 net (neBoukn) 126+22

*'B — reCTaUMOHHbI BO3pPacT.

coJiepKaHue KpeaTHHUHA B CBIBOPOTKE KPOBH, B MOUYE U PACCUUTHIBAIOT MUHYT-
HBII 00bEM MOYH.

Merton ompeneeHus] KpeaTHHHHA B KPOBH M MOYE OCHOBaH Ha CBOWMCTBE
KpCaTHHHHA BOCCTAHABIMBATH MUKPUHOBYIO KHCIIOTY B IIEIOYHON Cpelie B Kpac-
HOBAaTO-OPAHXEBYIO MUKPAMUHOBYIO KHCIOTY (peakuus Adde), koTopyro ompe-
JIEJIAIOT KOJMIOPUMETPHYECKUM crtocoboM. Peaxrust HecniennpudHa, MOA00HBII
3¢ }eKT BBI3BIBAIOT U APYTHE CYOCTAHIINN — HEKPEaTHHHHOBBIE XPOMOTEHHI (TJIFO-
K034, alleTOH, MUPOBUHOTpanHas kuciaora). [Toaromy HakaHyHe TpoObl HEOO-
XOTUMO OTMCHHTH JICKapCTBa (B YACTHOCTH MOJMBUTAMHHBI), KOTOPHIC MOTYT
MOBJIHMATH HA PE3yNbTaT peakiuu. [[0BBIIAI0T YPOBEHb KPEaTHHUHA B CBIBOPOTKE
KPOBH BOCIIAJUTENBHEIC TPOLECCHl, (PU3MUecKasi Harpy3Ka, HEKpEeaTHHUHOBEIC
XPOMOTEHHBI (JIOKHOE TTOBBIMICHUE). YPOBEHD KpEaTHHNHA B MOYE MTOBBIIIACTCS
MIPH JITUTEITHHOM CTOSHUH MOYH.

Vpaenenus, npeocraszviearouyue CK®. Heo6xoauMocTh NPOCTOro U OBICTPOro
onpenenenus CKO B KITHHIYECKOM MPAaKTUKE MPUBEIIA K CO3aHUI0 HECKOJIBKUX
ypaBHCHHH [UIS €€ OIICHKH. B mieimaTpudeckoii MpakTHKE Yaiie BCEro HCIOoIb3y-
ercs popmyna [IBapua u hopmyna Konsrana.

B kmaccuueckoit popmyre kiampeHca kpearnHIHA MHOXATENb U, - V TToKa-
3BIBACT YPOBEHB IKCKPEIIUH KpeaTHHHHA. B cTaOMIIBHOM COCTOSIHMM OH PaBeH
YPOBHIO €ro npoaykuuu. I1oCckoabKy ypoBeHb IPOLYKIMU KPEAaTUHUHA 3aBUCHUT
OT MBIIIIeYHOU Macchl, LIIBapil mpoBepryI pa3IUUHbIC MapaMETpPhI Tejla Ha KOp-
pemsiuuto ¢ CK®, uamepenHoil no kinupeHcy kpearnnuHa. Okazanoch, YTO Hau-
JMYYIIYIO KOPPETAIHUIO JEMOHCTPUPYET JUTHHA Tela.

» ®opmyna [Bapma (2009):

CK® (mu/mun/1,73m%) = K - Ht / P, (Mr/mn)

nim
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CK® (m/mun/1,73m%) = K - Ht - 88,4 / P, (MKMOIB/1T),

rne K — koncranTta, paBuas 0,413, Ht — poct B cM, P, — KoHIIeHTpalus KpeaTu-
HHMHA B KPOBU.
* A raoke MmogudunmpoBanHas ¢popmyia IlIBapma (2009):

CK® (mi/mMun/1,73 M%) = 39,1 - [pocT (M) / KpEeaTHHHH CBIBOPOTKH
(mr/mm)]%316 - [1,8 / muerarun C ceBopotkn (Mr/m)]%2%4 - [30 / azor
MOYEBHHBI KpOBH (Mr/m1)]%169 - 1,099Am mamsmkos . [nocr (v) / 1,4]0-188

» ®opmyna Konsrana:
CK® (mu/mun/1,73 m?) = 38 - Ht (cm) / P, (MrMOIB/7)
WIH
CK® (mn/mun/1,73 m2) = 0,43 - Ht (cm) / P, (Mr/mn)

B nocename ronsr ObLUIH IPEAPUHATH TOMBITKA CO31aTh YpaBHEHHE, TIPEA-
ckasbiBaroniee CKO.

A Mattman ¢ coast. npemioxuiu ¢popmyay BCCH2 (British Columbia’s
Children’s Hospital 2 — nerckuii roctiurans bpurtanckort Komym6uu No2), koto-
past nomoraet oueHnTb CK® He3aBucuMo oT pocTa 1 Beca, HO TpedyeT J0Kallb-
HOH J1ab0paToOpyH A1t BRIYUCIICHUSI KOHCTaHTHI. [Ipn moyueHny 31oi hopMyItst
npenonaranock, 9ro uctuaHas CK® ompenensiiack METOIOM JBYXTOYCHHOM
OJHOKPATHON MHBEKIIUH TU3THICHTPUAMHUHIIEHTayKCycHOM kucaoTsl ([IIITA).

F.Leger ¢ coaBrt. npunnManu B kadyecTBe ucTUHHOW CK® 3Hauenwue, moimy-
gaeMoe 10 KIHPEHCY KPEaTMHMH-3TUICHANAMHHTETPAYKCYCHON KHCIIOTHI
(Cr-3ATA), u npeIoKUIN MPECKa3aTeIbHOC YPABHCHHUE C UCIIONIB30BaHHEM
Beca (BW), pocra (Ht) u P,

* ®opmymna Jlerepa:

CK® =[56,7 - BW (kr) + 0,142 - Ht2 (cm)] / P, (MKMOmB/)

B nccnenosanuu F.Leger 3To ypaBHeHHE OBUTIO OOJiee TOCTOBEPHBIM, YeM
¢dopmyna IIsapiia. Hecmorps Ha 3to, ¢opmyna IlIBapiia ocraercs Hanbonee
MOMYJISIPHON M HIMPOKO MCTIONB3YEMOM B IIPAKTUUECKOM 3PABOOXPAHCHHUH.

Huctatun C. Hucratua C — 310 HU3KOMOJIEKYIsIpHBIHA Oemok (13,36 x/a)
U3 CEeMEeHCTBa IIMCTATUHOB, HHTHOMTOPOB IMUCTEUHIPOTEas3bl. OH HPOAYIUPY-
€TCsl BCEMH SITICPHBIMU KIICTKAMHU, W €0 MPOJYKIUSA OCTACTCS Ha CTAaOMIEHOM
ypoBHe. lucratua C nerko GuiubTpyeTcss KIyOOUYKaMU U METaOOU3UPYETCS
TOCIIe KaHAJBIIEBOI peabcopOnuu.

Ha Hero MeHblile, 4eM Ha KPEATHMHUH, BIUSIOT BO3PACT, MMOJ U MbIIICUHAS
Mmacca maienta. Ero ypoBeHb CHIKAeTCs B TEUCHHE MEPBOTO Tofia >KU3HU
U OCTaeTCs MOYTH HeW3MEeHHbIM mpuMepHo a0 50 netr. Hopmer mucraruna C
npejcTaBieHbl B Tabuie 2.12. B HEKOTOPHIX UCCIICIOBAHUSAX BCE KE OTMEYa-
eTcsl, yTo Ha rmcratuH C BIUSIOT BO3PACT, MOJ, KYPEHUE, BRICOKHN yPOBEHB
C-peakTHBHOTO OeJKa B KPOBH, UCTIONB30BaHME ITIoKoKopTHKOocTepornoB (I'KC)
¥ OOJIE3HU LIIUTOBUIHOM JKEIE3HL.
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Ta6bnuua 2.12. PedepeHTHble 3HaueHus unctatHa C, mr/n

Bospacrt PedepeHTHOe 3HaueHue ana uncraTtuHa C
HenoHoLeHHble HOBOPOXAEHHbIE 1,34-2,57
HoBoporkaeHHble (LOHOLEHHbIE) 1,36-2,23
8 nHeli — 1 rop 0,75-1,87
1-3 ropa 0,68-1,9
3-16 net 0,51-1,31

IIpu oqHOM 1 TOM e ypoBHe nuctaTiHa C y IallueHTOoB MOCIe TPaHCIUIaHTa-
uu CK® Ha 19% BbIlie, yeM y OONBHBIX ¢ 3200J¢BaHUEM COOCTBEHHBIX MTOYCK.
Bocnanenue uinm MMMYHOCYNIpECCHUBHAsI TEpamusi, CBA3aHHBIE C TpPaHCILIAaH-
TaIyei, MOTYT IOBBIIATh MPOAYKINIO IucTatuHa C, IPUBOIS K 3aHMKEHHIO
ypoBHs CKD.

Pesynbrarel MeTaananmsa, onyonrkoBaHHOTO B 2002 T., MpUBEIH K BEIBOLY,
yro ructatud C — myqmuii mapkep CK®, uem kpearunnH. OHAKO COMHEHHUS
B 9TOM OCTarOTCA.

Breu10o nmpeanoxeHo HECKONIBKO ypaBHeHUM ans mpenckasanus CK®, Bkimto-
yaromux ructatid C B KauecTBe OHOTO U3 mapameTpos. Ho 1o cux mop TouHo
HE OTIPEZIETICHO, KaKOE U3 3THX YPaBHEHUH CIICTyeT UCIIOIb30BaTh.

He3aBrcumble ncciienoBaTeIbcKre rpymisl Bo riase ¢ A.Larsson u A.Grubb
m3Mmepsann CK® npu moMouy mia3MeHHOTro KIMPeHca HOTeKCoIa U HCTIOb30-
BaJM pe3yasTarsl 11t BerauciaeHuss CK® no yposhio nucrarusa C.

* VYpasHenue Jlapccona:

CK® (mn/MuR) = 99,43 - muctatun C (mr/m)~1-837
* VYpaBuenue ['padoa:
CK® (mn/mun) = 89,12 - nucrarud C (mr/m) 167

G.Filler ompenenstn CK® y nereii MeTogoM OIHOKPAaTHONH HHBEKLIUHU
Te-auaTnnenTpuaMmunnesTaykcycHoil kucnotsl (Tc-J{TITA) u taxxe BbIBeln
ypaBHeHue A nonyueHuss CK® uepes n3mepenue nucraruna C.

* VYpaBHeHue Ouiuiepa:

Log(CK® (mn/mun/1,73m2)) = 1,962 + [1,123 - log(1/mmctatun C (Mr/mn))].

OnHO U3 UccIeIoBaHUiT Ha JIETSIX 10Ka3ajo0, YTO Y MAlMEHTOB C XPOHUUECKON
6osesnbro nouek (XBIT) III-V cramuu ycpenHeHHBIH KOAQPHUIMEHT U3MEHEHUS
mucrarniHa C 3HAUUTENBHO HMKE aHAJIIOTHYHOTO TTOKa3aTelsl U1l KpeaTHHUHA.
BepositHo, mucrarnda C Oosble MOAXOMUT JUIS NMPONOKUTEIBHOTO MOHHTO-
puHra nanueHToB ¢ pa3sutoi XbII.

[puunas! camwkenns: CKO:

* DKcTpapeHaJbHbIe (TeMOIUHAMUYECKUE):

— TUIIOTOHWUS,
— IIOK,
— THUIIOBOJIEMHS,
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— cepAedHasl HeJOCTaTOYHOCTb,
— Jeruiaparanus.

* PenanbHble:

— YMEHbIlIeHHEe QUIBTPYIOLIEH TOBEPXHOCTH KiTyOouKa,
— CHWXeHHE K03 dHUINEeHTa YAbTPpadIIBTPALIH,

— CHIDKEHHE TI0YE€YHOTO KPOBOTOKA,

— 00CTpyKINUS KaHAIIBIIEB,

— moteps GUIBTPaTa Yepe3 CTEHKY KaHAJbLIEB,

— CHW)KEHHE Macchl JICHCTBYIOLIMX HEQPOHOB.

[NoBeimenne CK® Habmonaercs 3HaunTenbHO pexe. [TogoOHbIe cocTosTHMS
BCTPEYAIOTCS IPH FHITepUIBTPALIK B HHTAKTHBIX He(ppOHAaxX IpH IIIOMepyIio-
marusx, Ha panHux cragusx CJI, mpu cucremHol kpacHoil Bomuanke (CKB),
B HadaJIbHbIE IEPUO/IBI Pa3BUTHS HE(YPOTHUECKOTO CHHAPOMA U 11p. [ToBhIIeHNE
CK® moxeT OBITh MPOSBICHHEM BHYTPHUIIOYEYHOW THIIEPTEH3UH — OTHOTO
U3 OCHOBHBIX HEMMMYHHBIX (hakTopoB rporpeccupoBanust [TH. [Tpuunnbl naro-
noruyeckoro nossimeHuss CKd:

* TIOBBIIICHHE JIABJICHUS YIBTPpa(UIBTPALIUHL;

* TOBBIIIEHHE KO3 (PUIMEHTa YIbTpadUIIBTPALIUHT;

* MOBBIIIEHHE TOYEYHOTO KPOBOTOKA.

OnpepeneHne GYHKLMIA NPOKCMMaNbLHOIO KaHanbLa

Kunxocts, punsrpyemas B kiry0oukax (yIbTpadmuibTpar Imia3Mbl), TOCTYIIAET
B MIPOKCUMaJIbHBbIE KaHAbIEI, Te 60—65% ee peabcopOupyercs. [Ipu muc-
(YHKLIMH TPOKCUMAJIbHBIX KaHAJIBLEB H30BITOYHOE KOJINYECTBO JKUIIKOCTH HIepe-
xoauT B Mouy. [lyist onpenenenus GyHKIMN TPOKCUMAIBHBIX KaHAJIBLIEB MOXKET
TIPUMEHAThCS (PpaKIMOHHAS SKCKpEIMs HaTpHs W KaHaJbleBas peabcopOims
dochopa. Kpome 3T0Oro MoXKeT Tarkke MCIOIB30BATHCS OLCHKA TIIMKO3YPUH
1 aMHHOALUIYPHH.

OpakyuoHHas 3Kkckpeyua Hampus

®pakuroHHast SKCKpELs HATPHS SBISETCS OAHUM 13 Hanboliee pacpoCTpaHeH-
HBIX METO/IOB OLIEHKH (PYHKIMH KaHaibleB. HopM juis Hee He cymecTByeT. OHa
OTIPEAEIACTCS. MHANBUIYAIBHO ISl KaXKI0TO MallMeHTa, B 3aBUCHMOCTH OT €T0
oOMeHa HaTpHus U XKUIKOCTH.

IIpu yrposze yMeHbIIEHUs] BHEKJIETOUHON XHIKOCTH OPTaHW3M HAauMHAET
3aJIep>KUBATh HaTpUii 1 Boxy. CiieoBaTenbHO, (ppaKIMOHHAs SKCKPEIHs HATPHs
Oynetr ymeHbmarbes (y aereid o0br4HO 10 1% M MeHee, y HOBOPOXKIEHHBIX —
menee 2,5%). Konnenrpanust Harpus B Moue Oyner MeHee 20 Mr-3KkB/I1 y petei
n MeHee 30 Mr-9KB/J1 y HOBOPOXKACHHBIX. B ciTydae Takoro moBpex/IeHUs KaHab-
LIEB, KaK OCTPBIA KaHAJIBLEBBINH HEKPO3, (PPAKIMOHHAS IKCKPEIHs HATPHS CTa-
HOBHTCS MATOJIOTHYECKH BBICOKOH — Oonee 2% y mereit u 6omee 2,5% y HOBO-
poxxaeHHbIX. Harpuii B Moue MoxkeT ObITh Oostee 30 Mr-aKkB/i1.
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®paxiuonHas sxckpenus Hatpus (Fey,) BRIYMCISLETCS CEAYIOIUM 00pa3oM:
Fena = Una " P 1OO/PNa “Ugp,

rae Uy, — KOHLEHTpanus HaTpus B Moue, P — kpeaTuHuH B kpoBH, Py, — HaTpuii
B KpoBH, U, — KpEaTHHUH B MOYE.

KaHnanvyeeas peabcopb6yus gpocgpopa

O6b1uHO 85-95% (ocdopa peabcopOupyeTcsi B MPOKCUMAIBHBIX KaHAJbIIAX.
Tpaucnopt ¢ocdopa rmaBHEIM 00pa30M PeryIupyeTcs KOHIeHTpanuei Gpochopa
B IIa3Me M MapaTropMOHOM, KOTOPbIi H3MeHseT akTUBHOCTh Na* docharHoro
MEPEHOCYHKA.

KanansreBas peadcopouns ¢ocdopa (TRP) B mpomeHTax BBIYHCISETCS
CIEIYIOIINM 00pa3oM:

TRPy, = 1 — (Upgs * Per/ Ppoy = Ugy) - 100,

rae Upgs — KoHIEHTpanus ¢ocdopa B Mode, P — KOHIIEHTpaIus KpeaTHHIHA
B KpoBH, Ppp, — KoHIIEHTpanus ¢pocdopa B kpou u U, — KOHIIEHTpaus Kpea-
THHUHA B MOYE.

Kananeiesas peadbcopouus pocdopa 3aBucut ot Bo3pacta. OHa ocTaercs
BBICOKOH 10 15 ner y neBodek u 14 neT y ManbuuKoB, 3aT€M PaBHOMEPHO CHU-
JKaeTcs 10 B3pOCiIoro ypoBHs. PedepeHTHbIe 3HAaYEHUs ATOrO MOKa3aTens JUIs
neTeid B Bo3pacte ot 6 1o 18 met 6pun omyonmkoBans! J.Kruse. B kimimaIYIecKoit
MPaKTHKE CYUTAIOTCS HOPMAIIBHBIMU 3HA4CHUS, MpeBblmatonie 85%. Huzkas
KaHaJbIeBas peadcopOius Gpocdopa BRISIBIIECTCS MTPU BHICOKOM YPOBHE Mapar-
TOPMOHA WITH TIPY TTaTOJIOTHHU MMPOKCUMAIIBHBIX KaHAIBIIEB.

0.L.M.Bijvoet omucan OTHOIIIEHUE MAKCHMATBHOM KaHAIBIICBON peabcopo-
uu (ocdopa K ero oMepyISIpHOH (GHIIBTpaluy ¢ UCIIOIb30BaHuEeM HH(y3un
¢docdopa. [TepBoradansao nHPY3UI Pocdopa mpuUMEHsITACH TS TUATHOCTUKA
THIIEPKATBIIUEMUH, CBI3aHHOM C THIIEPIIAPATHPE030M U ITOYETHBIM TPAHCIIOPTOM
docdopa. B HacTosiiiee BpeMst 3Ta METOAMKA HE MCIONIb3YETCs AJIsl BBISIBJICHUS
THIEPKAJIBIUEMHH, OIHAKO MOXKET C YCIIEXOM IPUMEHSTHCS ISl OLIEHKH THIT0-
docharemun.

Inuko3ypusa

Ot¢dunpTpoBaHHAs TIIOKO3a OOBIYHO TOYTH TOJHOCTBIO peabcopOupyercs
B TPEX CETMEHTaX NMPOKCHMAIbHBIX KaHAIbLEB. [JII0KO3a TPaHCIIOPTUPYETCS
4yepe3 anvKalbHYI0 MeMOpaHy MOCPEICTBOM BTOPHYHOIO aKTHBHOIO TpaHC-
MOpTa, 3aBUCSILEr0 OT HATPUEBOTO 3JIEKTPOXUMUYECKOTO T'pajiueHTa, MpPOU3-
BoauMoro Na/K-AT®da30ii. 2 HaTpUHDIIOKO3HBIX TpPaHCIOpTEpa OOHAPYKEHBI
B IIPOKCHMANbHBIX KaHanblax. Tpancrnoprep SGLT2 B HauanbHBIX cCerMEHTax
MIPOKCUMAJIBHBIX KaHAIBIEB NMEET BHICOKYIO EMKOCTh M HU3KYIO ah(pMHHOCTH
K mmoko3e, a SGLT1, HalineHHbI BO 2-M U 3-M CeTrMEHTaX, IMEET BBICOKYIO
ah(HUHHOCTH M HU3KYHO €MKOCTb.
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Yposenw eniokoswr 6 naazme, Ipu KOTOpoM ee peabcopOIMsl MakCUMallbHa,
Ha3bIBAETCS IOPOTOBBIM, @ 00BEM TPAHCIIOPTA, KOT/A IOCTUTAETCs OPOT, Ha3bl-
BAeTCs MaKCHMMAaJIbHOM KaHAIBLEBOM peadcopOiueii nmoko3sl (TmG).

ITpy HaTMYUM TIMKO3YPHUU BaXKHO ONPEAEIUTh YPOBEHb INIIOKO3BI B KPOBH.
B nopme mopor mimoko3sl coctasusier 180-200 mr/mnm (10-11 mmons/).
W3onupoBanHas MMHUKO3YpHsl B COYETAHUH C IOABEMOM ITIIOKO3BI B KPOBU yKa-
3piBaeT Ha Hasnmmuue CJI.

W3onmpoBaHHast IUKO3YpHs TP HOPMAJIBHOW KOHIICHTPAIMH TJIFOKO3BI
B KPOBH 4acCTO SIBJISIETCS CUMIITOMOM CEMEMHOM MOUeUHOM MUKo3ypuu. MyTaius
SGLT2-koaupytolero resa mpu 3ToM 3a00JeBaHNM BIIEPBBIC Oblia ONKMCaHa
HCCIIeI0BaTEeNbCKON TPYIION nox pykoBoacTBoM R.Santer.

Tpauckananvyesolii 2padueHm Kanus

Kanuii cexpeTnpyercsi B KOHEYHBIX CETMEHTaX AUCTAIbHBIX KaHAJIBIEB U KOP-
THKAaJIBHBIX COOMPATENbHBIX TPYOOUKaX.

TpaHCKaHaHBL[eBLIﬁ TpaaAuCHT KaJIuA ABJIACTCA HETIPAMBIM UHJICKCOM aKTUB-
HOCTH KaJIME€BOH CEKPELUH B KOPTHKAIBHOM JHCTAIEHOM HE(POHE U OTPakaeT
neiicTBue anpaocrepoHa. OH mpeacTasisieT co00H Ba)XKHBIH KOMIIOHEHT B pa3-
BUTHH THUNEPKATHEMHUN U THIIOKAINEMHUH.

Tpanckananbiessrit rpaguenT kamus (TKD) Beraucnsercs mo popmyite, mpea-
noxxeHHon West:

TKI = (Ug/ Uy / Posm) / Px
HIIN
TKT = Uk Posm/ Px - Ugem,

rne Ug — KoHIeHTpanus Kanus B Moue, Uy, — OCMOISITBHOCTh MOUH, P —
OCMOJISIIBHOCTH IIIa3Mbl, Py — Kaluii B Iiasme.

KonmenTparnust HaTpus B Mode MOJDKHA OBITH OONBIIE 25 MMOIB/M, YTOOBI
HEIOCTATOYHOCTh HATPHSI HE OrPAaHMYUBAIIA CEKPEIIHIO KaJIHsL.

TpaHCKaHAIBLEBbIA IPAJAUCHT KaJIKsl SBISCTCS XOPOIIHM [TOKa3aTeieM alb-
JIOCTEPOHOBOM aKTUBHOCTHU Y 3I0OPOBBIX JICTEH U JETEH C TUIOATBI0CTCPOHI3-
MOM H TICEBIOTHUITOATHI0CTEPOHI3MOM. OKUIaeMOe 3HaYCHHUE 3TOTO IPAJAUCHTA
[IPY TUIIOKATMEMHUH MEHbIIIE 2,5, pu runepkairnemMun — 6oJbie 7.

JAecduyum anuoros 8 moye

JeduunT aHMOHOB B MOYE SIBJISIETCSI KOCBEHHBIM ITOKA3aTeIeM MPOAYKIIUH aMMO-
HUS B AMCTANbHBIX KaHaiblax. [lokazaTenn aMMOHUS KpaiiHe Ba)XKHBI JJIS yCTa-
HOBJICHUS TTaTOTEHE3a META00JIMYECKOTO alN/103a, OJJHAKO METOAMKH IO OTIpe-
JICTICHUIO JTAaHHBIX MapaMeTpOB JIOCTYIHBI HE BO BceX KIMHHKax. KOCBEHHBIM
MIOKa3aTesIeM HaJIM4IHs aMMOHHMS B MOY€ SIBISIETCSI CyMMa KOHLICHTPALMH HAaTpHs
1 KaJIis B MOY€ 32 BHIUETOM KOHILICHTpAILUH XjIopa. Eciy cymMMa KOHIEHTpaui
HATpHUs W KaJksl B MOUYE MEHBINE, YeM KOHIICHTpAIWs XJOopa, KOHIICHTPalus
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aMMOHHSI HOPMaJIbHasl, TIOCKOJIbKY XJIOP SIBIISICTCS JOMHHHUPYIOIINM aHHOHOM,
KOTOPBIH Ganancupyer KaTnoHsl NH4Y,
Jeduuut annonos B Moue (JJAM) MOXKHO BBIYMCIIHTh, UCTIONB3YSI CICAYIO-
1yt Ghopmyiy:
JAM = (Na+K) - Cl

CrenyeT MOMHHTb, YTO pacueT Ae(uinTa aHHOHOB B MOUE HEBO3MOXKEH, €CITN
KOHIIeHTpalusi Na B Mo4Ye HIXKe 25 MMOJIB/JT MM €CITH B MOYE ONPEeIISFOTCS
KETOHOBBIE KHCJIOTHI ¥ THITypPaThI.

JKcKpeyua Kanoyus

Omnpeznenenne 3KCKPEUN KaIbLusi 0COOCHHO aKTyallbHO Y IETEH ¢ reMarypuei,
He(POKAITBIIMHO30M, MOYEKAMEHHOH OOJIE3HBIO W YacTO OBIBAET ITOJIC3HBIM
y JIeTel ¢ peluIuBHPYIONICH HH(pEKIUeH MOYEBON CHCTEMbl. MoueBasi JKC-
Kpelus KaJgblus U3MEHSETCs] ¢ Bo3pacToM. J[OCTaTOUHO BHICOKHE IOKA3aTeIH
HaOJTIoal0TCs y IeTel B MIIaJICHYECTBE M B ITOAPOCTKOBOM Bo3pacte. Hammune
THIEPKAIBIYPHN yCTaHABINBAETCS, €CIIM SKCKPELHSI KaIbIHS ITpeBbIaeT 4 Mr/
Kr/cyT. OTHaKO B HACTOSIIIEE BPEMS YCTAHOBIICHO: CyTOYHAs SKCKPEIINS KaJIbIHs
MOXKET BAPbUPOBATH y HACEICHUS B 3aBUCHMOCTH OT PETHOHOB MPOKUBAHUSL.

Bornee To4HO OTpakaeT SKCKPELNIO KaJIbIUA, 0COOCHHO y AeTell ¢ HopMallb-
HOM MaccoH Tela, OTHOLICHHUE KOHLIEHTpaluil Kalblysl U KPEaTHHUHA B CyTOU-
HOH MOYe, U 3TO OTHOIICHHUE MOXKET OBITh MOJIE3HO B KIMHUYECKOW NPAKTHKE,
HECMOTpPsI Ha TO YTO Ha HEr0 MOTYT BIMATH Takue (pakTopel, Kak morpedie-
HUE KalbIUs, HATpHUs, OeNMKoB, Gocdopa U IIOKO3BI ¢ mumei (Tabdm. 2.13).
Hampumep, 65110 yCTaHOBIICHO, YTO MIPU YBEIMYCHUH OTHOIICHHS HATPUI/KaIIiid
B CyTO‘IHOfI MOYC YBCIMYNBACTCA CTCIICHb T'MIICPKATIbINYPUH. I/ICXOI[SI u3 3T1T0ro,
CHHMIXKCHHC HOTpe6J’leHI/I§I HaTpus OPpUBOAUT TAKKE K YMCHBIICHHUIO BbIPaKCH-
HOCTH THIIEpKaJIbILIY PHH.

Ta6nuua 2.13. 3HaueHne OTHOLEHWA KOHLEHTPaLUWiA KanbLus 1 KpeaTUHWHA
B CYyTOYHOM MOYe B Pa3HbIX BO3PACTHbIX Fpynnax

Bospacr, ner 95-11 nepueHTUNb CrpaHa
<7 mec. 0,81-0,86 CLUA, Weeliuapusa
1-2 0,56 CLWA, Wsenuapus
2 0,41 CLUA, Wsenuapusa
2-6 0,63 LlIBeyus
5-7 0,3 CLUA, Weenuapusa
7-10 0,25 CLUA, Weeliuapusa
7-10 0,14 TanBaHb
10-14 0,24 CUWA, Weenuapus
8-15 0,15 CeBepHasa NHauna
6-17,9 0,22 lepmaHua
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Jist neTeil ¢ MOHMKEHHON Maccoil Tena Ooliee TOCTOBEPHBIM SIBISETCS
COOTHOIIICHHE KAJIBITH B MOYE K €€ OCMOJIUTbHOCTH. [Ipr MOBBIIIIEHNHN JaHHOTO
coorHotenust 6omnee 0,25 mr/n (MOcm/kr H,O) MOXKHO TOBOPUTH O THIIEPKaIb-
uuypud. Y Aerei, B OTIIMYKEC OT B3POCIIBIX, SIBHBIC CE30HHBIC KOJICOAHMS IKC-
KpEeLUHU KaJIbIUs OTCYTCTBYIOT.

JKCcKpeyus MazHusa

Kak m3BecTHO, MarHUi SIBISETCS MOITHBIM HHTHOUTOPOM 00pa30BaHUS [10YeU-
HBIX KaMHEH B CBSI3U C Te€M, 4TO (HOpMHpYET KOMIUIEKC C OKcajaTaMd M CHU-
JKaeT cylepcarypaiuio. boiabHble ¢ mouyeyHOKaMeHHOI 6one3Hbio (39%) nMenu
CHIDKCHHYIO 3KCKpernuto Maraus (<1,2 Mr/kr/cyTt.). JIis onpeneneHus: 3KCKpe-
MU MarHWS UCIIONB3YeTCs OTHOIICHHE KOHIICHTPAIU MarHus M KpeaTHHUHA
B CYTOYHOI1 Moue (Tabm. 2.14).

KcKkpeyus yumpamoe

Kak u3BecTHO, IUTpaATHI SIBISIOTCS MOTEHIMAIBHBIMA UHIHOUTOPaMHU (opmu-
POBaHHMs KaJbLUIT-OKCANATHBIX M KaJIbIMH-(QOCOaTHBIX KPHCTAIUIOB, HX POCTa
u arperaiuu. B cocrostHnu uznonornueckoro Meradboan3Ma IUTparhl (Hilb-
TpyroTcst B Kiryboukax u ot 60 mo 90% wnx peabcopOMpyIOTCS B KaHAJIbLAX.
CucteMHBINH anui03, THIOKAJINEMHS], HCTOIIECHUE W JICUCHNE aIleTa30IaMHIOM
MIPUBOAUT K CHUKEHHIO 9KCKPEIIMHU IIUTPATOB, TEM CaMbIM IOBBIIIAs PHCK pa3-
BUTHS KaJIbIIe-OKCAJIATHBIX KaMHEH.

lunonmTparypust sIBIsETCS MOIIHBIM (DaKTOPOM pHCKa He(pOoKalbIMHO3a
y HOBOPOXKJIEHHBIX C HM3KOM Maccoil Teia U AeTel, NepeHeCIIuX TPaHCILIaH-
TaIHIO TIOYKH.

Okcanypusa

[ToBblmIeHHAst KCKPELUs OKCAIATOB HAOIOIAETCsl IPU IEPBUYHON THIIEpOKCa-
Jypuu Tina 1 u 2, 00ycinoBIeHHON Ae(UIIMTOM ITeUYeHOYHOM aaHuH-TIINOKCH-
naT-aMMHOTpacdepasbl, KaTalnu3upyIoIei epoKcucoMalbHOE IpeoOpa3oBaHme

Ta6bnuua 2.14. 3HayeHne OTHOLIEHWS KOHLEHTPaUWii MarHna U KpeaTrHUHa
B CYTOYHOM MoYe (MMOJIb/MMOJIb)

Bospacr, ner 5-1 nepueHTUIb 95-11 nepueHTUIb
1 mec.—1rog 04 2,2
1-2 0,4 1,7
2-3 0,3 1,6
3-5 0,3 1,3
5-7 03 1,0
7-10 03 0,9
10-14 0,2 0,7
14-17 0,2 0,6
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DIMOKCIIATa B DIMLUH NpU TUnepokcanypun tuna 1. U nedunur unro3ons-
HO# IIMOKCUIIAT PexyKTa3bl — (epMeHTa, KOTOPBIH PEeAyLHPYeT IIMOKCHUIAT
U TUAPOKCUIIMPYBAT. BropryHas runepokcairypusi 00yciIoBIeHa MOBBIIICHHON
abcopOryel okcanaToB B KUIIEUHHKE HA ()OHE HAPYyIIEHUS IPOLIECCOB BCACKI-
BaHUsI WM HapYyLICHHEM MeTabOoNN3Ma HEKOTOPBIX BUTAMUHOB.

[ToBBILICHHAsT YKCKPELHS OKCANIaTOB B COYCTAHUH C IIIMKOJIATAMHU B CYTOY-
HOIi MOYe XapaKTepHa [Ulsl THIEPOKCATypuu THa 1, a B codetanuu ¢ L-mnie-
parypueii — Al THIePOKCATyPHH THIIA 2.

JKcKpeyusa moyesoli Kuciomel

[oBbllIeHHAsT 3KCKPELUs COJNICHl MOUYEBON KHCIOTHI (YpaToOB) MPOSIBISECTCS
MHKpOTeMaTypueid, 60JIIMU B XKHBOTE, TU3ypHEHl, pa3npakeHUsIMHU ITPU MOYCH-
CITyCKaHHU M Makporemarypueii. OKOJIO MOIOBHHBI AETEH C THIICPYPHUKO3ypHEit
HUMEIOT MHUKDPOJIUTHI, BBUSIBIICHHBIC IIPU yIbTpa3BykoBoM uccrnenoBannu (Y3U)
moyek. O TOBBIIIEHHOMN 3KCKPEIH YPaTOB MOXKHO TOBOPHUTH, €CIIH COOTHOIIIE-
HHUE YpaToB K KPEaTHHUHY B CyTOUHOH Moue Oonee 0,03 MMOJIB/T K 3HAUYSHHUIO
KIIy0OUKOBO# (DHUIBTpaLiK. ITO MOKHO BBIYHCIUTH 1O (opMyIIe:

Okckpenus yparoB / Kb =U,, - P../ U,

rae KO — 3nauenne xiyOoukoBoit ¢uibrpaimu; U, _ KOHLIEHTpauus ypaToB
B Moue; P — KoHIleHTpanus KpeaTuHUHA B 11asme; U, — ypoBeHb KpeaTuHUHA
B MOUe€.

OnpedeneHue aMuHOKUC/IOm 8 Moye

Bbonee 95% Bcex aMUHOKHCIIOT, TPO(QHIBTPOBABIINXCS Yepe3 KITyOOuKH, B HOpME
peabcopbupyercs B kaHanblaX. [ ullepaMHHOAITUAYPHSI B COYETAHUH C TTOBBI-
IEHHBIM KOJIMYECTBOM aMHUHOKHCIIOT B KPOBHU THUIIMYHA JJISl MPEPEHATBHBIX
TyOynonatuii. [IoBIIIEHHAS IKCKPEIUs] aMIHOKHCIIOT C MOYOH IPH HOPMAJTEHOM
HX YPOBHE B KPOBHU CBHJCTEIBCTBYET O IMOBPEKICHUH TPAHCIOPTHBIX CHCTEM
MIPOKCHMAJIHHOTO KaHANIbIIA.

ConeprkaHne a30Ta aMHHOKHCIIOT B KPOBH Y HOBOPOXKIEHHBIX U JIETEH mep-
BBIX MECSIIEB KU3HU paBHO 7,5-9,5 Mr/mi, y neTeit 6osiee crapiiero Bo3pacra —
4,5-7,5 mr/mn. BeiBenieHre a30Ta aMUHOKHCIIOT — MAKCHMAJIBHOE Y JIeTeH mep-
BBIX MECSIIEB XU3HU (10 4—5 MI/KT, a IO HEKOTOPBIM JaHHBIM — 10 10 Mr/kT),
K KOHITy 2-TO TO/Ia YKH3HH CHIDKACTCS U COCTABISIET He Oonee 2—2,5 MI/KT.

O 2-ro aMHHOAUAYPUH CYIAT IT0 KOHIICHTPAIIH a30Ta aMUHOKHCIIOT B MOYE
(ammHOa30T). ConepkaHue a30Ta aMHHOKHICIIOT B KPOBH BO3pAcTaeT MpH Ooes-
HAX MOYEK, ICYCHH, TIPH TKETBIX (hopMax TucTpoduu, Ieiiko3ax, IpH HACIE-
CTBEHHBIX HapyLIEHHSX 0OMEHa aMUHOKHCIIOT U IPYTHX 3a00JI€BaHUX, KOTOPbIE
CONPOBOXKIAIOTCS IUTENIbHOW MHTOKCHUKAIMed uiau nuxopankoil. [Ipu stux
COCTOSIHUSIX MOXKET Pa3BUBATHCS MpEpeHaIbHAs aMUHOAIUAYpHs. P Hacen-
CTBEHHBIX 3a00JICBaHHUIA XapaKTEPU3yeTCs HAPYHIICHHEM OTAEIbHBIX KaHAJb-
LEBBIX (PEPMEHTHBIX TPAHCIIOPTHBIX CHCTEM aMHHOKHCIIOT, BBIPAKAIOIIIMCS
n30MpaTeTbHO THIIepaMUHOAII Ty pHeH (LIMCTUHYPUS IIPU TOPaKEHUH BTOPOH,
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Haunboree TabuIbHON TPAHCIIOPTHOM CUCTEMBI, 00JIe3Hb XapTHYyIa — IIPH 1opa-
KEHHUH MEPBOI TPAHCIIOPTHON CHCTEMBI, UMUHOTIIMIUHYPHSI — P Ae(EKTE YeT-
BepTOi TpaHCcHOpTHOI cucTeMbl). Hanbomnee BeIpakeHHAS THIIEPAaMHHOAIU LY PUS
HaOJroMaeTCst Ipu CUHIpoMe 1 6ose3Hu ne Tonn—/leope—DankoHu. AMUHOAIH-
Jypusi TaK)Ke MOXKET Pa3BHBATHCS KaK IPOSIBICHUE TYOYISIPHBIX MHCHYHKIMNA
TIPY TTHENIOHE(PUTE, HHTEPCTUIHAIEHOM HepUTE U Jp.

OnpepeneHne GpyHKUMI QUCTaNbHOro KaHanbLa

[Ipo6s1, xapakTepusyromuye GyHKIUN IUCTAIBHOTO KaHAJbIla, 00Jee MPOCTHI
JUISl IPOBE/ICHHS IO CPABHEHHUIO C METOJIAMH UCCIeNOBaHUs GYHKIIMH TPOKCH-
MAaJILHOTO OT/IeNIa He(PpOHa.

Uccnedosanue yHKkyuu ocMomuyecko20 KOHUEHMpUpoe8aHus

B xiMHUKE IIKMPOKO KCIOJB3YIOT ONPEIEIEHNE MAKCUMAJIBHOM OCMOTHYECKON
KOHIIEHTPAIIMH MOYH, MPUMEHSS MpoOy 3UMHHIIKOTO, MPOOY € CyXOsAICHHEM
Y BOJIHOW Harpy3Kou.

IIpoba no 3umnuykomy pocTa, JOCTYITHA U JIETKO IIEPEHOCUTCS OOJIBHBIMHU,
TaK KaK MPOBOIUTCS B (PU3MOJIOTHUECKHUX YCIOBUSX — Ha OOBIYHOM HHIIEBOM
1 BomHOM pesknMe. CO0p MOYM HAYMHAIOT B 6 yacoB yTpa. CoOpaHHYTO B 6 4acoB
MIOPIMIO MOYH BBUITMBAIOT. Jlanee BCsl Mo4a, BhIZETIsieMasi pEOCHKOM B TEUEHHE
34, T.e. c 610 9 gacos, coOMpaeTcs B OIHY €MKOCTh, KOTOpasi MapKUpyeTcs -
potii 1 (1-s mopuwst) i 0603HaueHHEM BpeMeHHoro nHrepsana (6-9). [locnen-
HUH pa3 Mo4y JuIsl IEPBOH IOPIHMHK HaJo coOpark okoio 9 yacoB yrpa. [anee
MOYY IPOJIOJDKAIOT COOMPATh Kakable 3 yaca B TeUEHHE CYTOK TAKUM 00pa3oM,
YTOOBI MOCIIEAHEE MOYEUCITYCKaHHE MPOU30IUIO B 6 4acOoB yTpa CIEAYIOMINX
OT Hayasa UCcCIIe0BaHus CyTOK. B urore 3a cyTku cobupaercs 8 mopuuit Mmoun:
1-1 (6-9 ugacos), 2-1 (9—12 gacoB), 3-s1 (12—15 gacoB), 4-s1 (15-18 gacos), 5-1
(18-21 4ac), 6-s1 (21-24 yaca), 7-1 (24-3 yaca) u 8-s1 (3—6 yacoB). B kaxnoit
MOPLIMH ONPEEISIIOT 00bEM MOYH U €€ OTHOCUTENIBHYIO INIOTHOCTD (YACIbHBIN
BEC).

[Ipoba mo3BossieT OLEHUTh KOHIEHTPAIIMOHHYIO M OOIIEBBIACIUTEIBHYIO
¢yHKIMI0 noyek. OnpenensoTcs MOpIUK ¢ MaKCUMaIbHOM M MUHMMAJIbHOMN
OTHOCHUTENIbHOM IUIOTHOCTBIO. B HOpME MakcHMalnbHas IUIOTHOCTH XOTS OBl
B OJTHOM MOPINHM T0JDKHA OBITh He MeHee 1015 ams gereit mumagmero Bo3pacra
n 1018 st neteit crapiiero Bo3pacTa. 3Ha4€HUsI MEHBIIIE 3TUX BEJIMUYUH BO BCEX
TOPUHSIX CBU/ICTEIBCTBYIOT O HAPYIICHUH KOHIICHTPAIMOHHON (DYHKITHH ITOYEK.
Paznnna Mexny MUHIMaJIBHBIM M MaKCUMaJIbHBIM 3HAYE€HHEM OTHOCHTEIBHON
IJIOTHOCTH HE JOJDKHA OBITH MeHbIIe 8. COCTOSHHE, P KOTOPOM BO BCEX
MOPIIMSAX MOYH OTHOCHUTEbHAS TIIOTHOCTH HIbke 1010-1012, HazpiBaeTcs euno-
cmenypueti (IO OTHOUIEHHUIO K OTHOCUTENBHOMU MmoTHOCTH KpoBu — 1010-1012);
€CJIM 3HAUCHMS OTHOCUTEJIBHOM IUIOTHOCTH MOYHM HaxonsaTcs B npeaenax 1010—
1012, 3TO COOTBETCTBYET Uz0CMEHYpUU, a €CaH npeBblmatoT 1025 — eunepcme-
Hypuu. MI30cTeHypHst yKa3bIBacT Ha TshKemyto creneHs [1H u cBupeTenscTByeT
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0 TIOJIHOM TPEKpaIieHN! (yHKINH KOHIEHTPHPOBaHMsA. [ MIIOCTeHypus Takxke
MoXxeT ObITh oOyciosieHa ITH, a Taxoke OOMBIIMM TOTPEOICHUEM JKAIKOCTH,
TyOYyJIOMHTEPCTUITMATILHBIM TPOIIECCOM, HACJIEICTBEHHBIMH TYyOyIOTaTHsIMU
(HecaxapHblil AuabeT) u ap.

B HOpMe OorbIiast yacTh MOYH BHIBOJIUTCS B JTHEBHOE BpeMsI CYTOK. J|HEeBHON
Jype3 B 1poOe 1o 3UMHHIIKOMY OyIeT XapaKTepH30BaTh CYMMAapHBIH 00beM
MOYH B IIEpPBBIX YETHIpeX MopHuax (¢ 6 mo 18 "acoB), a HOYHOW — BO BTOPBIX
geTbIpex mopiusix (¢ 18 mo 6 wacom). B HOpMe OHEBHOH IUWype3 COCTaBISIET
2/3 unu 3/4 OT CyTOYHOIO, T.C. COOTHOIICHHUE THCBHOIO W HOYHOIO AMYypE3a
paBuo 2:1 wiu 3:1. [IpeoOnaganie HOYHOTO TUype3a HaJl JHEBHBIM Ha3bIBaCTCS
HUKmypueti, KOTOpas sIBJSIETCS] OJJHAM U3 TIEPBBIX MTPOSIBJICHUH Pa3BUBAIOLINXCS
HapylIeHUuH (QyHKIHMM KaHaibleB. CleqyeT OTMETHTh, YTO HUKTYPHS MOXET
pa3BHUBATHCS MPU NPHEME JUYPETHKOB, OONBIIOM MPHEME XHUIKOCTH HA HOYb,
YTO HEOOXOMMO YUUTHIBATH [IPU MPOBEICHUH MTPOOBIL.

VY nereit panHero Bo3pacra y1o0HO IPOBOAUTE P00y 3UMHHIIKOTO B MOAH-
¢ukarmu C.J[.Peiizensmana, Takke Ha3bIBAEMOU c80000HOU MOUesol npoboll,
IIPU KOTOPOI Mo4a coOHMpaeTcst He Ka/ple 3 Jaca, a B €CTECTBEHHOM PUTMeE
MOYEHCITY CKaHHS.

HoBopoxxneHHbIe TpH OOBIYHOM PEXMME BCKapMIIMBAHMS BBIIEISIOT THIIO-
TOHWYHYIO 110 OTHOIICHHIO K IUIa3Me KpoBU Mouy (yaensHBIH Bec Hrmke 1010,
ocMonsipHOCTh 81,2-255 MOcwm/m).

OnpejeneHne 0CMOTHYECKON KOHIIGHTPAIMK MOYH OCHOBAHO Ha M3MEPEHUN
OCMOTHYECKOH KOHIIEHTPALMM PacTBOPOB IO TOYKE MX 3amMep3aHusi (KpHOCKO-
IIUsT) C MCIOJIB30BAaHUEM TEPMOIIAp ISl PETHUCTPAIMK TeMIIepaTypbl KpUCTa-
JM3anuH.

Jluama3oH Temneparyp, Ipu KOTOPBIX IPOUCXOANT 3aMEP3aHNE MOYHU, OOBITHO
paBen —4—-0°C. [ns npoBeaenus mpoos 6epyT 0,2 M1 MOYH U3 CYTOYHOTO KOJIH-
4eCTBa. HOpMaﬂbeIe 3HAYEHUS OCMOTHYECKOM KOHIECHTpalu MOYH MMPUBCACHBI
B Tabmuue 2.15.

OcMmoperymupyromnias (GyHKIHS M0YeK 00eCIeunBaeT NOCTOSHCTBO BOIHO-
3MEKTPOIUTHOTO romMeocTa3a. OCMOMSUIBHOCTh IUIa3MBl M MOYM OoJsiee TOUHO
XapaKTepU3yeT OCMOPETYIHPYIOMYI0 (PYHKITUIO IMOYeK, 4eM mnpoba mo 3uM-
HUIIKOMY, TaK KaK Ha 3HAYeHHUs] OCMOJISUIBHOCTH HE BIIUSIET CollepKaHue Oerka,
caxapa, KOHTPACTHBIX BEIIECTB U Jp. OCMOJISUILHOCTD PACTBOpa OTpaXKaeT YUCIIO
OCMOTHYECKH aKTHBHBIX YacTull, copepskamuxcs B 1 kr Boasl (MOcm/kr H,0)
WJIN YUCII0 OCMOTHYECKH aKTUBHBIX BeniecTB B 1 11 pactBopa (MOcM/m).

Ta6bnuua 2.15. HopmMasnbHble 3HaYeHVA OCMOTUYECKOI KOHLIEHTpaLM MoYU

Bospact OcmoTnYecKaa KOHLeHTpauvs moun
mOcm/n mmonb/n (CH)
HoBopoxaeHHble 450-600 450-600
1Hep. - 1rop 800-1000 800-1000
1ron - 14 netr 1000-1300 1000-1300
B3pocnbie 400-1400 400-1400
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CootHorrenne ocMoIsDIbHOCTH MOUd | T1a3Mbl (U, .,/Pocy) OTpaskaer cre-
MIeHb KOHIIEHTPUPOBAHUSI MOYH MO CPABHEHUIO C M1a3Moil. OCMONISPHBINA KITH-
peHc:

COCM = (UOCM/POCM) -V (MJ'I/MI/IH),

OCMOJISIPHBIA KIMPEHC IOKa3bIBaeT KOJMYESCTBO BOJBI, HEOOXOAUMOE LIS
BBIBEJICHHS BCEX OCMOTHYECKH aKTUBHBIX BEIIECTB MOYH B CBSI3aHHOM C BOZOH
COCTOSIHHHU.

[ToMuMO CBSI3aHHOI C OCMOTHYECKU aKTUBHBIMH BEILIECTBAMH BOZIBI B MOYE
MIPUCYTCTBYET OCMOTHYECKH CBOOOIHASI BOJIA, KITMPEHC KOTOPOH BHICUUTHIBACTCS
o popmye:

CH,0 =V - C,,, (Mn/Mun),

rne CH,O — kupeHc 0CMOTHYECKH CBOOOTHOW BOJIBI, V — MHHYTHBIN JHYPE3.
ITo kTMpeHCy 0CMOTHYECKHA CBOOOMHOW BOABI MOXKHO BBIYHCIIHTE €€ pead-
copbiuto, kotopast uncienHo pasHa CH,0O, HO MPOTUBOMOIOKHA 110 3HAKY:

TcH,0 = Cyy, — V (Ma/MuH),

rae TcH,O — peabcopbumst ocMOTHYECKH CBOOOIHON BOJIBI.

[pu oreHKe yKka3aHHBIX MTOKa3aTeIeld HeOOXOAUMO YIUTHIBATh, YTO B OCHOB-
HOM OCMOJIUTEHOCTH IUIa3MBbl OIpENelsieT KOHIEHTPAIus HaTpHs, T.e. YeM
HIKE KOHIIEHTPAIMS HATPHUS B IUIa3Me, TeM OoJbIlie B He BOABI, 1 HAOOOPOT.
Tunoocmus 1Ia3Mbl ONPEACISACTCS IPU YPOBHE HATpus Huke 135 mMmonb/i,
eunepocmust — Bbitie 145 MMoIb/I1.

Krnupenc u peabcopOiyst 0CMOTHYECKH CBOOOJHOM BOIBI OTPaXkaOT (yHK-
LU0 KaHAJIBIEB 110 KOHIICHTPUPOBAHUIO U pa3BeneHuto. [Ipu momHOM mpekpa-
IICHWW KaHaJTbIaMHu (YHKIWH KOHIICHTPUPOBAHHS MOUYa M30TOHMYHA TIa3Me,
T.e. Ugen = Pocns Tpu 3TOM C,(,, OymeT paBeH MuHyTHOMY amypesy (V), T.e.
COZIEp)KaHNUE OCMOTHYECKH aKTUBHBIX BEIIECTB B KIYOOUKOBOM YIIbTpaduib-
Tpare (WK 1ia3Me KpoBH) OyJIEeT COOTBETCTBOBATh BhIICIICHHOMY (32 1 MUH);
torma CH,O =V -V =0 u TcH,0 = 0. [TomoOHbIe 3HAYCHUS CBUICTEIHCTBYIOT
0 HaJIMYUH B ITOYKAX TOJHKO MTACCUBHON peadCOpOIIH BOIBI BMECTE C OCMOTH-
YEeCKH aKTHBHBIMH BEIIECTBAMH, TOT/a KaK IPOIECCOB aKTUBHOTO BCACHIBAHUS
BOIBI WM pa3BeneHus He npoucxomuT. Ecnmu CH,O mMeeT momoXKuTenbHBIC
3HaueHust (a TcH,O — oTpunarenbHbie), TO MOXKHO TOBOPHUTH O TMOBBIMICHUU
JIOJIM OCMOTHYECKH CBOOOIHOM BOJIbI B MOUE U MHTEHCHBHOCTH IPOLIECCOB Pa3-
BE/ICHUS, T.e. Mo4a OyneT rurnoroHndHa. OOpa3oBaHHE OCMOTHYECKH CBOOO-
HOW BOJBI IPOUCXOJNT B PAa3BOMAIIEM CETMEHTE HE(pPOHA, KOTOPHIH BKITFOUACT
KOPTHKAJBHBIN OTJEN BOCXOIIEH JacTh NeTnn | eHie, TUCTaTbHbIe H3BUTHIC
KaHAJIBIBI U KOPTUKAIBHBINA OT/EN COOMPATEIbHBIX TPyOOUEK, IPUIEM B OTCYT-
crBue cekpeunu AJIl. PeaGcopOuust ocMOTHYECKH CBOOOIHOM BOJIBI OCYIIECT-
BIISIETCS. MEAYJUIAPHBIM OTHEIOM COOHMparelbHbIX TpyOodek. Takum obOpazom,
BBICOKHE MostokuTensHble 3HaueHns CH,O MoryT, HarpuMmep, CBHIETEIBCTBO-
BaTh O HU3KOHM uyBCTBUTENBHOCTH K A/IT.
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Otpunarensasie 3Ha9eHus CH,0 u nonoxutensHbie 3HaueHns TcH,O roo-
PAT O IOTIONHUTEIHHOM peadbcopOIny 0CMOTHYECKH CBOOOIHOM BOJBI, IOMHMO
OCMOTHYCCKU CBSI3aHHOW, M XapaKTEPU3YIOT KOHIICHTPAI[HOHHYIO (DYHKIIUIO
KaHaJIbIICB.

OcMoTHYeCKast KOHIIGHTPAIUS MOYH CHIYKEHA NP XPOHUIESCKUX HePpuTax
c sisnennsivmu [TH (3amepxxa coneit B opranusme). Hecaxapusiid auaber xapak-
TEPU3YeTCs] HU3KIM OCMOTHUYECKIM JIABICHIEM MOYH, YTO SBISICTCS CICICTBAEM
0O0BIIOTO pa3BeIeHHs INIOTHOTO OCTaTKa B 00JIBIIOM 00beMe BBIBOJIMOM MOYH.

QyHKYUOHa/bHbIE Hazpy304HbIe NPo6bl Ha ucciedoearue pyHKyuu
0CMOMUYeCcKo20 KOHYeHMpUpPoB8aHus

ITokazarenu OTHOCHTENBHOM INIOTHOCTH MOYHM M OCMOTHYECKOIH KOHIICHTPALNN
MOT'YT KOJIeOaTbCsl B 3aBUCHMOCTH OT PEXUMa peOeHKa, BpEMEHH Tofia, IOTIIo-
IICHHOW JKUIKOCTH, YPOBHSA (PM3UYECKOW aKTMBHOCTH U TOTOOTIENEHUS, TEM-
Heparypbl ¥ BIXHOCTH OKPY)KAIOILEH Cpebl U T.I1., TaK KaK BCE ATU (HaKTOPhI
MOT'YT HOBJUATH Ha COCTOSIHUE TMApaTanuy opraHusma. Ilockosbky mpu npo-
BEJICHUH MPOOBI SUMHHIIKOTO M OTIPEAETICHUN OCMOTHYECKOH KOHIIEHTPAIN 3TH
(haKTOpB! HE YUHUTHIBAIOTCS, BO3MOXHO IMOITYYEHHE MCKKEHHBIX PE3yJIbTaTOB.
Takxe Harpy3o4HbIe IPOOBI HA KOHIIEHTPUPOBAHUE U PAa3BEACHUE MO3BOJIIOT
BBISIBUTH CBOCOOPA3HBIA pe3epB MMOYKH MO BBIBEICHUIO M30BITKA OCMOTHYECKH
AKTUBHBIX BEIIECTB WJIM U30bITKA BOJBI U3 OpraHU3Ma.

Ilpoba Ha xomyemmpuposanue (¢ cyxosioenuem). I[IpobGa BIEpBBIC MPU-
meneHa ®.@ombsrapaom B 1910 1, mpu 3ToM GONBHONH HAXOIWIICS B PEKMME
BOZHOM JIeTIpUBaIMH (OTCYTCTBHS BOBI, B TOM YMCJIC ¥ B IIHIIE) B TedeHue 36 4.
ITomoOHOE AnUTENBEHOE OTrpaHWYEHHE >KUAKOCTH B AETCKOM BO3pPAcTe HETPH-
emneMo. IToaTomy y mereit NIMTensHOCTh POBEICHUS TPOOBI OTpaHNYNBACTCA
18—14 u. [Ipo6a He mpoBoxUTCs y AeTel paHHero Bodpacta, npu [TH, moauypun,
IIPU BBICOKOW akTUBHOCTH Hedpura, 3adboneBanusx [[HC. OTHOcuTEnbHBIM
MIPOTHUBOMNOKA3aHUEM SIBIISIIOTCS JUcMeTa0oindeckne HedponaTtuu ¥ HEPBHO-
ApTPUTHUYECKUH JraTe3. JTa Mpoda MOXKET HCIIOIB30BaThCS UL OATBEPKACHHS
BEISBIICHHOH B Tp0o0e 3UMHUIIKOTO THIIOCTEHYPHH.

HccrnenoBanne MOXKHO HAYWHATH B JII000€ BPEeMs1, OHAKO JaIlle BCETO Mpoly
mpoBoaAT ¢ 15 yacoB. B MoMeHT Hauana mpoObl HEOOXOIUMO OMOPOXKHUTH
MOYEBOH Iy3bIpb. V3 muIeBoro panuoHa pedeHKa UCKIIoYaeTcst J1ro0ast XKua-
KOCTb, OBOIIH, (PPYKTHI, ATOBI. YIOTPEOISIOTCS MSCO, TBOPOT, pacchlyarbie
Kallly, BapeHble fiina, »apeHslid KapTodens, cyxap, nedeHne. Mccnenoanne
MIPOBOAMTCS AHAIIOTUYHO MPOOe 3UMHHIIKOTO, T.€. OCYIIECTBIIIETCS cOOp MOUH
3a Kaxaele 3 yaca B kaxoi mopuuu onpenessieTcss OTHOCUTEIbHAS INIOTHOCTD
U OCMOJIUTBHOCTB. B HOpMe B Kaxm0il ciienyrommeil MopIuy KOJIN4eCTBO MOYH
YMEHBIIIAeTCsl, & OTHOCUTEIbHAS MJIOTHOCTh U OCMOJIATIBHOCTh YBEJINYUBACTCSL.
Uepes 15 4 uccnenoBanusi OTHOCUTEIbHAS TIIOTHOCTH Aocturaet 1022—1030,
a ocMorsmIbHOCTH — 800—-1000 MOcem/kr H,O. K 24 4 311 mokazarenu mpuoim-
xkarotcs k 1025-1032 u 900—1300 mOcm/kr H,O cooTBeTCTBEHHO.
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OO0 yMepeHHOM CHIKEHHH KOHLICHTPALMOHHON CIIOCOOHOCTH MOYEK MOYKHO
TOBOPHUTb, €CIIM MaKCUMaJIbHAS IJIOTHOCTH IIPH MPOOE C CyXOsICHUEM B TIpe/ie-
nax 1016-1020, a ocmonsubHOCTE 600-800 MOcMm/kr H,O; 0 3HaYnMTEIHHOM
CHIXeHHH — ripu 3HadeHusx 1014-1016 u 400-600 mOcm/kr H,O; o Tsoxenom
MopaXkeHN! KaHajbleB — npu 3HadeHus1x 1010-1012 u menee 400 mOcwm/kr H,O
COOTBETCTBEHHO.

Ilpoba na passedenue moyu (¢ 600HOU HASPY3KOlL) XaPAKTEPHU3YET CIIOCO0-
HOCTh TIOYEK MAKCHMAJIbHO PAa3BOIUTH MOy IPH NCKYCCTBEHHOW T'MIIEpIUapa-
Taruy. Taxke naHHas Mpoda MOXKET MPOBOIUTHCS AJIS TIOATBEPKACHUS HCTHH-
HOCTH TMIIEPCTEHYPUH, BBISBICHHOH B IP0Oe 3UMHHIIKOTO.

YBenuueHue BOMHOM Harpys3kd NPUBOJUT K MOBBIIIEHHIO BHEKJIETOYHOMN
XKHUJKOCTH M CHIDKEHHIO €€ OCMOJBUIBHOCTH. [107J00HOE COCTOSIHME BBI3BIBAET
TopmoxxeHre MHKpenun AJIl" runmou3oM, 9TO CONPOBOXKAACTCS PE3KUM CHH-
JKEHHEM IPOHHUIIAEMOCTH Pa3BOJSINEro cerMeHTa HegpoHa st Boasl. Ilpu
3TOM COXPaHSAETCs peabcopOIHsI OCMOTHUECKH aKTUBHBIX BEIIIECTB M CBSI3aHHOM
¢ HUMU BoJIbl. TakiM 00pa3oM, B IOJIOCTH KaHAJIBLEB 00pa3yeTcsi OCMOTHYECKH
CBOOO/IHASI BOZIA, YTO NPUBOIUT K YBEIHMUYEHUIO 00beMa MOYHU U €€ TUIIOTOHNY-
HOCTH. Takol 1uype3 Ha3bIBAETCS BOAHBIM.

BopHas Harpy3ka MOKeT OBITh OMHOKpATHOW WITH IUTenbHOH. [Ipn omHO-
KpaTHOH Harpy3ke maercs 20—22 MiI/Kr BoAbI HaTomak B TedeHune 2045 MuH.
B »T0 Bpems numa He nmpuHuUMaeTcd. [locie okoHUaHHS MpHUeMa KUAKOCTH
Mo4a cOOMPAETCs C UHTEPBAIOM B 1 4, B K&XKA0H OPLUH ONpeesisieTcss 00beM,
OTHOCHTENIBbHAS IJIOTHOCTh ¥ OCMOMSIIBHOCTD.

[Ipn anutenbHOI BOIHOW Harpy3ke HadalbHas /1032 BOJBI Takas ke, Kak
IIpH OAHOKPATHOM, WK cocTaBisieT 2% OT Macchl Tela. JTa 71032 TOXKE MOTpe-
omsercs 3a 20—45 muH npu orcyTcTBHE efpl. Cpasy 10 OKOHYAaHUHU IpHeMa
HayaJIbHON T03BI MOYEBOH My3bIPh OMOPOXKHSAETCS, ITOCIE YEro HauMHaeTCs
cOOp MOUH 3a KaXKJble Ioj4aca B TeueHue 2 4. B mocnenyronue 4ackl BOAHYIO
Harpy3Ky HOAJEpKHUBAIOT, AaBasi BEIUTH KaXK/ble Tom4aca 00beM BOJIBI, PaB-
HEI 00beMY BBIZICIICHHOW MoYH TUTFOC 50 MJT Ha BHETIOYCUHBIC MTOTepH. B Kax-
JIOW TIOPIIMY MOYH OTpenesieTcss 00beM, OTHOCHUTENbHAS INIOTHOCTh M OCMO-
JSUTBHOCTB.

[IpoTuBONOKa3aHHEM K IPOBEICHHIO TIPOOHI C BOIHOM HArpy3KOi SBISIOTCS
THNEPTEH3UOHHBINA CHHAPOM, Cepi€4YHasl HeI0CTaTOYHOCTh, THIIOBOJIEMUYIECKHE
otek, Taxukapaus, OI'H, OITH u XITH, onuroanypus.

B HOpME B TedeHHE MepBEIX 2 4acoB MpoOkl BEIBOMUTCS 10 70% BEIMATON
*)unkoctu (Ho He MeHee 50%), a 32 4 4 — MOUTH BCA BBHINMUTAS JKUAKOCTH (HE
meHee 80%). MakcumanbHbI auype3 8—12 mu/muH (HO Ooibine 3 MII/MUH)
HACTymaeT MpuoIM3uTeNsHO Yepe3 90 MUH OT IONTyYeHUs BOAHOM Harpy3ku. [Ipu
MaKCHMaJbHOM DPa3BEJCHUH OTHOCHTEIbHAsS IUIOTHOCTh CHMXkaercs no 1003,
ocMorsuTbHOCTE Moyl 10 50 MOcm/kr H,O u Hmxe. Kinupenc ocMoruuecku
CBOOO/IHOW BOJIBI BCETZA IOJIOXKUTENICH M COCTaBisieT He MeHee 10 Mi/muH,
IOCTHATas UHOTIA 18 MII/MUH.

O HapymeHnH (QYHKIUH Pa3BEICHUS TOBOPST, €CIM IOYKH IPH BOJHOM
Harpy3ke He CHOCOOHBI CHIKaTh ocMosibHOCTh Hike 80 MOcm/kr H,O,
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a OTHOCHUTEJbHYIO INIOTHOCTh — HIKe 1004. M30CcTeHypHst U rUIEepCTEHYpUs
(MUHUMAJIBHAS OTHOCHTENbHAS MIOTHOCTh 1010, MUHUMANTbHAST OCMOJISITh-
Hocth 300 MOcm/kr H,O) cBuaETENbCTBYET O MOJHOM HapylleHHH (YHKIIHU
pa3BeeHus.

BHenoueyHbIMU TpUYMHAMY HApyLIeHUs! (DYHKIIMU Pa3BeAECHUsI MOTYT OBITh
TIPE/IIECTBYIOMAsl OCTpasi KPOBOIOTEPs, XPOHUYECKNE KPOBOIIOTEPH (HAIpH-
Mmep, gepe3 JKKT), peskuii mepexon K (PpU3MUECKOW aKTHBHOCTH IIOCHE IJTH-
TENbHOW TUIOKUHE3UH, IICUXHYECKOE COCTOSHUE OOJIBHOTO, TMIIEPCEKPEIHs
Ba3ONPECCHHA.

Cpenyu peHaNbHBIX NPUYMH HapymeHue (QyHKIMU pa3BeleHus: HaOJrona-
€TCs MPU CHIKEHHH KIIyOOUYKOBOH (MIBTpAlMu M YBETUUEHHH peabcopOrimun
JKHJIKOCTH B ITPOKCHMAJIbBHOM KaHaJIblle (BCE 3TO MPHUBOJUT K HEIOCTATOYHOMY
MOCTYIUICHHIO )KUAKOCTH B Pa3BOIAIINN CETMEHT He()POHA); HapyLIeHHE pead-
copOIMHX 3IEKTPOIUTOB B PAa3BOISIIEM CETMEHTE, CHIDKEHHE MPOHHIAEMOCTH
JIICTaJIbHOTO OT/IeIa He(poHa 1 COOMPATETbHBIX TPYyOOUEK /IS BOJIbI; CHUIKEHHUE
KpPOBOTOKa B MO3TOBOM BEIIECTBE; OCMOTUYECKUH THype3.

[Tomumo 3TOTO HApyHIaTh (YHKIMIO pa3BEICHNSI MOTYT IIpeTaparsl, SBJIsIO-
muecs aHanoramMu AJIl" wim ycuiamBaromye ero HHKpenuro.

Bonusblii quypes ciemyeT oTIMYaTh OT OCMOTHYECKOTO ANYpe3a, KOTOPBIH
CBSI3aH C IOCTYIUIEHHEM B NPOKCHMAJIbHBIE KaHAIBIIBI OONBIIOTO KOJINYECTBA
OCMOTHYECKH aKTHBHBIX BEIIECTB (3HIOTCHHBIX — ITIOK03a, OMKapOOHATHI, MOYe-
BUHA, WM 9K30T€HHBIX — MAHHUT, caxapa U JIp.), U3-3a 4ero yBeINUUBAETCS KOIH-
YEeCTBO OCMOTHYECKH CBA3aHHOHW BOAbl. OCMOTHYECKUH nuype3 Halmonaercs
IIPH MOYEYHON NINKO3ypUH, APYTHX KAHANBLEBBIX HAPYIICHUSIX, JEKOMIIEHCH-
poBaHHOM caxapHoM nuabere, XITH, Ha3HaUEHNH OCMOTHYECKHUX THNYPETHKOB.

Ilpoba ¢ sasonpeccunom (uau decmonpeccurom) TO3BONIAET OIEHUTH TyB-
CTBUTENHLHOCTD KaHabIeB K AJIT, a Taxke onpeaenuTh MaKCUMaIbHYIO CII0C00-
HOCTb IIOYEK K KOHLIEHTPUPOBAHUIO MOYH.

Pebenky naercst 20 mur/kr Bozp! 1 BBogutes 0,1-0,5 ME Bazomnpeccuna BHY-
TpuBeHHO. [[0 mpoBeneHns mpoOsl cobupaeTcss Mova, ONpeessieTcs: ee 00beM
1 OTHOCHTENbHAS INIOTHOCTD. [IoBTOpHO MOYa cobupaercs depes 4 4. B Hopme
00beM MOYH JOIDKEH CHU3UTHCS Ha 25%, a INIOTHOCTh Mo4H Bo3pacTaeT 10 1020.

JlecMmormpeccuH BBOIWTCS MHTPaHA3IbHO B 03¢ 20 MKT WJIM TOJKOMXKHO
B f03¢e 4—10 MKI, MaKCUMaJIbHOE KOHLIEHTPUPOBAHUE MOUH BBIIBIISETCS Yepes
3-5 94 u coxpaHseTcs B TedeHHe cyTok. OcMmomsnbHOCTE gocturaer 1000-
1200 MOcM/KT, OTHOCUTENbHAS IIOTHOCTE Mour — 1028-1032.

B panHeMm neTckoMm Bo3pacTe IpH OOMIBHBIX IKCTPAPEHATBHBIX MOTEPSIX
KUAKOCTH, IMIIICTICUU, THeNoHehpuTe, MoueKkaMeHHol Oomnesnn, mpu [TH
MPOOBI ¢ BA30NIPECCHHOM U €TI0 aHaJOraMHU IPOTHBOIIOKA3aHEI.

AumnporeHeTnyeckan GpyHKUMA noyek

ALII/IJZ[OI‘eHETI/I‘IeCKaH (byHKIII/IH TIOYCK ONPECACTACTCA C IOMOIIBIO UCCIICTOBAHUA
PpCaKIu Ha HArpy3Ky XJOpUCTbBIM aMMOHUEM, YPOBHSA CTAHAAPTHBIX 6I/IKap60Ha-
TOB, pH MOYH, OIMPCACIICHUA aMMHaKa U TUTPYEMbBIX KUCJIIOT B MOY€.
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BriBenenune n30bITKa BOXOPOIHBIX HOHOB, HAKAIIMBAIOIINXCS B KPOBH, OCY-
LIECTBIIETCS IyTEM 3HAUUTENBHOTO MOBBIIICHUS KOHIIGHTPAIIMU BOJOPOIHBIX
HMOHOB B MOY€ II0 CPaBHEHHIO C KPOBBIO. MoYa MOXKET COIEPKaTh BOIOPOIHBIX
noHoB Ha 1000 MakB Oosblle, yeM Iuia3Mma, Ipu 3ToM pH Mo4M moHMKaeTcs
10 4,5. MsicHas Tu1na criocoOCTBYeT BBIBEJCHUIO O0J1ee KUCIIONH MOYH, TOTa KaK
OBOIIHAS U IIEJIOYHOE MTUTHE MOBHIIAOT ee pH.

TuTtpyemas KHCIOTHOCTb MOYH, KOTOPasi ONpeNeNsieTCs TATPOBAHUEM MOYH
o pH HOopMansHOW Tna3msel (7,4), TO3BOJMSET OIEHUTH CyMMY CBOOOTHBIX
H*-nonos 1 H -noHoB, cBs3anHbIX ¢ OydhepHbIME aHHOHAME ((hocharamu u cra-
ObIMM OPraHUYECKUMH KUCJIOTaMU — KPEaTHMHWH, MOYEBas KUCIIOTa H JIp.).
CasizanHbIe ¢ Oy(epHBIMA aHHOHAMH HOHBI BOZOPOAA He BIUSIOT Ha pH Moun,
nosToMy Tokasarens pH He oTpaxaer nuctuaHoe BbiBeaeHne H*. HopmanbsHbie
BEITMYHHBI TUTPYEMON KHCIOTHOCTH KOJEOMIOTCS Mexnay 48—62 MMOIB/CYT.
K CTaHAApTHOH MMOBEPXHOCTH TeJa.

[Momumo OyhepHBIX aHHOHOB MOHBI BOAOPO/A aKIENTUPYIOTCS aMMHAKOM,
YTO MPHUBOIMT K 0Opa3oBanuio HoHOB ammonus (NH,"), koTopeie He peabGeop-
OUPYIOTCS U BBIBOAATCS ¢ MOYOH. IMEHHO 3TOT IyTh BhIBeneHus 30bITka HY
SIBIISIETCS BEIAYIIMM IpH MeTabonmueckoM anuzose. [IpuHmmm onpeneneHus
amMMuaka B Mode (Meron KoHBes) COCTOHMT B pa3IOKEHWH aMMHAYHBIX COJEH
MOYH C BBIIEJICHUEM aMMHUaKa IyTeM J00aBIeHHs K MOYE YITIEKHUCIIOTO KaaHs
U B MTOCJIEAYIONIEM MOMTIOIIEHHIH BBIACTICHHOTO aMMHaKa KuciaoToil. Kommuectso
KHUCJIOTHI, HE BCTYIUBILEH B PEAKIMIO C aMMHAKOM, OLIPEIEIISIeTCs 3aTEM TUTPO-
BaHHMEM ILIeJI0ublo. Pa3nokeHne aMMUa4YHbIX COJEd U IMOIVIOIIEHHE aMMHaKa
TIPOUCXO/IUT B CIEIHATbHBIX YaIlIKaX, Ha3bIBaeMbIX danikamu Konsest. Cekperys
aMMHaKa cocTaBisieT 36—46 MMOJIB/CYT.

JU714 BEIBIICHMS HApYILIEHHUS CyTOYHOrO pUTMa BbIBeieHus1 H-1oHOB ciemyer
HPOBOHUTH HccienoBanue pH Mo4n, THTpyeMOii KHUCIIOTHOCTH U OKCKPELIUH aMMH-
aKa B Ka)X101 U3 3-4acoBBIX MOPLHH MOYH, COOpPAaHHBIX B TEUEHHE CyTOK. B HOpMe
Houblo (¢ 24 10 3 yacoB) Moua MMeeT Haubosee KHUCIylo peakuuo (4,9-5,2)
U cONlepKUT Hanbonblee konuuectBo H-noHOB 1 ammuaka (tadi. 2.16).

[IpodunsrpoBaBmmecs 6ukapOoHaTs! npakTHdecku Ha 100% BcackiBatoTcs
B IPOKCHMAJIbHBIX KaHaJbLaX, TI0O3TOMY B KOHEYHOM MOUYE€ YpOBEHb UX HEBBI-
coK — 10 1-2 MMonb/cyT. [ToBblIeHHe OMKapOOHATOB B MOYE CBHUJIETEIBCTBYET
0 HapylIeHHH QyHKIUH NPOKCUMAJIBHOTO KaHAJIbIIA.

HopmanbHble BETUYMHBI TUTPYEMOI KHCIIOTHOCTH KOJICOIIOTCS MEXIY
48—62 MMOJIB/CYT. (MIKB/CYT.) K CTaHAAPTHOM MOBEPXHOCTH TEJa.

Tabnuua 2.16. Tutpyemasi KUCNOTHOCTb M SKCKPeLUs aMMraKka B 3aBUCMOCTHA
OT Bo3pacTa (B $p13nonormnyeckmx ycnoBmsx)

Tutpyemasn KNCNOTHOCTb, JKcKpeuuna ammuaka,
Bospacrt
MMOJb/Kr/cyT. M3KB/Kr/cyT.
HepfoHolLeHHble 0,36 (0,10-0,75) 0,50
Hetn 1-12 mec. 0,85 (0,25-2,25) 1,11 (0-5,0)
Hetn 1-5 net 0,59 (0,25-1,25) 0,15(0-1,5)
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Yexopennas nacpyska xnopucmuim ammonuem IPOBOTUTCS per oS U3 pac-
gera 0,1 r/kr B 10 gacoB yTpa B TeueHue 20 MiUH B aMOyJIaTOPHBIX YCIOBUIX 0e3
OrpaHHYCHHUS TUETHI U (PU3NUIECKUX HArpy30K. Moua cobupaercs ¢ 8 1o 18 gacos
Kaxablit yac, pH XoTs Obl OHOM MPOOBI TOJKEH OBITh HIDKE 5,3, SKCKpeuus
TUTPYEMBIX KHCIOT — 33—111 Mkmonb/MuH, ammuaka — 42—100 MMOJIB/MUH.

[ToGouHBIM NeHicTBHEM XJIOpWAAa aMMOHHUS MOXET OBITH TOIIHOTA, PEIKO
PBOTa ¥ HECHIIbHBIE OOJIH B )KUBOTE.

OCHOBHOE 3Ha4eHHE MPOOBI COCTOWUT B BBIBICHUU CIHOCOOHOCTH IOYEK
HMOHU3UTh pH MOUM IIpU allUIOTUUECKOM COCTOSIHUM BHEKJIETOUHOM KHIKOCTH.
OnHako B yCIOBHSAX OJJHOKPATHOW HATPY3KH MakcHMalbHas dKckperus NH, -
HOHOB HE JOCTHUTaeTcs.

JlnurenbHast Harpy3Kka XJI0pUI0M aMMOHHMS IIOMOTaeT U3y4UTh CIIOCOOHOCTD
MOYEK OIKHUCIISATh MOYY, SKCKPETHPOBaTh H-HOHBI M CHHTE3MPOBaTh AaMMOHHI
B YCJIOBHUSIX MCKYCCTBEHHO BBI3BAHHOTO METa0OJIMYECKOTrO anuao3a. Y TpoM
HAaTOIIlaK 3a0UparoT KPOBb AJISI OIPEEIICHHUS HCXOIHOTO COCTOSIHUS MOKa3aTeIen
KHCJIOTHO-OCHOBHOTO COCTOSIHMSA, ITPU HOPMAJIbHOM YPOBHE KOTOPBIX B TOT XKe
JIeHb Ha4MHAIOT JaBaTh XJOpHJ aMMoHus u3 pacueta 0,1-0,2 r Ha 1 kr Macchl
Tena B AeHb. Harpysky mpoBoxsatr B TedueHue 3 gHei. Ha 3-ii neHp Harpysku
HAYMHAIOT CyTOYHBIH cOOp MOYM B YHCTYIO HOCYIy TOJ CJIIOW Ba3eIMHOBOTO
Macna (XpaHsT B XOIOAWIBHHKE). Y TPOM 0 OKOHYAHHH HATPYy3KH 1 cOopa MOUH
BHOBB 3a0HparoT KpOBb [UIA HCCIIENOBAHUS IOKa3aTelel, XapaKTepHu3yomux
KHCJIOTHO-OCHOBHOM romeocta3. CHMKEHUE CTaHIapTHHIX OnkapOoHatoB (SB)
KpOBH /10 16—18 MMOJB/T MOXXHO CYMTATh HOPMAJILHBIM YCIIOBUEM JUISl UCCIIE-
JoBaHMs (DYHKIIMM KOMIIEHCAIMM MeTabonmmueckoro anunosa. Ilpu SB Beimie
18 MMOITB/JT HEOOXOANMO MTPOJOIKHUTE HATPY3KY XJIOPUAOM aMMOHHS B TEUCHHE
1-2 nHeit, Tak kak 3kckpenust H-HOHOB ¢ MO40i#i 3aBUCHUT OT ypOBHS GHKap0o-
HaTOB B CBIBOPOTKE KPOBHU. Bo Bpemst mpoBeeHns IpOOBI AUETA JOJIKHA OBITh
Tak)Ke CTaHAapTU30BaHA.

Onpenenenue ypoBHs SB B kKpoBU IPOBOJSAT B MPOIECCE UCCIEAOBAHUS KHC-
JIOTHO-OCHOBHOT'O COCTOSIHMS, apajlIeNbHO ¢ onpenenenueM pH kposu, noka-
3areneit pCO, (mapumanbHOE AAaBIEHHUE YITIEKHUCIIOTo ra3a), pO, (mapuuansHoe
nasienue kucnopona) u BE (medunnt/m366ToK ocHOBaHMIT) u aAp. KpoBb mist
HCCIIeIOBaHUS 3a0MpaoT U3 Majblia HATOLIAK B FeNapUHU3MPOBAHHBIC KallMI-
JpbI eMKocThIo 110 0,1 MiL.

VY 3nopoBsix gereii crapuie 3 net pH kposu cocrasnsier 7,35-7,45, SB —
21-25 mmons/n; B Bo3pacte 1o 3 et SB pasen 18-20,5 mmons/n. [Tonmkenne
SB CBIBOPOTKH KPOBH YKa3bIBacT Ha METa0OIMIECKHUIT alli103, KOMIIEHCHPOBAH-
HBII 1Ipy HOpMasbHOM pH KpoBH, JEKOMIEHCUPOBaHHBIN B CIy4yae CHUKEHUS
pH.

B ycioBHsIX cTaHIapTH30BaHHOTO aluo3a sKckperms H-noHOB ¢ Mouoi
paBHa 125,2—183,1 MMOJIB/CYT., TUTPYEMBIX KHCIOT — 32,7-56,6 MMOIIL/CYT.,
amMmoHus — 92,5-131,5 MMoIb/CyT., aMMOHHIHBIH Koaddunment — 68,1-73,8%,
pH moun — 5,33-4.,5.

3HaunTENFHOE HAapyIIeHNE (QYHKIIMHA KOMIICHCAINH METa0OIIMIECKOTO allH-
J103a BBIABIICTCS IPH NPONU(epaTuBHO-GHOPOIIIACTHIECKOM THIIE ITIOMEpY-
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nuta, ipu ['H, conpoBokaarommemcst TyOyTOMHTEPCTHIHATEHBIM KOMIIOHEHTOM,
¥ TIpY HEOOCTPYKTUBHOM XPOHUYIECKOM IHeTIOHepHTe.

IIpoba ¢ Harpy3Koit aMMOHHEM ITPHOOPETACT CIICIHATBLHOE 3HAYCHUE B pac-
MO3HABAHUU JMCTAIILHOIO PEHAJIBHOTO TyOyJIsIpHOTO anumao3a. OTCyTCTBHE
MOHWKeHHs pH MOYH B OTBET Ha KUCIYIO HATPY3KY SBISCTCS TATOTHOMOHHYHBIM
CHUMIITOMOM 3TOTO 3a00JICBaHUS.

[IpoTrBoOMIOKAa3aHUAMHY IS TIPOBEACHUS HATPY3KH XJIOPHUIOM aMMOHUS SBIISI-
rorcs 3a0oneBanusa JKKT u medyenu, a Takyke HaJIM4YWE CIIOHTAHHOIO allyao3a.
Y GONBHBIX C aIMI030M, OJTM3KKUM K cTaHgapTHoMy (SB 16—18 Mmonb/n), uccie-
noBanue pH Mouu, TUTpyeMOW KHCIOTHOCTH U aMMOHHMS TPOBOAAT Oe3 mpe-
BapHUTEIBHON HATPY3KH XJIOPUIOM aMMOHUS.

MMMYHOJIOTI/I‘-IGCKI/IG MeToAbl ucasiefqoBaHnA

KomnnemeHT

CocTosiHEE CUCTEMBI KOMIUIEMEHTAa MOXKHO OIICHUTH ITyTEM OIIPEIEIICHUS €TO
obmeit remomutrueckoit aktuBHOCTH (CHS50) n xoHnenTpamun C3 u C4 xom-
MMOHEHTOB KOMIIJIEMEHTa B CHIBOPOTKe. OmpeseneHue Ipyrux KOMIOHEHTOB
KOMITJIEMEHTA MOKa3aHO TOJBKO MpY HU3KKX 3HaueHussx CHSO0.

Kak wW3BecTHO, aKTHBAIUsl CHCTEMBI KOMIUIEMEHTa MOXET IPOTEKaTh
10 KJIACCHYECKOMY, JIEKTHH-UHAYLIUPOBAHHOMY W alETCPHATHBHOMY ITyTH.
Knaccnueckuit myTs aktuBanuu oOyciosieH cBs3biBanneM Clq ¢ Fc penen-
TOpoM aHTHTEN. JIEKTHH-UHAYIIUPOBAHHBIN ITyTh OOYCIIOBJICH CBSI3BIBAHHEM
JIeKTHHA, UMemonero cxoquyo ¢ Clq cTpykTypy, C YIIEBOIHBIMH OCTAaTKaMH
Ha MOBEPXHOCTH NaTroreHa. AJNbTEpHATUBHBINA MyTh HAUMHAETCs ¢ akTuBanuu C3
KOMITOHEHTA TIOJINCaXapyuaMH aHTHICHA, arperipOBaHHBIME HMMYHOTIIOOYITH-
Hamu tuna A (IgA), moBpeXIeHHBIME KICTKaMH, SHIOTOKCHHAMHU. M3BeCTHO,
4TO0 I1a3MeHHbIe GakTopsl H u [ nMeroT Goibioe 3HaYeHNE B PETYISIIAN aKTH-
BaIlMH aJFTEPHATHBHOTO ITyTH CUCTEMBI KOMIUTeMeHTa. OTHAKO CYIIECTBYET eIl
U YETBEPTHIi MMyTh AKTHBAIIUKM CUCTEMbI KOMILIEMEHTA — TPOMOHH-HHIY IIPOBaH-
HBIN: TPOMOUH HETTOCPEICTBCHHO aKTHBH3UPYET C5 KOMIIOHEHT KOMILICMEHTA,
CHOCOOCTBYSI aKTUBAIIMU KacKaJa CHCTEMBI KOMILIEMEHTAa ¢ (pOpMUpOBaHHEM
KOHEYHOTO IPOAYKTa — MEMOPaHOATAKYIOIIEr0 KOMIUTIEKCa, OCHOBHOU (pyHKIIMEH
KOTOPOTO SIBIISICTCS IIUTOIIN3.

Huzkas xonnenTpanus C4 B CBIBOPOTKE CBUIETENBCTBYET O Pa3BUTHH KJlac-
CHYECKOTO IMyTH aKTUBAIlMX KOMIUIEMEHTA, TOT/1a KaK CHIDKEHUE KOHIIEHTPaIlu!
C3 nmpu coxpaHeHHH HOpMaJIbHOM KoHIeHTpalu C4 yka3blBaeT Ha allbTepHa-
TUBHBIH MEXaHU3M aKTHBAI[UH CUCTEMbI KOMILUICMCHTA.

IIpu octpom moctuH(peknnonHoM ['H Bo3MokHa akTHBanus o0OMX Mexa-
HU3MOB — M KJIACCHYECKOTO, U aJIbTEPHATHBHOTO, YTO MIPUBOIUT K YMCHBIIICHHUIO
koHueHTpanuu C3 u C4. DTr u3MEeHEHUs HOCAT MPEXOASIINN XapaKkTep, U yepe3
4-6 Hen. Bce yKazaHHBIE MOKa3aTe HopMalnu3ytoTces. Eciii moHmKeHHass akTHB-
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HOCTbh KOMIUIEMEHTA U KOHLIIEHTPALMS €0 KOMIIOHEHTOB B KPOBH COXPAHSIOTCS
JIOJIBILIE 3TOTO BPEMEHH, HEOOXOMMO MPOBECTH JAOIONHUTEIBHOE NCCIIEI0BAHNUE.

ITpu me3anrnokanuuispaoM ['H II tuna nnu I'H ¢ «1oTHBIME Aeno3utaMuy
BO3MOKHA aKTHUBAIlUS aJbTEPHATHUBHOIO IYTH MPHU COXPAHEHUU HOPMAJIbHOU
koHneHTpanuu C4 u oueHb HU3KOW KoHIeHTparuu C3. CHuXEeHHE KOHIIEH-
Tpaunn C3 sBisieTcs CIEICTBHEM aKTHBAIMHM aJIBTEPHATUBHOTO MEXaHH3Ma
C3-medpurngecknm akropom (C3 NeF). [TocnenHuii mpuCyTCTBYET B CHIBO-
POTKe, KOTOpasi MOXKET coziepKath Takxke cBoOoaubIii C3d-mpoxykT pacmernie-
Hus C3. Omnpenenenre KOMIIOHEHTOB CUCTEMBI KOMITJIEMEHTA BXKHO JJI51 OIICHKU
NporHo3a u Tsbkecty 3adoneBanus npu CKB, mogocTpom 6akrepuanbHOM 9HIO0-
KapauTe U HHPEKIHUHU MPeCcepIHO-KETyJOYKOBOTO IIyHTA.

UMmyHoOrno6ynuHbl

VY 30-50% GonpubIX ¢ IgA-Hedponarueii n 6one3nsio Lllenneiina—I eHoxa OBBI-
IIeHa KOHIEHTpaws IgA B ChIBOPOTKE. Y HEKOTOPHIX OONBHBIX MPH HE(HPOTH-
YECKOM CHHAPOME C MUHHMMAJIbHBIMHA M3MEHEHHSIMH ITOBBIIIEHA KOHLCHTpALHs
o6mmmx IgE, uTo MoXkeT yka3bIBaTh Ha aJNIEprHYECcKyI0 IPHPOY 3TOT0 3a00IeBaHMS.

K unciy 3a0oneBaHMid, KOTOPBIM Yallleé BCETO COIMYTCTBYIOT MapampoTeu-
HEMUsI ¥ TIOPaXKEHUE MOYEK, OTHOCSATCSI MHOKECTBEHHAs! MUEJIOMA, aMUJIOU03
U cMellaHHas KpuormoOynuHemus. [laparnpoTenHbl OnmpenensoT ¢ HOMOIIBI0
NMMYyHO3JIeKTpodopesa. [TosBreHnIo mapanpoTenHoB B I1a3Me OOBIYHO COITYT-
CTBYET YMEHBIICHHE COINEPKAHUSA HE OTHOCAIMXCS K MapanporenHam Ig, oco-
GeHHO IpHU MHOXeCTBEeHHOH Muenome. bemok benc-J)xoHca mpuCyTCTByeT
B Moue 70-80% OOJIBHBIX MHOXKECTBEHHOW MHUEIOMOW M 3HAUUTEIBHO pPexe
BCTpeYaeTcs y OONBHBIX aMUIIOHI030M.

AyToaHTUTENa

Hamnuune ayroanturen HaOmomaeTcst IpH MHOTHX CHUCTEMHBIX 3a00JI€BaHMSX,
compoBokaatonmxcst paputieM BropudHbIX [H. Tak, CKB u mromyc-Hedput
XapaKTepU3YIOTCsI 00pa30BaHUEM aHTHUTEN K JE30KCHPHOOHYKJICHHOBOM KHCIIOTE
(IHK), anturykieapHoro ¢akropa (AH®), BOI4aHOUHOTO aHTHKOATY/ISHTA.
Hanuuwne antrTen k kKapauonunuaam y 6onpHbeix CKB MoxeT city»kuTh MapkepoM
pa3BuTHs y HUX aHTH(ochoaMnuaHOr0 cHHApoMa. bonbioe quarHocTuieckoe
3Ha4YE€HHE MMEET OIpelieNieHNe aHTUHEHTPO(MIBHBIX aHTHTEN IPH CHCTEMHBIX
Backynurax. I panynemaro3 Berenepa xapakrepusyercsi HOBBIIICHHEM KOHIICH-
Tpanun antuTen K nporennasze (PR3 mm cAHIIA), a mpi MHKPOCKOTIHIECKOM
HOJINAPTEPUHTE TUATHOCTUYECKUM SIBIISCTCS yBETIMUECHNE KOHIIEHTPAIUK aHTUTEI
K Muenonepokcuaase Herpoduiaos (MPO umu pAHIIA). Curapom ['yanacyepa
1 HepHT, 00yCIIOBICHHBIN aHTUTEIAMH K TIIOMEPYIISIPHOM 0a3zabHOi MeMOpaHe
(antu-I'BM-Hedput), pasBuBaercs npyu 00pa3oBaHUK aHTUTEI K 0a3aJIbHON MeM-
OpaHe, KOTOpBIE MOKHO OOHAPYKUTH C TOMOIIBIO HENPSIMOI HIMMYHO(ITyOpecIeH-
LMY B HOPMAJIbHOM MOYETHON TKaHH! WM PAANONMMYHHBIM METOIOM.
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MeTopapbl reHeTNYeCKOro o6cnegoBaHns
M.C.Monuanosa, 3.K.Ilempocsn

W3y4yeHne reHeTHKH YeI0BEeKa CBA3aHO C PSAOM 0COOEHHOCTEH M OOBEKTUBHBIX
TPYAHOCTEM:

* CIJIO)KHBIH KapHOTHII (XpPOMOCOMHBIN HA0OP);

* I03]Hee MOJ0BOE CO3PEBAaHME U pe/iKas CMEHa IIOKOJIECHUH;

* MaJoe KOJIMYECTBO IOTOMKOB;

* HEBO3MOXXHOCTb HKCIIEPHMEHTHPOBAHMS;

* HEBO3MOYKHOCTH CO3aHHSI OJMHAKOBBIX YCIOBUHN KU3HH.

Jns obOcnenoBanus OOJIBHBIX Ha MpeaMET BO3SHUKHOBEHMS M Pa3BHU-
THUSl HacJICJCTBCHHBIX 3a00JIeBaHUII B I€HETHKE NMPUMEHSIOTCS CIIEAYIONINE
MeToabl: anekTpokapauorpadus (OKI), anekrposnnedanorpadus, 31eKTpo-
Muorpadus, OMOXMMHUYECKHE aHAIN3BI OMOJIOTHIECKUX JKUAKOCTEH, Onorcus
TKaHeHu u ap.

NmeroTcst Takke criennpUIeCcKUe METObI, TIO3BOJIAIOIINE H3YIUTh BOIIPOCHI
BO3HUKHOBEHHSI, Pa3BUTHUS, PACIIPOCTPAHEHHSI, MEXaHH3MBI MIEpelady U3 MOKO-
JIeHHs B IIOKOJIEHHE HACIIEACTBEHHBIX OONE3HEeH, a TaKkxkKe PoJib TeHOTHUIA (COBO-
KyITHOCTb HACJIEACTBEHHBIX CBOWCTB) U (haKTOPOB OKPY’KAIOIIEH Cpelbl B ATUX
MpoLeccax.

KnuHuko-reHeanornuyeckum metop

B 1883 r. ®.I'amsToHOM OBLT MPEUIOKEH KIMHUKO-TEHEATIOTHYECKUI METO
U3y4eHHs TeHETUKH 4esoBeka. OH 3aKIII0YaeTcsi B IOCTPOCHUH POJIOCIOBHBIX
Y TPOCIIC)KMBAHUHN MEPEIauyl OIPE/ICIIEHHOM 00JIe3HU B sy HOKOJICHHH. DTO
OZIMH M3 HauOoJee YHUBEPCAIBHBIX METO/I0B METUIIMHCKON reHeThkH. OH 1po-
BOJHTCSI BO BCEX CIydasiX, KOIJ[a BOSHUKAET MOJ03pEHUE Ha HACIEACTBEHHYIO
001e3Hb. DTOT METOX YCIEIIHO UCIIONB3YeTCs Y OONBHBIX C HACICACTBEHHBIM
He(pHUTOM (B TOM YHCIIE C CHHAPOMOM AIBIIOPTA).
Meron no3BoisieT yCTaHOBUT:
* SBIISIETCS JIM OOJIE3Hb HACJIEACTBEHHOH (110 MPOSIBICHUIO €€ Y POICTBEH-
HUKOB);
* THII ¥ XapaKTep HacIeIOBaHUS (JOMUHAHTHEIA WM PEIIECCUBHBIN, ayTo-
COMHBIH W TOHOCOMHBIH);
* 3WTOTHOCTH JIMII POIOCIIOBHO (TOMO- MJIA T€TEPO3UTOTHI);
* MEHETPAHTHOCTh Te€Ha (JacTOTa €ro MPOSBICHU);
* BEpOSTHOCTbH POXKICHUS peOCHKA C HACIIEACTBEHHOM 1aToI0THeH (TeHeTH-
YEeCKHH PHCK).
OTarsl reHeaJorn4ecKoro aHajIu3a:
* cOOp DaHHBIX 000 BCEX POIACTBEHHHUKAX O00CIIEIyeMOro;
* MIOCTPOEHHUE POAOCIOBHOM;
* aHAJINU3 POAOCIIOBHON U BBIBOJIBI.
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B 3aBrCcHMOCTH OT IIeTTH MCCIIEIOBAHUS POIOCIOBHAS COOMPAETCS IO OMHOMY
WA HECKOJIBKUM IPU3HAKaM, MOXET OBITh MTOJTHOM MIIM OTPaHWYECHHOW 1O BOC-
XOoAUIEMY, HUCXOAAIEMY 1 OOKOBBEIM HaIpaBJICHUAM.

C0XXHOCTD 3aKJIIOYAETCS] B TOM, YTO YEJIOBEK, JUISI KOTOPOTO COCTABIISIETCS
POIOCIIOBHAs, ODKEH XOPOILIO 3HATh COCTOSIHUE 3]I0POBbsI HE MEHEe Tpex
TTOKOJICHUH POJICTBEHHHUKOB IT0 JIMHUM Marepy M OTIa, YTO OBIBAaeT KpaiiHe
penko. [ToaTomy omHOTO OMpOCa, Kak MPaBMIIO, HEAOCTATOYHO, U ISl yTOTHEHUS
COCTOSIHUS 3I0POBbBsI POICTBEHHUKAM Ha3HAYAIOT MOJTHOE KIIMHUYECKOE U Tapa-
KIIMHUYecKoe (JlabopaTropHOe, HHCTPYMEHTAJIbHOE) 00CIeIOBaHHE.

ITpu mocTpoeHn POJOCIOBHOM HEOOXOAMMO COONIONATh CIEAYIOIIHE Mpa-
BUJIA!

* POJOCIIOBHYIO HaUMHAIOT CTPOMTH C YEJIOBEKA, JUI KOTOPOTO 3Ta POJIO-

CIIOBHASI U JIETAeTCH;

* Ka)XJI0€ ITOKOJICHHE HyMEepyeTCcsl pUMCKUMHE (P paMH CIIeBa;

* CHMBOJIBI, 00O3HAUAIOIIKNE JIIO/ICH OJJHOrO MOKOJICHHUS, PACIIONaratTcs
Ha TOPU30HTAJILHOM JINHUU M HYMEPYIOTCsl apabCKUMHU LU(PPaAMH.

[lepBast 3agaua npu aHajIM3e POAOCIOBHOW — YCTaHOBJICHUE HACJEICTBEH-
HOTro Xapakrepa 6one3nn. Eciu ogHa 1 Ta ke 00J1e3Hb B pOJIOCIOBHOI BCTpeda-
€TCsl HECKOJIBKO pa3, MOXKHO AyMarTh O €€ HaCIIeICTBEHHOI MPHPOAE.

[Toce oOHApYXEHHS HACIEICTBEHHOTO XapakTepa OOJIe3HH HEeOOXOIMMO
YCTAaHOBUTH THIT HACJICAOBAHUA. HJ’[S{ OTOI'0 UCIIOJB3YIOTCA MPUHIUIIBI TCHETU-
YEeCKOr0 aHajlM3a U Pa3iMyHble CTAaTUCTUYECKHUE METOAbl 00pabOTKU JaHHBIX
MHOTHX POJOCIIOBHBIX.

AYTOCOMHO-TOMHUHAHTHBIH THI HACJIEIOBAHUA XapaKTEPH3YETCs CIIEaY-
FOIIMH TIPU3HAKAMHE:

* OOJBHBIEC B KQKIOM ITOKOJICHUH;

* 0OJIBHOM PEOCHOK y OONBHBIX POIUTEIICH;

* 0OJICIOT B PAaBHOMW CTEIICHH MY)KYUHBI M KCHIIMHBI,

* TposiBIeHHe 00JIE3HN HAOIIOAAETCS 10 BEPTUKAIN U TOPU30HTAIIN;

* BeposTHOCTH HacyenoBanus 100% (ecmu XOTs ObI OAWH POIUTENH TOMO-
3urotTen), 75% (ecmu 06a pomutens rerepo3uroTHsl) U 50% (ecnm oxuH
POAUTEND TETEPO3UTOTEH).

JIOMUHAHTHO HacleAyeMble OOJIE3HH XapaKTepH3YIOTCS PE3KO OTINYaio-
IIUMUCS JPYT OT Jpyra MpOsIBICHUSIMH M CpoKaMu Hadauna. [[is1 6oibIIrHCTBa
0oJie3Hel TOTo THITa XapaKTEPHBI TAKKE MTATOJIOTUIECKUE COCTOSHUS, KOTOphIe
HE HAHOCST CEphEe3HOTO yIepOa 3J0pOBBIO YEIIOBEKA U B OOJIBIIMHCTBE CIIyYacB
HE BJIHSIOT Ha €T0 CIIOCOOHOCTh MMETh ITOTOMCTBO, HAIIPUMEDP HIECTUTIAIOCTD,
BECHYIIIKH, KypuaBbIe BOJIOCHI, HelpopuOpoMaTo3, axOHIPOIIIa3us, CHHIPOM
Mapdana u ap.

[Ipu3Haku ayTOCOMHO-IOMHHAHTHOTO THIIAa HACeIOBaHUS OyayT HpOSB-
JISITBCS TOIBKO MPH TTOJTHOM AOMUHHUpOBaHMU. [Ipy HenmoimHOM TOMHUHHUPOBaHUH
Yy TIOTOMKOB OyZIET NPOSBIATHCS IPOMEXyTouHast (popma Hacie0BaHMs, OOITb-
HBIE MOTYT BCTPEUATHCS HE B KOXKIOM ITOKOJICHHH.

AyTOCOMHO-pellecCCUBHBII THI HACIEI0BAHUS XapaKTEPU3yeTCs CIEeTyT0-
IMUMH ITPU3HAKaAMU:



82 naga Il. MeTofbl 06cnenoBaHMsA aeTeit ¢ 3aboneBaHUAMN NoYek

* OONBbHBIC HE B KAXK/IOM ITOKOJICHUH;

* 0O0NBHOI pebeHOK (TOMO3HUIOTa) POXKIACTCS Y 3MOPOBBIX POIAUTENEH (TeTe-

pO3HroT);

* 0OJICIOT B paBHOM CTEIICHH MY>KYUHBI ¥ KCHIIMHBI,

* TposiBIIeHHE 00JI€3HN HAOIIONAETCs 110 TOPU3OHTAIIH;

* BEpOSTHOCTH HacienoBaHus 25% (eciu 00a poxuTesst TeTepPO3UTOTHBI),

50% (ecnmu OAMH POAWTENH T'ETEPO3UTOTEH, a BTOPOH TOMO3HUIOTEH
o perieccuBHOMY npu3Haky) u 100% (ecam 06a poauTenss TOMO3UTOTHBI
IO PEIECCUBHOMY MPU3HAKY).

BepositTHOCTh HacienoBaHus 0OJE3HH ayTOCOMHO-PELECCHBHOIO THIIA
cocraBisgeT 25%, Tak Kak BCIEICTBHE TSHKECTH 3a00J€BaHUs OOJIBIIMHCTBO
OOJIBHBIX HE TOXKHBAIOT JI0 IETOPOIHOTO BO3pacTa WM He BCTYIAIOT B Opak.

Tak HacnenyroTcst GEHWIKETOHYPHS, CEPIIOBHHO-KIETOUHAS aHEMHS, MyKO-
BHCIIUIO3, TaJIaKTO3eMus, Ooe3Hp BunbcoHa—KoHOBaIOBa, agpeHOTEeHUTAIIb-
HBIM CUHIPOM, MyKOIIOJIUCAXapUA03bl U JIp.

X-cuenJieHHbIN peneccHBHBIN THII HACTEA0BAHUSA XapaKTepU3yeTcs cie-
JQYIOIIMMH NpU3HAKaMU:

* OOJNBbHBIE MOSIBISIFOTCS] HE B Ka)KJJOM MTOKOJICHHH;

* OONBHON PEOEHOK POXKIAETCS Y 30POBBIX POIHUTEIEH;

* OOJEIOT MPENMYILIECTBEHHO MY>KIHHBI;

* nposBiIeHUE O0Ne3HN HaOMIoAaeTCs IPEUMYIIECTBCHHO 110 TOPU3OHTANN;

* BEPOATHOCTb HaclenoBaHus y 25% Bcex neTei, B ToM uncie y 50% manb-

YHKOB;

* 3710pOBbIE MY)KUYMHBI HE MTEPEIAIOT OOJIC3HMU.

Tak HacneqyoTCa reMouins, aIbTOHN3M, YMCTBEHHAsI OTCTAJIOCTH C JIOM-
Kol X-XpOMOCOMOI, MbIieuHas auctpodus HromenHa, cuaapom Jlema—HuxeHa
U Jp.

X-cuenJieHHbIi JOMUHAHTHBIH THII HACJIEIOBAHMS CXOJICH C ayTOCOMHO-
JOMHMHAHTHBIM, 32 HCKJIIOYEHHEM TOTO, YTO MY>KUYMHA IIepPEeAaeT ITOT IPHU3HAK
TOJBKO JouepsiM. [IpumepoM Takoro 3a0oiieBaHMs SIBISIETCS 0cobast dopma
paxura, ycTOW4nBast K JISIEHHIO BUTAMHHOM D.

Tonanapuyecknii Tl HacaenoBaHus (Y-cluenseHHbIi) XapakTepu3yercs
CIIEAYIOIINMH TPU3HAKAMHU:

* OOJIbHBIE BO BCEX MOKOJICHHSX;

* OOJIEIOT TOJBKO MY>KUNHBI;

* y 60IBHOTO OTHA OOJBHBI BCE €T0 CHIHOBBS;

* BEPOSTHOCTh HACJIENOBAHHS y MalIbIMKOB cocTanisieT 100%.

Tak HacemyroTCst HEKOTOpBIE (POPMBI UXTHO3a, 0OBOJIOIIEHHOCTh HAPYKHBIX
CIJTyXOBBIX MPOXOIOB M CPETHUX (paJIaHT MaNbIEB, HEKOTOPbIE GOPMBI CHHIAKTH-
7Y (TepernoHKU MeX Iy NMajbllaMu HOT) U Jp.

BnusHeuoBbI MeTOR

B 1876 1. ®.I'annbTOHOM OBIT BBEJCH B MEIUIIMHCKYIO IPAKTUKY OM3HELOBBIN
METOJ U3y4eHHs TeHeTUKH YenoBeka. OH M03BOMSAET ONPEAEIUTh POJIb TEHOTUIIA
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(COBOKYITHOCTH HACJIEACTBECHHBIX CBOMCTB) M OKPY’KAIOIIEH CPEBI B IIPOSBICHUN
MIPU3HAKOB OOJIE3HH.

PasnuuaroT MOHO- U TU3UTOTHBIX OJIM3HEIOB.

MoHO3UroTHble (OXHOSIIIOBbIE) OJM3HENbl PAa3BUBAIOTCS W3 OJHOU
OIUIOOTBOPEHHOM siiIeKIeTKH. OHU UMEIOT OAMHAKOBBIM M€HOTHI, HO MOTYT
OTIHYATHCS TI0 PEHOTHUITY (COBOKYITHOCTh BHYTPCHHHUX W BHEIITHHUX MPU3HAKOB
U CBOUCTB, cpopMUpOBaBIIUXCS Ha Oa3e TEHOTHIIA B IIPOIIECCE Pa3BUTHSA). DTH
pa3nuurst 00yCIOBIEHBI BO3IEHCTBHEM (DaKTOPOB BHEUTHEN CPE/IbI.

MOHO3UTOTHBIE OMU3HEIBl UMEIOT OONBIINYIO0 CTENEHb CXOJCTBA MO MpPH-
3HAaKaM, KOTOPBIE ONPEAETSIOTCS MPEUMYIECTBEHHO T€HOTHIIOM: OHHU BCErIa
OJTHOTIOJNBI, UMEIOT OJMHAKOBbIE I'PYMIbl KPOBU, OJMH I[BET IJ1a3, OAHOTUIIHbIE
Y30pbl Ha Najblax U JaJOHSIX U JIp.

Ju3uroTHsle (IByfiil0BbIe) OJM3HENBI PAa3BUBAIOTCS MOCIE OIUIONOTBO-
pPEeHHS CIIepMaTO30MIaMi HECKOJIBKIUX OJHOBPEMEHHO CO3PEBIINX SHIIEKIECTOK.
OHU UMEIOT Pa3HbIN TEHOTHII, ¥ UX (EHOTUITUYECKHIE OTINIHS O0YCIOBIEHBI KaK
TCHOTHUIIOM, TaK U (paKTOpaMH BHEIIHEH CPEJIbI.

Takum 00pa3om, HEHOTUITHYESCKUE IPU3HAKH U HCTIONB3YIOTCS IS OIpeie-
JIEHUS 3UTOTHOCTH OJIM3HEIOB.

[IpomeHT cxoAcTBa OIU3HEIOB MO0 M3yYaeMOMY IPU3HAKY HA3hIBACTCS KOH-
KOPIQHTHOCTBIO, a TIPOLICHT Pa3IWIHs JHUCKOPAAHTHOCTBIO.

Tak kak MOHO3UTOTHBIE OTM3HETIHl UMEIOT OIMHAKOBBINA TEHOTHI, TO KOHKOP-
JIAHTHOCTh Y HUX BBIIIIE, YEM Y TU3UTOTHBIX.

JI71s1 OLIeHKH pOoJIM HACHECTBEHHOCTH M OKPY>KaIOLIEH Cpelbl B pa3BUTHH
0oe3HH UCTIoNb3yeTcs opMyna XONbIIUHTEPA:

H =KMB (%) — KJIB (%) / 100% — KJIB (%),

rme H — nons Hacnencteennoct, KMB — KOHKOpIaHTHOCTH MOHO3MTOTHBIX
omu3HenoB, KJIb — KOHKOpIaHTHOCTH TU3UTOTHBIX OU3HEIIOB.

Ecmu pesynprar pacderoB mo ¢hopmyiie XonbIUHTEpa IPUOIIDKACTCS K SIH-
HUIIE, TO OCHOBHAS POJIb B Pa3BUTHH OOJIE3HN IPUHAICKHUT HACIEICTBEHHOCTH.
U rHaobopoT, eciu pe3yasTraT CTPEMUTCS K HyIT0, OOJIBITIYIO POIb CHITpaiu (ak-
TOPBI OKPYIKAIOIIEH Cpe/ibl.

Honynﬂumouuo-cra‘mcmqecmﬁ meTton

[MomyasIMOHHO-CTATUCTHYSCKUN METOT U3yUCHHSI TCHETHKH YeJIOBEKa OCHOBAH
HA MCITOJh30BAaHUN MaTEeMaTHYCCKOTO BRIpAKCHUS 3aKoHa Xapan—BeitHOepra.
Hy>kHO B34Th 3a p 4aCTOTy BCTPEYAEMOCTH B HOIMYJISAIMH JOMUHAHTHOTO TeHa,
3a  — 4aCTOTy BCTPEYaeMOCTH PELIECCUBHOTO T'eHa, 3a P2 — YaCTOTY JIOMUHAHTHBIX
TOMO3HIOT, 32 2 — YaCTOTY PELIECCUBHBIX TOMO3HIOT, 33 2p( — YaCTOTY TeTePO3UTOT.
CyMMa 4acTOT BCEX T€HOTHIIOB A0JDKHA ObITh mpuHsATa 3a 1 (100%):

p2 +2pq+q2=1(100%).

Merto/ MO3BOJISIET OMPEICIATh YaCTOTY T€HOB M T'€HOTHUIIOB B OOJBIINX
(cBbimIe 4,5 ThIC.) TOMYISAIUAX JFOIEH.
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Ll,wrorel-le'rwqecme mMeToAbl

[{uroreneTndaeckne METOABI HCCIICIOBAHIS OCHOBAHBI HA N3YYECHHH YeJIOBEUE-
CKOTO KapuOTHIa (XpOMOCOMHBIN HaOOp, COBOKYITHOCTh IPHU3HAKOB XPOMOCOM
B KJIETKaX Teja).

Oransl UcClIeJ0BaHUs:

* KYJIGTHBHPOBAaHHE KIJICTOK UYEJIOBEKa Ha MCKYCCTBEHHBIX ITHTATEIIbHBIX

cpenax;

* TPOBE/ICHHE CIECINATBHBIX MAHHITYIISAIIH, BCICACTBIE YETO XPOMOCOMBI

«PacCHIMAIOTCS U JIEXKAT CBOOOIHO;

* OKpAaIIMBaHUE XPOMOCOM;

* M3y4eHHE XPOMOCOM MO/l MUKPOCKOIIOM U (poTorpadpoBaHue;

* BBIpPE3aHHE OTAEIBHBIX XPOMOCOM M ITOCTPOCHUE JACTAIBHOTO N300paXxke-

HUSI XpPOMOCOMHOTO Habopa.

B 70-e romer XX B. Obumn pa3paboTaHsl MeToAsl AU depeHIIHATHHOTO
OKpAIIMBaHHUs XPOMOCOM U€JIOBEKA, KOTOPBIC MO3BOIMIIH BBISBIATH TCHOMHBIE
(nanpumep, Oose3np JlayHa) u XpoMOCcOMHbIe (HanpuMep, CUHAPOM KOIIAYbero
KpHKa) MyTaIiH.

B nacrosee Bpems CyIecTByOT MOJIEKYIAPHO-IIUTOTEHETHYECKIE METO/BL.
Onn ocnosanbl Ha Metozne FISH (anen. fluorescence in situ — dyopecuenTrnas
THOpUIN3anNS in Situ), C TOMOIIBI0 KOTOPOTO MOYKHO OIIPEIEIISATH JIOKAIN3AIHIO
TEHOB B XPOMOCOMaX M BCE XPOMOCOMHBIE OTKIIOHEHHUSL.

MoneKynﬂpHo-reHe'rmquKue meToAabl

MornekyasipHO-TeHeTHUECKHE METOAbl — OOJIblIast M pa3sHOOOpa3Has rpyrna
METO/IOB, TpeJHAa3HAUE€HHAs JUIsl BBIBICHUS Bapuauil (MOBpeXACHUI) B CTPYK-
type yuactka JJHK (amresns, reHa, pernoHa XpoMOCOMBI) BIIOTH JI0 PacIIud-
POBKHM TIEPBHYHON IIOCIJIEIOBATEIHHOCTH OCHOBaHHUH. B ocHOBe 3THMX MeTOnOB
JIe)KaT TeHHO-uHXeHepHble MaHumy sinuy ¢ JJHK 1 prOoHyKIenHOBOM KICIOTOH
(PHK). McxomHBIM 3TaIrioM BceX MOJIEKYIIIPHO-TEHETHIECKIX METOIOB SIBIISICTCS
noiyuenue oopasuos JIHK. Mcrounnkom renomuoii JITHK Moryt ObITh J1t00BIC
aapocoepxalye kieTku. Ha mpakTuke yaie HCToIb3YIOT JIEHKOIUTEI, XOPHOH,
AMHUOTHYECKHE KIIETKH, KYJIBTyphl prOpodmacToB. BosMoxxHOCTh TpoBeeHNs
MOJIEKYJISIPHO-TEHETHYECKOT0 aHajIn3a C HEOOJIBIINM KOJIMYECTBOM JIETKOMIO-
CTYMHOTO OMOJIOTHYECKOTO Marepuana SBISIETCS METOIUYECKUM IpeuMyle-
CTBOM METOZOB JaHHOMU rpynnsl. Beigenennas JJHK oannakoBo npuronHa uist
MMPOBEACHUS pa3IMYHbIX I/ICCJ'IC)]OBaHI/Iﬁ N MOXET J0JITO0 COXPAaHATHCA B 3aMO-
pokeHHOM Buzae. Bo MHOTrMX ciydasx [Uisi yCHEIIHOH IUarHOCTHKW OOJIe3HH
JIOCTAaTOYHO HCCIIE0BaTh HEOOJBIION (parMeHT reHoMa. BrigeneHne Takux
(parMeHTOB cTan0 BO3MOXXHBIM OJ1arofapst OTKPHITHIO ()EPMEHTOB — PECTPHUKTA3,
KoTopsle paspesatoT monekyry JJHK Ha ¢parMeHTH B CTpOro ompeneneHHbIX
MECTax.

[Ipumenenne 3TUX GepMEHTOB B FIKCIIEPUMEHTE AAET BOZMOXKHOCTh IOTyYHUTh
OTHOCHTENBHO KopoTkue hparmenTsl JJHK, B KOTOPBIX JI€rKO MOXKHO OIIPENETUTh
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MIOCJIEI0BATEIBHOCTh HYKJICOTHIOB. [loydeHue q0CcTaTouHOro KOJMM4eCTBa
TakuxX (parMEeHTOB OCYIIECTBIAETCS MyTeM amIutindukanuu (ymMmaoxkerns) JJTHK
IIpY [IOMOIIM IIOJMMEPa3HOM LENHOW peakuuu. PaznuyaroT npsMyro u Koc-
BeHHyto JIHK-anarHocTiKy MOHOTE@HHBIX Hacle[CTBEHHBIX OonesHeil. [lpu
IpsIMOI TMAarHOCTHKE MPEeIMETOM aHaju3a ABJstoTca MyTranuu reHa. B JTHK-
JIMaTHOCTHKE B HACTOSIIIEE BPEMS HCIIONB3YIOTCS pa3HOOOpa3HbIE HpSMBIC
Mmerozpl. Hanbomnee mpocto 0OHApYXHMBAIOTCS MyTaluH, W3MEHSIOIINE JUTHHY
aMmromuduupoBanHeix ¢parmMenToB JJHK. OHHM BBIABISIOTCS HPH 3IIEKTPO-
¢dopernyeckom ananmse. [ 0OHApY)KEHHsSI TOYKOBBIX MYTaIlHil, HEOOIBIIIX
JIeJIeIUil ¥ UHBEPCHUIl B UCCIEAYEMBbIX TeHaX UCHONb3YIOT METO/IbI, TO3BOJISIO-
e MpoaHaIu3HpoBaTh YHUKaIbHYIO nocienosarensHocTs JJHK. Ilpumepom
MOXET CIIyHTb METOJ] CEKBEHUPOBAHUS — OIPEAEICHUE HyKJICOTUAHOM noce-
nmosatensHOCTH JJHK. JIt00bIe THIIBI MyTauid MOTYT OBITH OOHAPYIKEHBI IyTEM
psIMOTO cekBeHnpoBaHmst MyTanTHOH JJHK. DTOT MeToxn sBIseTCS OCHOBHBIM
JUIsl CKAHUPOBAHUS MyTallMil TeHOB, MMEIOINX HeOoblre pa3Mepsl. [1aBHOE
MPEUMYIIECTBO MPSIMBIX METOJIOB JHarHOCTUKH — ouTH 100% 3¢ (deKTHBHOCTS.

KocBeHHOE BBIsIBICHUE MyTalluil IPUMEHSETCS B TEX CIIydasx, KOrna HyKie-
OTHAHAS TOCIEN0BaTEIbHOCTh FEHA EIII€ HE U3BECTHA, HO MIMEETCs IPECTABIIe-
HUE O NOJOKEHNUHU TeHa Ha reHerndeckoi kapre. Kocsennas JJHK-nuarnoctuka
CBOZANTCS K aHAJIN3Y MOTUMOP(HBIX TEHETHUECKIX MapKEPOB Y OOJIBHBIX U 3110-
POBBIX WIEHOB CEMBH. MapKepsl JOIKHBI OBITh PACIIOJIIOKEHBI B TOM XPOMO-
COMHOM pETHOHE, TJie U I'eH Ooe3Hu. TakumMu MapkepaMu MOTYT OBbITh y4acTKU
JHK, cymecTByromye B NOMyISAUN B HECKONBKUX aJJICNbHBIX BapHaHTaXx.
OTH y4aCTKH MOTYT pa3lU4arhCs MO COCTABY HYKJICOTUAOB, MO YHUCIY AHUHY-
KJICOTHAHBIX NMOBTOPOB. Ha OCHOBe BapHaOENbHOCTH MapKEPHBIX yYaCTKOB
JHK moxHO nuddhepeHpoBaTh MaTEPHHCKOE WK OTIIOBCKOE MPOUCXOKICHUE
KOHKPETHOTO BapHaHTa MapKepa, CLEIUIEHHOTO ¢ TreHoM Oorne3Hu. bmaromaps
aHaJIM3y MOJUMOP(HBIX FTEHETHYECKUX MaPKEPOB MOXKHO OIIPEAEIIUTD U IPOCIIe-
JIUTH B MOKOJICHUAX XPOMOCOMY, HECYILYIO NTaTOJIOTHYECKU TeH. TexHudeckue
IIpUEeMbl B KOCBEHHOH JAMArHOCTHKE TE )K€, YTo U B npsimoii (moinydenue JHK,
snexTpodopes u aAp.). [aBHbIA HETOCTATOK KOCBEHHBIX METOAOB ANArHOCTHUKH —
00s13aTeIbHOE MPEABAPUTENBHOE M3YUEHHE T'€HOTHIIAa KaK MHHHMYM OJIHOTO
MTOPa’KEHHOTO POACTBEHHHKA.

Bw3yanm3mpy|ou.w|e mMmeToAbl nccnefoBaHnA noyek
O.K.Ilempocan, I1.B.ILlLlymunos

YnbTpa3ByKoBble MeToAbl

IIpumeneHne ynbpTpa3sByka B MEIUIIMHCKONM AMArHOCTUKE CBS3aHO C BO3-
MOXKHOCTBIO TOJIYYCHHS U300paKCHUS BHYTPECHHUX OPraHOB U CTPYKTYP.
ODIMYUTEIBHONH O0COOCHHOCTBIO METO/A SBJISICTCS €r0 OTHOCHTENbHAas 0e3-
BpPEAHOCTD IS MALUEHTAa, YTO JeJIaeT BO3MOXKHBIM MHOTOKPAaTHOE €T0 UCIIOJb-
30BaHMe. AOCONIOTHO O€3BpENHBIM YABTPA3BYK CUMTATh HEJB3s, TAK KakK MpH
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MIPOXOK/ICHUH B CPE/Ie OH BBI3BIBACT aTOMapHbBIE M MOJIEKYIISIPHbIEC KoJIeOaHHs
Ha ypOBHE YNBTPACTPYKTYyp KJIETKH. VIMEHHO C 3THM CBS3aHBI OTPaHHYCHHS
B mpuMeHeHnn Y3U y 6epeMeHHBIX, 0COOCHHO Ha PaHHUX CPOKax IecTallui,
TaK KaK U3MEHEHHs Jla)ke Ha YPOBHE YIBTPACTPYKTyp MOTYT IIPUBECTH B AaJIb-
HeHIeM K HapylmeHusM B ()OPMUPOBAHUM OPraHOB M TKaHeH ruroga. OqHako
JUISL OpraHu3Ma peOeHKa M B3pOCIIOT0 OTPHUIATENbHBIE TOCIIECACTBHS YIBTPa3ByKa
MHUHHMAJIbHBI.

YIIpTpa3BYKOBbIE METOIBI MO3BOJISIOT NPOBOANTH KAaK MEPBUYHOE 0OCie-
JIOBaHUE MAIMEHTOB (CKPUHHHT), TaK U JU(PPEepeHIINaTbHYI0 TUArHOCTHKY
pa3nuuHbIX 3a00ieBaHuid. Y3U nomoraeT B pelIeHUH 1EJI0ro psifia BOIPOCOB,
Kacarolixcs IIOCTAaHOBKY TMarHo3a, yTOYHeHUs1 00beMa Orepaiy 1 KOHTPOJIs
3a ee MPOBEJCHUEM, B3ATHsI OMOTICMIHHOTO MaTepHaa, OIEHKH COCTOSHUSI 00JIb-
HOTO ¥ 3()(H)EeKTUBHOCTH JICUCHHS.

OcHoBoii metona Y3W sBisieTcss B3aNMOIEHCTBHE YIIBTPa3ByKa ¢ TKaHAMHU
Tena yesnoBeka. JIs Tydinero moHUMaHUs MpoIiecca MOTydeHHUs! yIbTPa3ByKo-
BOTO M300pakeHHs HEOOXOIMMO UMETh MPECTaBlIeHHE 0 PU3NIECKUX 0COOEeH-
HOCTSX yJIBTpa3ByKa.

VYneTpa3ByK MpeAcTaBisieT co00H MEXaHMUECKHE BOJIHBI, YaCTOTHI KOTOPBIX
nexar B mHTEpBaje oT 2-104 mo 10910 ', Yprpa3sByKoBEIE BOIHEI, UCIIONb3Y-
eMBbI€ B METWIMHE Ul TUATHOCTUKH, UMEIOT 9acToTy oT 2-10° mo 10-10° I'm
i 2—10 M. CkopocTh, ¢ KOTOPO yIBTPa3ByK paclpoCTpaHIETCS B cpene,
3aBHCHUT OT CBOMCTB 3TOil cpe/bl (OAHOPOIHOCTH, INIOTHOCTD U T.J.). DTH CBOM-
CTBa U CITy’kar ocHOBoU jiist Y3U. OnHako HEOOXOMMO YIUTHIBATH, YTO (PH3H-
YECKUE CBOWCTBA CPEABI MOTYT MEHATHCS B 3aBUCHUMOCTH OT €€ TEMIIEPATYPBI.
CpenHsisi CKOPOCTh PAaCIIPOCTPAHEHUs YAbTPa3ByKa B MATKUX TKaHAX YEJIOBEKA
mpu Temrieparype 37°C paBHa 1540 m/c. Ha 3Ty ckopocTs 3amporpaMMHIpOBaHO
OONBIIMHCTBO YIBTPA3BYKOBBIX THATHOCTUYECKHUX YCTPOMHCTB.

VrpTpa3sByK XOpOIIO OTpakaeTcs Ha IpaHHMIe paszena TKaHeH, IIIOTHOCTH
KOTOPBIX CYIIECTBEHHO OTINYatoTCsl. [109TOMy MOXKHO ONIPEAEIUTh PacIoIOKeHUE
U pa3Mepbl HEOAHOPOIHBIX BKIIIOUEHHUH, TOJOCTEN, BHYTPEHHHUX OPTraHoB U T.1.

[Ipn MpOXOXKICHUM BOJHBI Yepe3 TKAHW MPOUCXOIUT YMCHbBIICHHE MHTEH-
CHUBHOCTH BOJHBI, T.€. IomIouieHne (3aryxanue). Ilomiomenne 3aBUCUT Kak
OT CBOMCTB TKaHEH (TJIOTHOCTH, BSI3KOCTH), TaK M OT CBOWCTB BOJIHBI (4acTOTa,
MHTEHCUBHOCTH). [Ipy 3TOM ueM BhIIIE 4acTOTa, TEM OBICTPEE MPOUCXOIUT
MOMIIOLIEHHNE YNbTpa3Byka. ONHOM U3 XapaKTEpPUCTHK MOMIOMIEHUS SBISEeTCA
DTyOMHA MOTYTOTIOEeH! (TTOJOBUHHOE 3aTyXaHHUE) — PACCTOSIHHE, Ha KOTOPOM
HMHTEHCHBHOCTH YIBTPA3BYKOBOH BOJIHBI YMEHBIIACTCS B J1Ba pa3a. CTPYKTypHI,
B KOTOPBIX MPOHMCXOJUT IOJTHOE IMOIIONICHHUE YIBTPa3ByKOBBIX BOJH, JArOT
Mo3aau ce0sl aKyCTUIECKYIO TEHb.

[TpocTpancTBeHHas paspeliatomnias cnocodHocts Merona Y3U onpenensiercs
pacCcTOsSTHHEM MEXY IBYMsl 0OBEKTaMH, IIPH KOTOPOM HX €I11€ MOYKHO Pa3JINIHTh.
Harpumep, npu gactore 2 mI 11 310 paccrosiane paBHo 1 MM. OHaKo yeM Oombire
YacTOTa yIbTPa3ByKOBOH BOJHBI, TEM MEHBIIE €€ MPOHHUKAIOIIAs CIIOCOOHOCTb.
BaxHO HallTH ONTHMAaNBbHYIO YaCTOTY JAJISl UCCIIEAOBAHUS TKaHEW, KOTOpasi AaeT
HanOoJIbIIIee Pa3pelIeHre PH JOCTaTOYHON MPOHUKAIOIIEH CITIOCOOHOCTH.
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VYuautsiBas pu3HMIECKHE 0COOCHHOCTH YIBTPa3ByKOBOM BOJIHBI (TO, YTO yBeE-
JUYEHNE YacTOTHl YABTPa3ByKa JaeT OONBIIYIO pa3pemaronyio ClioCOOHOCTB,
HO BMECTE C TE€M COINPOBOXKAAETCS] YCUIICHUEM IOTJIONICHHS YIbTPa3ByKa TKa-
HSIMH U, COOTBETCTBEHHO, MAJICHUEM €T0 MPOHUKAOIIEH CII0COOHOCTH, U 00paT-
Has 3aKOHOMEPHOCTh IIPU YMEHBIIEHUHU YacTOTHI YJIBTpa3ByKa), AJIs HCCIIEA0Ba-
HUsI OJTM3KO PacIIONIOKEHHBIX 0OBEKTOB NMPUMEHSIOT OoJiee BHICOKOYACTOTHBIC
nmaraukd (5—10 mI 1), a mpu uccaeq0BaHUN TITyOOKO PACTIONOKEHHBIX U OONBIINX
[0 pa3Mepy OpraHOB NPHUXOAWUTCS HCIOIb30BATH HU3KOYACTOTHBIE NATUYUKU
(2,5-3,5 mI'm).

C noMouIplo yJIBTPa3BYKOBBIX BOJIH MOXKHO IOJIydaTh HE TOJIBKO WH(OpMa-
IIUIO O CTPYKTYpPE OPraHOB U TKAaHEH, HO ¥ MCCIIE0BaTh IOTOKU B COCYaX — AOI-
wieporpadust. B ocHoBe aTHX MccnenoBanuii texuT addext Hommiepa — n3me-
HEHHE YacTOThl IPUHIMAEMOM BOJTHBI BCJIEIICTBHE OTHOCHTEJIFHOTO JIBIXKCHHUS
WCTOYHUKA BOJIH U TIPHEMHHKA HIIH 00bEKTa, OTpakaromiero BoiaHy. CpaBHUBas
YaCTOTHI U3Ty4aeMOl U IPUHUMAEMOI BOJIH, ONIPEEIISIOT AOMIIICPOBCKUN CIIBUT
YaCTOTBI U PACCUUTHIBAIOT CKOPOCTh IBMXKYLIETOCS 00bEKTa.

Jlyist mosry4eHust yIsTpa3ByKOBOM HH(POPMALIUK B COBPEMEHHBIX YJIBTPa3By-
KOBBIX alIaparax UCIIOIb3YIOTCS Pa3InIHbIC PEKUMBI PaOOTHI:

* B-pexuM — 3T0 OCHOBHOM PEKHM, KOTOPBIN (hOpMHpPYET IBYXMEPHOE H30-

Opa’keHHEe BHYTPEHHHUX OPTaHOB B PEaIbHOM BPEMEHH;

* M-peXuM HCIIONIB3YeTCS B KapAHOJIOTHH M IIpencTaBiseT coboil nua-
TPaMMHYIO Pa3BEePTKy BHYTPUCEPACUHBIX JTMHAMHUYECKUX CTPYKTYP IO OCH
BpPEMEHU;

* D-pexxuM npuMeHseTcs JUTs ONpeieNIeH s TeMOJMHAMHUYECKHX ITapaMeTpoB
myTeM pommuiep-3¢pexra. ITOT pexuM moapasaensercs Ha PW-pexum
(MMIyTBCHBIN JONIIIEp), IPEAHA3HAYEHHBINH Ul ONPENETICHUs] CKOPOCTH
KPOBOTOKa B KOHKpeTHOM MecTe, U CW-pexuM (TIOCTOSTHHBIM JOMIIIep),
UCTIOJIB3YEeMBIH IS aHaJi3a MOTOKOB BBICOKMX CKOPOCTEH BIOJIb BCETO
YIABTPa3BYKOBOT'O JIy4a 0e3 BO3MOXXHOCTH TOYHOH JIOKaJIM3aIUU HCCIIeTy-
€MOro KpOBOTOKA;

* 2D-pexuM — IBETHOE AOMNIUIEPOBCKOE KapTHPOBaHHE IOTOKA KPOBH
B PEaNbHOM BPEMEHH;

* CPA-pexxuM — 3HepreTHuecKuil Jommiep. ITO BBICOKOYYBCTBHUTEIBHBIN
PEeXXHM TS BU3yaJIn3allil MEJKHUX COCYIOB,;

» TDI-pexumM — TKaHEBOH AomIiep, KOTOPBIM MCIOIb3yeTCs A aHaIu3a
JMHAMHKH CEPJICYHON MBIIIIIBI;

* THI-pexxum wucmonbsiyeTcss sl 0OpaOOTKH BTOPOH TapMOHHUYECKOI
YaCTOTHI 9XOCUT'HAJTIOB, OTPAXKEHHBIX OT UCCIEIYEMbIX TKaHEH;

* 3D-pexkuM — PEKUM TPEXMEPHOTO H300paKeHUsI.

TepmuHonozus

IIpu oneHke XOreHHOCTH OWMOJIOTMYECKOW TKAaHW HCIONB3YIOTCS CIEIYIO-
M€ TEPMHHBL: TUMIEPIXOTCHHAS, N303XOTCHHASA, THIIOAXOT€HHAsI, aHIXOT€H-
Hast. ['mmepsxoreHHass TKaHb OTOOpakaeTcs HAa MOHHTOpE Kak Oojee cBeTias
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(6enast). IIpu 3TOM ynbTpa3ByKOBas BOJIHA B 3HAYMTEIBLHOM CTENIEHH OTpaxa-
eTCsl OT HMCCIEIYyeMOTOo OOBEKTa BBHICOKOW IJIOTHOCTH (HAmpUMep, OT KaMmH:)
(puc. 2.2). 1303X0reHHBIE CTPYKTYPHI CO CPEAHEH CTENEHBIO OTPaKEeHHS YIBTpa-
3BYKOBBIX BOJIH OTOOpaXaroTcsl OTTeHKaMu ceporo. Tak, ouaroBoe o0pasoBaHue,
T10 L[BETY HE OTIMYAIOUIEECs] OT OKPY’KAIOIINX TKaHEeW, Ha3bIBAETCS N309XOTeH-
HeIM. luddepeHnpoBaTs ero MOKHO NPH HAJTMYUHM aHIXOT€HHOTO 0007Ka.
AH>XOreHHas TKaHb OIPE/IEIIAETCS KaK «9epHasD». AHIXOTCHHBIMU BUAATCS KU
KOCTHBIE CTPYKTYpBL. B 3TOM ciydae ynabTpa3ByKOBBIE BOJIHBI MPOXOIST Uepe3
HCCIIeyeMbIii 00BEKT OeCTIPensITCTBEHHO. [ MTI09XOTeHHBIMU SIBJISIOTCS TKAHU
CO CHIDKCHHOM OXOIC¢HHOCTBIO, YJIBTPA3BYKOBBIC JIYUH IIPU 3TOM HC IMOJTHOCTBIO
OTpaXKaloTCs OT UCCIIEyEMBIX CTPYKTYP.

[Ipn onvcaHNy pa3IMYHBIX OPraHOB BajKHA OLIEHKA UX CTPYKTYPHI, KOJIHYe-
CTBO U pa3Mepbl yJacTKOB Pa3IMIHOMN 3XOIIIOTHOCTH. [Ipu 3TOM HCmonb3yroTes
TaKye OIpeIeNieHIs], KaK OIXHOPOAHBIA WM HEOTHOPOMHBIN, MU Y3HBIA HIH
OYaroBBbIH.

[TepeuncneHHbIi HAOOP XapaKTEPUCTHK OTPaXKaeT CIOKHOCTh Y3 u 6ob-
LIYIO CTeTeHb CyObEKTUBH3MA OIIEHOK N300pakeHHH.

Memooduka Y3U nouek

Y3U mouek MOXeT OBITH MPOBEACHO y AeTeil iroboro Bo3pacta. OcoOeHHOM
MOATOTOBKM JUTSL McCeoBaHUs He Tpebyercs. Ecam mepen BpadoM CTaBHTCA
KOHKpE€THAas 3a7a4a BbIABJICHUA IATOJIOTUHA OPraHOB MOYEBBIACIICHU A, TO CKaHU-
poBaHKe HEOOXOIMMO POBOMTH IIPH HAIIOIHEHHOM MOYEBOM Iy3bIpe. [Ipuuem

Puc. 2.2. Sxorpaduruyeckre npusHakm kamHaA B YJ1C nouku.
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9TO HAIMOJHEHHE KENaTeIbHO MPOBOANTH €CTECTBEHHBIM ITyTE€M IO MOSBICHUS
MIEPBOTO MMO3bIBA K MOUYCHCITyCKaHHIO. [lociie MUKIMK TOYKH MOYETOYHHKH,
MOYEBOH My3bIPh JOJKHBI OBITH OCMOTpEHH! emme pa3. HexxenarensHO cKaHH-
pOBaHHE TpHU MEPErOTHEHHOM MOYEBOM ITy3blpe. IlepepacTsixeHrne MOYEBOTo
Iy3bIPsI BBI3BIBAET TAKHE [TATOJIOTHUECKIE CUMITTOMBL, KOTOpBIE B (pu3HoIOrHye-
CKHUX YCJIOBHSX Y 3/I0pPOBOTO peOCHKA HE BCTPEUAIOTCSl, — HAJIMIHUE OCTaTOYHON
MOYH, ITHETI09KTa3KsA. B Takux ciaydasx HeoOXOqMa IMOBTOPHAS MUKIIHSL.

B 3aBucuMOCTH OT BO3pacTa M CTENEHM (PU3NYECKOTO Pa3BUTHSI 4acTOTa
CKaHUPOBAaHUS MOXKET MEHATHCA OT 3,5 10 7,5 MI'1. Y mereli panHero Bo3pacra
CaMbIM I/IH(bOpMaTI/lBH]:IM ABJIACTCA MPOAOJIBHOC CKaHUPOBAHHUE CO CTOPOHBI
cnuHbl. 13-32 HEOONBIION TOIMIMHBI MBIIIL HOSICHUYHON 00JacTH U cllaboro
Pa3BUTHUS MOAKO)KHOTO KHPOBOTO CIIOS MOYKH YETKO JIOMUPYIOTCS B Pas3ivy-
HBIX IUIOCKOCTSX. JIOCTYI 4yepe3 MepeqHIO OPIONIHYIO CTEHKY 4acTO OBIBacT
3arpynHeH. [Ipy MOBBIIIEHHOM Ta30HATIONIHEHUH TOJICTOM KHIIKH BO3HUKAIOT
TPYZHOCTH BU3yaJIM3aIlMi HIDKHETO IOJIF0ca MpaBoi MOYKH. Y geTelt Ooree
CTapllero Bo3pacra, Ha00OPOT, NOCTYI Yepe3 IMEPeiHIO OPIOIIHYI0 CTEHKY
sBisieTcs Oosee MHPOPMATUBHBIM. MHOTIA HEeoOXomuMa yKIIa/iKa MalueHTa
Ha OOK C 3aBE/ICHHEM €ro pyKH 3a rojoBy. Ho aist Gonbrieit nHopMaTHBHOCTH
KEJaTeIbHO TOJIB30BaThCs PA3IMIHBIMU HOCTyamMu. [Ipu nccnenoBanum Heoo-
XOZMMO YCTaHOBUTHh MaKCUMAJIbHBIN JUTMHHUK MTOYKH. [Ipn 3TOM CKaHUpytommas
IUTIOCKOCTh MJCT BAOJIb MPOJONBHON ocH opraHa. ITo pacmoiokeHHIo JaTduka
OTHOCHUTCJIbHO IMO3BOHOYHHWKA MOXHO CYJAUTH O HOPMAJbHOM PACIIOJIOXKCHUU
TIOYKH WITH €€ POTALMH B JIBYX IUNIOCKOCTSIX. B 3TOM ke IoNokeHnH 0CyIIecTBIs-
eTcs N3MEPEHNE TIOYKH — JUTUHBI ¥ TOTIUHBL. Takke IpH IPOoI0IbHOM CKaHUPO-
BaHMH OLICHUBAIOTCSI KOHTYPBI ITOYKH, COCTOSIHUE KaIlcyibl, An(hepeHIIpoBKa
[IaPEHXUMBbI Ha KOPKOBBIA 1 MO3TOBOH CJIOH, COCTOSIHUE CPEAMHHOIO KOMILIEKCA.
B »ToM noso)keHNH AaTUMKA JTyYIlle BCETO CYAUTh O COCYAUCTOM JepEeBe MOUYKH.
IIpu nonepeyHoM CKaHUPOBAaHUU OIPEIEIIAECTCS IUPUHA I0YKU HA YPOBHE BOPOT
NoYKHy. JlaHHBIN TapaMeTp He UMEEeT )KECTKHUX 3aKOHOMepHocTel. CBsI3aHO 3TO
C TeM, YTO TI0YKa B MOTIEPEYHOM CEUEHHUH TIpeCcTaBisieT coboi ammrmc. M3-3a
Pa3sHOM CTEeNeHW pOTanWy IPaBOH M JIEBOW MOYEK, KOTOPYIO MOXHO OIICHHUTH
TI0 PAcHONIOKEHHUIO BOPOT, MOIOKEHHUE IIIHIICA IT0 OTHOIIEHUIO K CarnTTaIbHON
IIJIOCKOCTU CKaHUPOBAHUSA MOXKET OBITh Ppa3JIMYHbIM.

Camu mo cebe JNMHEHHBIE MapaMeTpbl UMEIOT HEOOJIbLIOE 3HAYEHUE.
Onupasich Ha HUX, TPYAHO CAENaTh 3aKII0YeHHe 00 N3MEHEHUH Pa3MepOB MOYEK,
CBSI3aHHOM C BPOXXJICHHOH MJIM TPUOOPETECHHOH IaTOIOTHEN (THUITOILIA3Hs TOYEK,
BTOPMYHOE CMOPIIMBAHUE MOYEK), OCOOCHHO Ha Ha4YaJbHBIX 3Tallax pa3BUTHSA
Gonesnu. B pemennu 1o mpobieMsr 00IbII0€ 3HAYEHIE IIPHOOPETAET OTIpee-
JICHHE MacChl MOYKH. J[J1s 3TOro He0OXOMMO BBICUMTATh 00BEM KaXKIOM IMOYKH
o opmyie:

V=0523-a-b-c,
7€ a — JUTMHA TOYKH, b — TOJIIIKMHA, C — ITUpUHA (Bce pa3Mepsl B cM). [TockombKy

YIENbHBII BEC MOYEUHOW TKAHU MPUOJIDKAETCS K €IWHHIE, TO MOJYYSHHOE
ITPOU3BEIEHHUE 110 CBOEMY YHCIIEHHOMY 3HaUE€HUIO COOTBETCTBYET MACCE TIOUKH



90 naBa Il. MeToapbl 06cnenoBaHus feTeli ¢ 3aboneBaHNAMMN NOYEK

B rpammax. COOTHOIIIEHHE CyMMAapHOHW MOYEYHO MacChl M MacChl Tella Haxo-
JUTCS B TOBOJIBHO )KECTKUX paMKax u coctaiseT oT 1:200 mo 1:250. B mponent-
HOM COOTHOIIICHWH 3TH TapaMeTphl JOHKHBI Kojebathes ot 0,4 mo 0,5%. Ecoun
MPUHATH BO BHUIMAHKE, YTO TIOYKH Y ACTCH CHMMETPHYUHBI II0 CBOUM pa3Mepam,
TO 3TO COOTHOIICHHUE [T OHOM mouku OyneT oT 1:400 mo 1:500 (0,2-0,25%).

B tabnumax 2.17 u 2.18 npeacraBieHs HOPMATHBHBIC 3HAYCHUS JIMHCHHBIX
Ppa3MepoB MOYEK Y TUIOJO0B U IETeH COOTBETCTBEHHO.

Hopmaanaﬂ yabmpaseyKoeasa KapmuHa no4ek

Cpasy nociie poxacHus peOcHKa oTMeuaeTes YeTkas auddepeHiuanys noyed-
HOW IapeHXUMBbl Ha KOPKOBBIM M MO3roBoi cinou. B cocraB Mo3rosoro Bermie-
CTBa BXOJISIT HE TOJIBKO MUPAMHIKH (KaHAIBLEBBIH anmapar o4ek), HO ¥ 4acTh
KOPKOBOTO BEINECTBA, PACIOJIATAOIICTOCS MEXKIY MUPaMUIKAMU U JTOXOH-
IIEeTO 10 CPeTUHHOTO KOMIUTekca — KoloHku bepruan. KonmuecTBo mupamMunok
B OJIHOI ITOYKE MOXKET KoJjiebaThest oT 8 110 16.

VYnaBnuBaemas miazoM TUQQepeHIpoBKa CI0eB MapeHXHUMbI OYEK 3aBH-
CHT OT X Pa3IMYHOH aKyCTHMYEeCKOW IJIOTHOCTH. [TMpaMuaKu IrMnosXOoreHHHbl,
BIUTOTH JI0 aHAXOTeHHOCTH. OT )HMIKOCTHBIX 00pa30BaHUH NX OTIMYAET OTCYT-
CTBHE JIOPCATBHOTO YCHIICHHs CHTHasa (YCHJICHHE YIBTPa3ByKOBOTO CHTHAA

Ta6bnuua 2.17. JInHenHble pa3mepbl nouek (Dinkel E., Orth S., 1996)

Cpox AnuvHa, mm LWunpuna, Mm TonwmHa, Mm 06bem, mm3
recrauum, Hep.

28-30 27-43 15-26 15-27 3,2-15,8

31-33 30-47 17-28 17-29 4,5-20,0

34-36 33-50 18-30 19-31 5,9-24,3

37-39 35-52 20-31 20-32 7,3-27,0

40-42 37-52 21-32 20-32 8,1-27,8

Ta6bnuua 2.18. Pa3mepbl Noyek y AeTel B 3aBUCUMOCTM OT BO3pacTa (Cm)
(ABopsikoBckmin L.B., 2004)

Bospacr AnvHa LWnpunna Tonwuna
napeHXnmbl
1 mec. 5,0+0,5 2,4+0,3 1,0+0,1
2-6 mec. 5,31+0,38 2,7+0,3 1,0+0,1
7-11 mec. 5,94+0,5 2,940,3 1,1+0,1
1-3 ropa 6,6+£0,5 3,1£0,3 1,2£0,1
3-5ner 7,3+0,5 3,5+£0,3 1,3%0,1
5-7 net 7,8+0,6 3,7+0,3 1,4+0,11
7-10 net 8,4+0,6 3,8+0,4 1,5+0,1
10-14 net 9,5+0,8 4,3+0,5 1,6%0,1
14-17 net 10,3+0,7 4,7+0,5 1,7£0,2
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103311 TIOJIOCTEH, COAEPKAMMX KHUAKOCTH). Co BpeMEHEM 3Ta pasHHUIA HCUE3aeT
1y B3POCIBIX MAIIMEHTOB MOXKET OBITH BOoOIIe He3aMeTHa. CyauTh 00 HCXOTHOM
9XOTEHHOCTH KOPKOBOTO CJIOSi MOXKHO, TOJILKO CPABHUBASI €TO C OXOT€HHOCTBIO
JIPYTHX OpraHoB. TakuM 3TalOHOM SIBJISIETCSI 9XOTCHHOCTh MAPEHXUMBI TICUECHH.
Y HOBOpPOXKIEHHBIX JIETEH, a TeM OoJiee Y HEZIOHONIEHHBIX, KOPKOBBIH CII0H MOYKN
OoJree 3XOTeHHBIH 110 CPaBHEHUIO C TIeYeHb0. B Bo3pacTe 3—6 Mec. 3XOreHHOCTh
3THX JIByX OOBEKTOB BbIpaBHMBaeTcs. B 1-2 roga mouka y 310poBoro peOeHka
BBIIVIAIUT OOJIee TEMHOM, XOTA BO3MOKHBI BApHAHTHI OJJMHAKOBOH 3XOT€HHOCTH.
Wuorna y nereil BOKpYr NMUPaMHAOK OMPEEseTCS TOHKUN THIEPIXOTeHHbIN
000/10K, KOTOPBIH 00YCIIOBJICH H300PaKCHUEM MEXKI0JICBBIX U JYTOBBIX COCYIOB.

Y HOBOPOXXAEHHBIX JEeTeil B MEpBbIE CYTKH JKU3HM MHOTIA ONpEeNseTcs
(DU3HOOTHYECKUN CUMIITOM «OE€JIbIX MTUPAMHUIOK». DTH N3MEHEHHS SBISIIOTCS
CIIEZICTBUEM MOYEKHCIIOTO AMATe3a W MPELUIHUTALNEH HEKOTOPBIX OEIKOBBIX
¢pakuuit Ha Pone ammao3a. [locite ncue3HOBEHNUS aIuI03a Ha (poHe HaJaKeH-
HOTO BOJIHOTO PEXHMa 3TOT CUMITOM yXOIHT. [ UTIepIXOreHHBIMUA MOTYT OBITh
Kak OfiHa MUpaMuKa, TaK 1 BCe.

I'mnepaxoreHHbIN CpeIMHHBIN KOMIIIEKC MOYKH COCTOMUT U3 OOJBIIOTO YKcIia
COCYZIOB, COOMPATEIHHON CHCTEMBI OYKH, JKUPOBOW TKaHU M JINM(ATHIECKOTO
anmapara (puc. 2.3). ITo cBoeili TonmuHe oH 3aHMMaeT 30% OT TONIUHBI Bcel
noyku. Yacto Ha (OHE CPEIUHHOTO KOMILIEKCA JIONMPYIOTCSI MEJKHE THUIep-
9XOTCHHBIC BKIIIOUYCHUSI, SIBISIOIINECS CTEHKAMH COCYOB, IMPOCBET KOTOPHIX
JIOCTOBEPHO HE MPOCIEKHUBAETCS U3-3a MAJIOTO AHaMeTpa.

TonmmHa npocBeTa JIOXaHKH KoJieOIeTcs B 3aBUCUMOCTH OT BO3pacTa M pac-
TIOJIOXKEHUsI. B mepBble THY >KU3HM ITPOCBET JOXaHKU cocTasisieT oT 0 go 10 MM,
ciycra 10-14 nueit B HopMme pocturaer 2—3 MMm. B Bo3pacte 45 net BepxHui

Puc. 2.3. HopmanbHas ynbTpa3ByKoBas KapTiHa NOYKK (Mepexof oT KOPKOBOTO K MO3ro-
BOMY CJI010 Ha CHUMKe C1ab0 BblpaxeH).
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npenesn A0XoauT 10 5 MM. Y nereit 13—15 sieT npocBeT J0XaHKH MOXKET JOCTH-
ratb 6—7 MM. JJI1 SKCTpapeHaNbHBIX U CMELIAHHO PACIIOIOKEHHBIX JIOXaHOK
BEPXHUII Mpeien Ooublie B 2 pa3a, 1 MaKCUMallbHasl TOJIIMHA IPOCBETA y CTap-
IUX JeTe MOXKET B HOPME JJOXOIUTH 0 12 MMm.

Bo Bpems ocMoTpa BO3MOXHA OIIEHKA JIIXaTeIbHON SKCKYpPCUM MOYEK.
Y HOBOpOXIEHHBIX OHA MHHUMaJIbHA, MPAKTUYECKH OTCYTCTBYET. B Bo3pacTe
4-6 Mec. SKCKypcHs y)ke 3ameTHa. OrpaHHYeHUE JbIXaTeIbHON MOABIKHOCTH
MOYEK HE MMEET OONBIIOT0 JUarHOCTUYECKOTO 3HaueHus. B Oomnpmieil cTenenn
Bpava MHTEPECYyeT OLIEHKAa CMENaeMOCTH ITOUEK NP BEPTUKAIHLHOM HOIOKCHUN
OonpHOTO. B KaKoii-To Mepe 3TOT mapaMeTp MpH yJIbTPa3ByKOBOM TUarHOCTHKE
OTHOCHUTEJIEH, TaK KaK PacloJIOKEHUE MOUKH ONpeAeNseTcss He M0 KaKoMy-
T00 aHATOMUYECKOMY OPHEHTHpY (KaK IpH PEeHTTeHOrpauy — 110 OTHOIIE-
HUIO K [TO3BOHKAM), a [0 CMEIICHHUIO JaTduka. B moboM ciydae nuarHoCTHKA
AHOMAJIFHO! TOIBMKHOCTH MOYEK PeOCHKY HEOOXOANMO PEeKOMEHIOBATh (Ipu
HAJIMYMU COOTBETCTBYIOIINX KIIMHUYECKHUX [TOKAa3aHUI1) TPOBEIEHHE PEHTI€HOY-
POJIOTHYECKOT0 MCCIIeI0BaHMs Kak Oosiee TOYHOTO JUTs JaHHO# naroioruu. Yaiie
BCETO N30BITOYHAS IIOJJBIYKHOCTh OUEK U HE(QPOIITO3 ONPEEISIOTCS B BO3pACTe
12—16 yieT — B meproOJ MOJIOBOTO CO3PEBAHMS U MHTEHCHBHOTO pocTa. Y 00Ib-
IIMHCTBA TAKUX AeTel MoYKu PUKCUpyroTes B Bo3pacte 17—18 et nmpu okoHUa-
HHUM COMaTHYECKOTO POCTA U yBEIMUIECHUSI MacChl Tena. JIuTenbHOe COXpaHEHHE
M30BITOYHON MOABMIKHOCTH MM HE(PONTO3a MPUBOAUT K PACTSHKEHHIO ITOYEY-
HOM apTepHH, ee CYyKEHHUIO, K TOTepe AIACTUYHBIX CBOMCTB CTEHKH cocyaa. IToO
Hen30eKHO 3aKaH4YMBaeTCs CTaOMIIBHBIM MOBBIIIEHHEM cucTeMHoro AJl.

PeHTreHonornyeckne metogbl

Qu3suyecKue ocHo8bI pEHMZEHOHOZU‘IECKUXMemoaOB uccnedosaHus

Hcnonb30BaHHE PEHTTCHOBCKOTO M3IYUCHHS IS AUATHOCTHKH OCHOBAHO Ha TOM,
YTO YEJIOBEK SIBIACTCS «IPO3PAYHBIM» JJIS OTOTO M3NYUYCHHs, YTO JENaeT BO3-
MOXXHBIM TTOJIy4CHHE U300PaKEHHUS €ro BHYTPEHHUX OPTaHOB.

PeHTreHOBCKMM H3ITyYeHHEM Ha3bIBAIOT JICKTPOMArHUTHBIC BOJIHBI C JUIH-
Hoii or 8:10°% mo 10-'% M. Ero MOXXHO paccMmaTpuBaTh M KaK IIOTOK (POTOHOB
¢ sHeprueii ot 15 g0 1083B.

HawubGosee pacmpocTpaHEHHBIM HCTOYHHKOM PEHTTCHOBCKOTO H3IIyde-
HUS SIBJISCTCS PEHTTCHOBCKAsi TPyOKa. PEHTTEHOBCKOE HM3TyYeHHE BO3HHKACT
B pe3yJbTaTe TOPMOKCHHUS DJICKTPOHOB, UCIYLICHHBIX KAaTOIOM, B BELICCTBE
aHoJIA.

Vcrionb3oBaHne PEHTICHOBCKOIO M3JIYYEHHS M JSHCTBHE €ro Ha OHONIOTHU-
Yeckrue O0OBEKTHI ONPEICISIFOTCS MEePBUYHBIMHU TIPOIIECCAMU B3aHMOICHCTBHS
U3IIyYCHHS C BEIECTBOM: PACCESIHUE U3ITYUCHHUsI 63 M3MEHEHHUS 1 C U3MEHEHHEM
JUTMHBI BOJHEL B poToaddexT (horonmonnzanms). [Ipeobiraganue Toro mim nHOTO
MEPBUYHOTO MpPOLecca OMPEACICT COOTHOLICHHE MEXIy dHeprued (oToHa
W DHEpPruell MOHM3AlMU aTOMOB BeEIIECTBA. [IepBHYHEIC MPOLECCH NPUBOIAT
K MOCJIEAYIOINM SBIeHHUAM. Hampyumep, HEKOTOphIe BeLIecTBa CBETATCS IPH
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PEHTICHOBCKOM O0Iy4eHHH (PCHTT€HOIIOMHUHECIICHINSA). VI3BeCTHO M XUMHUUe-
CKO€ JICHCTBHE PEHTI€HOBCKOTO M3ITyUCHUs. DTH SIBICHHS HCIIOIb3YIOT AJISI BU3Y-
QJIBHOTO HaOIOIEHHS U3TyUeHNU, IIPOILLIEIIEr0 Yepe3 HCCIeAyeMbIi 00BEKT.

B pesynbrare MHOIUX IIPOLIECCOB DHEPIUs U3IY4YEHHUS YMEHbBIIACTCS IpU
MIPOXOXJICHUH Yepe3 BELIeCTBO. YMEHbBIICHUE SHEPT U WITH OCIabIeHUe II0TOKa
SHEPIHHU XapaKTepPH3yIOT MaCCOBBIM Ko dpuumenTom ocnabdnenns. s quarao-
CTHKH HCIIONB3YIOT (hoTOHEI ¢ sHepruer 60—120 k3B, uto o0ycinoBnmuBaeT mpe-
obmamanue ¢otordpdexTa Ha IPYTUMH MIEPBUYHBIMH MPOIeCCaMH. 3HAUCHHE
MaccoBOro koddpuuuenTa ocnabaeHus 3aBHCUT OT HOMepa aToMa HOIIOIIAr0-
IIET0 BEIECTBa.

Teno yenoBeka — HEOJHOPOAHAS Cpella, OHO COCTOUT M3 OPraHOB M TKaHEH
pas3IMYHON BENMYUHBI, IUIOTHOCTH M XUMHYECKOro coctasa. CiemoBaTenbHO,
CTEIICHb OCIIa0JICHNS! PEHTI€HOBCKOTO M3JIyUCHHUS, TPOXO/SILETO Yepe3 pasHbIe
OpTaHbl U TKaHM, HEOIUHAKOBA. DTO AAaeT BO3MOXXHOCTh BHUIETh N300paKCHUS
BHYTPEHHUX OPTaHOB Tejla B TEHEBOM NPOEKLUU — PA3JIMYHBIE YYACTKU PEHT-
T€HOBCKOI! IUICHKHU, IOCTABJICHHOH 32 00BEKTOM, OymyT 0OJIydaThCst ¢ pa3sHOU
WHTEHCUBHOCTHIO. IMEHHO Ha 3TOM pa3HOM MOIVIOMIEHUH U3ITyYSHHUS B pa3iny-
HBIX YacTsIX TeJla YeIOBeKa M OCHOBAH PEHTTEHOJIOTHYECKUIT METO UCCIIEA0Ba-
Hust. Ecnu mcenenyeMslii Opran ¥ OKpy’KaroIlie TKaHH UMEIOT Ou3kue Koagd-
(bUnMeHTH! 0CNabIeHus, TO IPUMEHSIOT CIIeIMalbHbIE KOHTPACTHBIE BEIIECTBA.

Penrtrenorpadus orpakaeT MUKpOMOP(OJIOTHIO OPTaHOB, UX aHATOMHYE-
CKYI0 CTpyKTypy. M300paxkeHne Ha peHIIeHOTpaMMe PaccMaTpHBalOT B IIPO-
xozsimeM cBete. [Ipu 9TOM ynmaercsi pa3rpaHHYHThH 10 CTENEHH MOTVIONICHUS
PEHTICHOBCKOTO H3JTyYEeHNUS TOJIBKO 4 TPyIIBl TKaHEH: KOCTH, BCE MATKHE TKaHH
(BKJTIOUAst TAPEHXUMATO3HBIE OPTaHbI U KPOBB), JKUPOBYIO TKaHb U CKOIICHHE
raza (B jperkux u JXKT). [Tomyauts ske Ha peHTreHOrpaMmMax auddepeHIupo-
BaHHOC I/I306pa)KeHI/Ie OOJIBIIMHCTBA MITKOTKAHHBIX OpraHoB HE yIacTCA.

OcobeHHOCMU peHm2eHo2pacguu opzaHoe moyeeoli cucmembl

[Toukn OoTHOCSTCS K MATKOTKAaHHBIM OpraHaM, I03TOMY Ha 0030pHOM CHHMKE
JKMBOTA MOXXHO 3aMETHTB JIMIIb OYEPTaHUs Mo4eK. YTOObI MOMyIHUTh H300paske-
HHE 3TOTO OpTraHa U €ro CTPYKTYP, UCIIONB3YIOT Pa3INYHbIE TTOIXO/BI.

OnHUM 13 coco0OB SBNIAETCS BBEACHHE B KPOBb KOHTPACTHOTO BEIIECTBA,
KOTOpOE TMOUYKH 3aXBaThIBAIOT, KOHIIEHTPUPYIOT U BhAEIIOT ¢ Modoil. Torma
TeHb 00EHX IOYEeK YCHIMBAETCS, B IPOCBETE COOMPATENLHOIM CUCTEMBI HOSB-
JsieTcsl KOHTPACTHOE BEIECTBO, B Pe3ylbTare 4ero M300pakeHHe dalleydek,
JIOXaHOK ¥ MOYCTOYHHKOB, & 3aTEM U MOYEBOTO ITy3bIPS CTAHOBHUTCS BHUIUMbIM
Ha CHUMKax. Tak Kak IpH 3TOH METOAMKE KOHTPACTHPYETCS camMa MOYa, METO-
IWKy Ha3BallU ypoepaguel.

Ho xoHTpacTHOE BeIecTBO MOXKHO BBECTH B COOMPATEIBHYIO CUCTEMY
UHBIM IIyTEM — uYepe3 KaTeTep, MPOBEJCHHBII U3 MOYEBOIO Iy3bIps B MoOYe-
ToyHuK. [TomoOHYyI0 mponenypy Ha3bIBAIOT pempozpaorou, Uy 80cxodauell,
nuenozpaghueti, TOCKOIBKY €€ ITaBHas Ieb — JOOUTHCS XOPOIIETO 3aI0THEHUS
noxaHku. CymecTByeT pa3HOBUAHOCTh PETPOTpagHOil muenorpaduu — nues-
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monuenocpaghus. Ilpn Hel B OXaHKY M 4YaIledKd BBOIAT Bo3myx. OH cmabo
MIOIVIOIAET PEHTTCHOBCKOE M3Iy4EHHE, U IO3TOMY JOXaHKa M Yalledyku o0y-
CJIOBIIMBAIOT HAa CHUMKE IIPOCBEeTIIEHHE. TakuM CIIocOOOM IBITAIOTCS BBISIBUTH
cnabble TEHH ypaTHBIX KaMHel. 3alojHEHHEe TOJIBKO MOYEBOTO Iy3BIPsl KOH-
TPaCTHBIM BELECTBOM (yucmoepaghusi) O3BOISIET OLEHUTH (OPMY, BHYTPEHHHI
KOHTYP, a TaKKe HaJlgie 00paTHOro 3a0poca MOYH B MOYETOUHHUKH U JIOXaHKH.
Cosnanue nnesmopemponepumoneymd, T.€. BBEICHHE C TIOMOIIBIO ITyHKIIUU
B 3a0pIOIIMHHOE IPOCTPAHCTBA ra3a, JaeT BO3MOXKHOCTE 00JIEe YETKO BBIICITUTh
TEHU ToYeK, YTOOBI OoJiee 0ObEKTUBHO CYIUTh 00 MX MOJOXKEHUH, popme, pas-
Mepax, OYepTaHUsIX.

BaxxHoe 3HaueHue B HeppOypoOIOrHUECKO KITMHUKE TPHOOpeEIT crocod Kare-
TepU3alMy MOYEYHON apTepHH C BBEJCHHEM B Hee KOHTPACTHOTO BEIIECTBA.
Ha 6sIcTpO ClieyIomux 3a 3TUM PpEeHTTEHOrpaMMax BHaJasIe MOSBISIETCS H300pa-
JKCHIE TTOYETHON apTepHH U €€ pa3BETBICHHUH B IOUKe. B cnemyromieit ase KoH-
TPacCTHOE BELIECTBO NEPEXOJUT B KAIIMJULIPHYIO CETh, M HA CHUMKE MOSBIISIETCS
rycTasi TeHb APEHXUMBI NTOYKH — Hehpocpamma, a 3aTeM TO K€ KOHTPACTHOE
BEILECTBO BBIJIEIISIETCS [IOYKAMU C MOYOM, J1aBasi N300pakeHne coOMparebHON
CHCTeMBI 00enx Todek. MO)KHO KaTeTepu3upoBaTh M IO4YedHyIo BeHy. [locie
BBEJICHUSI B HEE KOHTPACTHOTO BEUIECTBA Ha CEPUU CHUMKOB OTOOpakaercs
BEHO3HAasI CETh MOYKHU.

PeHTreHOBCKHE CHUMKH MPEACTABISIIOT COO0H COBOKYITHOCTH TEHEU pas-
HOH WHTCHCUBHOCTHU, MOJYYCHHBIX Ha IIJICHKE B PE3YJILTATC HCOJUHAKOBOI'O
TIOTVIOIIEHUS] PEHTI€HOBCKOTO M3JTyYeHHsI B Pa3HBIX TKaHIX oObekTa. J{i1st Toro
YTOOBI ITOJTHO 0XapaKTEePHU30BaTh KaXyl0 TEHb Ha PEHTTeHOTpaMMe, Ha 0 3HaTh
clenyonme 8§ npusHaKos menu: TOJOXKEHUE, YUCIO TeHEH, popma, pasMepsl,
WHTEHCHBHOCTh, PHCYHOK (CTPYKTypa), KOHTYpPBI, cCMemaeMocTh. OMUCaHHbIC
IPU3HAKY XapaKTePU3YIOT TI00YyI0 PEHTT€HOBCKYIO TEHb, BUAUMYIO HA PEHTIe-
HOTpaMMax Kak 3710POBBIX, TaK M OONBHBIX JieTeil. BaxkHO OTIeNUTh MPU3HAKH,
SIBJISIOLINECS] TPOSBICHUAMH IaTOJIOTHH. B marojornveckux ycioBusiX au00
TIOSIBJISIIOTCS HOBBIE HEOOBIYHBIE TEHH, JIMOO MEHSIOTCSI HMEIOLINECS] B HOPME.
MorkeT H3MEHNTBCA JII000H MPU3HAK TEHH — €€ TI0JIOXKEHHE, YHCII0, popma, pas-
Mepbl, HHTEHCHBHOCTb, PUCYHOK, KOHTYPBI, CMEIIaeMOCTh. BaXXHO y4HTHIBaTH
BCE BOCEMb IIPU3HAKOB, TaK KakK B OOJBIIMHCTBE CIIy4yacB MEHSETCS HE OAUH
U3 HUX, a HECKOIIbKO. Kpome Toro, n3meHeHue Jr000ro u3 8 Npu3HaKoB MOXKET
0Ka3aThCsl peIaroNUM IIpH 000CHOBAaHHUHU TUAarHO3a.

Bce Gone3nn oprana MO>KHO pa3ZielIuTh Ha CPABHUTEIHFHO HEOOIBIIOE YUCIIO
TPYIII, B K&XX/IYI0 U3 KOTOPBIX BXOAT 3a00JI€BaHUS CO CXOIHBIM IaTOJIOr0aHa-
TOMHYECKHM cyOcTpaToM. [Iis 1ieneil peHTTeHOANarHOCTHKY YIOOHO BBIIETISAT
CJIELLYIOLINE epynnvl 3a001e6anuti: IOBPEXKICHUS, aHOMAIIMN Pa3BUTHS, BOCIIa-
JICHUSI, HapyIeHus TuMQOo- U KpOBOOOpaIlleHUs!, AUCTPOYUUECKUE TPOLECCHI,
OITyXOJIM. AHAIM3UPYsS PEHTI€HOIPAaMMBbI, MOXKHO IOIBITATHCSI OTHECTH KOH-
KpeTHOe HaOJIONeHNEe K OINpe/eNIeHHON TpyImIe Ooyie3HeH, K Onpene e HHOMY
00IIeTTaToNOrHIeCKOMY TIpolieccy. TeM camMbIM OyIyT HCKIIIOUEHBI BCE APYTHe
TpyMITEl 00JEe3HEH, M OCTAHETCS JIUIIH TPOBECTH MU PepeHINaTbHYIO JHATHO-
CTHUKY MEXKIy WICHaMH BEIOpaHHON TPYIIIIBL.
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Urax, 1o peHTreHorpaMMaM MOKHO PacIio3HaTh 00K XapakTep MaToIori-
geckoro mporiecca. [IpaBuibHOE omnpeeseHre BEAyIIero CHHAPOMa 1 00IIero
XapakTepa MaToIOrMYe€CKOro MpoLEeCcca MO3BOJIsIET 000CHOBAHHO HAMETHTD CTpa-
TETHIO JIeYeHUs OOJIBLHOTO.

PeHmzeHoaHamomus no4Ku

Ha peHTreHorpamMmax KOHTYpPBHI MOYKH TJIQAKHE, UMEIOT BHJ TyroOOpa3HBIX
JIMHUI; TEHb TOYEK OJHOpoAHA. Tormorpadus MoUeK ¢ BO3PaCTOM H3MEHSETCA
B CBSI3U C UX OITyCKaHHEM.

Y HOBOPOX/IEHHOT'O BEPXHUII KOHEIl TIOUKH MPOCIUPYETCS Ha YPOBHE BEpX-
Hero kpast XII rpyqHoro no3BoHka, a B rpyaHOM Bo3pacte (1o 1 roma) — yxe
Ha ypoBHe cepeaunbl Tena XII rpygHoro mo3Bonka. HukHMIA KOHEI MOYKH
Y HOBOPOXXIEHHOTO HAaXOAWTCS Ha ypOBHE HIDKHETo Kpas [V moscHudHOTO
MIO3BOHKA, y TOAOBAJIOro peOCHKAa — Ha ITOJIO3BOHKA BHIIIE, YTO CBA3AHO
¢ OBICTPBIM POCTOM MTO3BOHOYHOTO CTOJI0A.

ITocne 5—7 neT nonoXkeHue MOYKH OTHOCUTENIFHO TO3BOHOYHMKA MPHOINKa-
€TCsl K TAKOBOMY Y B3pPOCJIOTO UeJIOBeKa: BEPXHsIsl TPaHULAa TEHH JIEBOM MOYKU
nocturaer X1 pedpa u cepenunsl Tena XI TpyaHOTO IMO3BOHKA, a MPaBOH —
HIDKHETO Kpasi TOTO K€ M03BOHKA. [Ipu muenorpaduu TeHb MOYEIHON JTOXaHKH
Haxonutcs Ha ypoBHe Ted | 1 Il mosicHUYHBIX T03BOHKOB.

®dusnonorudeckas MOABMKHOCTh IOYEK, CBSI3aHHAS C aKTOM JBIXaHUS
1 U3MEHEHUEM IIO0JIOKEHHUS Tella, 3aBUCUT OT BO3pacTa peOeHKa, ero KOHCTHUTY-
UM U 0COOCHHOCTEH TONorpaguyeckoro B3aMMOOTHOLIEHHSI ITOYKH C COCE-
HUMH opranamu. OOBIYHO Ha PEHTTEeHOTpaMMax CTETIeHb MOABM)KHOCTH OTIpe/ie-
JISIETCS ITyTEM COIOCTABIICHHUS AMITIUTY/IBI CMEILICHNUS TTOYKH C BBICOTOH | mmosic-
HHYHOTO M03BOHKA. [Ipu apyrom croco0e cormocTaBisioT CTENEHb NOBIKHOCTH
¢ IMHOM Tena pebenka. B HopMe cTreneHb cMmeneHus He mpesbimaeT 1,6—1,8%
OT JUIMHBI TeJNa, pU He(hPONTO3e — MOXKET AOCTUTATH 6%.

3KckpemopHas ypozpagus

Iloka3zanun K npoeedeHur0 ucciedo6anus. IKCKPETOpHas yporpadus naet
BO3MOXXHOCTb OLIEHHTh AaHATOMHUYECKOE CTPOCHHUE MOYEK U MOYEBBIX ITyTEH, NX
(yHKIMOHAIBHOE COCTOSIHUE, OTMETUTh MPU3HAKU OPAXKCHUSI TIOUYEK, YaIIEIHO-
noxano4HbIx cucteM (UJIC), MOYeTOUHHKOB 1 B Cilydae IMHAMHYECKOTO HaOIIto-
JIEHUsI IPOCIEANTD My TH Pa3BUTHS MaTOJIOTMUYECKUX MPOIIECCOB.
[TpoBenenue sKCKPETOPHOH yporpaduu cuuTaeTcs 00s3aTeIbHBIM:!
* TIpH TIOOBIX N3MEHEHMAX aHAJIHM3a MOYH, HOCSIINX CTOWKUH XapakTep;
AT
* TIOYEYHOI KOJMKE, MOBTOPSIOIIUXCS OOJISIX B dKMBOTE HESICHOM 3THOJIOTHH;
¢ JI0CTAaTOYHO MJIMTCIbHBIX HAPYHMICHUAX (byHKHI/II/I MOUYCHUCITYCKAHUA U CUM-
NTOMAaX MOPaXKEHUS HUKHUX MOUEBBIX IyTeH;
* BPOXKJCHHBIX aHOMAJIUAX U IOPOKAaX, KOTOPBIE MOT'YT COYETaThCs C aHOMA-
JHSMH OPTaHOB MOYEBOH CHCTEMBI (HAIIpUMep, MOPOKH Pa3BUTHS MOJTOBBIX
OpTaHOB);
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* OIYXOJSIX B )KUBOTE;

* TOZO3peHHHU Ha Hehpo(ypo)IuTHas;

¢ IIATOJIOTNMYCCKHUX HN3MCHCHUAX ITOYCK, CO6HpaTeJ'IBHOﬁ CHUCTCMbI, MOYC-

TOYHHUKOB, BBIABJIICHHBIX NPU APYTUX UCCICAOBAHUAX (yHI)TpaSByKOBaﬂ
JIUATHOCTHUKA).
Heo0xonuMo MOMHHTB, YTO B OTIMYHE OT YJIBTPa3ByKOBOW IHAarHOCTHKU
SKCKPETOpHas yporpadusi He SBISACTCS Oe3BPEIHBIM M OE30IaCHBIM METOIOM
HCCIIeTOBAHMSA, TOTOMY Ha3HauUeHHE JAHHOTO BUIa 00CIIEIOBAHUS TOJDKHO OBITH
CTpOro 000CHOBAHO.
[IpoTnBONOKa3aHMs K MPOBEJICHUIO SKCKPETOPHOH yporpaduu:
* TsDKeJIbIe 3a00IeBaHusI TOYEK C a30TEMUEH;
* BBIp@)XEHHOE HapyIIeHHE KOHIIEHTPALMOHHOH CIIOCOOHOCTH TOYEK;
* TSDKEJNbIC MOpPaKeHIS MTeUeHH ¢ (PYHKIIMOHAIBHOW HETOCTaTOYHOCTHIO;
* TOBBHIIICHHAS YYBCTBUTEIBHOCTH K HOIY;
* KOJUIAIC, IIOK.
Iloozomoexa Kk uccnedosanuro. Jns nmydiieit BU3yaan3aluy movek, cooupa-
TENBHON CHCTEMBbI, MOYETOUHUKOB HEOOXOAMMa ITOATOTOBKA, TaK KakK ra3 v coaep-
KMMOE KUIICYHHKA MOTYT 3aKpbIBaTh TEHb UCCIIEIYEMOTO OpraHa.
OnTUManbHOM IS IETCKOTO BO3PACTa CIMTASTCS HEOOpEMEHUTENbHAS IS
00JIFHOTO TTOITOTOBKA KHUIIIEYHUKA: 32 2—3 THI 10 IPOLETyPHI OTpaHIYeHHE TPO-
JIYKTOB MMMTaHMS, BEI3BIBAIOIINX MTOBHIIIEHHOE I'a3000pa3oBaHue (CHIPbIE OBOIIH,
COKH, MOJIOKO, YEPHBIN XJIeO U JIp.); THICPTOHNYECKAs COJIEBAsi OUUCTHTEIIbHAS
KJIM3Ma BEUuepoM HaKaHyHe HccienoBaHus (00beM KIu3Mbl — 50 MII/TOI )KU3HH);
TIPHEM JIETKOTO 3aBTPaKa Iepe Nccie0BaHueM IS TPEAO0TBpanieHust 00pazo-
BaHUS «TOJIOTHBIX) T'a30B.
Bo3MoxHO Ha3HaYSHHE MTPETIapaToB aACcOPOMPYIOMIEro AeHCTBIA 3a 2—3 THSA
JIO HCCIIC/IOBAHMUSL.
Memoouka nposedenus IKCKpemopHoil ypocpaguu. B nepByro ouepenpb
BBINOJHSAETCST 0030pHBII CHUMOK OPIOIIHOHM MOJIOCTH M 3a0pIOMIMHHOTO MpPO-
cTpaHcTBa. Jlanee BBOAAT KOHTPAcTHOE BEUIECTBO. PacdeTr m03bI BBOANMOTO
KOHTPACTHOTO BEIECTBA MPEACTaBIeH B Tadmute 2.19.
[Ipemapar BBOIUTCS BHYTPUBEHHO B TeUeHHE |—2 MHUH B MOJOTPETOM BHUJIE
(25-30°C) B mpucyTcTBUH Jiedaero Bpada. HemocpeacTBeHHO mepen BBeze-
HHUEM KOHTPACTHOI'O BEIIECTBA ITOJIHOCTHIO OIIOPOKHACTCA MOYEBOH ITy3bIPb.
W3 mexnuueckux mpetosanuil 0CHOBHBIMU SIBIISIIOTCSI:
* BBINOJIHEHHE BCEX CHHMKOB IPH OAMHAKOBOM (DOKYCHOM PACCTOSHHUH
U CTPOTO OMPEACTICHHOM HaIPaBIICHIH [IEHTPAIBHOTO MyYKa JTy9ei;

* peHTreHorpadus MPOU3BOTUTCS MPH BO3SMOKHO MAJBIX SKCHO3HUIIHIX
Ha (haze MaKCUMAJILHOTO BBIZIOXA;

* BpeMs MPOSIBIICHUS CHUMKOB KaXI0H CEpUU JOJDKHO OBITH OMHAKOBBIM,
4TOOBI HE BOSHUKAJIO PA3JIMYMIA B KOHTPACTHOCTH M ONITUYECKOH IIOTHO-
CTH PEHTTEHOBCKOTO H300pakKeHNSI.

[Ipu sxcKpeTopHOi yporpaduu nenaercs cepus CHUMKOB. [lepBast peHTreHo-
rpamMMa 3KCIIOHUPYETCs Ha 6 MUH B OPTOCTATHIECKOM ITOJIOKEHUH, OCTAIBHBIE —
Ha 12, 18 1 25 MUH TIpu TOPH3OHTAIBHOM MOJOKEHHH TeNa. B yclIoBusaX pe3ko
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Ta6bnuua 2.19. PacueT 803bl ANs BHYTPYBEHHOIO BBEAEHUS KOHTPACTHOIO BeLlecTBa

MokasaHune K?Hueu'rpauvm 06bem MpumeyaHna
noaa, mr/mn
Yporpadus skckpe- -
TOpHas:
NeTn Maccom <7 Kr 240 nnun 4 mn/Kr
300 3 mn/Kr
DeTn Maccon >7 Kr 240 unun 3 mn/kr
300 2 mn/Kr (makc. 40 mn)
LUndpoeas cy6Tpakum- | 300 unm 350 20-60 mMn1 Ha MHDb- -
OHHas aHrnorpadusa eKkumto
Ycunenwne npu KT:
netn 240 2-3 Mn/Kr Mmacchbl B otaenbHbIx cnyyanx
Tena - o 40 mn BO3MOXHO BBEAiEHME
no 100 mn

BBIPOKEHHBIX AHATOMUYECKUX U (PyHKIMOHAIBFHBIX H3MEHEHUH TI0YeK U BEPXHUX
MOYEBBIX HyTef/'I MpUXOaUTCH HpI/I6eFaTI> K BBIIIOJITHEHUIO OTCPOYCHHBIX CHUMKOB
yepes 2, 4, 8 4 u Ooee ¢ MOMEHTA Havajla UCCIICIOBAHUS.

Humepnpemayus pe3yiomamos ucciedoganus. B aeppomorudeckoit K-
HUKE 3KCKpETOpHasi yporpadus MO3BOJSAET MOIYYATh JOCTATOYHBIC CBEICHHUS
0 COCTOSTHHH TTOY€EK, MOYEBBIBOAAIINX IMyTeH y 85-91% OonpHbIX. [Ipu BeITION-
HEHUU 0030pH020 CHUMKA OPIONTHOHW TOJIOCTH W 3a0PIOIIMHHOTO TPOCTpPaH-
CTBa OIICHUBACTCS COCTOSHHE KOCTHOW CHCTEMBI, IOPOKH Pa3BUTHUS KOTOPOW
B 17-25% cnydaeB coueTaroTcs ¢ MOPOKaMH pa3BUTHUS Modek. Takxke BBISBIS-
FOTCSl TCHH KOHKPEMEHTOB, BBIISIAIIAX KaK OYard 3aTeMHEHUS Ha (POHE TCHH
MTOYEK HIIH IO X0y MOYETOYHHKOB. [10 0030pHOMY CHUMKY OIIEHHUBAETCS Kade-
CTBO MOATOTOBKH OOIBHOTO K PEHTTEHOIOTHIECKOMY HCCIICAOBAHHIO.

WuTepnperanus 5KCKpeTOPHOH yporpaduu mpeaycMaTpruBaeT 00a3aTesHoe
olpeziesieHUe pazmepos nodek. VIamepstores 2 pa3mepa: uiMHa 1o Haubolsee
YAAJCHHBIM TOYKAM TIOYCYHBIX TIOFOCOB U IIMPHHA HA YPOBHE MIOUCYHBIX BOPOT.
OreHUBas JaHHBIC YKCKPETOPHOH yporpadpuu, HCOOXOIMMO 00paTUTh BHUMAaHHE
Ha nonooicerue noyex. IIpu MoJ03peHNN Ha TUCTOIIHIO IOYEK CIIEAYEeT OPHEHTH-
pOBaThCS Ha BO3pPACTHBIC ITOKA3aTeIl HOPMAIIbHOW peHTreHoanatoMud. [louka
obnamaer GU3NOIOTHICCKON TOABIKHOCTBIO, CBSI3AHHOW C aKTOM JBIXaHUS
U U3MCHCHHEM IIOJIOXKCHUA TEia. HOpMaHLHaﬂ MMOABUKHOCTD IPHU U3MCHCHUU
MOJIOKEHUS TeJla U3 TOPU30HTAIBFHOTO B BEPTHKAILHOE HE MPEBHIIIACT BBICOTHI
TENa OJHOTO MO3BOHKA. YBCIIMYCHHAS MOIBIKHOCTH IMOYKU CBUICTCIBCTBYET
0 Hamu4uHu Hedpomro3a. boree TOUHBIE CBEACHUS O MOIOKESHUHU TIOYKH MOXKHO
MOJIYYHTh ITOCIIE TIPOBEACHUS aHTHOTpaduu, KOTOpas MO3BOJSET ONMpPEHEIUTh
YPOBEHb OTXOXKACHHUS TIOUYEYHON apTepuH.

B ctpoennn nHopmansHoit YJIC mMeeTcs MHOXECTBO BapUaHTOB, B CBSI3U
C YeM HEPEeIKO TPYIHO OTIUYUTH HOPMAaJIbHOE M300paKEHHUE OT MaTOJOTHYEe-
ckoro. Paznuuaror OonbIve W Mayble MOYCYHBIC YalleyKd. B Kakmol maioi
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Yamnreyke UMeeTcs meiika, coOCTBeHHO yamiedka u GopHukc. lllefika mpen-
CTaBIsET COOOM y3Kyr0 TPyOKy, KOTOpas COCOMHSETCS C MOJOCTHIO OONBIION
Yaiieyku, (POPHUKC HETTOCPEACTBEHHO MPUIICKUT K OCHOBAHHIO KOHYCOBHJHOTO
COCOYKa.

Toyeunasn noxanxa onpenensiercss Ha ypoBHe Il MOSCHUYHOTO MMO3BOHKA.
Hopmansnas YJIC umeer TpeyrosipHyio (GopMy, IIpUYeM OCHOBAHHUE TPEYTOiIb-
HHKa BCETJa NapajuleIbHO MPOAOIBHON OCH Tena. Y JIeTed paHHEero Bo3pacra
JI0XaHKa pacrojaraeTcs BHyTPUIIOUEYHO 1 UMeeT (hopMy NOTyIyHHs. B TeueHne
1-ro roaa )XU3HH, KOTJla pa3/IBUIaroTCA IMOJIF0Ca MOYCK U OTKPbIBACTCSA MOYEIHBIH
CHUHYC, OKOHUATEIbHO (POPMHUPYIOTCS JIOXaHKU pa3HO00pa3HOH (OPMEI.

Haubomnee yacto Berpevaronuecs ghopmor 4JIC:

* BHYTPHIIOYEHYHBI THII, IPH KOTOPOM HEOOIbINIAs JIOXaHKAa TPEYrOJbHOH
(hOpMBI IETTMKOM PACIIONOKEHa BHYTPH CHHYCA M CO BCEX CTOPOH 3aKphITa
[IOYEYHOM NMapeHXUMOI];

* CMEIIAHHBIM THII, KOTAa OONbIIast YacTh JIOXaHKH PAcIlONoKeHa BHYTPH
CHHYCa, MCHbIIIAasA — BHC €T0,

* BHEMOYEYHBIH THUIl — JIOXaHKA 3HAYNUTENIHBIX Pa3MEpoB, IIAPOBUIHOH
(OPMBI, JIEXKHUT BHE CHHYCA, YJACTHYHO NPUKPHITA NepetHel ryooid. Taxske
K 3TOMY TUITy OTHOCHTCSI JIOXaHKa IIapOBHIAHON (POPMBI C IIMPOKUMH ILEH-
KaMH U 4JalledKkaMH, OOJIbIIEH YacThIO JIS)KAIasi BHE TAPEHXHMBL.

[pu o6cmpyxkmuenoil yponamuu B IEPBYIO Ouepellb CTPaiaeT POPHUKAIb-
HbBIN afnrmapar 4Jamicuck. PenTrenonoruyecku 310 BbIpaXac€TCsd B U3MCHCHUU
cBozia varredek. B Hopme ¢opHukc obnamaer okpymioi ¢opmoit ¢ ocTpeIMu
yrnamu. [Ipy Hanmmauyu 0OCTPYKIIMK MITH BBIPRKCHHOTO BOCIAJIMTEIILHOTO MPO-
1Iecca CBOJIBI YaIIEUYeK NMEIOT PA3MBIThIC, HEUETKNE KOHTYPHI, OCTpPBIE YIIIBI UX
OKPYIIISIIOTCS U IIPEACTABILIIOTCS criiaskeHHbIMHU. [Ipu mporpeccupoBanum 3a00-
JeBaHus POPHUKAIBHBIN OT/IEN YalIeuKH pacuIupseTcst K nepudepuu, Jamedxa
UMeeT OKpYIIylo (opmy, 3TH M3MEHEHHUs] MOTYT codeTarbesi ¢ aehopmarueit
OTJENIBHBIX TPy yanieuek. [lapasensHo n3MeHeHUsM B pOpHHUKAIBEHOM aria-
pare MEHSIOTCS ¥ IEeHKN Yalledek, KOTOPhIe TP BOCTIAIIMTEIBHBIX IpoIieccax
Yale BCETO HMEIOT BBITIHYTYIO (GOpMYy.

Pacmmpenne meek Jarnedek HaOMIOZaeTCs MPH BCEX BHIAX OOCTPYKIMH
MOYEBBIX MyTEH, B HAYAJIbHBIX CTaIUsIX IHApOHe(dpo3a, yaABoeHnH ouek, [IMP,
Merayperepe W JpYyroi MaTojIOrHy, CONPOBOXKIAIOIIEHCS HapyLIEHUEM YPOIH-
HaMmuKH (puc. 2.4, 2.5).

Jedopmarus qanieuex n ux meek B OOIBIIMHCTBE CIy4aeB CONPOBOKAACTCS
JVJIaTalyeil MoYedHON JTOXaHKH. [Tuenookmasus SBISETCS OJHUM M3 YacCThIX
PEHTTEHOIIOTHYECKHUX CHMIITOMOB. DTOT CHMITOM Hallleé BCETO BBIIBISAETCS,
KOI/Ia HapyIlIeH 1acCak MOYH BCIIEICTBUE MEXaHUYECKOTO MPETSITCTBHS.

[Ipu BHYTPHUIIOYEUHOM PACIIOIOKEHUH JIOXaHKU KaK IPU OOCTPYKIMH, TaK
¥ TIpH BOCHAJIHUTEIHHOM Hpoliecce creneHb pacimpenus YJIC uame Bcero
ObIBaeT oquHaKoBOH. [IpHunHa 3TOTO 3aKIFOYAaETCs B PE3UCTEHTHOCTH JIOXaHOK
MOJO00HOTO THIIA K MOBHIMICHUIO naBineHus. YBenmmderne YJIC B aTuxX ciydasx
MIPOMCXOAUT 32 CYET AECTPYKIUHU (POPHUKAIBHOTO almnapara, IMposBIIAIOIeics
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Puc. 2.4. Yporpamma pebeHka (rugpomeraypetep).

IpUOOBUIHON (QOPMOI UalIeuek, Pe3KUM UCTOHYCHHEM IIeeK, HeTHITHIHBIMH
O4YepTaHUSIMH JIOXAHOK.

Heo0xoanmo takxke o0paTuTh BHUMaHHE Ha WUPUHY KOPKOBO2O ClLOSI TIOUEK,
0COOEHHO B 00JIaCTH Yalledek CPEJHEr0 U BEPXHET0 pora; yMEHBILIEHHUE €ro, T.¢.
MPUOIMKEHHUE YaIlICUeK K TMOF0CaM MOYEK, TOBOPUT O HAJIMYHUHU PyOI[0BO-CKJIC-
POTUYECKOTO MPOIIECCca B MAPCHXUME TIOYKH.

W3MeHeHHE MIUPHUHEBI MPOCBETA MOYEMOYHUKA HA ypOrpaMMax 3aBUCHT
OT BU/Ia ATOJIOTUH U IABHOCTH Mpoliecca. BpoxIeHHOE pacIupeHrue MOYETO-
HHUKa OOBIYHO CBSI3aHO WJIU C TIPEMSATCTBUEM B IOKCTABE3MKAJIHHOM OTJIEINE €ro,
WJIM C HEPBHO-MBIIIEYHOH THCIUIa3uel BCell BHIBOMAIIEH cucTeMbl (puc. 2.6).

[probpeTeHHOE paCIIMPEHUE MOYCTOYHHUKOB, KaK IMPABUIIO, COPOBOXKIACTCS
[IMP; cTeneHb pacipeHus Ipy STOM camast pa3iuysas. Ha yporpamMmmax ModeTod-
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Puc. 2.5. Yporpamma pebeHka (BblpaxeHHoe pacwmpeHne YJ1C npaBoi NoYku — rngpo-
Heppo3s).

HUK BBITIOJIHCH KOHTpaCTHI)IM BCUICCTBOM Ha BCEM HpOTH)KeHI/II/I U HC UMECT (1)1/131/10-
JIOTHYECKUX LIMCTOMJIOB. 3alOHEHHE MOYETOYHHUKOB KOHTPACTHBIM BEIIECTBOM
Ha BCEM MPOTSDKCHUH 0€3 3HAYUTEIFHOTO PACIIMPEHUS MPOCBETa MOXKET CBHUJIC-
TENTBCTBOBATH O HAPYIICHUH €T0 TOHYCA BCIICACTBHE BOCIAINTETLHBIX H3MCHECHH.

Bmsyansnas onenka coctogaus YJIC maeT BO3SMOKHOCTH BBISIBUTH YMEHb-
LIEHUE Pa3MEPOB 3a CYET CAABJICHUS OKpYKaroUlel napeHXuMol. MoKHO oTMe-
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Puc. 2.6. Linctorpamma pebeHka ¢ KnanaHom 3aHei ypeTpbl.

TUTh HATWYHE Ae(PEKTOB HAIIOIIHEHHS, KOTOPhIe O0YCIIOBICHBI KOHKPEMEHTaMH,
OIYXOJICBBIMHU 3200JICBAHUSIMH, COCYIUCTHIMH KOMIIPECCHUSAMHU. AHOMAaIbHOE
PACIOJIOKECHUE YallIeueK 1 UX IIeeK, OTTECHEHHE UX K Mepu)epur MOYKH Jare
BCEro OBIBACT CBSI3aHO C KUCTO3HBIMH 00pa3oBaHUSIMU B mapenxume. [1pu Tpas-
MaTHYCCKOM MOPaKCHUH MM HEKPOTHYECKOM IPOIECCe YAAeTCs HaOIIonaTh
MIPOHUKHOBEHHE KOHTPACTHOTO BEIIECTBA 3a MpeAeibl (POPHUKAIHHBIX OTAETIOB
garmeyeK B TOJIIY MOYeIHON TKaHU.

PaHbIlie OMHUM M3 BOXKHEUIINX 3JIEMEHTOB TPAKTOBKU IKCKPETOPHBIX YpO-
rpaMM sIBJSUIACH OLCHKA (YHKYUOHANLHO2O0 COCMOANUS NOYeK U CIIOCOOHOCTH
MOYCBBIX ITyTEH IBaKyupoBarh Mody. [lon GyHKIHEH OYeK MpH PEHTTCHOKOH-
TPacTHOM MCCIICAOBAHUN IOHMUMAIACh CIOCOOHOCTh HeppoHa (GUIBTPOBATH KOH-
TPaCTHBIN TIpenapar ¥ KOHIIEHTPUPOBATE €TO B KaHAIBIIEBOH cucTeMe. OOBITHO
0 (DyHKIIMH TTOYEK CYAMIIHN M0 MHTEHCUBHOCTH KoHTpacTuposanus YJIC Ha npo-
TsokeHuH nepBbix 20-30 MUHYT dKCKpeTopHO# yporpaduu. Ho, kak npasuio,
ATOT BU3YaJIbHBII METON HE TOYEH, TaK KaK CyIIECTBYET Psijl SKCTpapeHaIbHBIX
(haKTOPOB, BIUSIONIMX HA ONTHYECKYIO TNIOTHOCTh PEHTIEHOBCKOTO U300paKe-
Hus. K Takum akropam OTHOCATCS: CTEIICHD BRIPAXXCHHOCTH a3POKOIUH, 1032
U XUMHAYECKIE CBOHCTBA BBOIUMOTO KOHTPACTHOTO BEIECTBA, TOJIIIMHA MATKIX
TKaHEH B IPOCKINA MTOYEK, TEXHUIECKHE (PaKTOPHI, CBSI3aHHBIE C SKCIO3UIINEH
1 00pabOTKOW CHUMKOB, UCIIOJIb30BaHKE JICKAPCTBCHHBIX MMPENapaToB, BIIHIIO-
mux Ha nuypes. Ceituac ¢ BHeApeHUueM Ooliee COBEPLICHHBIX METOAOB Jlabopa-
TOPHOU JTUATHOCTHKH, OMPEICIMIONNX (PyHKIIMOHAIBHBIC CITOCOOHOCTH MOYCK,
HMHTEpIpETALHS SKCKPETOPHBIX YpOrpaMM € 3TUX MO3ULUI HE MTPOBOAUTCS.
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Ha pesynbsrarsl 9KCKpeTOpHOIl yporpadun OKa3bIBaeT BIMSHHE HEKOTOPas
HE(HU3HOIOTHIHOCTD 3TOTO METO/IA, TAaK KaK KOHTPACTHOE BEIIECTBO, BBOANMOE
B KPOBSIHOE PYCIIO, SIBJISIETCS Ty KEPOJHBIM BEeIeCTBOM. [laHHOE 00CTOSTENbCTBO
HAJI0 YYUTBIBATh IIPU YTEHUU YPOrPaAMM.

PentreHonoruueckas KapTHHA 6epXHUX OMOEN08 MOUEBbIBOOAUUX Hymell
MIpU BBIBEACHUHM MOYKAMHU BBHICOKOKOHIICHTPHPOBAHHOTO KOHTPACTHOTO IIpe-
rapara oTiIHdYaeTcsa psgoM ocobeHHocTeil. Kpome mimrensHONW pereHnnn
KoHTpacTHOTO BemecTsa B YJIC Hepenko HabmonaeTcst 3aMETHOE pacIIpeHNe
coOupareIbHbIX MOYEUHBIX MOJIOCTEH, Aedopmalis GOPHUKAIBHBIX OTHAE-
JIOB HalICUYCK, pE€TPpaKIUA NOYECYHbIX COCOYKOB, paCIIMPECHUE U U3BUJIMCTOCTD
MOUYETOYHUKOB. /laHHBIE U3MEHEHHS BO3HUKAIOT U3-3a TOTO, UTO BBICOKOKOH-
LIEHTPHPOBAHHOE KOHTPACTHOE BEIIECTBO 00Ia1aeT CIOCOOHOCTHIO OKa3bIBaTh
MECTHOE BO3JICHCTBHE Ha ITAJKYyI0 MYCKYJIaTypy MOUYEBBIBOISIINX IyTEH,
BBI3BIBas BpeMeHHoe cHIbkeHne ToHyca YJIC u moueTouHnKoB. Hemp3s Takxke
HUCKIIOUUTh BO3MOKHOCTh CHUIKCHHS DTOM PE3UCTCHTHOCTU ITPU HEKOTOPBIX
MaToJIOT'MYCCKUX COCTOAHHUAX, B HaCTHOCTHU BOCIHAJIHUTCIIBHBIX 3a00JIeBaHMAX
MOYEBOTO TpakTa. BrimonHenue cHuMKa Ha 40-i MHHYTE YacTO IMO3BOJSET
yOenuThCsl B HOpMaJIM3allii TOHYCa MOUYEBBIX ITyTEH M ClesiaTh 3aKIII0UCHHE
0 (U3HOJIOTHUECKOH TPUPO/IE BEISIBICHHBIX PaHEe PEHTTCHOIIOTHYECKUX U3Me-
HEHMU.

He menee BaxxHBIC BBIBOJBI yIA€TCA CACIATh HA OCHOBAHWU U3YYCHHUA JTaHHBIX
0 TMHaMHKE MOYEBBICICHHS IIPH SKCKPETOPHOI yporpaduu. BHe 3aBucMMOCTH
OT COCTOSIHUSI BOJHOTO OajyaHca opraHu3Ma IIMK MOYEBBIACIECHHs HaOIonaeTcs
B TEUCHHE MEPBBIX 5 MUHYT HCCIICIOBAHNUS, YTO SIBISIETCS CIIEACTBUEM ITOCTYILIE-
HUSI B KPOBSHOE PYCJIO KOHTPACTHOTO BEIIECTBA, 00JIaAI0IIET0 BHIPAKEHHBIM
ocMmoTHyeckuM 3¢dexkrom. B 3T0T mepmon amypes yBenmumBaercs B 3—8 pa3
M0 CPaBHEHUIO ¢ (DOHOBBIM YPOBHEM, U Ha yporpamMMe HEpeaKO OTMEYaroTCs
OTYETIIMBbIC IPU3HAKK HAPYLIEHHS I1acca)ka MOUYH: ITUEJI0AKTa3us, ehopManus
yaleuek, paclIupeHue MOYETOUHUKOB.

VYXe [aBHO YCTaHOBJICHO, YTO IIPH BBICOKOM JHYype3€ MOYEBHIE MYyTH
HE MOTYT IIOJTHOCTBIO CIIPaBUTHCS C IBaKyanued Moun. Kak CBUIETEIbCTBYIOT
JIeKTPOMHUOTrpaUIecKre MUCCICIOBaHNUs, PE3EPBHBIC BOZMOXHOCTH INIaJKON
MYCKyJIaTypbl MOUEBBIX ITyTeH B YCIOBHUAX (POPCHPOBAHHOTO AMype3a ObICTPO
uctomatorcs. B nepByto ouepens 910 oTHOCUTCS K YJIC BHYTPUIIOUEUHOTO THIIA.
B pesynbrare HabmogaeTcsi KOMIIEHCATOPHOE PACIIMPEHUE BEPXHUX MOUYEBBIX
MyTel ¥ BpPEMEHHOE CHIDKCHHE MX TOHYyca. Takoe COCTOSHHE IPOAOIDKACTCS
o 20-30-it MUHYTBHI KCKPETOPHOU yporpaduu, Mocie Yero TOHYC IIaJKoi
MYCKyNaTypbl 9aCTU4HO BoccTaHaBnuBaercs, YJIC 1 MOYETOUHUKH COKpamia-
IOTCA U U3TOHAKOT U3JIMIIKH MOYH.

OcHOBHBIM JH(depeHInaNbHBIM KpUTEpHeM (OpPCHPOBaHHOTO TUype3a
OT OOCTPYKTHBHOHN ypONaTHH CIY>KUT IPHHIIHIT TOBTOPSIEMOCTH PEHTICHOJIOT H-
YecKnX M3MeHeHn. Ecinn Ha Bceli cepun yporpaMM OTMEYatoTCst OTHOTHITHOCTh
1 cTabWIIbHAS BBIPAXEHHOCTh CHMITOMOB YPOJHMHAMHYECKHX PACCTPONCTB,
MOKHO CJ/IENIaTh BBIBOJ B TIOJIb3Y OPTraHUYECKOTO IOPAKEHHUS MOUEBBIX ITyTEH.
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lNMoyeynas aHzuozpacpus

[ogyeunas anrrorpadus MO3BOIAET OLIEHUTD IIOYSTHBII KPOBOTOK M aHATOMHYE-
CKOE€ CTPOCHHE MoueK (TUIOIUIa3ns, KUCTa, OITyX0Jb, CMOPIICHHAs 1mouka). Kak
MIPAaBUJIO, JAHHOE UCCIIEAOBaHKUE NTPOBOJUTCA B CIICIHATU3UPOBAHHBIX OTAEIe-
HUSIX M CTAI[IOHAPaX.

Ilokazanun Kk npoeedenuro ucciedosanus. OCHOBHBIM MOKa3aHUEM JUIS
MPOBEACHHUS aHTHOTPahUIECKOTO MCCIEAOBAHUS SBISIETCS HAJMYHAE CTOWKOM
AT B nerckoM Bo3pacTe NpUUMHON THIIEPTEH3MOHHOTO CUHAPOMA Yalle BCETO
CIY)KUT MOPOK Pa3BUTHI MOYKH U €€ cocyauctoro pycia. Okomo 25% Bcex
MOYEYHBIX 3a00JIeBaHUN 00YCIIOBIICHBI IEPBUYHBIM ITOPAKEHHUEM COCYIHCTON
CHCTEMBI WJIM MPOTEKAIOT ¢ IpeoliiafaHueM B KIIMHUYECKOH KapTHHE BBIpa-
JKEHHBIX TEMOIWHAMHYCCKUX HapyIICHHH B mouykax. OOBIYHO K aHTHOTpa-
(UyecKOMy HCCIEOBAaHUIO MPHUOETraroT MOCJe BBITONHEHHUS YKCKPETOPHON
yporpadumu.

BaxxHoe MecTo 3aHUMaeT aHTHOrpad st IIPH TaK HA3bIBAEMOM ICCECHIIMATBHON
reMarypu, HeponTose, TuapoHedpo3e, OMyX0JIAX U KUCTO3HBIX 3a00JICBAHUSX
MOYeK.

[MoxaszaHus K MPOBEACHUIO TOYCIHON aHTHOTPA()UH B LIEIIOM CBOIATCS K CIIe-
ITYFOTIIUM:

* «HEMas IT0YKay — OTCYTCTBHE HIIH Pe3KOe CHIDKCHNE (PYHKITIH MTOYKH;

* «MaJieHbKas IoYKa» — JUis AU PepeHraIbHON TMarHOCTHKY C THITOILIA-

3U€H U CMOPLIUBAaHUEM,;

* OITyXOJIb TIOYKH WIIM OITyXOJIb B OPIOIIHOM MONOCTH — /IS BBISIBICHHUS €€

TIPUYUHEI (TTOYKH, HAAITOYCUHHUKH, TICUCHB);
* THIPOHE(PPO3 — IPH TOTO3PESHUH HA TOOABOUHBII COCY/ H JUIS OTIpeelie-
HUS XUPYPTHYECKON TaKTHUKH;

¢ IIaToJIOTHYECKasd IIOABHXHOCTH IIOYKHU U He(prl'ITOB;

* crorikas Al

* TpaBMa ITOYKH — IIPHU MOJJO3PEHUH Ha MOBPEXKJICHNE €€ HOXKKH;

* CpamieHHAs MOYKa — IMPH HEOOXOMUMOCTH YTOYHEHUS KapTHHEI €€ KPOBO-

cHaO>KeHUSI.

[IpoTHBOTIOKA3aHUSAMH K IIPOBEACHUIO AaHTHOTPAQHH SBISIOTCS:

* TsDKeble 3a00JIeBaHUS TIOUEK C a30TeMHUeH;

* cepaeyHas U JIeTOYHasi HeI0CTaTOYHOCTb;

* TIOBBINICHHAs! YyBCTBUTEILHOCTD K HOIY.

Ha cepun CHUMKOB, BRITIOJTHEHHBIX ¢ KOPOTKUMH WHTEPBAIAMH, Pa3INIaloT
apTepruaNbHyIo (apTeprorpaMma), MapeHXxuMaTo3Hyo (HedporpamMma), BEHO3-
HyI0 (BeHOTpamma) ¢a3sl U (pa3y SKCKPETOPHON YpOrpaMMEI.

B apmepuanviyio ¢pazy KoHTpacTHOE BEIIECTBO 3aIONHAET IIOUSUHBIE apTe-
PpyUHU U X BETBU: B HAYaJIC — OCHOBHBIC BCTBU MOYEYHON apTepuu, 1no3aHee — pas-
BETBJIEHHS [T0YEYHOH apTepuu 4-ro nopsiaka. Ha aToM aTare MOXKHO OnpesienTuTh
BapHaHTHl KPOBOCHAOKEHUS IMOYKH, ATOJOTUICCKUEC M3MEHEHHUS IMOYCHHBIX
apTepuii M UX BETBEH (CTEHO3, aluIa3nsl, TUIIOIUIA3Hs, aHEBPH3Ma U JIp. ).



104 naga Il. MeTofbl 06cnenoBaHna aeTen ¢ 3a601eBaHNUAMN NoYeK

B @azy megpocpammer npodunsrpoBaBmIeecss KOHTPACTHOE BEIIECTBO
3aII0JIHACT KaHAJBIIBI, JOCTUras MAKCUMyMa K 6—7-i ceKyHJie 1ocie BBEICHHs
KOHTpacTa. Bo BpeMms 3To# (a3bl MOXKHO OLIEHHTh KOHTYD IOYEK U MOYEYHYIO
napeHxumy. JleheKxTl 3anonHeHns TapeHXUMbl T03BOJISIOT BBISIBUTH BHYTPH-
MovevHble 00pa30BaHusl, TOIa KaK MHTEHCUBHOCTb KOHTPACTUPOBAHUS U BpeMsl
HacTyIuieHus Hedpodassl OTpakaeT PyHKINOHAIFHOE COCTOSHHE TTOUYCK.

Benosnas ¢haza xapaxrepusyercsi BBIBEJICHHEM KOHTPACTHOTO BELIECTBA
13 II0YKH [0 BEHaM B OOIIYIO0 II0YEYHYIO BEHY, YTO IT03BOJISET OLIEHUTh BEHO3HBIH
ortok. Hagano sroit daser — uepes 8-10 c.

®Da3za sxckpemopHou ypoepammul Xapakrepusyetcs 3anonnenuemM YJIC koH-
TPACTOM C TIOCIIEIYIOLINM TIONaJaHuEeM €ro B MOYETOUHHK ¥ MOYEBOH ITy3bIpb.
OHa npaKkTHYECKH HE OTIANIACTCS OT SKCKPETOPHOH yporpad iy 3a HCKIIIOYEHHEM
6oree YeTKOro KOHTPACTHPOBAHNUS MTOJIOCTHBIX CHCTEM ITOYEK.

TonkoBaHHe apTEepPHUOTrpaMM IIPEyCMATPHUBAET OIPEIeIeHHE YPOBHS OTX0XK-
JCHUS TIOYEUHBIX apTepuil OT aopThl, HX IUaMeTpa M XapaKTepa BETBICHHS
B IT0YKE, HACHIILIEHHOCTH COCYIUCTOrO PUCYHKA B KOPKOBOM CJIO€, HHTEHCHBHO-
CTH U OJTHOPOJHOCTH Hedporpaduueckoro s dexra. ConocTaBlieHHE apTepUo-
TpaMM, BHITTOJTHEHHBIX B ITOJIOKEHHH JIE)KA U CTOS, Ta€T BOBMOKHOCTh OIIEHUTH
CTEIEHb HATSDKCHHS M BEIPAXKESHHOCTH Je(hOopMaliii COCYANCTON HOXKKH, H3Me-
HEHHE yIJIa OTXOXKACHHUS U JHaMeTpa MaruCTpaabHON apTepHu — BBIIBUTH IIPH-
3HaKH CTEHOTHYECKOTO npouecca. boiplnoe 1HarHocTHYeckoe 3Ha9eHHEe UMeeT
BBISIBJICHUE OECCOCYAMCTHIX 30H M y4YacTKOB IOBBIIICHHON BacKyJspU3allMy,
YKa3bIBAIOLIMX COOTBETCTBEHHO Ha BO3MOXKHOCTh KUCTO3HBIX HJIM OITyXOJIEBBIX
00pa3oBaHMI B ITOYKE.

Becbma xapakrepHa aHTHOrpaduueckas KapTHHA IPH MHOXKXECTBEHHBIX
KHCTaX B MMO4e4HOil mapenxume. Ha ¢asze HedporpamMmbl 0TMEUAIOT MHOXe-
CTBEHHBIE YYaCTKH IIPOCBETIICHUS OKPYIIOH (hOPMBI, COOTBETCTBYIOLIHE pac-
MOJIOKEHUI0 He(DYHKIIMOHUPYIOLIUX CTPYKTYP.

[Ipu TsHKENBIX MOYEUHBIX 3200JI€BaHUSX, CONPOBOXKAAIOIINXCS IPyOBIMU
COCYICTBIMH HapyIIEHUSIMA 1 3HAYUTEILHBIMU (DYHKIIMOHAIBHBIMH PacCTPOH-
CTBaMH, SKCKPETOpHAs yporpadus MOXKET OKa3aTbcs HEJOCTaTOUHO 3(heKTrB-
HOHM B IMAarHOCTHYECKOM IUIaHe M3-3a C1a00ro KOHTPACTHPOBAHHS NapEHXHMBI
U MOYEBBIBOAAIINX IyTeil. AHrHOrpaduuecKoe UCCIe0BaHUE B ITHX CITydasx
TIOMOT@eT B OIpE/EICHUH aHATOMHYECKUX OCOOCHHOCTEW OpraHOB MOYEBOTO
TPaKTa U OLICHKE TSHKECTU IOYEYHOTO ITOPAsKEHUSI.

[Tpumeps! ceneKTUBHON aHTHOTpaduyl y MAMEHTOB C pa3IMYHON NaToIornen
OMC nperncraBieHsl Ha pucyHkax 2.7 u 2.8.

CnupaneHas KoMnblomepHas momoaHauozpagus

KommbtorepHast Tomorpadudeckas anruorpagus (KT-anrnorpadus) — sto
METO/I, 3aKITIOYAIOIINICS B COUSTaHNH TPAAMIHOHHON KOMIIBIOTEPHOM TOMOTpa-
¢un (KT) c anrnorpacdueii, 4To M03BOISIET MOITYUUTD TOJPOOHOE N300paKEHNE
KpoBeHOCHBIX cocynoB. [Ipu KT KpoBEHOCHBIX COCYIOB € IOMOLIbIO PpEHTTEHOB-
CKUX JTyueil 1 KOMIIBIOTEpHOH 00paboTky MH(MOPMAIUK CO3MAETCS TIOCIOHHOE

Bmsyanmsmpylow.me MeTOAbl nccneoBaHUA nNovek

105

Puc. 2.7. CenektnBHaA aHruorpa-
dua (Hopma).

Puc. 2.8. CenekTnBHas aHrorpadus npy onyxonv NeBom NoyKu.
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n3o0paxenne Tkanel. [Iponenypa KT-anruorpadun cxoxa ¢ TpagunnonHoi KT,
HO IIPU 3TOM B BEHY BBOAMTCS] KOHTPACTHOE BEILIECTBO O MPOBEACHHS PEHTTE-
HOBCKUX CHUMKOB. B CBsI31 ¢ TeM UTO HHBEKLIUS KOHTPACTA Yalle TIPOU3BOAUTCS
B BEHY, a HE B apTeputo, cuntaercs, uto KT-anruorpadus MmeHee MHBa3MBHA, YeM
pocTast aHruorpagus.

Bo Bpewmst mpoBenenust KT-anrnorpadun manueHT ykiaablBaeTcs Ha clie-
LUAIBHBIA CTOJHMK, KOTOPBIH IVIAaBHO NEPEMENIAETCS B CHENHAIBHYIO KaMepy.
B sr10i1 Kamepe depe3 TENO NMALMEHTa IO BCEW OKPYKHOCTH IPOILYCKAKOTCS
PEHTIeHOBCKUE Jydd. Pa3Hble TKaHU BBUAY Pa3iMYHOM IUIOTHOCTH B Pa3HOM
CTETeHU IOMIOIAI0T PEHTI€HOBCKOoe n3iyuyeHue. Ha ocHoBaHMH 3TOrO KOM-
MIBIOTEP CO3/aeT YepHO-0eoe n300pakeHue B pa3InuHbIX rpajanusax. Bo Bpems
KT-anrunorpadgun BBOANUTCSI HEKOTOPOE KOIMYECTBO KOHTPACTHOTO BEIIECTBA.
IIpu pacnpocTpaHeHUHr 3TOrO BELIECTBA 10 BCEU COCYAMCTOM CUCTEME COCYIbI
Ha KT cranoBsTcs Gonee KOHTpacTHBIMH. 1Ipu 3TOM KOMITBIOTEp CO3JaeT TPEX-
mepHoe (3D) u3o0paxenue KkpoBeHOCHBIX cocynoB. [lepen KT-anrunorpadueit
HEeoOX0IMMO POBOJMTH OMOXUMHYECKHN aHAJIM3 KPOBH C LIEJIBIO OLIEHKH (pyHK-
LM TIOYEK.

KT-anrunorpadus npoTHBOIIOKa3aHa:

* IIpH HAJIMYUH AJJIEPTUH Ha KOHTPACTHOE BEIIECTBO;

* TspKenbix popmax [TH;

* comyTtcTBytonieM Tsbkenom CJI;

* OEpeMEHHOCTH, TaK KaK PEHTI'€HOBCKOE M3JIyYeHHWE HEraTHMBHO BIIHSET

Ha IJIOZ;

* TSHKEJIOM OOILEM COCTOSIHUY MalMeHTa.

Memoouka nposedenun KT-anzuozpagpuu. Ilepen HagamoM mpomexypsl
C MOMOIIBIO CHEIMAIBHOTO ammapara — A03aTopa — B BEHY PYKH BBOAUTCS
KOHTpPacTHOE BemlecTBo. J103aTop KOHTPOIMPYET CKOPOCTh M J03Y BBEICHUS
KOHTpAcTa.

Amnmapar nmpu HeoOXOAMMOCTH MOXET BBOJIUTH KOHTPACTHOE BELIECTBO
U BO BpeMs HCCIENOBaHMs. BBeeHre KOHTPaCTHOTO BEIeCTBAa HHOTA COMPO-
BOXK/IA€TCS OLIYICHNEM TEIlIa M JIETKOHW TOIIHOTHI. [larueHT JokuTes Ha ce-
LMaJIbHBIA CTONMMK. Jlajmee CTONMMK IUIaBHO BXOOUT B Kamepy. B 3Toil kamepe
HaXOJUTCS TOJNBKO YacTh Teja, IojJiexkalias oOcienoBaHuio. Bpau pacnona-
raercs B APYroil KOMHare, CBSI3b C HUM OCYIIECTBIISIETCA C IIOMOIIBIO CIHKEp-
(ona. PeHTreHOBCKMI M3ITy4aTenb BpalaeTcs BOKPYT MCCIEAYEMOTro y4acTKa
TMAIMEHTa, MPOITyCcKas Yepe3 HEero peHTreHoBckue ayuu. [locie Toro, Kak u3iy-
Yarellb MPOHIeT OAWH KPYT, CTOJIMK JIBUTACTCS BIEpE] Ha HEOONBLION mpo-
MEXyTOK M M3IIy4daTellb BHOBb ONUCHIBAET KPYT. BONBIIMHCTBO anmaparoB [uis
KT-anruorpaduu, HaszsiBacMble cniupaibHbiMu KT-anruorpadamu, criocoOHbI
obpabarsiBarh 60siee 1000 CHUMKOB IPH KakJJOM 000pOTE M3JTydaresis 3a KOpoT-
KO€ BpeMs.

[ocne Becero ceanca MHGOPMAIHS TOCTYNAET B KOMITBIOTE, I7Ie MpeoOpazo-
BEIBACTCS B TpeXMepHoOe m300pakeHue. Bo Bpems npouecca KT-anruorpadum
HE0OXOANMO JIeXKaTh OYEHb CIIOKOWHO. Bpad MokeT MOmpocCHUTh MaIfeHTa
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Ha 20—40 c 3amepxkarp gprxanue. Bes nponenypa KT-aarnorpadun 3annmaer
or 20 MuH 10 1 4.

Ocnoicnenun KT-anzuozpaguu. Haunbornee cepbe3HbIM OCIOKHEHHEM
KT-anruorpaduu siBisieTcst aJuiepruueckasl peakiusi Ha KOHTPacTHOE Belle-
cTBo. OOBIYHO OHA BO3HHMKAET BHE3amHO. [Ipy 3TOM MOSBISIETCS 3y KOXH, €€
MIOKpPacHEHNE, PeXe MECTHBIN OTEK WJIM OJIBIIIKA BCIEICTBHE CIIa3Ma MEJIKUX
OpoHxoB. I1HOTIa KOHTPACTHOE BELIECTBO MONaaaeT moz Koxy. [Ipy 3Tom Bo3HH-
KaeT IMOKpacHeHHe, OTeK niu 60sb. KpoMe Toro, KOHTPacTHOE BELIECTBO MOKET
0Ka3aTh HETaTHBHOE BIIMSHUE Ha TIOYKHU B 3aBUCUMOCTH OT BBEJCHHOTO 00bEMa.

Ha pucynke 2.9 npencrasiena KT-anrnorpadus namyenTa ¢ npusHakamu
CHABJICHUS CTBOJIA JIEBOM MOYEUHON BEHBI.

KomneiomepHaa momozpadghus

KT — sTo nuarHoctuyeckas npouenypa, B KOTOpPOHl UCHOJIb3YETCsS COUYETaHUE
PEHITEHOBCKOTO H3JIy4EHUS] U KOMIBIOTEPHBIX TEXHOJIOTUH IS MOMyUYCHUS
NoTepeyHbIX H300paxeHui (tomorpamMm). KT nmo3Bonsier mony4uTs JieTaabHbIe
n300pakeHust JIIOObIX YacTeil Teja, BKIoYas KOCTH, MBILILEI U BHYTPEHHHE
opransl. [To cpaBHeHHIO co cTanmapTHOU peHTreHorpadueii KT Oonee napopma-
TuBHA. [Ipy cTangapTHON peHTreHorpaduu JIyd HALETUBAIOT HA UCCIEAYEMYIO
obmactp Tena. IlmacTuHa, pacHoONOKEHHAS MO W3yYaeMbIM YJacTKOM Tela,
(buKCHpyeT M3MEHEHUs SHEPIUH JIyda Iocie HMPOXOXKACHUS Yepe3 CTPYKTYphl
opranu3Ma. TakuM 00pa3oM MOXKHO MOJYYUTh OOJBIIOE KOJTHYSCTBO HH(OP-
Malyy, OJJHAaKO IPH PEHTreHOTpaduy HENOCTYITHBI MHOTHE JETaJIM CTPOCHHUS
BHYTPEHHHX OPTaHOB.

IIpu KT y3kuil my4oKk PEHTTEHOBCKUX Jy4e€d IOBHIKETCS BOKPYI Tena.
WNudopmarust 060 W3MEHEHNH SHEPTUH IMydyKa PEHTTEHOBCKUX JIydeil mocTy-

Fa
Puc. 2.9. KT-aHrnorpadus y Manbumnka 15 neT: Npr3HaKu «a0PTOME3eHTeprasibHOro MH-
ueTa» (cmpesika) co caBfieHieM CTBOJIA JIEBOW NMOYEUYHON BEHbI.
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rmaeT B KOMITBIOTEp, KOTOPEIM MpeoOpas3yeT ee B ABYXMEPHOE HM300paKeHHE
TOPHU30HTAIFHOTO FUJTH BEPTHKAIBFHOTO «Cpe3a» Tella (TOMOTrpaMMy) U BBIBOTUT
Ha MOHUTOD.

KT mouex MoxeT ObITH BBIIOJIHEHA C UCIIOJIL30BAHUEM HMIIM O€3 MCIIONIB30-
BaHUs KOHTpacTa. KOHTpacT — 3TO BeleCcTBO, KOTOPOE BBOAST BHYTPUBEHHO
WIA Yepe3 POT, YTOOBI MONyYUTh OOJiee YeTKOE M300paKEHUE HCCIISITyEeMOTO
oprana win TKaHd. KT modex BBIMOTHSAIOT ISl AMATHOCTHKH OITyXOJEH ITOYeK
1 APYTHX TMOBPEKACHUH, MOYSUHBIX KaMHEeH, abCIIeCCOB, ITOJIMKUCTO3a U BPOXK-
JICHHBIX aHOMAJIHH MOYEK, OCOOCHHO Koraa Mpu (GU3HKaIbHOM OOCICIOBAHHH
u pentreHorpaduu nHpopmanus orcyrcrByeT. KT mouek Takke MCHONB3YIOT
JUTS WCCIICAOBaHMS 3a0pIOIIMHHOTO MPOCTPAHCTBA (YacTh OPIONTHON MONOCTH
mo3aay OPIOIIUHEI), PUMEHSIOT MPH OWOTICHU TOYKH, B Ka4€CTBE KOHTPOJIS
U A7 BRIOOpa HEOOXOIMMOTO YIacTKa Il OMOTICHH.

Ilocne ynanenus nouku KT ucnonb3yeTcst A BBIABICHUS HAJIWYMS rema-
TOMBI B ITIOYCYHOM JIOXKEC. HOCHC nepecamm IIOYKU KT BBITTOJTHAIOT, lIT06I:-I
OIICHUTDH pa3Mep U MOJIOKEHUE TIEPECAKEHHOM MMOUYKH OTHOCUTEIFHO MOYEBOTO
my3sIps. [TockonbKy geTn OoJiee YyBCTBUTEIBHEI K paluallid, TO Ha3HAYATh UM
KT-uccnemoBanue MOXHO TOJIBKO B TOM Cydae, KOTa OHO abCOJIOTHO HEoO-
XOJIMMO.

Ha pucynxke 2.10 mpencrasiena KT npu moaxoBooOpa3HOii mouke.

Yucmoypempozpacus

Ilokazanus Kk nposedenuro ucciedosanus. lluctoyperporpadust 1aet BO3MOXK-
HOCTH JWArHOCTHPOBATH IMOPOKH Pa3BUTHA MOYEBOTO My3bIps, [IMP, omyxomm

Puc. 2.10. KT naymeHTa ¢ nogKoBOo6pa3HOM NoYKon (cmpesika).
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MOYEBOTO ITy3bIps, OOCTPYKIHNIO IIEHKH ITy3BIPS WM YPETpPbI, BArMHAIBHBINA
pedIIoKC Y AeBOUEK.

IIpumensiercst Ipu AJIATEIBHON, PE3UCTEHTHOM K JICUEHUIO JIEHKOLIUTY-
pHH, MOUYEBOW MH(EKINH, TIEPCUCTUPYIOLIEH MUKPOTEMaTypHH, PaCCTPONUCTBAX
MOYEHCITyCKaHHs, JJTUTENBHBIX OOJISIX B KHBOTE HESCHOM ATHOJIOTHH, SHYpe3e
1 JHEBHOM HeJepKaHUHM MOYH, TUAPOHEPpOTHIECKON TpaHc(opMaIiy MovekK,
OTCYTCTBUY WM CHW)KEHHM (DYHKIHH MOYKH C OFXHON CTOPOHBI, PACIINPEHUN
MOYETOYHHMKOB M BBIMOJIHEHHH UX KOHTPACTOM Ha BCEM IPOTSHKEHUU HA ypO-
rpaMmax, noxo3peauu Ha IIMP, Bcex BUzax yIBOEHMs MOYEK.

[TporuBONOKa3aHuUs K IPOBEJACHUIO LIUCTOYPETPOrpaduu:

* OCTpbIE BOCHAJIUTENNBHBIE 3a00JIEBaHUS] MOYEBOTO ITy3BIPS 1 YPETPHI;

* MacCHBHas reMarypus;

* TSDKEJI0€ COCTOSTHHUE peOeHKa.

Memoouka npogedenus yucmoypempozpaghuu. Ilocne onopoxHEHH MOTe-
BOTO I1y3bIPsI IPOU3BOIAT €r0 KaTETEPU3ALMIO U U3MEPSIIOT KOJIMYECTBO OCTATOU-
HoH Mouu. Jlasiee 1o kaTeTepy B MOUEBOM My3bIpb BBOJAT MOIOIPETHINA paCTBOP
KOHTPAcCTHOTO BEIECTBA CTPOTO B ONPEJENICHHON JT03UPOBKE (B 3aBUCUMOCTH
OT BO3pacTa IMarueHTa), COOTBETCTBYIOMIEH (hPHU3NUOIIOTHYECKOH EMKOCTH MOYe-
BOTO Iy36Ips (Tabm. 2.20). BBeneHne KOHTPACTHOTO BEIIECTBA IMPEKPAIIAIOT IIPH
MOSBJIICHNY 1103bIBa HA MOYEHCITYCKaHUE.

Ilepaulii cHUMOK SKCTIOHUPYETCSI HEMIOCPEICTBEHHO MOCIIE 3all0JHEHHS MOYe-
BOTO ITy3bIps C TAKMM PacyeToM, YTOOBl Ha UCTOrpaMMe ObIJIO TTOJy4EeHO H30-
OpakeHHe He TOJIBKO HIKHUX, HO U BEPXHUX MOYEBBIX ITyTEH.

Bmopoii cnumok npon3BOANTCS B MPOLIECCE MOYEUCITYCKaHHUS; Y JEBOUEK €0
BBINOJIHSIOT B IPSIMOM NPOEKIMHA. MaJIbBYMKOB yKJIbIBAIOT B KOCOE MON0KEHHE
C OTBE/ICHHBIMU OeJjpaMH JUIA TOTydEeHHUs] H300pakeHNSI MOYCHCITY CKaTETIbHOTO
KaHala Ha BCEM NPOTsDKEHHUH. [IprdeM onTHManbHBIM Ui BBITOTHEHUS MHK-
LIMOHHOIO CHUMKA SIBJISIETCS MOMEHT IIOJIOBUHHOIO ONOPOKHEHMSI MOYEBOIO
ITy3BIpsl, KOTJJa MOYEBOM MOTOK TOCTUraeT CBOETO MaKCUMyMa 3a CYEeT TOJIHOTO
OTKPBITHSI YPETPaIbHBIX CPUHKTEPOB M PACCIAOICHUs] MBI Ta30BOH IHa-
(bparmer.

Humepnpemayus pesyromamoé uccnedosanus. Ilpu oneHke mucroype-
TporpamMmM o0pallialoT BHUMaHNWE Ha KOHTYPbI MOYEBOTO ITy3BIPsl, €0 Pa3Mephl,
Bo3MoxHbIi [IMP, dopmy yperpsr.

Ta6bnuua 2.20. Op1eHTUPOBOYHbIV 06beM MOUYEBOrO My3bipaA (M)

Bospacrt O6bem
o 1roga 35-50
1-3roga 50-120
4-5 net 150-200
6-9 net 220-280
10-12 net 300-350
13-15 net 350-400
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BaxpomMuarocTe KOHTYpOB MOYEBOTO ITy3bIPsI BCTpEYaeTCs MPU HEHPOTEH-
HOM MOYEBOM ITy3bIpE W 3HAUUTEIbHON TPaOEKYyIIPHOCTH €T0 CIM3UCTOH 000-
JIOUKH. JIBOMHOM KOHTYpP MOYEBOIO ITy3bIpsl B HUXKHHUX €0 OTHENIaX HEPEIKO
HaOJoaercs mpu ero aroHuu. [Ipu AMBepTHKyNax Ha HUCTOIpAMME MMEETCS
JIOTIOJTHUTENbHAsT TeHb, UMEIOIIasl caMble pa3HooOpasHble (POPMBI M Pa3MepHl.
BrimonHeHne ogHOTO MM 000MX MOYETOYHHKOB KOHTPACTHBIM BEIIECTBOM
CBUICTENECTBYET 0 Hanmmunu y pedberka [IMP. PeHTreHONMOTHYIECKH pa3nuyaroT
PpedIroKe MacCHBHBIHN, KOTOPBIA PETUCTPUPYETCS HA IIUCTOTPAMMAaX, BBITTOIHEH-
HBIX /10 MOYEHUCITYCKaHHUsI, U aKTUBHBIH, BO3HUKAIOIINII TOJIBKO B MOMEHT MOYe-
ucnyckanus (puc. 2.11). [IMP MoxeT BO3HUKaTh B CBSI3U C HEOCTATOYHOCTHIO
KJIAITAaHHOTO MEXaHU3Ma YCThsl MOYETOUYHHKOB WIH OBITH 00YCIIOBICHHBIM HaJH-
YHEM PA3IUYHBIX MOPOKOB Pa3BUTHSI MOYEBOTO ITy3bIPs UM YPETPHI, a TaKKe
HaOJIIOaThCs TIPU CKIIEPO3€ MISHKH MOYEBOTO Iy3bIps, KJIaaHax ypeTpsl, HeHl-
POTEHHOM MOYEBOM ITy3bIpE, IIPH CTEHO3aX AUCTAIBbHON ypeTpbl. Hepenko npu
HCCIIEI0BAHUH Y IEBOYEK OTMedaeTcs 3a0poc KOHTPACTHOTO BEIIECTBA BO Blla-
rayuie (BIarajiuiHbi peduiroke).

VY 310pOBBIX A€Tel Ha UCTOrpaMMe, BBIIIOJHEHHON B MOMEHT MOYEUCITY-
CKaHMA, OTMEUYaeTcs BOPOHKOOOpa3HBIN Iepexol MOYEBOTO ITy3bIpsl B MOYe-
ucIyckarenbHbli KaHal. [Ipu ckiepose meikyn MOYEBOTO ITy3bIps ONIpeAeIsieT s
YIUIOLIEHUE €T0 HIKHETO CETMEHTa, KOHTPACTHOE BEIECTBO TOHKOM cTpyel
MIPOCAYNBAETCS Yepe3 IIEHKY, a 3aTeM BBINOIHIET YPETPY HOPMAIBHOTO pa3-
Mepa. CpaBHUTENBHO JIETKO JUATHOCTUPYIOTCS UHBpage3uKaivHvie 06CmpyK-
yuu, HATIOMUHAIOIIME 10 CBOEMY CTPOCHMIO KJamaHbl. MX OTIMYMUTEIbHBIM
MIPU3HAKOM SBIIETCS 3HAYUTENBHOE PAaCUIMPEHHE IMPOKCHMAIBHOIO OTHena

a 6

Puc. 2.11. Lnctorpamma: a — naccmBHbIN pedriokc, 6 — akTuBHbIN peditokc Il cteneHm.
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YpPeTphl U JONOJHUTENbHAsE chpepuyeckast TeHb, HAIPaBJICHHAs CBOCH BBIITY-
KJIOH 9acThIO B CTOPOHY HapyHOTO OTBEPCTHSI MOYEHCITY CKaTeIIbHOTO KaHaa.
CymecTtByeT 00JBIIOE KOIHMYECTBO BapHAHTOB CTPOCHHUS YPETPHI, 0COOCHHO
y I€BOYEK, IOTOMY NPH MOI03PEHUH Ha CTEHO3 [UI ITOATBEPKACHUS TUarHo3a
HE00XOIMMO MPOBECTH (PYHKIMOHAIBHYIO JHArHOCTHKY IPOLIEccCa MOYEHCITY-
CKaHusl.

[Mucrorpaduyeckoe ncciieoOBaHNE HE MO3BOJISICT BBIIBUTH 3a00JIeBaHNS,
MIPOTEKAIOIINE C IPEUMYIECTBEHHBIM NOPAKEHUEM CIM3UCTONH 000IOUKH MOYe-
BOTO My3bIps. B Takux cimydasx meiaecooOpasHell MpoBeneHHE LUCTOCKOMHH,
KOTOpast 1aeT BO3MOXKHOCTh HEIIOCPEICTBEHHO BU3YaJIM3UPOBATh IPOCBET ITOTO
oprasa.

Ocr10KHeHuUsl Npu NPo8edeHUU peHM2eHOKOHMPACMHbIX UCCIed08aHULl

PasButne ocnoxHeHHI TPU MPOBEACHUH SKCKPETOPHOH yporpaduu M Jpyrux
PEHTI€HOKOHTPACTHBIX HCCIEIOBAaHUN CBSI3aHO C MHIUBHUIYalIbHOM HENEpEeHO-
CHUMOCTBIO COEIMHEHMH 0/1a 1 BOSHUKHOBEHHUEM PEaKIIHii 10 TUITy ajjiepruye-
CKUX. BonpIIMHCTBO peakiuil NposBIsIOTCA HOAU3MOM — pa3ipa’keHUEM KOXHU
U CIIU3HUCTHIX 000104ek. CHMNTOMBI Hoi3Ma (Kamenb, HaCMOPK, ClIe30TeYeHHe,
KO)KHasI ChIITb) OOBIYHO MCUE3aI0T Yepe3 HECKOIBKO YACOB MOCIIE HCCIICIOBAHMS.

BHyTpuBEeHHOE BBEICHUE PEHTTCHOKOHTPACTHBIX CPEACTB MOXKET IPUBOIUTH
K M3MEHEHHUIO (PU3UKO-XMMHIYECKUX CBOHCTB KPOBH: CHIDKEHHUIO OCMOTHYECKOH
PE3UCTEHTHOCTH SPUTPOLIUTOB, UX Ae(OpMaIH, C TOCIEAYIOUMM TeMOIH30M
u cHkeHrneM COD 3a cyeT HapyleHHs 3JIeKTPUIECKOrO PAaBHOBECHS IPUTPO-
IUTOB. ['eMoJn3 NMPUBOAUT K BHICBOOOXKICHHIO THCTAMHHA W3 SPHUTPOILUTOB,
YTO IIPOBOLMPYET AHTMOHEBPOTHYECKUE PEAKINH, KOTOPBIE MOTYT BBIPaXKaThCs
B BHUJIE OIIYIIEHUS XKapa WK 03H00a, METAIIIMYECKOTO IPUBKYyCa BO PTY, TOJIO-
BOKPY>KEHHS, CIIa3Ma TIIaAKOH MyCKyaaTypsl, moHmwkerns A/l u mp.

Bo03MOXKHO HEe(POTOKCHYECKOE JCHCTBUE PEHTTCHOKOHTPACTHBIX BEIECTB,
KOTOpPO€ B MEPBYIO Ouepeib MPOSABISAETCA B IMOPAKEHUM KaHANBLIEBOIO amma-
para, BIIJIOTb JI0 Pa3BUTHSI OCTPOTO HHTEPCTHUIIAIBHOTO HepHTa, TyOYISIpHOTO
Hekpo3sa u octpoit ITH (OITH). [TogoOHbIe H3MEHEHHSI MOTYT BO3HHUKATh B TIEp-
BBI€ YaChl [T0CTIC BBEICHNUS.

BbeinensoT moOoYHbIE peakiMy U OCIOXKHEHMS NPH BBEICHUH PEHITECHO-
KOHTPACTHBIX CPEICTB. [lo60ounble peakyuu HAOIIONAOTCA TOPA30 Yalle, YeM
OCIIO)KHEHHS, U B OOJIBIIMHCTBE CIy4aeB HE TPEOYIOT JIEYeOHBIX MEpPOINpHs-
THH, a KyIUPYIOTCSl CAMOCTOSITEJIFHO C OKOHYaHUEM BBEICHUS Tperapara uin
K KOHIly nccnenoBanus. K HIM OTHOCST: TOLIHOTY, PBOTY, 03HOO, TOJIOBOKPY-
JKEHUE U TOJIOBHYIO 00Jb, METAJUIMYECKUI MPUBKYC BO PTY, OLIyIIEHHE Kapa,
ymepenHoe noHmwkenne AJl (B mpenenax 20 MM pT.CT.).

K ocaoorcnenusam oTHOCSTCS: aHa(QUIAKTUUESCKUH 10K, APyTHE aJllepruye-
CKHE TPOSIBICHUs (aHTHOHEBPOTUYECKUI OTEK, YpTUKapHas M IeTexuajbHas
CBITIb, OPOHXO- ¥ JIJAPHHTOCTIA3M, CITIOHO- M CJI€30Te€UeHHeE), KOJJIaIlC, OTEK JIer-
KHX, CyAOpOTH, Cep/ieuHas apUTMUs, OCTpask IEICHOYHAs! U TIOYeYHasl HEIO0CTa-
TOYHOCTB, OCTpasA CEPACYHO-COCYANCTass HEAOCTATOUYHOCTh, BILIOTH IO OCTa-
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HOBKH CepJla. boNbIIMHCTBO OCIOXKHEHHH MOTYT CTaTh NMPUIMHOW CMEPTH,
MI03TOMY TPeOyIOT He3aMeUINTEIbHBIX JIEIEOHBIX MEPOTIPHUATHH.

[ToOouHBIE peakIiy U OCIOKHEHHUS OTMedatoTcs y 4,8—5% maruenTos, npu
9TOM MEAMIMHCKOI momoiy Tpedyer Toibko 1/3 u3 Hux. Puck cmepru mpu
yporpaduu cocrariser 1:20 000-116 000 uccnenoBaHuii.

B OonpmmmHCTBE CityyaeB MMOOOYHBIEC PEAKIMH U OCIIOXKHEHHS Pa3BHBAIOTCS
B IepBbIe |5 MUHYT mociie BBeIeHHs Mperapara 1 B MOJaBISFOIIEM OOJIBIINH-
CTBE CIIy4aeB 3TO HETSHKEJNbIE aepruueckue peakuuu. OQHaKo BOZMOXKHOCTh
pa3BUTHsI TOOOYHBIX peakiuii TpeOyeT 00s3aTeNIbHOrO MPUCYTCTBUS JICUaIlero
Bpaya IIpY BBEICHHUH IIperapaTa U B T€UeHUE 15 MUH mociie Hero.

Ilepsas nomousp nomkHA OBITH OKa3aHa IPH MEPBBIX MPH3HAKAX PA3BUTHS
OCIIOXKHEHUH. B mepByro ouepens mpu IMOSBICHUH CHMIITOMOB HEOOXOIMMO
MIPEKPATHTh BBEICHUE PEHTTCHOKOHTPACTHOTO Ipemnapara. Jlanee HeMeaIeHHO
BEITIOIHUTh BHYTPHUBEHHYIO MHBEKIHIO npeaHm3onoHa (30-60 mMr B pacTBOpe
ITIOKO3bI). B Tedenme Bce mporieypsl peHTTeHOKOHTPACTHOTO HCCIIECIOBAHUS
y Bpada Iofl pyKOH BcerJa JOJDKeH ObITh 3apaHee MPUrOTOBJIEHHBIN LINPHIL
¢ npeaHu30a0HOM. ITomMuMo 3TOro MOXKHO BBeCcTH aHTUIOT ioxa — 30% pac-
TBOp THOCYNb(ara Harpus (20-30 mir). [ToGoUHbIE peakuyi MOYKHO KyITHPOBATh
BHYTPHBEHHBIM BBEICHHEM XJIOPHJA WJIM DIfOKOHara Kambiust — 10 mur 10%
pacTBOpa. Bo3MOXKHO Takke AanbHEHIIce BBEJCHNUE aHTUTMCTAMHUHHBIX IIpe-
naparoB u ¢ypocemuaa. B psme ciiyyaeB MOXeT NOHaJOOMTHCS MPOBEICHUE
peaHNMAIMOHHBIX MEPOIPUATHH.

Ilpogunakmuka nodoounvIX peakyuii U 0Ca0)HcHeHUil OT BBEJCHUS PEHT-
TEHOKOHTPACTHBIX CPE/ICTB 3aKJIIOYAETCs IPEKIE BCETO B CTPOro 000CHOBAH-
HOCTH Ha3HAYEHHsI PEHTTCHOKOHTPACTHBIX UCCIIEJOBaHNH (ONITHMAIBHOE COOT-
HOIIEHHE NH()OPMATHBHOCTH U PHCKA Pa3BUTHUS OCIIOKHEHHN).

Janee HeoOXOMUM JIeTalbHBIA COOp aIepProJorMiecKoro aHamHesa, Mmpu
9TOM 0c000€ BHUMaHHUE ClieyeT 00palarh Ha MpeALIeCTBYFOLIHE UCCIIE0BaHUs
C HUCIIOJIb30BAHNEM PEHTTCHOKOHTPACTHBIX CPEICTB, UX Ha3BaHHE U pPa3BUTHE
peaknuii oT ux npuMeHenus. Ecii panee Obu1a peakiys Ha BBEJCHUE PEHTI€HO-
KOHTPACTHOTO BEIECTBA, TO BEPOSITHOCT TIOBTOPHOTO €€ Pa3BUTHS COCTABISAET
ot 16 o 35-40%. B HacTosIee BpeMsI CUNTAETCs, YTO NMPEABAPUTEIHLHOE BBE-
JICHHE MTPOOHOI 1036l PEHTT€HOKOHTPACTHOTO BEIIECTBA, YaCTO MPAKTUKYEMOE
paHee, HE JIOJDKHO MPUMEHSTHCS, TaK KakK SIBJISIETCS HE TOJBKO MajoMH(popMa-
THUBHBIM JJIS1 IPOTHO3WPOBAHUSI aJIEPTUIECKOI peakluy, HO U CIOCOOCTBYeET
YCKOPEHHOH CeHCHOMIM3aIK O0JIBHOTO.

[Tpu pucke pa3BUTHS peakLuii HEOOXOIMMO OTAABATH IPEATIOYTEHIE HEHOHH-
3UPOBAHHBIM PEHTTEHOKOHTPACTHBIM HOANCTHIM COEUHEHMAM THIa OMHUIIaKa
U YIBTpaBUCTA.

HexoTopble aBTOpHI MpeniararoT MPOBOAUTE MPEIBAPUTEIBHYIO THIIOCEH-
CUOMIM3HUPYIOUIYIO TTOJITOTOBKY: NEPOPAIbHBIN MpHUEM METHIIIPEIHNU30JI0HA
(32 mr) 3a 12 u 2 4 10 McciIen0BaHKs WM BHYTPUBEHHOE BBE/ICHNE KOMOMHAIINT
H;- 1 H,-rucTaMIHOBBIX OJIOKaTOPOB.

BusyanusupyoLyme MeToabl NCCNeA0BaHNA NOYeK 113

PagnounsoTonHbie meToabl

B nmetckoit He(hpOoIOTHIECKOH MPAKTHKE MPUMEHSIOTCS PaTHON30TOIHAS PEHO-
rpadwst, TMHAMUYeCcKask CHUHTUTPpadUs, CTaTUIeCKas CIIUHTUTpadus (CKaHUPO-
BaHKE), PaJAMOU3TONHASL pEHOAHTHOTpadHsL.

OTH METOIbl MO3BOJISIIOT OOJiee AETAIBFHO OICHUTH IOYEYHBIN KPOBOTOK,
(DYHKIIMOHAJIEHYIO aKTHBHOCThH NMApeHXHUMBI, (DYHKINIO KaHAIIBLEB, BBISBUThH
JIECTPYKTHBHBIE TOPA’KEHNUS TAPEHXUMBI M 00beMHbIe 00pa30BaHUS U Jp.

Yame BCero HMCMONB3YIOT 2 TMPOUEAYPHI: CTaTHYECKOE CKaHMPOBAHHE
C MPUMEHEHHEM TaKHMX COEJAMHEHHH, Kak °*™Tc-nuMepKanTosHTapHas KUC-
nora (DMSA), n QUHAMUYECKOE CKAHMPOBAHHME C NpUMEHeHHeM °°MTc-
T3 TUIICHTPUAMUHOTIEHTAYKCYCHOM Kuciothl (DTPA) uiu 2™ Te-Gensounmep-
kanrroanerwiTpuruneprHa (MAG3). B HEeKOTOPBIX KIMHUKaX MPEANOYUTAIOT
paborars co '23I-liomorunmnyparom (TUIypas).

[Mocne BHyTpHuBeHHON MHBeKIMH DMSA 3TO BemecTBo 3aJepKUBACTCS
B KJIETKaX NMPOKCHUMAIbHBIX KaHAJBIIEB, UYTO MO3BOJSIET MONYyYUTh IPEKpac-
HBIC CHIMHTHUTPaMMbl (YHKIIMOHAIHHONH aKTHBHOCTU MapeHXUMbI (puc. 2.12).
CxaHupoBaHue ¢ npuMeHeHrneM DMSA mmipoko Ucnoab3yeTcst Ui BbISBICHUS
Y4acTKOB pyOLieBaHUs KOPKOBOH TKaHM rovek y aereit ¢ [IMP. Otor meron npu-
TOJICH JUISI AMATHOCTHKH OITyXOJIH.

B otmmane ot DMSA coennHeHHS, IPUMEHAEMBIE TSI JUHAMIYECKOTO
CKaHUPOBAHUS MTOYEK — peHorpaduu, OBICTPO BHIBOASATCS ¢ MOYOH JTUOO TOIBKO

Puc. 2.12. Cxema peHorpamm 601bHOrO:
a — C XpOHMYECKMM nuenoHebputom npa-
BOW NOYKM; 6 — C 06CTPyKLMel B UHTpaBe-
3UKaNbHOM CEermeHTe MpaBoOro MOYeTou-
HUKa; 8 — C XPOHNYECKNM rTIoMepyrioHed-
putom (XIH) ¢ HepocTaTtouHOW dyHKLMen
rnoyek.
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Puc. 2.13. Cxema peHorpammbl Npu pagron3oTonHon peHorpaduu.

mocpencTBoM KiryooukoBoit ¢unbTpamuu (DTPA), mubo B xojae kKOMOWHHU-
POBaHHOTO TPOIecca KIYOOUYKOBOW (DUIBTPAIIMU U KAaHAIBIICBOW CEKPEITUH
(MAGS3 nu runmypas).

PagnonzoronHas peHorpadust OTHOCHUTENBHO MIPOCTa, HE yTOMHUTENbHA JUIs
6onpHOTO (00OCITEMOBaHME JUTUTCS 0KOJI0 20 MUH), HE BBI3BIBACT OCIIOKHEHHUH,
MPAaKTHYECKH HE UMEET MPOTUBONOKa3aHui. Ee MOXKHO MPUMEHSTh JTae TshKe-
JIBIM OOJIEHBIM.

HopmansHas peHorpamma mnpejacraBieHa Ha pucyHke 2.13. CymmapHas
(GYHKIMs TOUEK OTPAXKAETCS KPUBOM MajleHus KOHIeHTpanun 251 B kposu (nar-
YUK yCTaHaBIUBAeTCsS Haja 00iacThio cepana). Io aToi kpuBoi onpenensercs
T,, T.6. BpeMs, 3a KOTOPOE YPOBEHb PaJMOAKTHBHOCTU B KPOBH CHIDKACTCS
Ha 50%, B HOpME OHO HE IOJDKHO TpeBbImars 7 MUH. IIpyu yBenndeHnn 3T0ro
MIPOMEXKYTKa BPEMEHU MOXKHO TMPEANOJIMKUTh HATMYUE HapyIIeHHs (QYHKIHA
TIOYeK.

KpuBast peHorpamMmsl npezacrasiena Tpems orpeskamu. Otpe3ok AB orpa-
JKaeT IIOCTYIUICHHE U30TOMA B [TOYEYHYIO apTEePHUI0, KPOBEHAIIOIHEHHE [TOYKY U B
HEKOTOPOH CTENEeHH OKOIOMOUSYHOM KIeTYaTKH (OH HAa3bIBAETCS COCYIUCTBIM),
a orpesok EC — nponecc HakorwieHus 25 ]-runmypana B KaHAJIBIEBOM alapaTe
M ero cekpenurto. MakcumMym KpuBoil — Touka C 0003Ha4aeT MOMEHT paBHO-
BeCcUs MEXKIY IPOLECCOM HakomleHus '25]-runmypana u ero cekpeunueil. 1o
cexpeTopHblii cermeHT. CermeHT CD BbIpaskaeT BBIBEACHHE N30TOMNA M3 TIOUKH
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U IIPE/ICTABIsIET COOOH CHaYana KpyToe, a 3aTeM 0oJiee I0JI0r0e CHI)KCHNE KPH-
Boi. OH Ha3bIBAaCTCS SKCKPETOPHBIM.

[To u3MeHEeHUSAM peHOTPaMM HEBO3MOXKHO JHATHOCTHUPOBATH TO MK HMHOE
3abosieBaHue 1o4yek. PaguonsoronHas peHorpadusi — OMUH M3 METOIOB KOM-
TUIEKCHOW TMarHOCTUKH, OH MOXKET OBITh MCIOJIb30BaH JJIsl OLEHKU JHMHAMUKA
MIOYEYHOTO IPoIecca, KOHTPOJIS 33 COCTOSTHHEM (DyHKIINH MOYEK, ITOCTIe TPaHC-
IIaHTAnuK No4eK. I[ToCKoNbKy 3TOT METOA MO3BOJISET CYAUTh O COCTOSHHHU
(YHKINHU Ka)KIOH TTOYKH B OTAEIBHOCTH, TO €T0 LIENec000pa3HO MPUMEHSTh KaK
CKPHUHHHTOBBIH TECT Y OOJIBHBIX C TUIIEPTEH3HEH.

Y4uTBIBas MPOCTOTY UCCIIEAOBAHUSA, MAIYIO JTy4EBYIO Harpy3Ky, OTCyTCTBHE
MIPOTUBOIIOKA3aHNH, 00CIeI0BaHNE JKeJIaTeIbHO HAYMHATh C PaJHOM30TOITHON
peHorpaduu, HO UIS ANArHOCTUKY TapaIeIbHO HEOOXOMMO TPUMEHSTH U APY-
T'He MHCTPYMEHTAIbHBIE METO/BI — 3KCKPETOPHYIO ypOrpaguio, BOCXOISIIYIO
nuenorpaduio, XpoOMOIMCTOCKONNIO, aHTHorpaduio U T.I. PaguonsoromnHas
peHorpadusi MOXKET BBIIOJHATHCS B aMOYJIaTOPHBIX YCIOBHUSX.

IIpomuegonokazanusa k ckanuposanuro: BeipaxeHsas [1H u tsoxenoe cocro-
siHUE OOJIBHOTO (MCCIIeI0BaHNE AJUTCS OKOJIO Yaca, B TedeHHE KOTOPOro OONBHOM
JIOJDKEH JISKaTh HEMOABI)KHO).

Ha pucynke 2.14 npencrasieH npuMep HENPSIMOM paguorn30TOIHOM LHUCTO-

rpadum.

JHpoCKoNnyeckue metogbl

ITpumeHeHNe IHAOCKONUYECKUX METO0B HCCIEJOBaHUS O0YCIOBICHO pa3BH-
THEM BOJIOKOHHOM onTHkH. COBpeMEHHbIE SHAO0CKOMNYECKHE annaparsl 03BO-
JISIFOT HE TOJIBKO MTPOM3BOIUTH OCMOTP TIOJIOCTHBIX OPraHoB, HO U (PUKCHUPOBAThH
n300pakeHNe Ha BUJICOIUICHKY, TPOM3BOAUTH MIPU OCMOTpe 3a00p Marepuana
JUISL TUCTOJIOTMYECKOTO NCCIIEJOBaHMS, TPOBOUTH HeOONbIIME onepanny (yua-
neHne nonuna u ap.). Ilpu stom Graromapst HOMOIHUTEIBHBIM OTBEICHHSIM
OJJHOMOMEHTHO OCMOTP MOTYT IIPOM3BOIUTH HECKOJIBKO YenoBek. Cpeau IH10-
CKOIUYECKHUX METOZIOB UCCIIEOBaHUS B JETCKOM Hedpoaoruu Hanbosee 4acto
MPUMEHSIETCS UCTOCKOIIHSL.

[{ucrockonust MPOBOANUTCS AJISI OCMOTpA CIM3UCTOH OOOJIOYKH MOYEBOTO
my3bIpsi. OHA TaeT BO3MOXKHOCTH OLIEHHTH COCTOSIHHE CIIM3HCTONH 000J0UYKH,
OTIPEAEINTh TOMHUKY YCTHEB MOYETOUYHHKOB, X KOMMUYECTBO, HAJTHINE TeMary-
PHH WJIH THYPUH U3 OHOTO WJIK 0OOMX MOYETOUYHHKOB, BHISIBUTH KOHKPEMEHTBI
1 UHOPOJIHBIE TeJla B MOJIOCTH MOYEBOTO ITy3bIPs, MOJIUIIBI, TUBEPTUKYIIBI, ype-
TepoLese u 1p.

IMucTtockonus mokasaHa Ipu:

« [IMP;

* TI0I03PCHUH HA HHOPOIHOE TEJ0, KAMEHb HJIH OILyXOJIb MOYEBOTO ITy3bIpS;

* TeMaTypu WIN MUYPHH JUIS BBIABICHUS MX MCTOYHUKA U OINPEIeIICHUS

OJTHO- WJIM JBYCTOPOHHOCTH (€CJIM MCTOYHUK BBIIIIE MOYEBOTO ITy3bIPs);
* yasoeHuu YJIC 1 MOYETOUHUKOB (JU1 ONpeIeNICHHs] UCTUHHOTO YBOEHHUS);
* TOIO3PEHUH Ha ypEeTepoIlee;
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Puc. 2.14. Henpamas paguowusotonHaa uuctorpadua — nocne nonagaHusa paguodapm-
npenapata B MOYEBOW Ny3blpb BHOBb OTMEYAETCA ero TPaHCIoKaLmaA B NOYKY.

* B 3KCTPEHHBIX CITydasx (IPH TpaBMax MOYEBOTO ITy3bIPS, IS BBISBICHUS
MPUYMH [TOYEYHON KOJIMKH U Ip.).

Ilpomueonoxazanuamu K NUCTOCKOIIUH SBIISIIOTCS:

* HEMPOXOJUMOCTh YPETPHI ISl IUCTOCKOIA,

* OCTpBIE AU3ypUUECKHE SBICHUS.

Bo Bpems IICTOCKONHMHN OIEHHBAIOT IPOXOANMOCTD YPETPHI (10 THAMETPY
LICTOCKOMA); 00BEM MOYEBOTO ITy3bIPS H COCTOSIHUE €r0 CIM3UCTOH, KOTOpas
JOIKHA OBITh XKEITOBATO-PO30BOTO I[BETA C NMPOCMATPHUBAIOIINMUCS Pa3BeT-
BJICHUSIMHM COCYJOB; 007acTh IIEHKH M MOUYEMY3BIPHOIO TPEYTOJIbHUKA, MPU
MaTOJIOTUU MOTYT BBISBISATHCS THIIEPEMHUS, SPO3UH, KPOBOMIUSHHSA, OYJUIBI,
HaJleThl QUOpPHHA U TIP.; HAIMYNE KPOBH, THOSI M KPUCTAIJIOB B IIOJIOCTH MOYe-
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BOTO ITy3bIPsl; TONUKY YCTHEB MOYETOUHHKOB, UX (pOpMY (OBalbHas, IEIEBUAHAS,
CEpIIOBUIHAS U JP.) U COKPATUTEIBHYIO (PYHKITHIO, XapaKTep U CHITy BEIOpPACHI-
BaE€MOH CTpYHU MOYM, HAJIM4YKE B HEH KPOBU, T'HOS U JIp.

HpI/I OIICHKE PE3YJIbTATOB IUCTOCKOIINU CJICAYET IIOMHUTD, YTO 3TOT METO
HE /1aeT BO3MO)KHOCTH JIOCTOBEPHO OLIEHUTH ITyOUHY MOPa)KeHHsI CTEHKH MOYe-
BOTO ITy3BIpSI.

B cnenmanu3npoBaHHBIX KIMHHUKAX MIPU HAJIMYUHA COOTBETCTBYIOIIETO 000-
PyAOBaHHA U KBaNn(HUKAIMK Bpada-orepaTopa IOMUMO IIUCTOCKOITH BO3MOXKHO
MIPOBEICHUE YPETEPO- U MHETOCKOIHNH.

buoncna noukn

Buoricus nmovku — npuku3HeHHOE MOP(OIOruYeckoe UCCIIeI0BaHUE TOYETHON
TKaHH.

XoTs TepBOe ONMHCaHUE OTKPBITOM Onoricuy movek Obuto caenano N.Gwyn
eme B 1923 1, a B 1934 1. R.Ball BnepBble mpousBern 3aKkphITyI0 ITyHKIIMOHHYIO
OunoIICcHIO, TOJIBKO HaurHast ¢ 50-x rogoB XX B. 9TOT METOJ MCCIIEIOBAHMS CTaI
IIMPOKO MCTIONB30BaThCs B Hedponorudeckoii mpakruke. [1o maernto C.L.Pirani
(1980), B ncTopun pa3BUTHsI OMOTICUM MOXKHO BBIJISIUTH TpH dTana. Ha mepBom
aTarne, ¢ 1952-ro mo 1961 ., NpOUCXOIMIO BHEIPEHUE TEXHUKH OMOTICHH B KITH-
HUYECKYIO TIPAKTHKY, ¥ JIUIIb HEMHOTHE MEANIIMHCKUE IEHTPHI HCIOIb30BAIIHN 3Ty
npouenypy. Ha Bropom srarme, ¢ 1961-ro mo 1975 r., 6uorcust NOYKH MOMyqnIa
IIMPOKOE PACTIPOCTPaHEHHE B HE(YPOIOTMUECKUX KIMHHUKAX KaK O€30IMacHBIN
1 [EHHBI THAarHOCTHYECKHHA MeToA. B 3To Bpems mns m3ydeHHss OHONTaTOB
HavaJy UCIOJIb30BATh AIEKTPOHHYIO 1 IMMYHO(IIyOPECIIEHTHY0 MHUKPOCKOITHIO,
YTO 3HAYUTEIIFHO YBEINYMIIO HHPOPMATHBHOCTD UCCIIEIOBAHMS U €T0 AUArHOCTH-
YeCKyl0 [IEHHOCTb. Ha 0CHOBaHMM M3yUeHHBIX OMOIITATOB OBUIN ITEPECMOTPEHBI
1 YTOYHEHBI PEJICTABICHNS O MHOTHX 3200JIEBaHHSX ITOYEK, TIOSIBUIINCH KIIACCH-
(uKanyy, OCHOBaHHBIC HA JAHHBIX MOP(OJIIOTHIECKNX HccleoBaHni. HaumHas
¢ 1975 r. u o HacTosIIee BpeMs MPOIOIDKAETCS TPETHH STall B Pa3BUTHH OMOTICHH
MIOYKH, KOTOPBIH CBSI3aH C COBEPIICHCTBOBAHHEM METOJOB HCCIIEOBAaHMS OHO-
IITara, BIUIOTh 0 TEHETUYECKUX M MOJIEKYJIIPHBIX, YTO MTOBHIIIAET JUArHOCTHYE-
CKYIO M IPOTHOCTHUYECKYI0 3HAYMMOCTh UccaenoBaHus. [lapannensHo coBepIeH-
CTBYIOTCSI METOZIMKH TIPOBE/ICHNUS M TEXHUKA MPOIEAYPHI OMOTICHH, YTO ITOBBIIIAET
€€ HaJIeKHOCTh B ANAarHOCTUYECKOM IIIAHE U CHIKAET PUCK OCIIOKHEHHH.

ITo cocoOy mpoBeneHus pa3IyaloT 3aKPBITYIO0 (IPECKOKHYI0) OHOIICHIO
1 ONEPaTHBHYIO (OTKPBITYIO U MOTYOTKPBITYIO) OHoIcHIo. 3aKphITas OHOTCHS
[OYKH B HACTOSIIEE BpeMs SIBIISETCS HauOoJiee paclpOoCTPaHCHHBIM U 0e3-
OMNacHBIM METOJOM HCCJIEIOBAHMSI, IPU KOTOPOM IIYHKIIMOHHAsl MIJIa 4epe3
KO)Ky BBOZMTCS B ITAPEHXUMY OpraHa; 0osiee TOro, TOJIBKO 3TOT CIIOCOO MOXKET
HCTIOIB30BATHCS IS MOBTOPHBIX Onorncuit. OjHaKo IpH JTaHHOM CcTIoco0e IpoBe-
JIeHUs1 OMOTICHH BO3HHUKAIOT /IBE MPOOJIEMBI: OIPEIENICHNE TOUHOI JIOKATH3aIUH
MYHKTHPYEMOM MOYKH U HEOOXOMMOCTh a/IEKBATHOTO MOBEICHHS OOJILHOTO ISt
YCTaHOBJICHUS JOBEPUTEIIFHOTO KOHTAKTa C BPauOM-OIIEpaTOpOM U BHITIOJIHEHUS
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ero TpeboBaHMii 0 X0y nporueaypsl. OnpeneneHne TOYHOH JTOKTH3ALIH TOYKH
MOJKET OBITH IPOM3BEIEHO C MOMOINBIO SKCKPETOPHOU yporpaduu (cremnoi
meton [Muehrcke R. et al., 1955]). OgHako yaiie BCEro 3akpbiTas OHUONCHS
MOYKHU MPOBOJUTCA IO KOHTPOJIEM YIBTPa3BYKOBOIO CEKTOPAIbHOTO CKaHH-
pOBaHUS, YTO MO3BOJIIET HE TOJIBKO OMNPENENUTh MECTOINONIOKEHNE TIOUKH, HO U
KOHTPOJIMPOBATh XOJ] HIVIBI 10 MEPE BHIMOJIHEHHSI IPOLETYPBI.

[TomyoTkpeiTas OnoOIICHS MPOBOAUTCS IO AHECTE3WEH, MPU 3TOM HHUXKE
u Bronb XII pebpa mpowsBoanTCS pa3pes U MmajblieM, TYIO paccianBas TKaHH,
HaXOAWUTCS HIKHUHN TTOJTFOC TIOYKH, TTOCIIE Yero MO X0y MajIbIla B IOYKY IIPOBO-
JIUTCA MyHKIMOHHAs uria. [IpenMy1iecTBoM 3TOro MeToza sIBIseTCs OTCyTCTBHUE
HEOOXOIUMOCTH B KOHTakTe ¢ OOJBHBIM, ITO3TOMY JIETSM paHHEro Bo3pacTta
OUOTICHSI TOYKH TIPOBOANTCS MOIYOTKPBITHIM CIIOCOOOM.

OTkpbITast OMONICHS IOYKH IPENIOoaraeT IMOJTHOE OOHa)KeHHE IOYKH
C MOCJeAyIomuM 3a00poM oOpas3na TKaHW. B HacTosmee Bpemst 3TOT METO[
HCTIOJIB3YETCS PE/IKO.

[TpoBeneHre GHOIICHU MOYKU IPECIEAYET TPU OCHOBHBIE Lienu: 1) BbIsc-
HEHHE TIPUPOJIBI TOYEYHOro 3a00JIEBaHUS M yCTAaHOBJICHNUE THCTOIOTHYECKOTO
JIMarHo3a; 3) BIOOp Tepaluy 1 OlleHKa Pe3yIbTaTHBHOCTH JICYEOHBIX MEPOTIPH-
SITHH; 4) OLEHKa NMPOTHO3a 3a00JIeBaHMs, B EPBYIO OYEPEIb MO BBIPAXKEHHO-
ctu Hedpockieposa. [Ipu psae 3aboneBaHui TOCTaHOBKA AMarHo3a BO3MOXKHA
TOJIBKO TIO pe3ysibTaraM MOp(OJIOrHYecKOro UccienoBanus Ouonrara (modyed-
HblE JMCIUIA3UH, TyOyJOMHTEPCTHLIHAIBHBIN HePpuT u jp.). [lo pasnuuHbIM
JaHHBIM, Ouoricus mouku B 20—40% ciiyvaeB NPUHIMITHAIEHO U3MCHSIET Ha-
rHO3, Y 30-35% Hedponornueckux OOIBHBIX, HE MEHSS KIMHUYECKUI ANarHo3,
OUOIICHS ITOYKH CYIIECTBEHHO BIMSET Ha TEPANEBTHYECKYO TAKTHKY, BO MHOTHX
ClIydasix OHa TIOMOTaeT OIPENEIUTh IPOTHO3 3a00I€BaHHUS.

[ToxazaHuaMHU K OUOTICHU TTOYKHU Y A€TEH SBISIOTCS:

* MEPCUCTUPYIOIIAsA NPOTEUHYPHS U TeMaTypHsl HEesICHOM 3THONOTHH;

* TUIIEPTOHUS HEACHOTO TeHEe3a;

* CTEpOMI-PE3UCTCHTHBIN HEPPOTHIECKUI CHHIIPOM;

* He(hpOTHUECKHI CHHAPOM B COUETAHUH C FeMaTypHel W/ THIIePTeH3HEH

(cmemranHas gopma);

* CTEPOMI3aBHCUMBII MJIHM YacTO PEUUANBHPYIOIINIT HehpOTHUECKUil CHH-
JIpOM, €CIIH TI0cje Kypca Tepaluy IIUTOCTaTHKaMU He yAaloCh JTUKBUIH-
POBaTh CTEPOUI03aBUCUMOCTD MIIM CHUZUTh YaCTOTY PELIUUBOB;

* HedpoTHUECKNi CHHIPOM, BO3HUKIIHIA B Bo3pacTte /10 | roaa;

* TI0/103pEHNE Ha BTOPHYHOCTDH He(hpornaTuu (IIpH AN3IMOpHOTeHe3e Ioued-
HOW TKaHH, TouedHoM ammionnose, CKB, C/l u ap.);

* CeMEHHBIH U HaCIeICTBEHHBIN He(pHT;

* KaHaJblLEBble AUCOYHKIMU HESCHOTO IeHe3a W MOI03peHHe Ha TyOysio-
WHTEPCTHLHATBLHBIA HePpHT;

* TOPHHJIHOE TEYCHUE HePPOIIaTHH;

» OIIH u XIIH HesicHOTO reHe3a;

* ONHMroaHypus Ooiee 2 Hen.;
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* OIICHKA COCTOSHUS ITOYEYHOTO TPAHCIUIAHTATA;
* pelIeHHe BOMPOca O IIAHUPYEMOH Teparii U KOHTPOIIb ee 3¢ (EeKTHBHO-
CTH (C KCIMOIB30BaHUEM TIOBTOPHBIX OUOTICHIA);
* OIlpezeNieHre MPOrHo3a 3a0oieBaHus (B TOM YHCIIe HAa OCHOBaHUU BbIpa-
JKCHHOCTH HE(PPOCKIIePO3a).

Buroncus nouky, kak 1 11000€ HHBa3UBHOE MCCIIEIOBAHNE, HE SIBIISIETCS a0Co-
JOTHO 0€30TaCHBIM METOIOM, IT03TOMY, HECMOTPS Ha TIPOCTOTY M TOCTYITHOCTh
3aKPBITOI OMOTICHH, TTPOBOAUMOH MO KOHTPOJIEM YIIBTPAa3BYKOBOTO CEKTOPAIIh-
HOTO CKaHWPOBaHUsI, BO3BMOXKHO pa3BUTHE OCIOKHEHHUI 3ToM npoueaypsl. [To mepe
COBCPUHICHCTBOBAHUA TEXHUKU KOJIUYECTBO OCJIOKHEHHH ITOYEUHBIX OMOIICHIT CHHU-
skaetcs. Ecii Ha HagaJIbHBIX Tanax MPUMEHEHUsI METO/Ia UMEJTH MECTO JIeTallb-
HBIE FICXO/IbI MM yAJICHNE TIOYKH BCIIEACTBHE OMOTICHH, TO 3a Iocieanue 15 ner
TaK{X CIIy9acB B MUPOBOH JINTepaType He onucaHo. [IpakTuieckn y Bcex OOIb-
HBIX B TEUEHHE CYTOK ITOCIIE OMOIICHH BBISBILSICTCS MUKPOTEMaTypHs 1 00IeBOM
CHUH/IPOM TOM MJIM MHOM CTENIEHU BBIPAKEHHOCTH, KOTOPBIE TO3TOMY HEKOTOPBIMU
AaBTOpaMU HE OTHOCATCS K OCJIO)KHCHUAM MPOLCAYPhI. O6ma51 HyacToTa 3HAYUMBbIX
OCIIOXKHEHHH TI0C)Ie OMOTICHH TIOYKU COCTaBIsIeT 2—4%.

K ocnosrcnenuam upeckoscnoii 6uoncuu nouxku otocsres (B ckoOkax yka-
3aH IPOIEHT BCTPEYACMOCTH):

* Makpo- (mo 7-10%) u muxporemarypus (1o 100%);

¢ IMOYCYHasd KOJHKa (B TOM YHCJIC U BCICACTBUC 06Typau1/m KPOBAHBIMU

cryctkamu — 10-16%);

* mepupeHanbHas u 3abpromuHHas remaroma (0,2—1,5%);

* aprepuoBeHo3Has Quctyna (no 1%);

* uapapkr mouku (1o 0,5%);

* anypwus (o 0,1%);

* kosmarc (70 0,1%);

* atoHMs kuuedHuka (1o 0,05%);

* MYHKIHS O0JBIIOTO peHanbHoro cocyna (1o 0,05%);

* peHasbHAs WHQEKNHs, HATHOCHWE MapaHe(paabHOW reMaToOMBI, CETICUC

(MCKITIOUNTENBEHO PEIKO);

* ommbOo9YHas OMOICHS ITeUeHH, CENEe3eHKH, THEBMOTOPAKC (MCKIIOYUTEIHHO

pEenKo).

KomnuecTtBo HpOTI/IBOHOKaSaHI/lﬁ K IPOBCACHUTIO 6I/IOHCI/II/I IIOYKHU C KaXXIbIM
TOJIOM CHM)KAETCS, YTO CBSI3aHO C COBEPILICHCTBOBAHNEM METOJIOB AUATHOCTHKH,
JICYCHUS! U TIPEAYIPEKACHHUS OCIOKHEHUH.

Briensiror aGCcoMoTHRIE TPOTHBOIIOKA3aHUS M OTHOCUTEIIBHBIC, CBA3aHHBIC
C TIOBBIIIEHHON BEPOSTHOCTHIO OCIOKHEHH, HATMYHE KOTOPHIX TPeOyeT B3Be-
CHUTB BCE «3a» U IIPOTHBY» HEOOXOIMMOCTH ITPOBEICHIUS OMOIICHH.

[TporuBonokazanus K OMOIICUU [TOYKH:

* a0CONIOTHBIE:

— eIMHCTBEHHAs (DYHKIMOHUPYIOIIAsl TouKa™;

* SIBnsIeTCsI MPOTHUBOIIOKA3aHUEM TONBKO JUIs IPOBEACHHUS YPECKOKHON OUOTICHY MTOYKH, B TOM YHCIIC
y nereit 1o 56 net.
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— HEKOHTPOJIUpYeMOe TOBeJeHUE OOJIBHOrO (IICUXUYESCKas HealeKBar-
HOCTB)*;

— IeMOpparudeCKue JUaTe3bl U BRIpAXKCHHAA THIIOKOAT YJIAIINSA,

¢* OTHOCHTCJIBHBIC!:

— TuapoHedpo3;

— aHTUKOATYJISHTHAs TeParus;

— OoCTpasi HHTpapeHaJbHas HHPEKIUs U napanedpur;

— MOJIMKHUCTO3 ITOYEK U OONBIINE TI0YeUHbIe KUCTHI;

— BeIpakeHHas Al;

— tepmuHaibHas (aza XITH;

— He(hpOKaIBIIMHO3;

— TsDKeTIasi aHeMUS;

— aHeBpH3Ma II0YEYHOI apTepuH;

— TIOYEYHBIA TyOepKyIes;

— TpoMOO03 MTOYEYHBIX BEH;

— BbIpa’XC€HHAasA r'UIOBOJIEMUS;

— BBIp@)XEHHAS! aHOPEKCHS;

— Bo3pacT pebenka 10 1 roga (3a HCKITIOUEHUEM CITydaeB pa3BUTHS HEPpo-
THUYECKOTO CHHIPOMA).

WHudopMaTHBHOCTS OHOIICHY 3aBUCHUT: 1) OT KauecTBa MOIyIEHHOTO OnonTara
(oH momxeH conepxkarb He MeHee 8—10 kiyOoukoB); 2) cnoco6oB 00paboTKH
Mmarepuaja (OKpacka TeMaTOKCHJIMHOM M 303uHOM, PAS-peakuusi, cepebpe-
HUE, TPEXI[BETOBOE OKpAIINBaHIE, UMMYHOTHCTOXHMHUYECKast 00padoTKa 1 1p.);
3) MEeTOOB MUKpPOCKONHH (CBETOOIITHYECKAs!, 3JIEKTPOHHAs!, UMMYHOQIIyopec-
LEHTHAs1, IMMYHOJJIEKTPOHHAs U 1p.) U 4) kBanudukanun Mopdoora-uccie-
JoBatens. B mocienHue rofpl B nccie0BaHUN OMONTATOB BCe OOJIbIIE HAXOIAT
MPUMEHCHUE TCHETUYCCKUC U MOJICKYJIAPHBIC METOABI MCCICIAOBAHUA (MCTOJI
TUOpHIM3ALMH iR Situ, TOJTMMepa3Hasl [IeNHas peaKiys, METO/| KYJIbTHBUPOBaHHS
KJIETOK KJIyOOUYKOB H JIp.), KOTOpBIE HAIPaBJIECHBI Ha BBIIBICHNE MUHUMAIIBHBIX
KOJIMYECTB aHTUICHA W MX TOYHOH Jiokanm3aruu. OHM 0COOCHHO BaXKHBI VIS
MPOTHO3a, MOCKOJIBKY MO3BOJISIOT YJIIOBUTH ITATOJIOTMYECKHE IPOLIECCH HA CaMOH
paHHei CTaany, KOraa OTCYTCTBYIOT BUAUMBIE MOP(OIOTHUSCKHE H3MEHEHHS.

MABA Ill. OCHOBHbIE CUHAPOMDbI
NPU 3ABOJIEBAHUAX MOYEK U MOYEBbBIX NYTEN

MoueBou cnHapom
A.B.Mankou

MoueBoii CHHIPOM — BaKHEUTIIHY CHHAPOM ITpH 3a00JIEBaHUAX MTOYEK, KOTOPHIHA
4acTO OKa3bIBAETCSA €IWHCTBEHHBIM IPU3HAKOM MATOJOTMH y Aered. Mouesoi
CHHJIPOM MOXXET UMETh HECKOJIBKO XapaKTEPHCTHK.

MpotenHypus

HpOTeI/IHypI/Iﬂ — BapHaHT MOYCBOI'0 CMHApPOMaA, IIPHU KOTOPOM B MOYE€ BBLIABJIIA-
eTCsl TIOBBILICHHOE KOJIU4ecTBO Oeska. Haubonee nHGOpMaTHBHBIM SIBISETCS
ompeneneHue 6esKa, BHIISIIEMOro ¢ MOYOH 3a CYyTKH — CyTOYHAS IPOTEHHYPHS.

B HOpMe B MOY€e BCeria MIMEETCsl MUHIMAIBHOE KOJIMYECTBO OENKa, HE BBISIB-
JsleMoe cTaHaapTHeIMU Tpobamu. KonnenTparust Oeska B MOYE 300POBBIX IETEil
cocragisier 10 200 mMr/cyT.

Knaccudukanms mpoTeMHypHid YUNTHIBAET CTENIEHb BHIPAKEHHOCTH, MOJIe-
KYJISIPHYIO Maccy Oenka (CeJIeKTHBHOCTh), HCTOYHUK MpoTenHypuu (Tadm. 3.1).

B 3aBHCHUMOCTH OT CTENICHH BBIPAXKEHHOCTH BBIICTSIOT C1€008VI0, YMEPEH-
HYIO U MACCUBHYI0 npomeunyputo. Y B3pOCIBIX U HOIPOCTKOB HE3HAYMTEIBbHOM
(cmenoBoii) siBisieTcst mporenHypust 1o 1,0 r/cyT., ymeperHoit — no 2,0-2,5 r/cyT.,
MacCCHBHO# (BBICOKO#, HedpoTryeckoii) — 6omnee 2,5-3,0 r/cyT. Takoe meneHue,
HECMOTPSI Ha €r0 YCIIOBHOCTh, MIMEET BAXHOE KIMHUKO-IHATHOCTHYECKOE 3Ha-
yeHue. VcTouHnKOM Oenka Mpu CIASAO0BOH MPOTEHHYPHH MOXET OBITH JIF000H
OTIIeNT MOYEBBIJICIUTENBHOI CHCTEMBI (OT IOYEK O YPETPhl); YMEPEHHas Mpo-
TEHHYPHS UMEECT, KaK IIPaBIJIO, PeHAIBHOE [IPOUCXOKICHIE (KaHATBIBI U KITy-
604YKHN); ICTOYHUKOM MACCHBHOM HPOTECHHYPHH MPAKTHIECKH BCETAA SIBIIFOTCS
KITyOOUKH ITOYEK.

VY nmeteii, 0COOGEHHO TPYAHOTO W MIAIIECTO BO3PACTa, KPUTCPHU OLCHKH
BBIPQKEHHOCTH TPOTEHHYPHUHU HHBIC, TaK KaK abCOMIOTHOE KOMMYEeCTBO Oeska
B KpOBH peOeHKa HAMHOTO HIKE U, CIICJOBATEIBEHO, Aa0COMOTHBIC TIOTEPH €ro
¢ Mouoii menbuie. Tak, y peOeHKa paHHEro BO3pacTa pa3BHTHE He(dpoTHHIe-
CKOTO CHHIPOMA BO3MO)KHO IIPH YPOBHE MPOTEHHYpur 0KoJIo | r/cyT. [Tostomy
B JIETCKOM BO3pacTe MPUHATO CYUTATh BICOKOW MPOTEUHYPHIO, MPEBBIIAIOITY IO
1,0 r/mM%/cyT. unu Gonee 50 Mr/kr/cyt.; ymepennoi — no 1,0 r/m2/cyt. CnenoBoii
MOXHO cuuTath nporeunyputo 0,2-0,5 r/m2/cyT.
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Ta6bnuua 3.1. Pabouas knaccndukauma NpoTerHypuin

CouetaHune
CreneHb Bbl- | MoneKynsap- Yacrora BbI-
pakKeHHOCTN Has macca Nponcxoxpenme ABNEHNA ¢ Apyrumin
caMmntTomamm
+ Cneposas CenekTnBHas MpepeHanbHas: «Pa3zoBas» » W3onupo-
« YmepeHHasn (anbbymuH, — HarpysouHas TpaH3uTtop- BaHHasA
» MaccusHan HU3KoMorne- — opTocTaTuye- HaA (npexo- |+ CoueTaHHan
(BblCOKasA) KynspHble CKas oawasn)
6enkun) - nguonartuye- NHTepmuT-
HecenekTus- cKas TUpytowas
HaA (c Bbl- — 3acTolHas (neprognye-
cokomone- - ¢pebpunbHas cKasn)
KyNnApHbIMM — 6epemeHHbIX Mepcuctu-
6enkamm) - nepenosHe- pytowas (no-
HUA 1 ap. CTOAHHA“A)
+ PeHanbHas:
- KaHanbLeBas
- KnyboukoBas
« [locTpeHanbHas

CrenoBasi IPOTEMHYPHS MOXKET BBISIBIISTHCS Y 37I0POBBIX I€TEH B «Pa30BBIX»
aHaJIM3aX MOYH, OJIHAKO MOCTOSHHOE MPHCYTCTBHE CIIE/IOB OEJIKa B MOYE HACTO-
paKHMBaeT IeuaTpa B IJIaHe JIATEHTHO TEKYyIeH MOYeYHOH aToIorHy U TpedyeT
JIeTaIbHOTO HE(POIOTNIECKOTro 00CIIeIOBaHNs peOCHKA.

B 3aBncuMocTH OT MONEKYISIpHOI Macchl Oeka, ONpeAeIsieMoro B Mode,
TIPOTEUHYPHSI MOXKET OBITh Ce1eKMUBHOU U HeCeNeKMUBHOIL.

[Ipn cenexTUBHOH MPOTEMHYPHH B MOYE BBIABISIFOTCS TOJIBKO HHU3KOMOJIE-
KyJISIpHBIE O€JIKH, TpoQuIBTpoBaBIInecs 3 mwiasmbl. Oxono 70% OenkoB Mouu
3[J0POBOT'O YEJIOBEKA IPUXOIUTCS Ha JIOJI0 YPOMYKOU/IA, CEKPETHPYEMOTO JITH-
TeNreM KaHalblieB nouek. Jlons momepynsipHoro 6esnka (Ipo¢uiIsTpOBaBLIErocs
13 TUTa3Mbl) B MOY€ 30POBBIX JIF0ZieH HeBbICOKa. B HOpMe (unbTpyroTes Oenkn
C HEBBICOKOM MOJIEKYIIAPHON Maccol, OJI3KOH K Macce aapOyMIHA: alTbOyMUHBI
(monexymsapusIii Bec (MB) 65-69 Tric. [la), moadpakius B-rmoOyTHHOB — TpaHC-
¢deppun (MB 90 Tric. [Ia), oj-mykonporens (MB 45 Toic. [a), o,-MykonpoTen
(MB no 150 TbIC. [a), y-m106ynunsl (MB no 150 Teic. [a). He dpunbsrpyrorces
B HOpMe Y-1100yniHbl ¢ MB Bbimie 150 thic. [la, f-munonporenHsl, GuOpHUHOTEH
U 1Ip.

CenexkTuBHas MPOTEHHYPHS Pa3BUBACTCS W3-3a MOBBIIICHUS (HIIBTPANN
Oenka B KIyOOYKaxX MOYKU MPH LEIOCTHOM IIOMEpYIIpHOM GuibTpe (Tpepe-
HaJIbHas1 HpOTeI/IHypI/ISI) WK €T0 HE3HAYUTCIIbHOM IMOBPEKICHUU. Takas npo-
TEHHYPHS XapaKTepHa JUIsl HePPOTHIECKOTO0 CHHIPOMa C MUHUMAJIEHBIMH H3Me-
HEHUSMH, TTPU KOTOPOM M3MEHSIETCSI 3apsAHO-CeNIeKTUBHAs (QyHKIUS KIyOoUKa.
Kananbuesast mpoTenHypusi, CBI3aHHAS ¢ HApyIIEHHEM peadcopOIiy mpouiib-
TPOBABIIETOCS OEJKA, TAKXKE SBISACTCS CETIEKTHBHOM.

BaxHoe 3HaueHHE, 0OCOOEHHO NPH CIIEA0BOI MPOTEUHYPUH, MOXKET UMETh
OIlCHKa JKCKpelnuu anbOymuHa. B HOpMme ¢ Mouoii BeiBoauTcs 30—60 mr
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anpOyMUHA B CYTKH (HOPMOAJTHOyMUHYpPHs); MOBBIIICHHE €TO KOJIHYECTBa
1o 300 Mr/cyT. Ha3pIBaeTCsl MUKpOoans0ymMuHypueit, 6onee 300 Mr/cyT. — Makpo-
anpOymuHypueil. [IoBBIIIeHHE 3KCKpeMy anbOyMHUHA BCET/Ia CBUICTEIECTBYET
0 NO4eYHOM (KITyOOYKOBOM HJIM KaHAJBLIEBOM) T€HE3€ IPOTEHHYPHH.

HecenexTuBHas IpoTeHHYpHsl BO3HUKAET NpHU Oosee IrpyObIX HapyIICHUSIX
mIoMepyisipHoro (uiierpa, npexie Bcero I'BM, u xapakrepusyercs: IpUCyT-
CTBHEM B MOYE HE TOJBKO HHU3KOMOJCKYISPHBIX, HO M KPYIHOMOJEKYISIPHBIX
0enKoB, HaIIpuMep 0,-1100yarHOB (¢ MB 60iee 150 TrIc. [la) 1 y-1100yIHHOB.
HecenexTruBHasi POTEUHYPHS SIBISIETCS MPOTHOCTHYECKH HEOIAronpUsITHbIM
MIPU3HAKOM.

[TporenHypHs B 3aBUCUMOCTH OT IPUIUHBI MOXKET OBITh npepeHanbHotl (Ipu
MHTCHCHBHO TEKYIIMX KaTabONINUECKHX IPOIECccax, HalpuMep IPH BEIPAKEHHON
THIICPTEPMUH, TEMOJIM3€E, MUEIIOMHON 00Je3HN), penanvrot (TIpU pa3IndHON
MATOJIOTHH KIyOOUYKa W KaHAJIBIEB IOYKH), NOCMpeHdIbHoU (TIPH TaTOJIOTHA
MOYEBBIBOJISIICH CHCTEMBI).

IIpepenajbHasi IPOTEMHYPHSI MOXKET HOCUTD (YHKYUOHANbHBIL XapAKTED.
Takasi mpOTEMHYPHS BBISABISETCS MTOCIIE 3HAYUTEIBHBIX (DPU3MUECKUX HArpy30K
(Harpy3o4Hast IPOTEHHYPHSI), UTO YaCTO OOHAPYKUBAETCS y CIOPTCMEHOB; IPH
JUTNTEBHOM HAaXOXJICHUH B OPTOCTaTHYECKOM IOJIOKECHUH (OpPTOCTaTHYeCKast
MIPOTEHHYPUSI) y JHIl OMpPEAeIIEHHBIX MpoQeccuii, TpeOyomuX ATUTETFHOTO
CTOsIHUS (MAapUKMaxepbl, XUPYPrH H 1Ip.), Ipu HedporTo3e, HOBBILICHHOW MO~
BW)KHOCTH ITOYKH. [IpOTEnHYpHS 110 TUIY OPTOCTATHYECKONH MOXKET HUMETh MECTO
TIPY TUIEPIIOP/03ax MTOSCHUYHOTO OT/IeNa IT03BOHOYHIKa. CyIecTByeT TaK Ha3bl-
BaeMas MapIieBas IpOTEHMHYPHs, YacTo HaloaemMast y CoJJiar rmocie JUIMTemb-
HBIX 1IepexooB. K (hyHKIIMOHAIBEHBIM OTHOCAT HANONATHYECKYIO IPEXOISIITYIO
MIPOTEHHYPHIO, TPOTEHHYPHUIO IIPH BBICOKOOEIKOBOH IHETE WM NEpPEeIaHuH,
pu GepeMEHHOCTH, 3aCTOMHBIX SBJICHHUAX B OOIBIIOM Kpyre KpOBOOOpaIeHHS
(3acToiiHas MPOTEUHYPHsI), IPU BBEIECHUM HOPaJpeHaINHa, IPH CTpecce, Ipo-
TEHHYPHUIO HOBOPOXKAECHHBIX JIETEH NMEPBBIX JTHEH KU3HH, a TAKKe JIMXOPATOYHYIO
(pebpunbhyI0) mporenHypHo. DYHKIMOHANbHAST TPOTEUHYPHUS BCETa MPexo-
JIIIIast ¥, KaK MPaBUIIO, SIBISIETCS CEJIEKTUBHOM M CIIEJOBOM, peXe YMEPEHHOI.

IIpepeHajibHbIe NPOTEHMHYPHH «TIePeNOJHEHUs» MOTYT BBISBISATHCA MIPU
3HAYUTENHEHOM ITOBBIIIEHUH KOHIIEHTPAIUU OeJIKa B COCYAMCTOM pycie («Iepe-
MOJIHEHHE» COCYIUCTOrO pyciia OeJKOM), YTO HPUBOAUT K IMOBBIILIEHHOH €ro
¢buIbTpay B KIryOOUKax MOoYky. Taknue coCTOSHHS MIMEIOT MECTO IpH 3abote-
BaHMSX, COMPOBOXK/IAIOIIMXCS MMOBBIMICHHON NPOAYKIMEH 0o pacrazoM Oen-
KOB (MHeIOMHast 00JI€3Hb, MaparnpoTeHHEMHIH, MHOTIIOONHYPHS, JTH30LUMY PUS
U 1p.), a Taxoke Ipu HHQY3WIX OETKOBBIX PACTBOPOB (HAaIpUMep, anbOyMIHA).
Takasg npoTeuHypUs HOCUT CIEAOBOM WM YMEPEHHBIM XapaKTep, HO TaKkKe
OIMCAaHBI CITy4an BHICOKOI MPOTEHHYPHH.

PenanbHasi MPOTEeMHYPHSI, B CBOIO OYEPEIb, MOXKET OBITH KIYOOUKOBOU
U KaHanbyesoll, XOTA 3a4acTyl0 B KOHKPETHOM CHTYAIlMH CIIOKHO HPOBECTH
nogo0OHOe pasrpaHUUYCHNE.

Kiy0©oukoBast mpoTenHYpHsl BOSHUKAET NPH MOBPEXKICHUN UM HapyIIECHUN
cBoiicTB 'bM u xapakTepHa AJ11 UMMYHHBIX 1 HEUMMYHHBIX ITIOMEPYJIONATUI.
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KiyboukoBast nporennypus BeisiBisieTcs npu ['H, modeunom amuionnose,
IabeTHYeCKOM U THIIEPTEH3UBHOM HE(POCKIEpO3e, a TakxKe TpomMOo3e moyed-
HBIX BEH, «3aCTOMHOMN MOYKE» U Mp.

[Tpu I'H Ga3zanpHas MeMOpaHa Ki1yOOYKa IMOBPEXAAETCS BCIEACTBUE OTIIO-
JKEHUsI IMMYHHBIX KOMIUIEKCOB WJI aHTHTEI, YTO IIPHUBOIUT K MOBHIIICHUIO €€
MIpoHKIIaeMocTH Ayt O6enka. [Ipu HepoTHIEeCKOM CHHIPOME ¢ MUHUMAIIbHBIMA
M3MEHEHHUSAMH B TJIOMEpYJaxX HET BBIPAKCHHOTO MOPQOIOTHUECKOTO MOBPEXK-
JeHusl 6a3asbHONW MeMOpaHBI, OMHAKO M3MEHSIOTCS €€ CBOICTBa — TepsieTcs
OTPHILIATEIBHBIN 3apsi, UTO JAejlaeT MeMOpaHy NPOHUIIAEMOM IJIsI MEJIKUX OTPH-
HaTeIbHO 3apsKEHHBIX OEIKOBBIX MOJIEKYN alibOyMHHA. BaxkHy10 posib pu 3TOM
UTPaIOT TaKke KJIETKH KIyOOouKa, 0COOEHHO MOAOUUTHI. VIMEHHO ANCOYHKIMS
MTOJIOLIMTOB HApsAy C M3MEHEHHEM 3apsja 0a3anbHOM MeMOpaHbI SBISETCS
Ba)KHEHIIIMM 3BEHOM I1aTOTeHEe3a He()POTHUECKOTO CHHAPOMA C MUHIMAJIbHBIMA
W3MEHEHHSMH, YTO HAXOIUT CBOE OTPAKEHHE B YACTO YHOTPEOIIEMOM TEPMUHE
«00INEe3Hb HOXKEK MTOAOLUTOB.

KaHanblieBasi nmpoTenHypusi pa3BUBAETCsl B PE3yNbTaTe HapyLIeHUs (QyHK-
LUOHAJILHOM CITIOCOOHOCTH KaHabIeB He(poHa (0COOEHHO MPOKCUMAJIBHBIX)
peabcopOupoBars OeNOK U3 IEPBUYHON MOUH.

YV B3pOCIIOT0 YenoBeka B PU3NONIOTHIECKUX YCIOBUSIX MOXKET (DHIIBTPOBAaThCS
1o 1-2 r 6enka B cyTku. IIpoduisTpoBaBmecs B MOIOCTH KAICYIIBI KITyOoUKa
HU3KOMOJICKYIISIpHBIE OETIKM B HOPME IOYTH IOJHOCTBIO peabcopOupyroTcs
B KaHajbLax. [loaToMy npu HapylieHnu peabcopOIMu IPOTEUHYpHs, KaK 1pa-
BMJIO, HE BBINIE yMEPEeHHOU (10 2 T/CyT.) U HOCHT CEJIEKTHBHBIH XapakTep.
Hapymenne oOparHoro BcachiBaHMs OeJIKa B KaHAIBIIAX ITOJTBEPIKIAETCS TTOBbI-
[ICHHEM B MOY€ KOHIICHTpAIMK adbOyMHHa U [3,-MHKpOIIOOYIHHA, KOTOpPHIE
B HOpPME ITOYTH HOTHOCTHIO peabcopOupyroTcs.

[ToMumo 3TOTO, IPH HOPAKEHHUSIX TYOYITOMHTEPCTUIIMATBHON 30HBI B IIPOCBET
KaHaJIbIEB MOXKET MMOCTYNIaTh BOCITQJIUTEIbHBIN 6eﬂ0K.

Kananbuesast npoTenHypHs XapakTepHa Ul HHTEPCTUIIMAIBHOTO HeppuUTa,
MUeNoHepHTa, OCTPOTO KAaHAIBLIEBOTO HEKPO3a, HEKOTOPBIX IIEPBHYHBIX TyOy-
JIONaTHH, KaTMHIIEHMYECKOH ITOYKH, OTTOPXKEHHUS! MOYEYHOTO TPAHCIUIAHTATa
U JIp.

IMocTpeHajibHasi MPOTEMHYPHUSI MOXET OBITh CBS3aHA C MPOAYKIHEH BOC-
HAJIUTENbHBIX OSTKOB U pachaioM JIEHKOIIMTOB U OaKTepUalIbHBIX KIETOK NPU
MH(}EKIMOHHO-BOCTIAJINTENBHBIX 3a00J€BaHUAX MOYEBBIBOJSIIETO TPAKTa,
a TaKkXe C IMPOIYKINeH OOKaIIOBUAHBIMHU KJIETKAMH YPOSIHUTENINS CIU3H — ypO-
myxonna Tamma—Xopedanna. Yamme nmocrpeHanbHas IPOTEHHYPHsI ObIBAeT ciie-
JIOBOM, peKe — YMEPEHHON U NPAKTUYECKH HUKOTJIA — MACCUBHOM.

HpOTeI/IHypI/Iﬂ nHorjaa ABIACTCA CAUHCTBCHHBIM IPU3HAKOM ITOYECYHOTO 3a00-
JICBAaHUS — U TOrJa Ha3bIBACTCs HSOHHpOBaHHOﬂ. [TocrosHHas H30JIMpOBaHHas
MIPOTENHYPHsI HAaOIIOaeTCs IPH HEPPOTHUECKOM CHH/IPOME C MUHUMAIIbHBIMA
N3MEHEHUSMH B TIIOMEpYJIax, TOYEUHBIX JHUCIIIA3UsIX, HACIEICTBEHHOM He(pHTE,
aMMJIONJI03€ TIOYEK U JIp.; M30JMPOBAHHAS MHTEPMHUTTHUPYIOIIAs IPOTEHHYPHUS
MOKET BBISIBIISITHCS IIPHU TTOBBIIIEHUH MOJBIKHOCTH ITOYEK U HE(POMTO3E.
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FemaTtypua

I'emarypust (maTosnormdeckas 3pUTPOLUTYPHST) — MATONIOTHYECKOE BBIICIICHHE
€ MOYOH 3pUTPOLNTOB. Ecim mpu MUKpPOCKOITMM MOYEBOTO OCagKa OOHAPYXKH-
BaeTcst Oosee 3—5 3pUTPOLUTOB B mojie 3peHwst; 6o 6osiee 1000 3puTponnuTos
B 1 Myt Moum B ipo6e mo Heunnopenko; in6o 6osee 1 MITH 3pUTPOLIUTOB B Pode
mo Anmucy—Kakosckomy; 6o Oonee 700 3pUTPOIUTOB B MHUHYTY B MpoOe
1o AMOyp>ke — MOXXHO TOBOPHTH O TeéMaTypHH.

B 3aBuCHMOCTH OT BBIPD&KCHHOCTH PA3IUYAIOT MAKPO- U MUKDPO2EMAM-
ypuio. Ilpn Makporemarypuu 3KCKpELUsl 3pUTPOLUTOB C MOYOH IPEBBIIIACT
100 miH/cyT., a MOYa IPHOOPETAET IBET «MSCHBIX IIOMOEBY». Makporemarypus
XapakTepHa JJIsl OCTporo mnocrcrpentokokkoBoro I'H, IgA-Hedponaruu, psaa
ypoJornueckux 3aboneBaHui. [y MUKporeMarypuu XapakTepHO OTCYTCTBHE
N3MEHEHNS [[BeTa U 0OHAPYKEHHE SPUTPOLIUTOB JIMIIH IIPH MUKPOCKOITUH MOYe-
BOTO OCaJIKa.

B 3aBucMMOCTH OT MPHUYUHBI BBIACISIIOT: 6Henoueunvle cemamypuu (TIpe-
peHanbHbIE), CBA3aHHBIE C HAPYIICHWEM KOArylislud U TPOMOOOOpa3oBaHUS;
peHanvhble 2eMamypuy, BbI3BaHHBIE MATOJIOIMUECKUM IPOLIECCOM B IMOYeU-
HOW TKaHH, W NOCTPEHaJbHBIE, 00YCIOBICHHbIC MATOJIOTUEHl MOUYEBBIBOMS-
mux 1myTed. JlaHHbIE OTEYEeCTBEHHBIX M 3apyOeXHBIX aBTOPOB 10 IMPHUYHUHAM
reMaTypuu y gereit 0606mensl B paboueit kinaccuduxanuu JI.C.IIpuxoanHoii
n O.A.Manammnoit (2000):

1. IToyeunble NPUYHHBI (MAPEHXUMATO3HBIH UCTOYHHUK):

* ['momepyssipHbIE TOpaXKEHHUSI:

— IIponnceparuBueie (nocrcrpentokokkoBeii ['H; Me3anrnonponude-
paruBsbrii ['H; MmemOpanonpomudeparusueni 'H; IgA-aedponarus;
Hedput npu 6onesrn llenneitna—IeHoxa; OBICTpOIPOTpECCUPYIOMINIA
I'H; T'H mpu CKB; cuanpom ['ynmacuepa; naponarnaeckas CMEIIaHHAsS
KPHOTTIOOYTHHEMHS).

— Henponudeparupusie (HacneacTBeHHbIH HeQpuT; HedpoTHuecKuit
CHHJPOM C MUHHMAaJIbHBIMH W3MEHEHHSME; (POKAIBHBIN M CeTMEHTap-
HBIA TIIOMEpYIIOCKIepo3; MeMOpaHo3Hbid ['H; Hedpockiepos (anade-
TUYECKHHA, THIIEPTOHNYECKUIT); O0NIe3Hb TOHKUX 0a3allbHBIX MeMOpaH;
HedpomaTus pu CEPIIOBUTHO-KIETOYHONH aHEMHH).

* HeriomepyispHble OpaKEHHUSI:

— Bpoxnennsie (monuknucro3Has 601e3Hb MOYeK (ayTOCOMHO-JOMHHAHT-
Hasl ¥ peliecCUBHas); Ty04arast OYKa; MPOCTHIC KUCTHI).

— TyGynounTepcTuiinansabeie Hedponatun (qrcMeTadonndeckas Hedpo-
MaThs ¢ OKCANIaTHOW W/WIIM YPaTHOM KPHUCTAJLTypHEH; HHTEPCTHIINANb-
HBI He(PPUT; THETOHEPPUT; OCTPHIN KaHAIBLIEBBIN HEKPO3).

— Omyxonu (omyxoib BuiibMca; aHrnoMuonunoma (Tyoepo3HbIil CKIEpo3);
MOYEYHO-KJIETOYHAsI KapIIMHOMA).

I1. BHenoveuHnble MPUYAHBI (3200JI€BAHNS MOY€BOT0 TPaKTa) (BOCma-
JIeHWEe MOYEBBIX IyTeH [ypeTpuT, LHCTHUT W Ap.]; crennduueckas HHOEKIHs
[TyGepkymes]; mmcToMaro3; TpaBMa, Omepanys, HHOPOIHOE TEN0, 0OCTPYKITUS;
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KaMHHM; YPETPalbHBIA JUBEPTHKYII, IPOJIAIIC; yPETEPOILEe; KICTHI; OIyXOIn
[mepexoaHO-KIIeTOUHAS KapI[ITHOMA) ).

II1. 3a0oeBaHMA MOYEYHBIX COCYIOB: MOPOKH PA3BUTHUS apTepuil, BEeH;
TpoM003 MM SMOOITHS BEH, apTepuil; aHeBpU3Ma, TeMaHTHOMa; apTepHOBEHO3HAs
¢ucryna; cuaapoM «nutcraker») («aopToMe3eHTEPHATBHBII ITMHIET) ), CHHIPOM
Opeiinu.

IV. CucreMHble HApYIIEHUS KOATYJSINUU (KOATYJONATHH, TPOMOOIH-
TONMAaTHM).

V. IIpoune (runepkanbuuypus; pusndeckas Harpy3Ka; UCIOIb30BaHUE aHTH-
KOAryJIsIHTOB; HOTTEHAKOJICHHBIH CHHAPOM; JTIOMOAITH4YeCKU-TeMaTypUIeCKUi
CHH/IPOM; IOHOIIECKHI PEBMATOMIHBIN apTPUT; MOCIEACTBHS OYEUHOI OHorcuy;
SHJIOMETPHO3; TUIIEPTPOGHS HITH aJIeHOKapIITHOMA IIPOCTaThl; Oone3Hp Pabpn).

[To npomOmKNTETHHOCTH TeMaTypHsl OBIBACT KpamKkospemeHHOU (IMU301H-
YeCKOH, HalpuMep, IIPU IPOXOXKICHUH KaMHs 10 MOUeBOil cucteme, hedpuib-
HBIX COCTOSHHAX, ITOCJIC (bl/ISI/I‘IeCKI/IX Harpy3okK, KaK TOKCHUYCCKas pCakmusa
Ha JIEKapCTBEHHBIE Mperiaparsl), unmepmummupyioweii (npu IgA-nedponarmin)
WM cmotikoti (MEPCUCTUPYIOIIEH) ¢ Pa3IMYHON CTENEHBIO BEIPR)KEHHOCTH, 4TO
HabIonaeTcs MpU HAaCJIEACTBEHHBIX HeQpHUTax, HEKOTOphIX Bapuantax I'H,
HEKOTOPBIX BHJIaX IMOYEYHBIX JUCIUIA3HI.

I'emarypust MOJKET OBITH H30JIMPOBAHHOM, T.€. CIMHCTBEHHBIM IIPOSBICHUEM
3a00JIeBaHNs; @ MOXKET COUETAThCSI C MPOTEUHYpUEH, TIEHKOIUTYpHUEH, KpUCTAII-
aypueii. M3-3a 6orarcTBa KpoBoCcHaOKeHHUs] HEPpPOHA MOT'YT BO3HUKATH SIBIICHHS
LIYHTUPOBAHHS MEJIKMX ITOYEYHBIX COCYJIOB, YTO COMPOBOXKAAETCS ITOSBICHUEM
SPUTPOLUTOB B MoUe. B Taknx cirydasx H30JIMpOBaHHAsI TeMaTypHsl Ha3bIBaeTCs
3CCEHI[HAIHLHON.

W3onupoBaHHasi reMaTypusi HHTEPMUTTHPYIOLIETO W MEPCUCTHPYIOLIETO
Xapaktepa HanOoliee TpyJHa Uil JUarHOCTUKH U SIBIISIETCS, TI0 MHEHUIO 00JIb-
HIMHCTBA HE(PPOJIOTOB, IOKa3aHUEM K IIPOBEIICHUIO IIOYEYHOH OHOTICHH.

[o pe3ynbraram TpexcTakaHHOW MPOOBI BBINEINSIOT UHUYUANbHYIO (HAYaIIb-
HYI0) TeMaTypHIo, XapaKTepHYIO JJIs TIOPAKEHUH ypeTpsl U MPOCTAaThI;, mep-
MUHAILHYIO (KOHEUHYIO), BBIBISIEMYIO TIPH MOPAKCHUSAX MPOCTAThl M LICHKH
MOYEBOTO IIy3bIpS; U MOMANbHYI0, XapaKTEpHYIO Ul 3a00J€BaHUN TTOUYEK,
MOYETOYHHKOB M MOYEBOTO Iy3bIpsi. ToTampHast reMaTypHst MOJKET ObITh OIHO-
u [lByCTOpOHHeIZ — B 3aBUCHUMOCTH OT TOT'O, U3 OJHOT'O NJIN O6OI/IX MOYCTOYHUKOB
KPOBb II0I13/Ia€T B MOUYEBOH Iy3bIpb. BEHIsBISIETCS OAHO- MM JBYCTOPOHHOCTH
reMaTypHu TPH LUCTOCKOIHH C Pa3AeIbHON KaTeTepu3ayeil MOYeTOUHHKOB.

B 3aBrcHMOCTH OT BBIPKEHHOCTH OOJIEBOTO CHHAPOMA IreMaTypHs MOXKET
OBITH Ooe6otl U Oe300e6ot. B 6oBIIMHCTBE CiTydaeB He(ppoIorndeckas maro-
JIOTHSI TIPOSABIISIETCA TOTAJIBHOM JBYCTOpOHHEH 0e30051eBOM remarypuei, Toraa
KakK JIpyrue BapuaHThl TeMaTypuil TpeOyIOT HCKIFOUEHHs! yPOIOTUYECKOH Maro-
noruu (puc. 3.1).

Ha penanbHbIi XapakTep reMaTypun yKa3blBacT 0OHapyXEHHE SPUTPOLUTAp-
HBIX 3€PHUCTHIX LIJIMHAPOB B 00IIeM aHanu3e Moul. lI3mMeHeHne Mmopdonorun
SPUTPOLUTOB, BRISBIAEMOE NPH (Ha30BO-KOHTPACTHON MUKPOCKOIINU MOYEBOTO
ocCajika, TaKKE€ MOXKET CBUJACTCIIBCTBOBATH O MMOYECYHOM MPOHUCXOXKACHUN IreMa-
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lematypus

o HTeHCnBHOCTK: MaKpo- N MnKporematypua

v v v

VIHnumansHaa ToTanbHan TepmunHanbHasa
OpHOCTOPOHHAA [1ByCTOpPOHHAA
Bonesan Besbonesas
l l \/
MpenmyuiectBeHHO MpenmyuiectBeHHO MpenmyuiectBeHHO
yponorunyeckas Hedpornornyeckas yponorunyeckas
naTonorus naTonorus naTonorus

Puc. 3.1. Anroputm BbisiBfeHMs Hedpo- 1 ypOsormyeckoro xapaktepa rematypumn.

Typun (IPEeHMYIIECTBEHHO IIIOMEPYIISIPHON, pexe — KaHaibleBoit). [Ipu atom
6osee 80% 3pUTPOIMTOB UMEIOT HEMPAaBHIBHYIO (DOPMY, PE3KO pa3IHuaroTCs
MO BEJIMYMHE, X MeMOpaHa UMeeT pa3pbIBbl WM YHAYIHpYyeT. Ecin ke 00i1b-
HIMHCTBO 3PUTPOLUTOB UMEIOT NPaBHIbHYIO (OPMY U HE OTIMYAIOTCS 10 pa3-
Mepy, TO reMaTypHs UMeeT IIPEeUMYIIEeCTBEHHO BHETIOYeUHbIH reHe3. [Ipu atom
CJIE/TyeT YUUTHIBATh BOBMOXKHYIO MOCTPEHAIBHYIO 1e(OpPMaNNIO SPUTPOLIUTOB,
CBSI3aHHYIO C KojteOaHus My pH, ¢ yCIoBUsIMH XpaHEHUS MOYH U JP.

[TaTorenes peHabHOI reMaTypuu 40 KOHLIA HE ACEH. BO3MOXHO HECKOIBKO
MEXaHH3MOB IOTaJaHuUsI SpUTpoLKTa B HehpoH. Bo-MepBhIX, SpUTPOLIMTH MOTYT
NIPOHUKATH B HE(POH IIyTeM Iaccaxka yepes nopsl 'bM (miomepynsipHbiii Mexa-
HH3M); OJTHAKO HE OTMEUYEHO YETKOTO Mapaulesii3Ma MeX1y CTETICHBIO TIOBPEXKIe-
HUA 0a3anbHOM MeMOpaHbI KITyOOYKa M BEIPaKEHHOCTBIO reMaTypiH. Bo-BTopbIX,
MECTOM BBIXOZ[d 3PUTPOLUTOB MOTYT SIBISATHCS NEPUTYOYIAPHBIE KalMJUIPHI,
PAacIONOKEHHBIE B HETIOCPEICTBCHHON OMM30CTH K KaHANbIaM (KalLIIpHO-
KaHaJIbLIEBbIi MEXaHU3M). B-TpeTbuX, ONpeeNieHHYI0 POJIb MOXKET UTPATh U3Me-
HeHue 3apsiia MeMOpaHbl 3puTpouuTa. M3BecTHO, YTO CHIDKEHHE HOPMAJILHOTO
OTpPHUILATENLHOTO 3apsiia SPUTPOIUTOB OTPAXKAET IOTEPIO OTPHILIATENHHOTO 3apsiaa
6azanpHOM MeMOpaHBbI KiTyOouKa. ¥ OOJIBIIMHCTBA OONIBHBIX C Pa3IMYHBIMU reMa-
TYPUYECKMMH He()PUTAMH BBISBICHO CHIDKCHHE 3apsiia 5PUTPOLUTOB neprdepu-
gyeckoil kpoBH. K M3MeHeHHIo 3apsiia MeMOpaHbl 3pUTPOLUTA MOXKET IPUBOIUTH
BO3/ICiCTBHUE JIEKAPCTBEHHBIX MPENapaToB, Pa3IMYHbIX aHTUTCHOB, aJIKOTOJb U JIp.
B-ueTBepThIX, MOXKET U3MEHSTHCS (POPMa IPUTPOLIUTA, YTO OYIET CIIOCOOCTBOBATH
ero nonaaanuio B HepoH. Ha ¢popmy spuTpormTa MOTyT BIUSTH Kak BHYTPEHHHE
(axTopbl (COCTOSIHUE TeMONIOOMHA M €r0 CBSA3b C MEMOpPAHOIl), TaK W BHELTHUE
(aHTHTEHBI, JICKAPCTBEHHBIE TOKCHHBI, MEXaHHMIECKUE TTOBPEXICHHS U 1p.).
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OnmHUM U3 BapHAHTOB TEMATyPHH SBIICTCS 2emo2nobunypus (TIPUCYTCTBUE
B MOY€ CBOOOTHOTO TeMOITIO0NHA), KOTOpasi, KaK MPaBHIIO0, COYETAETCS C IIPOTe-
WHYpHUEH, SPUTPOIUTYpUeH U TIHHIpYpuei. [losBneHne reMmorinoonHa B Mode
XapaKTECpHO 1A COCTOHHHﬁ, COITPOBOXKAAIOMINXCA BHYTPUCOCYAUCTBIM I'€MOJIN-
30M 1 JIBC-cunpomMom (BO3IECHCTBUE TOKCHYECKUX BEIIECTB, JICKAPCTBEHHBIX
MPEerapaToB U MPUPOTHBIX TEMOIUTHUSCKUX SIIOB, YKYCBHI 3MEH M HACEKOMBIX
u Jp.).

[Ipomecc AMarHOCTHYECKOTO MOXCKA TP CHHAPOME TeMaTypPHH Ype3BBIYaliHO
CJIOXEH H, 10 MHEHHUIO OOJNBIIMHCTBA HE(POJIOTOB, IPECTABISAET HAHOONbIINE
i depeHIanbHO-TMarHOCTUUECKHE TPYIHOCTH. Y IeTell reMaTypHs SBIseTCs
Hauboee 4acThIM BapHaHTOM MOYEBOrO CHHApPOMA (Kak M30JMpPOBAaHHAs, TaK
U cOYETaHHas C IPYTHMHU CHHIPOMAMH) U B OTIIMYHE OT B3POCIBIX B a0CONMIOTHOM
OONBIIMHCTBE CITy4aeB HOCUT PEHABHBIN Xapakrep. U3 Bcex 3a001eBaHMi TOYEK
¥ MOYEBOM CHCTEMBI y ieTe okoio 1/3 mpoTekaet ¢ remarypueit. [losTromy mis
ITOCTAHOBKH NPABIJIFHOTO TUArHO3a MPU BRIABICHUN TeMaTyPHH BaKHO MIPOBE-
JICHUE TLIATEIBHOTO 00CIeI0BaHus OOJIBHOTO C BBISIBICHUEM JIPYTHX NPU3HAKOB
3a00JIeBaHus, 1aXKe HE UMCIOIINX, HA TICPBBINA B3MJIS, OTHOIICHUS K TTOYCYHOM
MATOJIOTHH;, TIOAPOOHEIH cOOp aHaMHe3a 3a00JIeBaHUs 1 )KU3HU peOeHKa, ceMeli-
HOTO aHAMHE3a; JOTIOIHUTEIEHBIC METOBI 00CIICTOBAHNS, B TOM YHCIIE UCCIICHO-
BaHISI MOP(OJIOTHH SPUTPOIIMTOB MOYEBOTO OCAIKa M OMOIICHH TIOYE€YHON TKAHH
¢ MOp(OIOTUYECKUM HCCIIeJOBAaHUEM OHONTAaTa (3a4aCTyIO 3TO €IUHCTBEHHBIN
Coco0 MOCTAaHOBKH JJUarHo3a).

Jlekouuntypusa

JlelikonMTypHsi — BApHaHT MOYEBOTO CHH/IPOMA, TIPH KOTOPOM B 00I1IEM aHaIHn3e
MOYH OIpeaessercs Oomnee 5 JIEHKOUNTOB B II0JIE 3pEHHS Y MAJIBYMKOB U OoJee
8—10 — y meBouek, B mpobe Moun mo Heunmopenko — 6onee 2000 1eHKkonnTOB,
B ipobe mo Annrcy—KakoBckomy — Ooree 2 MITH JeHKOIUTOB. JIeHKOIUTYpHs
MOXET UMETh Pa3TMYHYIO BRIPAXEHHOCTD H B CIIy4asix, KOT/Ia JIEHKOIUTHI TOKPHI-
BaIOT Bce noutst 3peHus (wiu 6osee 200 B mone 3peHust), Ha3bIBACTCS nuUypuetl.
[MTpuumHOH NEHKOIUTYpUH B OOJNBIIMHCTBE CIIydaeB SBISIETCS MUKPOOHO-BOC-
MATUTETBHBIN MPOLIECC B IOUYCYHOHN TKAHH HIIH MOYEBBIBOJSIIUX MY TSIX, IIPH 3TOM
JMEHKOIUTYPHSI, KaK MPaBUIIO, COUeTaeTCsl ¢ bakmepuypuel. bakrepun MoryT
0oOHapyKHUBaThCS TPU MPOBEICHUH OOIIETO aHAJIH3a MOYHM; MOXXHO BBISIBHTH
OaKTepHypHIO TPH HUCCIICAOBAHUN | MJI U3 CpeIHEeH MOPINH CBEKECOOpaHHON
MOUYH TIPH CBOOOTHOM MOYEHCITYCKaHHH — €CJIH B Hell 00HApYKUBAeTCsl He MEeHee
10* MUKPOGHBIX Tes1, GakTepUuypHs cuuTaeTcss uCTUHHOM. [Ipu oTcyTCTBIM GaK-
TEpUi B MOYE JIEHKOIMTYpHUsI Ha3bIBaeTCsl a0aKTEPHAIbHONW U MOXKET SIBIISTHCS
MIPU3HAKOM MHTEPCTUIMATHHOTO BOCIIAJICHUS B IOYEYHON TKaHU, HE COIPOBO-
JKIAIoNIeTocss MUKPOOHOM MHBa3mei; MO0 Takas JeHKOUTYPHS MOXKET OBITH
cBs13aHa ¢ HanmmaueM L-opm G6akrepuii. Yame Bcero mpu 6akTepuypuH BBISBIIS-
I0TCSI TPaMOTpHIIATENbHbIE OaKTeprn ceMelcTBa Enterobacteriaceae, 0COOEHHO
KUIIeYHas najodka. V3 rpaMmoioKuTeNbHbIX OaKTepUil MOTYT BBICEBATHCS
CTa(UIOKOKKH, SHTEPOKOKKH U CTPENTOKOKKH. BBIsSBIEHHE M30IMPOBaHHOMN
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GakTeprypuH B 00IIIEM aHATN3E MOYH HE SIBIISCTCS JUArHOCTHUECKH 3HAYUMBIM,
3a UCKIIOYCHHEM OOHapyXeHHs criennuuecKnx Bo30yauTenel, HalpuMmep
nanouku Koxa.

BaxHoe 3HaueHuE B IJIaHE AMArHOCTUKH JICUKOUUTYPUH UMEET OIpenesie-
HHE MOP(OIOTHH JIEHKOIIMTOB MOYEBOTO Ocajika. BripaxkeHHOE npeolnananne
HEUTPO(HIIOB CBHIETEILCTBYET O OaKTEpHATLHOM BOCITAJICHHUH (J]aXKe B OTCYT-
CTBHE OaKTEpUypHH), TOTIA KaK MpeodiIaJaHue MOHO- U JIMM(OLIUTOB B MOYEBOM
0CaJKe XapaKTepU3yeT UMMYHHBIH WM BUPYCHBIN Iporiecc. D03uHOGIIbHAS
JEUKOLUTYPHUS MOXKET OOHAPYKUBATHCS IPU JUCMETa0O0IMUECKUX HAPYIICHHSIX,
ATOMNYCCKUX PCAKIUAX.

B ycraHOBIEHMM JIOKaIHM3allMM BOCIAJIUTEIBHOTO Ipolecca IpH JeH-
KOLIUTYPHUHU B OIPECIICHHON €ro CTENEeHM IOMOTaeT TPeXCTakaHHas Ipoda.
[TpenmyInecTBeHHO MHUIMANbHAS JICHKOLUTYpUS HanOojee XapakTepHa UIs
ypeTpHTa ¥ MPOCTATHTA; IIPEUMYILECTBEHHO TEPMHUHAIIBHAS — [UIS IPHUILIEEYHOTO
IUCTHUTA, ITPOCTATHUTA, AUBCPTHUKYJIAa MOYCBOTO ITY3bIPA. ToranbHas J'IeﬁKOLIPITy-
pHSL XapaKTepHU3yeT LUCTUT, MUEIOHEPPUT, TyOSpPKyJie3 TOYKH; OHA BBISBIISETCS
IIpY Pa3BUTHH MH(EKIMOHHO-BOCTIAINTEIBHOTO TIpoliecca Ha (OHE 0OCTpPYK-
TUBHOH yponarnu (ModekamMeHHass 00Je3Hb), NP TyOyJOMHTEPCTHIHATLHOM
Hedpure.

Takum 00pa3oM, HCTOYHHMKH JEUKOIMUTYPUU MOTYT OBITh Pa3IHYHBIMU.
ITo yposHio nopaxkeanss OMC neHKkonnuTypHs MOXKET OBITh MOUEUHON (TIoMe-
PYJIBl ¥ KaHAJbIIBI) U BHETOYEYHOHN (M3 BEPXHUX MOYEBBIX NMyTeH — JOXaHKH
W MOYETOYHUKH; N3 HIKHUX MOUEBBIX IIyTel — MOYEBOM ITy3bIPb U YpETpa).

LUunuugpypus

[TunmuaOpypys — BEIABIEHHE B MOYE LIMIIMHPOB (THAIMHOBBIX, BOCKOBUIHBIX,
3epHUCTHIX). OCHOBY IMJIMHAPOB COCTABISIOT YPOIIPOTEHH, MPOLYLIHMPYESMBIH
SMUTENNEM H3BUTHIX KaHAIBIEB, O€NKH (IPH MPOTCHHYPHHN), MPOLYKTHI pac-
ajia JeHKOLUNUTOB U OaKTepPHAIBHBIX KIETOK (TP MHUKPOOHO-BOCIATUTEIHHBIX
npolreccax), dpUuTpounThl (mpu reMarypun) U np. Lunuaapsr dopmupyrorces
B MOJIOCTH KaHAJBIEB He(pPOHA M3 MACC MYKOIIPOTEHIOB, B KOTOPBIX 33/ICPXKH-
BAIOTCSl KJIETOYHBIC HJIEMEHTHI, OCJIKM WM KalleJbKH XHUPa, U MPEICTaBISIIOT
«BHYTPEHHHH CJIENIOK» C KaHAJbIla, CBOCOOPA3HYIO «IPOOKY», BHIMBIBAEMYIO
¢ Mouoil. Hmnuuapypus, kak mpaBwiIo, He OBIBACT W30JMPOBAHHOW M COUYETa-
€TCsl ¢ TeMaTypuei, IpoTeuHypueit u jgerkonntypueil. O6mas xapakTeprucTHKa
MOYEBBIX [MJIMHPOB Npe/ICTaBlIeHa B Tabnuue 3.2.

OpuTpounTapHble UIMHAPH! (pakTHUecKH Habmonatores Toiapko npu ['H.

JlelikonnTapHbIe HMIIMHPHI Yallle BCETO ONPEESIOTCS IPH uesoHedpure,
MHTEPCTHLHAIBHOM He(pHTe, MOTYT IIPUCYTCTBOBATh B 3KCCYAATHBHYIO (ha3y
npommgeparusaoro I'H. [Tpu nuenoHedpruTe MOTYT BCTpEeUaThCsl OaKTepHab-
HbIe IUTUHAPHI (PEIKO).

JKupoBsle HIUIHHAPHI ¥ IOYEYHbIE KIETKU C )KUPOBBIMU BKIIOYCHUSIMHI HHO-
IJla BCTPEUYAIOTCS NPU Pa3IMYHBIX TyOYJIOMHTEPCTHIHMAIBHBIX MMOPAKEHUSX,
a TaKkXe MPH HePPOTHIECKOM CHHIPOME.
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Ta6nuua 3.2. XapakTepucTmka Mo4YeBbIX LUTMHOPOB

Tun

OnucaHune

3HayeHune

MpocTble LUANHAPDI

[MannHoBble

MyKonpoTenHoBbI MaTPUKC,
CeKpeTMpyemblii KaHaslbLamu;
npodunsTpoBaBLwmecs 6enkn

Hecneundunyeckune; npmcyTcTayioT
B HOPMasbHOW MOYe, HO X KONu-
4eCTBO BO3pacTaeT Npu HU3KOM
anypese Unm NpoTenHypun

BockoBungHble

DopmurpytoTca B AUCTaNbHbIX
oTaenax HeppoHa; MaTPUKC Co-
LEPXMNT CbIBOPOTOUHbIE 6enkn

MpucyTcTBYIOT NpY faneko 3a-
weawen NH

Lll/ll'll/IHFlpr C BKIloYeHnAMUN

C sputpouu- BenkoBbI MaTPUKC € pa3nnyHbiM | O6pa3yloTca Npu NoYeYHoM
Tamu KONNYeCTBOM 3PUTPOLINTOB; HacTo | remaTypum; NPUCYTCTBYIOT NPn
BbIMNAAAT KPaCHO-OpaHeBbIMY nponundepatmsHom M (n3peaka

Tak»Ke NPy KOPTMKanbHOM HeKpo-
3e WM NPY OCTPOM NOBPEXAEHUN
KaHanbLeB)

C anutenu- BenkoBbIl MaTpuMKC € pa3nny- O6Hapy1BalTCA NPK OCTPOM

anbHbIMU HbIM KOIMYEeCTBOM KaHaNbLEBbIX | MOBpexAeHun KaHanbLes, MH

KneTkamu KNeToK 1 HedPOTNYECKOM CUHAPOME

C nenkouyuntamm

benkoBbI MaTPUKC C pa3iNyHbIM
KONNYeCTBOM NTIENKOLIMTOB

O6HapyX1BaTCA NPU UHTEPCTU-
LuunanbHoM HedpuTe, NenoHed-
pute

KaHalbLeBble KNETKN C KaneflbKa-
MW Xunpa B 6enKoBOM MaTpuKce

lpaHynaApHble | Kanenbku kaHanbLeBbix 6enkoB | MpucyTcTBYIOT Npu nto6oin dopme
B MMasMHOBOM LNMHAPE HedpKTa, BbI3bIBAOLLETO MOBPEX-
JeHune KaHanbLes
*Kuposble Kanenbkun cBobogHoro xmpa unu | O6Hapy»xusaiotcs npu niobomn

dopme HedpwnTa, HO Hambonee
MHOFOYMCIIEHHbI NPU HePPOTUYE-
CKOM crHApoMe 1 6onesHn Dabpu

[urmeHTHbIE

CoCTOAT 13 NJIOTHOWN 3€PHNCTON
Macchbl

MoryT 6bITb 06HapyXeHbI NpW re-
MOFNOGUHYPUK, MUOTNOBUHYPUN

apTedaKTHbIX NprMecein

CMmellaHHble MMannHoBble LUNNHAPSLI C pas- O6bIYHO O6HAPYKMBAKOTCA NPU
JINYHBIMUN KNEeTKaMn, TaKUMU Kak | nponudepatusHom M
S3PUTPOLMTDI, NENKOLUTBI NN
KaHaNbLeBble KNeTKN
PaznuuHble Copep»aT KpucTanibl unu 6ak- BakTepuanbHble LMANHAPbI NaTo-
apyrve Tepun rHOMOHWYHBbI AnA NenoHedpuTa
MNceegounnuH- | CocTaBneHbl U3 arpernpoBaHHbIX | BaxkHO He crnyTaTb C UCTUHHBIMK
apbl ypaToB, NeNKoLMTOB, 6aKTepuil, UUANHAPamMn
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BockoBble MIMHAPH! (YOPMUPYIOTCS B JUCTAIBHBIX YacTsIX HE(POHA U yKa-
3bIBAIOT Ha UX MOPaXKEHHE.

Kpucrannypus

Kpucranmypus — onpezneneHue B Moue KpUCTAJUIOB Pa3IMYHBIX coleil. Yarme
BCETO ATO — OKcaJaThl (OKcalypus), yparsl (yparypus), hbocdarst (hocdarypust)
u MCTHH (IMcTUHYpUs). Kpucrammypust BO3HHKAeT BCIIEACTBUE MEPBUYHBIX
(mpu nucmetabonuueckol HedpomaTuu) WIN BTOPUYHBIX (TIPH MHENO- WIIH
MHTEPCTHIMAIBHOM HedpHTe) 0OMEeHHbIX HapyweHuil. [Ipu qucmerabonmye-
CKOIl He(ponaTHu KPUCTAJUTYPHsI MOXKET HOCHTH M30JIMPOBAHHBINA Xapakrtep,
HO Yallle BBISBIISIETCS B COYCTAHUM C APYTMMH BapHaHTaMH MOYEBOTO CHH-
Jpoma.

CI/IHAPOM Ansypunyeckmnx paccrpoﬁch
A.B.Manxou

Jusypuueckue paccTpoiCcTBa — HapyLIEHUs aKTa MOYEUCITY CKaHHsI, IPOSIBIISIO-
myecs N3MEHEHHEM PUTMa MOUYEHCITY CKaHUH (yJallleHHe WM ypekeHue), 00IIbI0
WM PE3bl0 MPH MOUYEHCITYCKAHNU, JTHEBHBIM MM HOYHBIM HEAEP)KaHUEM WIIH
HeyaepkKaHneM Mo4u. [IJ1sl OIIEHKH CTETIEHH AU3yPHUYECKUX PACCTPONUCTB HEOO-
XOIUMO YUYHUTBIBATh TAK)KE KOJMUECTBO MOYH U CYyTOYHBIN PUTM €€ BBIACTICHHUS.

BeIpaskeHHBIE pacCTPOMCTBA MOYEUCITYCKAHUS XapaKTEPHbI 1711 HAPYIICHUN
HIDKHUX MOUEBBIX ITyTeH (MOYEBOH ITy3bIph, YPETpa, IIPOCcTaTa) U HabIIoNaoTCs
npu HAMII, uuctute, yperpure, CTpukTypax u np. st 3aboneBanuii TOIbKO
MOYEYHOH MapeHXUMBbI JU3YPHUECKUE PACCTPONCTBA HE XapaKTEPHBI.

Boab mpu ModencyckaHuy BOSHUKAET IIPH Pa3Apa)KCHUHU WM BOCIAJICHUN
IIEHKH MOYEBOIO MY3bIPsl WM YPETPbI, OOBIYHO BCIIEACTBHE OaKTepHaibHOU
MH(EKLUUH, TOBBIIIEHHOI SKCKpEeIMU Oellka, KPUCTAIIIOB COJICH, MPOXOKICHUS
KaMHs U Jp.

Monnakuypusi — yJameHHOE MOYEHCITyCKaHHe 0e3 OOIIero yBeIHdeHUs
ob6bema Moun. [TosBneHNe NOMTaKnyprH YKa3bIBaeT Ha CHIDKEHHUE 3G QEKTHBHON
€MKOCTH MOYEBOTO Iy3bIps. Bo3HHKaeT npy BOCIAIEHUN CIIM3UCTON MOYEBOTO
My3bIPsl U MOACIU3UCTBIX CTPYKTYP U3-3a HHOUIBTPALUHA U OTEKa, HATSHKCHUS
CTEHKH MOYEBOTO IY3bIpS M CHIDKEHHS €€ JIaCTHYHOCTH. ModeuclycKaHue
MIPOUCXOUT MaJIbIMU MOPLUSAMH M, KaK MPaBUIIO, COIPOBOXAAETCS OOJIBIO,
MMIIEPaTHBHBIMH MTO3BIBAMH K MOYEHCITY CKaHHIO, JIOKHBIMH TTO3bIBAMH (TEHE3-
MaMHM) MOcJe OMOPOKHEHHS MOYEBOTo Iy3bIps. Ilommakmypust HaOmonaercs
U MHGEKIUU MOYEBOTO ITy3bIPS, YPETPBI H IPOCTAThl, HHOPOAHBIX TEIAX WIN
KaMHSX B MOYEBOM ITy3BIpe U TIp.

IHYpe3 — HOYHOE HeZlepKaHHe MOYH, HOCTOSIHHOE HAJIMYUE KOTOPOTIo 1ocie
3-JIeTHEero Bo3pacTa MM BO3HUKHOBEHHE BHOBb MOXKET OBITh CBSI3aHO C 3aJICPIK-
KOH CO3pEBaHNsI HEPBHO-MBIIIEYHOT'O aNapara MOYeBOT0 TPaKTa, C HapyLIIeHUEM
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ero perymsimuu co ctopors! LIHC, HJIMIIL, nHdexnuen, cTeHO3aMH MOYCHCITY-
CKaTEeIbHOTO KaHala, 3aJHUM KJIAIIAHOM ypPETpPHI (Y MaJIBIUKOB).

Henep:xanue MOYM — HEIPOM3BOJIEHOE MOYEHCITyCKaHHE 0e3 IO3BIBOB,
MOXKET HaOIIOaThCs IIPH AKCTPOPHUN MOYEBOTO ITy3bIPsl, SMUCHAUH, ITy3bIPHO-
BIIAraJMIIHOM CBHUINE, SKTONMU YCThsl MoueTouHukoB, HJIMII, muctute u ap.
Ot HexepkaHMs CIEAYET OTINYATh HeylepaKkaHHe MOYH, IIPY KOTOPOM MO3bIB
K MOUYCHCITYCKaHHIO €CTh, HO PEOCHOK HE MOXET yepKaTh Mody. YacTo Heynep-
JKaHUE MOYH TPOSIBIISIETCS B BUIE IIOMITYCKAHUS B TPYCBI», KOIJ[a HEOOIBIOE
KOJIMYECTBO MOYH W3JIMBACTCS 32 KOPOTKOE BpeMsi, MOKa pedEeHOK Jo0epercs
1o Tyanera. Heynepikanue MokeT HaOMONaThCs MPU OCTPOM LIMCTHTE M ype-
TpUTE, KAMHE WJIU OIIyXOJIX MOUYEBOTO IMy3bIps, HapyILIEHUH HEPBHOH peryisaiu
Y HEMPOTEeHHOM MOYEBOM ITy3BbIpE.

CrpaHrypus — 3aTpyIHCHHE MOYEHCITYCKaHHS U3-3a HapyIICHHUS MPOXOIH-
MOCTH yPETPHI U MIEHKHA MOUEBOTO ITy3bIPs; MOXKET OBITH IOTHOW M YaCTHYHOH.
[Ipu gacTHUHON CTpaHTypUH PeOCHOK MOYHUTCS CAMOCTOSTEIBHO, HO TIOJTHOTO
OTIOPOYKHEHUSI MOYEBOTO ITy3BIPsI HE MPOUCXOINT, T.€. COXPAHIETCs «OCTaTo4d-
Has» Moua. Takue COCTOSIHUS Pa3BUBAIOTCA IPU HAPYLIEHUSAX NPOXOAUMOCTH
ITy3BIPHO-YPETPAIIEHOTO CETMEHTa, (PMMO3€ U TIp.

[Ipn monHO# cTpanrypun peOEHOK caMOCTOSTENEHO He MOUUTCA. [IpudanHbI
TIOJTHOW CTPAHTYPHUH: CTPUKTYPBI YPETPBI, TPABMBI M KAMHHU YPETPBI H IIp.

JIOBOJTBHO YacTo CTPaHTYPHs HAOMIONACTCS MIPH OCTPHIX LUCTUTAX y AeTel
paHHEro Bo3pacTa. XpOHHYECKas CTPAHTypUs pa3BUBACTCSA NMPH MOPAKEHHUAX
CIIMHHOTO MO3ra.

OcTpas 3agepkka MO4YM (MIIYpHs])) — OTCYTCTBHE CaMOCTOSITEIEHOTO
MOYEHUCITYCKaHHS TP IEPETIOTHEHHOM MOUYEBOM ITy3bIpE M HAJIWIHU TTO3BIBOB
K MOYEHCITyCKaHHIO. MOXKET pa3BUBATLCS IIPU OCTPOM YPETPUTE, HEBPOTCHHON
3a/lep’KKe MOYH, OIYXOJIH M CTPUKTYpE YPETPHl, KAMHE YPETPHl MM IICHKH
MOYEBOTI'0 ITy3BIpSL.

OcTpo BO3HUKAIOUINE AU3YPHUYECKHUE SBICHUS TPEOYIOT HCKIIOUEHHS XHUPYP-
TMYECKON MAaTOJIOTHH U BOCTIANIMTEIBHBIX 32a001€BaHNI MOUCBBIBOISIINX Ty TEH.
JImuTeNnsHO CymecTBYIOMNE PaccTPOHCTBA MOYCHUCITYCKAHUS Jallle BCEro pas-
BHBAIOTCS BCIIEICTBHE 3a00I€BaHUI HEPBHOI CHCTEMEI.

CuHApoOM KaHanbLeBbIX ANCPYHKUMNI
A.B.Manxou

Kananbessle HapylmeHHss UMEIOT MECTO MPHU MHOTUX 3a00JIEBaHUAX TOYEK
1 3aKJIIOYAIOTCS B HEJIOCTATOYHOCTH OJHOM MIIM HECKOJIBKUX MX (DyHKIIHH.

OyHKIIUH TOYEYHBIX KaHAIBIIEB MHOT00Opa3HbI: 1) peabcopOums TIIFOKO3HI,
aMHUHOKHCIIOT, HU3KOMOJIEKY IAPHBIX OEIIKOB M JPYTUX BEIECTB; 2) MOAepKaHNE
BOZIHO-3JIEKTPOJIMTHOTO OanaHca; 3) 0CMOTHYECKOE KOHLICHTPUPOBAHUE U Pa3-
BeJICHUE; 4) allJ0aMMOHHOTEHE3; 5) CEeKpenusl pa3InuHbIX BEIIECTB; 6) ydacTne
B MeTaboIM3Me U peanu3anny JAeHCTBUS HEKOTOPHIX OMOIOTHYECKH aKTHBHBIX
BemiectB (ButamuH D, anpnocrepon, AJIl, maparropmoH).
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Ponb kKaHAJIBIIEB TIOUKH B IMOJ/IEPKAHUH BOAHO-3IEKTPOIUTHOTO, KHCIOTHO-
OCHOBHOTO, (poc(hOpHO-KATBIIMEBOTO U OPYTUX BUAOB OOMEHa TPYZHO Iiepe-
OIICHUTh. B TMpoKcHMasbHbIe KaHAIbIbl MOYKH BCACBIBAETCS! OOJIBIIMHCTBO
pOQUIBTPOBABIINXCS U3 KPOBH BEIECTB: MPAKTUUECKHU BCS IVIFOKO3a, aMHHO-
KHCJIOTBI, a0COIOTHOE OONBIIMHCTBO OMKapOOHATOB U (pocdaro, ABe TpeTH
HaTpHs, BOJBI, XJIOpa, KaJHsl, KaJblMsi U Jp. B MpOKCMManbHBIX KaHaJIbIax
00pa3yeTrcst akTUBHBIH METa0OIUT BUTaMUHA D, 371€Ch JKe — KIIETKH-MHIICHH VIS
IaparropMoHa. B AHCTanpHBIX KaHAIbIaX U COOMPATENbHBIX TPyOKax HapsamLy
C BCachlBaHHEM HATPHsI © OCMOTHYECKH CBOOOIHOW BOJIBI IPOUCXOIUT CEKPEIINs
MOHOB KaJlMsi, BOIOPO/A, aMMKaKa, Xjopa. /lucTanbHple KaHAIbIbI SBISIOTCS
MECTOM JieiicTBus anpaocTepoHa u A/IT.

HeynuBurensHo, 4T0 KaHANbBIEBbIE TUCHYHKIIMN MOTYT HOCUTH Pa3HOOOpa3-
HBII XapakTep — OT W30JMPOBAHHBIX (HAIPUMEp, MIPU HOYEUHOH IIMKO3ypHH,
MIOYEYHOM HeCaxapHOM AuadeTe, TUCTUHYPUH U TIP.) 0 TSHKETBIX KOMITTIEKCHBIX
Hapymennii (mpu 6oneznn e Tonn—lebpe—Dankonu, [TH, HedpoTOKCHUECKHX
MOPaXXEHUSIX U TIp.) M 4acTO MPUBOASAT K HApYLIEHHIO TOMEOCTa3a.

B 3aBucHMOCTH OT IPUYMHBI MOXHO YCJIOBHO BBIZIETHTH 4 TPYIIIBI KaHATb-
LEBBIX TUCOYHKINH:

* (YHKIMOHAIBHBIC HApyIICHUS KaHAJIbIEB 0€3 MX CTPYKTYPHOTO H3Me-

HEHMS, CBSI3aHHBIC C BPOXICHHBIMH WIIM IPHOOPETEHHBIMU HapyIIECHH-
MU (EPMEHTHBIX ¥ MEMOpaHHBIX CUCTEM KIIETOK DIUTENIHs KaHaJblIeB
WM UX OTBETa Ha PEryysaTopHble CTHUMYNbL. K 3TOH rpynme oTHocsATCS
HACJIE/ICTBEHHBIE TyOyJONaTu, HEKOTOPBIE BUABI AUCMETa0O0IMYECKIX
Hedpomaruii;

* OpraHWYEcKOe MOPaKeHNE KaHAJBIEB M HHTEPCTUIINS, HAaOIo1aeMoe Ipu
TUH, nuenoredpure, TOKCHIECKUX TOPAKEHUAX IOYKH, KPUCTAIUTYPHUSIX;

* COueTaHHOE HapylleHue (GepMEeHTAaTUBHBIX CHCTEM M CTPYKTYPHBIC H3Me-
HeHHs. XapaKTepHBI JIsl KICTO3HBIX TUCIUIA3HH, TEUSHUSI HACIIEICTBEHHBIX
TyOyJonaTHii ¢ pa3BUTHEM MOYeKaMEeHHOH 0oe3HH 1 He(pOoCKIepo3a, s
TIOPaYKEHUsSI COSIMHU TSDKEIIBIX METAJIJIOB;

* TyOyJOMHTEPCTHIHAIBHBIA KOMIOHEHT IIPH TJIOMEPYJIONATHIX,, TIPEJCTaB-
JSIOMUH cOO0H KOMIUIEKC (DyHKIIMOHAIBHBIX HAPYIICHUH KaHAJBIEB,
Pa3BUBAIOLUIICS IPY BOBIEYEHUH UX B ITaTojornueckuil npouecc npu I'H.

Knunuuecku TyOynsipHblE paccTpoiicTBa MOTYT MPOSIBISATHCS: MONUYPHEH
C TUIEPTOHUYHOH (IIPU COJIEBOM J1abeTe, MOYEYHOH IIMKO3YypHH) WJIM THII0-
(u30-)TOHMYHON MOYOH (IIpH MOYeyHOM HecaxapHoM nuadere, XITH); paxuro-
mogoOHBIM cHHIpOMOM (Tipu pocdar-nuadere, BuTaMUH-D-3aBICHMOM paxuTe);
AT (mpu mucmmazusax, TUH); rematypueit (mpu Tokcu4eckoi Hedpomaruwy,
MOJIMKUCTO3€); He(hPOKAIBIMHO30M U HedponuTrazoM (mpu 6ose3nu e ToHn—
Jlebpe—DaHKoHM, HUCTHHYPHH); allU030M (IIPU IPOKCHMAIbHOM U IMCTAIEHOM
KaHaJIbIIEBOM aIlU103€), & TAKXKE APYTUMH CHMITOMAaMH.

Hapymenne QpyHKIMY KaHAIBIIEB B JETCKOM BO3PACTE MOAPA3ACIAIOT Ha IIep-
BUYHBIE (TIPH HACJIEACTBEHHBIX TyOYyIIOIATHSAX) ¥ BTOPUYHBIE — IPHOOPETCHHBIE
(mpu pa3BUTHH TyOYyJOWHTEPCTHIHAIBHOTO HeQpuTa, MHEeIoHEePPHUTa U T.II.).
HacnencreenHble HapyIlIeHHs KAHAIBIIEB, KaK MPABUIIO, HOCAT CHEUU(PHISCKUIA
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XapakTep, 4acTo ¢ M30JIMPOBAHHBIM HapyIICHUEM ONHOW M3 (yHKIMH; TOorna
KaK NPHOOpEeTeHHbIe KaHAJIbLEBble NTUCOYHKIMHA HecHenn(prIHbl U MHOTO-
(baKTOpHBI.

OTeyHbll CMHAPOM

A.B.Manxou

[Tox OTEYHBIM CHHIPOMOM ITOHHMMAIOT COCTOSTHHMS, CONPOBOXKAAIOIINECS BO3-
pactrarueM (1o CpaBHEHHIO ¢ HOPMOIT) 00beMa KUAKOCTH B TKaHSAX OpTaHu3Ma.
[Ipu yBennyennn o0beMa MHTEPCTUIIMAIBFHON KHUIKOCTH MeHee ueM Ha 15%
OT HOPMAJIBHOTO €€ COJIep)KaHHsl OTEKH KJIMHUYECKH, KaK MPAaBUIIO, HE BBISBIIS-
I0TCS, T.€. SIBISIOTCS CKPBITHIMH. Koria ske 00beM HHTEpCTUIMATBEHOM )KUIAKOCTH
YBEIMYHUBACTCS MPUOIM3UTENBHO Ha 15% 1 Gosee, OTEKH CTaHOBSATCS KIIMHIYE-
CKH SIBHBIMH.

[To crenenn pacrpoCTpaHEHHOCTH OTEKHM MOTYT OBITH MECTHBIMHU (OTEH-
HOCTbh BEK, JIMIIA, JTOIBDKEK, KPECTIIA, HAPYKHBIX MOJOBBIX OPTaHOB M JIp.) WX
pacmipocTpaHeHHBIMU (TeHEPATN30BaHHBIMH ). [ €HepaI30BaHHbIE OTEKH UMEIOT
Pa3IMYHYIO CTENEHb BBIPAKEHHOCTH — OT YMEPEHHBIX (HAalpUMEp, COUeTaHue
OTEYHOCTH JIMIIA, TOJICHEH U CTOII) J0 SPKO BBIPAKEHHBIX C Pa3BUTHUEM aCIUTa
1 aHACapKH.

CKpBITBIE OTEKH MOXKHO BBISIBHTB 3 crtocob6aMu. Bo-mepBrIx, KOHTPOIHPYS
00BEM BBITUTONW W BBIICJICHHONH PEOCHKOM JKUIKOCTH C TIONPABKOW HA WHTEH-
CHUBHOCTH TIOTOOT/IENIEHUS (TIOBBIIIAETCS TPU BBHICOKON TEMIIEpaType OKpyKa-
IOLIeH Cpelbl, INXOPaJOuHBIX COCTOSHUAX, (u3nUeckoil Harpy3ke), Ha TTOTEpH
XKHUJKOCTH C JAbIXaHUEM (IIpU (HU3NOIOTHIECKOM U MaTOJIOTUYECKOM TaxXHITHO?),
Ha TIPHEM BEIIECTB C AMYPETHYECKO aKTHBHOCTBIO (4ail, kode, MOUETOHHbIE
TIpenaparsl 1 Jp.) — B HOPMaJIbHBIX YCIOBHUSIX KOJMMYIECTBO BEITUTON U BBIIEIICH-
HOM JKHJIKOCTH IIPHOIU3UTENBHO PaBHBL. BO-BTOPBIX, MyTEM CHCTEMAaTHYECKOTO
B3BEIIMBAaHM peOeHKa — IPH Pa3BUTHH CKPBITHIX OTEKOB Oy/IET OTMEUaThCS PH-
OaBka Beca. B-tpeTbux, ¢ momourso npoost Mak-Knropa—Omnapuya («BonapipHas
mpo0a») — BHYTPUKOKHO B mpeniedbe BBoauTcs 0,2 M1 (PU3HOIOTHYECKOTO
pacTBopa, B Pe3yNbTaTe 4ero o0pasyercst BOJIABIPb, 110 CKOPOCTH PACCaChIBAHMS
KOTOPOTO CYIST O THAPOPHUIBLHOCTH TKaHEH. Y 31m0poBoro pedenka 1-ro roma
JKU3HH BOJIIBIPE paccackiBaeTcs 3a 15-20 muH, 1-5 net —3a 20-25 muH, y geTei
CTapIlero Bo3pacTa U B3pOCIbIX — MpuOmm3uTensHo 3a 40 mun). [Ipu pa3Butun
OTEKOB BpPEMs paccachIBaHMUs BOJIIBIPSI COKPAIIACTCS M3-3a TOBBIICHHUS THIPO-
(UIBHOCTH TKaHEH.

SIBHBIE OTEKH BBISBIIIOTCS ITPU OCMOTpPE OOJIFHOTO ITyTEeM Hajblauy (Tosre-
Hel, KpecTia u Ap.), epKyccuu (TIpH acIuTe, THAPOTOPaKce, THAPOIIEPHKape),
C TIOMOIIBIO HHCTPYMEHTAIBHBIX METO/I0B (BU3yaln3aLs )KUIKOCTH B OPIOIIHOM
nosoctu 1ipu Y3U).
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MaToreHes oTeKkoB Npu 3a6oneBaHMAX NoYeK

B pa3BuTHm OTeKa IMEIOT MECTO HECKOIIBKO MEXaHH3MOB:

* TIOJIOKUTEIHHBINA BOJHBIN OaslaHC (HAKOTUICHHE BOJBI B OpraHU3ME);

¢ MNOBBINICHUE THUAPOCTATHUYCCKOIO JaBJICHUSA KPOBU,

* TIOHIKEHHE KOJUIOMIHO-OCMOTHYECKOTO (OHKOTHYECKOTO) JaBIICHHS
KpOBU;

* TOBBIIICHUE KOJUIOUIHO-OCMOTHIECKOTO TABIICHHS B TKAHAX B PE3YIIbTaTe
HAKOIUICHHUS OCMOTHYECKH aKTHBHBIX BEIIECTB (HATPHUS U APYTHX IEKTPO-
JINTOB, OETIKOB, MPOAYKTOB META00IH3MA);

¢ MNOBBINICHUE MPOHUIAEMOCTH KaITUJLJIAPOB IMOJ BO3):[CI>10TBPICM rymopaljib-
HBIX (P)aKTOPOB M MEAMATOPOB (TMCTaMUH, CEPOTOHWH, KHHUHBI, IPOCTa-
IIaHAMHBL U Jp.) WM TIPH HapyIIEeHUH TPO(PUKN KamWUIIPHOW CTEHKH
(TUTOKCHS, BOCTIANIEHHE, PACCTPOMCTBA HEHPOTYMOPAaIbHOMN PEeryIIsIum);

* HapylIeHHE HEPBHOW M TYMOPAIbHON PETYISIIUN BOAHO-IIIEKTPOIUTHOTO
oOMeHa (TIOBBIIICHNE aKTHBHOCTH aHTHINYPETHYECKON U aHTHHATPHIAype-
THYECKOU CHCTEM, BTOpPI‘{HI;Iﬁ aAJIbIOCTCPOHU3M, TUIIOTUPEO3, UBMCHCHUEC
YyBCTBUTEILHOCTH BOJIIOMO- U OCMOPEIIETITOPOB U JIp.);

* HapylIeHHUs TUM(POOTTOKA, NPEMATCTBYIOMINE YIAICHHIO XHUKOCTH U KOJI-
JOUAOB, MPOGMIETPOBABIINXCS B KAMUIIPHOM PycCIie, HO He peabcopou-
poBaBIIMXCsI 0OPATHO B TIOJIOCTH KAIIILIIPa.

OOMeH XUIKOCTeH MEXTy KPOBBIO U TKAHAMH IPOUCXOAUT B MUKPOIIUPKY-
JISITOPHOM pycClie, IPEUMYILECTBEHHO B KallMJLISIpax, a Takke BeHynax. CoriacHo
teopun CrapnuHra, Ha BHYTPHUCOCYIUCTYIO >KHJKOCTh JEHCTBYIOT 2 CHIIBI
(puc. 3.2). IlepBast criocoOCTBYeT BBIXOY *KHAKOCTH M3 cocyna B TKaHb. OHa
MpeAcTaBIeHa THAPOCTATHICCKAM JaBIICHHEM, T.€. TaBICHIEM KPOBH Ha CTEHKY
cocyna. Bropas cuia mpensTCTByeT BBIXOAY JKHAKOCTH M3 COCYAHCTOTO pycia
1 HampapJeHa B MOJOCTh cocyna. OHa CKIagBIBACTCS U3 OHKOTUYECKOTO IaB-
JICHUA 6en1<013 I1asMbl KPOBU M COIIPOTUBJICHHSA TKAaHU, ONPECACIAECMOTO €€
TYPropoM.

B aprepuanpHON 4acTH KamMUIIPHOTO pycila THAPOCTaTHYECKOE JaBlie-
HUE BBIIE CyMMapHOTO OHKOTUYECKOTO TaBIICHUS M JTABICHUS TKaHU. Pa3zHuIa
MeXITy HUMH onpeessieT o0riee KanmuIpHOe TaBICHNE, KOTOPOE COCTABIISACT
+10-15 mm pr.cT. [TonoxxuTenpbHOE KaNWIISIPHOE TaBJIeHUE KPOBH, T.€. HAIpaB-
JICHHOE U3 TI0JIOCTH KaMUIspa, 00YCIOBIMBAET BBIXOJ| )KUAKOCTH U3 KaIlMJLIS-
POB B OKpyXatomye Tkauu. [lo Mepe npoaBHKEHHs KPOBH MO KaITHMIUIIPHOMY
pycily ¥ BBIXOJa >KUAKOCTH B TKaHb YPOBEHb I'MIPOCTATHYECKOTO JIABJICHHS
CHIDKAETCSI M CPaBHUBACTCS C OHKOTHYECKUM, T.€. 00pa3yeTcs «30Ha PaBHOBE-
CHs», TJe TPOIIECCHl BBIXO/A KHUIKOCTH W3 KaIMUIpa W BO3BpAT B HETO ypaB-
HOBEIICHEI. B BEHO3HOI 9acTH KanMUIIPOB THAPOCTATHIECKOE TaBICHNE HIKE
CyMMapHOI'0 OHKOTHYCCKOTO U TKAHCBOI'0, KAITUJIJIAPHOC AAaBJICHUE CTAHOBUTCA
OTpHIATENBHBIM U cocTaBisgeT —10—15 MM pT.CT., T.e. HalpaBIEHO B MOJIOCTH
KaImwuisipa, YTo IPUBOJMT K BO3BPATy TKAaHEBOW JKHIKOCTH B COCYANUCTOE PYCIIO.
Takum 00pa3oM, KOJTMYESCTBO BBIMICAIICH B TKAHb U BO3BPALICHHOW JKUIKOCTH
MPUOIM3UTENEHO paBHO. HemanoBaXXHyIO0 poib B TOANCPKAHUH PAaBHOBECHS
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ApTepuona BeHyna
KanunnapHoe
+40-45 mm pT.CT. rmgpocratnyeckoe +10-15 mm pT.CT.
A fasneHune A
—25-30 Mm pT.CT. OHkoTuyeckoe —-25-30 MM pT.CT.

AaBieHne nnasmbl

—-2-5 MM pPT.CT. Typrop TkaHei —-2-5 MM pT.CT.

Y v vy

e Kanunnsp
9—» e

[N

+10-15 Mm pT.CT. Obwee kanuasApHOe  -10-15 MM PT.CT.
faBneHve

JNiumda

WHTepcTuymanbHoe
NPOCTPaHCTBO

Puc. 3.2. Cunbl, BnAoLwme Ha pacnpefeneHme XnaKocTu Mexay ninasmon n nHTepctuum-
anbHbIM NPOCTPAHCTBOM (OOBACHEHUE B TEKCTE).

MEXIy TKAHEBOH M BHYTPHCOCYIUCTOH KHIKOCTHIO UTPAIOT JIMM(PATUICCKHEC
KaMWUIIPBL, KOTOPEIE IPEHUPYIOT N30BITOK TKAHEBOH KHUIKOCTH H OEIIKOB.

N30BITOYHOE HAKOIUICHHUE KHUIKOCTH B TKaHHU, T.€. OTEK, Pa3BUBACTCS IpHU
TOBBIIIICHUN THAPOCTATHYECKOTO JIABICHHUS TUOO MTPH CHIKSCHUY OHKOTHYECKOTO
(TKaHEeBOE JaBJICHHWE HEBEJIHMKO U U3MEHSETCS B MEHBINUX Mpeaenax, IodTOMY
MEHBIIIE BIIUSET Ha Pa3BUTHE OTEKA).

B 3aBucuMocTH OT BEAyIIEro MEXaHU3Ma MOXHO BBIICIUTD cUOPOCHAmU-
yeckue (He(ppumuueckue) u cunoonkomuueckue (Heppomuyeckue) OTeKH,
XapakTepusyronme HeQpUTHIeCKU W He(ppOTHIECKUIl CHHAPOM COOTBET-
CTBEHHO.

I'mapocrarnyeckue 0TEKH Pa3BUBAIOTCS MPH MOBBINIEHUH THIPOCTATHYIEC-
CKOTO JIaBJICHHUS, COTIPOBOXK/IAIOIIETOCS THIIEPBOJIEMUEH U YBETUUYEHHUEM TIPO-
HUILIAEMOCTH KamwuisipoB. [Ipu 3TOM OHKOTHYECKOE JaBJICHHE IIa3Mbl, KaK
MPaBHIIO, OCTACTCS HOPMANBHBIM. [Ipy MOBHIIEHUH THAPOCTATHIESCKOTO JaB-
JICHWSI 30Ha PaBHOBECHS CMEIACTCS B BEHO3HYIO YaCTh KAMMJUIIPHOTO pycia,
U TakuM 00pa30oM yBETHYMBACTCS 30HA BBIXOZA JKUIKOCTH M3 KAMMIIIIPHOTO
pyciia B TKaHH, a 30Ha 00PaTHOIO BCACBIBAHHS COKpainaeTcs. [Ipu 3HaunTe b-
HOM TIOBBIIIIEHUH TUPOCTATHUECKOTO JABICHUSI YCUIICHHBIN BBIXOJ] AKHUIKOCTH
B TKAHH HAONFOIAETCS IaXKe MPY HCM3MECHCHHOM KaTMIUTSIPHON CTCHKE.
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IlenTpanbHyI0 poJb B MOBBIMICHHN T'MAPOCTATHICCKOIO IABICHUS U Pa3-
BUTHHU OTEKOB TPH HEPPUTUIECKOM CHHIPOME UTpaET runepHarpuemus. Hapy-
IICHUST TTOYEYHOH TeMOIMHAMUKH U HIIEMHs MOYEK MPHUBOMAT K aKTHBAIMU
PEHUH-aHTMOTEH3UHOBOM CHUCTEMBI M YCHUJICHHOH BBIPaOOTKE ajbI0CTEPOHa,
KOTOPBIH CTUMYJIHpYeT 00paTHOE BCachIBaHME HATPHs B KaHAJIbLaX HEQPOHOB.
BosHukaer runepHaTpueMusi, B OTBET Ha KOTOPYIO aKTHBU3MPYETCs BBIPaOOTKa
AT runoramamyca. A/II" cTUMyIHpyeT YCHICHHYIO peadCcOpOIIII0 OCMOTHYE-
CKH CBOOOJHOM BOJBI B TUCTANIBHBIX KaHABIIAX M COOMPATENbHBIX TPyOKax, 4To
MIPUBOIUT K THIIEPBOIEMHUH.

AKTHUBaIMsl PEHUH-aHTHOTEH3UH-aIbA0CTepOHOBOM cuctembl (PAAC),
TIOMHMMO YCHJICHUS BBIPAOOTKH aJIbJI0CTEPOHA, OyJeT HEMOCPEICTBEHHO BBI3hI-
BaTh CIa3M apTEepPHON M THHEPTEH3HI0. [[OMHMO 3TOro, MOBBINIEHUE KOHIEH-
TpALUK HaTPUS B CTEHKE COCYy/Ia MPUBEAET K CHIKEHUIO [TOPOTa BO30yANMOCTH
INIaIKKX MUOIIUTOB Ha Ba30KOHCTPHKTOPHBIE CTUMYJIBI CHMIIATHIECKON HEPBHON
CHCTEMBI, T.e. Ja)ke HeOOINBIIOe BO3ICHCTBHE COMPOBOXKIAETCS BBIPAXKCHHOM
koHcTpuknueil cocynos (cm. . III, pasnen «Cunapom aprepuanbHON rumep-
TEH3UW).

Hedpurnueckne oTexu peako OBIBAIOT SPKO BBIpAXEHHBIMH. B mepByto
o4epeb OHM Pa3BUBAIOTCS B TEX 00JacTsX, i€ BEHO3HOE JaBJIeHHE Hanboiee
BBICOKOE (TOJIEHH M CTOIIBI IIPH BEPTUKAILHOM ITOJIOKEHUH, Ha/l KPECTIIOM — IIPU
TOPU30HTAJIFHOM IOJOKEHHH) WM TKaHEBOE JIaBICHHE caMOe HU3KOE (BOKPYT
IJ1a3, Ha JIMLE, MOIIOHKE WJIM IOJIOBBIX ry0ax). OTeKH IUIOTHBIE Ha OIIYIb,
HE CMEIAITCs CO BpEMEHEM IpU M3MEHEHUHU MoJoXeHus Tena. Ilpu mpose-
JICHUN BOJABIpHOHM npoObsl Mak-Kimtopa—Onapruua HaOmonaeTcs: yCKOpeHHOE
paccacbIBaHHE BOJIIBIPA.

KnaccumuecknM npumMepom pa3BUTHA HE(QPUTHUECKOTO CHHAPOMA SIBISETCS
OCTpBIH MOCTCTPENTOKOKKOBBIHN (mocTuHbexmonnslil) 'H. Heppurnyeckuit
CHUHJIPOM TaK)X€ MOXKET pa3BUBAETCA NMPH IKCTPAKAMMIIIPHOM («IIOTYITyHHOM))
I'H (MMMyHOKOMIUTEKCHOM WITH TIPH BaCKyJIUTax), ipu IgA-nedponaruu, Bomya-
HOYHOM Hedpute, MemOpanomnponudeparnsaom ['H u np.

I'nnooHKoOTHYeCKHEe OTeKH Pa3BUBAIOTCS BCIECACTBHE CHWKEHHS OHKOTH-
YEeCKOTO JABJIECHUS IUIa3Mbl, KOTOpOe OOyCIOBIEHO rumonporenHemuci. [Ipn
THIOIPOTENHEMHH OHKOTHYECKOE JABJICHHE CHIKEHO, M3-3a YEero >KMIKOCTh
He TIOJIHOCTHIO BO3BPAI[AeTCA B COCYUCTOE PYCIIO U 3aJI€PKHUBAETCS B TKAHAX.
[Tpu 5TOM HEMaIOBa)KHOE 3HAYCHNE UMEET HECOCTOATENHLHOCTh TNM(ATHIECKUX
KalMJUISIPOB, TaK KaK THIEPTUApaTalns TKaH! BBI3BIBACT 110 MEXaHU3MY 00pat-
HOH CBSI3M KOMIIEHCATOPHOE yCHIICHHE JIMM(OOTTOKA U YIaJleHHe ¢ TMM(OH TKa-
HEBBIX OEJIKOB, YTO CHHKAET OHKOTUYECKOE JABIICHUE MEKTKAaHEBOH KHIKOCTH.
[TomoOHBII KOMIIEHCATOPHBIM MEXaHU3M CIIOCOOEH /10 OTPEIeIICHHOTO Mpeea
MIPENATCTBOBATh PA3BUTUIO OTEKA MPH FMIONPOTEHHEMUH.

[pu Hegppomuueckom cunopome, KOTOPBIA XapaKTepU3yeTCsl TeHEepaIn30-
BaHHBIMHU OTE€KaMH BIUIOTH JI0 ACIUTA M aHACApKH, THIIONPOTCHHEMHS pa3BUBa-
€TCsl BCIIEACTBUE MMOTEPH C MOYOH OenKoB (TiporenHypus Oonee 3 r/CyT.), mpe-
XKJIE BCETO albOyMUHOB, U3-3a HApyIICHUS IIoMepyisapHoro ¢unbsrpa. [loreps
C MOYOH IIOOYJHMHOB HE MMEET CTOJb NMPHUHIHUIIHAIBHOTO 3HAYEHHS, TaK Kak
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HMMEHHO aTbOyMHUHBI B CHJIy MEHBILIETO pa3Mepa MOJICKYIIBI CO3Jal0T OCHOBHOE
OHKOTHYECKOE JIaBIICHHE TIIa3MBl.

Merabonu3m anpOymuHa npu HEYPOTHUECKOM CHHAPOME UMEET CBOU OCO-
OeHHOCTH. B HOpMe B 11eueHH B3pOCIIOro CHHTE3UpYeTcs 0kojIo 12 r anbOymMuHa
B CYyTKH, YTO 00€CHeYHBaeT MOJIepKaHUe B IUIa3Me ero IMOCTOSHHOW KOHIIEH-
Tparuu — okouto 50 r/i1. Ha skcTpapeHalIbHbIH KaTaOoIn3M 3aTpaduBaeTCs OKOJIO
10-12 r anpOymuHa; B mMoYKax ke QUIBTpyeTcs 1-2 T anbOyMHHOB, KOTOpBIC
MIPAKTUIECKH MTOTHOCTHIO peabcopOMpyIOTCs B KaHANBIAX (KaHAJIBICBHIH KaTa-
6om3m). Takum 0Opa3oM, CpeHECYTOUHAS TOTEPs adb0yMHUHA C MOYOH B HOpME
cocrasisier meHee 20 Mr (HOpMoabOyMHHYPHS).

[Ipu HedpoTHUECKOM CHHApPOME 3HAYUTEIHLHOE KOJIMYECTBO allbOyMHHA
BBIBOJITCS U3 COCYJMCTOTO PYCJIa 32 CUET MOBBINICHHUS BHYTPUIIOUEYHOTO KaTa-
oommsMma (pumsrpanus anpOymuHa epe3 I'BM cocraBmser mo 20 1/cyT.), 9TO
MIPUBOAUT K CHIDKCHMIO OOIIETO IyJa albOyMHHOB B OCHOBHOM 3a CYET BHY-
Tpucocynuctoi dpakuuu (comepkanue anbOyMuHa B mazme Menee 30 r/m).
B oTBeT Ha 3TO KOMIIEHCATOPHO MOBBIIIACTCS CHHTE3 ajbOyMHHA B NEYCHU
(mo 14 r/cyr.) m cHWXKaeTcs 3KCTpapeHaJbHBIH KaTaboiIu3M anbOyMuHa
(mo 4 r/cyr.). IoBbimaercst KaHAIBLEBBII BO3BpAT allbOyMHHA 3a CUET pead-
copbmmu — 10 10 1/cyT. BiTtoueHne Bcex 3TUX MEXaHW3MOB CIIOCOOHO KOMIIEH-
CHpOBAaTh OKOJO 15 T Tepsromerocs anp0yMrHa, B TO BpEMs Kak 5 I' OCTarOTCS
HEKOMIICHCUPOBAaHHBIMH, YTO TPHBOJHUT K CTOMKOMY CHH)KEHHIO albOyMUHOB
B COCYQHMCTOM pycie. [loMuMo 3Toro HekoTopasi 4acTh ainbOyMHUHA TEPEXOAUT
13 COCYANCTOTO pycila B UHTEPCTHUIHAIBHOE IPOCTPAHCTBO 32 CUET TTOBBIIICHHS
COCYTUCTON NMPOHHUIIAEMOCTH. YCHIICHNE KaHAJIbIIEBOH peadcopOuny 60IbIIoro
KOJIMYECTBA aJbOyMUHOB B KOHEYHOM HTOTE IIPOBOIUT K JUCTPOPHN SIUTEITHS
KaHaJbIIEB U OCTPOMY KaHAJIBIIEBOMY HEKPO3Y (OIIaCHOCTH KOTOPOTO YBEIHYH-
BaeTCsl IPH HH(Y3HH PACTBOPOB aJIbOyMHUHA), a TAK)KE K BEIPAKEHHOMY HapyIie-
HUIO (PyHKIUM KaHAIIBIEB (B TOM YHCJIE U IO MOAJIEP)KaHHI0O HOHHOTO COCTaBa
1 OCMOTHYECKOTO PaBHOBECHS).

[ToBbIIIEHNE COCYIUCTON NMPOHUIIAEMOCTH M CHI)KEHHE OCMOTHYECKOTO
JIaBJICHUSI BCJICICTBHE MTOHIKEHNS KOHLICHTPALINH COJICH UTPAlOT BasKHYIO POJIb
B Pa3BUTHH HEPPOTHUECKUX OTEeKOB (puc. 3.3). BrI3BaHHBIN THIIONpOTEHHE-
MHEH TMepexoi KUIKOCTH B TKAHU MPHUBOJMT K YMEHBIICHHIO 00beMa IUPKY-
nupyromieit kposu (OIK) u cepmeunoro BeiOpoca, YTo aKTUBHPYET HECKOIBKO
MaTo(QHU3NOIIOTHUECKUX MEXaHU3MOB. ['MIIOBOJIEMHS BBI3BIBAET paspaskeHHe
BOJIIOMOpENIENTOPOB ¥ rurepnpoaykiuio A/ (Ba3ornpeccrHa) siapaMu THITO-
Tajamyca, 9TO NPUBOJNT K YCHIEHHOH peabcopOiiy BOAbl B cOOMpATEIbHBIX
TpyOoukax. ITapamiensHO HOBBIIaETCA BBIOPOC anbJOCTEPOHA KOOI HAIO-
YEYHUKOB, YCHJIMBACTCS aKTUBHOE 00paTHOE BCAChIBAHKME HATPHS B TUCTAILHBIX
KaHaJbLlaX ¥ COOMpATeNbHBIX TPYOOUKaxX U MaCCHBHOE, BCJIE 32 HATPUEM, BCa-
CBIBaHHUE BOJIBI. 3aJiepiKKa HaTPHUs M BOABI MOXKET OBITh TaK)Ke BbI3BaHA CHHKE-
HHUEM KIIyOOUKOBOH (hrIIbTpanuyl Ipy NOBPEXKICHUH TIOMEPYIISIPHOTO (QHIIBTPA.
YeuneHHas 3a7iep)kka BOZbI OyZleT MPUBOANUTH K CHMIKEHHIO OCMOTHYECKOTO
JIaBJICHUS ¥ THIIOHATPUEMHUH PAa3BEACHHS, 3aMBIKasi, TAKUM 00pa3oM, TOPOIHBINA
KPYT U CIIOCOOCTBYS Pa3BUTHIO OTEKa.
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MoBbilweHne NpoHMLLaeMOCTY
rnomepynapHoro punbTpa

MpoTenHypus (@nbbymrHypus)

{

lMnonpoterHemus (rnoanbbyMmnHemms)

!

CHVXXeHre OHKOTUYEeCKOro JaBfieHWs Nna3mbl

{

MNepepacnpepeneHne BHEKNETOUHOMN XNAKOCTA

{

YmeHblueHve o6bema LpKyInpyioLen Kposu 1 o6bema cepAeuHoro Bbibpoca

! ! ! !

CHVKeHWe NoyeyHoro
MoBblweHne CHuKeHne ypoBHA MoBblweHne
KPOBOTOKa 1 CKOPOCTA N
. YPOBHA peHunHa HaTpuitypeTnyeckoro YPOBHA
rnomepynsapHon
1 anbAocTepoHa nentnga AOr
dunbTpaumn
MoBbiweHve peabcopbumm BoAbl U HATPUA
MoBTOpHOE yBenunyeHne o6bema Kposu
¢ i \
CHUXeHne
CHmXeHne

OCMOTMNYECKOro AasneHnA

OHKOTNYECKOro AaBneHnsa
W rMnoHaTpuemMmuna passefeHuna

\ /

OTeKkN =

Puc. 3.3. Knaccuueckunin MexaHvi3am oTeKoB Npu HEGpPOTUUECKOM CUHAPOME.

Hecmotpst Ha noKa3aHHYIO POJib THHOAIEOYMHHEMHUH B Pa3BHTHH HE(po-
TUYECKHX OTEKOB, HET YETKOM MaTeMaTHYECKON 3aBUCIMOCTH MEXIy YPOBHEM
THITOITPOTEMHEMHH 1 CTETIEHBIO OTEKOB. bosee Toro, 0TeKn MOTYT ¥ BOBCE HE pas-
BHBATbhCS ke MIPU BBIPAKEHHOM CHIDKCHMHU YPOBHS aIbOyMUHOB B KpoBU. Tak,
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y OONBHBIX C BPOXKACHHOM TMIOATbOyMHHEMHEH, CBA3aHHON C BPOXICHHBIM
Je(eKTOM CKOPOCTH CHHTE3a albOyMHUHOB, OTEKH MOTYT HE Pa3BHBAThCS Jaxe
IPY NIPAKTUYECKH TOJTHOM OTCYTCTBHH aJbOYMHHOB B KPOBH. JTO, BO3MOXKHO,
CBSI3aHO C BKJIFOYEHHEM JPYTHX KOMIICHCATOPHBIX MEXaHU3MOB (yCHUIICHUE JIM-
(ho0TTOKa, IIYHTHPOBAHKE KPOBHU Yepe3 apTEPHOIOBEHO3HBIE aHACTOMO3HI).

l'unompoTenHemMust 1 CHUKEHUE OHKOTUYECKOTO AABIECHHS IJIa3Mbl KPOBU
00MIeTIPU3HAHBI KaK IEPBONPHYNHA BOZHHKHOBEHHSI OTEKOB IIPH HE(PPOTHIECKOM
CHHIPOME, OTHAKO B PAJE CIIy4aeB Pa3BUTHE OTEKOB IIPOUCXOIUT 10 aJIbTepHA-
TUBHOMY ITyTH, TIPH KOTOPOM BEAYILEH SBISETCS IePBUYHAS IIOYSUHAS PETECHITH
Harpus (puc. 3.4). Knuandecku 1o nposiBisiercs HeQpOTUIECKUM CHHIPOMOM
¢ AT, 4To XapakTepHO U1 HEKOTOpbIX BapuaHToB XI'H, BTOpUYHBIX IoMepy-
JIOMATHH U Mp.

Knuanueckn HepoTHUecKre OTEKH, Kak IPaBUIIO, TEHEPAITN30BAHHEIE.
HauwnnaroTcss OHM C T1a3 ¥ JIOABDKEK, 3aT€M IOSBISIIOTCS Ha HOTAaxX U JIMIE
U JIOCTUTAIOT CTETICHW aHACapKH W MOJIOCTHBIX OTEKOB (ACIUT, THIPOTOPAKC).
Oteku MsrKue, MOABHKHBIE (CMEIAOTCS C U3MEHEHUEM IOJIOKEeHUS Tesa 00b-
HOTO), 9aCTO aCHMMETPHYHBIE M3-32 MOJIOKEHUs Tejla WM TpoM0o03a MoBepX-
HOCTHBIX BeH. [Ipn BBIpaK€HHOM OTEYHOM CHHIIPOME MOT'YT UMETh MECTO pa3-
PBIBBI KOXKH, CTPHH, YBEIMUCHUE MIEUCHH.

HedpoTrueckuit chHAPOM MOXKET HAOIIOAATHCS MIPH JTF0O0M MOpdoIornde-
ckoM BapuanTte I'H, ogHaxo Hanboiee 4acTo B JETCKOM BO3PAcTe B €T0 OCHOBE
JexaT MUHUMaJIbHbIe H3MeHeHUs B moMepyinax (10 80-90%). Hegporuueckuii
cuaapom npu 'H naswiBaercs nepBuyHbIM. [lomumMo atoro, HedpoTndeckuit
CHHJIPOM MOXXET MMETh BTOPUYHBIN XapaKTep M CONPOBOXKAATH MHOTHE 3a00-

MoBpexpeHne
Kny6ouka

\ 4

MepBuyHas MpoTenHypua
royeyHas peTeHums
HaTpuA

YBenuueHune
obbema nsasmbl

lMnoanbbymmHemus

OTtekun

Puc.3.4. AJ'IbTepHaTVIBHaﬂ CcXeMa natoreHesa Hed)pOTI/ILIECKI/IX OTeKOB.
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JIeBaHMsL, IPOTEKAOLINE C MOPAKEHHEM MOYEK: 3a00JICBaHUS COCTMHUTEIHHON
TKaHU, OIyXOJH, TUCIUIa3uy, pedirokc-Hepponarus, CL, ammunonnos, nHpex-
IIUOHHBIE U CENTHYECKUE COCTOSHUS, IEKAPCTBECHHBIE, TOKCHYECKHE U PaIHaIH-
OHHBIE TOPAKEHUS U TIP.

Brinenstor Takxke BpoxaeHHBIN ((pHUHCKOTO THITA, AU HY3HBII ME3aHI HaIb-
HBIH CKJIEPO3) U CEMEHHBIN He(hPOTHIECKUI CHHIPOM.

l'umonporenHEMUYECKnEe OTEKH, MONOOHBIE HEPPOTHIECKUM, MOTYT BO3-
HUKaTh U NPU JPYTHX COCTOSHMAX, HE CBA3AaHHBIX C 3a00JIEBAaHMUSMH IIOYEK.
[Mpu4nHbl rUMOaabO0yMUHEMUH ITPU 3TOM MPUHIMIHAIBHO CBOASATCS K CIIEIy-
1omuM: 1) CHIKeHHE CKOPOCTH CHUHTE3a allbOyMHHA B Ie4eHH (Hanpumep, npu
LUppo3ax); 2) yMEHbIIEHUE MTOCTYIICHHs Oellka ¢ MuInei (py KBalnopKope,
TOJIOZAHNH WJIM HApyIICHHOM KHIIEYHOM BCACBHIBAHWH); 3) YBEJIMYEHHE CKO-
poctn KarabonmsMa anbOyMuHa (BHYTPHIIOYEYHOTO — MPHU HEPPOTHIECKOM
CHHIPOME, IKCTPAPEHAIBLHOTO — IPH IKCCYNATUBHOIN SHTEPONATHH, 0KOTOBOH
OomnesHu W mp.); 4) mepepacnpeeeHue amb0yMIHA ¢ YBETUUYCHUEM TIepexo/ia
13 BHYTPUCOCYAMCTOrO MPOCTPAHCTBA B MHTEPCTUIIMATIBHOE (TIPH MOBBILICHUH
COCY/INCTOH NMPOHHUIIAEMOCTH). B CTpyKType IMImonpoTenHeMHYECKUX OTEKOB
oxos10 90% ciy4aeB MPUXOANTCS HAa HEPPOTHUECKUIA CHHAPOM U Tonbko 10% —
Ha BCE€ OCTAJIbHBIEC IPHYUHEL.

JleueHne oTeyHOro cMHApPOMa

TepaneBriyeckas TAKTHKA PH JIMKBUIALMHA OTEKOB CTPOUTCS B 3aBUCHMOCTH
oT ux naroreHe3a. OfHaKo OOIKe TPUHIIMIIBI JIEYEOHBIX MEPOTIPUATHIH SAUHBI
W CBOJISITCS K CIICAYIOIUM:
* [lumvesoii pexicum — BHE 3aBUCUMOCTH OT IIPUYUHBI OTEKOB IIPUEM KU/
KOCTH OTPaHHYMBACTCS.
* [uemuueckue meponpusmus — OrpaHMYCHHE TTOTPEOICHNS HATPUS 1 OeJtka.
* [uypemuueckue npenapamvi — Hanbojee 4acTo HA3HAYAIOTCS IETIEBBIC
(bypocemun) u xanuiicoeperaromne (CIHPOHOIAKTOH) JUYPETHKH.
* Hopmanusayuss OL[K: nipu rMIIOBOJIEMUH — BHYTPUBEHHBbIE UH(Y3HUN alb-
OyMHHa; IPH THIIEPBOJIEMHHU — IUYPETHKH.
* Vayuwenue muxpoyupkynayuu — psiMele (TeTlapuH) 1 HeripsiMble (Bapga-
puH, GEeHIITNH) aHTHKOATYIITHTHI; 3Y(QHILIHH.
* DKcmpaxopnopanbHoe yoaneHue HCUOKoCmu — ynsTpa(uibTpanus mia3Mel.

Fudpocmamuyeckue (Heppumuyeckue) omeku

OCHOBOI1 TaToreHe3a OTeKOB MPH He(PUTHIECKOM CHHIPOME SIBIISIIOTCSI CHIKE-
HHUE QUIBTpalMY B KiTyOoUKax U runepHarpueMusi. [loaToMy B OCHOBE Tepanuu
OTEKOB JISKHUT OrpaHNYEHHE ITOTPEOJICHNUS BOJBI M HATPUSL.

B mepron pa3BUTHsL OJIUTYPUH CYTOYHOE KOJIMYESCTBO MOTPEOIIEMOM JKH -
KOCTH PacCUUTHIBACTCA IO popMyIte: duypes 3a npedvioyujue cymku + nomepu
na nepcnupayuio (15 ma/ [ke - cym.] unu 400 mn / [m? - cym.]). B nanbHelimem
KOJIMYECTBO MOTPEOIIIeMOM HKHIKOCTH YBEIIMUMBACTCSI COOTBETCTBEHHO YBEJIH-
YEHUIO JUype3a.
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BecconeBoii cton m orpaHndeHue norpediaeHns OenKa Ha3Ha4aeTCsl BCEM
MaleHTaM B IEPBYIO HENENo 3a00eBaHMsA, a P COXPAHEHHWH OJIUTYPHU
W/WITA THIIEPTEH3UH M Ha 00JIee IUTENIbHBINA CPOK. CHuUdICeHUEe KOHYEeHMPayuu
Hampus — 0cHo8a namozeHemuieckou mepanuu Heppumudeckux omexog u AI'!
Y 0oibIIMHCTBA OOJBHBIX ¢ HEPPUTHIECKUM CHHIPOMOM ITOHMKEHHE KOHIICH-
TpaIMK HATPHSL, JasKe TIPH OTCYTCTBUH JIPyTOH TepaIiy, IPUBOANT K OBICTPOMY
KyIHPOBAaHUIO OTEYHOTO M THIEPTECH3MOHHOTO cHHApoMOB. [locie croiikon
HopManu3aimu A/l n quypesa pasperieHo J0OaBIeHNe COIH B ULy U3 pacueTa
0,5-1,0 r/cyrt. I[Ipu GraronpusTHOM TEUCHUU 3a00JCBAHUS MOTPEOICHUE CONU
BOCCTaHaBJIMBaeTcs ¢ 4—5-i Hepenu u3 pacuera 50 MI/Kr/cyr.

Benok orpannumBaercs u3 pacuera 1,0 r/kr/cyt. Pacmmupenue pannona
TIPOM3BOUTCS TIPEUMYIIIECTBEHHO 3a CUET PACTUTENILHOTO Oelika, moTpedneHne
0€JIKOB )KMBOTHOTO IIPONCXOXK/ICHHS OTPAaHNYNBACTCS B TEUEHHE 2—3 HEZ.

Juyperndeckas Tepanus NpH THAPOCTATHUECKUX OTEKaxX CIIOCOOCTBYET Kak
CHIDKEHHIO TunepBosieMun u HopManuzaiuu OLIK, Tak ¥ CXOKIEHHIO OTEKOB.
B OGonpiinHCTBE ciy4aeB pa3BuTHE HE()PUTUUECKOIO CHHIPOMAa HE TpeOyer
Ha3Ha4eHHs JuypeTHKoB. OHN Ha3HAYAIOTCS IPU BBIPAXKEHHBIX OTEKax U TUIEp-
TEH3UH, Yrpo3e pa3BUTHsS ociioxkHeHnH. Dypocemun (Jlasukc) HazHawdaeTcs
B mo3ze 1,5-2,0—4,0 Mr/kr/cyT. mapeHTepansHO B 1-2 mprema; mpu HeoOXOIIuMO-
CTH 71032 ANYPETUKA MOXET OBITh yBeNnueHa. Uepe3 HECKOIbKO THEH MalueHT
MOXKET OBITh TIepeBe/iCH Ha MEPOPaIbHbIN IIPUEM TIpenapara.

DypUUTHH CIOCOOCTBYET YMEHBIICHUIO 00IIIero nepudepruieckoro Compo-
THUBJICHHUS 32 CUET YBEIMUCHHUS IPOCBETA COCY0B, 00JIalacT He3HAYNTEIbHBIM
MOYETOoHHBIM 3¢ ¢exroM. HasHaueHne sy¢pmummHa NoKa3aHO B OONBIIMHCTBE
CJlyyaeB Pa3BHUTHS HE(PPUTHUECKOTO CHHAPOMA; Mpenapar Ha3Ha4daeTcsl BHY-
TPHUBEHHO B BUJE 2,4% pacTBOpa B COCTaBE APYTHX MH(Y3HOHHBIX IIPENapaToB
B 103¢ 1-2 mr/Kkr.

DKCTpakopropaibHOE yAalleHue XHJIKOCTH Moka3aHo npu paszsutuun OITH
C TUIIeprujparaiueil 1 pe3ko BoipaxkeHHOH Al ¢ yrpo30i pa3BUTHUS OCIIOKHE-
nuit. [Ipu HedpurnueckoM cHHIpOME HEOOXOAMMOCTH B YIBTpadMIbTpanun
TUTa3MBbl BO3HUKAET PEIKO.

TunooHkomuyeckue (Heghpomuyeckue) omeku

B ocHoBe narorenesa 0TeKOB IPU FHIIOOHKOTHUECKUX COCTOSHHUSX — HEBO3MOXK-
HOCTb yZIepKaHHs KUIKOCTH B COCYJUCTOM pyCIIe U3-3a CHUXKEHUS KOINUYeCTBa
ap0yMHUHA.

[TosTomy noTpebneHue KUIKOCTH CTPOTO OTPAHUIUBACTCSI, TAIIMEHTOM HIIN
POIUTEIAMH JOJDKCH BECTHCH JHEBHHK C yUETOM BCEH MOTPEOIEHHOM M BhIJE-
JIEHHOH XuAKOCTH. [IpUHIMI pacyeTa IOMyCTUMOTO MOTPEOICHHUS JKUIKOCTH
TaKoil e, Kak NP1 HepUTHIECKUX OTeKax. [loTpebneHne KUIKOCTH YBEITHYH-
BAaETCs [10 MEPE BO3PACTAaHMA AUYPE3a U CXOXKICHUS OTEKOB.

[Ipu orcyrctBum AI' morpebieHrne NMOBapeHHOI COJIM OTrpaHUYMBAETCS
MEHee CTPOro, YeM MpH He(PUTHUECKUX OTEKAX, U cocTasiset 1,5-2,0 r/mM%/cyT.
[Ipu pa3BuTHM acuuTa U aHACAPKH MOTPEOIEHHUE CONTM HCKITIOYACTCS.
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I'mmooHKOTHYECKOE COCTOSIHUE KaK TAKOBOE HE TpeOyeT OrpaHUyueHUs IOTpe-
Onenns Oenka, 6oiee TOro, yCHIeHHOE OTpebieHne Gefka MPUBOJUT K TOBEI-
IICHHUIO OHKOTHUYECKOTO IaBieHust. OHAKO MUIIEBON OENIOK MpU HePPOTHIECKOM
CHUHJIpOMeE, KaK MPaBUIIO, OTPAaHUYHMBAIOT, TAK KaK 3TO CHMXKAeT ypOBEHb IPO-
TEHHYPHUH U MIPEAOTBPAIIACT THIEPPUIBTPALHIO.

Juyperndeckast Tepanusi Ipu He(YPOTHUECKUX OTEKaxX IOKa3aHa BCErna.
BakHBIM IpaBHUIIOM IIpH €€ NMPOBEACHUH SBISIETCS MTOCTEIICHHOE YBEINUCHHE
JIMype3a, TaK Kak ObICTPOE BBIBEICHHE KUIKOCTH MOJKET CIIPOBOLIMPOBATH TPOM-
6oTHYecKre OCIOKHEHHS 1 BBI3BATh HAPYIIEHHUS reMOMHAMUKH. W3 mpenaparos
HazHadaetcst pypocemun (cM. «'mapocrarnueckne (HEQPPUTHIECKUE) OTEKH»),
napaJuleNIbHO C HUM, KaK IPaBulo, HA3HAYaeTCs CIUPOHOJakToH (Bepommupon)
B CyTO4HOH J103e 5—10 MI/KT B 2 nmpueMa Bo BTOpO# nosnoBuHe AHs. HazHauenue
Bepommupona o0ycioBieHo ero KanuiicOeperaromum AeHCTBUEM, a TakkKe
OCHOBHBIM €TO MTaTOT€HETHYECKIM MEXaHH3MOM — OJIOKHpPOBAaTh ACHCTBUE ajb-
noctepoHa. [Ipu otMeHe ¢ypoceMuia, OKa3bIBaIONIETO BEIPaKEHHBIN Ty peTH-
yeckuil 3¢ ext, 00JIbHON MPONOIKAET MONy4YaTh BepomnupoH, sSBIsSIOIHiCcS
JIypETUKOM cperHeit critbl. Kypc Teparnmu ¢pypoceMuiom, Kak mpaBuiIo, COCTaB-
nsier 7-10 nHeit; B Oonee JUIMTENBHBIX Kypcax B OOJBIIMHCTBE CIy4aeB HET
HEOOXOIMMOCTH, TaK KaK I0Jl BO3JEHCTBHEM CTEPOUIHON Tepanuy yCHINBACTCS
JIype3 U TUKBUANpYIoTca oTeku. Kypc BepommmpoHa MoxeT ObITh MPOIJICH
1 Ha Gosee ITUTETbHBIN cpoK. [Ipy HEBBIPaKEHHBIX 0TEKaX UCIOIb3YETCs THIT0-
THa3u] B 103e 2—4MI/KI/CyT. B 2 IpueMa, TakxKe B cCodeTaHny ¢ BepormiupoHoMm.

[Tpu BBIpa)keHHOW THTIOBOJIEMUH U MACCUBHBIX OTEKax Teparnus Gpypocemu-
JIOM MOKET oKa3aThbcs Hed(h(hEeKTUBHOM U3-3a MAJIOTO KOINYECTBA (PHIIBTpyeMOH
IUIa3MBbI M IEPBUYHON Moun. [t HOpMaIu3anuy ModeoOpa3oBaHus HEOOXOANMO
YBEIMYUTH OHKOTHUYECKOE JaBJICHHE U 0OECIIEUUTh BO3BPAT )KUAKOCTH U3 TKa-
Hell B cocyaucroe pycio. C 3Toi 1eNblo NalMeHTy Ha3Ha4aeTCsl BHYTPUBEHHAS
nHdysus 10% pacrBopa ansOymuHa B po3e 10—15 mu/kr wmm 20% pacrBopa
anp0yMHUHA B 03¢ 2—5 MII/KT, B KOHIIE KOTOPOU BBOAMUTCS (pypocemun (Jlazukc)
n3 pacuera 2 Mr/kr. Yactoe mcrnonb3oBaHKMe adbOyMHHA HE TOKa3aHO H3-3a
YCHJICHUSI TPOTEHHYPUH U OTIACHOCTH BOSHMKHOBCHHMS KaHAJIBLIEBOTO HEKPO3a,
pHCKa pa3BUTHUS AJNICPIUIECKUX PEAKIIHH.

Jlns ymydmeHus MUKPOIMPKYIISIIUK MCIIOTB3YIOTCS T€ e Mpenaparsl, 4To
IIPU THIPOCTATHYECKUX OTEKAX.

DKCTpaKopIopaIbHOE yIaJIeHUE KUAKOCTH TOKa3aHO MPU BBIPAKEHHBIX,
0COOEHHO MOJIOCTHBIX OTEKaX (ACIUT, THAPOTOPAKC, TUAPOTIEPUKAPT ), IPH Hed]-
(heKTUBHOCTH KOHCEPBATUBHOMN TEPAIHH.

CuHapom apTepuanbHON rMnNepTeHsun
O.K.Ilempocan
AI' — cocrosiHuE, IPU KOTOPOM OTMEYAETCs MOBBIIICHUE MTOKA3aTeNIed CUCTO-

JIMYECKOTO H/UIIN JAUACTOJIMYCCKOTO JAaBJICHUA B MpEaciax OOAHOro u ooiee
CUTMaJIbHBIX OTKJIOHCHHUH.
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[Toueuynas runepren3us — 310 Al maToreHeTHYeCKH CBsI3aHHAs ¢ 3a00JeBa-
HUSAMH T04eK. [louedHpie THIEPTEH3UN COCTABISAIOT CaMyl0 OOJBIIYIO TPYIITY
Cpely BTOPUUYHBIX TUIIEPTEH3UM.

Yposenb AJ] siBiseTcs B AOCTAaTOYHOMN CTENCHH JIAOWMIIBHBIM MTOKa3aTeieM
U MOXKET 3aBUCETh OT CE30HHOTO ¥ CYTOYHOTO PUTMOB, KJIIUMaTa, HAllMOHAJIbHBIX
U PacoBBIX OCOOCHHOCTEH, HACIEICTBEHHBIX (PaKTOPOB. Y JETEH MOKa3aTeiH
AJl BO MHOTOM 3aBHUCST OT TEMIIOB IPHOABKU pOCTa U Macchl Tena. [loatomy
HanOoJee TOCTOBEPHBIM MeToaoM OmeHKH AJl sBisercs ompenenenne AJl
1o HOMOFpaMMaM WU HUCHTUJIbHBIM Ta6HI/IHaM. JIJ'[H OpI/IeHTI/IpOBOqHOFO paCHeTa
AJl MOXXHO UCTIOJIb30BATh (POPMYITY:

AI[CI/ICT. =90 + 21’1; AH}:{MaCT. =60+ n,

IJie N — KoJIu4ecTBo JeT nocie | roga. Ecnu macca pebeHKa HE COOTBETCTBYET
HacHOpPTHOMY BO3pacTy, To pacdeT AJl He0OXOOUMO IMPOU3BOAUTH HAa BO3PACT,
KOTOpPOMY COOTBETCTBYET Macca.

[Ipu onenke A/l HEOOXOIMMO TaK)KE YYHTHIBATH BO3MOXKHYIO OIIHOKY
B 10-15% mpu uzmepennu ¢ nomobso Manomerpa Koporkosa.

MaToreHes apTepuanbHOl rMNepPTeH3NN

Paspurue Al pu 3a007€BaHUAX TIOUEK MOXKET OBITH 00OYCIOBICHO Pa3THIHBIMA
MEXaHU3MaMHU:

* HapylIEHHEM BOJIHO-3JIEKTPOJIMTHOTO OallaHca C 3aJepXKKOW HaTpus

U BOJIbI;
* aKTHUBALIMEHN MPECCOPHBIX TOPMOHATIBHBIX CUCTEM, B TIEpBYyI0 ouepens PAAC;
* YIHETCHHEM JETPECCOPHBIX TOPMOHAIBHBIX CHUCTEM (IIPOCTAIVIAHIMHOB,
KWHHHOB U OKCHJIA a30Ta);

* YCHJICHHEM CTHMYIIOB CO CTOPOHBI CHMIIATHYECKOI HEPBHOM CUCTEMBI.

Kaxk mpaBuiio, B renese noueqnoit Al UMEIOT MECTO HECKOJIBKO MEXaHH3MOB.

3anepxka HaTpus B opranusme npuBoaut K yeenundenuto OIK. TToBeimaercs
COZIepXKaHUe HAaTPHUs B COCYANCTON CTEHKE, YTO BBI3BIBACT €€ HA0yXaHUE U YCH-
JICHUE YyBCTBHUTEILHOCTH K BIMSHUIO BA30KOHCTPUKTOPHBIX CTUMYJIOB, B TI€p-
BYIO OY€pelb CO CTOPOHBI CUMIIATHYECKON HepBHOW cuctemsbl. [lapaiensHo
C BHYTPHCOCYIUCTBIM HAKOIJICHUEM HAaTPHsI IPOUCXOAUT BHYTPHUKICTOYHOE
IMOBBIIICHUE KaJIbLMA, YTO MPUBOAUT K YCUJIICHUIO TOHYCA ITIaIKUX MUOLIHUTOB
cocynoB. Takum o0pa3om, yBeanyuBaercs odlee nepupepuuecKoe ConpoTHB-
JICHUE U CONPOTUBIICHHE COCY/IOB IOYEK.

CnasM 1 nimemus KIIyOO4YKOBBIX apTepHii, a HMEHHO NPUHOCSIIEH, IPUBOIUT
K aktuBanuu PAAC. PeHuH cuHTE3HUpyeTCs B IOKCTATIOMEPYISIPHOM arapare
KJIyOOYKOB IMO4YEK, B KJIETKaX MPUHOCAILIEH apTepuoinsl kinyOouka. [lanenne
AJl, TITOBOJIEMHS BBI3BIBAIOT CIIa3M MIPUHOCSIIEH apTepHOIIbl KIIyOOUKa U, KakK
CJIC/ICTBHE, UHKPEIHMIO peHWHa. PEHHH KaTajau3upyeT NpeBpalicHue BbIpada-
TBIBAEMOTO B TI€YEHH aHTMOTEH3WHOTEHA B aHTHOTEH3UH [. AHrnoTensuH I nox
BIIMSHHEM ()epPMEHTA aHTHOTEH3MH-KOHBEPTa3bl (AaHIMOTEH3WHIIPEBPAIAFOIIHN
¢depment, AIID), cHHTE3UPyEeMOTO B JIETKUX U TIOYKAX, IEPEXOAUT B aHTHOTEH-
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3uH I, KOTOpBIN NEHCTBYET HA MIAAKYIO MYCKYJIATypy COCYIOB U BBI3BIBACT €€
cna3M. Takum 00pa3om, MOBHIMIAETCS Kak oOIIee, Tak W IOYEYHOE COMPOTHB-
neHue cocymnoB. Jpyrum addexrom anrnorensuna I, Tounee, ero meradbonura
anruoteH3uHa I, sBiseTca CTUMYISALUS CEKPELUH allbJJOCTEPOHA KOPOM Haj-
MIOYEYHHKOB, YTO NMPHUBOJMT K YCHUJICHHIO peabcopOnuy HaTpust U B KOHEYHOM
urore k yBenuuenuto OLIK u runeprenzuu.

Takum 00pa3oM, HapyIICHHE COCTOSHHS BOIHO-JICKTPOIUTHOTO OanaHca
1 ToBHIIeHNe aKTHBHOCTH PAAC TecHO CBSI3aHBI U MOTYT YCYT'YOISTH IpyT
JIpyTa, 3aMbIKasi MOPOYHBIN KpyT B pa3BUTHU Al. OmHaKko HEMaJOBaXXHYIO POJIb
B HApYIIEHUH 3TUX B3aMMOOTHOIIIEHUH UTpaeT U3MEHEHHE PEaKTUBHOCTH COCY-
JIOB ¥ yTHETEHHE JIETIPECCOPHBIX (pakTopoB. B HOpMeE 3a/1epKKa HATPHUS ¥ BOJIBI
B OpPraHU3Me BBI3BIBAET JOBOJIBHO PE3KOE CHHXKEHUE MPONyKIUH peHuHa. [Ipu
XPOHUYECKHX 3a00JIEBAHMSX MTOYEK ITOTO HE MIPOMCXOINT, TAK KaK IMOYKH CTAHO-
BATCSI MAJIOUyBCTBUTENIBbHBIMU K H3MEHEHUSAM KOHLIEHTPALMU HaTpHsI BCIIEACTBUE
MOP(OPYHKIMOHAIBHBIX U3MEHEHU B IOKCTANNIOMEPYJISIPHOM armnapare.

Baxxnyto ponps B pazButuu Al urpaer BereraTMBHAas HEpPBHAas CHCTEMA,
B IIEPBYIO OuUepelb CHUMIIaTHYecKas. Bo-epBbIX, akTHUBALUs Ba30MOTOPHBIX
LIEHTPOB T'OJIOBHOTO MO3ra TEMU WM WHBIMH ()aKTOpamMy MOXET NMPUBOANTH
K [IPOAOJKUTENBHOMY MOBBILIEHUIO TOHYCAa CUMIIATUYECKOM HEPBHOW CUCTEMBbI
1 Ba30KOHCTPHUKIHHU. BO-BTOPHIX, AIHTENbHOE pa3fpakeHHe 0apoperenTtopoB
KapOTHJIHOTO CHHYCA, a0PThI U JIETOYHON apTepuu pu Al” IPUBOANT K CHHKe-
HUIO MX 9yBCTBUTENILHOCTH. [IpH 3TOM cTaOMIIbHO BBICOKUH ypoBeHb AJ] cTaHo-
BUTCS JUIsI BET€TaTUBHOM HEPBHOM CUCTEMBI «HOPMAJIBHBIM», YTO OPUEHTUPYET
ee Ha Ooree BBICOKHIA ypoBeHb AJl.

B To *xe BpeMs CKIepoTHIeCKHe U3MEHEHHS B IIOYKaX CIIOCOOCTBYIOT aKTH-
BallUU COCYIOJBUTraTeIbHBIX LEHTPOB MIOTajlaMyca, 4YTO IPUBOAUT K IOBBI-
IICHHOW CeKpelHH KaTeXxOJaMHUHOB — HOpaJpeHalnHa, apeHaluHa U Ba30aK-
TUBHOTO Helporentuaa Y. I3BecTHO, 4TO MpH 3a00IeBaHUSX IT0YEK ITOBBILICHHE
AKTUBHOCTHU PEHHMHA YCHIIMBAET CEKPELUIO KaTeXOIaMUHOB; C JPyTroil CTOPOHEI,
3a[epKKa HaTPHsI U €r0 HAKOIUIEHHE B COCYIUCTOI CTEHKE MOBBIIIAET €€ UyB-
CTBUTENBHOCTD K IPECCOPHOMY BIIUSHUIO KaTEXOJIaMHUHOB.

Takum 00pa3oMm, Bce MPECCOPHBIE MEXaHU3MBI MPH 3a00JIEBAHUAX IMOYEK
TECHO CBS3aHBI M MOTYT yCHUJIMBATh BIMSHUE APYT ApyTa.

BaxHyto ponk B pa3BUTUH U TOLAEPKaHUU THIIEPTEH3UH PEHATIBHOTO TeHe3a
UrpaeT dHIOTENNH-1, IPOAYIUPYEMbIM 3HAOTENUANBHBIMU KIETKAMH COCYHOB.
OnporennH-1 obnagaeT BeIpaXKEHHBIM Ba30KOHCTPUKTOPHBIM ACHCTBHEM, IPEBEI-
mratormM d¢dext anrnorersuna I B 30 pa3, 1 MOXKET BBI3BIBATh TEHEPATN30BAH-
HBIN cra3M cocynoB ¢ noBbimerneM AJl. Oqrako HanmOobIee 3HAYCHHE IMEeT
MECTHOE€ COCYJOCYKHMBAroIiee ACHCTBUE YHIOTEIMHA IIPU 3a00I€BaHUAX TTOUCK.
B HOpMe TOHYC cocyI0B KiTyOOUKa peryupyeTcsi paBHOBECHBIM B3aUMOJIEHCTBUEM
MECTHBIX MEAMATOPOB: COCYIOCYKHUBAIOIIET0 — YH0TEINHA- | 1 cocyaopaciups-
IOLIMX — OKCHUJIA a30Ta, IPOCTarIaHAWHOB U KUHUHOB. [Tpu noBpexaenun suaore-
JISI 9TO PAaBHOBECHE CMEIIAeTCA B IOJIb3Y Ba30KOHCTPUKTOPHBIX (hakTopoB. Bos-
HUKAIOIIAsl BCJIEACTBUE ATOTO0 KOHCTPUKLMS IPUHOCSILIEN apTEpUObl BEI3bIBAET
aktuBauio PAAC, 9To pUBOJNT K CUCTEMHOMY TOBBIIIEHHIO A/l
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K MecTHBIM cocyiocyXUBalOmUM (hakTopaM TaKKe OTHOCITCS IPOCTANIaH-
muH F20 1 TpoMOOKcan A,.

Jle#cTBrIO MpecCOpHBIX (PaKTOPOB MPOTHBOCTOUT MECTHAsS JETIPECCOpHas
CHCTEMa, KOTopas IpeJCTaBlIeHa HEKOTOPHIMH NPOCTarIaHAMHAMHU, OKCHIOM
a30Ta U KUHUH-KAIJIMKPEHNHOBOW CHCTEMOH.

[IpocrarmananHbl 00pa3yr0TCsi B OCHOBHOM M3 apaxHJOHOBOW KHCIOTHI IO
BO3/eiicTBUEM (pepMeHTa LUKIOOKCUTeHA3bl. B MoYeyHON TKaHM CHHTE3UpY-
I0TCS BCE€ BUJIbI IPOCTAINIaHAUHOB. BrIpa)keHHOM Ba301MIaTUPYIOIIEH aKTUBHO-
cThi0 obnagaroT npocrarmanaud E2 (PgE2) u npocranukimH (IpocTariaHanH
12, Pgl2): oHM CHMXAIOT TOHYC apTepuil, yMEHbIIAIOT UX YyBCTBUTEIHHOCTH
K JIeHCTBUIO Ba30KOHCTPUKTOPHBIX BELIECTB, MOBBIIIAIOT BBIJEICHUE HATPHS
1 BOABI. YCTaHOBIICHO, YTO pa3BUTHIO ouedHol Al mpenmecTByeT CHIKEHHE
ypoBHs PgE2 u PgI2 u moBeimenne ypoBHs npocrarnanauHa F2o u TpoMOoK-
cana A2.

MOIIHBIM Ba30MIaTHPYIONTHM 3G (HEKTOM 001a1aeT OKCHT a30Ta, KOTOPBIH
Ipoayuupyercst u3 L-apruHuHa B pa3iIMuHbIX KIETKaX, B TOM YUCIIE SHIOTEIU-
QJIBHBIX, SIUTEUEM KaHANBIEB MOYEK, ME3aHTHaJIbHBIMU KJIeTKaMH. [loMumo
MIPSIMOTO COCYOPACHIMPSIIONIETO JEHCTBHS OKCHJ] a30Ta YMEHBIIACT BBICBO-
Oo’KIeHNE PEHHHA, YCHIMBAET HATPUIlypes3, ONOCPEIOBAHHO CHIKAET YPOBEHb
nporenHypun. Ocobast poib OTBOAUTCS OKCHLY a30Ta B PETYISIIUH ITOYETHOTO
KPOBOTOKA Y JIeTel. YCTaHOBJIEHO, YTO IPU (POPMHPOBAHHUHU TIOUEYHOTO KPOBO-
TOKa y IUIO/Ia U B aHTEHATAJILHOM IIEPHOJIE OKCHJI a30Ta SIBIISIETCS €ANHCTBEHHBIM
Ba30AWIIATHPYIOUIMM (PAKTOPOM, AKTHBHO IIPOTHBOCTOSIINM B 3TOT TIEPHOJ e -
CTBHIO Ba30KOHCTPHUKTOPOB. YPOBEHb CHHTE3a OKCHJIa a30Ta y AeTel (HU3HO0I0-
rudecku 0oj1ee BEICOKHM, YeM y B3POCIBIX, IPUYEM TeM OOJIBIINHN, YeM MIIa/IIIe
pebeHOoK. OTHM (aKTOM MOXKET OOBACHATHCS CKIOHHOCTH K THIOTOHUH IPH
MHOT'HX 3200JIeBaHHAX MOYEK B JETCKOM BO3pacTeé M OTHOCHTEIBHO HEYacToe,
10 CPaBHEHHIO CO B3POCIIBIMHU, Pa3BUTHE PEHAIBHOM FHIIePTEH3UH.

KoHeyHble MpOIyKTHl aKTHBAIMN KaJJIMKPEHH-KHHUHOBOM CHCTEMBI — Opa-
JVKWHUH ¥ KQTHIAH — TaKXKe 00J1a/1al0T BEIPAKEHHBIM COCYA0PaCIIUPSIFOIIM
s dexrom. OHM yBEINUNBAIOT MIOYETHBIH KPOBOTOK, CHHXKAIOT COTIPOTHBIICHHE
MOYEYHBIX COCY/OB, CHIDKAIOT peabcopOLuio HaTpUs U BOIABI B AUCTAIBHBIX
cerMeHTax Hedpona.

Takum o0pa3om, B pazBuTHu Al IOUEYHOTO TeHe3a Y4acTBYIOT KaK CHCTEM-
HBIE, TaK U MECTHbIE ()aKTOPBI; OCHOBHYIO POJIb IIPH 3TOM UTpaeT HapyIle-
HHUE (PHU3NOIOTHIECKOTO PABHOBECHS MEXK/Iy Ba30AMIATHPYIONIMMHU CHCTEMaMU
1 Ba30KOHCTPUKTOPHBIMH C ITPeoOIalaHieM MOCIEAHUX.

[TomuMoO peHanbHOM TUIEPTEH3UHU BBIAEISIIOT Ba30PEHANBHYIO (MU PEHOBA-
CKYJISIPHYI0), KOTOpast 00yCJIOBJIEHA CTEHO30M IOYEYHBIX apTepuid. [IpuunHon
PEHOBACKYJIIPHOM THUIIEPTCH3UU B IETCKOM BO3PAaCTe MOTYT OBITh aHATOMHUYE-
CKHE aHOMAJIMH COCYIUCTON HOXKKHU TIOYKH, aHOMAJIMK BHYTPUIIOUEYHBIX COCY-
JIOB, TPOMOO3 ITOYEYHON apTepHH WM €€ BETBEH, CIaBICHHE TOYEYHOH apTepun
M3BHE (OITyXOJIbIO, KHCTOMW), He(poITo3. MIMeronuii MecTo mpu peHOBaCKYIIAp-
HOH TMIEPTEH3HUU CTEHO3 [TOYEUHBIX apTEPU IPUBOAUT K CHIa3My NPUHOCSILEN
apTepHuoJIbl Kiy0ouka ¢ mocienytoriei akrubanueid PAAC.
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Eme ognoit npuuuHoi AI" IBISIFOTCS TOPMOHAJIBHBIE OITyXOJIH, IPOUCXO/SI-
Y€ U3 KIETOK CHMIIATHKO-aJpEHAIOBOM CHCTEMBI U 3HTEpOoXpoMadPUHHBIX
TKaHei, B IepByIo odepernp, peoxpomoruroma. [laTorenes runepTeHsny B ITUX
CIIy4asix CBA3aH C BHICOKMM YPOBHEM CHHTE3a KaTeX0JIaMHHOB.

Oxono 70-80% runepTeH3uil B JETCKOM BO3PACTe MPUXOAUTCS Ha OO
Ba30PEHANBHBIX U PEHATBHBIX, 15-20% 00ycnoBiIeHs! (heoXpOMOINTOMOH U JIpy-
TMMH TOPMOHITPOAYLIUPYIOIIIMH OITyXOJIIMH M TOIBKO 5—10% BBI3BaHBI HHBIMU
MPUYUHAMH.

Knuanuecku AI” MOXkeT mpoTeKkaTs Kak 6€CCUMIITOMHO, TaK M MPOSBIATHCS
TOJIOBHBIMH OOJISIMH, TOJIOBOKPY)KEHHUSMH, OOJISIMU B 00JIACTH CEPJILIA, OBIIIKOM,
YXyALIEHHEM 3peHHsd. B neTckom Bo3pacTe penko BO3HHMKAET 3710KaueCTBEH-
Hasl TUIIEPTEH3MsI, XapaKTePU3YIOMIascsl 3HAYUTEIbHBIM U CTOMKHUM MOBBIIIC-
HHEM JHACTOIMYECKOTO JaBICHNUS, C PAa3BUTHEM PETHHONATHH, SHIIe(anonaTnn
U TEMOPPArn4ecKoro HHCYIIbTa, CEPACYHON HEAOCTATOUHOCTH.

Briserienne Al ipu cuctemarndeckoM uzmepeHnd AJl 0ObIYHO HE TIpEeNCTaB-
JsieT TpynHocTel. IIpu 3ToM BayKHO ONpeAeNuTh CTeNeHb BBIPAXKEHHOCTH U CTa-
OMIIFHOCTH TMIEPTEH3UH. BBIIENIOT TaOMIbHYI0 THIEPTEH3HIO (IIEPUOANYECKU
BbIABIIsIeMble TIOBBIIEHUS A/Jl), cTabmiIbHYIO (MM CTOMKYIO, TIPH ITOCTOSTHHO
MOBBIIIEHHOM ypoBHE A/]) 1 HapacTarouIyro (pOrpecCUpyOILyIO, IIPH yCHICHUN
THIIEPTEH3NH B TedeHue 3abonesanms). Ilo cremenn BeipaxkeHHOCTH Al MOXXHO
pasnenuth Ha yMepeHHyto (noBbimeHne AJ] B mpeaenax 95-99-ro mepueHTusIs )
1 BBIPKEHHYO (CTerneHb moBbimeHust AJl 6onee 99-ro nepreHTuIs + S MM PT.CT.).
Pa3BuTHe runepreH3u MOKET OBITh CBSI3aHO C Ha3HAYE€HNEM HEKOTOPBIX IIperapa-
ToB (Hanpumep, ['KC), mpu ormMeHe koTopbIx ypoBeHb A/l Hopmanusyercst. Criemyer
MIOMHHTB, 9TO M3MeHeHns! AJl MOTyT KonebaTbCst B TEUEHNE CYTOK, TOATOMY MpU
momo3peHnd Ha Al” HeoOX0AMMO TIPOBECHUE CYTOYHOTO MOHUTOPHPOBaHUS A/l

AT’ HabmomaeTcst IpH OCTPOM IOCTCTPENTOKOKKOBOM ['H, mporekaromem
¢ He()pUTHYECKUM CHHJIPOMOM; IpH cMentanHoi popme XI'H; npu BropruyHbIX
IJIOMEPYJIONAaTHsIX (CHCTEMHBIE 3a00JIEBaHUS COSTUHNTEBHON TKaHH, THa0eTH-
yeckasi Hepponarusi, aMUIIONI03 | JIp.); TIPH HEKOTOPBIX aHOMAJIMAX Pa3BUTHS
nouek, ITH u mp.

JleueHune apTepnanbHON rMNepTeH3NN

CrnoxHas B3aMOCBA3b cHCTeMHOM Al 11 mouek, ycyryomnsiomascs Ha GoHe yxe
HMMEIOIIEHCs TOYEYHOM MaTOJIOTHH, ONpPEAesieT 0COOEHHOCTH THITIOTEH3UBHON
Teparnuu.

Psin 001mmx moJIoKeHMiA, Ha KOTOPBIX cTpouTcs aeuenue Al — pexum Tpyna
1 OTJIbIXa, COOJIO/IEHNE ANETHI C OTPAaHUYCHUEM COJIU U TIPOJLYKTOB, COAEPKAIINX
XOJIECTEpHH, OTMEHA JIEKapPCTBEHHBIX CPENICTB, BBI3bIBAOMNX pazButHe Al —
COXPAHSIOT CBOIO 3HAYUMOCTb.

B Hacrosiiee Bpemst 11 JIeUeHuUs O0IBbHBIX ¢ HehporeHHoi Al HCITOIB3YIOT
6 KJ1acCOB TMIIOTEH3UBHBIX CPEACTB:

* uaru6urops! AII® (MATID);

* Onoxkaropsl perentopoB anrnorensuna II (BPA II);
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* QHTArOHHUCTHI KaJbLIHS;

* [B-OGmoxaTopsr;

* IUypeTHYECKHe CPENICTBA;

* 0-OJOKATOPBI.

IIpenapars! EHTPaIbHOTO MEXaHU3MA JAEUCTBUS UMEIOT BCIIOMOIaTeNbHOE
3HAYEHHUE U B HACTOSAIIEE BPEMS IPUMEHSIOTCS JIUIIb 10 Y3KUM MTOKa3aHHAM.

K npenaparam nepsoro Beibopa mipu A" orHOCAT HATID 1 6oKaTOPHI Kab-
IIMEBBIX KAHAJIOB (AaHTATOHUCTHI KaJIBITHS).

HAII® — KjacCc aHTHUTUIIEPTEH3UBHBIX MpEnaparoB, (HapMaKoJIOTHIECKOe
JIeWCTBHE KOTOPBIX HalpasieHo Ha nHruoummo AIlO.

Knuanueckue a3 QexTs! mposiBIsFoTCs:

* BBIPAYKCHHBIM FMIIOTEH3UBHBIM BIMSHHUEM, B OCHOBE KOTOPOIO JIEXKUT CHU-

JKEHHE O0ILETO 1 JIOKATBHOTO IIOYETHOTO NMepH(EPUIECKOTO CONPOTHBIICHHS;

* KOppeKUHeld BHYTPHUKIYOOYKOBOH IeMOIWHAMUKH, B OCHOBE KOTOPOM
JIS)KUT PacIIUPEHUE BEIHOCSIIEH I0UEUHON apTEPUOIIbl — OCHOBHOTO MECTa
IIPUJIOKEHUS JIOKAIbHO-II04EYHOro aHruoTensuHa II;

* PEHONPOTEKTHBHBIM JAEHCTBUEM, 00YCIOBICHHBIM OJIOKAI0H pocTa Me3aH-
THAJIBHBIX KJICTOK, IPOTYUPYIOMINX KOJUIareH 1 SIHIepMabHbIN (hakTop
pOCTa IOYEYHBIX KaHAJbLIEB.

BPA 1I — anaTaroHuCcTH peuentopoB anruorersnna I, mmm 6nokaroper AT -
PenenTopoB, — rpymnma, 00beAUHAIONIAs JIEKapCTBEHHBIC CPEICTBA, MOLYIIUPY-
rorue pyakiuonupoanue PAAC mocpencTBOM B3aUMOACHCTBHS C aHTHOTCH-
3UHOBBIMU PELEITOPaMH.

B HacTosimee Bpemst MoKa3aHo, 4To y uenoBeka, nomuMo Alld-3aBucumoro
ITyTH MIPpeoOpa30BaHys aHTHOTeH3HMHA | B anrnoTensuH I, cymecTBytoT ansTep-
HaTHBHBIE IIyTH — C yYacTHEM XUMa3, KaTericuHa G, TOHUHA U APYTHX CEPUHOBBIX
mpoteas. B pasHbIx opraHax W TKaHsx npeoOmagaeT 6o AllD-3aBUCUMBIH,
1100 ambTepHATHBHBIE IIyTH 00pa3oBaHus aHrnorensuHa Il.

Anrnorensut 1l Mmoxer GopmMupoBaThCs U HETIOCPENCTBEHHO M3 aHTMOTEH-
3MHOT€Ha MYTEM PEAKLMMH, KaTaIN3UPyEMbIX TKAHEBBIM aKTHBAaTOPOM ILIA3MU-
HOTEHa, TOHWHOM, KarericuHoM G u zp.

[onararoT, 4T0 aKTHBAIMs aJbTCPHATHBHBIX ITyTEH 00pa30BaHNs aHTMOTEH-
3uHa I urpaet GoJbIIyIO PONIb B MPOLIECCaX CEPACTHO-COCYTUCTOTO PEMOICITH-
poBaHusl.

®uznonornueckue adpdexTs! anrnorensuna I, kak u Apyrux 6nonornuecku
AKTHBHBIX aHTHOTEH3MHOB, PEATM3YIOTCS Ha KIETOUHOM YPOBHE Yepe3 CHelH-
(ruecKre aHrHOTEH3NHOBBIE PELIETITOPBI.

HetictBue OmoxatopoB anrmoTeHsmHa Il maentwuno neiicteusm nAIlD.
HaznauaroT ux rmpu nosiBIeHNH Kanuid npu npuMeHeHnd HATID nmm cepaednoit
HepocTaTouHOCTH. Hepenko ux HazHadaroT coBMecTHO ¢ MAIID st monHOTrO
kynupoBaHust PAAC (xak AIld-3aBucuMOro, Tak M ajJbTepPHATHBHOTO ITyTH
o0pazoBaHus anrnoreHsuHa II).

IIporuBonokazanusmu k npuMeHeHuto HAII® u BPA II sBnstores:

* CTEHO3 MOYEYHOH apTeprn 00EuX IMOUeK;

* CTEHO3 IIOYEYHOU apTepUU EAUHCTBEHHOM II0UKH;

CnHAPOM apTepuanbHOil rMnepTeH3um 149

» mspxenas XIIH, nnutenbHo neueHHas AMypETUKAMH.
AHTaroHucTHI KaJbuuA. [ MIOTeH3UBHEIHN 3()()eKT aHTaTOHUCTOB KaJIbIIHS
CBSI3aH C PACHIMPEHHUEM apTepUoil U CHIYKCHHEM MOBBIIIEHHOTO O0IIEero mepu-
(hepruvIecKoro CoOrmpoTUBIICHUS.
CoBpemeHHas KaccH(pUKals aHTArOHUCTOB KaJIbLIUsI BKIIIOYAET:
1. Ilpon3BoaHbIe ManaBeprHa (Beparnammi, THATIAMHII).
2. IIpon3BoaHbIe AUTHAPOIUPHANHA (HU(EIUITHH, HUTPESHIUINH, HUMOAHIIIH).
3. IlponsBoaHbIe OEH30THAZETTHHA (AMITHA3EM).
[MpenMyiiecTBaMu Hepes IPyriMHU THIOTEH3UBHBIME CPEJICTBAMH SIBIISIOTCS
UX BBIpa)KEHHBIE AaHTUCKJIEPOTHUECKUE U aHTHArperalliOHHbIE CBOMCTBA.
[TpueM aHTaroHNUCTOB KaJBIHS IPOTUBOIIOKA3aH MPU UCXOAHON TMIIOTEH3HH,
CHHJpOMeE cJIab0CTH CHHYCOBOTO y371a. Bepamamuir mpoTHBONIOKa3aH Ipy Hapy-
IIEHUSX aTPHOBEHTPUKYJISIPHON NMPOBOANMOCTH, CHHAPOME CIa00CTH CHHYCO-
BOT'0 y3J1a, BBIPQ)KEHHOM CepAeYHON HENOCTAaTOUHOCTH.
BJiokaropsl B-agpeHepruyeckux penenTopos. MexaHn3M aHTUTUIIEPTEH-
3MBHOTO JICHCTBUS B-0I0KaTOPOB CBSI3BIBAIOT C YMEHBIICHUEM BEJIMYHHBI CEp-
JIEYHOTO BBIOpOCa, YMEHbIIEHHEM 0011ero nepudepraeckoro ConpoTHBICHUS,
CHIDKEHHEM BBICBOOOKICHHS HOpAJpeHAINHA U3 OKOHYaHUH MOCTTaHITTHOHAP-
HBIX CHMIATHYECKUX HEPBHBIX BOJOKOH, YMEHBIIEHHEM BEHO3HOTO IIPHUTOKA
K cepAly ¥ 00beMa UPKYIUPYIOIeii KpOBH.
ITo qutenbHOCTH IEUCTBUS PA3INYAIOT:
* [B-OoKaTopbl KOPOTKOTO JEHCTBUSI (IIPOMPaHOIIOIN, METONPOJION, anedy-
TaNoN);

* [B-OokaTopbl cpeaHero AeicTBUS (TIMH/I0II0MN);

* [B-OmoKaTopsl UIMTEIBHOTO ACHCTBHS (aTE€HONOIN, OETaKCOON, COTAJIOIN,
HAaJI07I0).

B-0110KaTopBl MPOTHUBOIOKA3aHbI MPH OCTPOH M XPOHHYECKOW CepleuHOi
HEJI0CTaTOYHOCTH, BRIPKEHHOW OpaJuKapAnK, CHHAPOME CJIad0CTH CHHYCOBOTO
y3I1a, aTpHoBeHTpuKyisipHoi Onokane 11 u 111 crenenn, OpoHXHaIbHON acTMe.

Juyperuxu. [IpearnodTnTenbHO MCIIONB30BaTh ANYPETUKU C HaTpHHype-
Tryeckumu aeiicteueM. s medennst AT y OOJMBHBIX C COXpaHHOH (yHKIHEH
MIOYEK HauOOJIbIIEEe PACIPOCTPAHEHUE MOIYUHIN MOUYETOHHBIE IpEnaparsl,
JieficTByronie B 00IaCTH JUCTAIbHBIX KaHAJBIEB, — FPYTIA THA3UIHBIX U THA-
3UAOTONO0HBIX TNYPETHKOB, TAKUX KaK MHAanaMua (Apudon).

0-aIpeH00JOKATOPBI — U3 ATOW TPYNIIEI MITOTEH3UBHBIX MIPENapaToB Hau-
OostpIiee pacnpocTpaHeHNE MOTYIMIIN TTPA303UH U JOKCA3031H.

Ilpazo3un — CENEKTUBHBIA aHTarOHUCT MPECHHANTHYECKUX PELENTOPOB.
I'mmoTen3uBHEIN 3ddekT npemapara cCBA3aH ¢ yMEHBIIEHHEM 00IIero nepude-
pPUYECKOTO COIPOTUBICHUS.

Jlokcazozun — CTPyKTYpPHO OJHM30K K MPa303UHy, HO oOiagaeT Ooyee aiH-
TeJIbHBIM JAedcTBHeM. [Ipemapar 3HaUMTENBHO CHMXKAeT odiiee nepudepuye-
CKO€ COIPOTHBIICHHE, TAK)KE 001alaeT BHIPR)KEHHBIMH aHTHATEPOT€HHBIMU
CBOMCTBaMH.

OCHOBHBIE TIpETIapaThl, HCIOIb3yEMBbIE B JETCKOH IMPAKTHUKE, IPEICTABICHBI
B Tabnute [1.7 (cm. [Tpunoxkenue).
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A6aO0MNHANbHDIN CMHApPOM
O.K.Ilempocan, I1.B.LLlymunog

AOmOMHHANBHEIA O0IEBOM CHHIPOM — 3TO CHMITOMOKOMILIEKC, XapaKTepH3Y-
IOIIMHCSA OCTPBIMU MIIM XPOHUYECKHUMHU OOJISIMU B 0071aCTH OPIOIIHOM MOIOCTH
U MaJIoro Tasa.

[TprunHO¥ BOZHUKHOBEHUS Oosel MOTyT ObITh HenocpencTBeHHO OMC nin
OpTraHbl, BOBJICYCHHBIE B TATOJIOTMYECKHUI TPOLIECC BMECTE C OUYKAMH.

Boms B OMC MoxeT ObITh CBfi3aHA C PacTSDKCHHUEM ITOJIOCTHOM CHCTEMBI
MI0YeK, PACTSDKEHHEM TI0YEYHOH KaIlCyJIbl, CAABICHUEM BHYTPEHHHUX M HAPY KHBIX
pELENTOPOB, HIIIEMHEN TIOUSYHBIX apTepUil, MOYEBOM OOCTPYKIMEH 1 ca3MOM
[IaIKOH MYCKYyJIaTypbl, peIIoKcoM ¢ mopakeHueM (GpopHukcoB. boseBoii cuu-
JIpOM HaOJIoAaeTCs IPU NHENOHEPPUTE, IIUCTHUTE, TOYEYHOIH 1 MOYETOUHHKOBON
KOJIMKE, HEKPO3€ COCOYKOB, He(pomnTose, THApoHedpo3e, 0CTpoil 3amepikke
moun, ['H u HedpoTrueckoM cuHApome | Jp.

[Ipn coyeTaHHOM MOpPaXEHUM MOYEK M APYTMX OPraHOB MPUYHMHON Oomn
MOT'YT OBIT pa3/ipaKeHUE OPIOIIUHEI, CTIa3M ITIaJIKOM MyCKyIaTypsl KUIIIEYHUKA,
MOpaXKeHHs COCYOB u mp. Takoil 0ONIEBOM CHHAPOM XapaKTEpeH i Mepuo-
JIMYECKOH OO0JIE3HH, BOCHAIMTENBHBIX 3a00I€BaHUH KHIIEYHUKA, BACKYJINTOB
1 3a00JIeBaHNIT COEJMHUTENILHON TKaHH, THadeTHdeckoil Hepornarun, TpoM0O03a
TIOYEYHON BEHBI, TEMOJIUTHKO-YPEMHUYECKOTO CHHAPOMA H JIp.

Bbonb MoXxeT OBITh OHO- MM JBYXCTOPOHHEH, IOKAJIN30BaThCS B AKUBOTE HIIH
MOSICHUIIE, UPPATUHUPOBATH IO XOAY MOUYETOUHHUKOB, B ITaX, HAPY>KHBIE TIOIOBEIC
OpraHbl, BHYTPEHHIOIO ITOBEPXHOCTh Oezapa. JleTn Miajmero Bo3pacra Ijioxo
JIOKAJIM3YIOT 00Jb, Yallle BCET0 OHM KAJYIOTCS Ha Pa3iuThlie OOJM B JKHUBOTE
WM BOKPYT ITyTIKa BHE 3aBUCUMOCTH OT UX UCTOYHHKA. Tarke B 3TOM BO3pacTe
6011eBOI CHHAPOM IIPH 3a00IEBAHMSX ITOYEK M MOUYEBBIX ITyTEl MOXKET IPOTEKaTh
IO MaCKOH «OCTPOTO KUBOTA».

Bonbs MokeT OBITH PEe3KOil WM TYIOH, MOCTOSHHOM HIIH MPUCTYIOO0pa3HOMH,
YCUJIMBATHCS P Harpy3Ke WM IlepeMeHe MonoxeHus Tena. boib moueyHoro npo-
HCXOXJICHUS, KaK PaBHJIO, HE 3aBUCHT OT aKTa MOYEHCITYCKaHUsI; CBA3b C MOUe-
WCITyCKaHNEM HJIH 3a/IeP>KKOM MOYH yKa3bIBAaeT Ha MATOJOTHIO MOYEBBIX ITyTEH.

Jlokanu3oBarh 00I€BOW CHHAPOM WJIM BBIBUTH JATCHTHYIO 0OJIE3HEHHOCTh
BO3MOJKHO C IOMOIIBIO MaJbHanuy (IIOBEPXHOCTHAsI M NIyOOKas IMaiblamnus
JKMBOTA, MaJbIIAINs TOYKH, 10 X0y MOUYETOYHHUKOB U Hajl CUM(PHU30M) U METO-
JIOM TTOKOJIAaUHBaHUS.

Bonepoii curapom mipu 3aboneBanmsix OMC uHeobOxomumo nuddepeHIm-
poBarb ¢ OosIMU TIpH TTOpaskeHUH Jpyrux opraHoB u cucrem: JKKT, renaro-
OMIMapHOW CHUCTEMBI, pa3Apa’keHNi OPIOIIMHBI, ¢ OOJISIMHU MPU HapYLICHHUIX
metabonusma (C/l, orpaBneHus, moppupus), CHCTEMHBIMH 3a00JI€BaHUSIMH
COE/IMHUTENILHOI TKAaHW U CUCTEMHBIMU BacKyJIUTaMu, HHOEKIHUAME (TyOepKy-
ne3, Tud, mapartud u ap.). [Ipu ocTpoii movueHHOM KOJIMKE, BOSHUKAIOIICH BCIIe -
CTBHE MOYEKaMEHHOH OoJie3HH, HeoOxoauMa qudhepeHnnanbHas T1arHoCTHKa
C aNIeHANIMTOM, OCTPOH KHIICYHOH HEMPOXOAUMOCTBIO U .
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Hedputnuecknn cuvgpom
O.K.Ilempocan

Hedpurnaecknit ciHAPOM — KIIMHUYECKUN CHHIIPOM, XapaKTEePU3YIOIIHHACS
reMarypuel, yMepeHHoOH npotennypueii (no 1 r/m%/cyt.), AT, oTekamu 1 9acTo
HapyIIeHHEM SKCKPETOPHBIX (DYHKIMH ITOYEK.

HedpuTtnuecknii cuHAPOM MOXKET OBITh KIMHHYECKUM ITPOSIBICHHEM Kak
IIIOMEPYJSIPHBIX, TaK W KaHAIBLEBBIX MOBpEXAEHUH. [ Hero xapaxrepHO
HECKOJIBKO KIMHUYECKHX (POPM: OCTPOHEPPUTHUECKUN CHHAPOM, CHHAPOM
OBICTPOTIPOTPECCHPYIONIETO He(prTa, XPOHUUESCKUH HEPPUTHUECKUN CHH-
JIPOM.

NaToreHe3 HedppuTUUECKOTrO CMHAPOMA

Hedputnueckunit cHHAPOM SIBISIETCS KIIMHUYECKOW KapTHHOW MHOTHX MEPBUY-
HBIX U BTOPUYHBIX (pOpM HposudepaTuBHBIX HEQPUTOB, Pa3BUTUE KOTOPHIX
00yCIIOBJIEHO pa3MTUYHBIMA HMMYHOJIOTHYECKIMHU HapyHIEHUSIMH (OHH 00CYX-
JTAFOTCS B COOTBETCTBYONIMX I1aBax). OHAaKo OOIIMM JUIsl HUX SIBIISIETCS BBICO-
Kasi akKTUBHOCTh T'yMOPAJIbHOTO MMMYHHTETa ¢ 00pa3oBaHMEM aHTUTEN (Kak
ayTOAHTHUTE, TaK ¥ TeTEPOMMMYHHBIX ), aKTHBAIMEi CUCTEMBI KOMILUIEMEHTA Kak
0 KJaccuyeckoMy myTH (MeMmOpanonponudeparusubiii ['H), Tak u o anerep-
HaruBHOMY (IgA-Hedponarus), ¢ popmupoBaHreM MEMOpPaHOATAKYIOIIETO KOM-
rekca (C5—C9), c mpuBiedeHHeM HMMYHOKOMITETEHTHBIX KJIETOK BOCTIAICHHS,
C aKTHBHOMW TNponudepanueid mocaeTHuX U IKCIPECCHEH MPOBOCTIAIUTEIbHBIX
IUTOKMHOB. KoHIIOMepar, COCTOAIMI U3 MUPKYIUPYIOMNX UMMYHHBIX KOM-
IJIEKCOB, MEMOPaHOATaKYOIIETO KOMILIEKca, (haroiuToB 1 JIUMGOIUTOB B KITy-
00uKe BBI3BIBAIOT BEIPAKEHHYIO MPOIH(PEPALINIO KIETOUHBIX CTPYKTYp KIIyOouKa,
NIPUBOAS K Pa3BUTHIO Pa3MuHbIX npoiudeparnBHbIX (GopM HedpuTa, B psije
CITy4aeB ¢ 9KCTPAKAMMIUIIPHBIMH HOBPEXKICHUSIMH.

Cucrema koaryJasiun. [Ipu HehpuTraeckom cuHApOMe HaOmoaeTcs BEIpa-
KEHHAsi aKTUBHOCTH CHCTEMBI Koaryisinuu. [ eHe3 ee akTHBaLUHM 3HAYUTEIHLHO
OTJIMYAETCSl OT TAKOBOM MPH HEPPOTHUECKOM cHHApoMe. Eciu npu nocnenHeM
MIPOMCXOAUT MOTEPS MPOPUOPUHOTUTHIECKUX OENKOB, TO MPU HEYPUTHUECKOM
CHUHJIPOME UMEET MECTO aKTUBAILIUs CHCTEMBI KOAryysiliiu 110 TaK Ha3bIBAEMOMY
BHYTpPEHHEMY ITyTH (THIIEpNPOAYKIHs (akTopa XaremaHna), oOycCIIOBICHHAs
aKTHBAIMEH 3HAOTENNAIBHBIX KJIETOK B MOMEHT UX aKTHBHOW Iporudeparum.
Bonee Toro, sHIOTENMMATBHAS KIETKa CIIOCOOHA 3KCIPECCUPOBATh MHOTHE IIUTO-
KHHBI, CpeIi KOTOPBIX BBLACIAIOT TpoMOoImTapHsii ¢akrop pocta (PDGF), mpu-
BOJIAIINE K aKTUBAIIUM TPOMOOIIMTOB U MX MPUBJICUEHUIO K MECTY BOCIIAJICHHUS,
¢ 00pa3oBaHNEM TPOMOOIMTAPHBIX «IIPOOOK». TakuM 00pa3om, Hapsiy ¢ aKTHB-
HBIMM UMMYHHBIMH HapyIICHUSIMH i71 Sifi CHCTEMA KOAryJISIIUU B TPOMOOIIUTHI
BHOCSIT CBOH BKJax B ()OPMHPOBAHHE aKTHBHOTO MMMYHOBOCHAINTEIHEHOTO
mporiecca B KIIyOOUKax.

NMMyHHOE BOCTIasieHHe ¥ TPOMOO03 COCYIOB KITyOOUKa MPUBOIAT K HApyIIIe-
HUIO (QUIBTpAlNK, 3aJepKKe HAaTPUsl M BOJBI, BCIEICTBUE YETO Pa3BUBAIOTCS
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runepHarpuemus, runepsoiemus, Al u runpocrarndeckne oTeku (cm. 1. 111,
paznensl «Oteunslii cuHAPoM» U « CHHAPOM apTepHaTbHON THIIEPTEH3UN»).

Ocrtponedpurnyeckuii cuHAPOM. (00T 0CTPOro HePPUTUIECCKOTO CHH-
JpoMa MOXeT ObITh BHE3aIHbIM — C TOsIBJICHUEM (eOpHUIIbHON TeMIepaTyphl,
TOJIOBHOH Oonn, Oonu B )KHMBOTE, NepuepuIecknx OTEKOB, MPHOaBKU Beca
n acteHny. OTeKn He OYEHb BHIPAKEHHBIE, Yallle epuopouTansHble. [ nnepren-
3MOHHBIN CHHAPOM 4YacTO MPOTEKAET C SBICHUAMH SHIIC(anonaTnu, BeIpakeH-
HBIMH TOJIOBHBIMH OOJISIMH, BIIJIOTH 10 Pa3BUTHS KOMBI U ciIenoTsl. Hapymmenue
CEPACYHO-COCYANCTON NIeITeNLHOCTH 00ycnoBieHo nosbitennemM OLK u runep-
TOHUEHN, YBEIIMUMBAIOIIMMU Harpy3Ky Ha cepaue. JlJjist MoueBOro CUHIpoMa rpu
0CTPOM He()PUTHIECKOM CHHAPOME XapaKTepHa reMarypus (0T MUKpOTreMaTypHu
JI0 MaKporeMaTypHH) B COYETAaHUU C HECEJIEKTUBHOI NpoTenHypHeil He Ooree
2 1/cyT. Onurypus U TOBBIIIEHHE KOHIICHTPAIIMM KPEaTHHNHA B KPOBH CBH/IE-
TeNbCTBYET 0 pa3BuTiu [1H, koTopast, kak mpaBmiIo, ObIBaeT TPAaH3UTOPHOI.

OcTpoHEeppUTHUECKUN CHHAPOM KaK KIMHUYECKUH CHMITOMOKOMILIEKC
HaOJroaercst Mpu MHOTUX npoindeparnBHbIX Hedpurax. Kiaccnueckum mnpu-
MEpOM SIBIISIETCSI OCTPBIN MOCTCTPENTOKOKKOBEIH ['H. OHako oH MOXeT OBITh
Je0I0TOM MHOTHX XPOHHYECKMX NEPBUYHBIX M BTOPHYHBIX (hOpM HedpHTa
(puc. 3.5), uT0 00s3BIBAaET OOJTHPHOMY C OCTPHIM HE(PPUTHIECCKIM CHHAPOMOM
IIPOBOIUTH TIIATEILHOE HMMYHOIOTHYECKOE 00CIIEJOBaHNUE.

Heob6xomuMbIii AMarHOCTUYECKUN CTIEKTP Y OOJBHBIX C OCTPBIM HepUTHYE-
CKUM CHHIPOMOM BKJIFOUAeT OIpeJIeIeHUE YPOBHSL:

» xommureMenTa (C3; C4; CH50);

* aHTHUCTPENTOJHM3HHA, AHTUCTPETITOKNHA3bI, aHTUTHATY POHUAA3HBIX aHTHU-

ten, antu-J{HKa3sr;
o IgA;

* aHTUHYKJIEAPHBIX aHTHUTEN, anTuTen K JIHK;

momepynoHedpuTbl

! |

MNMepBuyHble BropuyHble

| |

MocTCTPenTOKOKKOBbI MocTuHbeKUNOHHbIe
MembpaHo3Hasn HedpuTbl
HedponaTuna (Npu sHAOKapauTe,
Memb6paHonponundepaTuBHbIi WYHT-HedpUT 1 Ap.)
rnomepynoHepput Mypnypa
Inlltnna LllennenHa-TeHoxa
IgA-HedponaTus TNionyc-HedppunTt
AHTU-TBEM-Hedput MwuKkpockonuueckuia
Manonatnueckui NONNAHTNUT
MONYNYHHbI paHynematos BereHepa
rnomepynoHebput KprornobynuHemus

Puc. 3.5. Dopmbl HeppUTOB, AEOIOTPOBABLUNX OCTPLIM HEGPUTNYECKNM CUHAPOMOM.
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* aHTHHEHTPOPIIBHBIX MUTOILIa3MaTnIecknx antuten (AHLIA);

e anturen kK [ BM (antu-I'bM-anTuren);

* aHTHTEN K BUpycy DmmTeiitHa—bapp, k Bupycam renaruta B u C.

Taxke He00X0ANMO NPOBEICHHE OUOTICHH TIOYEK CO CBETOBOW MUKPOCKONUEH
1 IMMYHOQITIOOPECLIEHTHBIM HCCIIEIOBAaHUEM IIPH 3aTSDKHOM TEUEHHH.

Ha pucynke 3.6 npuseneH nuddepeHInanbHO-THarHOCTHIECKUI aITOpUT™M
IIPU OCTPOM HE(PPUTHIECCKOM CHHIIPOME.

Wudexmnus 6pBaeT NPUINHON OCTPOro MOCTUH(EKIIMOHHOTO HedpuTa HIN
TPUITEPOM MHOTUX XpoHHueckux (opm (puc. 3.7). Kak usBectHo, MeMOpaHo-
nponudeparusubiii ['H u IgA-HedponaTus 4acto MaHU(ECTUPYIOT TTOCIIE TIepe-
HECEHHOTO MH(EKINOHHOTOo 3aboneBanusi. OCTpoe pecnupaTropHoe 3aboiieBa-
Hue Hepenko npenmectsyer MITA umu rpanynemarody Berenepa. Ilypmypa
[ennefina—I enoxa gacto HabmomaeTcs Ha (POHE KUIICIHBIX HH()EKINH.

Cunapom 6bicTponporpeccupyiowero Heppura

[Ipu GpIcTpOTIpOrpeccupyromemM HedpruTe HAOMIOAAETCs MOIO0CTPOE TEUCHHE
HedpuTHaeckoro cuaapomMa. Yame Bcero 3a0oeBaHne HAYUHACTCS C MOYEBOTO

ManonmmyHHbIN AHTV-TBM- MIMMYyHOKOMNNEKCHbI
nm
HedbpuT HedppuT HebpuT
AHTU-TBM- CHuxeHne C3 HopmanbHan
AHLIA
Cep 4 aHTUTeNa KOMMnemeHTa KoHUeHTpauua C3
paHynAapHble [paHynapHble
no Het penosuros JInnenxbie IgG P Igym (?3 P |gym Cp3
MuKpocKkonuueckuin AHTU-TBM- MocTnHpeKLUMoH- IgA-HedpponaTus,
NoNNaHruT, HedpuT, HbIi TH, Kanunnapo-
rpaHynemaros CUHAPOM MMrH, CKB, TOKCMYECKMIN
BereHepa lyanacuepa LWYHT-HebpnT HedppuT

Puc. 3.6. lnddpepeHLmanbHO-ANArHOCTUYECKMI anropmuTM Npu oCTPOM HedpUTUYECKOM
cuHapome (Niaude P. et al. Pediatric nephrology. 7t ed. Berlin: Springer-Verlag, 2016): UM -
UMMYHHBIN MexaHn3Mm, O — nmmyHodnyopecueHums, FTBM - rnomepynsapHasa 6a3anbHan
membpaHa, AHLA — aHTuHenTpodunbHble aHTuTena, N'H — rnomepynoxedput, MIMMH - mem-
6paHonponudepatreHbiii H, CKB - cuctemHas KpacHas BonYaHKa.
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WHdekunn, Bbi3BaBLLME
OCTpbIi HeGPUTUYECKNIA CUHLPOM

v ' !

baktepuanbHble BupycHble Mapa3suTapHble

MopaxeHune Koxu 1 ropna Bupyc SnwTenHa-bapp LLinctocoma

(Streptococcus rp. A) MNapsosupyc B19 Mnasmogun
SHOoKapanT Bapuuenna Tokconnasma

(Staphylococcus aureus, Lintomeranosupyc

Streptococcus viridans) Kokcaku Bupyc
3abploWrHHBIN abcuecc Bupyc KpacHyxu

(Staphylococcus aureus, Bupycbl renatnuta Bu C

Escherichia coli)
LWyHT-HeppuT

(Staphylococcus aureus,

Staphylococcus albus,

Streptococcus viridans)
MHeBMOHNKA

(Diplococcus pneumoniae,

Mycoplasma)

Puc. 3.7. MocTrHbeKUMOHHbIe GOPMbI OCTPOro HeGPUTNUYECKOTO CUHAPOMA.

CHHJIPOMa B BUJE IeMaTypHH W NPOTCHHYpPHH, HApacTAOUWEH 10 HePpOTH-
yeckoi creneHu. Al' HabmonaeTcst y mojoBuHBI naruenTos. ITH HapacTtaet
3a KOPOTKHiA mepruoj; BpeMeHu. Takoe OypHOe pa3BuTHE He(pUTa ONpeeIsieTCs
CTEIEeHBI0 MpoN(epaTUBHBIX U3MEHEHNH B Kiryoouke. [Ipu OsicTponporpeccu-
pyomemM HedpuTe oTMEYaeTcsl BEIpaskeHHast Mposudeparist BceX KIETOUHBIX
CJIOEB TJIOMEPYJIBI C Pa3BUTHEM SKCTPAKAMMIIISIPHOTO BOCIIAJICHUS, C BHIXOIOM
KJIETOK BOCIIAJICHUSI B O0yMEHOBO IIPOCTPAHCTBO U (POPMUPOBAHUEM IOTYITyHHUH.
[TyckoBBIMH MeXaHHW3MaMHU Pa3BUTHUS MPONU(EPaTUBHOTO HepUTa C TONIYITY-
HHUSIMU MOTYT OBITh pa3HOOOpa3Hble UMMYHHbBIE HAPYLICHUS: a) HAINYNE aHTH-
I'BM-anTHTEN, 0 YeM CBUAETEILCTBYET JIMHEHHOE OTIIOXNKeHHE Ig Bionb 6a3aib-
HOW MeMOpaHbl; 0) OTIOKEeHHE B KIIyOOYKaX MMMYHHBIX KOMIUIEKCOB B BHJIE
TpaHyJSIPHBIX ETIO3UTOB; B) Y pAAa OONBHBIX HE 00HAPYKUBAIOTCSI UMMYHHBIC
KOMIUIEKCH B KJIyOOYKaX, OAHAKO B CHIBOPOTKE KpoBH MpHCyTcTBYI0OT AHIIA
(MaroMMMYHHBII HEQpUT).

KakoB ObI HH OBUT T'€HE3 MOMYIYHHOTO HedpuTa, B Kancyie [llymusHckoro—
Boymena HakarnBaeTcst 0onbIoe KonuuecTBo pudprHa BCIeCTBUE TTIOBPEXKIE-
HUsl Oa3aIbHON MeMOpaHBI, €e pa3pbiBa U BBIX0/1a OEJIKOB IIa3MBbI (B TOM YHCIIE
1 pubprHOTEHA) B 00YMEHOBO POCTPAHCTBO. MUTPHPYIOIIKE BCIIEH 3a OeTKaMu
Makpodaru s daromuro3a GuOpHUHA 00pa3yIOT AMUTEITHOIHBIE KIETKH, BaXK-
HBII KOMIIOHEHT TOTYTyHHUH.
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XpoHuuyeckuin HeppuTNYECKNI CUHAPOM

Kimunka XpoHHYEeCKOTo HePUTHIESCKOTO CHHAPOMa HAOIIOIAaeTCsl IPH MHOTUX
nponudepaTuBHEIX He(pUTaX, KaK IMEPBUYHBIX, TaK M BTOPUYHBIX. MoueBoi
CUHJIPOM B BUJIE T€éMaTypuu U IPOTEUHYPUH HOCUT NIEPCUCTUPYIOLUI XapaKTep,
W €r0 MHTEHCHBHOCTB ONpeJelsieTcsl CTaaneil 3a0oneBanus, Takke kKak u Al
KOTOpasi HanOoJiee BeIpaXkeHa IPH pelMANBE 3a00JIeBaHus. A30TEMHS B COUETa-
HHH CO CHIDKCHHEM JUype3a  OTeKaMH Jallle ObIBAaeT TPAH3UTOPHAsS (B MOMEHT
akTUBHOCTH He(puTa). OZHAKO IPH MPOTPECCUPYIONIEM TeUSHHH HepuTa OHA
MOKET HOCUTB IIOCTOSIHHBIH XapakTep.

JleueHune

OnHO3HAYHBIX CXEM JICUEHHS HE(PPUTHYECKOTO CHHJIPOMA HE CYIIECTBYET.
Bo mMHOrOM Tepamnusi 3aBucHT 0T Mop(ooruueckoit popmel HedpuTa, KINHH-
YeCKOH KapTHHOW KOTOPOTO SIBJIsIeTCsl He(pUTHUYEeCKnit cuHApoM. CTaHIapTHBIM
JICYCHNEM XapaKTepH3yeTcsl MOoCTCTpenToKoKKoBbid ['H, mpu koTtopoM aHTH-
GakTepuanbHas Tepanus (IOJyCHHTETHYECKNE MEHUIMIUINHBI, MaKpOJINIbI)
COYETACTCS C AHTUKOATyISHTAMU W aHTHArperaHTaMu. AHTUTHUICPTEH3UBHAS
Teparnusi MOXKET ObITh NpesicTaBieHa kKak MATID, Tak 1 aHTarOHUCTaMU KaJIbLHs
KOPOTKOTO JEUCTBHS (HUDEIUITHH).

I[Tpu npyrux Gpopmax HEpeIKO UCHOIB3YETCSI IMMYHOCYTIPECCHBHAS TEpaItis,
KOTOpast MOKET OBITB ITPE/ICTABIICHA KaK H30JMPOBAHHBIM ITPUEMOM TIIFOKOKOPTH-
KOUIOB, TaK M MIX COYETAHHEM C ITUTOCTATHKAMHE (IUKIO(PochamMu, a3aTHONPHH,
MuKo(eHomaTa MOpeTnI).

HedpoTuueckunin cnupgpom
O.K.Ilempocsan

HedpoTuueckuii CHHIPOM — KIMHHUKO-TA00PaTOPHBIH CUMITOMOKOMILIEKC,
XapaKTepU3YIOLUiics MacCUBHOW MPOTEUHYypHEH, TMIONpPOTeNHEMHEH, THIIO-
anb0yMUHEMHEH, THIIEPIINIHEMUEH U BEIPaKEHHBIMU OTEKaMH, BIJIOTH JI0 CTe-
TICHN aHACapKH.

Hcroprueckn nepBoe ommcaHne HEQPOTHUECKOTO CHHAPOMA JaTHPOBAHO
xoHIIoM XV B. [To3xe Zuinger AeTaabHO OMUCAT KIIHHUYECKYI0 CHMIITOMATHKY
HE(QPOTHYECKOTO CHHAPOMA KaK OJIHY U3 IPUYNH, TPUBOASLIMX K pa3BuTHio [TH
B JIOCTEPOUIHOM 3peE.

Hedpornueckuit cHHIPOM B JETCKOW MOMYJISLUN BCTPEYACTCS] C 4acTo-
Toil 14-16 ciayyaeB Ha 100 000 nmerel, ¢ exxeronHoi perucrtpauued or 2 A0
7 HOBBIX ciaydaeB. Cpenu neTel paHHETO BO3pacTa HpeoOIaNaroT MalbuuKH
B cooTHOMeHnH 2:1. OHAKO yKe B IIOPOCTKOBOM ITEPHOJIE BCTPEUASTCS C OIH-
HaKOBOM 9acTOTOH y jui pa3Horo nosa. CyliecTBeHHas pa3HHIla OTMeda-
eTcs TaKkke U B Mopdoaornueckux hopmax HeppuTa, SBISIOMINXCS TPUIHHON
pa3BUTHS HEPPOTHUECKOTO CHHIpPOMA Y JEeTeil, B 3aBUCUMOCTH OT BO3pacTa.
Jlnst nereit paHHero Bo3pacTa HanboJee XapakTepHbl MUHUMAaJIbHBIE H3MEHEHHS
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(79,6%), BTOpOIi 1O YacTOTE BCTPEIaEeMOCTH MOpdorIornieckoit Gpopmoit saBms-
eTcs QokanbHO-cermeHTapHbIi momepynockiepos (PCI'C) (17,8%) u Tonbko
0KkoJ10 2,6% npuxoauTcs Ha A0 MeMmOpaHonponudeparusaoro ['H. V nereit
CTapILero Bo3pacTa MPOLEHTHOE COOTHOIICHHE PA3IMYHBIX MOP(OIOTHUECKIX
(hopM H3MEHsIETCS 32 CUET CHU)KEHHS YaCTOTHI BCTPEYaeMOCTH HEPPOTHYECKOTO
CHHJIpOMa C MUHMMAJIbHBIMHA M3MEHEHUSIMU M YBEJIMYEHHS KOJIMUYECTBA JIeTeH
¢ ®CT'C u membpanonponudeparnBasM [ H.

Hedpornueckuii cuHApoM B AETCKOM BO3pacTe MO OONBIIECH JacTH Iep-
BUYHBIA WU UAMOMATHUECKHUM, XOTSI HEOOIBIION MPOIEHT CIIyYaeB OTHOCUTCS
K BTOPUYHOH (opme, 00ycioBIeHHONW MH(pEKIUEeH WIN pa3BUTHEM CHUCTEM-
HBIX 3a00s1eBaHKi. Beqyei npuunHoOi pa3BUTHS HEPPOTHIECKOTO CHHAPOMA
y Aereil mepBhIX 3 MecCsmeB OT POXKAEHUS, TaK Ha3bIBAEMOTO BPOXKIECHHOTO
HE(POTHUECKOTO CHHAPOMA, SBIISIOTCSI TEHETHUECKHE MyTalluil T€HOB, KOHTPO-
JUPYIOUNX CHHTE3 OEIKOB CTPYKTYPHI moponuta (Tabdm. 3.3).

leHeTnyeckue MyTalMu Kak ATHOJIOTHYECKHUil (hakTop HedpOTHUECKOTO
CHHJIpoMa A7t AeTei 1-ro roga sxu3Hu (3—12 Mec.) Takke COXPaHSIOT CBOO aKTy-
albHOCTB, TaK Kak y okojo 40% neTteil faHHOM BO3pAaCTHOM IPYIIIBI C 3TUM CHH-
JIpoMoM oOHapyxuBaroT MyTtanmio rera nogoruna (NPHS2). V GonbmacTBa
nererr (>80%) crapmie roga HaOMODAETCS MAMONATHYCCKUA HEPPOTHIECKHUHA
CHHIPOM, MOP(OIOTHIEeCKNM CyOCTPaTOM KOTOPOTO SIBIISIOTCS MHUHHMAJIbHBIE
uamenenust, peske @CI'C u ere pexke memopanonposudeparususiii 'H. Ognako
TeHeTHYeCKuil (PaKTOp Kak MPUYMHA SBISETCS 3HAYMMbBIM U JUIS MIUONaTHYe-

Ta6nuua 3.3. 3Tronorus BPoXKAEHHOro HepPOTNYECKOro CUHAPOMA

leHeTnueckne | BpoxpeHHbIN HedpOTUUYECKMI CUHAPOM GUHCKOTO TUMa, MyTauma
reHa HedppuHa (NPHS1)

AyTOCOMHO-peLeccUBHbIN HepPOTUYECKNI CUHAPOM, 06YCTOBNEH-
HbI MyTaLmen reHa nogouunHa (NPHS2)

AYTOCOMHO-AOMUHAHTHbI AN PY3HbIA Me3aHraNbHbIN CKNepos, 06-
YCNOBJIEHHbBIV MyTaLuen reHa cynpeccopa onyxonu Bunbmca (WT1)
BpokaeHHbIN HeppoTUUECKUIA CUHAPOM, OBYCNOBNEHHDBI MyTaLuei
reHa (3, n"aMuH1Ha

CuHgpombl CuHapom JeHnca-[paiua, 06ycnoBReHHbI MyTaLueil reHa — cynpec-
copa onyxonu Bunbmca

Cungpom lMNupcoHa

Cungpom lannosea-Mosata

HorteHagkoneHHbIn cHapom (nail-patella)

CnHppom KokkelHa

CuHppom MKeHa

MepBuyYHbIiA HedpoTturuecknii cMHAPOM C MMHUMAJIbHBIMY N3MEHEHUAMMU
BpoXpAeHHbI | DoKanbHO-CerMeHTapHbIV FIOMepynocknepos

Lnddy3HbIN Me3aHrManbHbI CKnepo3

NHdekumnon- BpoxaeHHbIn cudunmnc

HbIl BpoxxaeHHas umTomeranoBrpycHasa nHpekuma
BpoxkaeHHbIn Tokconnasmos
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ckoro Hedporryeckoro curapoma. Ilo manHeIM juTeparypsl, ot 10 1o 25%
JIETEH CO CTEPOUI-PE3UCTEHTHBIM HE(PPOTHIECKIM CHHAPOMOM HMEIOT My TalliH
B I'eHE MojoNKHa. bojee Toro, y HOAPOCTKOB MOTYT HAOMIONATCS ayTOCOMHO-
JIOMHHAHTHBIE POPMBI HE(YPOTUUECKOTO CHHPOMa, 00yCIIOBICHHBIE MyTalluel
reHoB o-aktuHuHA 4, CD2AP, TRPCG (Tab6m. 3.4).

Bropuunsie ¢popmbl HeppoTHUIECKOTO CHHAPOMAa HAOIIOAAIOTCS B CTPYKTYpE
CHCTEMHBIX 3aboneBannii. Hambonee gacTto B IE€TCKOW IMPaKTHKE BCTPEUAECTCs
HC npu CKB u mypmrype Llennerina—I enoxa. THpeKIMOHHBIE aT€HTHI (BUPYCHI,
GakTepuu, MPOCTEHIINE) TaKKe MOTYT BBI3BaTh Pa3BUTHE HE(PPOTHUIECKOTO
CHUHJPOMa, XOTs U IaTOTeHETHYECKHIE MEXaHU3MbI Pa3BUTHSI CHHAPOMA Ha (hoHe
MH(EKINHN HE COBCEM SICHBL. BO3MOXHO, pa3BUTHE HEPPOTHYECKOTO CHHAPOMa
00yCJIOBIEHO MaTOJIOTHYECKOW peakiueil co CTOPOHBI MMMYHHOHW CHCTEMBI
Ha BHEZIpEHUE NH(EKIMOHHOTO areHTa 1, Kak pe3ynbTar, 00pa3oBaHNEe HMMYH-
HBIX KOMIUIEKCOB U MX JAeno3uimeil B kiybouke. OTMeuaeTcs: OnpeeCHHbIN
MapajIeTu3M MeXIy YacTOTOH BCTpEeUaeMOCTH Pa3InYHbIX HH(EKINi B pa3HBIX
reorpapMYeCKUX PErHOHaX U BBISBIIEMOCTBIO HX B KAY€CTBE 3THOJIOTHYECKOTO

Ta6nuua 3.4. OTronorns HPaHTUIBLHOTO NANOMNATYECKOTO U BTOPUYHOTO
HedpPOTUYECKOro CMHAPOMa

Wpunonatnueckuin | Hedpotuuecknii CUHAPOM C MUHUMANbHBIMN U3MEHEHWUAMM;
OCrH; mesaHrmnonponudepatusHbii MH (IgA-HedponaTus, IgM-
HedponaTtua); MembpaHonponundepaTsHbln TH; MembpaHo3Han
Hedpponatus; C1g-HedponaTna

leHeTNYeCcKN AyTococmHo-peLieccmBHbI OCIC, 06ycnoBReHHbIN My Taumein
o6ycnoBneHHble reHa nopouuHa (NPHS2); ayToCOMHO-AOMMHaHTHbIN Anddys-

HbIli Me3aHranbHbIN CKNepPo3, 06yCNOBNEHHDBIV MyTaLuen reHa
cynpeccopa onyxonv Bunbmca (WT1); ayTOCOMHO-AOMUHAHTHbI
®OCIC, obycnoBneHHbIi MyTaLMeli reHa a-akTHKMHa 4; ayTOCOMHO-
AoMrHaHTHBIN OCIC, 0bycnoBneHHbIn MyTaumen reHa CD2-
accoynnpoBaHHoro 6enka (CD2AP); ayTOCOMHO-AOMUHAHTHBI
OCIC, obycnoBneHHbli MyTaLMel reHa a-akTHWHa 4

Undekuns lenatnTbl B 1 C; BUpyc ummyHopeduumta yenoseka (B/Y); wncro-
combl; dunapua

CuctemHble 3a60- | lMypnypa LennenHa-feHoxa (1 gpyrue Backynutbl); CKB; C[l;
nesaHusA capKkovao3

Meta6onunueckne | BbonesHb Qabpu; MMKOreHO3bl; MUTOXOHAPUANbHasA LUTONaTUS;
3a6oneBaHuA rnyTapoBas aumaemMuna

lFemaTonorunueckune | Jlenikemus; numdombl; CEpNOBMAHO-KIETOYHaA aHeMuA

1 OHKOJNIorn4yeckune
3aboneBaHus

JlekapctBa HectepowngHble npotuBoBocnanutesbHble cpeactaa (HMNBC);
npenapatbl 30510Ta; NeHuumnamuH; MAMNQ; repounH; npenapatbl
AUTUA U Mefu; MHTepdEepPOHbl; NaMmmuapoHaT

Apyrue YKyc nuenbl; NMLWeBasn anneprus; OXXmpeHne; onuromeraHedppo-
HVA; 6epemeHHOCTb
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(axTopa HeppoTudeckoro cuHApoMa. Tak, HaMOOINBIIAsT PaCIPOCTPAHEHHOCTh
Bupyca renarura B u C xapakrepHa ans [oHkoHTa 1 cTpaH AGQpPUKH — U B 3TUX
KE perroHax 4aile HabII0IaloTCsl BUPYC-acCOLMUPOBaHHbIE (hOopMbI HedpoTHue-
CKOT0o cHH/IpoMa. Masisipusi Kak IpUYMHA Pa3BUTUS HEPPOTHUECKOTO CHHIIPOMA
BCTpEYaeTcs B 9HJEMUYHBIX 10 JaHHOH MH(]EKIH paiioHax.

Knaccudpukauua HedppoTuyeckoro cuHapoma

CHMITOMOKOMIUIEKC HE(QPOTHYECKOTO CHHIPOMA BKJIIOYACT: MPOTEHHYPHUIO
(>40 mr/mM2/4 unK GeNOK/KPEaTHHUH MOYM >2 MI/MI) M THII0aIb0yMUAHEMUIO
(<25 r/m), BRIpaXKeHHBIE OTEKH, a TAK)KE THIECPIUITHIEMHIO.
Hedporuueckuii cCHHAPOM TOIpa3AenseTcss Ha TePBUYHbBIA U BTOPHYHBIM.
Cpenu nepBUYHBIX HOPM BBIACISIOT: BpoxkAeHHbIH (0—-3 Mmec.), HHGaHTUIBHBIN
(3—12 mec.), nauonaruyeckuil. Bropuynbie (OpMbI aCCOLMUPOBAHBI C CHCTEM-
HBIMH 3200J1eBaHUAMH, HH(EKINEH 1 IPYTUMHI MaTOIOTHIECKIMH COCTOSTHUSMH.
Mo xmuMYecKkuM popmaM HEPPOTHIECKUI CHHIIPOM MOXKET OBITH:
* YHCTBIM, IPOSIBISIOMIMMCS THIIONPOTENHEMHUEH, THII0aIb0yMUHEMHEH,
TUIIEPIUIHAEMUEH U IPOTeNHypuei 6onee 1 r/mM2/cyT.;

* CMEIIaHHBIM, [TPY MPUCOCANHEHNH THIIEPTEH3UH U TeMaTypUu B MOUEBOM
CHH/IPOME;

* TIOJIHBIM, XapaKTepU3YIOMNMCS TTOTHBIM CHMIITOMOKOMIUIEKCOM Hedpo-
THUYECKOTO CHHAPOMA;

* HEIOJIHBIM, IIPU OTCYTCTBHU OJHOTO M3 KIMHUYECKUX HIIH JIJA0OPaTOPHBIX
CHUMITTOMOB.

Ilo oTHOLIEHHIO K CTEPOUIHOM TE€paruu:

* CTEPOMIUyBCTBHUTEJBHBIH, IPH 3PPEKTHBHOCTH CTEPOUIHON TEPAIIHH;

* CTEpOMJI-pE3UCTEHTHBIN, P OTCYTCTBHU 3(P(PEKTUBHOCTH CTEPOUTHON

Tepanuu B 03¢ 60 Mr/M%/cyT. (2 MI/KI/CyT.) B TEUEHHE 8 HEI. WM B J03€
60 Mr/M%/CyT. (2 MI/KT/CYT.) B TE4E€HHUE 6 HEL. U 3 TOCIIENOBATENBHBIX MTyJIh-
COB METHIINPENHN30JI0Ha B 03¢ 1000 Mr/1,73 M2 py pa3soBOM BBEICHUH;

* CTEpOMI3aBUCHMBIH, IPH Pa3BUTUH PelUANBA HEQPOTHUECKOTO CHHIpOMA

NIPY CHYDKEHMU JI03bI IPEJIHU30JI0HA WM B TeUeHHE 2 HeJ. IOCie ero
OTMEHBI.

o Teuenuro 3a00sI€BaHMUS BBIICISIOT:

* OCTpBIH;

* PEUUAUBUPYIOIIMN, PEIUANB HEYPOTHUCCKOTO CHHAPOMa He Oosiee 2 pa3

B TOJ;
* YacTO PELHIUBHPYIOIINH, peunauB HehpoTHIeckoro cuHipoma 4 pasa
B roj u Ooee;

* XpPOHHYECKHH (IEPCUCTHPYIOIINH, TPOTPECCUPYIOINH).

Pemuccust HepOTHUECKOTO CHHAPOMA XapaKTepU3yeTCsl MPOTEUHYpHEN
meHee 4 mr/m%/4 (nmi meree 400 Mr/cyT.) u anb6ymMuHeMHEEH He MeHee 35 T/11.
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NaToreHes HedppoTMUECKOro CMHAPOMA

Benymeit nprmauHoi B popMupoBaHUN HEYPOTHUECKOTO CHHIPOMA SBISCTCS
pa3sBUTHE MAacCHUBHOHN NMPOTEHHYPUH, F€HE3 KOTOPOM 10 HACTOAIIET0 BPEMEHH
obcyxpaercs. Cpenu MPUYKMH BO3SHUKHOBEHHS PAacCMAaTpPUBAIOT MEPBUYHBIN
JeeKT CTPYKTYpHl KIIyOOuKa, HajJu4ue LUPKYIHPYIOIEro (Gakropa B KPOBH
0O0JIFHOTO MJIM KMMYHOJIOTHYECKHE HApyILICHUSI.

Tepsuunwiti oegpexm xayoouxa. OaHa N3 BaXHBIX (QYHKIMI IOYEK — 3TO
Iponecc ynbTpaduIbTPAIN, B Pe3yabTaTe KOTOPOro o0pasyeTcst ImepBHIHAS
Mo4a. YipTpaduisTpanusi — MpoIece MacCUBHBIN, TeM HE MEHEE MEpBUYHAS
MOYa COJICPIKUT HU3KOMOJIEKYJISIPHbIE MOJIEKYJIbI C MOJIOKUTENbHBIM WIIN HEW-
TpaJIbHBIM 3apsiioM. Takasi CeIeKTHBHOCTh 00ECIIeYMBAETCsl 0COOEHHOCTHIO
CTPYKTYPBI IJIOMEPYJIbL.

[TpuHsATO CUMTaTh, YTO KIYOOUKOBBHIA (PHIBTPAIIOHHBIN Oapbep COCTOHT
13 TpeX KOMIIOHEHTOB: ()eHEeCTPHUPOBAHHOTO SHAOTEIHS, Oa3aIbHON MEMOpPaHBI
U TIIOMEPY/ISIPHOTO MUTENHS (IIOXOLUTHI), «HOKKI» KOTOPOTO MPUKPEILISIOTCS
k I'BM (puc. 3.8). bonee Toro, «<HOXKN» MOAOLUTOB COSHUHSIIOTCS MEXKIY COOOM
MOCPENICTBOM CIIEMAIM3UPOBAHHON CETKH, TaK Ha3bIBAEMOMW IIENICBOW JHa-
¢dparmoii. Bee Tpu cnost nmeroT aHMOHHEIN 3apsa. OtpunarenbHbli 3apsa 'BM
00yCIIOBIIEH renapaHcynbhar IpoTeorTMKaHOM, (OPMUPYIOIIUMCS B BUJIE JICHTHI
Ha lamina rara externa, lamina rara interna. Ciio)xHast CTpyKTypa KITyOOdKOBOTO
¢mpTpara 0becreunBacT CeICKTUBHOCTD YIBTPaQHIbTPaTa, B COCTaB KOTOPOTO
MOTYT BXOIMTh MOJEKyIbl B AuameTpe MeHee 42 A u monekynspHoii Maccoit
menee 200 k/la.

[Toteps annonnoro 3apsina 'bM 1 snuTenManbHOTO MMKOKAIMKCA IPUBOJHUT
K BO3MOXXHOCTH IIPOXOXKICHHUSI CKBO3b HEE OTPHUIIATENILHO 3apsDKEHHBIX Oel-
koB. OnHaKo B OOJBIIMHCTBE CIy4acB 3TH W3MEHEHHMS SBIISAIOTCS BTOPHIHBIMU
[0 OTHOMIEHHIO K MOP(O(YHKIIMOHATBHBIM N3MEHEHHAM IOIOLUTA: OTCIONKa
or I'BM, nuddys3Hoe criaxuBaHue «HOXKEK» IOAOLMTA C ASCTPYKIIUCH MExX-

4

1

Puc. 3.8. CtpyKkTypa Kny6oukoBoro punbrpata.
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MOAOIIMTAPHOH IIesieBON AuadparMbl MPUBOAAT K MOTEpE aHHOHHOTO 3apsiaa
mocieaHe. OTH HaxonKu OBLIH OOHAPYKEHBI Y MAIlHeHTOB C HEPPOTUIECKIM
curIpomoM. boree Toro, HenaBHME pabOTHI, MPOIEMOHCTPHUPOBABIINE (HOPMHU-
poBaHue He(h)POTUUECKOTO CHHAPOMA B pe3yJIbTaTe TeHETHYECKUX MyTallui psiaa
CTPYKTYPHBIX OEJIKOB ITOJIOIINTA, MIEJIEBOH THadparMbl 1 HEKOTOPBIX TPAHCKPHII-
LMOHHBIX (PaKTOPOB, TTOTYEPKHUBAIOT POJIb IOCIIEAHETO B 3aPsITHO-CENEKTHBHON
(yHKINH KITyOOIKOBOTO (IITBTPAIIMOHHOTO Oaphepa.

Lupxyrupyrowuii ¢axmop nponuyaemocmu. BriepBble TPEATIONOKEHIE
0 HAJIMYUH LUPKYIUPYIOUIEro (pakTtopa MPOHUIIAEMOCTH TOSIBUIOCH TIPH BbISIB-
JEHUM Cllydas pa3BUTHA HE(PPOTHUECKOTO CHHJIPOMa y HOBOPOXKIEHHOTO
OT Matepu, Ooneroneld uM. B nasnpHeliem B 3KCIIepUMEHTaNBHBIX padoTax ObIIo
MIPOJIEMOHCTPHPOBAHO PAa3BUTHE HEPPOTHUECKOTO CHHAPOMA Y 30POBBIX KPBIC,
KOTOPBIE MOTy4rIN HH(Y3HIO cynepHaTanTa T-1uM(pOIUTOB OT OOIBHBIX KPBIC.
[Tocne dero MoOSIBUIOCH MPEANONOXKEHUE, YTO HUPKYIUPYIOMINI (HAaKTOp SIBIIS-
etcs npoaykrom T-nmumdonnToB. OHaKO, BEPOSTHO, (HaKTOP MPOHUIIAEMOCTH —
9TO rpyImna OelIKOB, U3MEHSIONIUX POHUIIAEMOCTh KiiyOouka. [IpennonokeHue
0 TPUYACTHOCTH (haKTOpa NPOHUIIAEMOCTH B Pa3BUTHH HE(PPOTHUECKOTO CHH-
npoma nipu @CI'C noaTBepAMIIOCH MHOTHMH HaOJNIONCHUSMH: YacTOE TTOBTOP-
Hoe pa3Butre @CI'C B TpaHCILTAHTUPOBAHHOW MOYKE, YPPEKT OT MPAMEHEHHS
m1a3madepesa y OOIBHBIX ¢ HaImdueM (hakTopa MPOHUIIAEMOCTH B CHIBOPOTKE,
YMEHbIIICHUE MTPOTEHHYPHH TIOCIIE UCIONIb30BaHUS HMMYHOCOPOIIMOHHBIX OeJI-
koB. Kpome Toro, o0cysknaercs ryMOpallbHBIH acrekT B MeTabonu3me (akropa
npoHunaeMocTd. Tak, 0TMeHYaI0Ch HCUE3HOBEHNE IPOTEMHYPHH Yepe3 IO 1TociIe
TpaHCIIaHTanuy nmouky y penunuenta ¢ @CI'C, npu oTCyTCTBHM CHIBOPOTOU-
HOTO (pakTOpa MPOHHUIIAEMOCTH.

Hmmynonoeuyeckue napyuenus. Teopus o ToM, 9T0 HeHPOTHUECKUIT CHH-
JIPOM SIBIISIETCS CIIEICTBUEM HMMYHOJIOTHUECKHX HAPYIICHUI, paccMaTrprBaliach
eme 30 ner Hazax. [Ipu HedpoTnueckoM cuHIPOME OOHAPYKMBACTCS AKTUBALINS
KaK KJICTOYHOTO, TaK ¥ TyMOpaJIbHOr0 HMMyHHTeTa. bojee Toro, B HacTosiiee
BpeMsI aKTUBHO 00CyX1aeTcst BOIpoc o Beayiei ponu T-mumdonnTos B marore-
He3e 3TOro cuHapoMa. IlonTBepskAeHreM TEOpUH CITYXKHT psil (hakToB: 1) BbICO-
Kasi KOHIICHTPAIHA IPOBOCHIANUTENbHBIX IIuTOKuHOB (MJI-2, NJI-6, NJI-8, DHO«
U IIp.) B IIEPHOJ aKTUBHOCTH HedpoTHdeckoro cuuapoma; 2) addexTuBHOCTL
UMMYHOCYTIPECCUBHBIX IPENapaToB, TAKUX KaK IIIIOKOKOPTUKOU/IBI, KaJIbLINHEB-
PHHOBBIE MHTUONUTOPHI, MUKO(EHOJIOBAsI KUCIIOTa U MUKO(eHonaTa ModeTH,
pu He(PPOTHUECKOM CHHAPOME, OCHOBHOE JICHCTBHE KOTOPBIX MPOSBISETCS
B BU/Ie HHTHONpOBaHUA GYHKIUHN T-KIIETOK; 3) BOZMOXKXHOE pa3BUTHE HEPPOTH-
YECKOTO CHHIPOMA ¢ MIHAMAJIBHBIMA N3MEHEHUAMHE Ha GoHe TuMdonponude-
paTuBHBIX 3200JIeBaHUM, TAKUX Kak 00Jie3Hh XOHKKHHA.

KnunHunueckasn KapTUHa

Knunuyeckast KapTHHA «KJIACCHYECKOT0» HE(POTUIESCKOTO CHHAPOMA JTIOBOJILHO
TUIMUYHA U ONPEACIIIETCS CUMITOMAMH MHTOKCUKAIIMU U BBIPAXKEHHBIMU OTE-
kaMu. bormpHBIX OecnokosAT 00Imas cnabocTh, TONTHOTA, PBOTA, OTEKH, Malloe
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KOJIMYECTBO BBIACIIAEMON 3a CYTKM MOYH, XaKJa, CyXOCTh BO pTy. OmHNM
U3 MEPBBIX CUMIITOMOB 3200JIEBaHUS, 3aMETHBIM 11 OKPY>KAIOIIUX, SIBISIOTCS
OTEKH, ¥ YaCTO OHU OIMOOYHO TPAKTYIOTCS Kak oTek KBuHke. B mocnenyromem
MOSIBJISICTCSL OJIMTYPHSI, 4TO TpeOyeT IpoBeeHus aHanu3a moun. [Ipucoennne-
HUE JIPyTUX KIMHUYECKUX CUMIITOMOB, TAKUX Kak OOJb B )KHMBOTE, 3aTPy/IHEH-
HOE JIbIXaHHe, TAXUITHOD U TaXUKapJHsl, CBA3aHO C BEIPAKEHHOCTHIO OTEYHOTO
cuHapoMa. bonmu B )kMBOTE OOYCIIOBIIEHBI OTEYHOCTBIO CTEHKH KHIIIEYHUKA
U pa3BUTHEM Hapesa. [Ipu ocMoTpe oTMeuaeTcst B3AyThIH KHBOT, IIPU MasbIa-
MK peOeHOK Jkamyercsi Ha 00J1b, OTMEYaeTCsl ypuaHie, HapylIeHHe MOTOPUKH
kuiredHrka. Co CTOPOHBI CepPIeYHO-COCYIUCTOW CUCTEMBI OTMEYAEeTCsl BhIpa-
JKEHHOE paclIMpeHue TpaHull cepliia, IPEUMYIIECTBEHHO cJIeBa, NPUIITYIIIEHHEe
TOHOB CepJIIa.

[Tpn AnUTENHHO CYNIECTBYIONMX OTEKAaX BO3HUKAIOT JUCTPO(HUIECKIE H3Me-
HEHHUS KOXKHU: CyXOCTb, HIETyIICHNE, TPELIUHBI, YePE3 KOTOPbIE MPOCAINBACTCS
WJIN UCTEKaeT XHUIKOCTh. [losiBeHne NonMMMOp(HOHN ChITH, SIPUTEMBbI HA JIUIIEC,
OTeKa BOKPYT CYCTaBOB, IPU3HAKOB apTPUTA BO3MOXKHO MPU Pa3BUTHU HePpo-
THUYECKOTO CHHAPOMA Ha ()OHE CUCTEMHBIX 3a00JICBaHUH.

[MoBeimenue A/l 1 remaTypusi Al THIIMYHOTO HE()POTHIECKOTO CHHIAPOMA
HexapakTepHbl. OJJHAKO PH OIIpeAeIeHHbIX Mopdonornyeckux Gopmax rumep-
TEH3MOHHBIA CHHAPOM M MUKPOTEMaTypHsl SBIISIOTCS COCTABIIAIONIMI KINHUYE-
CKOH KapTHHBI 3a00neBanus. Tak, y 23% neteil ¢ MUHIMAaIbHBIMU H3MEHEHUSIMU
B MOYEBOM CHHJIpOMe OOHapyxuBaeTcs MHKporemarypus. [Ipu npoaudepa-
TUBHBIX (JOpMax OHa SIBISETCS HEOTHEMJIEMOW YacThI0 MOYEBOTO CHHAPOMA.
Makporemarypusi O4eHb pefiKko HaOmonaercst y Aerei ¢ HepoTHIecknM CHH-
JIPOMOM.

JlabopaTopHble noKasarTenu

Jns HeppoTHyecKoro CHHAPOMA XapaKTepHBI CIenn(pUIecKre 1ad0paTopHEIe
MTOKa3aTeNi, KOTOphIe SIBISIOTCS ONMPENESIOMNUMHI A IUarHOCTHKH. B 6no-
XMUMHUYECKOM HCCIICIOBAHUU KPOBH OOHAPYKUBAETCS THIIONPOTEUHEMHUS, THITO-
anbOyMUHEMUs, UCIPOTEHHEMUS 32 CUET TOBBIICHHS O)-(ppaKIHid TI00YIH-
HOB, TIPH 3TOM KOJHMYECTBO Y-(ppaxunii, HAOOOPOT, YMEHBIIECHO (MCKIIOUYEHHE
cocraBisier CKB), rumepxonecTepiuHeMus ¥ THIICPTPUTIIUIICpUIeMIsL. ModeBoi
CHHIPOM XapaKTEpH3yeTCs BHIPAKEHHOW IpoTeMHypHeil (6omee 1 r/mM%/cyT.
unu 6osee 3 1/CyT.), IpU HEKOTOPHIX MOPGHOIOTHUSCKUX BAPHAHTAX BO3MOXKHA
U reMatypusi. B KIIMHHUECKOM aHaJi3e KPOBH OTMEUAETCS yMEpeHHast aHeMUs,
TPOMOOIMTO3 H BhIpaskeHHOE yBeandenue COD BeieacTBIE KOJUIOUIHBIX H3Me-
HeHuit kpoBu. [Ipn HepoTHUECKOM CHHIPOME YCTAHOBIICH EPUIUT aHTHKOATY-
nssHTOB — anTUTpoMOmHA 111, mporenroB C 1 S, B CBsI3U ¢ UeM B Koaryiaorpamme
OTMEYAIOTCs IPU3HAKU TUIEPKOATYIALMN: THIIEpPUOPHHOTEHEMUSI, YBETUICHHE
MIPOTPOMOMHOBOTO MHJEKCA U T.1.
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OcnoxHeHns HepPOTNUECKOro CMHAPOMA

OcnoxxHeHNsT HE(POTUUECKOTO CHHIPOMA CBSI3aHBI IPEKAE BCETro C IOTepeit
OEIIKOB, BBIMOJIHSIOMINX pa3INYHbIe (YHKIUHU, THIIOBOJIEMHUCEH, HAPYLICHH-
MU TOMEOCTa3a M pa3BUBAIOIICHCS MMMYHOJIOTHUECKOH HEI0CTaTOYHOCTHIO.
Hepenkum ocioxHeHHEM HE(POTHUECKOTO CHHIPOMA SIBISETCS OTEK JIETKUX
u rugporopakc. Kimandyeckn peOeHOK MPUHUMAET BBIHY)KICHHOE MOJIOXKEHHE,
JIbIXaHUE CTAHOBHUTCS YaCTBIM M IIOBEPXHOCTHBIM. [Ipu aycKynpraum BO3MOXXHO
BBICITYIIMBAHUE BIAXHBIX XPUIIOB Pa3HOTO KannOpa, BIUIOTh 10 KPEITUTAIUH.
ITpu hopmupoBaHUY THIPOTOPAKCA IBIXaHHUE HE BBICTYILIMBACTCS, TIEPKYTOPHO —
NPUTYIUICHHE JIETOYHOTO 3ByKa. [Ipy pa3BUTHH epUTOHNTA OYIyT HAOIFOAATHCS
MIPU3HAKK OCTPOTO YKHUBOTA.

[TomuMo ocnoXXHEHNH HE(YPOTUIECKOTO CHHAPOMA HAOIOAAIOTCS U OCIIONK-
HEHUI TPOBOAMMOI Tepamuu (Tadi. 3.5).

Moxa3zanusiMu K HegpoOHONCHM TIPU HEPPOTUIECKOM CHHIPOME SIBIIS-
FOTCSL:

* HedpoTHUeCcKnii CHHIPOM Y ieTel 1-ro roja KU3HH;

* coueTaHue He(h)POTUUECKOTO CHH/IPOMa C MaKporeMaTypHhel 1/Uili Tumep-

TOHUEH;

* CTEPOMI-PE3UCTEHTHBIH HEPPOTHIECKUI CHHIPOM;

* YacTO PeIUIUBHPYIOMUH (CTEpOUI3aBIUCHUMEBII ) HEPPOTHIECKUI CHHAPOM;

* He(POTUUIECCKUI CHHAPOM y neTei ctapire 10 net.

Ta6nuua 3.5. OCNoXHEHNA HePPOTNUECKOTO CUHAPOMA

NHdekuma MepUTOHUT; LENNIONNT; ANCCEMUHNPOBAHHAA NHPULIMPO-
BaHHOCTb Varicella

KapanoBackynsapHbie TunepTeH3nsa; 3a6oneBaHNA KOPOHAPHbIX COCYAOB; FMAPO-
nepukapg

[bixaTenbHas cnctema [napoTopakc; nerouHas ambéonus

lemaTonornyeckne BeHo3Hble 1 apTepranbHble TPOMO03bl; aHeMUA

Moukn OIMH; TpomM603 NoYeyHbIX BEH

[acTponHTeCTUHaNbHble | IHBarnHauma KnweyHmnka

DHOOKPUHHbIE [vnotnpeos

OcnoxHeHus, o6ycnoenieHHble mepanuel

O6wue WNH)EKLMOHHbIe, rmnepToHus

CrepoufHas Tepanua OcTeonopos, CHUKeHNe pocTa, KaTapakTa, FrMnepTpuxos,

rmnokannemMuna, CMHgpom KyLUVIHFa, A3BeHHas 6onesHb

AnKunupyiowme uMMyHo- | femopparnyeckmin LUCTAT, ONIUIrOCrepmMus, MOBbILIeHne
CynpeccaHTbl pucKa pa3BuUTKSA onyxonen

NHrmbrTopsbl KanbumHes- | [Mnepnnasua geceH, rmnepkanmemms, rmpcyTnsm, sHueda-
pvHa nonarus

MwukodeHonata modetnn | TowHOTa, pBOTa, AUApPEs, NeKoNneHns

leypeTVle Ankanos, runokannemms
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JleueHne

Jleuenne HEeppOTHIECKOTO CHHAPOMA CKIIAABIBAECTCS W3 NMATOTCHETHYECKOM,
CHUMITTOMaTHYIECKON 1, BO3MOKHO, 3THOJIOTHUECKON Tepanuu. ITHOIOTHYeCKas
Teparnus Npu HePPOTHYECKOM CHHIPOME HCIIONB3YETCsl PEAKO, TaK KaK CIOKHO
BBIJICITUTh STHOJIOTMYECKUil (hakTop 3aboneBaHMst. DTHONOTHYECKAs TEparus,
Kak IPaBHIIO, UCTIOIB3YETCs IPH BTOPHYHBIX opMax.

Tlamoeenemuueckaa mepanus HeQPOTUIECKOTO CHHIPOMa MOXKET OBITh TpeX-
1 9ETHIPEXKOMIIOHEHTHON. TPEXKOMITOHEHTHAs Tepanusi BKITIOYAET ITIOKOKOPTH-
KOH/JIbl, aHTUKOATYJISIHTBI (TEIIapyH, IPU JJTUTEIBHOM JICUSHUH IIPETOYTUTENBEHO
nepeiTi Ha HU3KOMOJIEKYJIsIpHble U BapdapuH), antuarperantsl (Kypanrtu,
Tuknun). YeThIpeXKOMIIOHEHTHAS TEPaIts XapaKTepHu3yeTcst IPUCOSTUHEHHEM
LUTOCTATHYECKON Tepaly MpU CTEPOUI3aBUCUMBIX U CTEPOHI-PE3UCTEHTHBIX
¢dopmax. Cumnmomamuueckas mepanus TpPU JEIEHUN HEPPOTHUECKOTO CHH-
JIpoMa TI0pa3yMeBaeT HCIOJIb30BaHIE aHTUTUTICPTEH3MBHBIX IIPETIAPATOB (CM.
. 111, pa3nen «CHHOpOM apTepraibHON THIIEPTEH3UNY ), aHTUONOTHKOB, ANy pe-
TukoB (cM. . 111, pazgen «Oteunsiii cuaapom»). bonee Toro, B KOMIUIEKC CHM-
NITOMaTUYECKON Teparuy BXOJAT Mpenaparsl, KyIHpyom#e mooouHbie 3 QeKThI
CTEpPOUIHOH Tepanuy, — BATaMUH D, npernaparsl Kajaus ¥ KaJbIisl.

Jleuenue oedroma negppomuueckozo cunopoma. I'MOKOKOPTUKOUIBI (TIpe-
HH30JI0H) B 03¢ 60 MI/M2/CyT. Wil 2 MI/KI/CyT. B TedeHue 68 Hen. (He Gomee
60 mr/cyT., I IeTel crapiiero Bo3pacta — He Oonee 80 MI/cyT.), B ciydae ux
5()PEKTUBHOCTH TIEPEUTH Ha ANBTEPHUPYIONIHE npueM B 103¢ 40 Mr/m2/cyT.
nnn 1,5 Mr/kr/48 4 — 4 "en., 3ateM cHu3uTh 10 1,0 Mr/kr/48 4 — 4 Hen., nanee
0,5 Mr/xr/48 4 emie 4 Hex., 3aTEM ITOCTEIEHHOE CHIKEHHE 10 5 MIr/48 4 ¢ mocite-
nyrorneit ormeHnord. O6mas pmurensHOCTh Teparmun [ KC — 4,55 mec.

[pu HEdhPEeKTUBHOCTH NIeUeHHS B TeUeHHE 6 Hell. (IOCTHKEHNE KIMHUKO-
J1a00paTOPHON PEMHUCCUU) CTEPOUTHAS Teparus MPOIJIEBAETCS 10 8 HENl. WIH
MPOBOJMTCS MYJIbC-TEPAIHs METHINPEIHNU30I0HOM B pa3oBoi mo3e 30 MI/Kr
(ue Oonee 1 r/cyt.), 3 mynbca uepes aeHb. [Ipu apdekTHBHOCTH MynbC-Tepanuu
MIPOJIOJDKAIOT €€ MPOBOAUTH JI0 6 pa3 Ha (hOHE eKEAHEBHOTO MpHeMa HpeIHH-
30JI0Ha B 7103€ 2 MI/KT/CyT. J03a npetH130/I0Ha CHUYKAETCS TOIBKO IIPU OTCYT-
CTBHH NPOTEHHYPUH B TPEX MOCIEIOBATENbHBIX aHATH3aX MOYH.

[TynecoBOE BBEACHHE METHIIPEIHU30I0HA MOXKET OBITH HMCIIOIB30BaHO
Juisi OoJiee OBICTPOTO TOCTHXKEHUSI PEMHCCHH CTEPOUIUYBCTBUTENBHON (hDOPMBI
HE(QPOTHYECKOTO CHHIIPOMA, OJJHAKO TaKasi TAKTUKA HE IIPUBOANT K YIIIMHEHUIO
camoii pemuccnu. HecMoTpst Ha MeHbIIee KOJTMYECTBO MOOOYHBIX 3G PEKTOB (110
CPaBHEHHIO C JUIUTENBHBIM IpreMoM Oombumnx 103 I'KC), BHyTprBEeHHOE BBEC-
HHE CYNEepMaKCHMAIbHBIX /103 METIIIIPETHU30IOHA MOXKET BBI3BIBATH HEKOTOPHIC
OTpHIATENBHBIC ABICHHUS B OpraHu3Me 0oibpHOr0. BapuaHTel n yactora no6o4-
HBIX 3 (EeKTOB METHINPETHU30JI0HA PEeICTaBIeHbl B Tadiuue 3.6. B ciydae
Hea(PEKTUBHOCTH paHee MMPE/ICTABICHHON CXEMBI JIGUEHHUS allUeHT paccMaTpH-
BaeTcsl Kak OOJIBHOM CO CTepOHI-PE3UCTEHTHBIM HE(hPOTHUECKUM CHHAPOMOM,
YTO SBJISETCS TIOKa3aHUEM K IIPOBEICHUIO OMOTICHH.
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Ta6bnuua 3.6. Yactota No60UHbIX 3PHEKTOB NPY NPUMEHEHNU MYNbC-Tepanumn
MeTUINpPeaHN30NoHOM y aeteli ¢ TH

MpusHakn Yacrora, %

MeTtannuyecknin NpynBKyc BO pTy BO Bpems NHbY3Mn MeTun- >50
npeAHN30/I0Ha

TowHoTa/pBOTa 38,3
KpaTtkoBpemeHHbI nogbem Af] 34,0
lonosHas 60nb 19,1
YyBCTBO *apa, runepemums 14,9
Taxukapgusa 8,5
3puTenbHble rannouMHaLmmn 4,3
[HolHble nHbekunn 43

Jleuenue peyuousa Hegppomuueckoeo cundpoma. JledeHne mpoBORUTCS 1O TOH
JKe cXeMe, 4To U 1e0roT 3a00eBanus. VICKITIOUeHHEM SBIISIETCS O0IIast THTEb-
HOCTb TEpaIHu, KOTopas JOJDKHA COCTaBIsTh He Oonee 3—4 mec. [loatomy kax
JeyeOHast, Tak M OAEP>KUBAIOIIas TEPaIHs 10 JUIMTEIBHOCTH OyIeT Kopoye.

Jleuenue uacmo peyuousupyroujeli (cmepoudzasucumott) popmol Heppomu-
yecko2o cuHopoma. B OCHOBE JIGUCHHUS 4acTO PEeLUIUBUPYIOIIEro HedhpoTHye-
CKOTO CHHJIPOMa JISKHUT 4-KOMIOHEHTHAs cXeMa JledeHus. IMMyHocynpeccuBHas
Tepamnus OyIeT COCTOATh U3 IITIOKOKOPTUKOUIOB M IUTOCTATUKOB. BEIOOD 11uTO-
CTaTHKa orpezaessiercs Mophoaorudeckoi popmoi HehPOTHISCKOTO CHHIPOMA:

* yumocmamuky — TPYyTIa aTKWINPYIOMINX MTpenaparoB: HukiIodochaMun
2-3 mr/kr/cyT. i xaopamOynwnin 0,15-0,2 mr/kr/cyT. B TeueHue 8—12 Hen.
JIJ1s yMEHBIIEHUS YaCTOTHI TOOOYHBIX A(PPEKTOB HUKIOPOCchHaMIUIT MOKHO
UCIIONB30BaTh B BUAE B/B MHQy3mit B no3e 500 Mr/mM2 B TeueHue 6 Mec.
OnHaKo paHIOMH3UPOBAHHBIE UCCIICAOBAHUS POAEMOHCTPHPOBAIIH, YTO
[IPU UCTIOJB30BaHUU IHMKIOpochamMuaa peunuanB HEPPOTHUECKOTO CHH-
JIpoMa HaOmomaercst B TedeHue 6—12 mec. DPPeKTHBHOCTH XJIopaMOy-
[[1JJa HAMHOTO BBILIE — PEMICCHS HaOMogaeTcs B TedeHue 2 JeT u OoJee.
OpHako y XJopaMOyIHiIa UMEeTCs TSHKEIBIH MOO00UHBINH dPQEKT B BHIEC
OJIMTOCHEPMUH, YTO OTPAHUIMBAET €T0 HCIIOJIb30BaHMHE;

* yuxaocnopun A. Vicnionb3oBaHue JaHHOTO Mpernapara y O0JbHBIX C 4acTo
PCUMIAUBUPYIOIUM U CTEPONI3aBUCUMBIM He(l)pOTl/I‘-IeCKI/IM CUHAPOMOM
MOKa3aJIo MX BBICOKYIO addexTrBHOCTH. HO B psizie cirydaeB MoryT HalOo-
JaThCs BEIPAXKCHHBIE TOOOYHBIC 3(Q(EKTHI JaHHOTO Npernapara, Takue Kak
runiepToHus (4%), cumwkenne GyHkuun nodek (9%), runeprpodus geceH
(28%), Tupcytuzm (34%). AnuTENnsHOCTh PEMHUCCHU MTOCTIE IPOBEICHHOTO
JIEYEHMST MOXKET COCTaBIAThH 1-2 roma. bonee Toro, MokeT HaOMIOAATHCS
TaKXKe LUKIOCIIOPUHOBAs 3aBUCUMOCTb, KOTJa Ha ()OHE CHMIKEHUSI 03Bl
OTMeYaeTcs peluauB He(hPOTHIECKOTO cHHApoMa. B aToM ciydae mepen
BpadoM OyET CTOATh BHIOOD: IMOO HPOIOIKUT JUTUTEIILHO IPUEM JedeO-
HOW J03bI, THOO 3aMEHHTH TIpenapar Ha Jpyroi IUTOCTATHK.
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HuknocmopuH Ha3Ha4aeTcs B Ao3e 3—5 mr/kr/cyT. Ho mia ompeneneHus
Je4e0OHON 1036l HEOOXOAWMO YCTAaHOBUTH KOHIIGHTPAIWIO LUKIOCIIOPHHA
B KPOBH, KoTOpas nomkHa cocTapisite 70-100 Hr/mi. JnurensHOCTh mpuema
nedeOHoM 10361 cocTaBnsgeT 10—12 Mec., 3aTeM ee MOCTEIEHHO CHIYKAIOT;

* maxponumyc. TakponuMmyc sBIsieTca MpenapaToMm 3-il TUHUM B ClIydae
HEe3(PEKTUBHOCTH [TUTOCTATHKOB U IIMKJIOCTIOPHHA MIIH BBIPQKCHHBIX ITPO-
SIBTICHUH 1T000YHBIX 3¢ dexToB muknocnopuna A. [Ipemapar HazHagaeTcs
B HavasrbHOU g03e 0,1 MI/KT/CyT. B 2 mpuema;

* muxogenonama mogemun u muxogenonosas kuciroma. VicnonbzoBaHue
STUX MpenapaToB MPHU YacTO PELMIUBUPYIOIIMX U CTEPOUI3aBHCHUMBIX
(dopmax HeBesMKO. Y OOJBHBIX, MOJNyYaBIIUX MHUKO(EHoIaTa MODETHI
B 1103¢ 450600 mr/m%/cyT., B 50-75% cltyuaeB OTMEUANCS PENUIUB 3a00-
JIEBaHUS MOCJIE JIEYeHUs cnycTs 6—12 Mec. COOTBETCTBEHHO;

* Jle6aMu301 — aHTUTCIBMHUHTHBINA IIpenapar, KOTOpbIii UMEeT UMMYHOCY-
npeccuBHbIA APQPekT. DHHEeKTUBHOCTL €ro MCHOIb30BAHUS MPU CTEPO-
WA3aBUCUMBIX (hopMax aHaJorMyHa NMPUMEHEHUIO LUKiIodochamua.
JleueOnas mo3a 2,5 mMr/xr/48 4, mpuem B TedeHue 2—3 Mec.

Jleuenue cmepoud-pesucmenmno2o negppomuueckozo curnopoma. Kak yka-
3BIBAJIOCH BBIIIE, MIPH JICUCHUH CTEPOHI-PE3UCTEHTHOH (hOopMBI HehpoTHIE-
CKOTO CHHAPOMA HCTIONIb3yeTCs 4-KOMIIOHEHTHAS CXeMa, OJJHAKO CIIEIM(HUIHOCTh
Tepanuu (BIOOP UTOCTATHYECKOTO Mpenapara) 3aBUCUT OT MOP(OJIOTHYECKOM
¢dopmbl Hepura. [Ipenaraetes clieayIONIUA alrTOPUTM JICHCTBUI TPH KOHCTA-
TaIU¥ CTEPOUI-PE3UCTCHTHOTO He(ppoTHUIecKoro cuHapoMa (puc. 3.9).

OtcyTcTBUE 30 HEKTUBHOCTU
CcTepoupHou Tepanuu B TeueHune 8 Hep.

Hedpobroncusa

| |

MesMrH, MMrH

OCrc, HCMKM
MiokokopTMKouapl (60 Mr/m?*/48 u)
IgM-HedponaTus +
Lnknodpocdamng
MiokokopTMKouapl (60 Mr/m?*/48 u) (2-3 mr/kr/cyT. unu B/B 1000 mr/m?/mec.)
+ unm

LinknocnopuH A (5-6 mr/kr/cyT.) MukodeHonata modpetnn (1000 mr/m?/cyT.),

MukodeHonosas Kucnota (720 mr/m?/cyT.)
O6Lwas AnNMTeNbHOCTL He MeHee 1 roga
O6Las 4IMTeNbHOCTL He MeHee 1 ropa

Puc. 3.9. Anroput™m AeNcTBMA NPW HanMuMn CTEPOUA-PE3NCTEHTHOrO HedpPOTUYECKOro
cuHppoma: OCIC - pokanbHO-cermeHTapHbIN rnomepynocknepos; HCMU — HedppoTnue-
CKUI CUHAPOM C MUHMAnbHbIMU n3MeHeHuamu; MeslNMH - me3aHrnonponudepaTrBHbIi
'H; MIMNIH - membpaHonponudepatsHbii MH.
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[Tpn HeaPdhexTHBHOCTH MMMYHOCYIIPECCUBHOM Tepanuu OOIBHBIM CO CTe-
POHI-PE3UCTEHTHBIM HEPPOTHUECKIM CHHAPOMOM HazHaudaroT HAIID ¢ aHTH-
NPOTEHMHYPHYECKOW M HE(PPONPOTEKTUBHOM LIENBIO B COUETAHUH C CUMIITOMA-
THUYECKOW Teparueid, BKIIOYaroIiel B ce0s sieuenue otekoB (cm. mi. 111, pasmen
«Orteunblii cuHApom»), rurnepronun (cM. . 111, pazgen «Cunnpom aprepu-
QIBHOH THUIEPTEH3UN), aHTUTHITCPIINIHIEMUYECKYIO Tepanuio (CHMBACTaTHH,
JIOBAacTaTHH), IPH HEOOXOIMMOCTH — AaHTHOAKTEPHUAIIBHYIO TEPAITHIO.

MoyeyHana He[OCTAaTOYHOCTDb

D.K.Ilempocsan

ITH — 310 HecnienupHUUSCKU CHHAPOM HapyIeHus (yHKIUI TOUCK C pa3BUTHEM
A30TEMUH, H3MEHCHIEM KHCIOTHO-OCHOBHOTO PABHOBECHS, BOTHO-3JICKTPOIUT-
HOTO 0aNlaHca U IPYTUMU MPOSBICHUSMH.

A3omemus — TIOBBIMICHWE KOHIICHTPAIIMH OCTATOYHOTO a30Ta B KPOBH.
OcTaTo4HBIH a30T BKIIOYAeT B ceOs KOHEYHBIE MPOMYKTHI OEIKOBOTO OOMEHa
¥ cOCTOHT U3 Mo4eBHHEI (50% ocTaToyHOTO a30Ta), aMHHOKHUCIOT (25%) u npy-
THX a30TUCTHIX MPOJYKTOB (aMMHAK, MOYEBAsI KUCIIOTA, KPEATUHUH U JIp.).

A30oTeMHs THATHOCTHPYETCS IO MOBHIIICHUIO YPOBHS KpeaTWHUHA Oolee
110 mxmomnb/n (0,11 MMOITB/IT) B ypOBHS MOYECBHHEI Ooee 8,5 MMOJIB/II.

Yame Bcero a3oTeMusi pa3BUBAETCs BCIIEACTBHE MOBBIMICHHUS KOHICHTpA-
IIMH MO4YeBUHBI (ypemun). [IoBBIIIIEHNE yPOBHS MOYEBHHBI M3-3a HAPYIICHUS
ee BbiBeneHus Bceraa BoisaBisiercss npu [IH. Ilomumo 3Toro, koHuEHTpaus
MOYCBHHBI MOKET MCHSTBCS M3-32 HAPYIICHHUS e¢ 00pa30BaHus B eUCHU (TIede-
HOYHAs1, WM MIPOIYKIIMOHHAS, a30TEMUS ); TIOBBIIIIATHCS IPH BBICOKOW HHTCHCHUB-
HOCTH KaTabomm3ma O0eIKoB (JIMXopaika, BEICOKUE (U3NIECKHE HATPY3KH, TOJIO0-
JaHue), OONBIIOM MOTPEOICHUN Oellka ¢ MUMIEH, B YCIOBUSIX 00€3BOKUBAHMS,
npu kpoBouznusaausax B JXKKT u mp.

TaKI/IM o6pa30M, XOTA IMOBBIILLICHUC KOHHeHTpaHPIH MOYCBHUHBI U xapaKTepHo
JUTSL HapylIieHus (QYHKIMHM MOYEK, OHO HE SIBIISCTCSA CTPOTO CICIU(UYHBIM.
[TosToMy B KIIMHMYECKOW MPAKTUKE OPUCHTHUPYIOTCS Ha OoJiee J0CTOBEPHBIH
KpUTEpH — KOHIIEHTPAIIMIO 3HIOTCHHOTO KPEaTHHIHA — IPOIYKTa METadoImu3Ma
MBIIIEYHOW TKaHW. KpeaTHHWH >IMMHHHPYETCS U3 OpraHu3Ma ImyTeM (puib-
Tpanuu. Ero KoHIEHTpanus B KPOBU OTHOCHUTEIIBHO ITOCTOSTHHA Y KOHKPETHOTO
YCJIOBCKA U 3aBUCHUT OT KOJIHUYCCTBA MI)IIHC‘IHOfI TKaHU (y My)K‘-II/IH BCJICACTBHUEC
OOJIBIIIETO PA3BUTHUS MYCKYJIaTyphl YPOBCHb KPEaTHHUHA, KaK MPABUIIO, BEIIIIC),
MOXKET ITOBBIIIATHCS WITH CHIDKATHCS TIPH Pa3IHMYHBIX 3a00JICBAaHUSX MBIIIIII, IPH
TTOBBITIICHUH KaTaboIn3Ma OSITKOB ¥ MaJio 3aBHUCHT OT JAPYTHX (PAKTOPOB.

[TH MoxeT OBITH OCTPOit 1 XPOHUIECKOM.

OCTpaﬂ noyeyHaa HefOCTaTOYHOCTb

OIIH — mecnennduyuecKuii MOTUITHOJIOTHYHBIA CHHIPOM, PAa3BHBAIOIIANCS
BCJICACTBHUE OCTPOTO, Halie O6paTI/IMOFO, CHHMXXCHHA HJIM ITOJIHOT'O BBIITAACHUSA
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(YHKIMU TTOYEK, MPOSBIAIOIINICS OIUTOaHypHeH, a30TeMHel, HapyIIeHHIMHI
BOZHO-3JIEKTPOJINTHOTO OaslaHCa M KUCIOTHO-OCHOBHOTO COCTOSIHUSL.

Amnypueii Ha3pIBaeTCsI OTCYTCTBHE MOUYH B TeueHue 24 4, a 1y aereil crap-
IIIETO BO3pacTa — CHIDKEHHE Auype3a meHee 100 mut/cyT.

Onuzypueti Ha3bIBAETCSI CHIDKEHUE Anype3a MeHee 1/3—1/4 cyTouHO# HOpMBI
wm meree 300 mit/cyT. aist B3pocibiX. bonee TOYHBIM SBIISIETCS ONpeiesieHne
OJIUTYPHH 0 KOJMYECTBY MOYH B IiepepacieTe Ha Maccy W IUIONIa b HOBEPX-
HOCTH TeJla peOeHKa B €IMHUILy BPEMEHHU:

* JUIsS HOBOPOXKACHHBIX — MeHee 0,5 mur/kr/4;

* JIs IeTel rpyaHoro Bo3pacta —Menee 1,0 Mit/kr/4, wiu Meree 20 MIT/Kr/cyT.,

umi Mernee 180 mu/m2/cyT.;

* 115 Gonee crapiuux aereit — Menee 15 Mi/kr/cyT. win menee 240 mi/M%/cyT.

[puunaoit OITH mMoryT OBITh HapymIeHUS TepPy3Un MOYSUHON TKAHHU TPH
IIIOKE, THIOBOJIEMHH, KPOBOIIOTEPE, CEPIIEUHON HEJOCTATOYHOCTH, MEPENo-
3UPOBKE JMYPETUKOB M BA30AMIIATATOPOB U Jp. (npepenanvhas unu yHKyuo-
nanvras OI1H); noBpexaeHus napeaxumsl nouex npu I'H, TUH, Tokcuueckux
MOPaXEHUSX, TPOMOO3€e MOYEUHBIX BEH U 1p. (PeHanbHAsl U OpeaHuyecKkas
OI1H); oOCTpyKIMHM TOKa MOYH NMPU aHOMAINSX PA3BHUTHS MOYEK M MOYEBBIX
MyTeH, MOYEKaMEHHON OOJIE3HH, COCOUKOBOM HEKpPO3€ U Ip. (nocmpenanvhas
OIIH). Taxxe Boipensiercs apenanvuas OIIH — TpaBMaTHYeCKast IOTEPs eIUH-
CTBCHHOH (DyHKIIMOHMPYIOIIEH TTOYKH.

XpoHunyeckas noyeyHas HeLOCTaTOUYHOCTD,
XpoHuyeckas 60ne3Hb noyek

XITH — Hecnenuduyeckuii CHHAPOM, BO3HUKAIOLINI BCIIEICTBUE HEOOPATUMOTO
HapyIICHHUS TOMEOCTAaTHUECKUX MTOYSYHBIX (PYHKIUH B CBSI3H C IPOrPECCUPYIO-
el rubenbio He)pPOHOB.

XIIH pa3BuBaeTcst mpH JI0OOOM MPOTrpeccupyromeM 3a00JIeBaHNN MOYEK,
a TaKkKe MPH HEKOTOPBIX HACIEICTBCHHBIX W BPOXKACHHBIX Hedponarusx. Brae
3aBHCUMOCTH OT IPUYUHHOTO 3a00JIeBaHMs 0CHOBOM maToreHe3a XI1H sBnsercs
He(hPOCKIEPO3 ¢ 3aMelieHHeM (PyHKIIHOHUPYONIHX HE(POHOB COCAUHUTEIBHOM
TKaHBIO.

[Touku oGsanaroT OOJBIIUMH CIIOCOOHOCTSIMM K KOMITEHCAIlMH, yCTyTias
B 9TOM TOJIBKO nedeHu. [loatomy knmanveckue npusHaky [TH npossisiioTes nmpu
YMCHBIICHUN KONMHYeCTBa (PyHKIIMOHUPYIOMHX HeppoHOB HIke 30% oT n3Ha-
4aneHOTO, a TepMUHAIbHAA (aza ITH pa3BuBaercs, Korma KOMHIECTBO (QYHKITH-
oHupyronmx HegpoHor mocruraer meHee 10%. I'ubens HE(DPOHOB U CTPOMBI
B KOHCYHOM HUTOT'C IMMPUBOAUT K MOCTEIIEHHOM yTparc ropMOHAJIbHBIX U (bepMeH-
TaTUBHBIX (YHKIHMIA TOYEK, COMPOBOXKAAETCSI HAKOIIJICHUEM ITPOJYKTOB OOMEHa,
B TIEpBYIO ouepens OelkoBOro, (POpMUpPYsT OCHOBHON KJIMHHUKO-JIA00paTOpPHBIN
cumnromokomiieke XITH (ta6m. 3.7). Teuenne XIIH y mereit B 3HAYUTEIEHOM
CTETICHH OTIIMYAETCS OT TEUCHUS Y B3POCIBIX, TaK KaK OCIOKHEHUS 1 TIOPAKESHHS
JIPYIMX OpraHOB M CHCTEM Pa3BMBAIOTCS Y JETEM HA paHHUX 3Tanax v HOCAT
Oosiee BBEIpayKCHHBIH XapakTep.
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Ta6nuua 3.7. OcHoBHble cHAPOMbI XIH, MprUnHbI UX Pa3BUTUA 1 KIMHUYECKNE
npossneHua (MrHatosa M.C., lpocmaH 1., 1986)

CuHApoMBI MpuunHbI pasBuTNA KnuHunyeckmne nposasnexnus
HapyweHusa | MoueyHblit An3ambpuoreHes n/vnu | fmnocrtatypa, OTCyTCTBME UNN He-
pocTa u pa3- | HedppoCKnepos, HapyLWEHUA rop- | AOPa3BUTHE BTOPWYHbIX MOSOBbIX
BUTUA MOHanbHbIX BO3LeNCTBUNA, Aedu- NPY3HAKOB, CHUXEHMe NoKa3aTe-

uuT 6esnka, Kanopuin, BUTAaMUHOB, | el pocTa 1 Macchbl Tena
asoTemus, aungos
AsoTtemua 3apeprkKa a30TUCTbIX MeTabonnToB | ACTEHUA, aHOPEKCUS, MCUXOHEBPO-
(ypemus) B KPOBMU 13-3a CHIKEHUA GUb- norunyeckme paccTpPoncTBa, racTpo-
TPauuy, yCUNEeHHbIN KaTabonnsm, | SHTEPOKONWT, NepUKapanT
HaKomnneHne B KPOBY CpefHMX
MoneKy”n
AHemunsA NedununT 6enka, xenesa, 3putpo- | bnegHocTb, BANOCTb, cnabocTb,
NoO3TWMHOB, OCTeonaTuA anctpoduryeckne nsMeHeHVA B op-
raHax, aHeMN4eCKui Wym
BopHo-anek- | MomepynoTtybynapHbIii ancoa- KnuHnyeckne cumnTombl B 3a-
TPOAUTHBIN NaHC, BHYTPUMNOYeYHble HapyLue- BMCYMOCTY OT NPeBannpoBaHmns
avcbanaHc HWA TPaHCNopTa 3N1eKTPOSINTOB, runepkanuemmu, runokanbLue-
YCUNEHHbIN KaTabonnsm MU, TMMOHATPUEMUN, OTEUHbI
CMHAPOM
HapyweHue | HapyweHus dunbrpaumm, ammo- TowHoTa, pBOTa, NPOABIIEHNA
paBHOBe- HWO- 1 aumporeHesa, NCToLeHve KOMMNEeHCaTOpHOW AeATENbHOCTY
A Kucnot LLieNIoYHOro pesepsa OpraHoB AblXaHWA
N OCHOBaHWI
(meTabonuye-
CKWUI aumpaos)
Al YcuneHHasa npoaykumna peHnHa, [onoBHas 605b, rnepToHnYeckne
YrHeTeHMe NPoAYyKLUMM NpoCTa- KpW3bl, peTrHonaTua
rNaHAVMHOB, BOLHO-2NEKTPOSIUTHBbIN
ancbanaHc
Octeogun- HapyweHune npogyKumm akTUBHbIX | Bonn B KOCTAX, peHTreHonormnye-
ctpodua MeTabonuTtos BUTaMuHa D, rnep- | cku n mopdonormnyeckn obHapy-
napaTupeos VBaemble N3MeHeHMs KocTel
OBC- HapyweHune TpomboobpazoBaHus, | femMopparnyeckme npoasieHns
CUHAPOM peonornyeckrx CBOMCTB KPOBY B Pa3JINYHbIX TKAHAX 1 opraHax
WmmyHope- | benkoBbli aedpuLmT, ropMOHanb- YacTble 6akTepuranbHble 1 BU-
duumnTHBIE HbIl AncbanaHc, HapyLeHe UMMY- | PyCHble MHbEeKLMK, CENTUYeCKne
CcoCTOAHUA HOJTIOrMYeCcKoro romeocTasa OCJIOXKHEHVA, NPeApacrnonoXeH-
HOCTb K OryXxo/neBblM npoLieccam

B nocnennee BpeMs HauOoJbliiee NPU3HAHUE B MUPE MONyYHIa KOHIICII-
s Harmonaneroro ¢gouma 3adonesanmii mouek CIIA (The National Kidney
Foundation — NKF), usnoxennas B «IIporpamme nccnenoBanuii ucxoza 3adoe-
BaHui moyek HarmonansHoro horma 3aboneBanuii mouek» (The National Kidney
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Foundation’s Kidney Desease Outcomes Quality Initiative — NKF-K/DOQI)
32002

B ocnose konuenuuu NKF-K/DOQI nexuT noHstie o xponuueckot bonesnu
nouex (XbPII) kak MOCTEIICHHO MPOrPECCHPYIOIIEM 3a00JICBaAHUH, PAHO WIIH
TIO3/THO TIPUBOJAIEM K CHIDKEHHIO M yTpare ¢yHKiun mouek. Tepmun XbIT
0OBEIMHSCT BECh CIIEKTP XPOHUIECKNX 3a00JICBaHUH MTOUEK, HAYMHAS OT PAHHUX
craguil u 3akaHuuBas TepmuHanbHON ITH. Takoit mogxox siBisieTCsS UCKIIIOUU-
TEJIbHO BaXKHBIM, TaK KakK JII000e XpOHHUYECKOe 3a00JIeBaHIE TIOUEK IPOTPECCH-
pyert ¢ pazsutrem XIIH, ogHako Ha Ha4YaIbHOM CTaAMKU MOTYT HE ONPEACIATHCS
MIPU3HAKH CHIDKEHHUS MOYEUHBIX (YHKLHWH, U OOJNBHBIC 3a4acTyl0 HE 3HAIOT
0 HaJMYUM Y HUX 3a00JeBaHUs TOYEK, OCOOEHHO MPOTEKAIOMIETO JIATEHTHO,
noka He pasoBbercs TepmuHanbHas [TH. IMonarue XBII mmpe nonarus XITH
1 BKJIFOYAET €To B ceOsl.

XBII koHCTaTHpyeTCs Y HalUeHTa IpH HAINIHUA | U3 2 KPUTEpHEB:

1. TToBpexxeHue oYeK 0OTMEJaeTCsl Ha MPOTsDKEHUHU 3 Mec. U OoJiee u mpo-
SIBJSIETCS. U3MEHEHHUSIMH B aHaJM3aX KPOBU WIIM MOYH, U/uu HAPYIICHHUSIMH,
BBISIBJICHHBIMH BU3YJIU3UPYIOIIMMH METOJAMH, 4/U1y HapyIIeHUsIMH, OOHApY-
JKeHHbIMH TIpU Oronicnn moukd. CK® mpu 3ToM MOXKeT OBITh CHHKEHHOW HITH
0CTaBaThCsI HOPMAJILHOM.

2. Camkenme CK® o 60 mi/mun/1,73 M2 1 MEHEE Ha IPOTHKEHUA 3 MeC.
u Oornee JaXke MPH OTCYTCTBUU IPYTUX IIPU3HAKOB MMOBPEXKICHHS MTOYCK.

B ocnoBy kinaccudukaumu XBII nonoxena CK®, onpenensiemast pacuer-
HBIMU METOJaMH IO KIIMPEHCY PHIOT€HHOI0 KpeaTUHUHA B IlepecyeTe Ha CTaH-
JapTHyro moBepxHocTh Tena (1,73 M2). B 3aBucumoctu or CK® BhIIEneHbI
5 cranuit XBII, neficTBus Bpaya pa3paOOoTaHbI U Kaxaoi ctaauu (Tabdm. 3.8).

Ta6nuua 3.8. NKF-K/DOQI knaccudumkauuma XbIM (2002)

Cragua | Cragua Onucanme CK® (mn/ Heiicrans
Xbn XMH MuH/1,73 m2)
| - MNMopaeHne noyek >90 [narHocTrKa 1 neyeHne;
C HopMasibHOW 1nn neyeHme COMyTCTBYIOLMX
nosblweHHon CKO 3aboneBaHuii; 3amegneHne
nporpeccnpoBaHna He-
dponatum n ceppeyHo-co-
CyancTbIX 3aboneBaHuin
I | MNopaxeHne nouek 60-89 OueHkKa nporpeccnpoBa-
C He3HaunTeNbHbIM HuA XBI
cHmKeHnem CKO
11l Il YmepeHHoe CHuKe- 30-59 BbiaBneHue n neyeHne
Hue CKO OCNOXKHEHNI
[\ I} 3HaunTeNnbHOE CHU- 15-29 lMoaroToBKa K 3amecTu-
»eHune CKO TesIbHOW Tepanuu — guna-
NN3Y UKW TPaHCMNaHTauum
NoYKu
\'% I\ TepmuHanbHas MH <15 3amecTuTenbHasA Tepanua
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3nauenuss CK®, onpenensrommue craamto XbII, cupaBennuBel it gereit
crapmie 2 set u B3pocisix. Pacuer CK® y mereit no 17 mer mpousBoautcs
no gopmyne lBapna:

OTtHc,, = [pocT (cM) - k / P, (Mr/mn)]; wmu
OTHc, = [pocT (cMm) - k - 88,5 / P, (MkMoub/m)],

rae OTHc,, — OTHOCHUTENBHBIN KIMPEHC YHIOTEHHOTO KpeaTHHHWHA B MII/MUH,
P, — KOHIIEHTpaIis KpeaTHHUHA B Tu1a3Me, k — koaddurmenT, pasusbiii 0,55 s
neteit o6oero mona jo 13 nert, 0,55 — nis aeBymiex o 18 net, 0,7 — quis roHOIIEH
Jo 18 ner.

[TocranoBka nuarHo3a «XbII» TpeOyeT OT Bpaya HE TOJIBKO ATHOIATOTeHe-
TUYECKOTO JICYCHUs 3a00JIeBaHMs, HO ¥ OCYIICCTBICHHUS MEp IO 3aMEAJICHHIO
MporpeccupoBaHus Hedpomatnu B TepMuHanbHyto [TH (HedponporekTHBHAS
ctparerus). HedponpoTekTHBHBIE MEPOTIPUSATHS BKIIOUAIOT B ce0si OOpbOy
C BHYTPHKIIYOOUYKOBOI U cucteMHOil A, KOPPEKLHMIO JIMIUAHBIX HApyIICHHH,
CHIDKEHHE YPOBHS IPOTCHHYPHUH, YIIyUIIEHUE MUKPOLUUPKYJISAIMA U PEOJIo-
TMYECKUX CBOWCTB KpoBHU. Takske 0co00e BHUMAaHHE IOJDKHO YAEIATHCS MpPO-
(hMIIaKTHKE CepAeYHO-COCYANCTHIX 3a00JIEBaHUI M OCIOKHEHUH, KOPPEKIUU
Metabommaeckux capuroB (CJl, Hapymennus ¢ochopHo-KaTbIueBOro ooMeHa
U JIp.), HOPMaJIbHOMY POCTY M Pa3BUTHIO peOCHKa, IPOPHIAKTHKE aHEMUH.

MABA IV. BPOXXAEHHbIE U HACNEACTBEHHO
OBYCJIOBJIEHHbIE 3ABOJIEBAHUA NOYEK Y AETEN

O.J1.Yyeynosa, A.1U.Caghuna, M.B.ILlymuxuna

BpoxeHHbIe 1 HaCIEeACTBEHHO 00YyCIIOBIEHHBIE 3a00/1€BaHNUS TOYEK SBIAI0TCS
HaunOosee yacToil mpuunHo# passutus XI1H B nerckom Bo3pacre.

BonbIIMHCTBO reHeTHYECKH JeTePMUHUPOBAHHBIX 3200JICBAHUH TTOUEK KIIH-
HUYECKH MPOSBIICTCS IPENMYIIECTBEHHO Ha 1-M Tomy *KHU3HU peOeHKa — MaHH-
(ecTupyIOT aHTEHATAIBHO, B TIEPHOJ] HOBOPOXKICHHOCTH MM Ha MPOTSDKCHUU
MepBhIX 12 MecAleB KU3HU.

OnpepeneHne

BpO)KI[eHHBIMI/I 3a6OJ'ICBaHI/I${MI/I MOY€EBOI CHCTEMBI Ha3bIBAIOT TaKHE COCTOAHUA,
KOTOpBIE CYILECTBYIOT C POKACHHS peOCHKA U SIBISIIOTCS PE3YJIBTaTOM HapyLIEHHs
MIPOLIECCOB Pa3BUTHS 3apojblia. JlaHHast TpyIa BKIIOYaeT B ce0sl TaKKe BPOXK-
JCHHBIE HApYLIEHHS] MEMOPAHHOTO TPAHCIIOPTA PA3IMYHBIX BELIECTB B IOYCUHBIX
KaHaJbIaX. [Ipy HopaXkeHHH TOYeK NPHHATO TOBOPHTH O BPOXKACHHBIX Hedpo-
HaTHAX, IPH TOPaKEHUH MOYEBBIBOAIIMX MyTEH — O BPOXKICHHBIX YPONIaTHSX.

K HaCJICACTBEHHBIM OTHOCATCA aHOMAJIMH, BOSHUKAIOIINE B PE3YJIBTATC MYyTa-
LW, TPOUCXOSIIIMX HAa TEHHOM WJIM XPOMOCOMHOM YpPOBHE.

Tunonna3un MoYeK NPEICTABIAET COO0I BPOXKICHHOE YMEHBIICHHE OpraHa
B pa3Mepax, IPeBhIIIAIoNIee 2 CUTMaTbHBIX OTKIIOHSHHUS OT HOPMBI.

[Ipu ducnaasusx oTMEHaOTCs HAPYIICHHUS Ha TKAHEBOM YPOBHE, KOTOPHIC
XapaKTepU3YIOTCS M3MEHEHUSMH B IIEPBHYHOM CTPYKType NOYEUHOH TKaHU
B CBSI3H C IEPCUCTUPOBAHHEM dMOPHOHAIBHBIX 3JIEMEHTOB. Mopdoorniueckum
KPUTEpUEM JTUCIUIA3UU SIBISETCS HAIWYME 04aroB ME3CHXHUMBI, IPUMHTHUBHBIX
KJIyOOYKOB, KaHaJIbIIEB U IPOTOKOB. TepMUH «IMCILIa3Hs» CKOPEE THCTOIOTHYE-
CKHH, TaK KaK OTpakaeT HapylieHue 1uddepeHIupoBKH MeTaHeppoca ¢ coxpa-
HEHHEM BO BCeil II0YKe MM OTHENBbHBIX €€ YJacTKaX MPHMHTHBHBIX CTPYKTYP
(HampuMep, HATMYUE METAIIaCTHIECKOTo Xpsma). CieaoBaTelbHO, TUCTUIA3HS
MIOYKH — TO MPOSIBJIEHHE HE3aBEPIIEHHOCTH Iporecca quddepeHualmy noyed-
HBIX CTPYKTYp, OCTaHOBKa 3MOpHodeTansHOro Mop¢orenesa o4k Ha OJHOM
W3 €ro JTaloB WK MOpOYHOEe HampasiieHne nuddepennmanyu. [uarnos moa-
TBEPIKAACTCS TAHHBIMH OUOTICHH WITH Ay TOIICHH.

Ba)XHBIM OTIMYHTEIGHBIM MPU3HAKOM IOYEYHON TUCIUIA3HU SBISAETCS TO,
YTO OHA OTHOCHUTCS K BPOXKICHHBIM, a HE HACJICICTBCHHBIM IIOPOKaM Pa3BUTHS.
MoskeT OBITh OHO- M IBYCTOPOHHEH.
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Py6pukauus B MKb-10

YacTo BcTpeyaronecs: BpoXKICHHBIE U HACIIEICTBEHHO 00y CIIOBICHHBIE 3a00e-
Banus nmodek B MKbB-10 knaccnpumupyrorcs cienryromum oopa3om:

N13 O6ctpykTuBHas yponartus U peduirokc-yponarus

N13.0 I'maporedpos ¢ o0CTpyKIHeh

N13.7 Yponarus, oOycnosnenHas [IMP

N13.9 O6¢crpykTrBHas yponarust U peduIroKc-yporaTrs Hey TOUHEHHAs

Q61.1 ITonMuKKCTO3 TTOYKHU, TETCKUHA THTT

Q61.3 ITonuKHUCTO3 TOYKH HEYTOYHEHHBIH

Q61.4 Tucruiasust MOYKH

Q61.5 MeaymiisipHbIi KHCTO3 MTOYKH

Q61.8 JIpyrue kucTo3HbIE OOJIE3HH MOYCK

Q61.9 Kucro3nas 0011e3Hb ITOYEK HEYTOUHEHHAS

Q62.0 BpoxxnenHnsii ruaporedpos

Q62.8 JIpyrue yTouHEHHBIE BPOXKICHHBIE aHOMAJINN TIOYKH

nugemuonorua

Bpoxnaennsie nopoku passutuss OMC BcTpedaroTcs npuMepHoO y 5% HOBO-
POXIECHHBIX.

Mpodunakruka

Oxorpadus sBiseTcs Hanbonee TOYHBIM METOIOM B ONpE/IEICHUN aHOMaJNH
MOYEIOJIOBOH cucTeMbl y miiona. B nocnennue roasl Y3U GepeMeHHBIM Bce
Yarie MpoBOJIAT HE /ISl OIIEHKH COMaTHYECKOTO Pa3BUTHS IO/, & KaK criocod
MIpeHaTaJIbHON TUarHOCTHKH MOPOKOB Pa3BUTHSI OPTaHOB M CHUCTEM, KOTODBIN
SIBISIETCS] BECKMM apryMEHTOM JJIsl aHTEHATAIBHOTO JICYSHUS! WIIH TIPEPhIBAHMS
6epemennoctu. [IpenaranpHOe HaOMIOACHME 32 IJIOIOM BKJIIOYAET B ceOs yib-
TPa3BYKOBYIO NHATHOCTHKY MAaTOJIOTHH U ONpEICICHUE HATUYUS OJIUTOTHIPO-
amuuoHna. [Ipoeenenune Y31 OMC Bo3MoxHO ¢ 15-i Henenu BHYTpuyTpoOHOI
JKU3HH, KOTAA y’KEe MOXKHO ONPEJENATh IOUKHU, OKOJIOIIOAHYO )KUAKOCTh. [1mox
HauMHaeT NPOAYLMPOBATh MOUY yKe ¢ 13- Henenu recraunn. Mo4yeBoi Mmy3blpb
cTa”HoOBUTCA BUOUMBIM Ha Y3U Ha 15-18-if Henene recranun. C IIOMOIIBIO
Y3U BO3MOXHO aHTEHATAIEHOE PACTIO3HABAHHE TSOKEIION MOYeTHOH qHUCTIIa3HH
B 80% cmydaeB, onHako HekoTopsle m3MeHeHns OMC, HampuMep KIilanaHbl
3aJHed ypeTpbl, MOI'YyT OBbITh HE BBISBJIECHBI PU IPOBEICHUU NPEHATAILHOTO
VY3U no 26-i1 Henenu rectanuu. CTeneHb MaOBOAUS KOPPETUPYET € TAKECTHIO
obctpykimn OMC. C nomomisio ¥Y3U omnpesnesnsioT ToIbK0 BTOPUYHBIE IO OTHO-
LICHUIO K OOCTPYKIMH M3MEHEHUS BBIIIEIS)KAIINX OTAEIOB MOUYEBBIBOISIIINX
myTeit. Jlucrurasus pa3BuBaeTcs, eCiny 00CTpyKIus mosiBisieTcst 1o 20-it Hexenn
rectaruu. [IpemsitcTBue, Bo3HuKatomiee nocie 20-i Heenu recTaiun, MOXeT
NPUBECTH K TUAPOHEPPO3y M JIPYrMM aHOMAJMSIM pPa3BUTHS MapEHXUMBI.
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OCHOBHOH CTpaTerudecKoi 3ajadel Kypaun NanueHToB ¢ pacimmperuem YJIC,
BBIABJICHHBIM BO BHYTPHYTPOOHOM IIEPHOJE, SBIACTCS JUHAMHYECKOE HAOII0-
JIeHHE B HEOHATAJIbHOM M TPYIHOM IEpHOJax C LENbI0 BBISICHEHHUS XapakTepa
MTUEJI0IKTa31H, NPO(UIAKTHKH PHUCOSIMHEHHST MOYEBOI MH(EKLIUH, Pa3BUTHS
He(POCKICPOTUIECKHX mporeccos u [TH.

ObécmpykmueHble yponamuu OTHOCSTCS K HanOOJEe YacTO BBISABISCMBIM
nopokam OMC, onn coctaBnsioT 10 50% Bcex IpeHaTaIbHO THATHOCTUPYEMbIX
BPOJKACHHBIX TIOPOKOB PA3BUTHS BBIICIUTEIBHON CUCTEMBI. [IpH cenekTHBHOM
YABTPa3BYKOBOM CKpPHHHHTE O€pEMEHHBIX IPYIIbI PUCKA YACTOTA ITHX MTOPOKOB
cocrasiset B cpegaeM 34:1000. Oxoro 1% HOBOPOXKICHHBIX IMEET IPEHAaTaNbHO
JIMarHOCTUPOBAHHBIN THAPOHE(DPO3 MM 3HAYUTENLHYIO TMIIATAIMIO TOYETHBIX
JoxaHoK. Pacimpenue noxaHku rmovku miona Bo Il tpumecTpe OepemeHHOCTH
Gornee 4 MM NIpH U3MEPEHUH B TIOTIEPEYHOH MIIOCKOCTH CKAaHUPOBAHMS CUUTACTCS
nuenolxkmaszueii, xotsi nout B 70% cirydaeB NpEeHATAIbHO BBIIBICHHBIE ITHE-
JI09KTA3UU HE SABJLIIOTCS MCTHMHHOW OOCTPYKTHBHOW yporaTuel, a ¢ O0bIoif
BEPOSTHOCTBIO CBSI3aHbI CO CTPYKTYPHO-(YHKIMOHAIBbHOU He3penocThio OMC
IUI0ZIa U HOBOpOXJeHHOT0. OHHM XapaKTepu3yIoTCsl cTaOWIIBHOHM xorpadudye-
CKOI1 KapTHHOH, Oe3 HapacTaHUs ITUEJI0IKTa3UN U 0e3 NCTOHYCHUS TApCHXHUMBI.
Oonaxo 6 ciyuae Hapacmanusl NUELOIKMA3UU, CONPOBOAHCOAIOULE2OCS YMEHb-
wieHueM napeHxuUMsl HO4YKU, He0OX00UMO CPOUHOE NOTHOE HehPOYPONO2ULecKoe
obcnedosanue Ons peuilenus OanvHeuulel maKkmuky 1eyeHus, 8 mom yucie
onepamusnot. [1nst nuddepeHInanbHON AMarHOCTUKH TTHEI03KTa3uH U THIPO-
Hedpo3a pEeKOMEHTYeTCsl TIPOBOJNUTE AHypeTHdecKyro Y3, peHocuuHTUTpa-
¢uro n ommieporpaduio HHTPApEHAIBHBIX COCYIOB C ONPEAEIEHHEM HHAEKCa
PE3UCTEHTHOCTH BHYTPUIIOUEYHBIX cOCy0B. Heo0XoaumMo paHHee HapaBieHUE
JIeTell B CTIEUaIN3NPOBAHHOE XUPYPTUUECKOE OT/CICHNE, HE AOIyCKas y HUX
Pa3BUTHS BOCIIAJIUTEIBHOTO Tporiecca. [lokazanuem K onepamusHoMy 1edeHuro
6 panHeM 8o3pacme AGNAIOMCA 6ce UObl OOCMPYKMUBHBIX YPONAMUl, NPUo-
osAuue K 3a0epiicKe co3Pesanis NOYeyHOU MKAHU, PA3GUMUIO 6IMOPULHO20 Nue-
JIOHeppuma, Komopwlil Modcem Cnocoocmeo8ams B03HUKHOBEHUIO YPOCENCUCA.

Mopoku passuTtua

Hapy1enue pa3BuTHs OYKH B Tporiecce SMOproreHe3a BhIpaXKaeTcsl pa3iny-
HBIMH aHOMAJIMSIMH HX PACTIONIOKEHUS (JUCTOINH ), B3aUMOOTHOIIEHHS, (POPMBI,
KOJIMYECTBA; aHOMAIUAMU 1odedHoi maperxumsl, YJIC u cocyqoB modex.

Knaccudukanms KUCTO3HBIX 3a00N€BaHUil MOYEK U BPOXKICHHBIX MOPOKOB
passutist OMC (2010) Brirogaer:

1. ITonnkucro3ukie 3a00eBaHMS TOUEK

1. AyTocoMHO-penecCHBHAs MOJIUKHUCTO3HAsI 00JIE3Hb TOYEK:

* Kiaccudeckas hopma (Y HOBOPOXKICHHBIX, AeTei 10 1 roga — mH(aHTIIIB-

Hasf);
* Jerckuii THIl ¢ HHUOPO30M IEUEeHH.
2. AyTOCOMHO-OMHHAHTHAs MOJIUKUCTO3HAs OOJIE€3Hb MOYEK:
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* Kaccuueckas opma (y B3pOCIBIX);
* (opma ¢ panHel MaHH(DECTAIel B IETCKOM BO3pAaCTe.
3. loGpokadecTBeHHAs KHCTO3HAsK O0JIE3Hb TIOYEK.
4. I'momepynsipHasi KUCTO3Has OOJE3Hb MOYEK:
A. CeMeiiHBIH IMOMEPYIOKHCTO3:
— c runomnasuei noyek ¢ UROM-myTanueit;
— ¢ HNFB1-myTtauuei.
b. HacnencTBeHHBIN INOMEPYIOKUCTO3:
— ¢ AJITK]I/APIIK/I/B koMITIeKce TYOSpPO3HOTO CKIIEpPO3a.
B. CunnpomanbHbIN HEHACIEACTBEHHBIN IMTIOMEPYJIOKUCTO3.
I'. Copaguueckuii NIOMepyIOKUCTO3.
J1. IIpnoOpeTeHHbIH TIIOMEPYIOKHCTO3.
II. BpoxxaeHHbIE aHOMAJIUK TOYEK U MOUYEBBIBOAAIIUX My TEH
1. AreHe3us U QUCILIA3Us IOYEK:
A. AreHesus:
— CHOpaguuecKasi: OfHO- WU JIByCTOPOHHSIS,;
— CUHJpOMaJbHas;
— HECHUHJIPOMANbHAasl, MHOXKECTBEHHBIE BPOXKACHHBIE IOPOKH Pa3BUTHUS.
b. ducnnazus:
— CHOpaguyecKas: OHO- WIIH IByCTOPOHHSIS,
— CHHJIpOMaJIbHas;
— HECHH/IPOMaJbHasi, MHOXECTBEHHBIE BPOXKICHHbIE IOPOKH Pa3BUTHS;
— HacJeJCTBEHHAas aJuCIlIa3Hsl.
B. l'unomnnazus nouex:
— TPOCTas THITOIUIA3HUs: OHO- MK IBYCTOPOHHSIS,
— onUroMeraHe(ppOHUYECKast THITOTIIA3H;
— CHIDKEHHas TeHeparys He(poHOB («KOPTHUKAIbHAS THIIOIUIA3H»);
— CHW)KEHHOE YUCII0 He(hPOHOB (HEAOHOILICHHBIC U POXKJCHHBIE C HU3-
KHM BeCcOM C puckoM opmupoBanus Al).
I'. AHOManmu GOpPMBI, MOJOKEHUS U YUCTIA:
— poTanus MOoYeK;
— TIOYEYHAs YKTOTIHS;
— CJIMBIIMECS TOYKH;
— 100aBOYHBIE MTOYKH;
— B couetanuu ¢ A, b um JI.
J. AHOMaNnuu MOYETOYHUKOB U MOUEHCITYCKATEIbHOTO KaHaa:
— aHOMAJIUH MTHEJI0yPETePATEHOTO CETMEHTA;
— yZIBOCHHE MOYETOYHHKA/Pa3IBOCHHE;
— MY3BIPHO-MOYETOYHHUKOBBIHN peIIIOKC;
— MEepPBUYHBINA MEraypeTep;
— BKTONHSA MOYETOYHHKA;
— 3aJHHUH KJIATaH ypeTpHl;
— B coueTanuu ¢ A, b mum B.
1. TyOynomHTEpCTUIIMATIBFHBIE CHHAPOMBI + KUCTHI:
1. IToueunas TyOynsapHas AUCTECHE3NS:
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* ayTOCOMHO-PEIIECCHBHAS;
* BTOpHYHAS TpaHCY3HS;
* nAIl®.
2. Hedponodrus, Tun 1-6.
3. MenynnspHasi KHCTO3Hast O0JIE3Hb:
e THI 1;
* THII 2/10BEHWIIbHASI THIIEPYPUKEMUYECKasi HeponaTusi.
4. Cungpom bapne—bumns, Tun 1-12.
IV. Kucro3usle Heomia3mMbl M HEOTJIACTUYECKUE KUCTHI:
. Kucro3nas medpoma.
. Kucrosnas wactuuno nuddepenmpoBannas HegpoodiacToma.
. CmemaHHast SIIMTENNAIbHAS W CTPOMAJIBHAS OITyXOJIb.
. MynbTHIOKysipHast KUCTO3HAS IIOYEYHO-KIETOYHAs KapITHOMA.
. TyGynokucTo3Hast OYEeUHO-KJIETOUHAs! KapIIMHOMA.
. bonesns ['unnens—JIunaay.
. Jlumdanrnoma/noyeuHas rurpoma.
V. CMem1aHHbIEe KUCTBHI:
1. IIpocTast KOpTUKAIbHAS KUCTA.
2. I'yGuaras mouxka.
3. Jlokanu3oBaHHAas [TOYEYHAst KUCTO3HAs OOJIE3Hb.
Kiaccudukanus Hedpo- 1 yponariu pu aHATOMUYECKUX aHOMAITUSIX MOYEK
BBIIVISIIUT CIIEAYIOMINM 00pa3oM:
* KOJIMYECTBEHHBIE (areHe3usl, arias3us, J00aBoYHas IT0YKa, YIBOCHHE);
* TIO3WIMOHHBIE (AUCTOMHS, HEPPOIITO3, POTALHS);
* HapymeHue GopMHl (TToaKoBooOpa3Hast, L- u S-o0pa3HbIe MOYKH);
* U3MEHEHHUS MOYETOYHHKOB, MOUEBOTO IY3bIPS M YPETPHI (KOJINYECTBa,
Kanuopa, Gopmbl);
* U3MEHEHHs MMOYEUHBIX COCYNOB (apTepualibHBIX, BEHO3HBIX, JTHUMpaTnye-
CKHX);
» Hapymienue uHHepBauuu OMC Hepenko ¢ CHHIPOMOM HEHPOTeHHOTO
MOYEBOTO ITy3bIpS.

NN DN AW

AHoManum pacnonoxeHus

AHOMaJINH PaCIOIOKEHUS IPOSBIISIOTCS TOMOJIAaTePaIbHOH (TOpaKaIbHOM, OsC-
HUYHOM, TOJB3ONIHON M Ta30BOM) WM reTeposiaTepalibHON (IIEpeKpPeCcTHOH)
nucronuei nouku. [Tpu TopakanbHOM AUCTONMHU MTOYKa OOBIYHO BXOAMT B COCTAB
nuadparManbHOM TPhDKU. MOYETOUYHUK IMPU 3TOM YIUIMHEH, MOYEYHasi apTe-
pHs OTXOOUT OT TPYAHON YacTu aopThl. IIpu MOACHUYHON TUCTONHHU MOUYEUHAst
JIOXaHKa HECKOJIBKO MOBEPHYTA KIEPEIU U HaXOAMTCA Ha ypoBHe IV moscHuu-
HOTO MTO3BOHKA; ITOYEYHAS apTEPHUsl OTXOAUT OT aOPTHI BhIIIE ee On(ypKaIHy.
[oxB3monrHas TuCTONHS MTOYKH XapaKTepu3yeTcs 0ojee BEIpakeHHOH poTaluei
MTOYEYHOM JJOXaHKHU KIEPEIH U PacloioKEHUEM €€ Ha ypOBHE V IMOSICHUYHOTO —
I xpecTioBOTO 103BOHKOB. [10UeUHBIE apTepHK OTXOASAT OT OOLIEH MOIB3/IOUIHON
apTepHH WM OT OPIOLTHOW YacTH aopThl Ha ypoBHE ee Oudypkaunu. [1pu tazo-
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BOH QUCTONHH TTOYKA PACIIONIATACTCS 10 CPETHEH JIMHUM 0331 M HECKOIBKO
BEIIIIE MOYEBOTO ITy3bIpsi. COCYIBI paCCHIITHOTO THUIIA SBIAIOTCS BETBIMH 00IIeH
MIOJIB3/IOIIHOM MJIM BHYTPEHHEH IOJB3IOLIHON apTepuid. I'ereponarepanbHas
(mepexpecTHas) TUCTONMS XapaKTepU3yeTCsl CMELICHUEM IOYKH Ha MPOTUBO-
MIOJIOXKHYIO CTOPOHY.

B knmHMYecKo# KapTHHE, 00YCIOBICHHOW aHOMAJIBHBIM PaCIIOIOKEHHEM
OpraHa, BEIyIIAM CHMIITOMOM SBIISICTCS OOJIb, BO3HUKAIOIIAS IIPH IIEPEMEHE
TIOJIOKEHUS TeJa, GU3NICCKOM HAIMPSDKEHUH, METEOPH3ME.

Jlnarnos ycTaHaBIuBaloT ¢ MOMOIIb0 Y3U movek, SKCKpeTOpHOW yporpa-
¢un, KT.

JucTonus moyek MOXKET OCTIOKHSTHCS Pa3BUTHEM nuenoHedpura. JleueHue
00BIYHO KOHCEPBAaTHBHOE, IIPH Pa3BUTHHU T'HAPOHE(PPO3a TpedyeTcs onepaTuBHOE
BMEIMIATEIBCTBO.

AHOManuu B3aiMOOTHOLLEHUA U GOPMbI

AHOManuy B3aMMOOTHOIIECHUS M (OPMBI (CpalleHHbIE TOYKH) MOAPA3HAEIIIOT
Ha CHMMeTpHYHBIE (TIOIKOBOOOpa3Has U rajgeToo0pa3Has MOYKH) U aCHMMETPHY-
HbIe (S-, L- u [-00pa3Hbie mouku) GopMBbI CpalieHus.

OCHOBHBIM KJIIMHHUYECKHM IPU3HAKOM ITOJKOBOOOpPA3HON IMOYKH SIBIISIETCS
cumntoM MapTeiHOBa—POBCHHra — BOSHMKHOBEHHE OoJiel TMpu pa3rnOaHnu
TYJIOBHUINA, OOYCIIOBJICHHBIX JaBJICHUEM IEpeIeiika MOAKOBOOOPa3HOH MOYKH
Ha HEPBHBIE CIUIETCHUS A0PTHI.

IToaxoBOOOpa3HyI0 MOYKY WHOTJA MOXHO BBIIBUTH NPU IITyOOKOW MajbIa-
I[M J)KUBOTA KaK IUIOTHOE MAJIONIOABIKHOE oOpa3oBanue. [Ipu obcnenoBannu
pexomennioBano nposenaenue Y31 OMC, skckperoproit yporpaduu, KT, anru-
orpadun, peHocuuHTUrpaduu. OnepaTHBHOE BMEIIATEIHCTBO MOKAa3aHO IPH
Ppa3BUTHH THApPOHE(PO3a.

AcummerpraHbIe (POPMBI CPAILICHUS XapaKTEPHU3YIOTCs COEIMHEHHEM MTOYEK
MIPOTHUBOIIOJIOKHBIMH TOFocaMu. [IpoonpHbIe OCH MMOYeK, CPOCIINXCS B BUIE
natruHCKUX OykB S u I, napamensHsl, a npu L-o0pa3Hol mouke — NepreHanKy-

JSIPHBI PYT IPYTY.

AHomanum Konnuyectea

AHOMaJIMM KOJMYECTBA Yallle BCETO BCTPEYAKOTCA B ()OPME YIBOCHUS ITOYCK.
YrnBoeHHE MOYKH OBIBACT MOTHBIM U HETTOMHBIM. J{JIs1 TOTHOTO YABOCHUS XapaK-
TEPHO HAJIMYHE ABYX COOMPATETHHBIX CHCTEM ITOYKH, KaKJast 13 KOTOPHIX HMEEeT
M30JIMPOBaHHOE KpoBocHaOxeHue. [Ipyu HEMOTHOM yABOSHHWH IMOYKH KPOBO-
cHaO)KEHHE ¢ 00CUX IMOJOBUH OCYNICCTBISACTCS OMHHM COCYAMCTBIM ITYYKOM.
MoYeTOUYHUKH, OTXOASIINE OT MOYEUHBIX JTOXaHOK yABOCHHOM MOYKH, BIAIal0T
B MOYEBOH ITy3BIPh Pa3[eNbHO (TIOJHOE YABOCHHE) MO0 CIIMBAIOTCSA B OJMH
CTBOJ. AHOMAaIUsI JUArHOCTUPYETCS OOBIYHO IIPH OOCIICAOBAHUH IO TTOBOIY
Pa3BUBAIOILIUXCS OCIOKHEHHUM.
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Manbdopmanms noueyHon NnapeHXnmbl

B nmaHHBIN pasznen BKITIOYEHBI: arcHe3Ws, allas3ws, THIOIUIA3Us M KHUCTO3HBIC
aHOMaJIMH, a TAKXKe HAJIMYKNE 100aBOYHOH MMOYKH.

Azene3usn nouku — pe3yapTaT OTCYTCTBHS 3aKJIaJKd OpraHa B IpoIlecce
sMmOpuorenesa. [Ipy onHOCTOPOHHEW areHe3Wu MOYKH, KaK IPaBHIIO, OTCYT-
CTBYIOT COOTBETCTBYIOIIME MOYETOYHHUK M MOJIOBas xkene3a. EnuHcTBeHHas
MI0YKa OOBIYHO THITEPTPO(UPOBAHA U NTOTHOLCHHA B (DYHKIIMOHAIEHOM OTHOIIE-
HuH. [lomo3peHne Ha areHe3 o MMOYKH BO3HUKAET IIPH MAbIalH YBEITMYCHHON
6e3001e3HeHHOM MOUKH. 110 JaHHBIM [ICTOCKOINH BBISIBISIETCS] HATMYHUE JIUIID
OJJHOTO MOYETOYHHKOBOTO YCThsl; a0pTOrpa — OTCYTCTBUE MOYEUHOM apTe-
pun.

Annazusa nouxku — TAKenasl CTENEHb HEAOPAa3BUTUS OYEUHOMN MapeHXUMBI,
HEepeIKO COYETAIOIAsCsl C OTCYTCTBUEM MOYeTOYHHKA. [louka mpencraBieHa
(udpoIUITIOMaTO3HON TKaHBIO, HHOTIA ¢ HEOONBIINM KOIMYECTBOM (DYHKIIHO-
HUpYIOMUX HeGpoHOB. OOBIYHO aruIa3usl MOYKH HE MPOSBISIETCS KIMHUIESCKH
W PacIrio3HaeTcs Mpu 00CIe0BaHUH 0 TOBOAY 3200J1€BaHMUi IPOTHBOMOIOKHON
nouyku. MoxxeT pa3BuBarbscs Al

Knaccudukanus anomanuu GopMUpOBaHHS MOYEYHOH TKAaHU CIIETYIOIIas:

I. C nepunmrom mapeHXIMEI:

* HOpPMOHE(POHUUYECKAsK THIOIUIA3 NS

* onuroMeraHe(ppoHUYECKas TUIOIIIA3HS.

II. C HapymieHnem cTpyKTypbl TapEHXUMBI:

1. beckucro3Hbie popMBI JUCIUIA3UH:

* TUNOIUIACTHYECKasl JUCIUIa3us (IpocTas TOTalbHas TUCTIIAa3ns);

* TpocTas o4aroBast AUCIIIa3Hs;

* CEeTMEHTapHas TUCIIIA3NS;

2. Kuctosnble GopMbI AUCILIA3UN:

MeIyJUIIpHasi KucTo3Has Oone3Hb (HedpoHodTns daHKoHN);

* MYJIBTHUKHCTO3HAS JUCILIA3HS;

* TIOJIMKUCTO3 MOYEK (JETCKUH U B3POCIIBII THIIBI);

* MHUKPOKHCTO3 NOo4YeK ((PHHCKUH THUI BPOXKICHHOIO HEPPOTHIECKOTO CHH-

Apoma);

* 0YaroBbI€ KUCTBI,

* ryOuaras rmoyka.

I'unornazupoBaHHast MOYKa MAaKPOCKOIIMYECKH BBITIISIIUT KaK YMEHBIICHHBIN
B pa3Mepax HOPMaJIbHO C()OPMHUPOBAHHBIA OopraH. ['MCTONIOTHUECKH MMEIOTCS
M3MEHEHMSI, TI03BOJIIONINE BBIIEINUTH MPOCTYIO T'HITOIUIA3HIO, TUIIOIIIA3UI0
¢ onuroHeppoHHUEH M TUNOIUIa3nio ¢ auciuiazueit. [Ipu mpocToit runorma3un
OTIpENIeNIAETCS] YMEHBIIEHHOE YHCIIO MOYEYHBIX damiedek u HeppoHoB. llpu
TUIIOIIJIa3UHU C OHHFOMCFaHCq)pOHHefI BBIABJIACTCA COUCTAHUE YMCHBIICHHOI'O
KOJIMYECTBA MOYEYHBIX KITyOOYKOB C YBEJIMUCHUEM UX pazmepa, Guopo3 nHTep-
CTHIMAJbHOM TKaHM, pacIIMpeHHe IMOYeYHBIX KaHanbleB. [Ipu runommasun
¢ aucrua3ueld Ha ()oHe YMEHBIIEHHOTO KojudecTBa He(poHOB HaOmomaercs
pa3pacTaHue COCIMHUTEIbHON TKAaHH, BKIIOUCHNE IMOPHOHAIIBHBIX CTPYKTYD.
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OIHOCTOPOHHSS TUIOILIA3Hs MOXET KIMHUYECKH ceOs HUKaK He MPOSBIATH,
OJHAKO YacTO OCIIOXKHSETCS Pa3BUTHEM nueioHedpura u HepporeHHOU Al
IIpu BeIpaX€HHOH IByCTOPOHHEN TMIIOIIIA3UU Y JETEH YK€ B paHHEM BO3pACTe
pasBuBaetcs TepmMuHainbHas XIIH, TpeOyromas nmpoBeieHus: JBYCTOPOHHEH
HE(PPIKTOMUH C TTOCIIENYIONIeH TpaHCIUIaHTallueH TOYKH.

Onuzomezanehponuueckas cunonnazus — BapuaHT MIOYETHOTO AU3IMOpH-
OTEHe3a, IPECTABIAET COO00H BCera JBYCTOPOHHIO THUIIOTLIA3HIO C CAMOIPO-
M3BOJIBHBIM YMEHBIICHUEM YUCIa (YHKIMOHUPYIOMNX HE(POHOB U pa3BUTHEM
XITH.

3a0osieBaHUE CBSI3aHO C TEPAaTOTCHHBIM BO3ZekcTBHEeM Ha 14—20-i Hemene
OepeMeHHOCTH U He SIBJISIeTCS HacleJCTBeHHBIM. Hapsiny ¢ yMeHbIIeHHeM yncia
He()pOHOB MMEET MECTO YBEIMUYEHHE MX pa3MepoB B 2-2,5 pasa, oObema —
B 7-10 pas.

Knuandeckue mposBiIeHUs] MOTYT BO3HHKATh yXKE€ Ha IEPBOM TOAY JKH3HU
B BHJE PBOTHI, IETUAPATALUU U JUXOPAAKH, 3a1ePKKU B HapaCTAaHHH MAacCCHI
tena. C Bo3pactom mporpeccupyetr Al. B 2-3 roma pasBuBaroTcs Noauypust
n noymamncus. [To Mepe mporpeccupoBanus 3a001eBaHUs B paHHEM BO3pacTe
HapacTatoT cumnroMsl XITH.

OKOHYATENBHBIN JHAarHO3 BBICTABIIETCS ITOCIE THCTOIOTNIECKOTO HCCIIeN0-
BaHMS IIOYEYHOTO OMoMTaTA.

JleyeHne — CHUMIITOMaTHYECKOE C MOCTIETYIONM IPOBEACHUEM ITPOrpaMM-
HOTO TeMO/IMAaIN3a U TPAHCIIIIAHTAI[H TOYKH.

[Iporuo3 HeOnaronpusTHEIN (B ClIy4ae OTCYTCTBHS TPAHCIUIAHTAIIMN TIOYKH).

Kucmo3snvie anomanuu NapeHXUMBI IPEACTABICHbI Pa3TUMIHBIMU MO JTOKAIU-
3aIllM ¥ KOJMYIECTBY KHCT BapHaHTaMu. KHCTBI pa3fensioT Ha IIOMepYIIsIpHbICE,
TyOyJIIpHBIE ¥ 3KCKPETOPHBIE. [ TIoMEpyIIsIpHBIE KHCTHI HE IMEIOT CBSI3H C TI0YeH-
HBIMHU KaHaJbIIaMH, IPUBOIAT K paHHeMy pas3Buthio ITH. TyOynspHbie KUCTHI
00pa3yloTCs U3 M3BUTHIX MOYEUHBIX KaHAIBIEB, 8 SKCKPETOPHBIE — U3 COOMpa-
TENIBHBIX IOYEYHBIX TpyOouek (Tabm. 4.1).

XapaKTepUCTHKN BPOXKAEHHOTO HE(YPOTHUECKOTO CHHAPOMA (PHHCKOTO THIIA
(MHKpPOKHCTO3 IOYEK) MPEACTABICHEI B TabmwIe 4.2.

B nocnemnue roxs! paspaboTaHa METOMKA BEACHUS IETEH C MUKPOKHUCTO30M
MOYEK C IPUMEHEHUEM BBICOKOKAJIOPUIHO U BEICOKOOEIIKOBO# MeThI Ha (hoHE
npoBeneHus quanu3a. B Bo3pacte 10—12 mec., koraa Macca peOeHKa TOCTHraeT
10 K1, eMy IIPOBOAST JBYCTOPOHHIOIO HE(HPIKTOMHIO M ITOYEUHYIO TPAHCIUIAH-
TaIuIo (Jale poACTBEHHYIO).

MonnkucTo3Has 60J1e3Hb MOYEK — HACIIEICTBEHHAsI HEPOIIaTHs, CBA3aH-
Hasl ¢ MyTalueil TeHOB, ONPENEISIIONINX CTPYKTYPY MOYEUHBIX KaHAIBIEB B UX
SMOPHOHAJIIEHOM Pa3BUTHH, TPOSBIIIOMIANACS 00pa3oBaHHEM KHUCT B TIOYEYHOM
MapeHXUMe, YBEJIUYEeHHE KOTOPHIX BEAET K CKIEPO3MPOBAHUIO TKAHHU IMOYEK
u pasputuio XIIH. Paznuyaior ayToCOMHO-IIOMUHAHTHYIO MOJIUKUCTO3HYIO
00JIe3Hb TIOUEK — «B3POCIIBIA THI MOINKHUCTO3HOH 00JIE3HN», OCHOBHbIE KIIMHH-
YeCKHe MPOSABICHHUS KOTOPOH Yalle BO3HUKAIOT BO B3POCIIOM COCTOSIHHH (XOTs
MOTYT TIPOSIBIISITBCS My JIETEH paHHETO BO3pacTa), U ayTOCOMHO-PELECCUBHYIO
MIOJIMKUCTO3HYIO OO0JIE3Hb MOYEK — «AETCKHH THUI IOJHUKHUCTO3HON OOJIE3HMY,

opoku pa3suTua 179

Ta6nuua 4.1. KUCTo3Hble AKUCnNasnum noyek

KNCTo3HbIE 3360MeBaHISA Tun Hacnepo- Jlokannsauyna Knct

BaHuA (puc. 4.1)

Monnkncros:

« NEeTCKUI Tum; AP B ocHOBHOM KopTuKanbHas

+ B3POCJIbIA TWMN Al B ocHOBHOM KOpTMKanbHas

MynbTuKncTosHana gncnnasua Crnopapuueckn | Bce cnom noukm

MegynnapHas 6onesHb (HeppoHo- AP B mo3rosom cnoe

$TM3 QaHKoHN)

lybuaTtas nouka AP B obnactn nupamung

MUKPOKMNCTO3 (GUHCKINIA TN BPOX- AP MpokcrManbHble KaHanbLibl

LEHHOro HedPOTNYECKOTO CUHAPOMA)

OuvaroBble KUCTb:

+ COnUTapHas; Cnopagunuyeckn | Hag noBepxHOCTbIO NOYKM

+ JIOXaHOYHas; Cnopaguueckn | [InBepTUKyn paclupeHHon
JIOXaHKM

+ OKOJOJIOXaHOYHas Cnopagunyeckn | Y noyeyHoro cnHyca

lpumeyarue: A[l — ayTOCOMHO-JOMUHAHTHbIN, AP — ayTOCOMHO-peLieCCUBHBIN.
6 B
A e

Puc. 4.1. CxemaTtnyeckoe n3obpakeHre pasnnyHbiX BUAOB KUCTO3HbIX aHOManuii noyek
(cepbiM LBeTOM NokaszaHa Y/1C): a — NONNKNCTO3; 6 — MyNbTUKNCTO3; 8 — CONUTAPHas KNCTa;
2 — MyNIBTUIIOKYNIAAPHas KNCTa; 0 — rybuyaTas NoukKa; e — YalleyKoBblN AVBEPTUKYN B BEPXHEM
nostoce novku, coodbatrowmincsa c Y1C.

r

KOTOpasi HAYMHAET MPOSBILTHCS € IIEPBOTO rojia )U3HK pedeHka. B 3aBucuMocTn
OT THIIa HACJICIOBAHU MTOIUKICTO3 TI0YEK UMEET Pa3Indus B IIPOUCXOKICHHN
kuct (puc. 4.2).
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Ta6bnuua 4.2. BpoxaeHHbIi HeppPOTUYECKNIA CUHAPOM GUHCKOro TUMa

XapakTepu-
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Ta6bnuua 4.3. InddepeHumnanbHo-grarHocTuyeckmne NprsHaKky ayTocoMHo-
peLeccnBHOIO 1 ayTOCOMHO-LOMMUHAHTHOTO TUMOB MOAMKUCTO3HOW 60M1€3HN NoueK

AyTOocomHO-peLeccuBHas
NoNMKMNCTO3Has 60s1e3Hb NoYeK

AyTOCOMHO-AOMMNHAHTHaA
NONMKNCTO3Has 60/1e3Hb NoYek

cTnKa OnuncaHue
Tun Hacnefo- | AyTOCOMHO-peLieCcCBHbIN
BaHWA
YacToTa 1 Ha 10 000 HOBOPOXAEHHbIX (B DHAAHAMM)
[eHeTnue- MyTaumsa reHa NPHSI, nokannsoBaHHoro Ha xpomocome 19q13.1.

cKuin jedekT | DTOT reH KoanpyeT TpaHCMeMOPaHHbIN peLenTop MONeKybl KNeTOYHOM
apresum — HebpwuH. HedpuH nrpaet cneuuduryeckyio posb B CKpene-
HUn nogountos u 'BM

Mopdonorua | YeTkoobpasHas gunatauma (NceBAOKNCTO3) NPOKCMMAalbHbIX KaHabLEeB.
B manbHewilwem pa3BrBaeTca UHTEPCTULNANbHbIN Grbpo3, numdbounTap-
Han MHOUNBTPaLUWA, NPOrpeccupyoLmii CKIepo3 NoyeyHbIx Knyboukos

KnuHnyeckas | TeueHne 6epemMeHHOCTY Y MaTepK TAXKENOe, C TOKCMKO30M. B cbiBOpoTKe
KapTuHa KpoBu bepeMeHHO — BbICOKOe cofepxaHue a-dpeTonpoTenHa. KpynHas
nnaueHTa. MaccmBHble oTeKkmM y nnoga.

CTepong-pe3ncTeHTHbIN HEPPOTUYECKIMIN CUHLPOM C POXKAEHUS (Bbipa-
MeHHble OTeKUW, MaCCUBHaA NPOTENHYPUA, TMNONPOTENHEMUSA, ANCMPO-
TEeMHeMUA, TMNepAUNUEeMmsa)

Onwvro-/aHrmgpoamMHioH (20 Hep,)
MNepun-/HeoHaTanbHbIV NepUOS: pecnu-
PaTOPHBbIN AUCTPECC-CUHAPOM
MaccrBHbIe, CUMMETPUYHO yBeNnYeH-
Hble Noykm (6o60BMAHbIE). PaHynApHan
CTPYKTYpa «Cosib C nepuem», HebonbLune
KNCTbl <2 MM, C BO3pacTOM yBeJInunBa-
toTCA

®nbpo3 NeyeHn ¢ runepnnasuneit xenu-
HOro NPoToKa, NopTanbHbI GrUbPo3
MNopTanbHaa rmnepTeHsna

Pepko ¢prbpo3 noaxenyAaouHon xenesbl
MNoBbiweHne ALl B HeOHaTaNlbHOM Nepu-
ogey 80%

MNepnHatanbHaa cmepTHOCTL 30-50%

Hayvano B 30-50 net (2% B getctse): Al,
npoTenHypwus, rematypus, Xbll

KncTbl pa3nnyHbIX pa3mMepoB B KOPKO-
BOM 1 MO3rOBOM BeLLeCcTBe, C BO3pPacToM
yBeNIMumBaloTCa

KuncTbl neyeHn (4acto y B3pocCsibix, peaKo
y fieTell), MHOTrAa BPOXAEHHbIN Gnbpos
neyeHun

KncTbl nogxenyaouHom xenesbl
AHeBpur3Mbl a0pThbl — 8-15%
TepmuHanbHana XMHy ~50% B Bo3pacTe
60 net

CpepnHuin BO3pacT TepMUHANbHOMN

XIMH B nonynauun 53 roga (reH PKD1)

1 69 net (reH PKD2)

MNporHo3 Pa3sutume XIMH B Bo3pacTe go 1 roga.
MpnunHoit cmepTn GonbLUMHCTBA AeTel B Bo3pacTe 3-7 Mec. ABNATCA
conyTcTByOLMe NHPEKLMM NN ypemns

JleyeHve MapeHTepanbHO anbbyMUH, paHHAS HeGPIKTOMUA 1 TPaHCMNAHTaUUA
MOYKMU.
JleyeHvie ropMOHaMM U LIMTOCTATUKaMU HESPHEKTUBHO

b o
L B ol
MNpoKcnManbHbIi II.-"' L
KaHaney -

L

CobupatenbHas él

Tpy6Ka
MNetnaleHne —»
a 6 B

Puc. 4.2. Paznuuuns B NPONCXOXKAEHUN KUCT NMpu nonvkmctose novek (Wilson PD., 2004):
a — HopManbHbIN HeppPOoH; 6 — pacnonoXKeHre KACT NPU ayTOCOMHO-JOMUHAHTHOM Bapu-
aHTe NONMNKUCTO3a NoYeK; 8 — PaCMosIOXKEHME KNCT NPU ayTOCOMHO-PeLLeCCBHOM Tume.

Knunnueckas kapTUHa ayTOCOMHO-PELIECCUBHOIO U ayTOCOMHO-IOMHHAHT-
HOTO THITOB ITOJIMKHCTO3HOI OOJIE3HU MOYEK Ipe/ICTaBIeHa B Tabmuue 4.3.

I. AyrocoMHoO-peniecciBHAs MOJUKUCTO3HAsI 00/1€3Hb — HACIICACTBCH-
Hast He(pomaTusi, pa3BUBAIOIIAsICA B CBA3U C MyTallliell T€HOB, OIPEeIIio-

KX B SMOPHOHANBHBII IIEPHOJ HECBOEBPEMEHHOE COSANHEHNE CEKPETOPHOTO
1 3KCKPETOPHOTO OTIENOB He(poHa, 1 00pa30BaHMUEM KHCT B COOMpATEIHHBIX
kaHanblax. [IposBisiercsi, kak mpaBUIIo, Ha IIEPBOM IOy )KU3HU pebeHka. Pannee
pasButue TepmuHansHoi XITH TpeOyeT npoBeaeHus 3aMeCTUTEIbHON TOYeYHOI
TEpaIny 3a4acTyro yXKe C IIepruojia HOBOPOXIeHHOCTH (Tab. 4.4).

B Hacrosmiee BpeMst ©3BECTHO, YTO 3a00JIEBAHNE MOKET ITPOSIBIISITHCS B 3HA-
YUTEIBHO CTAPIIEM BO3PAcTe, B KOTOPOM YacTO MTPEBATUPYIOT H3MEHEHHUS CO CTO-
POHBI TIeueHH B BuAe ee pudposa (Tadm. 4.5).

JleneHne ayToCOMHO-PEIIECCUBHOM MOIMKUCTO3HOI 00JIe3HH Ha 4 TPYIIIBI —
nepruHaTajlbHyl0, HCOHATaJIbHY1O, I/IH(i)aHTI/IJ'II)HyIO, IOBCHUJIBHYKO — OCHOBBI-
BaeTCsl Ha BO3pacTe NPOSBICHUS, pa3Mepax MOYeK, KIMHUYECKOH KapTHHE
1 KOJIMYECTBE pacUIMPEHHBIX cOOMpaTeNbHBIX KaHanbleB. Hanbomnee Tsokensle
MIPOSIBIICHUS HAOIONAIOTCS B NMepUHAmanbhoil Tpymnmne. Y 3TUX MalueHTOB
3abosIeBaHME PACIIO3HACTCS ONMKE K 1aT€ POJOB M XapaKTEPHU3YETCs PE3KHM
YBCIIMYCHUEM PA3MEPOB IMOYECK U TAXKEIBIM MOPAXKCHUCM JICTKHUX U IMOYCK.
IIpumepHo 90% kaHanpLieB pacIIMpeHbl. JleTanbHOCTH Ha MEpBOM Hezene
)ku3Hu npubnmxaercs k 100%. 3aboneBanue B HeoHamanbHol TPYIIE TMPO-
TEKAaeT HECKOJIBKO MATYEe, M B IIPOIECC BOBJIEKAIOTCS OKoyo 60% KaHaib-
1eB. 3aboIeBaHNe y JaHHOW TPYIMIBI JeTel NMpOsBIsSETCS Ha MIEPBOM MECSIe
KHU3HH, CMEPTh OT IMOYEYHOI HEAOCTATOYHOCTH HACTYMAET B TEUEHHE MIEPBOTO
rofa xu3Hu. Unpanmunvnas dhopma 3a001eBaHUSA XapaKTEPU3YETCsI BOBIIE-
yeHueM 25% KaHaJblLieB, NPOsBICHUEM OOJEe3HH K 3—6 Mec. KHM3HHU, Pa3BH-
THEM ITOYEYHOH HEIOCTATOYHOCTH W MOPTANBHON Tuneprensuu. FOgenunvnasn
(bopma xapakTepHu3yeTcsi MUHIMAJIEHBIM BOBJICUECHHEM TTI0UCK (TTOPaKeHO OKOJIO
10% xananbueB), OOJIE3Hb MPOSBIAETCS MTOPTAIFHON THIEPTEH3MEH MEXIY
6 Mec. 1 5 TogaMu XHU3HH. Takoe pas3JencHre NaeHTOB Ha TPYIIIbl OTPaXaeT
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Ta6bnuua 4.4.

AyTOCOMHO-peLleCCVIBHaFI NOJNIMKNCTO3HasA 60Me3Hb Noyek

XapakTepu-
CcTUKa

OnucaHune

Twun Hacnepo-
BaHMA

AyTOCOMHO-peLeCcCBHbIN
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Ta6bnuua 4.5. KnvHnueckue GpopmMbl ayTOCOMHO-PELIECCUBHOTO MOMMKMACTO3a NOYeK

MopaxeHune
Hanuuune $ubposa | Mpogomkurenn-
®opmbi co6upartenbHbIX
nevyeHun HOCTb XKWN3HMN

NpoTOKOB, %
MNepuHaTanbHaa >90 MwuHUManbHbIN Yacol
HeoHatanbHas 60 CpepHuii Mecsaubl
WNHdaHTUNbHaA 20 YMmepeHHbIn Lo 10 net
lOBeHnnbHaA <10 BblpaxeHHbIn o 50 v 6onee net

YactoTta 1 cnyuart Ha 10 000-50 000

[eHeTuue- MyTauus reHa PKHD1, nokann3oBaHHOMo Ha Xxpomocome 6p21.1-p12.
ckuin gedekT | MpoayKT reHa — GubpoLnCTUH

Mopdono- MHOXeCTBEHHbIe MefnK/e KUCTbI B MOYKax, HopMasibHble HepPOHbI

rva, natore- | NPaKTUYeCKM OTCYTCTBYIOT, B 6ONbLLIOM NPOLIEHTE ClyYaeB BbIABAAIOTCA
He3 KUCTbI B NEYEHW, pexe — B Nerkux, ceneseHKke 1 nogxenyaoyHon xenese.

MoxeT HabnoaaTbCA BPOXKAEHHDIN G1OPO3 NeueHw, YTo NPUBOANT
K Pa3BUTUIO MOPTAJIbHON rMMNepTeH3NN

KnnHunueckas | Jluuo MNoTTepa: cnntoLieHHbI HOC, 3anajatoLymin Nof60pofoK, SMUKAHT,
KapTuHa rmnepTenopusmM, aHoManum KoHeyHocTen (puc. 4.3).

YBenuueHve o6bema X1BOTa, ONUrypus.

KnvHuuyeckas KapTuHa onpepensercsi NpoLEeHTOM ANNaTUPOBAHHbIX
KaHanbueB. PaHHee pa3BuTre Al 1 peynanBMpyoLero NHGeKLUMoHHO-
BOCMNaNMTeNIbHOro NpoLiecca B Novkax

MporHos HebnaronpuaATtHbii. MpeHaTanbHbI BapuaHT — nopaxeHue >90% Ka-
HanbLeB (MPOAOMKUTENBHOCTb XXMN3HM — Yacbl).

HeoHaTanbHbI — 60% KaHanbLeB (MPOAOSIXKUTENBHOCTb KU3HU — Me-
cAubl). etckuin — 20% KaHanbLeB (MPOAOIKUTENBHOCTb XU3HUN —

no 10 net) (Kher K.K. et al., 1992)

JleueHue HedpakTomua, TpaHCNNaHTaLmsA Noyek Ha 1-M rogy XXusHu

Puc. 4.3. Jlvuo MotTepa.

00paTHO MPOMOPLIHOHANBHOE OTHONICHHE MOPaKCHUS TOYEK U IICYCHH MpPH
ayTOCOMHO-PEIECCUBHOMN MOIMUKUCTO3HON OOJIE3HHU.

CrnenoBarenbHO, TAXKEI0€e IOPAXKEHNE ITOUeK IPEeBAUPYyeT Y O4eHb MaJIeHb-
KHX TUIOZIOB M MOXKET OBITh TMarHOCTHPOBAHO BHYTPUYTpoOHO. Tspkenoe Hapy-
meHne (QYHKIUM MOYeK y OOJIBHOTO ILTOJa BEAET K CHIKEHHIO CIIOCOOHOCTH
00pa3zoBaHUs MOYM M K MaJIOBOAMIO. Pa3BUBaeTCs TUIIOIIIA3HS JIETKHUX, U 00JIb-
IIMHCTBO TMAI[EHTOB YMHPAIOT OT JIETOYHON HEIOCTaTOYHOCTH BCKOpE IOCIE
poznoB. XOTs JaHHas TPyIa HOBOPOXKICHHBIX UMEET TakKe U IOYEUHYI0 HelOo-
CTaTOYHOCTb, OHA HE SIBJISICTCS HENOCPEICTBEHHOH M Onvpkaiiieid npuauHON
CMEPTH M MOXKET KOPPUTHPOBAThCS MEPECATKON MOYKH WM JUalu3oM. Pesko
YBEJIIMYCHHBIC B pa3Mepax MOYKd (KoTopsie MOTyT ObITh B 10-20 pa3 Gonpiie
BO3paCcTHOM HOPMBI) B JalIbHEHIIIEM CAABINBAIOT BHYTPHYTPOOHO pa3BHBAIONIH-
ecs JIeTKHYe TUI0/1a M yCUIIMBAIOT TMITOIIIA3HUIO JIETKUX, BEI3BAHHYIO MAJIOBO/INEM.
ManoBoaue CUUTaeTCs TaKKe MPUUMHONW CO3BE3AMA KIMHUYECKHUX HaXOJOK,
M3BECTHBIX Kak JuIo [ToTrTepa: HU3KO MOCaXEHHbIE U INIOCKUE YIIU, KOPOTKHUH
W HU3KUH HOC, TITyOOKHeE TIIa3Hble e 1 MUKporHaTHs (puc. 4.3).

IlepBuuHyI0 TUarHOCTUKY HPOBOAAT aHTeHaTanbHO ¢ 20 Hex. GepeMeH-
HocTH. [To manHBIM Y3U BBIABISAIOTCS YBEIMUCHHBIC THIICPIXOTCHHBIE MOYKH.
[TapenxyuMa yIJIOTHEHA, 3XOTEHHOCTh €€ HEOIHOPOIHO ITOBBIIIEHA, C MHOXe-
CTBCHHBIMH DXOHETaTUBHBIMU 00nacTsaMU (puc. 4.4).

ITo pesyneraram Y3U nouek miiona, Ipy BEICOKOM YPOBHE 0-(heTONPOTEHHA
1 MaJIOBOJIMH, PELIAIOT BOIPOC O LEeeCO00pa3HOCTH NpephIBaHUs OepeMEeHHO-
ct. CoueTanue ¢ MaJIOBOIMEM, ITyCTBIM MOYEBBIM Iy3bIPEM H JIETOYHO I'MIT0-
w1a3ueit Ha poHe BHYTPHyTpOoOHOU THIOTPO(HH YKa3hIBaeT Ha MAKCUMAIIBHYIO
CTETIeHb BHYTPUYTPOOHOTO MOBPEXKACHHS U CIY)KUT OKAa3aHUEM K IIPEPHIBAHUIO
OCpEeMEHHOCTH Ha JIF000M cpoke rectanuu (puc. 4.5, 4.6).

Pemienne nprHUMAIOT poauTesn peOeHKa, 03HAKOMHBIIKCH C 3aKITI0YEHHEM
KOHCHJIMyMa Bpade.

B nociexnue ronsl B cirydyae BEIABICHHS y peOCHKA ay TOCOMHO-PELIECCHBHON
MOJIMKUCTO3HOM OOJIE3HU MOYEK C MEPBBIX MECALEB )KU3HU IPUMEHSETCS IIPO-
IPaMMHBII JUaJIn3 ¢ TOCIEAYIOUEH POACTBEHHOM ITI0Y€YHOM TpaHCIUIaHTaluen
IIPU TOCTYOKeHUH pebeHkoM Macchl 10 kr v mmmHbl 70 M.

B cembsx, nmeromux 6onbHOrO pebeHKa, HEOOXOJUMO MTPOBOIUTDH MpEHa-
TaIbHYI0 JUAarHOCTHKY C MOMOIIBIO MOJEKYISIPHO-TCHETUYECKOTO aHaIu3a —
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Puc. 4.4. YnbTpa3ByKoBas KapTuHa novyek pebeHKa C ayTOCOMHO-PELLeCCMBHON MOMMKM-
CTO3HOW 60ne3HbIo Noyek (HeoHaTaNbHbIN BapuaHT). Mouku pesko (noutn B 2 pasa) ysenu-
YeHbl B pa3mepax: nesad — 90x40 mm, npasas — 89x48 mm. [NapeHxnma noyek ynnoTHeHa,
9XOreHHOCTb NMapeHXUMbl HEOJAHOPOAHO NOBbILEHA C MHOMKECTBEHHBIMU SXOHEraTMBHbIMU
obnactamu («conb C nepuem»).

uccleoBanue reHa pudpornuctrna. Hanbomnee yacTeie MyTalyy B 9K30HaX — 3,
16, 32, 36, 57, 58, 61.

II. AyToCOMHO-TIOMHHAHTHASI MOJHKUCTO3HASI 00JIe3Hb MOYeK OOBIYHO
IUArHOCTUPYETCS y JNeTel CTapIIero Bo3pacTta W B3POCIBIX, HO MOXKET BEISB-
JATHCA U Y IeTeH B HeOHaTaJbHOM repuoze (Tadm. 4.6).

VYnbTpa3sBykoBas KapTHHA peOCHKA C ayTOCOMHO-IOMHHAHTHOM HOJUKHCTO3-
HOW 0OJIC3HBIO MOYCK MPECTABIICHA HA PUCYHKE 4.7.

ITo narabM Y3U mouek onmpeaenstoTcs MOYKU OOIBIINX Pa3MEPOB ¢ HEUCT-
KuMHU KOHTypamu. [lapeHxrmMa pe3ko yMeHbIIeHa B o0beMe (10 1-2 MM), CTpyK-
Typa TKaHH MIPeACTaBICHA KUCTO3HBIMHI 00pa30BaHISIMA Pa3IIHOTO THAMETPa
C TUIIEPAXOTCHHBIMHU CTEHKAMH.

IIporao3 3aBUCHUT OT BpEMEHHU KIMHUYECKUX NPOSBICHUN OOJIE3HN U BBIpa-
’)KEHHOCTH OcjokHeHni. OCcHOBHBIE ocioxHeHusI B Buae Al' u remarypuu
CBOMCTBEHHBI MAlIMEHTaM 3PEJIOro BO3pacTa.

Criermudrraeckoro JicdeHus He CcymecTByeT. [Ipu pasBUTHH TepMHHATHHOM
XITH 0CHOBHBIM METOJIOM JICUEHUS ABJSETCS 3aMECTUTEIbHAS TEPANUsl B BUJIE
JMA3a ¥ MIOYETHOHN TPaHCIUTAHTAIINN.

TTokazanus K MCCIIEOBAHUIO IEHOB MMOJULUCTHHA 1 U 2:
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Puc. 4.5. QoTtorpadus pebdeHka B., 8 CyT. *KU3HW, C ayTOCOMHO-PELIECCUBHOW NOJIMKACTO3-
HOW 60Me3HbI0 MoYeK.
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Puc. 4.6. Makponpenapat noyek 1 neyeHn pebexka B., 1,5 mec., C ayTOCOMHO-peLeccus-
HOW MOMMKNCTO3HOW 60NE3HbIO NOYEK.

Ta6bnuua 4.6. AyTOCOMHO-OMUHAHTHas MOJIMKUCTO3Has 6one3Hb noyek

XapakTtepu-
P P OnucaHune
CTUKa
Tun Hacnepo- | AyTOCOMHO-AOMMUHAHTHbIN
BaHMA
leHeTnyecknin | 16p13.3-p13.12. MyTauuu B reHax PKD1 n PKD2, Kogupytowwmx 6enku
nedekr NoIMUNCTUH 1 1 2
Mopdonorus, | B ocHoBe 3a6oneBaHuA NEXNT CBOEBPEMEHHOE, HO HeMpaBUbHOe
natoreHes coefiHeHVe B NepUOA BHYTPUYTPOOHOIO PasBUTUA NPAMbIX U U3BUTbIX
KaHanbLeB, BCIeACTBME Yero HapyLaeTcsA OTTOK MEPBUYHOM MOUM
13 NPOKCMMAaJIbHbIX KaHasbLieB, B pe3ysibTaTe MPOUNCXOAUT KMCToobpa-
30BaHue.
MuKpockonuyeckn onpeenaioTca KNCTbl Pa3HbIX pa3MepoB, HO nMe-
I0TCA U HOPMaJibHble HepPOHbI
KnuHnyeckasa |[lMposasnseTca o6bluHO nocne 10-20 neT, HO MOXEeT BCTPeYaTbCA U Y HO-
KapTvHa BOPOX[EHHBIX. Y AieTel 4acTo NpoTeKaeT 6eCCMMNTOMHO. BO3MOXHO
npucoennHeHne nHdekunn n passutue Al
MporHos XMH, Tpebytowwan TpaHCNNaHTaLUK NOYeK, pa3BMBaeTCsA 06bIYHO Nocse
30 net
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Puc. 4.7. YnbTpa3BykoBasa KapTvHa noyek pebeHKka ¢ ayTOCOMHO-JOMMHAHTHOWM NOMNKM-
CTO3HOW 6051e€3HbI0 NOYEK (B3POCSbIN BAapUaHT).

¢ IpH OPOBCACHUHN TPAHCIUIAHTAIIUU IMTOYKH OT KIIMHUYCCKU 3TOPOBOT'O PO/JI-
CTBEHHHMKA Mal[eHTa C ayTOCOMHO-OMUHAHTHO MOJIMKHUCTO3HOM Ooes-
HBIO IIOYEK IIpU coMHUTENbHOM Y3U mnu Bo3pact noHopa MeHee 30 eT;

* TpeHaTaNbHas AMATHOCTHKA B CEMbsIX C paHHElH MaHHpecTannei KIMHN-
YECKHX CHMITOMOB ayTOCOMHO-JOMHHAHTHON MOJMKHCTO3HOW O0ie3HM
TI0YEK;

¢ JId onpe€ACICHUA prUCKa NEpeaauynu MyTallu IMOTOMKaM IMalueHTy € ayTo-
COMHO-JJOMHHAHTHOW IMOJMKHUCTO3HON 0O0JIe3HBIO MOoYeK 0e3 ceMelHOro
aHaMHe3a 3a00JIeBaHUsL.

I11. Hedponoprus ®aHKoHN U MeAYIAPHAS KHCTO3HASA 00JIe3Hb 00b-
€IMHEHBI CXOJICTBOM MOP(OJIOrHIEeCcKON M KIIMHNYECKOH KapTHHBI, pa3Inyasich
JIMIIb TUTIOM HACJIEN0BAaHMUSI M CPOKOM Hauana 3aboneBaHusa. B oboux cioydasx
O0OHApYKHMBAIOT YTOJIICHUE M pa3pylleHHe 0a3aabHBIX MEMOpaH MOYCUHBIX
KaHaJbLEB, JIMM(OoUNTapHyI0 HHOWIBTPALUIO HHTEPCTUIIMAIBLHON TKaHH, aTpo-
(1o 1 pacHMpeHne AMCTaNbHBIX KaHableB. Co BpeMeHeM pa3BUBaeTCsl HHTEP-
CTHLMATILHBINA prOp03 M (HOPMUPYIOTCS KUCTHI — INIaBHBIM 00pa3oM Ha TpaHuIe
KOPKOBOTO ¥ MO3TOBOTO BEIEeCTBa MoYeK. Brimemstor Tpu hopmbl HeppoHOD-
TH3a, BCE OHU UMEIOT ayTOCOMHO-PELECCUBHBIN THII HacnenoBaHus. CpenHuii
Bo3pacT pa3Butus XIIH — 13—-19 ner. MenymnspHas kucto3Hast 601e3Hb Hacje-
JlyeTcst ayTOCOMHO-I10MUHaHTHO, XITH HacTynaeT B 3pesioM Bo3pacre.
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Tabnuua 4.7. MegynnapHas KUcTo3Has 6onesHb u HeppoHOPT3 DaHKOHU

XapakTepu-
P P OnucaHune
cTMKa
Tvn Hacnepo- | AyTOCOMHO-peLieccUBHbIN (Npu HedpoHOodTMN3E) NN ayTOCOMHO-LOMU-
BaHMA HaHTHbIN (NpY MeayNIAPHOW KNCTO3HOW 6onesHu)

MaToreHes MyTauwmm reHos NPHP1, NPHP2, NPHP3 npu HeppoHodTM3e; MyTauma
B reHe MCKD1 npw meaynnsapHoi KNCTO3HOW 6onesHun

Mopdonorus | Moyky 06bIYHO YMEHbLLIEHbI B pa3Mepe C MeSIKO3€PHUCTO NOBEPX-
HOCTbIO, YaCTO — SMOPUOHaNbHaA JonbYaToCTb. Ha paspese KopkoBoe
BELLEeCTBO MCTOHYEHO, MO3rOBOW CJIOW LUMPOKMI U3-3a 0O6UANA KNCT;
Kny60uKM, UHTEPCTULNIA CKNepO3UPOBaHbl, KNCTO3HOE paclunpeHme
cobupatesibHbIX TPyboUeK B MO3roBOM Cjioe

Na6opatop- | Kposb: CaZ* |; K* |; Na* |; aHemus.

Hble 1 MHCTPY- | 06w aHann3 moun: rmnounsocteHypus (p<1010), He3HaumTenbHasA
MeHTasIbHble | NPOTEUHYPUA, MOYEBOI OCAAOK CKYAHbIN.

[aHHble Y3W: KNCTbl B OYKax He onpegenaTca. [inarHocTnka — 6roncums novek

KnuHnyeckas | Monnypus, nonnauncusa BuIABNAIOTCA K 5-6 rofam, 3aiepKa dusm-
KapTuHa YecKoro pa3BuTUA, aHemus, AnnTenbHo Al octaeTca HOpMasbHbIM,
Npv3HaKM BTOPUYHOTO r1nepnapaTnpeosa n octeoancTpodua nocne
pa3sutma XMH

MNporHo3s TepmuHanbHaa XMH pa3euBaeTca kK 10-14 rogam. PekomeHgoBaHa
TpaHCMnaHTauua novek

s obonx 3a001eBaHMN XapaKTEPHBI MOMMYPUS W MOMHIUIICHS, aHEMHUS
U nIporpeccupytollee pazpurue repmuHainbHoi XI11H, a Mukpockonuuecku npu
YMEHBIIIEHHOM pa3Mepe To4eK — HaIUYHe KUCT B KOPTUKO-MEYJUIIPHOM 30He.

[Tpn auHaMUUYecKOM HAaOIIOAEHHUH 32 PEOSHKOM B IIEPBBIE TO/IBI JKM3HHU Y HETO
MoryT ObITh 1Mo AaHHBIM Y3 HOpMmasbHBIE pa3Mmepsl modek. C Bo3pacTom,
0 Mepe TOSBICHUS TIOJIMYPHUH W TTONHUINUIICHH, OTMEYAETCS YMEHBIICHHE pa3-
MEpOB TMOYEK 3a CUET MCTOHYEHHsI KOPKOBOTO BellecTBa. PeOCHOK HauWHaeT
OTCTaBaTh B pOCTE ¥ pa3BUTHH. [loaTBepkaaeTcs 1uarso3 MoppoOHONTHYECKH —
HaJTMYUe BHIPAKEHHBIX TYOYTOMHTEPCTHIUATBHBIX N3MEHEHHH U KHCT B MEILyJI-
JSIPHOM CJIO€ TI0YEK, B COOMPATEIbHBIX TPyOOUKaX M JUCTABHBIX KaHAJbIaX.

Crneunduueckoro sedeHus HeppoHodrTusa HeT. JJo pa3sBUTHS TEpPMHHAIb-
Hoil XI1H pexkoMmeHnayercs mocHHApOMHAasl KOHCepBaTHBHas Tepamnus. [Iporuos
3aBUCHT OT CBOEBPEMEHHOCTH JJMAarH03a, IPOBEICHHNS 3aMECTUTENBHOM TEPATHH
M TTIOYEYHON TpaHCIUIaHTauu (Tadi. 4.7).

IV. MyJabTHKHCTO3HAS THCTIIIA3MST — AHOMAJIHSI, TPU KOTOPOH OOBIYHO OJIHA
MOYKa 3aMelleHa KUCTaMU U IOJIHOCTHIO JIMIIEHA MapeHXUMbl. MOYEeTOYHHK
IIPYU ATOM OTCYTCTBYET WJIH ABISETCA PyAUMEHTAPHBIM. J[ByCTOPOHHSS MyIbTU-
KHCTO3HAasl TUCIIIA3Ms ITOYKH HECOBMECTHMA C XH3HBIO. [Ipn omHOCTOpOHHEM
MOPaKEHUN MOKa3aHUEM K HE()PIKTOMHUH CITYKHUT IIPOTPECCUPYIOMINI POCT KUCT
(pa3mepsl oOpazoBaHus B 4 rona 6osee § cM) U HAIMYKE 3JI0KaueCTBeHHOH Al

V. CoaurapHasi KHCTa — OMHOYHOE KHCTO3HOE 00pazoBaHKe, UCXOsIIee
W3 MapeHXHUMBI MMOYKHU U BBICTYMAIOIIee HaJ ee MOBEpXHOCThIO. Pemaromiee
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3HAYEHUE B INArHOCTHKE KHCT MIPUHAUICKUT yIbTPa3BYKOBBIM U KOHTPACTHBIM
METOZAM HccieioBaHus. JIeueHue npu OONBIINX KUCTAX — ONEPAaTUBHOE, 3aKII0-
Yarolieecs BO BCKPHITUH U UCCEYEHIH CTEHOK KUCTHI. [Ipu HeGoIpIINX pa3Mepax
KHCTHI TTOKa3aHa IMyHKIUS COIUTAPHOI KUCTHI C MOCIEAYIOINUM HaOJIHEHHEM
€€ CKJIEPO3UPYIOIIUM PACTBOPOM.

VI. I'y0uarasi no4ka — 1ByCTOPOHHHI BPOXKIECHHBII IOPOK pa3BUTHSI IOUEK
(X0Ts B IMTEpAType BCTPEUAIOTCS €AMHIUYHBIEC ONIMCAHNS OAHOCTOPOHHEH ry6ya-
TOM TIOYKH), KOTOPBI XapaKTepu3yeTcs HEPaBHOMEPHBIM (B BHUJIE IICEBJOKUCT
Y IMBEPTUKYJIOB) PACIIMPEHHEM OOJIBIINHCTBA COOMpPATENILHBIX TPYOOUEK Mouey-
HBIX IHpaMHJIOK. Bo3HKKaeT B pe3ynsraTe H30BITOYHOTO PACIIUPEHUS OTAEITb-
HBIX yYacTKOB OTPOCTKOB IIPOTOKa MeTaHe(dpoca NMpH COECAMHEHHH C MeTa-
HedporenHoi 6nacremoii. [Toueunsie xry6oukn u YJIC pa3BUTHI HOPMAIBHO.
Pacmmpennsle coOuparenbHble TPYOOUKH BBICTIIAHBI KyOMUECKHM SIHTEINEM
C y4acTKaMH MHOTOCJIOHHOTO IJIOCKOTO ¥ MHOTOPSITHOTO 3MUTENHNS; B IPOCBETE
4acTo HaxomsAT kKaMHU. HeoclioxxHeHHas ry0uaTas Imouyka JieueHHs He TpeOyer.
IIpu BBISIBIIEHNH KOHKPEMEHTOB, HapyLIAOIUX OTTOK MOYH U3 MIOYKH, IOKAa3aHO
XUPYPru4ecKoe JeUeHue.
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O.K.Ilempocan

I'nomepynonaTum — 3a001€BaHMs C IPEUMYIIECTBEHHBIM IIEPBUYHBIM ITOpPasKe-
HHEM KITyOOYKOB ITOYEK pa3IMYHON 3THOJIOTHHU U MaTOTeHe3a.

[o sTHONOrHY BCE IIIOMEPYIIONAaTHH MOXKHO Pa3ieiuTh Ha IPUOOpPETEHHbIE
W HAaCIIC/ICTBEHHBIE, 110 XapaKTepy MaToJOrn4ecKoro mpolecca — Ha BOCHaJIH-
TeNBHBIC (IoMepylIoHeppHT) 1 mucTpoduuecKue (aMIIONI03, THA0CTHICCKIHA
TJIOMEPYIOCKIEPO3).

HacnencrBennsle 3abosieBaHUs KIyOOYKOB MOXHO YCIOBHO DPa3/elHTh
Ha JIB€ KaTeropuu B 3aBUCHMOCTH OT KJIMHHYECKOW KapTUHBI. Bolblnylo yacTh
COCTaBJISIIOT 3a00JIeBaHMUsl, CBSI3aHHbIE C HAapyIIEHHEM CTPYKTYpbl Oa3ayibHOM
MeMOpaHBbI, K KOTOPHIM OTHOCHUTCSI CHHJIPOM AJBIOpTa U OOJIE3Hb TOHKHUX
6azanpHBIX MeMOpaH. Pexxe HabmromatoTes 3a001eBaHus, XapaKTepU3yIOLIIHEecs
MIPOSIBIIEHIEM JTNOO0 N30JIMPOBAHHON ITPOTEHHYPHH, THO0 HEPPOTHIECKOTO CHH-
npoma. IlocnenHue cBA3aHHBI ¢ MyTalMell T€HOB, KOAUPYIOIINX CTPYKTYPHBIE
OeJKM MOIOLUTA WU JPYTHX I'€HOB, OTBETCTBEHHBIX 32 BO3HUKHOBEHHE ILIUPO-
KOTo criekTpa opdaHHbIX 3a001€BaHNi ¢ BTOPHYHBIMU TJIOMEPYJIONATHSIMU.

Knaccudukanms HacnencTseHHbIX nioMepynonaruii (Gubler M. et al., 1999;
C JIOTIOJTHEHHUSIMH) BBIIVISLANT CIEAYIONIMM 00pa3oM:

1. BpoxIeHHBII WM CeMEeHHBIN HEQPOTHISCKUI CHHAPOM:

* (OMHCKUIA THII: BPOKICHHBII MHUKPOKICTO3HBIH HEPPOTHIECKUN CHHIPOM;

* ¢panuy3ckuii Tun: quddy3HbIH Me3aHTHABHBIA CKIIEPO3;

* CeMeIHBIN CTepOUI-PE3UCTEHTHBIH HEPPOTHUECKUI CHHIIPOM.

II. HacnenctBenHsle HapyuieHus I BM:

1. IMaronorus IV Tuna konnarexa:

* CHHAPOM AJBIIOPTA U €TO BAPHAHTEI;

* 0O0Ne3Hb TOHKUX 0a3albHBIX MEMOpaH;

* HANAC cunapom (Hacje[CTBEeHHAs aHTHONaTHs ¢ Hedponarueil, aHnes-

PHU3MOI U CyIOpOoramMH).

2. Naronorus 11 Thna xonnarena:

* BPOXXICHHAs OHUXOOCTEOMUCILIa3us (CHHApoM nail-patella);

* m3onuposaHHas Gopma III Tima kommareHonmaTuu.

3. [Naronorus B-naMuHUHA:

* cunapom IIupcona;

* u30JaMpoBaHHas Gopma.

1. HacnencrBeHHbIH HEQPUT ¢ TPOMOOLIMTOIIEHHEH U METaloTPOMOOIIH-
TaMH:

* cuHIpoM DmmreitHa—-bapp;

* cuHApoM ceMbu DexTHeED.
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IV. HacnenctBeHHbIe MeTabOIMYECKHE HAPYIICHHUS ¢ IEPBUYHBIM BOBJIEUC-
HUEM KIIyOOYKOB:

* TIOIPOCTKOBBIM THIT IMCTUHO3A;

* Oone3nn Oadpuy;

* Jpyrue JIu30coMajibHbIe 3a00JIeBaHMs C TOPAKEHUEM KITyOOUKOB.

V. HacnencrBennsle MeTabonniyeckne HapyIIeHUsI ¢ BTOPUYHBIM BOBJICUE-
HUEM KITyOOYKOB:

« CL;

* CEMEHHBIM aMHJIONI03;

* 1e(UIMT 0-aHTUTPHUIICHHA,;

* pazJIMYHBIEC BPOXKJICHHBIE 1e(DUIUTH KOMIIOHEHTOB KOMIIEMEHTA;

* JIMNIONPOTEHHOBAS ITIOMEPYJIOIATHS;

* JIXAT-cunapoM (IeuIrT JSMUTHH-XO0JIECTEPOII alleTIITpancdepassl);

* ceMeifHas IOBEHIIIbHAS METao0IacTHIeCKast aHEMHS;

* CEepIOBHUIHO-KIICTOYHASI AaHEMHUS;

* CHHIPOM AJIa)KUILIS.

VI. [lpyrue HacieACTBEHHbIE ITIOMEPYIIONaTHH:

* cunzapom lllapko—-Mapu—Tyra;

* HACJIEACTBEHHBIN akpoOCTeoNnu3 ¢ Hedponaruei;

* (huOpOHEKTHHOBAS TIIOMEPYIIONATHS;

* MHUTOXOH/pHaJbHbIC He(POIaTHH.

HacnepcrBeHHbIN HeppOTUUECKNII CUHAPOM

O.K.Ilempocan

HacrenctBeHHBII HEPPOTUIESCKU CHHAPOM — penkoe 3aboiieBaHue, 0OBITHO
XapakTepu3yromeecst HapyleHneM (PyHKIINY TIOYeK pa3iindHol creneHn. Bme-
CTe C TeM Yy HEKOTOPHIX NAIMEHTOB 3a00JIeBaHUE MOXKET MPOTEKaTh B BHUJE
cyOHedpoTrueckoil nmporennypun. HacimeacTBeHHBIH HEGPOTHUSCKUN CHH-
JIPOM MOJKET JIeOIOTUPOBATH €Ille BHYTPHUYTPOOHO, BCKOPE IOCIE POXKICHHUS
(BpOKACHHBIH HE(QPOTUYECKUI CHHAPOM) MM B OoJiee MO3HEM BO3pacTe.
B Hacrosimee Bpemst 3ydeH MIMPOKHUIA CHEKTP TEHOB, OTBETCTBEHHBIX 33 Pa3-
BHTHE HACIEICTBEHHON (POPMBI HEQPOTHIECKOTO CHHAPOMA, K KOTOPBIM OTHO-
carcs reasl Hedpura (NPHS1), momoruaa (NPHS2), B-mamuanna (LAMB2),
omyxomu Bunemca (WT1), rena PLCE1 (PLCE1) u MHOTHE ApyTHE, CBI3aHHBIE
CO CTPYKTYPHBIMH WK (DyHKIIMOHATBHBIME OeTKaMu mojoruTa (tadm. 5.1). Kak
MIPaBUIIO, MOP(OJIOTHYECKON OCHOBOM HACJIECTBEHHOTO HEPOTHUYECKOTO CHH-
ZpoMa SBISIETCS (POKAIEHO-CErMEHTAPHBIN TTIOMEPYI0CKIePO3, MPOSBISIOIIHNACS
CTepOHI-PE3UCTEHTHON (POPMOIi.

BpoXxaeHHbI HeppoTnyecknin cMHApPOm PpuHCKOro TMNa

BpoxxaenHb1i He(poTHIECKUI CHHAPOM (PIHCKOTO THITA XaPaKTEPHU3YETCs ayTo-
COMHO-PEIIECCUBHBIM TUIIOM HacienoBanus. B 1998 . M.Kestila u coaBT. 00Ha-
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Ta6bnuua 5.1. leHbl, OTBETCTBEHHbIE 33 Pa3BUTME HACEACTBEHHOIO HepPOTNUECKOrO
CUHApOMa

T:::::::- Jlokyc len Benok
C paHHUM 0eb1omom Heghpomu4ecKoz2o CUHOpOMA
M3onnpoBaHHbIN and- AP 11p13 WT1 WT1
by3HbI Me3aHranbHbIN
CKnepos
Cungpom leHna-[pawa ALl 11p13 WT1 WT1
CuHppom Opaizepa Al 11p13 WT1 WT1
BpoxxpeHHbin HC ¢puHckoro | AP 19913 NPHS1 HedpuH
T™Mna
PeueccrBHbIN cemenHbIn AP 1925 NPHS2 MopouwnH
HC
PeueccmsHbin HC AP 10q23-g24 | NPHS3/PLCE1 | PLCE1
CuHppom lMNupcoHa AP 3p21 LAMPB2 NamyiHuH 32
CuHppom HorTeHagkoneH- | ALl 9g34.1 LMX1B LMX1B
HbIlA
Cunpgpom lannosea—-Mo- AP 15925.2 WDR73
BaTa
PeueccmsHbin HC c Hempo- | AP 14924.2 ?

CEHCOPHOW TYroyXoCTblo

C n030HUM 0ebroMom HeghpomuyeCcKko2o CUHOPOMAa

OCrci Al 19913 ACTN4 0-aKTVHUH 4
OCre2 AL 11921-22 | TRPC6 TRPC6
OCIrc3 (Cb2- AQ 6p12.3 CD2AP CD2AP

aCccoUMMPOBAHHDIN)

Mumoxo:-iDpuaanaﬂ uumonamusa

PeueccusHbiin HC AP 4921.23 Cc0Q2 COQ10-pedpuyunT
PeueccumBHbIn HC AP 6921 PDSS2 COQ10-geduuut
PeueccuHbInn HC AP MwutoxoH- | MTTL1 ATP6
MELAS-cuHgpom ApvanbHas

Mpumeyarue: HC — HepPOTNYECKNI CUHAPOM.

PY’KWJIU TeH, OTBETCTBEHHBIN 32 Pa3BUTHE BPOXKJIEHHOTO HE(POTUUECKOTO CHH-
npoma ¢unckoro tuma — NPHS1, pacnionoxennsiii B 19-i xpomocome (19q13.1).
Ou coctouT U3 29 3k30HOB. Cpean (HUHCKOH NOMYIISIIAN OTMEYAIOTCS IBE MyTa-
WU Ienenus Bo 2-M 3k30He — Fin-major u HoHCceHC-MyTanus B 26-M SK30HE —
Fin-minor. O0e MyTanuu BeyT K HapylleHHI0 cuHTe3a Hedpuna. Cpean naiu-
€HTOB HE(DMHCKOM MOMYJISILMK onucanbl 6ojiee 60 pa3IMuHbIX MyTalMi, BKIFOYas
JIeJIEINI0, MUCCEHC- U HOHCEHC-MYTAalUK B APYTHX 3K30HaX.
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CTpyKTypHO He(hpHH MpeAcTaBisieT co00i TpaHCMEeMOpaHHEIH OSIOK, OTHO-
CAIMIMNCS K cynepceMeicTBy Ig ¢ aare3mBHBIMU QYHKIUSAMH, C MOJEKYISPHON
Mmaccoit 185 k/la, coctosmuii n3 1241 amuHOKHCIOTHOTO OcTarka. CTpyKkTypa
He(pUHA U MECTOIOJIOKEHHE ero B 1IeleBOH nuadparme MOJOKUIM HA4ajIo
THIIOTE3€ O TOM, YTO TOMO(IIbHOE B3aMMOAEHCTBUE HE(PUHA CBSA3BIBACT 1Ba
MIPOTHUBOMOJIOKHBIX MOJOIHTA, (POPMUPYS 3Ty Anuadparmy.

Bonbmiast 4acTe MialeHIEB POXKICHBI MPEXKAEBPEMEHHO C HU3KOW Mac-
coii Tena. IlnaneHTa yBeandeHa, BEC €€ MPEBBIIIAET MAacCy HOBOPOXKICHHOTO
Oosee ueM Ha 25%. OTEUHBIH CUHIPOM Yy HOBOPOXICHHOTO HAOIIOaeTCs yKe
IIpyu POKACHUN HUIIU MOABIIACTCA B TCHCHUC HCCKOJIBKHUX IMOCICAYIOMINX ]IHei/lI,
BCJIE/ICTBHE PA3BHUBLIETOCS TSHKEIOTO HEPPOTHUECKOTO CHHApoMa. MaccuBHas
MIPOTEHHYPUSI COTIPOBOXKAACTCS BRIPAXKEHHON TMIIOAILOYMUHEMHUEH U Cephe3HON
runorammaniioOynnHemueid. Mopdonorniyeckast kKapTHHa MOYEK XapaKTepH-
3yeTcsl HaJIM4HeM MHKPOKHCT B TyOyJIspHOM ammapare B COYETaHHWHU C II0N0-
uuTapHoil naronorueil — auddysHoe criiaKMBaHHE «HOXKEK» MOAOIHUTOB.
VIMMyHOTHCTOXUMHYECKOE HCCIICI0BAHUE JEMOHCTPUPYET OTCYTCTBUE HE(PpUHA
B IIleJIeBOY nadparme.

[Mpucransaoe n3ydenue renernyecknx myranuit NPHS1 mo3Bonuio o6Hapy-
JKUTBh BPOXKACHHBIN HeppoTHIECKNi CHHAPOM (DMHCKOTO THIIA C 60JIee IETKUMH
(dbopmMaMu TeUCHUS.

I'enernueckn 0OyCIIOBIEHHOE OTCYTCTBUE CHUHTE3a He(ppHHA Yy OOJIBHBIX
HE(QPOTHYECKHM CHUHIPOMOM (HHCKOTro TUNa (GopMHpyeT APYryro mpoodiemy,
CBSI3aHHYIO C PELHIUBOM HE(PPOTHUYECKOTO CHHIPOMAa B TPAHCIUIAHTHPOBAH-
HoH mouke. Llupkynupyromue ayToanTuTena K HepuHy UTpatoT BXXHYIO POJIb
B IIaTOTEHE3€E PelUIrBa HE(YPOTHIECKOTO CHHAPOMA MOCIIE TPAHCIUIAaHTALUH.

AyTOCOMHO-peLeccuBHbI HePPOTUUECKNI CUHAPOM

Ponr momonmHa B hopmMupoBaHnT HEPPOTUIECKOTO CHHAPOMA Obla Hanbosee
n3y4eHa rnocjue oOHapyXeHHUs TeHa Kogupyrorero 3tot 6enok. NPHS2-ren nomo-
L[MHA PacHOJIOKeH B XpoMocoMe 1g25-q31. Myrarus reHa o oLnHa BeISIBIICHA
B 45-55% cimyuyaeB ceMeiHOTo He(pOTHUIECKOro CHHApOMa 1 B 8—20% ciryuasix
CHOpPaANYeCKN BO3HUKIIETO HE(YPOTHIECKOTO CHHAPOMA.

Omnucansl 6osee 30 MaToyOrHIecKnX MyTanui (MHCCEHC-MYTalliH, HOHCEHC-
MYTAalllH, JeJIEINN), MPUBOAAIINX K N3MEHEHUSIM CTPYKTYpBI Oenka. MyTtanus
reHa MOIoIMHA Tarke OblTa 0OHapyXKeHa y MaIMeHTOB ¢ BPOXKICHHBIM 1 HH(aH-
THJILHBIM HEPOTHYECKUM CHHIPOMOM.

[To maHHBIM HCClIeZOBaTENCKUX Ipynn moa pykoBoacTtBoM R.G.Ruf
n S.Weber, y OONBHBIX CO COPaANYECKUM HE(YPPOTHIECKUM CHHIPOMOM T'OMO-
3UTOTHBIC M T€TEPO3UTOTHBIE MyTalK OOHapykuBatoTcs B 21 u 6,4% cimydaes
COOTBETCTBEHHO.

Jlpyroii He MeHee BaXKHOUM MPOOIIEMOH SIBIIETCS BO3MOXKHOCThH Pa3BUTHSI
He(QPOTHYECKOTO CHH/IPOMA B TpaHCIUIaHTaTe. J{aHHbIe BYX KPYIHBIX HCCIIEN0-
BaHUH yKa3bIBaIOT, YTO BOSHUKHOBEHHE HE(YPOTHUECKOTO CHH/IPOMA y TTAIINEHTOB
¢ mytausmu NPHS2 penxu. R.G.Ruf u coaBr. 3adukcrupoBasm mpoTenHy-
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PHIO B MOCTTPAHCIUIAHTALMOHHBIA TIepHo TOJIBKO Y 2 (8%) U3 24 manueHToB
¢ mytanuamMu NPHS2. ITo manaeiM S.Weber u coaBr., cpenu 32 mannueHTOB
¢ aeymst NPHS2 myTanusiMu TOJIBKO Y OTHOTO BHOBB MOSIBIJIACH IIPOTEHHYPHUS
¢ popmuporanrem @CI'C B TpaHCIIaHTaTE CIIYCTsI 2 T MOCIIE MPOBEACHHON
olepanuu.

Cungpom NMupcona

B 1963 . M.Pierson ¢ coaBT. onucan BpOXXJICHHBIA HEPPOTUICCKIA CHHIPOM
B COYCTAHWH C aHOMAJMSIMHU IVIa3 B BU/E€ MUKPOKOpUH. [ eHeTHdeckast OCHOBa
JAaHHOTO CHHApoMa ObLTa BeIABICHa M.Zenker M COaBT., MCCIIEAOBABIINMU
JBe ONM3KOPOICTBEHHBIE CeMbU € 11 MOTOMKaMH, UMEBIIUMH aHOMAJIMHU TJa3
(Muxpoxopuio). C MOMOIIBI0 TOMO3UTOTHOTO KapTUPOBaHMS 3THUX ceMell OHU
CMOTIJIM BBISIBUTH KaHAMIATHBIN Te€H, JTOKaau30BaHHbIN B 3p14-p22 xpoMmocome,
OTBETCTBEHHBII 3a CHHTE3 (,-TaMMHWHA. B Hacrosmiee Bpemsi 0OHapyXeHO
6onee 10 MyTaHTHBIX JIOKYCOB T€HA, KIIMHUYECKH MPOSBIIONINXCS CHHAPOMOM
[upcona. Mopdonoruygecku cuaapom [Iupcona xapakrepusyercs 1upy3HbBIM
Me3aHTHaIBHBIM CKJIepo30M. B psiie ciy4yaeB B COYETaHUH C TONYTyHUSIMH.

[3,-TaMUHHH SBJISETCS OJIHOW M3 LIENel CI0KHOTO reTepOTPUMEPHOTIO TIel-
TH[a, BBITOJHSIONIETO B Pa3HBIX TKAHAX pa3inuHble QyHKIUH. [ eTepoTpruMepHbIii
TICTITH/T COAEPKUT TPH IIETIH JIAMHHHUHOBBIX O€JKOB: 0-, B- u y-tiern. B 2005 .
ObUTa co3aHa HOMEHKJIATypa JJaMHHHMHA, OCHOBAaHHas Ha Pa3HOBHUAHOCTH
¥ KOJTMYECTBE IeTel, 00pa3yIommx MOJIEKyITy; HallpuMep, TaMHUHUH-521 comep-
KUT 05, B, U Yy, Henu. MoJieKyra JJaMIHHUHA SIBIISETCS] KOMITOHEHTOM 0a3albHOM
MeMOpaHbI ITIOMEPYIIbI, CETUaTKH, a TakKe 0a3aIbHOTO JIMCTKA BHYTPUITIAa3HbIX
MBI U HEHPOMYCKYJISpPHOIO CHHAIca Ia3. bojgee Toro, JaMUHUH UrpaeTr
poib B auddepeHIManiy NpecHHANTHYECKUX M TIOCTCHHANTHIECKUX IIeTeH
niepudeprdecKoii HEPBHOM CUCTEMBI B CKEJICTHOM MyCKynaType. [ eHeTndaecKuii
aHaIN3 y AETEH C BPOXKICHHBIM U MH(AHTHUIBHBIM HEPPOTHIECKUM CHHAPOMOM,
cpenu kotopbix myTtaius LAMDb2 Bcrpedanack B 2,5%, IpoAeMOHCTPHPOBA,
YTO JIeOI0TOM KIMHUYECKOH KapTUHBI cuHapoMa [IupcoHa MoXKeT OBbITh M30JTH-
POBaHHBIN HepoTHUECKUI cHApOoM. [T1a3HbIe HapyILeHNsI BO3HUKAIOT B OoJiee
no3aHui epuon. Kpome Toro, MUKpoKopHs He eJMHCTBEHHAs ()OpMa MaToIOTHH
a3, XapakTepHas Juid cuHapoMa IIupcona. OmmcaHbl ciydan BPOXKAESHHOTO
HE(POTHUECKOTO CHHIPOMA B COUYETAHUH C KaTapaKTOH M MHUONHUEH, IPU KOTO-
pBIX Haxommnu myTtarun LAMD2. ¥V wactu nereit B Bospacte ot 1,3 1o 4,8 net
¢ myranueit Lamb2 rena, koTopsIM ObUIa IMPOBEJCHA TPAHCIUIAHTALIUS TOYKH,
OTMEUAJINCh BBIPA)KEHHAs MbIIIEUHAsi THIIOTOHUS, HApYIIEHUE ICUXOMOTOPHOTO
Pa3BUTHS U Pa3BUTUE CIECTIOTHI.

HedpoTuuecknin cungpom, 06ycnoBfieHHbI MyTaLein
reHa PLCE1 (NPHS3)

B 2006 1. rpynmna y4eHsIX BbIsiBHIa HOBYI0 Mytaiuio rena NPHS3 (PLCEI-
tdochommmazer C >ncuinoH-1), 00yCIOBIUBAIONIYIO Pa3BUTHE BPOXKICHHOTO
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1 MH(AHTHIBHOTO HE(PPOTHYECKUX CHHAPOMOB, XapaKTEPU3YIOUIMXCS Ipe-
UMyIIeCTBEHHO An((y3HBIM ME3aHTHAIBHBIM CKJIEpPO30oM. IIpumMedarensHo,
YTO B MEPBOM COOOILEHUHU C ONHCAaHUEM CeMeil ¢ He(POTHUECKUM CHHIPOMOM
Ha (pore myTanuit NPHS3, npuBoasImx K yKOPOUCHHUIO T'eHa, TUCTOJIOTHYCCKAsT
KapTHHA XapakTepu3oBaiach qu(dy3HbIM Me3aHTHaIBHBIM CKIepo3oM. OHaKo
B JIPYroll ceMbe ¢ MHUCCEHC-MyTalMel pu Mop(hoIornieckoM o0cieIoBaHUN
6511 BeisiBiieH @CI'C. HTepecHBIM (PaKTOM SBHIIOCH TO, YTO Y JeTeH ¢ TOMO3H-
roTHOH ykopoueHHO# MmyTanueit NPHS3 tepamms ['KC B couerannu ¢ nHTuOm-
TOpaMHu KaJbIIMHEBpHHA ObuTa 2P dexTuBHA. B mocnenyromux ueciaenoBaHusIX
mytauuu B PLCE1 Obutn BeisiBiIeHbI B 28% Bcex clly4aeB N30JIMPOBAHHOTO JH -
(y3HOTO Me3aHTHAIBLHOTO cKiIepo3a. [locnenHue paboTh! TPOIEMOHCTPUPOBAIIH,
yro Hapymenue ¢pyHkumuu PLCE] sBisiercst cieacTBHEM pPa3iIMYHBIX MyTalui
u 9to y yactu moneit myramus PLCE] moxeT nporekars 0€CCHMIITOMHO. JTO
03HAYAET, YTO €IIIE IIPEICTOUT BBIACIUTh T€HbI-MOIU(PHUKATOPEI, B3aNMOACHCTBHE
KOTOPBIX MPUBOIUT K Pa3BUTHIO MO0 1u((hy3HOTO ME3aHTHATBHOTO CKIICPO3a,
6o OCI'C.

PLCE] sBnsiercs unenoMm cemelictBa ocdonaunasHbx OEIKOB, KOTOPBIE KaTa-
JM3UPYIOT THIPOIHN3 TOMU(POCHONHOZUTOB, TAKUX KaK POCHaTHIMINHOZUTOI-
4,5-6ucdocdar (PtdIns(4,5)P2), HeoOXOOUMBIHA AJIT IPOU3BOACTBA BTOPOTO
nocpenuuka Ins(1,4,5)P3 u nquanmnrommepona. [IpoxyKTel 3To# peakunu WHH-
LUUPYIOT KaCKaJ BHYTPUKIETOYHBIX OTBETOB, KOTOPBIC IPUBOIAT K POCTY KJle-
TOK, TU(PPEepeHIUPOBKE U IKCIIPECCUH TeHOB. MeXaHU3MBI, BCIECICTBUE KOTO-
poix myrtanmu reia PLCE] Be3bIBatoT HeppoTHUecKnii CHHAPOM, HE IO KOHIIA
n3yuensl. beuto ycranosieHo, uto PLCE1 skcnpeccupyeTcs B pa3BHBaIOIIUXCA
U 3peNbIX MONOLUTaX W 4To B pe3yinprare MyTtanuu reHa PLCE1 skcnpeccns
MOIONMHA U He()pUHA yMECHBIIAETCH.

MyTtauunm reHa — cynpeccopa onyxonu Bunbmca (WT1)

I'en WTI1, xoaupyromuii TpaHCKPUIIMOHHBIH (akTop, cocTout u3 10 3K30-
HoB. [[ys momHOpa3mepHoro Oenka xapaktepHo Hanudune C-konieBoro JTHK-
CBS3BIBAIOLIETO IOMEHA, KOTOPBIN MPEJCTABIECH YEThIPbMS «IIMHKOBBIMU TNajlb-
amm», 1 N-KOHIIEBOTO JOMEHA, 00OTaIlleHHOTO MPOJIMHOM M TIIyTaMHUHOM.
N-KOHILIEBOM y4acTOK KOAMPYETCS MEPBBIMHU LIECTbIO 3K30HaMu reHa WTI,
a 9k30HBI 7—-10 oTHOCATCS K C-KOHIIEBOMY YYacCTKy. 2 aJbTEepHATHBHO CBS3aH-
HBIX PETHOHA, OJIFH M3 KOTOPBIX COOTBETCTBYET 17 aMHHOKHCIOTHBIM OCTaTKaM
U KOAUPYETCS 5-M HK30HOM, a BTOPOH, KOAUPYEMBIH 9-M 3K30HOM, — 3 aMHUHOKHC-
nortam: nmu3nH—TpeonnH—cepuH (KTS), — onpenenstor cunres 4 nzodopm Oenka
C ONpeJIeNICHHBIMI YCTOWYNBBIMH pa3MepamMu U (QyHKITHSIMH.

Bepaxennas sxcripeccuss WT1 ormedaercs B mepros sSMOproreHesa u sBiIst-
ercsi antaroHncToM PAX2. B 3penoit mouke skcnpeccus WT1 coxpansercs
B TIOIOIMTAX M B SMMTENHAIBHBIX KiIeTkax Karcyisl LlymnsHckoro-boymeHa.
B skcniepumMenTansHON paboTe Ha MbIIIax Mpu paszpymeHun rena WT'1 otmeua-
JIOCh OTCYTCTBHUE TIOYEK U FOHAJ, YTO MOATBEPKIANIO KIIIOUEBYIO POJb JAHHOIO
reHa B ()OpPMHUPOBAHUN MOYETIOJIOBON CHCTEMBI.
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CuHppom fleHnca-[ipawa

CoueTanne BPOXAECHHOTO HE(POTHIECKOTO CHHAPOMA C MYKCKHM IICEBIO-
repMagpoaANTH3MOM B HePpoOIacTOMOM HOCUT Ha3BaHUe cuHApoMa JleHnca—
Hpamnra (Denys—Drash). Briepsbie 3T0T cunapom 0bi1 onrcan B 1967 1. P.Denys
u coaBT. B 1970 1. A.Drash u coaBT. onyOauKoBaIu aHAJIOTHIHOE HAOIIOICHHUE.
IIpu cunapome Jlenuca—/lpama oOHapyXHBaeTCs MUCCEHC-MyTanus I'eHa
WT1, xapTtupoBanHoro Ha xpomocome 11pl13. bonbmIMHCTBO MUCCEHC-MYyTa-
OWHA BEIIBICHHI B 8-M U 9-M 3K30HaX, KOOUPYIOMUX 2-if U 3-i IIUHKOBBIC
«Tanbub». DTH MyTallUH U3MEHSIOT CTPYKTYpPHYIO OPTaHU3ALMIO (IIAJIbIIEBY,
U, CJIEJOBaTEIbHO, B PE3YJIbTaTe HAPYIIAETCS UX CHOCOOHOCTD K CBSI3bIBAHUIO
c JJHK.

Y OoNbIIMHCTBA OOJBHBIX OTMEYAETCs JIMOO OTCYTCTBHE, MO0 CHMKEHHE
sinepHoi skcripeccun WT1, ¢ 4eM cBS3aHO CTPYKTYpHOE M3MEHEHHE Oelka.
Hapymennas skcnpeccus WT1 npuBOIUT K MOBBIILIEHHONW 3KCIPECCHUU €O
aaTaronucta PAX2, KoTopelil B HOpME B TIO3HNAE CTAANX Pa3BUTHS KIyOOdKa
He 0OHapyXKUBaeTcs.

B ximHMYeckoi kapTHHE Yalie HalogaeTcst H30JIMpOBaHHAs IPOTEHHYPHSL.
Hedpornueckuii cuaapoM MokeT (OPMUPOBATHCS MO3KE M XapaKTepU3yeTcs
CTEPOHI-PE3UCTEHTHOCTHI0. Mopdosiorinyeckast KapTHHA TKaHH MOYEK Xapak-
TepusyeTcst muddy3HBIM Me3aHTHaIbHBIM ckiepo3oM. Hedpolbiactoma, Kak
MIPaBUIIO, TIOSBJIAETCS] MO3KE OCTAJIBHBIX KOMIIOHEHTOB TpHazbl. JTOT (akKT
no0yXJaeT K UCKITIOYSHHUIO He(hpOOIACTOMBI M TPOBEACHHIO KAPUOTHITUPOBAHUS
y JieTell ¢ )KEHCKUM (PEHOTHUIIOM, OOJIBHBIX TIIOMEpYIIONaTuei ¢ MopQooriye-
CKOM KapTHHOH Me3aHTHalbHOTo ckiiepo3a. Bee GonbHbIe ¢ reHoTunoM 46,XY
HMMEIOT yPOT€HUTAIBHBINA CHHYC MJIM JKeHCKUH ()EHOTHI M TUCTCHE3HIO TOHAI.
Hedpormueckuit cuaapom nporpeccupyet B XITH B mpenenax 4 net.

Cunapom Opansepa

Cungpom Ppaiizepa XxapakTepU3yeTCsi COYETaHUEM MYXKCKOTO IIceBIorepmMadpo-
JUTHU3MA, IPOTPECCUBHOMN INIOMEPYIONaTHH U TOHA00IaCTOMBI.

IIpruuHOI pa3BUTHS JAHHOTO CHUHAPOMA CIYXXKUT MyTalusd B 9-M UHTpOHE
rena WT1. B pesynberare mytaunu camxaercst cuate3 +KTS nzodopmer Gexa.
[MomykomnuectBennsiid [11P aHamm3, mpoBeIeHHBIN y OONBHBIX, 0OHAPYKUIT
cHmkenne konmmdectea +KTS m3odpopm mo cpaBHeHHIO co 3m0poBbiME. Kiac-
cudeckuil cunapom @Ppaiizepa XxapakTepU3yeTcsl [NIOMEpYJIonaTuel, KEeHCKUM
(denotunom u kapuotunom 46,XY. OnHako B psize ciydaeB cuaapom Opaiizepa
MOXET TUarHOCTUPOBATHCS Y JKEHIUH C KEHCKUM KapHOTHIIOM H ITIOMEpYyJIo-
natueit B Buge ®CI'C.

JebroT 3aboneBanmsi, TIPOSBIAIONIUICS H30JUPOBAHHOHN MPOTEHHYpPHCH,
MIPUXOIMTCS] HA PAaHHWH WM JOMIKOJIBHBIA BO3pacT. CiieyeT OTMETHUTh, YTO
TeueHne 3a0oJieBaHus Ooyee OIarompHATHOE IO CPABHEHUIO C CHHIPOMOM
Henuca—/Ipama. XITH nactymaer cnycts 20-30 ser ot nebrota Oosie3HH.
Mopdonoruuecku riioMepysionarus npu cuuapome Opaiizepa xapakTepusyeTcs
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kak OCI. O cuanpome Ppaiizepa ciaenyeT TyMaTb P COYETAaHNH HepoTHUe-
CKOTO CHHAPOMA Y JKEHIIUH C aMEHOPEEI.

E.Denamur u c0oaBT. OIUCAJIH ClIy4al CEMEHHOI0 HE(PPOTHUESCKOTO CHHIPOMA
y Marepu u ee pebeHka. Marepu B Bo3pacte 6 JIeT IMarHoCTHPOBAJIHN CTEPOU-
PE3UCTEHTHBIH He()POTUIECKUI CHHAPOM. Y KEHIIMHBI IMeJ MECTO (PEHOTHITH-
YeCKUi 1 TeHeTHYECKNH )KEHCKUH THIT C HOPMaJIbHBIMH TIOJIOBBIMH (DYHKIIHSIMH.
V ee 1o4ku ObLT TMArHOCTUPOBAH cHHAPOM JleHnca—/lpamia 1 BEISIBICH KapHo-
tun 46,XY. Ilpu renetnyeckom uccienoannu reaa WT1 u'y MaTepu, i y TOIKH
obHapyxeHa MyTanusi B 9-M uHTpoHe. Bropoe HabmoneHne kKacaeTcsi CeMbH,
B KOTOPO#l MaTh C NEPCUCTHPYIOIMM TOPMOH-PE3UCTEHTHBIM HEPPOTHIECKUM
CHUHJPOMOM POAMJIA JBYX JEBOYEK. Y OIHOH M3 HUX ObUIAa AWarHOCTHPOBaHA
NepBUYHASA aMeHopes, KapuoTull 46,XY 1 roHafanbHbI JUCTeHe3 B COUETaHUH
¢ mIoMepyJonariel. ¥ ee cecTpbl MOJI0BOE pa3BUTHE OBLIO HOPMAIBHOE U OBLT
BBIABJICH XKE€HCKHUHI KapnoTur. OIHAaKO TP FTeHETHIECKOM HUCCIEAOBAHUH Y BCEX
Tpoux ObuTa OOHapyxeHa MyTarus reHa WT1 B 5-if mo3unmu B 9-M HHTPOHE.
Takum obpazom, myTtaruu reHa WT1 MoryT ObITh IPHYMHOM Pa3BUTHSI IIIOME-
pynonaruu ¢ ®CI'C y neBouexk.

Crenyer OTMETUTD, YTO B TPAHCIIAHTHPOBAHHOW IOYKE y OONBHBIX C CHH-
npomoM J[lennca—[lpama u cuaapomoMm @paiizepa peunnuB 3a0oiIeBaHUS
HE OTMEYAETCsI, YTO TMO3BOMIAET IPOIITUTD )KU3Hb OOPEUEHHBIX JETEH.

Cunppom Nannosea—-Mosara

Cunapom 'ammoBes—Mosara (Galloway—Mowat), XapakTepu3yromuics code-
TaHHEM MHKpOLe(aIiy, BPOXKIESHHOTO HEPPOTHYECKOTO CHHAPOMA M I'PBIKH
MTUIIEBOHOTO OTBEPCTHs nuadparmpl, SBISETCS YpE3BBHIUYANHO PEIKUM TeHe-
THYECKUM 3a00JIeBaHNEM, KOTOPOE IepelaeTcs 10 ayTOCOMHO-PEeCCHBHOMY
My TH.

B 1968 . W.H.Galloway u A.P.Mowat BepBsIe omucanu Opara u cecTpy
¢ MuKpoliedauei, rpbhKel IHIIEBOIHOTO OTBEpCTHs tuadparMbl U HepoTHUe-
CKUM CHHIPOMOM, KoTophie B Bo3pacTe 20 u 28 mec. ymepinu ot [TH. L.R.Shapiro
et al. (1976) HabmOnaIH BTOPYIO CEMBIO 0€3 POJICTBEHHBIX CBSI3CH MEXKITY POJIH-
TEJIIMH, B KOTOPOH CBHIH M JI0Yb MMENHU T'PhDKY MHIIEBOAHOTO OTBEPCTHS Ana-
(bparmsl, NPOSBIAIOIIYIOCS PBOTOM C POXKACHHS, 1 AaHOMAJIbHO OOJBIINE YIIIH.
AnpOyMHHYpHS IPUCYTCTBOBANIA ¢ camoro poxaeHus. [Ipu ayroncuitHom mccie-
JIOBaHHH MOYEK ITUX JIeTel OblIa BBIIBICHa MUKPOKHUCTO3HAS TUCIIIAa3Hs B COYe-
tanuu ¢ @CI'C. Bonee Toro, y 1eBOUKH HAaOIIOAIOCH paclieIUICHHE TIEPEIHNX
Kamep oboux 11a3. bpar ymep B Bozpacte 14 nueit, a cectpa—B 3 roga. B 1987 .
R.Roos 1 coaBr. ormyonukoBain 12 ciaydaeB ¢ aHaAIOTHYHONW KIMHUYECKOH Kap-
tuHOU. B 1994 1. B.Z.Garty u coaBt. ommcany eBpeicKyo OIH3KOpOICTBEHHYTO
ceMbio (Opak Mexay Asnel W IUIeMSHHHLEH) ceBepoappHUKaHCKOTO MPOHC-
XOXKJIEHUS, B KOTOPOH U3 8 JeTeil 2 ManpauKa U 1 1eBouKa UMENH BPOXKICHHBIN
HeQpPOTHYECKUiT CHHIPOM, 00yCIIOBIECHHBII TU(]y3HBIM ME3aHTHATBHBIM CKJIIE-
PO30M, MUKpOIIC(aTueH U 3aJIePHKKOI ICUXOMOTOPHOTO pa3Butus. Bee 3 mereit
yMmepiu B Bo3pacte 10 3 neT. B.Z.Garty u coaBrt. 3adukcupoBanu 19 ciryuaes
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BPOXKAECHHOTO HE()POTHUECKOTO CHHIPOMA ¢ MHUKpouedanuie, B 4 U3 KOTOPBIX
ObUTM BBISIBIICHBI THCTOJMIOTHUYECKUE MPU3HAKH AN(P(HY3HOTO ME3aHTHAIBHOTO
ckiepo3a. Hanmune BpOXXKIEHHOTO THIIOTHpPeo3a, 00yCIOBICHHOTO THIIOILIA-
3uel IMUTOBUIHBIX XKeJle3, THIOIIAa3HsI HaJIIOUCUHUKOB MOXKET TaKKe BXOIUTh
B CTPYKTYpY JAaHHOTO CHHIPOMA.

OpnHako MOUCK T€Ha, OTBETCTBEHHOIO 3a PAa3BUTHSA 3TOTO CUHAPOMA,
JI0 HACTOSIIETO BPEMEHU He yBeHuascs ycrnexoM. Tak, A.Dietrich u coast.
obcnenosanmu 18 nmereit ¢ cunapomom ['ammoBesi—MoBaTa U He OOHAPYKIIIN
MyTaluu reHoB B,-namuunHa (LAMB?2), as-namunnna (LAMADS), o3-uHTErpHHA
(ITGA3), B;-unterpuna (ITGB1) u a-akrununa-4 (ACTN4). OrcyTcTBHE MyTa-
LU B BBIICONMCAHHBIX T€HAX MCKIIIOUMIIO POJIb OEIIKOB, KOIMUPYEMBIX 3TUMHU
reHaMH, B maroreHese cuHapoma [‘autoBes—MoBara.

MyTauus reHa a-aKTMHUH-4

I'ereposurornast muccenc-mytanus rena ACTN4, KoqupyroLero o-akKTuHUH-4,
MIPUBOIMT K PAa3BUTHIO ayTOCOMHO-TOMIHAHTHOH (popmbl cemeriHoro ®CI'C. T'en
ACTN4 nokanuzyetcst Ha Xxpomocome 19q13. JlanHoe 3a00J1eBaHme XapaKTepH-
3yeTcsl No3Hel MaHu(ecTalyeil B BUe yMEPEHHON NPOTEMHYPHH U MEAJICHHO
nporpeccupyomnel Hegponaruu.

0-aKTHHUH-4 TIpeIcTaBiIsIeT co00i Oenok ¢ MoJeKy apHbIM BecoM 100 x/1a.
Okcmnpeccuss MPHK o-akTiHIHA-4 B IOYKaX OOHApY)XeHa B CTEHKaX KPOBEHOC-
HBIX COCYZIOB M noponnTax. M3BeCTHO, 94TO 0-aKTHHUH-4 TIEpeMEIacTcs B IAPO
TIOJT BIUSTHUEM JIETIOTUMEPU3AIINN aKTHHA, pacroyaraetcst okoso oenka CD2AP
U TECHO CBf3aH ¢ ryaHwiar-kuHa3zod MAGI-1. OtmedyeHa poib o-aKTHHHUH-4
B [1aTOTeHE3€ MPOTEHHYPUH. B KCIIepUMEHTaIbHBIX MOAEIAX HEPPOTHYECKOTO
CHUHIpOMa OTMEUANOCh YCUJIEHHE aKTMBHOCTH (-aKTUHHHA-4, KOTOpOE Ipea-
IIECTBOBAJIO CIVIAXKMBAHUIO «HOXKEK» MozponuTa. boiee Toro, omHOBpeMeHHOE
B3aUMOJIEICTBUE O-aKTHHNHA-4 ¢ MHTETPUHAMH U [3-KaTeHWHOM ILENCBOI 1na-
(parMel onpenesseT ero 3HaUNMOCTh B PETYJISIMN CTPYKTYPBI OAOIHTA.

HorteHapgkoneHHblit cuHapom (nail-patella syndrome)

Horrenankonenuslii cunapom (nail-patella cuHapoM), U3BECTHBIA Takke Kak
HacJIeJICTBEHHAss OHMXOOCTEOANCIIIA3HS, SIBISIETCS PEAKUM TeHETHYECKHUM 3a00-
JIeBaHHEM, KOTOPOE COIPOBOXKIAETCS SIBHBIM ITOPAYKEHUEM KOCTEH, CyCTaBOB,
HOTTEH M BOBJICYCHHEM B IATOJIOTHYECKHUH TIPOIECC TIOUCK.

Jlokyc NPS rena 0v11 naeHtudunupoad B 1998 1. B kagecTBe roMeo0-
Mena LIM — Ttpanckpunmuonnoro ¢aktopa LMXIB. V mamuentoB ¢ NPS
00HapyXUBajaoCh pasHooOpasue myrtanuii B LMX1B. Xots dyHKIus reHa
LMX1B npencrapiseTcss BaxKHOH JUIsl HOPMaJIbHOTO Pa3BUTHS KOHEUHOCTEH
U TI0YEK, TOYHbIE MEXaHU3MBbl Y4aCTHsI JAHHOTO F'eHa B Pa3BUTHU ITOYEK eIlle
HE U3YYCHBI.

Nail-patella cuaapoM oTHOCHTCS K rpymIe 3a00eBaHni, 00yCIOBICHHBIX
narosioruei kosareHa I11 Tuna, npuBoaAIIUX K HApyLIEHUIO CTPYKTYphl [ BM.
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ITpu cBeTOBOI MUKPOCKOITNMH OOHAPYKUBAIOT Hecnennpuieckne o0pa3oBaHus
B BHJIE€ (POKAIBHOM I'MIEPIIa3suy ME3aHTMyMa 1 OTpyOeHNE CTEHOK KallMJLIAPOB
KIIyOO4KOB, ()OKaJIBHBIH M CETMEHTAPHBII TIIOMepyI0ckiepo3. [Ipu nmMmmyHo-
(GITFOOPECIIEHTHOW MUKPOCKOIIUK HAONIONAIOT HeCTeH(PUUCSCKUE JEIO3UTHI
IgM u C3 B xiyOoukax. DJIeKTpOHHAs MUKPOCKOIIUS IOMOTAeT BBISIBUTH
MTaTOTHOMOHWYHBIE TOBPEXXACHUS: orpyOeHue 0azanpHOi MeMOpaHbl KiryOouKa
C y4JacTKaMH NpPOCBETIeHHUs (MeMOpaHa HAallOMHUHAET TKaHb, U3bEACHHYIO
MOJTbI0). AHAJIOTHYHBIE U3MEHEHHUs 0a3albHBIX MEMOpaH KIyOOYKOB HAOIIO-
JIAI0T y BCEX YJICHOB CEMbU OONBHBIX, Y KOTOPHIX €CTh M3MEHEHHS B KOCTSX
Jaxe 0e3 opaXeHus MoueK. B 3TuX npocBeTieHUsX U B CyOdHI0TENNATBHOM
MIPOCTPAHCTBE HAXOMAT TAK)Ke HUTH KOJUTareHa C PeryJIsspHOH IIepHOANIHOCTHIO
B 64 HM.

TUNUYHBIMU KIMHAYECKUMHU MPHU3HAKAMH SIBIISIOTCS JHUCIIACTHYECKHE
U TUIOIUIACTUYECKHE HOTITH MAaJbIEB, OCOOEHHO KpyHHBIX. HagkoneHHUKH
YMEHBIIEHBI WM TOJHOCTBIO OTCYTCTBYIOT. VI3MEHEHHUS JIOKTEBOTO CyCTaBa
MOTYT MeUIaTh MOJHOMY pa3rnOaHuio Mpesieubs. B OoybIIMHCTBE CllydyaeB
1o3aau B OOJIACTH KPBUIBEB ITOJB3JONIHON KOCTH BHIHBI KOCTHBIE IITIOPHI.
MoskeT HaOMOaThCs TeTEPOXPOMHESI DALy KHBIX 00oyodek. CaMbIM 4acThIM
MIPOSIBIIEHHEM CO CTOPOHBI ITOYEK SBIAETCS MUHUMAJIbHAS IIPOTEUHYPUS, 4aCTO
B codeTaHuy ¢ aputpouutypueii. Ona BozHukaeT y 30-40% GonbHBIX, X 0OBIYHO
ee 0OHaApy)KUBAIOT B JIETCKOM MJIHM IOHOIIeCKOM Bo3pacte. Hedporuuecknii
cuHIpoM U mporpeccupyroinyio ITH HaGmogaror Menee uem y 10% npereit
Uy B3pOCJIBIX NMAIUEeHTOB. [IpoTenHyprs B OCHOBHOM HECEIEKTUBHAsS. YPOBEHb
KoMITJIeMeHTa HopMaibHbIi. [ToBsimenre A/l (eciam OHO HMEET MECTO) OOBITHO
yMepeHHoe. Y MHOTHX OOJIbHBIX Te€4eHHE 3a00NeBaHUS JOOPOKAUYECTBEHHOE
1 KIMHAYECKasi KapTHHA OTPAHWYMBAETCS M3OJIMPOBAHHOIN NPOTEHHYpPHEH.
VY i1 co 3HAYUTENBHON MPOTeUHYpUeh, 0COOCHHO C HEPPOTHIESCKUM CHHIIPO-
MOM, MOkeT pa3Butbes [TH.

HacnepcrBeHHbI Hepput
O.B.lllamoxuna

HacnencreeHnslii HepUT — HEMMMYHHAsI TEHETHUECKH JeTEPMHHUPOBAHHAS
IIIOMEpYJIONaTHs, CBsI3aHHast ¢ MyTanuei reHoB kosutareHa IV tuma COL4A4/
COL4A3. ITo KTUHAYECKOMY TEUSHHIO BBIACIIOT 2 (POPMBI HACIEICTBEHHOTO
He(puTa, 00yCIOBICHHBIE MYTalUsIMHU Pa3HbIX T€HOB: CHHAPOM AJBIIOPTa
1 60s1e3Hb TOHKUX 0a3aJIbHBIX MEMOpaH.

CuHapom AnbnopTa

CunzipoM AJBIIOPTa — HEUMMYHHAsl TeHeTHUYECKU IETePMHUHUPOBAaHHAS ITIOMEPY-
Jionarusi, cBa3aHHas ¢ MyTauueil renoB konareHa IV tuna COL4A4, nposBisto-
miascs reMaTypueil, IpOTeMHYpUEH, TPOrPECCUPYIOIIUM CHI)KEHHEM ITOYEYHBIX
(YHKIMH, HEPEKO COYETAIOIIAsICs C MAaTONOTHEN CITyXa M 3pEHUSL.
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Snudemuosnoaus

YacroTa cuaapoma Anpnopra B nonymsinuu coctasisieT 1:5000. B Poccun
4acTOTa HACJIEZCTBEHHOTO HE(QpPHUTa CPeAH AECTCKOM MOIYJSAIMH COCTaBIsIa
17:100 000 HaceneHwus.

Berpeuaercs vale, 4eM OMMUCHIBAETCS, B CBA3H C PA3IUUYHON MEHETPAHTHO-
CTBIO M DKCIIPECCUBHOCTBIO I'eHa, MyTallie KoToporo oH o0yciosieH. Yacrora
Pa3IMYHBIX (2yTOCOMHO-IOMHUHAHTHOTO M ayTOCOMHO-PELIECCHBHOT0) BAPHAHTOB
CUHApOMa AIIbIIOpTa HEOJUHAKOBA B PA3IMYHBIX MOMYIALNHUAX. AyTOCOMHO-
JOMHUHAHTHBIN THUIT CHHApOMa AJIBIIOPTa B Halleil cTpaHe BCTpeyaeTcs dJalle,
4YeM ayTOCOMHO-PEleCCUBHBIN. B eBponelickoii momyssiuny, no naHubiM J.P.Jais
u coaBT. (2000), yacTora ayTOCOMHO-JJOMHHAHTHOTO M ayTOCOMHO-PEIICCCHUB-
HOTO HacJeACTBeHHOTO HedpuTa cocrasisier cymmapHao 10-15% ot Bcex dopm.
Ha pucynxkax 5.1-5.3 npeacraBiieHbl CX€MBbI pa3IMYHbIX BAPUAHTOB HACJIEOBA-
HUS CHHApPOMa AJBIIOpTA.

Smuonoeus

[IpuunHa 3a001eBaHus JISKUT B MyTanuu ogHoro u3 reHoB: COL4AS, COL4A4,
COL4A3 (puc. 5.4). Ilpu kiaccmdyeckoM BapHaHTE CHHApPOMa AJBIIOpTa
MyTtanus npoucxomuT B reHe COL4AS, pacronoXeHHOM Ha [UIMHHOM IDIEYe

O

XMH

@ lemaTypusa @ MaTonoruun 3peHunsa
@ TyroyxocTtb @

CmepTb

Puc. 5.1. Cxema X-CLENNEHHOrO Hacne[0BaHNA CMHAPOMa AfibnopTa.
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O — ]

BLO0006 HihoLILeN

4,5ropa 2,5roga

O lematypua \

Puc. 5.2. Cxema ayTOCOMHO-peL|eCcCMBHOr0O HacnefAoBaHNA cuHapoma AnbnopTa.

36 net 34 ropa

12 net

~~—

O lfematypusa

Puc. 5.3. Cxema AYTOCOMHO-AOMWHAHTHOIO Hac1ieAoOBaHNA CMHAPOMa AJ'IbI'IOpTa‘

X-xpomocomsl. [Ipu onHoBpemenHoi mytaruu reHoB COL4AS u COL4AG6 pas-
BUBAETCS CHHIPOM AJIBITOPTA C IEHOMHO30M NMUIIEBO/IA. Takue O0bHBIE, KaK Ipa-
BUJIO, HAIIPABIISIIOTCS B TACTPOIHTEPOIOTHYECKHE KIMHUKH. J[0 naeHTnduKanmum
CHUHIpOMa AJIbIIOPTa MAIMEHThI HEPEIKO JITUTENbHO Jiedarcs B JIOP-kmimHMKax
TI0 TIOBOALY CHIDKEHHS ciryxa. IIpu ayToCOMHO-pErieCCHBHOM BapHaHTE Hacie-
noBaHus myTanus 3arparuBaeT rensl COL4A3 mnu COL4A4, pacnionoxxeHHbIS
Ha 2-# XxpoMocoMme. AyTOCOMHO-TOMUHAHTHBIN TUII CUHApPOMa AJBIOpPTA, KaK
U ayTOCOMHO-PEIIECCUBHBIN BapuaHT, cBsi3aH ¢ reHoM COL4A4 nnu COL4A3.
MexaHu3MaMHi MyTalluid MOTYT OBITH Jieielus (BbIIaJeHue OOJBIION YacTh
TeHa) WIM TOYKOBas MyTauws. IIpu nenenuy 3HAYUTEIBHOTO ydacTKa I'eHa
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Xpomocoma 13 Xpomocoma 2 X-xpomocoma
25
1 , 24
2
P

Puc. 5.4. CxemaTMyHOe U306paxeHre NoKanm3aLmm reHoB, OTBEYaIOLNX 3a Pa3BUTME CUH-
Apoma Anbnopra.

OOBITHO OTMEYAETCS TSKENIOE TeUEHHE 3a00IEBaHM, C TOPAKEHUEM HE TOJIBKO
noyek ¢ paHHuM passutreM XIIH, HO u opraHoB ciyxa u 3penust. IIpu ToukoBoit
OJHOHYKJIEOTHIHOHM 3aMeHe aMUHOKHCIIOTHI B IeHe KoiulareHa IV tuna 3a6o-
JieBaHUE POTEKAET JIerde, HEPEKO BBISIBIISIETCS TOJIBKO reMaTypHs, ¥ O0Ne3Hb
MOXET UMETh OnaronpusiTHoe pa3Butue. OnHaKO MOJ00HAs KIIMHUYECKas! Kap-
THHA HE WCKJIIOYACT BO3MOXKHOCTB TSDKEJIOTO TEUCHHSI OOJNIE3HH y ITOTOMKOB.
B 6osnbioit Mepe TSKECTh CUMIITOMATHKH 3aBHCUT OT TIOJIA: Y TPEACTaBUTE-
Jei MyXKCKOro Tojia 3a00JeBaHUE MPOTEKaeT Tsxkesee, 4eM y xKeHIuH. [Ipu
myTtanuu reHoB COL4A1 unu COL4A2, pacnionoxkeHHbIX Ha 13-i Xxpomocome,
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Ppa3sBUBAC€TCA HECOBMECTUMOEC C )KU3HBIO 32160JI€B3HI/IC, MIpUBOAALICE K rubenu
mioaa.

llamozenre3

B cBsi3u ¢ MyTanueil reHa, OTBETCTBEHHOTO 3a CTPYKTypy KoiutareHa IV Tuna,
OTMEYAIOTCsl M3MCHEHHs B 0a3ajbHONM MeMOpaHe KIyOOYKOBBIX KalHJUISPOB.
bazanpHas MeMOpaHa COCTOHMT U3 T€OMETPHUYECCKH MPABUIBHO PACIIONOXEH-
HBIX MOJIEKYJI KojutareHa [V Trma u monmcaxapuaHbIX KOMIIOHEHTOB (puc. 5.5).
Ha TIEPBBIX dTallax pa3BUTHUA HACIICACTBEHHOT'O He(pr/ITa IMPOUCXOIUT UCTOHYC-
HUE CpeHEeH ITACTUHKY Oa3aibHON MeMOpaHbl — lamina densa, OTHOBPEMEHHO
HaOJoaeTcs paciierienue 0a3aabHOH MeMOpPaHbI U IOSIBICHHE €€ CIIOUCTOCTH.
Bce 310 siBNISsIeTCs ClEeCTBHEM W3MEHEHHs CBOWCTB MOJIEKYN KojuiareHa. [Ipu
9NIEKTPOHHOH MUKPOCKOIIUH OJHOBPEMEHHO C TOHKHMMH Y4acTKaMu 0a3aibHON
MeMOpPaHbI BBISBIISIOTCS YTONIIEHHBIE YYaCTKU C IIPOCBETICHUSAMH, HAlIOMHHA-
IOlIYe MYEIMHBIE COTHL. ba3abHas MeMOpaHa TepsieT CBOIO CTPYKTYPY, BHYTpHU
Hee MOABJISIOTCS CKOIUICHUS TOHKOIPaHyJIIPHOrO BellecTsa. 11o mepe nanbHei-
IIEr0 POTPECCUPOBAHHS OOIC3HU IPOUCXOAUT TSDKENAs ASCTPYKIHS Oa3anbHON
MeMOpaHbI ¢ ee TaTbHEHIINM YTOJIIEeHHEM 1 tuctpoduei (puc. 5.6).
V3MeHeHH s KacaloTcsl He TONBKO 0a3aibHBIX MEMOpaH KITyOOUKOBBIX KarliJl-
JSIPOB, HO U 0a3abHBIX MEeMOpaH KaHAJIBIEB, & TAKKE MEMOPAHHBIX CTPYKTYP
BHYTPEHHETO yXa, IM1a3 U KoKH. VIMEHHO MOTOMY, 4TO aHOMaJbHOE CTPOSHHE
0a3anbHBIX MEMOpPaH KOXKU XapaKTepHO JUIsl HAaclleICTBEHHOTo Hedpura, B psijie
KJIMHHUK TIEPBBIM JHATHOCTHYESCKUM HCCIICIOBAHUEM SIBIISIETCS] THCTOXMMHYECKOES

Monekyna lenapaHcynbdat- HwuporeH
\, Y paHcynbé d A JlaMyHWH
konnareHa IV Tmna § % npoTeornukaHbl (SHTAKTUH)

Puc. 5.5. Cxema cTpyKTYypbl 6a3anbHON MembpaHbl.
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Puc. 5.6. SnektpoHorpamma npuv cmHapome Anbnopra.

OIIpeIeIIeHIE COCTOSTHUSA KOXH OonbHOT0. K Onorncun kokn npuoeraior noromy,
YTO 3TO MEHEE TPABMHUPYIOIIAs MPOLEAYPa, IeM ITOUeTHAs OHOTICHS.

Knaccugpukayus

Knaccudukarus cuaapoma AJbIiopra mpeacTaBicHa B Tadnuie 5.2.

KnuHuyeckas KapmuHa

Jns HacnencTBeHHOTO HepuTa (CHHIpPOMa AJBIIOPTA) XapaKTEPHbI JKaI00bI
o0mIero xapakrepa Ha OBICTPYIO YTOMIIIEMOCTD, OJIETHOCTH KOYKHBIX TIOKPOBOB,
CHI)KEHHE MBIIIEYHOTO TOHYyca. B psine ciydaeB OeTH HE MPEABSBISAIOT CyOb-
eKTHBHBIX )KaJ100, ¥ TOrJa MepBbIM CUMIITOMOM, KOTOPBIH MpHUBIEKaeT K cede
BHUMaHHE POJMTEIICH U Bpaya, SBJIIETCS reMaTrypusl.

[Ipu cbope aHamHe3a B PONOCIOBHOW OTMEUAIOTCS CIydan 3a00ieBaHMH
nouyek c¢ remarypued, XIIH, cHmkeHueM ciiyxa ¥ 3peHHUS] Y POJICTBEHHU-

Ta6bnuua 5.2. Knaccndukauma cuHgpoma AnbnopTta

Tun nepeaaun Mytupylowun | Jlokanusauvsa MpopykT

reH reHa reHa
X-cuenneHHsbin (puc. 5.1) COL4A5 Xq21-22 Llenn konnare-
AyTocomHO-peLieccmBHbIN (puc. 5.2) | COL4A3 chrom 2 Ha IV Tuna

AyTOCOMHO-AOMMHaHTHbIN (puc. 5.3) | COL4A4 chrom 2
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KOB 10 ofiHOM u3 jauHui. [Ipu knaccuueckoM X-CLEIIEHHOM HAcIeI0BaHUU
IIPU HAJIMYWU CHHIPOMa AJBIOPTA y OTLA OOJIE3Hb MOXET Pa3BUTHCS TOJIBKO
y ero go4epei, Toraa kKak y O0IbHOM JKeHIUHBI MOTYT IOCTPAJIaTh AETH 000€ro
nona. IIpu ayToCOMHO-TOMHUHAHTHOM M ayTOCOMHO-PELIECCUBHOM BapHaHTaX
CHUHJIpOMa AJIBIIOpPTa BO3HHUKHOBEHHE 3a00J€BaHUS y MOTOMKOB HE 3aBHUCHT
OT 110712 OOJIEHOTO POIUTEIIS.

OCHOBHBIE KJIIMHHYECKHE W J1a00OpaTOpHBIC CHMIITOMBI HACIEICTBEHHOTO
Hedpura:

* reMatypus (BIJIOTH IO ATIM30/I0B MaKpOTeMaTypuH);

* nporerHypus (OOBIYHO MOSBIISETCS TPU HEOIArONPUSITHOM TEYEHHH 3200~
JeBaHUs; B cTaauu HaunHaromeiics XITH Moxer pa3BuThes HeppoTHie-
CKHUI CHHIPOM);

* JIEHKOLUTYpHS, HOCAIIAs abaKTepHaIbHBIN XapakTep (Kak MpaBUiIo, B MOUe
OTIPEIEIISIOTCS TUMQOITUTE);

* HapylleHHE ClyXa (aHOMaJHs CiIyXa 110 3ByKONPOBOAAIIEMY THITY MOXET
0OHapY>KUBAThCSl B BO3pacTe 7—8 JIET C MOMOIIBIO ayJJMOMETPUH; KIIUHHU-
YEeCKH BBIpaKEHHAsI TYTOyXOCTh OOBIYHO Pa3BHBAETCS K MOJAPOCTKOBOMY
BO3pacTy);

* HapyIIeHHE 3peHNUs (pa3IMIHbIe aHOMAJIMN 3pEHUS: KaTtapakTa, cepoda-
KU C BTOPUYHOI MUOIIHEH, MMTMEHTHEIN PETHHNT; HanOoJiee XapaKTepHO
HaJlMuue NepeTHEro JICHTUKOHYCa);

* HepeIKo apTepHajbHas THIIOTOHMS, 8 HA O3HUX CTaIUsX 3a00IeBaHUs —
AT

* V3U mouek: Ha paHHUX CTATUSAX MOXKET OBITH YTONIICHHE MOYECHHOM
MapeHXMMBI, Ha MO3IHNUX — HapylleHne An(QGepeHINPOBKA TapEHXUMBI
Ha KOPKOBBIM M MEYJUIAPHBIH CIIOH, 00€THEHHE ITOYEYHOTO KPOBOTOKA ITPH
IIBETOBOM JIOTITUIEPOBCKOM KapTHPOBaHUHY;

* CHIDKEHME MOYeYHbIX (YHKIMH, BILIOTH 0 pa3BUTHs TepMuHaIbHOH XITH
(ToBBIIIEHNE KpeaTHHNHA, MOYEBHHBI KpoBH, CHIDKeHHE CKD).

CHIKeHNe OYeYHbIX (DYHKIMH OTMeYaeTcst 0ObIYHO B ITyOepTaTHOM, a HHO-

I7a ¥ B IPeAyOepTaTHOM neprose pa3Butus pederka. [To mepe nmporpeccupo-
BaHMS HACIEICTBEHHOTO HE(PHUTA U CHIDKCHUS ITOYCYHBIX (YHKIMH CHadama
U3MEHSIOTCS MTOKa3aTely, XapaKTepPU3yIOIINe COCTOSHUE KaHAaJIbLIEB, BCIE]
3a TeM CHIXKaeTcs ¥ KiyboukoBasi punbrpauns. Pazsurue tepmunansaoit XITH
CBOHCTBEHHO OOJILHBIM, JIOCTHUTIINM COBEPIICHHOJIETHUS, OJHAKO y HEOOIIBIIOTO
yycna nanueHTos npusHaku XITH BeraBistorcs yxe B 1415 ner.

JuazrHocmuka

JuarHo3 cuHIpoMa AJBIOPTa yCTAHABIMBACTCS MPH HAIMYUU y peOeHka
reMaTypuu, 0COOCHHOCTEH POMOCIOBHON (HAIMYUE Y MPYTHX WICHOB CEMbH
reMaTypud W/WIH MPOTEUHYPHUH, JICTATbHBIC HCXOAbl B CEMbE MO MPUYHHE
XIIH, Hanmn4re pOACTBEHHUKOB C TYTOYXOCTBIO), IO JAHHBIM JIA00PaTOPHBIX
1 HHCTPYMEHTAIIBHBIX UCCIICNOBAHUH (MCCICIOBAHNUS CIyXa U 3pEHUs, OHOTICHS
TTOYEK).
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JUis muarHoCcTUKM CHHApOMa AJBIOpTa HEOOXOAMMO TPHCYTCTBUE 3 U3
7 OCHOBHBIX IIPU3HAKOB:

1. T'emarypus unu netanbHbii uexon oT XITH B cembe.

2. 'emarypust W/uiu IPOTEUHYPUS B CEMBE.

3. Crieriumaeckue n3MeHeHUs 6a3anbHONH MeMOpaHbI KITyOOUKOB IIPH 3JI€K-
TPOHHOW MHKPOCKOIIMK OHonTaTa.

4. CHIKEHHE CiTyXa MO0 IaHHBIM ayTHOMETPUIECKOTO NCCIECIOBaHNUS.

5. BpoxkneHHast maTonorus 3peHus.

6. Hanmmuue nefioMuo3a MUIeBoa.

7. U3menenus [V tuna koynarena B SnuaepMalibHbIX 0a3aibHBIX MEMOpaHax.

OCHOBHBIM JAMATHOCTUYECKUM KPHUTEpPHUEM JJIsi IOCTAHOBKM JUArHo3a
HacJIeICTBEHHOTO He(prTa SBISICTCS OHOTICHS TTOYEK.

Ceéemosan mukpockonus. CBETOONTHYECKOE HCCIEAOBaHHE OmomTara
MTOYEYHON TKaHU YKa3bIBacT OOBIYHO HA HAJIIMYME ME3aHTHANIBLHOH mponudepa-
MU, TUCTPOPHN KAHAIIBIIEBOTO SMUTENUS U (GUOPOIUIACTHYECKUX U3MEHEHUH
B UHTEPCTHUINH.

Hmmynogpnyopecuenmnoe uccnedosanue. B Heppoduonrarax oOBIYHO
BBIABIISIETCSI MIMMYHOHETaTHBHOCTD KITyOOUKOBBIX KalUIIPOB WK HecTiennpu-
YEeCKOE CBEUECHHE KOMIUIEMEHTA.

dnexkmponnas mukpockonua. THINYHO HAITMYHNE YTONIIEHHBIX 0a3aJIbHBIX
MeMOpaH ¢ y4acTKaM# JUCTPO(UH U MOTHOMN UX JecTpyKimei (puc. 5.6).

Monekynapno-zenemuueckoe ucciedo6anue HEOOXOIUMO TIPU PA3BUTUH
3abosieBaHus de novo, 0COOEHHO Y JIEBOYEK, KOT/IA 3JIEKTPOHHAS MUKPOCKOTIHS
Ouorrara MOYeYHON TKaHH MOXKET OBITh HEIOCTATOYHO YOS IUTEILHOM, a TakKe
MIPY HETUIIMYHOM TeueHHH 3aboneBaHus. Hanbonee M3ydeHsl BapHaHTHl MyTa-
mun rega COL4AS.

HugdeperyuansHaa duaeHocmuka

Cunnpom AnbriopTa npexze Bcero tudQepeHupyIoT ¢ reMarypudeckoi Gpop-
moit I'H. Ilpn TH B cemMbe 0OBIYHO HET OXHOTHUIHBIX 3a00JIEBAaHH ITTOYEK,
Tyroyxoctu, panHero passutust XIIH. IIpu MopdonornueckoM uccienoBaHun
6MONTAaTOB MOYEK ONPENEISIETCS OAWH U3 UMMYHHBIX BapranToB ['H ¢ momoxu-
TENBHBIMU pe3ynbTaTaMi UMMyHo(ITyopecueHun. [Ipu anekTpoHHO MUKpO-
CKOIUU TUTIMYHBIE PU3HAKKU CHHIpPOMa AJIBIIOPTa OTCYTCTBYIOT.

JuddepennmanbHo-MarnocTuieckoe ommuue or IgA-nedpponarun —
OTCYTCTBHE CBeUeHUs IgA B Me3aHIMH KIIyOOUKOB IPH MMMYHO(ITyOpEeCIIEHT-
HOM HCCJIEIOBaHIH HEPPOOHONTATOB, HOPMAIBHBIH ypoBeHb IgA B CBIBOPOTKE
KpOBH.

Hnst octporo nocrerpentokokkoBoro I'H xapaktepHo octpoe Hauano, s
HACJIEACTBEHHOTO HepHuTa — TOPIMIHOE TEUEHHE, a TAK)KE HOPMAJIbHBIA ypo-
BEHb aHTUCTpenToNN3MHA-O 1 Ppakiuii KOMIUIEMEHTA.

[IpoBomures nudhepeHnnanbHas [HarHocTuKa ¢ 00JIe3HbI0 TOHKUX 0a3aiib-
HBIX MeMOpaH, JJIsl KOTOPOH XapakTepHO ayTOCOMHO-JIOMHUHAHTHOE HACIIEI0-
BaHME, ONaronpusTHOE TEUCHHE 3a00NIEBaHMs, OTCYTCTBUE ITOPAKEHHH CITyXa
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u 3penus, cMmepreid ot XIIH B cembe. Ilpu 351eKTpOHHON MUKPOCKOIIUU MTOYEY-
HBIX OMOTTATOB BBIIBIISIETCS PABHOMEPHOE MCTOHUYEHHE Oa3albHBIX MeMOpaH
KITyOOYKOBBIX KalFJLISIPOB.

CHOXXHOCTH MOTYT BO3HUKHYTH ITpU AH(epeHIMpOBaHUN CHHIApOMA AJb-
nopra ¢ Hepornatuei, CBsI3aHHOH C THIOIUIACTUYECKOH ncIa3ueii, 0coOeHHO
IIPY ayTOCOMHO-ZIOMWHAHTHOM THIIE HacieAoBaHus nocienneil. OmaHako mpu
MIPOTPECCHUPYIOIIEM TEUCHUH HEe(POMaThH, CBSI3aHHOM C TMIOMIACTHYECKON
auciuiasued, kak npasuwio, XIIH pa3BuBaercs paHblie, a NpU TUCTOIOTHYE-
CKOM HCCJICIOBAHUH MTOYETHOTO OMOITATa BBIABIISAIOTCS BRIpaKEHHBIE TPU3HAKU
CTPYKTYPHOTO AU33MOpHOTreHe3a, CBONCTBEHHBIE 3TOW MaTOJIOTHH.

Hepenxo Bo3HHKaeT HEOOXOMMOCTh MpoBeneHHs AU hepeHTHaNbHOM Tua-
THOCTHKH HacJeJICTBEHHOTO HedpuTa ¢ AUCcMeTabOINuecKol HedpomaTHen,
MIPOTEKAIOIIEH ¢ OKCAJIaTHO-KAIBIEBON KpucTaTypuel. s Hee XxapakTepHsl
pa3IyHbIe 3200/ICBaHN MTOYEK B CEMbE, Y CTAPIINX ITOKOJICHHUH, KaK IPaBUIIO,
BBISBIISICTCS MOYEKaMeHHas Ooyie3Hb. B aHamm3ax Moun 0OHApYKUBAIOTCS KpPH-
CTaJIJIbI OKCAJIATOB, IIPY OMOXMMHYECKOM MCCIESI0BAaHUI MOYH — THIIEPOKCAITYPHSL,
runepkaibiuypus. [pu Hedpoduorncun y pedeHKa onpenenstoTes: TyOyIoHHTep-
CTHIMATbHBIC N3MEHEHNS, a B KaHAIbIAX — KPUCTAUIBI OKcaaToB. IIpu ariek-
TPOHHON MUKPOCKOITHH THITHYHbIE TPU3HAKN CHHAPOMa AJIBIIOPTa OTCYTCTBYIOT.

Jis mpoBenenns auddepeHnanbHON THarHOCTHKA C TeMOPPArnIeCKHM
LUCTUTOM ITPOBOIUTCS LIUCTOCKOIIHSL.

Jliist uckimoueHust 3a00J1eBaHUI CBEPTHIBAIOIIEH CHCTEMBI KPOBH, IPOTEKAI0-
KX C CHHAPOMOM I'eéMaTypyH, NCCIEAYIOT KOaryJIorpaMMy M arperarorpaMmmy,
B CITy4asiX HEOOXOANMMOCTH PEKOMEHAYIOT KOHCYJIBTAIMIO TeMaToJIora.

JleyeHue

OcHOBHO 3a/1aueii JIeueHUs SIBISIETCS 3aMeIEHHUE IPOTrpecCUpoBaHus 3a0o0ie-
BaHUA (oTcpouka pazsutus XIIH).

Jist aTOTO pEeKOMEHAYETCS:

* cOajaHCHPOBaHHOE 110 OCHOBHBIM I'paJlieHTaM IHTaHHE;

* nedeOHast PU3KyIBTYpa;

* OrpaHHWYEHHE KOHTAKTOB C HH()EKIIMOHHBIMU OOJTbHBIMU;

* caHalys 04aroB HH(EKLUH;

* BaKLMHAINA 10 HHIAWBUAYAIbHOMY IUIaHY;

* sHeprorponHas repanus (L-kapantuH, kosu3uM Q10);

* PEHONPOTEKTUBHASA, aHTUIIPOTEUHYPHUUECKAsl, AaHTUCKIEPOTUYECKas Tepa-

st HAII® (kanTomprut, SHATAIPHUI, MOHOIIPHII U TIp. ).

MHOrouHCIeHHbIE NCCIEAOBAHMA B PA3JIMUHBIX CTPAHAX MHUpPA ITOKA3aJI1, 4TO
neuerne I'KC BeI3bIBaeT yxyauieHne cocTosHUS. 1Ipu HCIoap30BaHUH [TUKIIO-
CIopHHa A oTMeuaeTcs CHHXXCHHE MPOTEHHYPHH, HO CJIeAyeT MOMHHUTh, UYTO
JiedeHUe He0OXOIMMO MPOBOANTD MO/ KOHTPOJIEM KIIyOOUKOBOH (puibTpanu.

V nereii c cunapomMoM Anbsnopra, npuHuMaronux HAII®, meanennee Hapac-
taet nporennypusi, CK® mmeer CKIIOHHOCTh K MOBBIIICHHUIO, & KPEATHHUH
KPOBH — K CHIDKCHHIO, OTMEYACTCsl TEHASHINS K HopManu3auu AJl.
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[IpeankTopamu OTCYTCTBHS TepaneBTHIecKoro neiicteust HAIID sBnstores:
* OTCYTCTBHE aHTHUIIPOTEHHYPHUIECKOTO 3P PeKTa, HaTmIue CTabmIbHON Mpo-
TEUHYPHH U ee «He()POTUUECKHUID» YPOBEHb;

* TIOBBIIICHHE YPOBHS XOJIECTEPHHA >6 MMOJIb/JI;

* yBeJIMYEHHE DXOTeHHOCTH NapeHXHUMBI Iouek npu Y3U B mepBbie 2 roga

nedenust uATID.

OCHOBHBIM METOZIOM JIeueHHs OONbHBIX NpH pa3BuTuu XIIH sBiseTcs cBo-
€BPEMEHHOE [IPOBEICHNE TIOYEUHOH TPAHCIUIAHTALNH, )KENAaTeNIbHO 0€3 AIUTEb-
HOM Manu3HOM Tepanuu. Bo3moxHa poncTBEHHas TpaHCILIaHTALMs 110 JIMHUU
POICTBEHHHKOB, Y KOTOPBIX HET MyTallul TeHa CHHAPOMa AJBIIOpTa.

lpogunakmuka

OO6s13aTesIbHO IPOBEACHNE MEANKO-TEHETHIECKOTO KOHCYJIBTUPOBAHHS B CEMbE
¢ HaciencTBeHHBIM HeppuToM. [IpeHaTanpHas OUATHOCTHKA X-CIETHICHHON
(dhopMbI cuHApOMa ABIIOPTa MOXKET OBITH MPOBEIEHA HA OCHOBAHUU TIepeadn
XpoMocoMbl X, HACHTUYHOU XpoMocoMe X MaTepy, ¢ MyTalueld reHa CUHAPOMa
AJbrniopra B ceMbe, I7Ie BEpOsITHA Iepeaada 3a00IeBaHus 110 KEHCKOW JINHUY.

lpoeHo3

B03MOXXHBIMH ITPEANKTOPAaMH NPOTPECCUPOBAHMS HACIECICTBEHHOTO HE(pHUTa
CITy>Kar:
* nporeunypus 6osnee 40 mr/kr/24 4, pukcupyemas y nereit 1o 12 ner;
* HapacTraHue npoteunypun Ha 50% u 6osee 3a ron y peOeHka 1o 12-eTHero
BO3pacTa;

* MaKpo- WK MEKporeMarypus >100 5puTpouToB B MOJIE 3pEHUS, BHISBIIA-

emasi Ha MOMEHT JUarHOCTHKH OOJIe3HH;

* VTONIIEHUE MTOYEYHON apEeHXUMBI, onpenesemMoii Ha Y3U.

[TporHo3 HacneCTBEHHOTO HE(PUTA 3aBUCUT OT (POPMBI 3a00JIEBaHNs, TI0JIA
6onpHOTO: pasButHe XITH wamie orMevaeTcs y My>X4uH, 4eM y sxeHIuH. CuH-
JpoM Anbrnopra ciy:kuT npuuuHoi 1% Bcex ciyuaeB XIIH B Esporme, 2,3%
CJTy4JaeB MIOYCYHOHN TPAaHCIUIAHTAIIMH IIPOBOANUTCS OOIBHBIM C CHHAPOMOM AJTb-
ropra.

HmeeT 3HaueHHE CBOEBPEMEHHOCTh MPOBEACHUS 3aMECTUTEIILHON Tepa-
MMM B BUJIE TIOYEYHOH TpaHCIUTaHTauK. PenninBa HacnencTBeHHOro Hedpura
B aJUIOTPAHCIUIAHTaTe He NMpOoUcXoAUT. ONHAKO HEpEenKOo TSKeIoe MOpakeHHe
TpaHCIUIaHTaTa B BUJAE pa3BUTHs cuHApoma [yamacuepa m3-3a oOpa3oBaHMs
ayTOAHTHUTEN K KoJUlareHy OasanbHbeIX MeMOpaH. [Ipodumaktuka sToro 3abo-
neBaHus TpeOyeT TOYHO cOATaHCHMPOBAaHHOW MMMYHOCYIIPECCHBHOM Tepanuu
B IIOCTTPAHCIJIAHTAIIMOHHOM HIEPHOJIE.

bonesHb TOHKUX 6a3anbHbIX MEMGPaH

bone3Hp TOHKHMX 0a3albHBIX MEMOpPaH — FEHETHYECKH JeTEPMUHHPOBAHHAS
HEMMMYHHasi INIOMEepYJIONaTHs, CBAI3aHHas ¢ MyTaluel reHoB koytareHa IV tuna
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COL4A4/COL4A3, nposBisromascs TeMarypueid, B OOJIBIIMHCTBE CITydacB
He UMeIoIast TCHICHINH K IIPOTrPECCUPOBAHUIO, IOATOMY HEPEIIKO €€ Ha3bIBAIOT
«ceMeitHO# T0OpoKaueCTBEHHON reMaTypHuei».

Snudemuonozus

W3ompoBaHHas reMatypusi B HOIYJIALUN BCTPEYaeTCs Ha PasiMYHBIX TeppH-
TopHsAX MHpa ¢ yacToToi 1-10%, T.e. siBIsieTcst Hanboliee pacTIpoCTPaHEHHBIM
HaCJICJICTBEHHBIM 3a00JIeBaHHEM, MPOTEKAIOIIUM ¢ reMarypueil. B ato umcio
BXOIIAT OOJIBHBIC ¢ CHHIPOMOM AJbriopta u IgA-Hedponarueii.

Smuonozua

[IpruanHOW O0JIe3HN TOHKUX 0a3albHBIX MEMOpPaH SBIAETCS MyTaIlis TCHOB
COL4A3/COL4AS. Onnako nogo0HbIe MyTalluK Mpy 00JI€3HN TOHKUX 0a3aib-
HBIX MeMOpaH oOHapykuBawTcs Toinbko B 40% ciayuyaeB. B cBs3u ¢ 3TuM,
10 MHEHUIO YUYEHBIX, CIIEAYET UCKATh IpyrUe reHbl, OTBETCTBEHHBIE 32 Pa3BUTHE
Ooe3HH.

llamozere3

[TaTorene3 3a0oneBanus OIM30K TOMY, YTO HAONIOMAETCS MMPU CHHIAPOME AJlb-
MOpTa, MOCKOJILKY OO0JIe3Hh TOHKHX 0a3ajbHBIX MEMOpaH TaKKe MMEET ITHO-
JIOTHYECKYFO CBs3b ¢ MyTanueil reHoB COL4AS5/COL4A3. Onnako 0a3anbHBIC
MeMOpaHbI IpU 00JIE3HU TOHKHUX 0a3aJbHBIX MEMOpaH HCTOHUCHBI Ha IIPOTSIKeE-
Hu# Oonee 2/3 ux AmUHEL. B HOpMe TonmiHa 6a3aIbHBIX MEMOpaH KITyOOIKOBBIX
KamUIIpoB KoeOneTcs B mpenenax 321 £ 56 HM, T.e. B CpeIHEM COCTAaBISIET
256 M. [TomrMoO TOHKMX Oa3aIbHBIX MEMOpaH y OOJBHBIX OTMEYAETCSI TUCMOP-
(Gbu3M 3pUTPONUTOB, OOJIee BBIPAKEHHBIHM, YeM MPH HECEMEHHON CIOHTaHHON
remarypuu 1 0one3nu bepxke. st mpoxoxaeHus AMCMOP(HBIX 3PUTPOLUTOB
Yyepe3 TOHKYI0 0Oa3aibHyl0 MeMOpaHy JOCTaTodHa BEJIMYHMHA IOp B Ipesenax
2,25 am. JedhopMupOBaHHBIH IPUTPOLUT «BBUHYMUBACTCS B TOPHI, IPOXOIS
TakKe U uepe3 SHAoTenui (puc. 5.7).

KnuHuyveckas KapmuHa

OCHOBHBIM KJIMHHYECKHM IPHU3HAKOM OOJIE3HM TOHKUX Oa3albHBIX MeMOpaH
SIBIIICTCS TeMaTypus. [emarypusi HaOMomaeTcsl MOKU3HCHHO, TIPH 3TOM, Kak
MPABUIIO, HE OTMEYAETCS CHIKEHUS MOYeUHBIX QyHKuuil. [IpaBaa, quHamMuYe-
CKOe HaOIIOeHNEe 3a MAalMeHTaMH ¢ OOJIE3HBIO TOHKHX 0a3albHBIX MeMOpaH
ITOKA3aJI0, 9TO B HEKOTOPBIX CIIydasx (y>kKe Y B3pOCIHbIX) IPOUCXOAUT (hopMupo-
Banue [TH, 4To 3acTaBiseT OTHOCUTBCS C HACTOPOXKEHHOCTBIO K UCTIONb3YEMOMY
TEPMUHY «I00pOKavYecTBEeHHAs cemelinas remarypusi» (Carasi C. et al., 2005).
Bore3Hb TOHKUX 0a3aIbHBIX MEMOPaH MOXKET OBITh MPEIPACIIOIATaroIUM (ak-
TOPOM K Pa3BUTHIO IMMYHHOH Hedponaruu (TioMepyloHedpura).
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* ceemosas mukpockonus. IIpu CBETOONTHYIECKOM HCCIIEIOBAHIN OHOMTaTa
TIOYEUHOM TKAHH MOYKET BCTPEUAThCsI JIeTKasi Me3aHrHallbHast mponudepars;

* ummynoghnyopecuyenmuoe ucciedosanue. B Hedpobuonrarax BbISBIS-
€TCsl IMMYHOHETaTUBHOCTh KITyOOYKOBBIX KallMJUISIPOB WM Hecrenudu-
YeCcKOe CBEUECHHE KOMILUIEMEHTa;

* INeKmponnas MuKpockonus. TUIITYHO BBISBICHNUE HCTOHYEHHBIX 0a3ab-
HBIX MeMOpaH Ha IpOTsHKeHNH Oojee 2/3 ux miuHE (puc. 5.8).

MosekyspHO-TeHETHIECKOe HCCIIeIOBAHUE IAeT BO3MOXKHOCTh OKOHYATEIb-

HO¥ BepuUKaI|K 3a00IeBaHuUs.

HugbdeperyuansHaa duazHocmuka

JuddepennpanbHas TMarHOCTHKA TPOBOJHUTCS B TIEPBYIO OYEPEAb C CHHIPOMOM
Amnbriopra. OCHOBHBIC OTIINYUS BBIABIISIOTCS IIPH AHAJIN3E POIOCIIOBHOM B CIlydae
HaJIM4HS TYTOYXOCTH U TIATOJIOTHH 3PEHHS, a TAKXKE MPH MEKTPOHHONH MHKPOCKO-
UK HepoOuomTara Mpu ceMeHHO M30JMPOBaHHOI remMarypuu. B ocrambHoM
muddepeHnnanbHast TMarHoCTHKa HASHTUYHA TAKOBOW IIPH CUHAPOME AJIBIIOpTA.

JleyeHue

ITpn pemenun BoIpoca O TEPANEBTUUECKON TaKTHUKE y MAlMEHTa ¢ OOIE3HBIO
TOHKMX 0a3albHBIX MeMOpaH IenecooOpa3Ho HcclieoBaHUE (PyHKITMOHAIB-
HOT'O COCTOSIHHMSA ITo4eK. [Ipyn HOpMaJIbHBIX MOKa3aTeIaX GyHKIUM HEOOX0IUMO
JIMHaMHYeCKOe HaOIIOJICHUE 33 COCTOSIHUEM peOeHKa C MOBTOPHBIMH (DYHKIIHO-
HaJIbHBIMHU TIPOOaMH.

Pexomenayercs:

* cOalaHCHPOBAHHOE 10 OCHOBHBIM T'paJHCHTaM IHTaHHE;

* nedeOHas PHU3KyIBTYpa;

Puc. 5.7. lNpoxoxaeHne rmomepynsapHoro 6apbepa AeGopMUPOBaHHBIMU SPUTPOLUTAMMU,
anekTpoHHas Mukpockonus (Collar J.E. et al,, 2001).

JluazHocmuka

Juarnoctuueckue KpUTepru O0JIE3HH TOHKUX 0a3ajibHBIX MeMOpaH:

* TeMaTypusl B CEMEE;

* cnenu(uIecKre N3MEHEHUs 0a3abHOH MEMOPaHbI KITyOOYKOB IPH 3JICK-

TPOHHOW MHKPOCKOIIMHK OnomnTara.

B HEKOTOPBIX CiTydasx MOXKET NMPUCOSANHATCA TpoTeuHypus u Al (kpaiine
penko).

OCHOBHBIM JTHarHOCTUYECKUM KPHUTEPHEM JUIS MOCTAaHOBKH JHAarHo3a
HacJIeICTBEHHOTO He(prTa SBISIETCS OHOTICHS TTOYEK:

Puc. 5.8. dnekTpoHorpamma npu 605e3H1 TOHKKX 6a3asibHbIX MeMOpPaH.
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* OrpaHMYEHHE KOHTAKTOB ¢ MH()EKIIMOHHBIMU OONBHBIMI;

* CaHaIWs 04aroB MH(EKIUM;

* BaKIMHALKS 10 HHAUBUAYaJIbHOMY IUIAHY;

* sHeprorpomnHas tepanus (Onbkap, Kynecan);

* PEHONPOTEKTUBHAs, AHTUIIPOTEUHYPHUUECKasl, aHTUCKIIEpOTUYECKas Tepa-
st HATI® (kanTonpu, SHAIAPUII, MOHOTIPHII 1 JIp.).

lpogpunakmuka

[IpenaranpHOI TUarHOCTUKHU B HACTOsIIEE BpeMs He CyliecTByeT. OCHOBHBIMU
MEpONPHUATHAMH, HalIPaBICHHBIMU Ha 3aMeJICHUE IPOrpeccHpoBaHus 3a001e-
BaHUSL, SIBJISIOTCS MPOQHITAKTHKA MHTEPKYPPEHTHBIX 3a00I€BaHU 1 Ha3HAYCHNE
HAII® mpu npucoeqMHEHUN NpoTeuHypun u Al

lpozHo3

IIporuo3s o6br4HO OmaronpusATHEIN. OHAKO TUCTTAHCEPHOE HAOIIONeHHE HE00X0-
MO, TaK Kak, BO-TIEPBBIX, B HEKOTOPBIX CIIydasx MO MacKoil 601e3HH TOHKUX
0a3aJbHBIX MEMOpaH CKPBIBAETCS CHUHAPOM AJIBIIOPTA, BO-BTOPHIX, BO3MOXKHO
nipucoenunenue ['H, TpeOyrorero neyeHus, 1, B-TPEThHUX, CYIIECTBYIOT IaHHbIE
0 BO3MOXXHOM TIPOTPECCUPOBAHHUH OOJIC3HN TOHKHX 0a3aIbHBIX MEMOpaH BILUIOTh
1o paszsutus [TH y B3pocibix nonei.

Jucnarcepusayus

HucnancepHoe HaOmroneHUe 3a OONBHBIMU C HACJICACTBCHHBIM He(puTOM
u 0OJIC3HBIO TOHKUX 0a3ajbHBIX MEMOpaH IMPOBOMUTCS Ha MPOTSHKCHUH BCCH
JKH3HA C MOMEHTA yCTAHOBJICHHS IUarHo3a. HecMOTps Ha MPUHSITYIO CXEMY
JCTIaHCEpHOTO HabmroneHus (Tadm. 5.3), MHTEHCHBHOCTh €r0 MHIUBUIYabHA
Y 3aBUCHT OT CTEIICHU CHIDKCHUsI (DYHKIIMH [TOYEK, HAPYLICHUSI CITyXa U 3PEHHS.

MepBuyHbie rnomepynoHedppuTbl
O.K.Ilempocan, B.A.I'aspunosa

I'H — rpynna nuddy3HbIXx ”UMMYHOBOCHATUTENBHBIX 32001€BaHHH [TOYEK C TIpe-
HUMYIICCTBCHHBIM TIOPAXKCHUEM KITyOOUYKOB M BOBJICYCHUEM KAHAJIBIIEB H MEXKY-
TOYHOH (MHTEPCTULNATIBLHON) TKAHH.

B stromornu I'H Gonbmioe 3HadeHne HMEIOT: HHGEKIUN (Hanbojee 9eTKO
IIPH OCTPOM TOCTCTpenTokokkoBoM ['H), Tokcmdeckne BemiecTBa (OpraHmde-
CKHE PacCTBOPHTENH, AJIIKOTONb, PTYyTh, CBHHEI U JIp.), SK30TCHHBIC aHTHUICHEI,
JIEHCTBYIOIINE C BOBJIEUEHNEM MMMYHHBIX MEXaHU3MOB, B TOM YHUCJIE U B PaMKax
THIEPYYBCTBUTCILHOCTH HEMEIJICHHOTO THIIA (aTOMHH), PEIKO — YHIOTCHHBIC
anturensl, T.e. JJHK, ModeBas kucioTa, omyxoieBble. DTHOIOTHYCCKHNA (ak-
TOp ymaetcs yctaHoBUTh y 80-90% Gonpueix OI'H u 'y 5-10% 6ompabx XI'H.
Y ocranbHBIX OONBHBIX MPUYMHA OOIE3HN OCTACTCSI HEU3BECTHOM.
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Ta6nuua 5.3. Cxema AncnaHcepHoOro HabnaeHns 1 peabunutaunn getemn
C HaCNeACTBEHHbIM HePUTOM

OCHOBHble
HanpaBneHusa Meponpuartua
HabnogeHnA

YacTtota ocmoTtpa |- negmatp - 1 pas B mecal;

cneymanuctammn + odTanbmornor — 2 pasa B rog;

+ OTONIAPUHIonor — 2 pasa B rog;

+ cTomartosnor — 2 pasa B rog;

+ CypAonor — no pekomMeHgaumy oTofapuHronora

Mpu ocmoTpe 06- |+ Ha obLyee coCToAHME;

paTUTb BHUMaHWe |+ OCTPOTY CIyXa, 3PEHNS;

+ ouary XpoHUYecKol nHbeKumy;

« AL

+ Hanuuue OTeKOB;

+ MOYeBOW CMHAPOM (BbIPAXXEHHOCTb remaTypum, MpoTeNHYpUK,
NerKoLMTYPWU, NOKa3aTeny OTHOCUTENIbHOM MIIOTHOCTY MOYM)

[ononHutenbHble |+ aHann3 MoYn KNNHUYeCKUn 1 no HeunnopeHko — 1 pa3 B mecsAu;

nccnefoBaHnA « aHanu3 KPoBW KNMHNYeCKni — 1 pa3 B 3 mecaua;

+ BMOXMMMYECKNI aHann3 KPoBY (MPOTEMHOrpaMMa, KpeaTUHUH,
MOUYEBUWHa, XONEeCTEPUH, SNeKTPONUTbI — Kanuid, KabLuii, Ha-
Tpuin) — 1 pas B rof, NPy CHKeHUU GyHKLMM NoyeK — No Heobxo-
AMMOCTY;

+ KJIMPEHC SHAOTEHHOro KpeaTuHKHa — 1 pa3 B rof, NPy CHUMXEHUN
bYHKLUMM NoYeK — Mo HeO6XOANUMOCTY;

+ npo6a no 3umMHuLKoMy — 1 pa3 B 6 MecALeB;

- ayguorpamma - 1-2 pasa B rog

OcHoBHble MyTM |+ cHanaHCMpPOBaHHOE MO OCHOBHbIM rPajMeHTam NuTaHue;
0340pOBNeHNA + neuyebHan GU3KyNbTYpa;

+ CaHauuA 0YaroB XPOHUYECKOW MHdeKLMY;

+  MemMbpaHOCTabVNIM3MpYHOLLas, aHTUOKCMAAHTHasA Tepanus;
+ DHeproTporHas Tepanus;

+ peHonpoTekTMBHaA Tepanua NAMNQ;

+ JleyeHvie B CaHaTOPUAX MECTHOTO 3HaYeHNA

OnntenbHOCTb MocToAHHO A0 Nepefayn BO B3POCIYIO CeTb
HabnoaeHuA
MNpodunaktnye- BakumHauma no UHANBMAYaNbHOMY NaHy

CKne NnpmnBnUBKN

Marorenes. [lIupokwuii ciektp Mopdosorndeckux nameHennit mpu ['H ompe-
JiensieTcss pazHooOpa3ueM MMMYHOIATOJIOTMYECKHX MEXaHU3MOB, JICXKAIIUX
B OCHOBE UX NaTtorenesa. B nonasnstomem 6onbmnacTBe ciiydaeB ['H pazsuBa-
€TCsl IPH y4aCTUHM UMMYHHBIX MeXaHU3MOB. [Ipy oCTpoM HOCTCTPENTOKOKKO-
BoM ['H — 3710 0OpazoBanue antuten yepes 10—12 mueit mocne papuHTHTa MTH
anrussl, ipu XI'H — 310 game MeanenHoe 00pa3oBaHHEe IMMYHHBIX KOMITIIEKCOB,



214 naBa V. InomepynsapHble 6one3Hn novek

COZIEpIKaIlMX AHTUTEH M aHTUTENAa K HEMY, OTKJIAJBIBAIOIIMXCS B KIyOOUKax
IIPA HEAOCTATOYHOCTH MEXaHU3MOB UX YIAlCHHSA, y OONBIIMHCTBA OOJIBHBIX
¢ OprcTponporpeccupytomuM I'H — 310 06pa3oBanue aHTHTEN K TKaHHU KITy0O0d-
KOB (0a3anbHOI MeMOpaHe KanwuisipoB). MMyHHBIE KOMIUIEKCHI U aHTHTENA
K 0a3anbpHON MeMOpaHe MOTYT OBITh BHISBIEHBI M MICHTU(HUINPOBAHBI B TKAaHU
MOYEeK MPHU MMMYHOTHCTOXMMHYECKOM HCCIeOBaHNH. [loueuHslii KiyOouek
OTBEYaeT Ha UMMYHHOE ITOBPEXICHUE 2 BUJAMU MATONOTUYECKUX PEAKIIMI: IPO-
nudepanueii KIeTOK MOYEYHOTO KIIyO0OoUKa (MEe3aHTHaJIbHBIX, SHIOTSTHATBHBIX,
SUUTEIHAIBHBIX) U BBIPAOOTKON 3TUMH KJIETKAMH MEXKJIETOYHOTO BEIIeCTBa.
O6a mporecca CTUMYTUPYIOTCA [IMTOKHMHAMHU (B MEPBYIO O4Yepeib MHTEpIen-
kuHOM-1, ®HO, TpomMOonuTapHbIM (akTOpoM pocTa, TPaHC(HOPMHUPYIOIINM
(axTopoM pocra f3), KOTOpBIE BBIAEISIOTCS KaK KIETKaMH CaMOTo KIIyOo4Ka, Tak
1 KJIETKaMH, €ro HHQUIBTpUpYyOmuMH. J{pyroit MEXaHH3M HMMYHOIIATOIOTHYe-
CKHUX peakuuil HabmoaaeTcst Ipu HeppoTHIECKOM CHHAPOME C MUHUMAIbHBIMU
n3MmenenussmMu U ipu @CI'C. B HacTosiiee BpeMs aKTHBHO paccMaTpUBAETCs
BOIIpOC 0 Bexyliei poiu T-muMQoIuToB B HaToreHe3e 3THX MOpPOIIOTHUECKUX
¢opM. B kxadecTBe MOATBEPKIEHHST STOM T'MIOTE3Bl MOTYT PacCMaTpUBATHCS
HECKOJIBKO (haKTOB:

1. Beicokast KOHIIEHTpanys MPOBOCTIATHTENBHBIX ITUTOKHHOB (VJI-2, 1JI-6,
NJI-8, ®HOo 1 1p.) B epro] aKTUBHOCTH 3a00JIEBaHUS.

2. DddeKkTHBHOCTh MIMMYHOCYIIPECCHBHBIX NpenaparoB, Takux kak ['KC,
KaJIbIIMHEBPUHOBBIE HHT'HOUTOPBI, MUKO(EeHOIaTa MO(ETHII, OCHOBHOE JIeHCTBHE
KOTOPBIX MTPOSIBISIETCS B BUJIE MHTMOWpPOBaHUst QyHKIMU T-KIIETOK.

3. Bo3moxHOe pa3BuUTHE HE(QPOTHUECKOTO CHHAPOMA ¢ MHUHHUMAaJIbHBIMHU
M3MEHEHHAMH Ha (oHe TuMQonporudepaTuBHEIX 3a00JICBaHHUMA, TAaKUX Kak
00se3Hp XOKKIHA.

Kaununueckue nposisiaenuns I'H:

* W30JIMPOBAHHBIA MOUYEBON CHHAPOM (M30JIMPOBaHHASI MPOTEUHYPHUS, U30-

JIMPOBaHHAs TeMaTypHs);

* HepUTHUECKHI CHHAPOM;

* HepPOTHUECKUH CHHAPOM (B TOM YHCIE CMELIAHHBII: HEQPOTHUECKUH
CHHIPOM C TeMaTypHeit; He(pOTHIECKUI CHHAPOM C THIIEpTOHMEH; Hepo-
TUYECKHUH CHHJIPOM C TeMaTypHel U THIIEPTOHHEH).

OcHoBHblIe KJInHUYecKue Tunbl FH: ocTpslii, mOg0CTpHIi Ui OBICTPO-
MIPOrPECCUPYIONINHA U XpOHUUYECKUH. [TIoMepyIoHepPUTHI SABISIOTCS CaMo-
CTOATENBHBIMH HO30J0THYecKUMHU (popmamu (nepsuunsie ['H), HO MoryT
BCTpPEYAThCA M NPH MHOTHX CHCTEMHBIX 3a0osieBaHmsax (BropuuHsie I'H):
CKB, remopparndeckoM BacKyIHTE, MMOJOCTPOM OAaKTEpHaIbHOM 3HIOKap-
JIUTE U Jp.

Knunnueckue npossnenuss OI'H:

* W30JMPOBAHHBIA MOYEBOM CHHAPOM;

* OCTPOHE(PUTHUECCKHUN CHHIIPOM;

* HedpoTHIECKNI CHHIPOM.

Ionoctpstii mu 6picTpotporpeccupyromuii I'H xapakrepusyercst ObICTpBIM
cHIkeHHeM QyHKuuu novek u popmupoanuem XI1H B Teuenue 3 mec.
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XT'H yame pa3BuBaeTcs MEUIEHHO, UMEET HE3aMEeTHOE Hadayio. B pen-
KHX CIy4asx OTMEJaeTcs 4eTKas CcBA3b ¢ mepeHeceHHsIM OI'H. B marorenese
OCHOBHYIO POJIb UTPAIOT UMMYHHBIE MEXaHU3MBI, OTHAKO JOCTATOUYHO OBICTPO
BKJIFOYAIOTCSI HEMMMYHHBIE (DaKTOPBI IPOIPECCUPOBAHHUS.

Ha nporspkennn necsitmnetnit kiaccugukanust ['H, ocHoBanHas Ha coueta-
HUM HEYETKUX TUCTOJIOTHYECKUX U KIMHUYECKHUX ITPU3HAKOB U 00YCIIOBICHHAS
HEIOCTaTOYHBIM HCIIOJIb30BAaHUEM METOJa OMOIICHH IOYKH, OCTACTCsl HEOMHO-
3HAYHOH M CIIOXKHOM, YTO OTpa)kaeT HEJOCTaTOYHOCTh ITOHUMAHUS HPUPOIBI
3TOrO 3a00JI€BaHMS.

Ipo6nema knaccudukammu ['H ociaoxHseTCs erie u TeM 00CTOSITEIbCTBOM,
YTO TTOXOXKHE dTHOJIOTMYECKUE U TTaTOTeHeTHYeCcKre (PaKkTophl y pasHBIX 00JIb-
HBIX MOTYT BBI3bIBATh COBEPIICHHO Pa3IH4HbIe rucTonoruueckue Tunsl ['H. 3ot
(beHomeH 00yCIIOBIIEH TIIaBHBIM 00pa30M HHIMBHUIYyaIbHOW HMMYHHOH peaKiiei
Ha 3THOJIOTHYECKHE (PAaKTOPHI U, CIIE0BATENBHO, PA3HON CTETIEHBIO AKTUBHOCTH
ME/IMaTOPOB, BBI3BIBAIOIINX ITOBPEXKICHHE KITyOOUKOB.

C npyroif CTOpOHBI, OIMHAKOBBIE THCTOJIOTMYECKUE U3MEHEHUS MOTYT BO3-
HUKAaTh M0J1 BO3ZIEHCTBHEM PAa3HBIX ITHOJIOTHYECKUX M NAaTOT€HETHUECKUX (ak-
TopoB. Harpumep, nmuddysnsiii npommdeparusnsiii I'H ¢ nomymyansmmu Moxer
pa3BHUBaTHCS B pe3yibTaTe 00pa30BaHMs aHTUTEN K 0a3aibHOM MeMOpaHe KiTy-
60UYKOB, OTIIOKEHHS IIUPKYIUPYIOMNX MMMYHHBIX KoMIutekcoB (LIMK) nmm mon
BO3/ICHCTBHEM MHBIX MEXaHU3MOB.

Kaaccnduxanuss I'H Ha OCHOBaHUU TOJBKO KIMHUYECKUX MPOSBICHUMN
(Bunnnnkas xnaccuduxanus, 1976) mamonHpopMaTHBHA M MOXET HPUBECTH
K 3aTPyAHEHHSM B IOCTAaHOBKE JMArHO3a, TaK KaK OJUH U TOT e CUMIITOM BCTpe-
qaeTcs npu pasHbIX ¢popmax I'H, nmerommx pa3nuuHoe Te4eHHe U Mo-pa3zHOMY
OTBEYAIONINX Ha JiedeHne. B cBs3m ¢ 3TuM coBpemenHas Kiaccudpukanus ['H
JIOJDKHA OCHOBBIBATHCS B IIEPBYIO OYepeIh HA TUCTOMOTHUECKUX MPU3HAKAX, TIPH
9TOM COXpaHss KIMHUYECKHE XapaKTepPUCTUKU U TI0 BO3MOKHOCTH 3THOJIOTHYe-
CKHE MI0Ka3aTeNu, ¢ 0053aTeNbHBIM OTPaKeHUEM (DYHKIIMOHAIBEHOTO COCTOSHHUS
novek, Hanpumep: «OCTpeIi HEPPUTHUECKUH CHHAPOM (TIOCTCTPENTOKOKKO-
BBIHN), T ((Y3HBIH HAOKAMMIUISIPHBIA MTPosTH(epaTnBHO-IKCCYIaTHBHBIN HMMY-
HoxomiuiekcHe 'H. Octpoe moBpexnenue mogex (OIIIT) 1».

Mopdonornueckas knaccupukanys ['H BEIMSAUT ciaenyromnum obpa3om:

1. IlponudeparuBubie HOPMBI:

* octpblid auddy3HbIil nponudeparuBHbiii ['H;

* skerpakanmuipaelii ['H (I'H ¢ «momyimyHUsIMAY — ¢ MMMYHHBIMH OTJIOXKE-

HusMH (aHTH-I' BM, IMMYHOKOMITJIEKCHBIH U MaJIONMMYHHBIN));

» Mme3anruonpoiudeparusasiit ['H (IgA-nedpomnarns);

* Me3aHTHOKAMUIIpHBIN (MeMOpaHonponudeparususbiii) ['H;

2. HenponudeparuBHbie GpopMbl:

* 0oNIe3Hb MUHUMAJIBHBIX H3MEHEHHH;

* OCI'C;

» MemOpano3usiii ['H.

Ha ocHOBaHMU HCCIEAOBaHUS IIOYEIHOTO OMONTATa ¢ OMOIIBIO CBETOBOM,
UMMYHO(IYOPECHEHTHO U 3JIeKTPOHHONW MHKPOCKOIHHU BBIACISIOT HECKOJIBKO
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THCTOJIOTHYECKHUX (POPM, KOTOPBIE OpeeNnstoTes. Mopdonornyeckas KiIaccH-
(ukamys, mpuBeaAeHHas B TaOnuIe 5.3, He ABIsAeTCA WACATHHOMN, TaK KaK B HEH
OTCYTCTBYET OJJHO3HA4HAasl CBS3b MEXIYy MOP(OoIOrndeckoil KapTHHOMN, KIIMHH-
KoM, 3THoJOTHel U marorene3oMm ['H: omHa M Ta e rucrojorumyeckas Gpopma
MIaTOJIOTUM MOKET UMETh Pa3INYHYIO 3THOJIOTHIO U KIIMHUYECKYIO KapTHHY.

s mponmdeparusabix ['H (octpeiii anddy3Hblil mponudepaTuBHBIN, IKC-
TpaKanwUIAPHBINA, ME3aHTHOIPONN(EPATUBHBIIN ) XapaKTePEH B IEPBYIO OYEPEb
He()PUTUIECKIH CHHIPOM.

Henponudeparususie ['H — 3a6oneBanusi, IpH KOTOPHIX MOPaXKAIOTCS CIOU
KJIyOOUKOBOTO (pUiIbTpa — MOJOLMUTHI U OazanbHash MeMOpaHa, oOpasytoiue
OCHOBHOM Oapwep, npexze Bcero st 6enkoB. [loaTromy HemponudepaTuBHbIE
I'H nposBisiioTes TI1aBHBIM 00pa3oM HE(PPOTHUECKUM CHHAPOMOM.

MeszanrnokamuIspHeId (MeMOpaHonponudeparuBHeiii) ['H mpencrasiser
co0oli cMemaHHyIo (hopMy, 00bEANHSSA YEPTHI IPOTU(PEPATUBHOTO U HETIPOIIH-
¢deparuaoro I'H.

CoBpemenHas kiaccugukanust ['H ocHOBbIBaeTCsl HE TOJBKO Ha pe3ynbra-
Tax UCCIeIOoBaHUS MOP(OIOTHUH MOYEK C MOMOIIBIO0 CBETOBOW MHKPOCKOITHH.
Bornbioe 3HavueHue 17151 XapakTEpUCTUKU BceX 00pa3IoB MOYEYHBIX ONOITaTOB
MMEET OIHOBPEMEHHOE HCCIIEIOBaHNE OMOIICHIHOTO Marepuaia HMMYHOTH-
CTOJIOTHYECKAMH METOJAMH C LIENbI0 BBISIBICHUS OTIOKECHUS B KiIyOoukax Ig
¥ KOMIIOHEHTOB KOMIUIEMEHTA, TOCKOJIBKY 3TH HAaXO/KH ITO3BOJISIOT PACKPHIBATh
HOBBIE [TATOr€HETHYECKUE MeXaHu3Mbl pazsutus ['H. B cBs3u ¢ aTuM nocnennue
JeCATHICTHS] O3HAMEHOBAJINCH BBIJICJICHUEM TaKuX HeponaTuii, kak IgA-, [gM-,
C3-, Clg-nedponaruu n 1gG4-acconumpoBannslie Hedponatnn. C MOMOIIBIO
3MEKTPOHHON MUKPOCKOITHH TAK)KE MOYKHO ITOJY4UTh BXKHYIO HH(OPMALIUIO TS
OIIpEAEIIEeHHsI THCTONOTHYecKoro Tina I'H, 1 B OTAENBHBIX CIydasx 3TOT METO.
HE3aMEHMM JJIS IOCTAaHOBKHU MPABHJIBHOTO IHATrHO3a.

Crenyer OTMETHTh, YTO pa3paboTaHHbIE paHee KIacCU(PUKALMU TpaaULH-
OHHO BKJIIOYAJIM TOJIBKO NepBuuHbIe Gopmbl ['H. OnHako m3MeHEHUs B KITy-
0ouKax IpH CHCTEMHBIX 3a00JICBAHUSX MOTYT UMETh JOCTATOUHO XapaKTEepHBIC
MIPOSIBIICHUS, YKa3bIBaIOLINe HAa Haymdue BropuyHoro I'H, m xapakrep mopa-
JKEHUsI KITyOOYKOB IOYEK Y JIUI] C CHCTEMHBIMH 3a00I€BaHUSAME OBIBACT OUCHB
CXOZIEH WM HEOTIMYMM OT TakoBoro mpu nepsudyHoM I'H. Tak, oOHapykeHue
MeMOpaHo3HOTo 1 MeMOpaHnomposiudeparusHoro I'H mpu 6uorncuu nouyek Beeria
Tpebyet ucknrodenus CKB.

st onpenenenus ae4eOHONM TAKTUKH OOJILHOTO Kak MPU OCTPOM, TaK U IpH
xpoHudeckoM TedeHnu ['H oueHb BaXXKHO OLICHNUTH (DYHKIIMOHAIBEHOE COCTOSTHHE
moyek. YTBepxkaeHHsle B Hactosamee Bpems KDIGO (auen. Kidney Diseases:
Improving Global Outcomes — yiydiiieHue 1100aabHBIX PE3yJIBTATOB JCUCHUS
3abosieBanuii mouek) kinaccudukauu OINIT u XBII B monHoi Mepe naroT BO3-
MOKHOCTB ONPENeNUTh (GYHKIHUIO oYeK B pamMkax Tekymero I'H (ta6m. 5.4).

Juarnocruka I'H cknagsiBaeTcst 13 COBOKYITHOCTH KIIMHHYECKHUX IPOSIBIIE-
HUH 1 1a00paTOPHO-MHCTPYMEHTAIBHBIX JaHHBIX.

Heob6xoanmblii KOMIIIEKC Ta0OPaTOPHBIX U HHCTPYMEHTAIBHBIX UCCIIE0BA-
HuM 11 6oabHBIX ['H:
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* KIMHWYECKHUH aHAJIN3 KPOBH M TEMATOKPHT;

* OMOXMMHYECKHH aHalN3 KPOBH, BKIIOYAIOMIMN OIpENEIEHUE OOIIETO
6emnka, anmpOyMuHa, GETKOBBIX (paKkuuii, KpeaTHHHHA, MOYEBUHBI, XJIOPHU-
JIOB, KaJIusl, HaTpus, Kajblus, hocdopa, XoiaecTepruHa 1 TPUNITULEPUIOB,;

* o0UIMii aHAIN3 MOYH;

* 1poba 3UMHHIIKOTO;

* npoba HeunmopeHko;

» mpoba Ananca—KakoBckoro, AMOypike;

* OMOXMMHYECKOE HCCIIEI0BAHUE MOUH;

* JCCJIEJOBaHHE KOAryJorpamMMbl (BpeMsi CBEPThIBAaHHS BEHO3HOH KpOBH,
BpeMsl peKalbIU(pHUKAINH, KOJIUIECTBO TPOMOOLIMTOB, YPOBEHb (HhUOpH-
HOTEHa, MPOTPOMONHA, PUOPUHOIUTHYECKAs aKTUBHOCTD, JKEJIaTeIbHO
TaK)Ke MCCIIENOBaHNE MIPOIYKTOB Jerpananuu GuOpuHa u GuOpHHOTEHA,
(uOpHUH-MOHOMEPOB, TPOMOMHOBOTO H MAPIHAIHHOTO TPOMOOIUIACTHHO-
BOTO BPEMEHH);

* uMMyHojorudeckue uccienoBanus: IgA, IgM, IgG u IgE, IIUK, xoHuen-
Tpaus C3, C4, CH50 koMITIOHEHTOB KOMIUIEMEHTA;

* CEpOJIOTUYECKHE HCCIIEOBAHUSI KPOBU: OINPENEICHUE THUTPA aHTHUTEIN
k JHK, AH®, AHIIA, anaturen x BupycaMm rematuta B u C, anTHTen
K 6azanpHOI MeMOpaHe, aHTUCTpenToNu3uHa-O, aHTUCTPENTOT HATYPOHHU-
Jla3bl, aHTUCTPETITOKNHA3DI;

* 1npoba PebGepra — KiIMpeHc SHIOTEHHOTO KpeaTuHHHA,

* OKT;;

* V3U nouex;

* pEHOCLMHTHTpadus;

* KOHCYJBTAISI OKYJIHCTa, OCMOTP TJIa3HOTO JHA;

* KOHCYJBTAIUsI OTOJIAPHUHIOJIOra, ayANOrPaMMa;

* Ouoricus nouex (o MOKa3aHusIM).

Kox mo MKB-10: NOO—NO8 ['moMepyssipHbIe 00JIC3HU MMOYCK.

OcTpbIit NOCTCTPENTOKOKKOBbIN romepynoHeppuT

OcTpslif MOCTCTPEeNnTOKOKKOBEIH ['H — MMMyHOKOMIUIEKCHOE 3a0oJieBaHUE
C OUKIMYECKUM TEUCHHEM, ITHOJIOTHICCKH CBS3aHHOE C [3-TeMONUTHYCCKAM
CTPENTOKOKKOM TPYIIIBEI A, KITMHUYECKH XapaKTepu3ylonieecs OCTpbIM HedpH-
THYeCKUM CHHAPOMOM. OCTpBIi MOCTCTpenTOKOKKOBBIN ['H wamme auarHoctu-
PYIOT B Bo3pacte 5—12 et y moApOCTKOB H JIUI] MOJIOJIOTO Bo3pacTa. MaJlbuuku
00JIEIOT Yalle IEBOYEK.

Smuonoeus

3aboseBaHne BOSHUKACT ITOCIIE CTPENTOKOKKOBOM HH()EKIIUH: aHTHHBI, CKapia-
THHBI, OCTPOH WH(CKIMK AbIXaTCIbHBIX MyTeH. BO3MOKHO pasBUTHE OCTPOTO
noctcrpenTokokkoBoro I'H mocrne oTura, ocreoMuenuTa i KOXKHBIX TOpaxe-
HUH (HampuMep, UMIIETHTO, POXKH). 3a00JIeBaHNE BBI3BIBAIOT HE()PUTOTCHHBIC
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HITAMMBI -TeMOIIMTHYECKOTO CTPENTOKOKKA Ipymmbl A (mtamm 12), o yem
CBUJICTEJIbCTBYET BBICOKHI YPOBEHb Y OOJNIbHBIX aHTHCTpenTonu3nHa-O, aHTH-
CTPENTOrHaaypPOHHIA3bI, AHTHCTPENITOKMHA3BI, THTPA aHTUTEI K M-IIPOTEHHY
cTpenTokokka. M3BecTHo, uTo mtammel 1, 2, 4, 12, 18, 25, 49, 55, 57 u 60 no
M-aHTHUTeHY YaIle BCEro acCOIUHUPOBAHBI C TIOCTCTPENTOKOKKOBEIM ['H.

lamoezeHes

BomsmmHCTBO (hopM ocTporo mocTeTpentokokkoBoro I'H omocpenoBanbr mMmy-
HOJIOTHUECKUMH Tiporieccamu. O0a (Kak KJIETOUHBIN, TaK U TyMOPaIIbHBIiT) BUIa
HMMYHHTETa UTPAIOT BaXXHYIO POJIb B IaTroreHese 3Toro 3abojeBaHus. Ponb
rymopainsHoro nMmyHurteta nnpu OI'H 3akitouaercst B cuHTe3€e HEQPUTOTeHHBIX
AQHTHUCTPENITOKOKKOBBIX aHTUTEN ¢ oOpasoBanneM LIMK. Haunbonee momymspua
BEPCHsSI pa3BUTHS MOCTCTPENITOKOKKOBOTO I'H, cBsi3aHHAs ¢ MepeKpeCcTHON peak-
IIMeH aHTUCTPENTOKOKKOBBIX aHTHTEN C aHTUTCHAMH KITyOOYKa, IMEIOIINX aHTH-
TeHHOE CPOJCTBO C HEKOTOPHIMH aHTHUICHAMH CTPENTOKOKKa. OOpazoBaHHBIC
HMMYHHBIE€ KOMITJIEKCHI 3allyCKalOT CUCTEMY KOMIUIEMEHTA IO KJIaCCHUECKOMY
IYTH, YTO MPUBOAUT K TEHEPALMH JOMOIHUTEIBHBIX MEIHATOPOB BOCHAICHHUS
U K TIPUBIICYEHHIO TIPOBOCTIAJIUTEIBHBIX KIIETOK.

B Hacrosimee Bpemst nAeHTH(OUIIMPOBAHBI ABa OCHOBHBIX HE()PUTOTEHHBIX
aHTUICHA: MPEIIIECTBEHHUK JK30TOKCHHA B, Takke M3BECTHBIN Kak OENOK,
acCOIMUPOBaHHbIH ¢ HeppuToreHHsiM mTaMmMoM (NSAP), u HedpuToreHHbIN
ia3MuHCBs3bIBaromuil 6emok (NAPIr). NSAP (Mmonexymsipubiii Bec 46 k/la)
MMEEeT aHTUT€HHbIe, OMOXUMHYECKHE U CTPYKTYpPHBIE CXOJICTBA C CTPENTOKNHA-
301 13 rpymmbsl C CTPENTOKOKKOBBIX OPTaHU3MOB M MOYKET CBSI3BIBATHCSI C A3~
MHHOM ¥ aKTHBAaTOpPOM IUTa3MHHOTEHA.

N.Yoshizawa u coasr., Beinenusmue NAPIr, BosiBun 100% npucyrcrsue
JaHHOTO Oenka B KIIyOOYKax OOJBHBIX OCTPBIM IMOCTCTPENTOKOKKOBBIM ['H.
NAPIr - 6enox maccoii 43 k/la, aMHHOKHCIIOTHAS TTOCIIEI0BATENEHOCTH KOTOPOTO
TOMOJIOTHYHA TIOCJIEA0BATEIFHOCTH aMHHOKHCIIOT IUIa3MHHOBOTO pELeNTopa
(PLR) u mmmuepansaerun-3-pocdaraernaporenase CTpenTOKOKKA TPYIIEL A.
MexaHu3M pa3BUTHS OCTPOTO IMOCTCTpenTokokkoBoro I'H ocHoBwIBaeTcs
Ha 00pa3oBaHUU aHTUTEN K pacTBopuMoMy NAPIr, koTopsie B3anMOneHCTBYIOT
¢ 00pa30BaHHBIM IO AEHCTBHEM CTPENTOKHHA3HI INITA3MUHOM U3 IJIa3MHUHOTE€HA.
B nanbpHeitmeM npoucxogut GopMHUPOBaHHE HMMYHHBIX KOMIUIEKCOB — aHTH-
NAPIr-ura3mun, npudem ¢ NAPIr, mokamu3oBaHHbIM B Oa3aibHOW MeMOpaHe.
CrenyromumM 3TarnoM UMMYHHOTO BOCIIAJICHUS SIBISIETCSI aKTHUBALMSI CHCTEMBI
koMmIuieMeHTa. OnKcaHHbIe paHee MEXaHW3MbI MOTYT MPHUBECTH K MPSIMOMY
pa3pyLIeHNIO KIyOOduKa, a TakKe aKTHBHPOBATh ITPOKOATYISHTHYIO CHCTEMY
W JIpyrue Marpu4Hble MeTtaiutonpoTtenHasbl. NAPIr Takke MOXeT aKTHBHUPO-
BaTh aJILTEPHUPYIOIIUI MYyTh CUCTEMbI KOMIUIEMEHTA, BEIYIINH K HAKOTUICHUIO
NOMUMOP(QHO-SIEPHBIX KIETOK U Makpo(aroB ¢ pa3BUTHEM MECTHOTO BOCIA-
nenusi. Kpome toro, mokansHO c()OpMOBaHHEIE U IIMPKYIHPYIOIINE HIMMYHHbIE
KOMIIJIEKCHI MOT'YT JIETKO IIPOXOANTH Yepe3 n3MeHeHHyo [ bM, HakammBaTbes
B CYO3IUTENNATFHOM IIPOCTPAHCTBE, KaK TOPOBI.



220 [naBa V. omepynapHble 6one3Hu noyek

MexaHu3M pa3BUTHS OCTPOrO MOCTCTPENTOKOKKOBOTO I'H, npeiokeHHblIi
N.Yoshizawa (2004), moka3aH Ha pucyHke 5.9.

[ToMHUMO MMMYHOKOMITJIEKCHOTO MEXaHH3Ma, JIeXKAIIero B OCHOBE IaTore-
He3a OI'H, paccmatpuBaroTcs u qpyrue MexaHu3Mbl. I1oBpekaeHHbIE SHI0TE-
JMaJbHbIE KIETKU CTAHOBSITCS MPOMYLEHTaMHU MHOTHX MPOBOCHAINTEIHHBIX
nuroknHoB (UJI-1, MJI-6, ®HOa u 1p.) 1 XeMOKHHOB (MOHOIIUTAPHOTO XEMO-
takcuueckoro 6enka-1 — MCP-1 u RANTES, skcpeccupyeMoro u CeKpeTu-
pyeMoro HOpMalbHBIMH T-KiIeTKamu), 00yCIIOBIMBAIOMINX WHQUIBTPALIUIO
[JIOMEPYJIbI TOMTUMOP(GHO-SIIEPHBIMU JICUKOIIUTAMH M MOHOLIMTaMH (Makpoda-
ramu). Madunsrpanus Mmakpodaramu B Kiry0oukax Takke 00yCcIIOBI€Ha KOMILIe-
MEHT-WHIyIUPOBAaHHBIM XeMOTaKcUCOM. Makpodaru sBistoTcs 3pPpeKTOpHBIMA
KJIETKaMH, BBI3BIBAIOIINMH KJICTOUHYIO ITPOSIH(EPALHIO.

Bonee Toro, crpenTokokkoBble M-0€NK1 1 TUPOT€HHBIE 3K30TOKCHHBI MOTYT
BBICTYNATh B Ka4eCTBE CYNEPAaHTHICHOB, aKTHBU3UPYIOMUX T-THM(pOLNTEL,
TaKXXe DKCIIPECCUPYIOLIUE IPOBOCIIAIUTEIbHBIE [IUTOKUHBL.

B ocrpelit nepron nocrerpentokokkoBoro I'H ormeuaercss oOpasoBanue
ayto-IgG anTHTEN ¢ HOPMHUPOBAHMEM PEBMATOUIHOTO (haKTOPa M KPHOTIIOOYIH-
HOB, KOTOPBIE HApsILy CO CTPENTOKOKKOBBIMH CYTIEPaHTUT€HAMHU UTPAIOT POJIb
B [aTOreHe3e nocrerpenTokokkosoro I'H.

Mopgponoaus

Yame Bcero Mopdosornieckoil 0CHOBOM OCTpPOro mocrcrpentokokkoBoro I'H
siBysiercs AnGGy3HBIN SHIOKAMMILIIPHEIA nposndeparusubiid ['H. s sanoka-

«
v LMK MnasmuHorex

Puc. 5.9. CxemaTtnyeckoe nsobpaxeHue npeasiaraeMoro MexaHmsma ocTporo nocrcrpen-
ToKokkoBoro MH: C - akTuBMpoBaHHaA cucteMa KomnnemeHTa; Pl — nnasmwuH; NAPIr -
HedpprTOreHHbIN NNasMuH-cBA3biBalowmnin 6enok; NAPLr-AT — aHTutena K 6enky NAPIr; CT -
cTpenTtoknHasa; LUK - uupkynupytoLmne uMmyHHbIe KOMMAEKChI.
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musipHoro I'H xapakTepHO BOBJIEUEHHE BCEX MTOYEYHBIX KIIYOOUKOB, H3MEHEHHS
B KOTOPBIX BHaYaJle HOCAT 3KCCYIAaTHBHBIN XapakTep ¢ Ha0yXaHHEM SHIOTEIH-
aJNbHBIX U ME3aHTHAIBHBIX KJIETOK M MHOUIbTpAHeH MOITUMOPGHO-SICPHBIMU
J'IeﬁKOIIHTaMH, BBIPAKCHHOCTH KOTOpOﬁ 3aBUCHUT OT CTCIICHU UMMYHOKOMILJICKC-
HBIX OTIIOXKeHHH. [1pH 21eKTPOHHOI MUKPOCKOIIMK M IMMYHOTHCTOXHMHUECKOM
HCCIIEIOBaHNH BBISBISIIOTCS 1eno3uThl IgG 1, mpenmymectsenHo, C3 gppakyun
KOMILIEMEHTA Ha 3MUTeNHaIbHOM cTopore [ BM (cyOanuTenmaapHbIC JETIO3HUTHI).
Oto compoBoxaaeTcs m3mMeHeHneM I'bM, BIioTs 110 ee pa3pbeiBoB (puc. 5.10).

B nanpHeliiemM B maToMop(oNIOrHuecKoil KapTUHE HAYMHAIOT MTpeodiaiaTh
poIiecchl mponudepaluu, 0COOCHHO ME3aHTHOIIUTOB M SHAOTEIHOIIMTOB, TOTAA
KaK KOJIMYECTBO MHHUIBTPUPYIONIMX KIETOK ITOCTETIIEHHO CHIkaeTcs. MHorna
npu sHpoKamwusipHoM I'H Moryt nponmgepupoBars snmuTennanbHble KISTKA
KarCyJbl, CO3/1aBasi KAPTUHY MONYTyHHH. Takxke B HEKOTOPBIX KIyOOUKax OTMe-
JAIOTCSI CHHEXUH MEKAY KalMJUIIPHBIME NETVISIMH U KaICyIOH.

Kiy6ouxoBbie H3MeHEeHUs pH dSHAOKanmuuIsipHoM I'H MoryT 1oBosBHO JuH-
TCJIbHO COXPAaHATHCA NOCJIC KIIMHUYCCKOTO BhI3AOPOBJICHUA (HeCKOJ'lI)KO MCECALICB
WJI JIET) B BUJIE YBEIMYEHHS ME3aHIMaIbHOTO MAaTPUKCa, HEPAaBHOMEPHOH IIJI0T-
HOCTHU U HEeNpaBUIbHOro KoHTypa I'BM, cunexuii.

[Ipu supokanumisipuom ['H Bcerna uMeroT MecTO M3MEHEHMsI KaHAJbLEB
U MHTEPCTUIMS, HO BBIPAKCHHBIC B MEHBIICH CTENCHM, XapaKTepHU3yIOLIHecs
nucTpodueil SMUTENNs KaHAIBIEB W 00Typanueil ux HUIHHApPaMH (pexe —
HEKPO3 KaHAJIBLEBOTO SIHUTEIHS ¥ Pa3pbIBbI CTEHOK), OTEKOM M HH(WIBTpaIeld
WHTEPCTHLUS, TIa3MaTHIECKUM MPOIUTHIBAHUEM CTEHOK apTEPHOI U apTepHit.

S A R Ao Th =R ] P
"-.-: -!'\-E. - L‘.-‘ .‘ F—-‘J%:ﬂ.

Puc. 5.10. Mopdonornueckas KapTuHa npu anddysHom nponudepatnBHOM NOCTUHDEK-
yumoHHoM H (cBeToBas MUKpockonus).
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HWcxoxn npu sugokanmisipaoM ['H 6maronpusiten, B 90% ciryyaes 3To moiaHOE
KIMHUYECKOEe BbI30opoBieHne. HesHaunTenpHbIe MOP(OIOTHIECKUE U3MEHE-
HHSI MOTYT COXPaHSITHCS AOBOJILHO JUTMTENbHO. J{omyckaercs: TpaHcopmanus
sHnokanuusipHoro I'H B npyrue dopmsl (Me3aHrnonponueparuBHbIi, Me3aH-
THOKAITWUISIPHBIN ).

Knunuyeckaa kapmuHa

B tunuuHBIX cilydasx ocTphlil mocTcTpenTokokkoBeli I'H pa3BuBaercs uepes
1-3 Hex. mocye mepeHeCceHHON aHTMHBI WITH APYTON CTPENTOKOKKOBOM HH(EKIINH
JIbIXaTeNbHBIX My Tel 1100 Yepe3 3—6 Hel. mocie uMneTuro. BosmoxkHo 2 Bapu-
aHTa TeueHHs 3a00JIeBaHMs: TUITMYHOE U aTHITNYHOE.

B tunmuneix ciydasx OI'H nporekaeT HUKIMYECKU ¢ MOCIEI0BATEIbHON
CMEHOM TpeX NMEpHOJ0B M MPOABISECTCS OCTPOHE(YPUTHIECKHM CHHAPOMOM,
BKJTIOYAOIINM IKCTPapeHalbHbIe (OTEKH, MOBbIIIeHHE AJl, MI3MEHEHHUS CO CTO-
ponsl cepana u [{THC) u peHanbHbIe (OIUTYPHIO, TEMaTypHIO, IPOTEHHYPHIO,
LHIINHAPYPUIO) CUMIITOMBI.

PeGeHOK cTaHOBUTCS BSUIBIM, JKaJIyeTcsl HA TOJIOBHYIO 00JIb, TOITHOTY, HHOT/A
PBOTY, OOJIM B MOSICHUYHOM 007acTH, 00yCIIOBJICHHBIE PACTSDKEHUEM KarlCyIlbl
TIOYEK B CBSI3U C OTEKOM ITOYEYHOH TapeHXUMBI. [1osBIIsIeTCS sKak 1, yMEHbIIaeTCs
Iypes. bonpHOM MItH ero oKpy’KaroIiue 3aMeJaroT OTEKH Ha JINIE, Oolee BbIpa-
JKEHHBIE TI0 yTPaM, 3aTeM OTEKH PAaCIPOCTPAHSIIOTCS Ha KOHEYHOCTH U TYJIOBHIIIE.
Orexn ormeuatorT y 80-90% OonbHBIX. Y HONABJIAIONIETO OOJBIIMHCTBA ACTEH
Moua MpUoOpeTaeT NBET «MSICHBIX TOMOEBY, MOXKET ObITH OypOoBaTOM U JlaXke [IBETa
yepHoro koge. MHorna Mova KaskeTcst HeN3MEHEHHOM, HO 1 B 3THX CIIydasX IpH ee
aHaJM3€e BBIABIIOT 3HAYUTEIBHYIO SpuTporuTyputo. [loutn Becerna HabmogaeTcs
noBeIieHne AJl (Kak CHCTOJIMUYECKOTO, TaK M JUACTONNIecKoro). [losBistores
HM3MEHEHHs COCYIOB IIA3HOTO JJHA, BOSMO)KHBI T€MOPpAaruy U OTEK AWCKa 3pH-
TEeNBHOTO HepBa. YacTo 0OHApyKUBAIOT TAXUKAPIMIO, pexKe — OpaliKapAnto, MpH-
DIyIIEHHOCTh TOHOB Cepiiia, ociabneHue | ToHa Ha BepXyllke cep/ua, yCHIeHHe
II Tona Hax aoproii. PacmmpstoTcs rpaHuUIbl OTHOCUTENBHOM TYHMOCTH CepALa.
B nepseie 3—7 nHelt HaOMIOAAIOT HApPACTAHWE WIIM CTAOMIBHOCTH KIMHHUYECKUX
CHMITOMOB U OJIUTYPHIO, 9TO OTHOCAT K HAYaJIbHOMY HIEPHOAY WIIH IEPHOY Pa3-
BEPHYTHIX IposiBieHnH. OOBIYHO 3a001€BaHNEe HAUMHACTCS BHE3AITHO.

[Teprion 0OpaTHOTO pa3BUTHSI CUMIITOMOB: IOSIBISIETCS MOJKYPUS, MpoTa-
JIal0T OTEKU U MakporeMarypusi, Hopmanusyercst AJl. CocrosiHue OONBHBIX yiTyd-
1aeTCsl, NCYE3ar0T COHIMBOCTH, TOITHOTA, TOJIOBHASI 00JIb, TaK KaK KyIHPYIOTCS
orek ITHC u cna3m cocynoB rojloBHOTO MO3ra.

[Ipumepno gepes 1,5-2 mec. (MHOTIA TTO3THEE) HOPMATU3YIOTCS MTOKA3aTeNN
Moun. HacTynaer mepros moMHOM KIWHUKO-TabopaTopHOi pemuccun. OqHaKo
TIOJIHOE BBI3JOPOBIICHNE C YYETOM MHBOJIOLMH MOP(HOIOTHUECKUX U3MEHEHUH
B [IOYKAX HACTYIAET 3HAYUTENIbHO Mo3/Hee — uepe3 1-2 roga. Ecnu oTnensHble
KJIMHUYECKUE CHMIITOMBI COXpaHSIOTCS Ooiee 6 Mec., TOBOPST O 3aTsHKHOM
teuernnu OI'H; anurensHOCTS cuMnToMaTHky Oosiee 1 Toma MOXKET CBUACTEIb-
CTBOBATH O MEPEXO/IE B XPOHUIECKHI HEDPUT.
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Atunmaroe tedenue OI'H xapakrepnsyercs M30IMPOBaHHBIM MOYEBBIM
CHH/IPOMOM, OTCYTCTBHEM 3KCTPapEeHAJIbHBIX MPOABICHUH THOO OHHM CTONb
HE3HAYUTETIbHBI U KPATKOBPEMEHHBI, YTO POXOIAT He3aMEUCHHBIMHU.

OcnoxHeHus

[Ipu 6ypHOM U TSKETIOM TEUSHHH OCTPOro Hedputa ¢ pazsutiem [1H B Havah-
HBIH MEPUO BO3MOXHBI YTPOXKAIOIINE KU3HU OCIOKHEHUS: TOYEUHAST IKIAMIT-
CHSI M OCTpast Cep/ieuHast HeJOCTATOYHOCTb.

Hawnbonee yactoe oCiIoXKHEHHE — DKJIAMIICUA (aHTHOCTAacTHIecKas dHieda-
Jionarust), 0OyCJIOBIEHHAsI ClIa3MOM COCYZIOB I'OJIOBHOTO MO3Ta M €r0 OTEKOM.
DKIIAMIICHS MPOSBIIAETCSI TOHUKO-KJIIOHUYECKUMU CYIOPOTaMH, BO3HUKAFOIUMH
mociie KOPOTKOTO MEePHOIa MPEIBECTHUKOB: TOJOBHON OOJH, TOITHOTHI, PBOTHI,
HapyIeHuUs 3peHus. [[pUCTyN HATIOMUHACT SIMICHTHYECKIN MPUMATI0K U BCeraa
conpoBoxaaeTcs noseiteHreM AJl. Bo Bpemst puiajika CO3HAaHUE OTCYTCTBYET,
KOXHBIC ITOKPOBBI U CIIM3UCTHIC 060J'IO‘IKI/I CTAHOBATCA HHAHOTHYHBIMH, JbIXa-
HUEC — HEPOBHBIM, XPUTIALIUM, IOABJIACTCA IICHA N30 pTa, IPOUCXOAUT HEIIPOU3-
BOJILHOE MOueHucIyckanue. [IpucTym JUnTess HeCKOJIBKO MUHYT, HHOT/A HAOMFO-
JTAIOT CEepHIO IPHUCTYIOB. [IpH OTCYTCTBUY CBOSBPEMEHHOMW aJICKBaTHOM Teparmuiu
BO3MOYKEH JICTaJIbHBINA MCXOJ 10 MPUYMHE KPOBOU3IHSHUS B TOJIOBHOM MO3L.

Ocrtpast cepaedHO-COCY/IUCTasi HEOCTATOYHOCTh Y JETel BO3HUKACT PEJIKO.
OnHa xXapakTepU3yeTCsl Pe3KUM yBEIHMUCHHEM Pa3MEpOB MEUCHU, HapacTaHHEM
nepu(hepUYCCKUX OTCKOB U KIMHUYCCKOM KApTHHOM OTeKa JIETKUX (0OOBIYHO OH
U CTAHOBUTCS MPUYHHON CMEPTH OOJBHOTO).

JuazHocmuka

OTexu WM MACTO3HOCTh TKaHeH, reMaTypus U AT COCTaBIAIOT TpUamy KilH-
HHUYECKHX CHMIITOMOB, CIYKaI[yl0 OCHOBHBIM KpuTepueM auaraoctuxu OI'H.
[pu tabGopaTopHOM HCCIICAOBAHUHI MOYH BBISBIISIOT MPOTEHHYPUIO (10 1-2 T/CyT.,
nHorza 0oJblIe), reMaTypHio (0T MUKPO- 10 MaKpOreMaTypHH ), IUIHHAPYPUIO
(TManMHOBBIE, 36PHUCTHIE ¥ APUTPOLIUTAPHBIC LIMIIMH/PHI); B TIEPBBIE JHU 3200-
JICBaHUS MOKHO OOHAPYXUTH JICHWKOLIUTYPHIO, TPEICTABICHHYI0 B OCHOBHOM
CErMEeHTOsICPHBIMHA HEUTPOPHIaMH, S03HHOPIIAMHA B TUM(POIUTAMA U OTpa-
KAFOIILYyI0 IMMYHHBIH BOCIIQJIMTENBHBINA IPOIIecC B KITyOOUKax.

B o0mem aHanu3e KpOBH BBISBISIIOT HEHTPO(HIBHBIN JICHKOIIMTO3, BO3-
MOXHBI 303uHOGMINs, yBenuueHne COD, anemus. HaOmionaercs cHukeHHe
KIIyOOUYKOBOHM (MIBTpaliy, HeOOJIbIIOE yBEIUYEHHE CONEP)KAHHS a30TUCTHIX
IIJTAKOB, TUCTIPOTEHHEMHS (YBEITHICHUE TOIH - U -TTI00YITHHOB), THIIOKOMILIE-
MeHTeMus, anuno3. [Ipu cepomornueckom McciaeJ0BaHUN KPOBH Y OONBITHHCTBA
GONBHBIX OOHAPYKHMBAIOT MOBHIMICHHBIE THTPHI aHTHCTpenToIn3uHa-O, aHTH-
CTPEeNTOrHaTypOHHUIa3bl, aHTUCTPENTOKNHA3bl. Ha mepBoil Henene Goie3Hu
BeIsBIsIOT [IUK u cHmxkenue xoHueHtpanuu C3 ¢dpakiuu KOMIUIEMEHTA.
B cbiBopoTKe KpoBU noBbIIIaeTcs koHLEeHTpauus 1gG, IgM, penko IgA.

Hapymienns B cructeMe CBepTBIBAHUS KPOBU OTPAKAIOT CIICAYIOIIUE TTapame-
TPBI: COKpAIICHHE TPOTPOMOMHOBOTO BPEMEHH, MIOBBIIIIEHNE TPOTPOMOHHOBOTO
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WHJEKCa, CHIDKEHUE cofepikanus antuTpom6OuHa I11, yruerenne puOprHOIUTH-
YEeCKOI aKTUBHOCTH, TTOSIBIICHHE TIPOIYKTOB Jerpananun GpudpuHa u GpudpuHo-
T'€Ha B CBIBOPOTKE KPOBH U MOYC.

TpyaHocTH B pacrio3HaBaHUU 3a00JICBaHUSI BOSHUKAIOT ITPU aTHITUYHOM HITH
CTEPTOM TEYEHHUH, KOT/la y peOeHKa BISBISIOT TOJIBKO HE3HAUUTEIBHYIO IIPOTe-
WHYPHIO W/WIH MEKpPOTeMaTypuio (M30JIMpOBAaHHBIM MOYEBOH cHHIIpOM). B aTnx
CIIy4asix IOCTaBUTh JUArHO3 OMOTAlOT JaHHBIE aHaAMHe3a (IIPeIIeCTBY OIS
3a0o0eBaHns), a TakXKe HaOMIONEeHNe 32 TUHAMHUKOW ITIPOIEecca U Pe3yNbTaThl
JOITIOJTHUTCJIIbHBIX HCCHeﬂOBaHHﬁ, BKJTFOYAIOIIUX OMPEACIICHUEC TUTPA aHTUCTPEII-
TOKOKKOBBIX aHTHUTCJI 1 KOHHECHTPpallu KOMIIOHCHTOB KOMIUIEMEHTA B CbIBOPOTKE
KpOBH.

HugpeperyuanbHas duaeHocmuka

OI'H cnepyer muddepeHrpoBaTts ¢ 000CTpeHNEM XPOHHYECKOTO HedpHTa,
¢ 1e610TOM OBICTpONpPOTpECCUpYIONIeT0 HepuTa, HACIESACTBEHHOTO HEQpUTa,
ocTporo muenoHedpuTa, TyOepKyae3a mouyek, HehpoauTHasa (MCKITHOUUTH
MOCJIEIHUI TIOMOTaeT PEHTIeHOKOHTPACTHOE HcciieoBaHne). YToObl obocTpe-
HUE XPOHMYECKOTO He(dpHTa HE MPUHSTH 32 OCTPBIH HEe(PHUT, HEOOXOTUMO
TIIATEJIBHO cOOpaTh aHaAMHE3, BBISICHUB, HE OBUIO JIM paHee y peOeHKa OTEKOB,
M3MEHeHH! B Mode, moBbImeHHOTo AJl. B m0nB3y 000CTpeHNs XpOHUYIECKOTO
He(ppUTa TOBOPAT TAKKE CHUKEHHE KOHIEHTPAI[MOHHOW CIIOCOOHOCTH ITOYEK,
W3MEHEeHHUs T1azHoro AHa. MHorna Bonpoc nuddepeHnnanbHoi JHarHoCTUKU
PEeLIatoT IMyTeM JIUTENHHOTO HAOMI0AEHHS 32 pEOCHKOM, a B HEKOTOPBIX CIIydasx
OCHOBaHMEM JIJIsl TOCTAHOBKH INarHo3a CIIy>KUT MOP(OIOTHUECKOE HCCIIEI0Ba-
HHE OHonTara MOYKH.

JleyeHue

Jleuenue 6onbHBIX ¢ ocTpbiM Auddy3ubM I'H npoBozsT B cranmonape. B octperii
Mepro/i HEOOXOIUMBI TIOCTENBHBIN PEXNUM, TOKOH, TEIIOo, CIIOCOOCTBYIOIINE
YIY4IIEHHIO KPOBOOOPAIEHHsI B ITOYKAX, CHIOKEHHIO AJl, yMEHBLIEHHUIO MpPO-
TEHMHYPHUH 1 TeMaTypuu. Pacimmpenue pesxiuMa mpoBOIsT 0 Mepe KyITHPOBAHHS
9KCTPapeHANBHBIX CHMIITOMOB (MCUE3HOBEHHE OTEKOB, cHIDKeHHE AJl). Pexomen-
JYIOT CHENNAIBHYIO UETY U JO3UPOBAaHHBIN IPUEM XKHUIKOCTU. B mepsbie qHM
6ose3nu npu onurypuu u A" HasHauaroT 6eccosieBoii croi. [Ipu HopMamu3auu
A/l ¥ MCYEe3HOBEHHH OTEKOB B IHUILY MOCTEIIEHHO J00aBISIOT CONb, HAYMHAS
¢ 0,5-1 r/cyt. OOBbEeM KHUIIKOCTH PaCCUNUTHIBAIOT MO IMYPE3y IPEAbIAYIIETO JTHS.
OrpaHnYeHNE COU U BOJBI CHIKAET 00bEM BHEKIIETOUHON XKHUKOCTH, UTO CIIO-
cobctByet cHIKeHUIo AJl. [Ipu onurypuu u CHIDKSHHH KITyOOIKOBOH (pHUIIBTpa-
uu 6e10k orpaHrnduBaroT 10 0,5 1/Kr/CyT. 3HaYNTEILHO OIPAHHYMBAOT KUBOT-
HBIH OEJI0K OOJIBLHBIM JIETSM C BhIpakeHHOH Al M pacipocTpaHeHHBIMU OTEKAMH.
[IpoTtnBONOKa3aHbl OCTpHIE OJIFOAa M TPOAYKTHI, COAEPIKAIINE IKCTPAKTHBHBIC
BEIIeCTBa 1 aJuteprensl. [Ipn onurypuu cieayer u3derars NpoxyKToB, O0raThx
kamueM. OOmras sHepreTHdecKkasl IIEHHOCTh ITUINM JOJDKHA COOTBETCTBOBATh
moTpeOHOCTSM peOeHKa B OCHOBHOM 3a CUET YIJICBOIOB U JKUPOB.
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Ha 10-14 nmueit Ha3Ha4atoT aHTHOAKTEpHANBHYIO Tepanuio. [Ipeamourenne
OTAAIOT aHTHOMOTHKAM MEHUIMIIIIMHOBOTO psija. [Ipn Hanu4aum XpoHMYECKOTO
TOH3WIIJINTA W/WIIM aJICHOMJUTA K KOHIly 2-T0 Mecsila 0oJie3HH PEKOMEHIYIOT
orepaTuBHOE JiedeHUe Ha (POHE aHTHOMOTHKOB.

Ienecoobpa3Ho Ha3HAUEHWE remapWHa B CyTOwHOH mo3e 75-150 EJl/xr
TIOIKOKHO B TeUEeHUE 2—4 Hel. IS TPEAO0TBPAICHIUs BHYTPHUCOCYUCTOTO CBEp-
TeIBaHMSA. [IpUMEHSIOT aHTHArperanThl (HalpuMep, AUMHPHIAMOI 110 5 MI/KT).

l'mnorensuBHAsA Tepanust HeoOxoxuMa npH BeipaxkeHHOW Al Mcmoms3yior
uAII®D (xanTorpui, SHATANPHIT), BHyTPUBEHHO Ha3HayaloT 2,4% pacTBOp aMu-
Houwtuna (Jydumuna) B 10-20% pacTBope IIFOKO3BI ¢ MOCIEAYomei nHdy-
3ueit pypocemuna (1—4 mr/kr). MokHO ncrons3oBars kioHuIuH (Kinogpenun)
WJIN METHJIZIOITY.

[Ipu BbIpa’k€HHBIX OTEKax, MPU3HAKAX CEpACYHOM HemocTaroyHocTH, Al
U yTpo3e JKIaMIICUH Ha3HA4aloT AWYPETHKH, OOBIYHO (ypoceMu U3 pacuera
1-4 Mr/kr/cyT.

Mpogunakmuka

Jns npenynpexnenus OI'H Hy>KHBI cBOeBpeMEHHAs! UArHOCTHKA U aIeKBaTHast
Tepanusi CTPENTOKOKKOBBIX 3a00J1€BaHNI, CaHAIMsI 04aroB XpOHUIECKOI HH(PEK-
ILIMH, PAallMOHAIBHOE IPOBEICHIE MPO(MIaKTHIeCKIX IPUBHUBOK. JlncmiancepHoe
HaOIOIeHNe 3a JIETHhMH, MEePEeHECIIUMHU OCTPBIM MOCTCTPenTOKOKKOBBIH ['H,
IIPOBOJAT B TEUYEHUE 5 JIET MIOCIIE BBITUCKU U3 CTAL[MOHApa.

poaHo3

B cpennem 85-90% nereii BBI3TOPABIMBAIOT, Y OCTAJIbHBIX JUIMTEIBHO COXpa-
HSIOTCS OCTaTOYHBIC M3MEHEHHS MOYH, HE TO3BOJISIONINE CUATATh peOCHKa
MTOJTHOCTBIO U3JICUEHHBIM. Y HEOOBIION YacTH AeTel HePUT NEPEXOTUT B XPO-
HUYECKYIO WA MOA0CTPYI0 (opmy. JleTanbHbIH HCXOJ PETHCTPUPYIOT PEIKO.
HeOGnaronpusTHEIMU IPU3HAKaMK ¢ OOJIBILION BepOSTHOCTHIO Niepexona B XI'H
CJIEIyeT CUUTATh HEPPOTUICCKUI CHHIPOM H 3aTsDKHOE TeUCHUE HepuTa.

Jucnaxcepuzayua

Cxema mucnancepHoro HabmoneHus nereit, nepenecmux OI'H, npeacrasnena
B Tabnuue 5.5.

bone3Hb MUHNMAaNbHbIX N3MEHEHUN

Boe3Hp MUHHMATBHBIX U3MEHEHHUI — HanboJee pacpocTpaHeHHas MOpdoIio-
rudeckast popma 'H cpeam nereid, Berpeyaromasics: B 3aBUCHMOCTH OT PacOBOH
npuHaIeKHOCTH B 35-80% cirygaeB. XapakrepusyeTcs pa3BUTHEM HEPpOTH-
YECKOTO CHHApPOMA. bojae3Hb MUHHMMANBHBIX U3MEHEHUHN y JIETeH OTaudaercs
TOPMOHOYYBCTBUTENBHOCTBIO M OJIArONpUsATHBIM IporHo3zoM. OxHako oxomno 10%
OOJILHBIX UMEIOT CTEPOHI-PE3UCTEHTHYIO (JOPMY ITaTOJIOTHH.
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Tabnuua 5.5. [MprmepHas cxema AncnaHcepHoro HabnogeHua getei ¢ OMH
(no M.B.3pmany, 1997)

B 3 mec., 3aTem
1-2 pa3aBrog

« Cromartonor:
1 pa3 B 6 mec.

+ OTonapuHro-
nor:
1-2 pa3a B rog

+ Mpoba 3umHnLKoro —
1 pa3 B 6 mec.

« [loceB moun — 1-2 pa3a
Brog

+ AHanus KpoBu KNnHNYe-
CcKun — 1 pa3 B rog

+ OyHKUMOHaNbHas
AmarHoctuka (npoba
Pe6epra) — MoueBMHa
CbIBOPOTKM — 1 pa3 B rof

CKas Tepanus
AHanu3sbl Moun
BO Bpems 3ab60-
neBaHWA 1 Npu
BbI34OPOBNEHNM
yepes 2-3 mec.
MegunuunHcknn
0TBOJ OT NPUBU-
BOK Ha rop

Hacrora [AononHutenbHble OcHOBHble Ny TN Kpurepun s pex-
OCMOTpPOB TUBHOCTM ANCNaH-
meToAbl 06cniepoBaHNA | 0340pPOBAEHUA
cneyvnanucTtamm cepusaunn
+ MMepnatp: + O6wmn aHanm3 moum Pexum CHATMe C yyeTa Ye-
1-nroa - B nep- nepsble 6 mecsALeB — [veta pe3 5 net nonHon
Bble 3 mecs- 1 pa3 B 10-14 gHen, Peabunurtayus pemwnccmun nocne
ua -2 p./mec., 3aTem 1 pa3 B mecay B MECTHOM He- obcnepoBaHnA
c3p012mec.— |« KonuuecTBeHHble aHa- dponorunyeckom | B Hedpponormnye-
1 p./mec.,, 3aTem nn3bl Moun (AMBypike caHaTopuu CKOM CTalMoHape,
1 pa3 B 2-3 mec. unu HeumnopeHko) — Mpwv nHTep- cTaumoHape ofHo-
1 pa3 B 3-6 mec. KYPPEHTHbIX ro AHA, AnarHocTu-
+ Hedponor: » CyToyHasA moua Ha be- 3aboneBaHMAX YecKoM LieHTpe
1-nrog: 1 pa3 NoK — 1 pa3 Brof cMMnTOMaTnye-

lamozeHe3

B 1974 ©. R.J.Shalhoub mpeamonoxmi, 9To IPOTEHHYPHS TIPH OONE3HN MHUHU-
MaJIbHBIX M3MEHEHUH CBSA3aHa ¢ HUPKYIUPYIOIUM (AKTOPOM, CEKPETUPYEMBIM
T-xnerkamu. B skcniepumenTtanbHol padore G.Lagrue u coaBT. MPOAEMOHCTPH-
poBaM HaJWYKE MPOTEHMHYPUHU Y KPbIC, MONXYyYHBIIMX UH(DY3UIO CyNlepHATaHTa
T-nmumdonnToB 0T GOIBHEIX OOJIE3HBI0 MUHUMAJIbHBIX I3MEHEHHN. DTH JTaHHBIE
TIO3BOJIMJIM CJIENIaTh HPEIIOIOKEHHE O HAJIMYMK LUPKYIUpyoniero Gaxkropa,
MIPOAYLHPYEMOTO Iepr(peprnIecKUMA UMMYHHBIMA KJIETKaMH, KOTOPBIH TIPHBO-
IUT K HApYIICHHUIO (QHIIBTPAIIOHHOTO Oaprepa Kirybouka. JlanHas rumoTesa mos-
Jep’KUBAETCsl HAOMIONEHMAMH 3a Pa3BUTHEM HE(PPOTHUECKOTO CHHAPOMA IOCIIE
BUPYCHBIX MH(EKIMH WM 3mu3oza aronuu, accouuanun ¢ HLA-anTureHamMu
n mumdomoii XomkknHa, a taoke addexrnBHocThio 'KC 1 nukiiocnioprna A.
Bo3HuKHOBEHME ANUTENBHBIX PEMUCCHI MOCHE KOPU, KOTOpas MOAABIAET Kile-
TOYHO-OIIOCPEIOBAaHHBIN IMMYHHUTET, YKperuisieT npearnonoxenue R.J.Shalhoub
o ponu T-Ki1eTOK B pa3BUTHH He(hpOoTHUIECKOTO CHHIpoMa. CBSA3b O0Ie3HN MUHH-
MaJbHBIX M3MEHEHHHA C TUCOATAHCOM MOATUIIOB T-KJIETOK WM MX (YHKITUI
HEOJJHOKPATHO IOATBEPIKAATACh B MyOIMKAIMAX pa3HbIX aBTOPOB. [Ipu Oos1e3Hn
MHHHUMAJIbHBIX H3MEHEHHH 00HapyskeHa akThBauus T-1uMQOoLUTOB HOCPEICTBOM
B3aUMOJIEHCTBHUS Yepe3 OBEPXHOCTHBIE KJIETOUHBIE PelenTopsl T-TuM(pOoIHUTOB
1 ICHAPUTHBIX KJIETOK B OTBET HA UMMYHHYIO CTUMYJISIIIMIO PA3INYHBIMH aHTH-
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reHamu u yBenmaeHue myna CD4+ u CD8+ kietok. BrisiBineHo, 9To mpu peru-
IUBax 3a00JeBaHMS OTMEYaJOoCh MOBBIIMIEHHE KOHIeHTparmu CD4+/CD25,
T.e. T-KJIeTOoK, sKcnpeccupytonux perentop k MJI-2. Penenrrop MJI-2 cocrout
U3 3 OTHENBHBIX CBSI3aHHBIX C MEMOpaHO# CYOBCTUHUIL. O-CyOBSIUHHIA MTPE-
cTaBisgeT coboii nens B 55 k/la u onpenensercs kak peuentop CD25+. Korna
peuenrtop NJI-2 skenpeccupyercs Ha cTUMYIHpoBaHHOM T-nuMonure, 9acTb
0-CyOBbeIMHHUI] MOTYT OTKOJIOTHCS WJIM TTIOJTHOCTBIO BHICBOOOANTHCS B KPOBOTOK.
JlanHas yactuna, oOHapy>kuBaeMasi B iepuepuIecKoil KpOBH, pacCMaTpHUBaeTCs
KaK pacTBOPUMBIN KOMITOHEHT perienitopa k MJI-2. TloBeleHne KOHIEHTpa-
LIUHM YPOBHSI CHIBOPOTOYHOTO pacTBOpUMOro penentopa NJI-2 u BeIpa)keHHOCTH
9KCKpenu ¢ Mo4doi peuentopa K WMJI-2 oTMedeHbl npu penuauBax Oone3HH
MHHUMAaJBbHBIX U3MEHEHUH, 4T0, o MHeHHMIO S.A.Hulton, sBisiercst Bcero nuib
MPUYUHON aKTUBALMHK U AU epeHnnpoBkH T-1umdonnTos.

AxtuBupoBannble T-muMdoruTel, a tMeHHO XenmepHas ¢pakuusa (CD4+),
muddepenuupyrores B 2 B3anMouckioyaronue cyononymsiuuu Thl u Th2 noa
BIIMSTHUEM 3Kcrpeccupyrommx nutokuHos. Tak, MJI-12 u ®HOa oOycnosiu-
BatoT coszpeBanue Thl, B To Bpems kak skcnpeccus UJI-4 Bnuser Ha nudde-
pentpoBky Th2. B cBoto ouepens, kKaxaas U3 9THX CyOIOITYISIMHA 3KCIpec-
CHpYET ONpeesIeHHbIE INTOKMHBI, 00Iaatomne ayTOKPHHHBIME M TTapaKpHH-
HeiMu MexaHm3MaMmu. [t Thl xapaxrepra skcnpeccus NJI-12, ®HOa, NJI-6,
WJI-8. WJI-4, WJI-5, NJI-13 npoxyuupyrorcss Th2. OnpenencHue perentopa
NJI-12 na T-knerkax y OONBHBIX NMPU 0O0JE3HHM MUHHMAaJIbHBIX M3MEHEHUH
BBISIBUIO CHIDKEHHUE [,-CyOBEIUHUIIBI pelienTopa U HOPMaJIbHYIO KOHIIEHTpa-
o PBy-cyosenunui. V.Stefanovic 1 coaBT. yCTaHOBIIIN, YTO Y JIHIL ¢ OOJIE3HBIO
MUHUMAaIFHBIX W3MEHEHHH OTMedaeTcss BeICOKHi ypoBerb Th2. Bomee Toro,
npoxynupyemslii Th2 Tak HazpBaeMslid c-maf-hakTop, B CBOIO ouepeb, TaKxKe
peryaupyeT aupdepeHIUpoBKY T-KIETOYHBIX CyOmomysiuii B ctopoHy Th2
C OZIHOBpPEMEHHBIM IojiaBieHneM nuddepenunposku Thl. Bricokas koHeHTpa-
st Th2 onpenensier runeprponykuuto WJI-4 u NJI-13, oGHapyKeHHYIO Y JIHII,
CTpaJaomux 00JIe3HbI0 MUHUMANIBHBIX H3MeHeHnH. 3BecTHO, uto NJI-13 pery-
nupyeT KoHueHTpammio IgE, BeIcokuil ypoBeHb KOTOPOTO 9acTo ONPENEIIIOT IPH
6oJie3HN MUHUMAaJIBHBIX U3MeHeHni. Kpome Toro, oOHapykeHHbBIE pElENTOPHI
K 9THUM IUTOKWHAM Ha MOJOIUTAX M UX BBIPAYKCHHAs HKCIIPECCHs IIPU OONe3HU
MUHHMAJIbHBIX U3MEHEHUI TOATBEP)KIAI0T POJIb OCIETHUX B ITaTOTeHE3e JaH-
HOTO 3a00JIeBaHusI.

E.H.Garin n coaBT. yKa3pIBalOT Ha MOBHIILICHHYIO NPH OONE3HH MHUHUMAJb-
HBIX U3MeHeHUI koHueHTpauuto NJI-8, Taxke Urparoero BaxkHyIo pojb B 1aTO-
TeHE3¢ HapyLIEHUs CEJIEKTUBHOCTH IIOMepysipHOro ¢uiasrpa. Jlonroe Bpems
CUUTAJIOCH, YTO (PAKTOP MPOHUIAEMOCTH, OOHAPY>KEHHBIH Y JIUII, CTPaJAIOIINX
00JI€3HBbI0 MUHUMAJIbHBIX H3MEHEHHH, €CTh HE UTO nHOe, Kak MJI-8.

B nacrosimee Bpemsi B pa3BUTHM OOJIE3HH MHHHMAJBHBIX H3MEHEHUH
HIPOKO 00CYXaeTcsi poib TpaHCKpunuuoHHoro ¢akropa NF-kB axrusupo-
BaHHBIX CD4+ xierok. AxtuBarnus NF-kB nporncxoaut mox BIUSHHEM IIUPO-
KOT'O CTIEKTpa MaTOT€HETHYECKUX CUTHAJIOB, TAKMX KaK OaKTepHaIbHBIC arC€HTHI,
T- u B-kjerouHble MUTOTEHBI, IUTOKUHBI U OKCUIATUBHBIN cTpecc. J.Das
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1 COAaBT. BBIIBIJIM AKTHBAIMIO TPAHCKPHUIIIIMOHHOTO (DAKTOpa IIOJ BIMSHHEM
NJI-13. B cBoto ouepenp, akTuBupoBaHHBIN NF-kB yBenmuuBaeT KOHIIEHTpa-
1o npoteacom. CieayeT OTMETHTh, yTO anTaronuctoM NF-kB sBisercs I-kB.
W3BecTHO, UTO MO AeHCTBHUEM INMIOKOKOPTHKOMIOB MPOUCXOIUT yBEIHUCHHE
KOHIIEHTpaIMy 1ocienHero. OpHaKo, HECMOTPS Ha TO 4TO 00JIe3Hb MUHUMAJIb-
HBIX MI3MEHEHUH XapaKTepu3yeTcsl BRICOKOW YyBCTBUTEIHHOCTHIO K CTEPOUIHON
Tepanuy, y HEKOTOPHIX MAalMeHTOB akTUBHOCTh NF-kB coxpansercs Ha Qone
NpreMa IIIOKOKOPTUKONIoB. [Ipearnonaraot, 4To JONONHUTENbHBIE (haKTOPHI
BIIMSIIOT Ha U3MEHEHHS TPAHCKPUIIIMOHHBIX (AKTOPOB, 00YCIOBIUBASL B 1aJIb-
HEHIIeM CTepOUTHYIO PE3UCTEHTHOCTD.

bonesnv munumanvnovix usmenenuii u CD80. OqHoM U3 rUNOTE3 pa3BUTHA
MIPOTEHHYPHH TIPH OOJIE3HH MUHMMAJIGHBIX M3MEHEHUH SIBIISICTCS TOBPEKICHHE
meneBor auadparmel, peryaupyemoe skcnpeccueit CD80 (B7-1) ma mogoru-
Tax — TPAaHCMEMOPAHHOTO MPOTENHA, SKCIPECCUPYIOLIETOCS HAa aHTUTCH-TIpe-
3EHTHUPYIOUIMX KIIETKaX, HaTypaJIbHbIX Kniutepax u B-numdonunrax. CD80 onpe-
JIeIISIeT KOCTUMYIUPYIOIUH curHai At T-1uMponuToB, CBA3BIBasCh C MOCIE-
HUMH NIOCPEACTBOM COeUHEHU ¢ ux peuentopamu CD28. /laHHBINH MexaHU3M
OTMEYaeTCs MPH MPE/ICTaBICHUH aHTHI'€Ha aHTHUTeH-TIPE3CHTHPYIOINMH KJIeT-
kamu T-kieTkam ¢ mocienyromei nx akrupaiend. OnHaxo ces3piBanne CD28 Ha
T-mmvorurax ¢ CTLA-4 — npotenHOM, SKcTpeccupyeMbiM Ha Foxp3+ pery-
nsaTopHbx T-knetkax (Treg), — HHTHOUPYET aKTHBALIMIO MOCIEAHUX. MyTarus
B reHe Foxp3 y OoibHBIX 0O0JIE3HBI0O MUHHMMAJbHBIX M3MEHEHUI MPHBOIUT
K CHW)KEHHIO aKTUBALUH Treg KIIETOK, TEM CaMbIM CIIOCOOCTBYS pa3BUTHUIO MPO-
TEHHYPHH.

J.Reiser u coaBT. mporeMoHCTpupoBann 3kcipeccuto CD80 Ha momonmTax
o[, IefiCTBHEM JTUIONOIICaxapuaoB. [n vivo sxcmpeccus CD80 Ha momonmTax
MIPOMCXOIUT HE TONBKO O] BIUSHUEM JIUIONOINCAXapHUIOB, HO U JPYTUX TOK-
CHHOB, HaIlpUMep aMHUHOHYKJIeo3Ha. BakHBIM SABNIAETCS TO, YTO KCIIpEecCUs
CD80 Ha nomonuTax MPUBOJUT K HAPYLIEHUIO CTPYKTYPHI MOCIETHETO U pa3-
BuTHIo nporenHypun. C.C.Yu u coaBT. oOHapyxuu, uto CD80 monoxurens-
HBIE MTOAOINTHI TEPSIOT BO3MOXKHOCTB IIPUCOEINHSTHCS K Oa3aibHOI MeMOpaHe
mocpeacTBoM B-uHTerpuHOB. [1o omHOW n3 rumote3, mmeHHO WJI-13 cTmmy-
nupyet skcipeccuto CD80 Ha monmorurax. Ilo apyroit Bepcum, akTHBanus
CD80 na noponurax perymupyercs Toll-like penentopamu (TLR): TLR-3
n TLR-4, OCKONBKY JIMITONOJIMCAXapUIbl aKTUBH3UPYIOT UMMYHHBIE KIIETKA
nocpencteoM TLR-nurannos. B cBoeit sxcnepumenTansHoi padore T.Ishimoto
1 COABT. OOHAPY’KHMIIN Pa3BUTHE MIPOTEHHYPHUH Y KpbIC ocie nabekun TLR-3.
OT0 HcciegoBaHue MOATBEPAMIIO, uTo FKcnpeccuss CD80 moxeTt OBITH ompeze-
JieHa Kak T-KJIeTOYHBIMU IUTOKWHAMU, TaK U TLR-nmurangamu.

[eHemuueckue hopmbl Heghpomuuecko2o CUHOpOMA
U 60/1e3HU MUHUMAJTbHbIX U3MeHeHUl

[NomouuTsl sABISIOTCS XOpOIIo MU((GEPSHINPOBAHHBIMHA KICTKAMH BHEIIHETO
ciosi kryoouka. OHH COCTaBIISIIOT OKOHYATENBHBINH Oaphep B moTepe Oenka
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C MOYOH IMOCPEICTBOM B3aWMONCHCTBHS HOXKEK IMOJOIMTA ¥ IICICBOH Iua-
¢dparmer. bazonarepanbHast 9aCTh HOXKEK ITOIOLIUTA OCYIIECTRIISET IIEHTPANTbHYIO
(GYHKIMIO MTOJOIMTOB U COACPIKUT TPU MEMOpPAHHBIX JIOMCHA: alHKaIbHYIO
MeMOpaHy, KOMIUIEKC OEJTKOB ILeJIeBOi TuadparMbl U JOMEH OIIOPHOI! IJIaCTHHBI
(T.e. 6a3zanpHYIO0 MeMOpaHy). Hoxxku mojoiuTa coepkar JMHAMHUYHBINA COKpa-
TUTEJIbHBIN anmapar, COCTOSIINMA U3 akThHA, MUo3uHa 11, a-akTuHUH-4, TanuHa,
BUHKYJIHA U CHHANTONOAMHA. HOXXKH KpersTcst K KITyOOUKOBOH 0a3aIbHON MeM-
OpaHe MOCPEACTBOM 0331-MHTETPHHA U AUCTPOTINKaHA. BBUTO BEISABIEHO, YTO
03B ;-MHTETPHUH CICTICH BBICOKOAG(GUHHON CBS3BIO C O5-IICIBIO JIAMUHHMHA- 1 1
n HU3Koah(HUHHON — C KOMIIOHEHTaMH Oa3aJbHOW MEeMOpaHbl. DKCIpeccus
0331-UHTETPUHOB OCTAETCsI COXPAHHOM, KaK U MPHU OOJE3HW MHUHHMAIBHBIX
HM3MEHEHUH.

JIucTpOorIiKaHOBBIE KOMITIEKCHI COCTOST U3 YTPO(hHHA U 0~ U J-ITUCTPOTIIH-
KaHOB M BXOIAT B COCTaB MBIIICYHBIX U HEKOTOPHIX HEMBIIICYHBIX KIIETOK.
ITo maHHBIM psima uccienoBareneil, orMeyaeTcs JIMO0 CHHUKEHHUE, I00 OTCYT-
CTBHE DKCIIPECCUM AUCTPOITIMKAHOB, KOPPEIUPYIOIIee ¢ aKTUBHOCTBIO MPO-
recca npu MUHUMalbHBIX u3MeHeHus1X. Toraa kak npu @CI'C qucTporukanbl
B TKaHH MOYKHU COXpaHeHbl. BbICOKOE CPOACTBO JUCTPOIITIUKAHOBBIX KOMILIEKCOB
K JIAMUHHHY ¥ arpuHy 0a3aIbHOM MeMOpaHbI 00eCIIeYUBAaET IEI0CTHOCTh TPEX-
CJIOMHOU CTPYKTYpHBI NIOMEPYJISIPHOTO annapara. IHTepecHo, 4To MyTalus I'eHa,
KOTUPYIOIIET0 CUHTE3 MUCTPOINHMKAHA, MPUBOIUT K JIETAILHOMY HUCXOMY YiKe
BHYTPUYTPOOHO.

CoeqHeHre HOXKEK COCEAHUX MOAOLIUTOB MPOUCXOAUT C MOMOUIBIO IIeNe-
BOH numadparmsel, Takoe CTPOCHHUE 00ECIICYNBACT CEICKTUBHBIN MPOHUIACMBIHA
Oaprep B moukax. CiieyeT OTMETUTD, YTO HAIITK 3HAHUS CTPYKTYPHI U PYHKIHH
mieNieBoi quadparMel MOSIBIIINCH B PE3YIBTaTe H3YUCHUS TEHETHIECKUX GOpM
CeMEeHHOro He(pPOTHUIECKOTO CHHPOMA U BBISBICHHUS HECKOIBKHUX OENKOB (10/10-
1uH, HepuH, a-akTuHuH-4 1 TRP6), MyTarys KOTOPBIX 1 OIpeeNseT pa3BuTHE
nocienHux. MIHTepeCHbIM 0Ka3aliocCh, YTO CPEAM MAalUEeHTOB C T€HETHUECKHU
JIETEPMUHUPOBAHHBEIME ()OpPMaMHU CTEPOUI-PE3UCTCHTHOTO HE(GPOTHICCKOTO
CHH/IpOMA TIO JaHHBIM THCTOJIOTHYECKOTO HCCIEIOBAaHM He Ooyiee 4eTBEpTH
(ot 10 mo 25%) mmennu mopdonoruueckyo GopMy OOIE3HH MUHHMAIBHBIX
n3MeHeHnid. HecMOTpst Ha TO 9TO B 11eJIOM 00JI€3Hh MUHUMAJIBHBIX M3MCHCHHMA
HE CBsI3aHa C MyTaIlUsIMHU U3BECTHBIX TCHOB, B PsJic Pa0OT IMPOJCMOHCTPUPOBAHA
aCCOIUAIINS CTEPOUIIYBCTBUTEIBHOTO HEPPOTUIESCKOTO CHHIPOMA C TETEPO3H-
TOTHBIMH MYTaIllsIMHU T'eHOB TogonuHa, HedpuHa u TRP6. Bonee Toro, Hanmyne
ceMeHHbBIX (opM OONEe3HH MHUHUMAIBHBIX W3MEHEHUI IpeAroaraeT orpese-
JICHHYIO POJIb T€HOB, CPEIN KOTOPHIX MOXKET OBITh M TeH SIHUTEIHAIHLHOTO MEM-
OpaHHOTO MPOTENHA-2, OTBETCTBEHHBIN 3a pa3BUTHE HEHPOTHUECKOTO CHHAPOMA
B JIETCKOM MOMYJISALUH.

Mopdgponoeua

Ceemosasn MUKDOCKORUA. v ITallMCHTOB C 00JI€3HBI0 MUHUMAIbHBIX H3MEHEHUH
KJ'Iy60‘-IeK BBIIVIIANUT HEIIOBPEXKIACHHBIM, MHOTZIA MOXKET IIPUCYTCTBOBATH MUHH-
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Puc. 5.11. CBeToBas (a) 1 aneKTpoHHas (6) MUKPOCKONUA TKaHK NoYeK naureHTa ¢ 6ones-
HbI0 MVHVMAJTbHbIX U3MEHEHNI.

MaJIbHasl ME€3aHTHaJIbHAas mpoiudepanyus (10 3 KIETOK), 9TO CO3/1aeT TPYAHOCTH
B Au(depeHImanuy ¢ MUHIMaJIbHBIMU U3MEHEHUSIMH [IPU ME3aHTHOoTpoiude-
PATUBHOM TIIOMEpyIoHepHUTE.

Knerkn xaHanblieB MHQUIBTPUPOBAHEI OEJKaMHU M JIMIHMJIAMH H3-32 yBe-
TuaeHHOU peabcopOrmm. Hammume atpoduu n Gpubpo3a KaHATIBICB JOIDKHO
BBI3BaTh Nogo3penne Ha Hammane OCIC.

Hmmynozucmoxumus. [lpy AMMyHOTHCTOXMIMHYECKOM HCCIIEIOBAHUU OTME-
YacTCA OTCYTCTBUC OTJIIOKCHUSA Ig U KOMIIOHCHTOB KOMIIJICMCHTA.

Dnexmponnasn muxkpocxkonus. [JnddysHoe «criaxiuBaHHe) HOXKEK TTOJOIH-
TOB SIBJISIETCS TUCTOJIOTHYECKUM MapKepoM He()pOTHUECKOTO CHHIIPOMa C MHHH-
MaJIbHBIMU M3MEHEHHSMH [IPH COYCTAHUH C BBILICH3IIOKESHHOH CBETOBOH MUKPO-
CKOITHEH N IMMYHOTHCTOXUMHYECKHAM HcciaenoBanueM (puc. 5.11).

KnuHuyeckaa kapmuHa

Knunnyecku 0one3Hb MUHUMAIBHBIX M3MEHEHHH MPOsBIETCS HedpoThde-
CKMM CHHJPOMOM C BHE3aITHBIM HawajioM. Yamie 3a00JIeBalOT IETH paHHETO
1 JIOUIKOJIBHOTO Bo3pacta. B ormiume ot apyrux ¢opm I'H y nereii ¢ Oonesnsio
MHHHUMAJIbHBIX U3MEHEHUI 9aCTO NMEET MECTO OTSTOIIEHHBIN aJllIeproJIoTHye-
CKHi aHaMHe3 u aneprudeckue npossieHus (30-70% ciaydaes). TpurrepasiMu
(hakTOpaMu MOTYT OBITh OCTPBIE PECITUPATOPHBIE BUPYCHBIC HH(EKIHH, IeTCKHE
nH(EKuuy, aronnueckue peakunu. OQHUM U3 MEPBBIX 3aMETHBIX ISl OKpYKa-
IOLIMX CHMIITOMOB 3a00JI€BaHHUS SBIISETCS OTEK, KOTOPBIH YacTO TPAKTYeTCs KakK
orek KBuHke. B mocienyiomiem mosiBiseTcs ONMUTypHsl, 4TO TUKTYyET HEOOXOIH-
MOCTH B IIPOBEACHUH aHAIHN3a MOYH.

I'mnepTeH3nOHHbIN CHHAPOM HaOIIOaeTcs KpaiHe peaKo M XapaKTepu3yeTcs
KpaTKOBpeMeHHOCThI0. [loBhimenne AJl mpu 0OJe3HW MUHHUMAJIBHBIX H3ME-
HEHHMU CBS3aHO C KOMIIEHCATOPHBIM MEXaHHW3MOM, CpaOaThIBAIOUIMM B OTBET
Ha BBIPQXEHHYIO THIIOBOJIEMHIO. [IpH pe3Koii rHIoBoIeMIH BO3MOXKHO pa3BUTHE
HE(POTHUUECKOTO KpH3a ¢ OOISIMHU B JKHUBOTE, KOXKHOM IPUTEMOH M CEpIEIHO-
COCYIUCTBIM IIOKOM C IUPKYIATOPHOW HEZOCTATOYHOCTBIO.
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TeueHue 0ONE3HW MHHUMAJIBHBIX M3MEHEHHUH OBIBACT OCTPBIM C HCXONOM
B CTOHKyI0 pemuccuio (20-30%), peruIuBUpYIOMIM U 4acTO PEIUAUBUPYIO-
muM. [To OTHOIIEHHIO K CTEPOMIHOM Tepanuu BBIIEISIOT CIACAYIOINE GOPMbI
3a00JIeBaHUA: CTEPOUATYBCTBUTEINIbHAS, CTEPOU[3aBUCUMAs U CTEPOUA-PE3H-
CTEHTHasI.

JuazHocmuka

OCHOBHBIMH AMAarHOCTUYECKHMHU MapKepamMH OOJI€3HH MHUHHMAJIbHBIX H3Me-
HEHHI sIBIIsIETCS JIaOOpaTopHasi TeTpaja He(ppPOTHUECKOro CHHIPOMA: THUIO-
MPOTEMHEMHSI, TUITOATLOYMHHEMHUS], TUIIEPIUITHIEMHUST ¥ TPOTEUHYPUsI (BBILIE
1 r/m%/cyt.). COD pes3ko mnosbleHa. Bo3MOXKHA He3HAuUTENIbHAS aHEMUS,
TpomborTo3. Bo Bpems obocTpeHnii oTMeuaeTcs mosbimenne Tutpa IgE nm
IgM. Yposenr C3 koMIuieMeHTa Bceraa B HopMe. B koarymorpamme — mpu-
3HAKH THIIEPKOATYJISIINH: TIOBBIIICHHE YPOBHS (PHOpHHOTE€HA, TPOTPOMOHHOBOTO
HH/IEKCA.

Kak mokasan ombIT MHOTMX HE(pPOJIOTHYECKHX LIKOJ, JUarHo3 OOJie3HU
MUHHMAJIbHBIX U3MECHEHUH HeTsaM 1—14 JieT BBICTABISIIOT, HEe Ipuberas K Ouo-
TICHH, B THITUYHBIX CITydYasx MO XapaKTepHBIM KIMHHUKO-1a00paTopHbIM, QyHK-
IUOHAJIBHBIM JTaHHBIM, OBICTPOMY MOJOKUTEIHHOMY OTBETY Ha CTEPOHIHYIO
TEeparHIio.

HudgbdeperyuansHaa duazHocmuka

JuddepeHnnanbHy 0 TMarHoCTUKY O0JIE3HH MUHUMATBHBIX U3MCHEHUH IPOBO-
AT ¢ nqpyrumu popmamu ['H, KoTopbie TIPOSBISIOTCS KIIMHUYECKOH KapTHHOMN
HedpoTryeckoro cuuapoma. OueHb BaXKHBIM AU GepeHIIHATBHO-IUATHOCTHYE-
CKUM KpHUTepHeM 00JIe3HI MUHUMAJIbHBIX U3MCHEHUH Y AeTeH ABISIeTCsI ObICTpast
peaxIs Ha JIeueHHe DIIOKOKOPTHKOMAaMH, oTMedaemas B 90-95% cirydaes.

Jleyerue

TepaneBrrueckre MeponpusITHs 1e00Ta 0O0JIE3HN MUHUMAJIBHBIX W3MEHEHHH
BKIIIOYAIOT B CE0sl PEXUM, JTUETY, TaTOTEHETHYECKYI0 U CHMIITOMATHYECKYIO
TEpaIHIo.

Pesicum. B axtuBHON craguy 3a00ieBaHUSA AIUTEIBHOCTh MOCTEIBHOTO
PEeKUMa OIPEeNsieTCs] BRIPAKEHHOCTBIO DKCTPAPEHANIBHBIX MPOsiBIeHUH. Pe3-
KO€ OTrpaHMYEeHHE JBMKEHHH MOXET HMPUBECTH K PA3BUTHIO TAKHX OCIIOXKHE-
HUMH, KaK OTEYHBIH CHHIAPOM M (GOpMHUPOBAHHE TPOMOOTHIECKUX OCIIOKHEHHH.
ITpn yny4mennu o0miero coctossHus OOIBHOTO PEXNUM JOIDKEH PacIIUPSTHCS
C IPHUCOCTUHEHNEM JIeYeOHON (DU3KYIBTYPHI IS MPO(UIAKTHKHA CTEPOUTHOTO
0CTEeOI0po3a.

Juema. Jlnera nmpu 601e3HM MUHIMAJIbHBIX U3MEHEHUH BappUpPyeET B 3aBU-
CHUMOCTH OT IIepro/ia 3a00JICBaHUs M JIOJDKHA OBITh MPEXIE BCEro TUIOaLIep-
reHHoil. Ha mepBbIX 3Tamax npu BeIpaKEHHBIX OTEKax HEOOXOANMO OTPaHHYHUTh
norpediierne conu (He 6oree 2 1/cyT.). OrpaHNYEeHHE MTUTHEBOTO PEXUMa MOXKET
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OBITH PEKOMEHI0BaHO TOJIbKO IpH pa3sutuu [TH. bonee Toro, npu runoBosieMun
OTpaHHWYEHHUE YHOTpeOIeHNs KUIKOCTH, OCOOEHHO NPU aKTHUBHON JHypeTHIe-
CKOI1 Teparuu, MPOTUBOIMOKA3aHO, TAaK KaK MOJKET CITIOCOOCTBOBATh yCYTyOJICHUIO
PEOJIOrHYEeCKUX PAcCTPOMCTB. beok Ha3HaualoT B COOTBETCTBUU C BO3PACTHOM
HOpMoii. benkoast Harpy3ka BO3MOXKHA TOJIBKO MOCIIE HOPMaJIN3alliy aHaTN30B
MOYH, TIPH CTEPOUTHON TEPaITiH.

[TaTorenernueckas Tepanusi OO0JIE3HHM MUHHUMAJIbHBIX M3MEHEHUH CKIa-
JBIBAETCSI U3 NMPUMEHEHUS] UMMYHOCYIIPECCUBHBIX IIPENapaToB, aHTHKOATY-
JISHTOB, aHTHArperaHToB. B KadecTBe MMMYHOCYIPECCHBHOTO Iperapara
HCIIONB3YIOT TIPEIHU300OH B HAYAJILHON 103€ 2 MI/KI/CYT. mim 60 Mr/mM%/cyT.
(ue Oosee 60 Mr/cyT.) AIMTETBHOCTBIO 6—8 Hes., 3areM (IIPU HOpPMaJIU3aluU
AHAJIM30B MOYH) MIEPEXOIAT Ha ANBTEPHUPYIOINH ITPHUEM MPETHU30JI0HA B 03¢
40 mr/M%/48 4 (umm 1,5 MI/Kr/48 9) UIMTENBHOCTBIO eIe 46 Hell. ¢ HOCIey-
IOIIMM CHIDKEHHEM 1035l Ha 0,5 MI/Kr Kakable 4 Heaelad, BIJIOTh A0 ITOJTHOM
otMeHbl. OO0IIas IMTENBHOCTD TePaiy 1e010Ta 00JIe3HI MIHUMAIIBHBIX H3Me-
HEHMH CoCTaBIIsIeT 6 Mec.

YunThIBask BRIp@XEHHYIO TMIIEPKOATYJISIIUIO MPU OOJNE3HW MUHHUMAIIbHBIX
N3MEHEHHH, OTHOBPEMEHHO C TIIFOKOKOPTHKOMTHOH Tepartiei cieayeT Ha3HaunuTh
AHTHKOATYIITHTHI — TernapuH B cyTouHOi mo3e 200-300 EJI/kr/cyT. mOAKOKHO
B 4 mpremMa. AHTHKOATyJISIHTHAS Tepanus MPOBOIUTCS 1O KOHTPOJIEM KOaryIo-
rpammbl. [Ipu cTrabunu3anmu 103y refnapuHa CHUKAIOT (HAYMHAIOT CO CHHKEHHS
JI03bl, & 3aT€M YMEHBIIAIOT KPaTHOCTh BBEJEHNUS ). B kauecTBe aHTHArperaHTHON
Tepanuu ucnonesyror aunupuaamon (KypanTtum) B nosze 5-8 mr/kr/cyr. mim
turstonuand (Tuximn) 8 Mr/kr/cyt., y MOApOCTKOB BO3MOXKHO HCIOJIB30BaHHE
knormaorpena (IInasukca) B mo3e 75 mr 1 pas B CyTKH.

CumnromMarnyeckas Tepamnus BKIIOYaeT JIEYEHHE OTEYHOTO CHHIPOMa, TIPO-
(UINaKTUKY THIIOBOJIEMHYECKOTO KpH3a, aHTHOAKTEPUAIbHYIO TEpaNuio MpH
HacJOoeHWU nH(eKunH, Koppekuuo Al B cilyyae ee BOSHUKHOBEHUS, a TaKKe
CHMIITOMaTHYECKYIO TEPAITHIO MOOOYHBIX 3 PEKTOB IITFOKOKOPTUKOMTHOI Tepa-
TTUH.

Jeuenue omexog (cm. 1i1. 111, pazgen «OTeqHBIH CHHAPOMY).

Koppexyus zunogonemuu. /1511 601€3H1 MUHUMAIIBHBIX N3MEHEHUH Xapak-
TEPHO Pa3BHUTHE THIIOBOJIEMHH, TIOTOMY JUIsi BOCCTAHOBIICHUSI 00beMa LIUPKY-
JUPYIOUIEH KUAKOCTH B COCYAMCTOM PyClie U JUI YAy4IIEeHHUs PeoJIOrHUeCKUuX
CBOMCTB KPOBH CJIEAYET MPOBOIUTH HH(Y3UIO PEOTIONUIITIOKNHOM € IIFOKO30H
i Peormromanom B 1o3e 10—15 mur/kr. BeipaskeHHBbIH muypeTrndeckuit ¢ dext
Ha BBeJIeHHE PeononumiroknHa BO3MOXKEH M TP OTCYTCTBUH BBeeHNS Jlazukca
3a cuet noBeieHns OLK, yBenmaeHnss akTHBHOCTH HATPHITypEeTHIECKOTO TOp-
MOHA U MOBBIILICHUS KITyOOUKOBOW (HUIIBTPAIIHH.

AnTtubakrepuanbHas tepanuss npu HCMU nomxHa Ha3Ha4arbes NpU
BBIPQ)KEHHOM THIIOBOJIEMUYECKOM COCTOSIHUH, COIPOBOXKAAIOUIEMCSI OOISIMHU
B JKMBOTE, JUIA NMPOQUIAKTUKH TEPUTOHNTA, a TAK)KE IPH HACIOCHUH JIFOOO0H
nHpeknny. OOBIYHO HCHONB3YIOT MOTYCHHTETHYECKNE NEHUIMIUTMHBI B BO3-
pacTHOH m03e.

lMepBuyHbIe rnomepynoHeppuUTbI 233

l'mmorensuBHas Teparust npu HCMU nipoBoamTest KpaifHe peko, HOCKOIbKY
ObICTpast pefyKIns OCHOBHBIX CHMIITOMOB Ha ()OHE DIIOKOKOPTHKOMIHON Tepa-
UM TIPUBOJUT K BoccTaHoBieHuio OLK.

Crnenyer OTMETHTh, YTO OJHHM M3 HauOoliee HENPHUITHBIX OCIOKHEHHN
DIIOKOKOPTUKOMIHOM Tepanuy NpH €€ JUINTEIHHOM HCIIOJIb30BaHUH SIBIISIETCS
pa3BHUTHE THITOKAIMEMHH M 0CTeorIopo3a. Mcxoas n3 3Toro, napauiesnbHo C TITo-
KOKOPTHKOWAMH CIIeAyeT Ha3HauaTh pernaparsl kanus (Acnapkam, [laHaHTHH),
kaipius (20 Mr/kr/cyT.) 1 BuTamuH D (IpenMyIecTBeHHO aKTUBHBIE MeTa0o-
JIUTBI — O-KaJIBIIUI0J1, POKAJIBTPOI, 0-D3-TeBa — 0,25 MKkr/cyT.). B ciaydae mose-
JIeHUs] KIIMHUYECKUX CHMITOMOB Iopaxenust BepxHux otaenoB JKKT B Buze
racTpPOLyOJEHUTA I SI3BEHHOI 00JI€3HU KaK OJHOTO U3 IIOOOYHBIX MTPOSIBIICHUN
TITIOKOKOPTUKOMIHOM Tepanun HeoOXOAMMO MPUCOETUHEHHE K Tepanuu JH00
anTanunoB (Maanokc, @ocdanrorens), 1100 HHTHOUTOPOB TIPOTOHHON TTOMITBI
(omempazomn, pabempason [Ilapuer]).

Jleuenue peyuouea (cm. ri. 111, paznen «Hedpporuueckuii cHHAPOM).

lpozHo3

HecMoTpst Ha peruauBHpPYIONIMI XapakTep Te4eHHs, IPOTHO3 OOJIE3HN MUHH-
MaJIbHBIX M3MEHEHUH y JieTeil B OONBIIMHCTBE CIy4acB ONaronpusaTHeIA. Pas-
ButHe XITH mMoxeT HaOmIOmaTecs y JeTel co CTepOua-pe3uCTeHTHON (popMoii
¢ yactoroii 0,2%.

QOKaanO-CerMGHTaPHbII‘/’I rnomepynocknepos

Cpeny npuyvH pa3BUTHSI HE(YPOTUUECKOTO CHHIPOMA B JIETCKOM BO3pacTe
OCI'C 3anumaer Bropoe Mecto. @PCI'C KIMHIUECKU XapaKTepU3yeTcs MPOTeH-
HypHeH, Kak IPaBUIIO, HECEIIEKTUBHOM, 4acTo B codeTanuu ¢ Al' u remarypuei,
u OpicTpBIM BcxonoM B [TH.

Breperie @CI'C 6501 omucan B 1957 . A.R.Rich. C tex mop Osumm omy-
OGIMKOBaHBI COTHH CIIy4aeB ¢ KIMHUYECKON M IMCTOJIOTHYECKON XapaKTepUCTH-
kot ®CI'C, mpecnenoBaBiiye 1eJib paCKPhITh MATOT€HETUIECKUE MEXaHU3MBI.
OpHako, HECMOTPS Ha HAKOIJICHHBIN OIBIT, 3TH MEXaHU3MBI 10 CUX MOp He yCTa-
HoBiteHbl. @CI'C y nereil 1 mogpOCTKOB SIBISIETCS TPU3HAKOM OOJIBILIOTO YHCIIA
MIEpBUYHBIX 1 BTOPUYHBIX 3a001eBaHMi oueK. B mocieanee Bpems orMedaeTcs
YBEINYEHNE YAaCTOTHI BCTPEUaEMOCTH JaHHON MATONOTHUH, BEPOSTHO, 3TO CBSI3aHO
C MOSIBJICHUEM HOBBIX 3THOJIOINYECKHUX U HKOJIOTHYECKUX (PaKTOPOB.

W3BecTtHO, uTo 60mbmHCTBO cirydaeB PCI'C criopaguueckue, 0HAKO BBISIB-
JIeHBI U ceMeitHbIe (opMbl 3a00s1eBanus. [Ipuunnoii passutus cemeitnoro @CI'C
SIBJISIETCSI My TaLlMsl TEHOB, KOIUPYIOIINX KOMIOHEHTHI oponuTa. Cpeny Hanbo-
Jiee M3YYEHHBIX CIIEAYeT OTMETHTh T'eHbl HehprHa 1 nogonuHa. K renernaeckn
JICTEPMUHUPOBAHHBIM 3a00JIEBAHMSAM TaKXK€ OTHOCSTCS CHHAPOMBI JleHnca—
Hpama u ®paiizepa, Ipu KOTOPHIX OTMEUYAETCA MyTallKs TPAHCKPUIILIHOHHOTO
¢axropa WT1. Bropuunsie popmbr PCI'C ormeuarorcst Ha poHe MeTabonnye-
CKMX HapylIeHUH, yMEHBIIEHHS OYEYHOH Macchl, HHPEKIHH.
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llamozeHe3

[Matorene3z ®CI'C Tak e CIIOXKEH, KaK W TPUYMHBI, BRI3BIBAIONINE ero. Bemy-
1yt pojib B maroreHeze uauomnarundeckoro ®CI'C urpator T-muMpOLUTHI.
VY nanueHToB ¢ JaHHBIM 3a00JIeBaHHEM 00HAPY)KEHO TTOBBIIIEHHE KOHIIEHTPALHK
MHOTHX IIUTOKMHOB. Ho caMbiM 3HaumMbIM ¢akropoMm B maroreneze OCI'C,
BEPOSATHO, ABJIAETCS (HAKTOp NMPOHHUIIAEMOCTH, MO BCEH BHIMUMOCTH, ITPOIYIIH-
pyemseiii T-xinetkamu. @akTop MPOHUIIAEMOCTH TMPEACTABISAET COOOU TPYHITY
6€11KOB, KOTOPbIE MOTYT U3MEHATH IIPOHUIIAEMOCTH KiyOouka. [Ipeanonoxenne
0 mpuyYacTHOCTH (hakTopa npoHuaeMocty kK pasputiio @CI'C noarBepauIocs
MHOT'MIMH HAOJIONECHUSIMU: OBLIO IPOJICMOHCTPHUPOBAHO YaCTOE IIOBTOPHOE Pa3-
Butre @CI'C B TpaHCIIIaHTHPOBAHHOM TIOUKE y OOJIBHBIX C HATMYUEM (QaKkTopa
MIPOHHULIAEMOCTH B CHIBOPOTKE, MOJydeH 3((PEKT OT NpUMEHEHHs IIa3Made-
pe3a, HabIIoAaI0Ch YMEHBIICHHE NIPOTEHHYPHUH TIOCIIE UCTIONb30BaHUS UMMY-
HOCOpOIMOHHBIX OenkoB. Kpome Toro, o06CyknaloTcs TyMOPalbHBIH acIeKT
MeTabonn3ma (akropa NPOHUIAEMOCTH (3a(UKCHpOBaH (aKT MCUE3HOBEHUS
MIPOTEUHYPHUH depe3 rofl mocie TpancmianTanuu nouku ¢ ®CI'C penunuentam,
HE UMEIOIIMM B CHIBOPOTKE (pakTOpa MPOHMIIAEMOCTH), a TaKXKe epeada (ax-
TOpa IMPOHUIAEMOCTH OT MaTepH K peOeHKY.

V3meHeHne cTpyKTypsl MOAOLMTA U €r0 (DYHKIMH — SBHBIN (pakTop B pas-
putnu OCI'C. TlomonuThl — BBICOKOCTICIHATH3UPOBAHHBIC KIETKH, (DyHKIIHS
KOTOPBIX 3aKJII0YaeTCsl B CHHTE3€ HEKOTOPHIX OeNKoB 0a3anbHOM MeMOpaHBI,
peryiiauun pacTsizKUMOCTU KJ'Iy60‘-IKOBOFO Kanuuiapa, orpaHu4CcHUN ITPOXO0K-
JICHUSI OTPUIIATEIIHHO 3apsHKEHHBIX OeskoB. [1py ritoMepynsipHBIX 3a001eBaHnsIX
C BBICOKOH NPOTENHYpPUEH OTMEUAIOTCS BBIPAKEHHBIE CTPYKTYpPHbBIC H3MEHEHUS
TIO/IOLMTOB B BUJIE TU(P(Y3HOTO «CITAKUBAHMS) NX HOKEK M CMEIIECHHUS IENIEBOH
JradparMbl K alMKaIbHON YaCTH KJIETOK M OT/CTICHHUE MOJOIUTOB OT Oa3aIbHON
MeMOpaHbl. Bece 3TH HaXoaKu MO3BOJISIOT paccCMaTpuBaTh HAPYIICHUS B TIOI0-
UTax Kak stuonornuyeckuid gaxrop B BoszHukHoBeHun ®CI'C. Hapyuienue
CTPYKTYPBI TOZOIUTOB NPUBOIUT K HAPYILICHUIO MX (DYHKIMN U aKTHBAIIUH IIPO-
LIECCOB anonTo3a. Bo MHOTHMX 3KCIIEPUMEHTAIBHBIX HCCIIEJOBAHUIX OTMEIAIOChH
YBEIIMYCHAE COOTHOIICHUS «Ipoarontrdeckue (Bax)/mpoTuBoanontiuaeckue
(Bcl) monexymery. U Hakonen, myTtanun mutoxonapuansHoit JTHK, o6Hapy-
JKeHHBIE B mogonuTax y nanueHToB ¢ ®CI'C, MOTyT NPUBECTH K HAPYIIEHUIO
OKHCIIUTCIIBHBIX MPOLECCOB B KJIICTKAX WJIN HepBH‘IHOﬁ MHTOXOHZ[pPIaH]:HOﬁ
JUC(YHKITHH.

IIpu ®CI'C paznnuaroT HECKOIBKO TUCTONIOTMYECKUX BAPUAHTOB CKIIEPO3a:
nepudepuaeckuii (tip lesions) ¢ aare3ueii mapueTaNbHBIX STUTEIHATHHBIX JTHCT-
KOB, TaK Ha3bIBa€MBIH NMPUKOpHEBOH (perihilar) ckiaepo3 — ruammHO3 BaCKymsp-
HOTO TI0JTIOCA, KOJUIANCHBIH ITIOMEPYJI0CKIePO3 U KJICTOUHBIN BApUAHT, XapaKTe-
PHU3YIOIIHUICS CeTMEHTApHOM mposrdepanueii dSMuTeTnalbHbIX KIECTOK, PAHHUM
CKJIEPO30M U HJOKAMIIISIPHOH THIEPKIIETOYHOCTBI0. Kak yKa3bIBaloT aBTOpHI,
nepudepruyecKuii CKIIepo3 Yallle BCTPeJaeTcst y AeTeil u MoJApocTKoB U Ooiee
YyBCTBUTEJIEH K IMMYHOCYIIPECCHBHON TE€PAIIHH.
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Knaccuppukayus

Brigenstor:
I. llepBuunsrit unn nauonaruueckuit @CIC:
* KOJUIATICHAs TJIOMEPYJIONaTHs;
* KJIETOYHBII1 BapHaHT;
* IJIOMEPYJISPHBIN TUI U3MEHEHUH.
II. Bropuunsilii:
1. Ha ¢one moTepn mo4e4HON MacCHI:
* pedutokc-Hepponarus;
* JHCIIa3us;
* OJIHOCTOPOHHSISI areHEe3Ns;
* onuroMeraHeGppoHus.
2. Nadexmmn:
« BUY;
 mapBoBupyc B19;
* Jpyrue BUPYCHBIE areHTBHI.
3. Toxcuueckue npenaparst:
* oucdocdonarsr
* o-uHTEphEpOH;
« HIIBC;
* JINTHUH.
4. Merabonuyeckue HapyIeHus:
* TUNEPTIINKEMHUS;
* TUNEPIUIUACMHUSL.
5. 'enetnueckue pakTopsr:
» myramus reaa NPHS1;
o myTtanus rena NPHS2;
e myTtamus rena WT1;
* MyTauus reHa o-akTHHUH-4;
» mytanus rena TRPC6.
6. Vcxon npyrux moMepyisapHBIX 3a00IeBaHMUH.

Mopdponoeus

Csemosasn mukpockonus. Jlnst @CI'C xapakTepeH (OKalbHbIA U CErMEHTaPHBIH
CKJIEpO3, KaK MPaBWIO, C aAre3ueil mapHeTaabHbIX JMUTEIHAIbHBIX JINCTKOB,
MHOT/Ia — THAJIMHO3 BAaCKYJISIPHOTO TOJI0ca. B MoBpekAeHHBIX KITyOOUKax OTMe-
JaeTcs pacIlMpeHNe Me3aHTHallbHOTO MaTpHKca (puc. 5.12).

Hmmynozucmoxumus. ITpu ®CI'C gacTo BEIABISIOTCS TpyObIe 3epHICTHIC
otnoxenus IgM u C3.

Inekmponnas muxkpockonus. Habmonaercs nuddys3Hoe crimaxupBanue
HO’KEK TOJIOLIUTA, TVIABHBIM 00pa3oM B CKJIEPOTHYECKHUX CErMEHTaX, HO MHOT/a
U B HEMOBPEXAEHHOI obnacTh. Y nanuentoB ¢ BUU-acconnuposanusiv @CI'C
IPH 3JIEKTPOHHON MUKPOCKOITMH 00HAPYXHUBAIOTCS TyOyTOPETHKYIISIPHBIE BKITFO-
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Puc. 5.12. CBeToBas (a) U 3neKTPoHHas (6) MMKPOCKONUA TKaHu nouek nauunerta ¢ OCIC.

YEHUSI B HJOTENUATHHBIX U ME3aHTHAIbHBIX KIIETKAX, UTO SIBJISCTCS KOCBEHHBIM
MapKepoM BHPYCHOTO 3a00JIeBaHusI.

KnuHuyeckas kapmuHa

3aboneBaHne HEPEIKO MOXKET HAaYMHATHCS C W30JIMPOBAHHON MPOTEHHYPUHU
W/WITY TeMaTypHH, KOTOPBIE AIIUTEIBHO TIEPCUCTUPYIOT U BIIOCIEICTBUU MOTYT
MPUBECTH K Pa3BUTHUIO MOJHOTO HE(PPOTHYECKOTO CHHIPOMA, KaK MpPaBUIIO,
PE3UCTEHTHOIO K UMMYHOCYIIpecCUBHOM Teparnuu. [1o JTaHHBIM pa3InyHBIX aBTO-
pos, AI' npu ®CI'C Bcrpeuaercs B 25-50% cityuaes, remarypust — B 25-80%.
Jus @CI'C, kak npaBuiio, XapakTepHa CTEPOUI-PE3UCTEHTHOCTh. OTHAKO MONOo-
JKUTETBHBIN 0TBeT Ha sieueHue [ KC Habmromaercs y neted ¢ nepupepuaecKim
BapHaHTOM cKkiiepo3a (tip lesion) B oTmaue ot hilar-ckieposa u cMemanHOTO
nopakeHus: omepyi. Hepenko B mebroTe 3aboneBanus y pebcHka Ha ¢oHe
nprieMa IpeaHU30JI0Ha OTMedaeTcs ObICTpast peMHUCCHs HE(PHTa, OTHAKO CITYCTS
HEKOTOPOE BPEMs BO3HUKAET PELMUB 3a00JIeBaHUs, IUI0X0 KOPPUTHPYIOIIUICS
DITIOKOKOPTHKOHJaMH — (DOPMHUPYETCS CTEPOUI-pPE3UCTEHTHOCTD. CUHUTAETCS, UTO
camast BEICOKasl POTEHHYPHs HabomaeTcs npy koiwraricHoM Bapuante OCI'C,
yMepeHHas — npu tip lesion. Perihilar BapuaHT Xapaxktepusyercss MEHBIIEH
norepei Oenka. ®CI'C uMeeT MepCUCTUPYIOIICE, PEIUANBUPYIONIEE U MPO-
rpeccupyloliee TeueHue, 4acto ¢ ucxogom B XITH. IIporuos 3abonesanus domee
0aronpHUATHBIN y OOJIBHBIX C U30JIMPOBAHHOMN ITPOTEHHYPHUEH.

Juarnoctika @CI'C ocHOBBIBaeTcs Ha MOP(OIOTHYECKOM HCCIIECA0BAHIN
Hedpoduonrara. Eciim @CI'C mposBnsieTcs B Bue HeQPOTHISCKOTO CHHAPOMA,
TO BOIPOC O MPOBEACHNH HE(HPOOHOIICHH BCTAET MPHU PA3BUTHU CTEPOHUI3aBH-
CHMOW U CTEPOM-PE3UCTEHTHOI (OpMBI HEPPOTHUECKOTO CHHAPOMA, TIO3TOMY
3a4acTylo JI€TH, UIMEIOIIHE TaHHYI0 MOP(OJIOrn4ecKyto Gpopmy, TPaKTYIOTCs Kak
GobHBIE C 00JIE3HBIO MUHUMAIBHBIX U3MEHEHUH B CHILy OBICTPO# d(dexTus-
HOCTH CTEpPOHMIHOH Tepanuu B Jie0roTe 3a001eBannsi. OfHAKO MOSBICHNE TAaKUX
CHMITOMOB, Kak Al” 1 remarypus, B 1e010Te HE(PPOTHIECKOTO CHHAPOMA JOJDKHO
HAaCTOpaKMBaTh Bpada. J[MarHOCTHIECKYIO CIIOKHOCTD BBI3BIBACT TaKasl KIIMHUYC-
ckas opma, Kak H30JMpPOBaHHAs MTPOTEHMHYPHsl. OTCYTCTBHE MATOTHOMOHHYHBIX
JUIst HeprTa JTadOPaTOPHBIX MapPKEPOB HCKITIOYAIOT IPEATIONOKEHHE O HATMYHN
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OCI'C. Tem He MEeHee TIpH IITUTEIHHO TIEPCUCTHPYIOMIEH poTenHypuu (Oomee
6 Mec.) ¢ AMarHOCTUYECKON IEThI0 HEOOXOIMMO ITPOBECTH HEPPOOHOIICHIO.

HudebdeperyuanbHaa duazHocmuka

Juddepennmansayto auarsoctuky @CI'C mpoBomsiT ¢ npyrumu opmamu
XTI'H. lnarHocTHYECKYIO CIOKHOCTh BBI3BIBAET M30JMPOBAaHHAS ITPOTEHHYPHS,
KOTOpYI0 I (HEPEHIMPYIOT C APYTUMH 3a00JICBAHMSMHE, TPOTEKAIOLINMH TaKXKe
C M30JIMPOBAHHON NMPOTEHHYpHEH (BPOXKACHHAS aHOMAIMS MOYEK, KUCTO3HBIC
1 OECKHUCTO3HBIC AUCILIA3NH, peUIOKC-HePpomaTus U Jp.).

Jleyerue

Bomeapie ®CI'C 6e3 HehpOTHYECKOTO CHHApPOMA C JIATCHTHBIM TEUCHHEM, KaK
MIPaBUIIO, IMEIOT ONIArOMPUATHEIN MPOTHO3. DTUM OOJBEHBIM HE TIPOBOIAT IMMY-
HOCYTIpECCHBHYIO Tepanuio. C aHTHIPOTCHHYPHYECKOH IEeNbI0 Ha3HAYaloT
nAII®. ImMyHOCYTIpecCHUBHAS Tepariisi HCIONb3YEeTCsl IIPU Pa3BUTHU HEPPOTH-
YECKOT'0 CHHIPOMA, JUTUTEILHOCTD U CHIEUU(PUIHOCTH 3TOTO BHIA JICYEHHS OTpe-
nensiercs popmoit HedpoTudeckoro curapoma. OnHako, kak npasuio, mpu OCI'C
OTMEYaeTCsl CTEePOUA-PE3UCTeHTHasI (opMa HEPPOTHIECKOTO CHHIPOMA, TEM
CcaMbIM OIpENEsisl UCNOIb30BaHNE LIMTOCTaTHUecKuX npenaparoB. [Ipu OCI'C
HanboJee mpreMIIeMa cxeMa Teparu, peutoxenHast S.A.Mendoza, To3BoJIsro-
mas moiry4duTs 10 50-60% pemuccuii y G0IBHBIX ¢ 3TOi maroiorueii (tadm. 5.6).

Jst neuenns OCI'C Takke MOKHO UCTOIB30BaTh CPABHUTEIHLHO HEJABHO
npeIoKeHHy1o cxeMy Tepanuu F.B.Waldo, npumensiemyro y neteii ¢ xopoumum
s dexrom (Tadmn. 5.7). Ilpu orcyrcTBun 3¢ dekra NUKIOCIOpuHa A BOZMOXKHA

Tabnuua 5.6. Cxema Tepanuu OCIC (no S.A.Mendoza)

MetunnpepHusonoH | NMpeaHN30M0H 2 Mr/Kr Luknopocpamupg
Hepensa
30 mr/kr B/B yepes fieHb 2 mr/Kr
1-2 Yepes aeHb (+6) - -
3-10 1 pa3 B Hegenio + -
11-18 1 pa3 B 2 Hegenun + +
19-52 1 pa3 B mecsAL + -
53-78 1 pa3 B 2 mecAua + -

Ta6bnuua 5.7. Cxema Tepanuun OCIC (no F.B.Waldo)

Hepens Mengn::/ﬂ:l:/s:nou MpepHn3sonoH LinknocnopuH A
1-2 3 pa3a B Hegenio - -
3-8 1 pa3 B Hegento 2 Mr/Kr yepes ieHb 6 Mr/Kr B ieHb
9-29 - 1 Mr/Kr yepes geHb 3 Mr/Kr B ieHb
30-54 - 0,5 Mr/Kr yepes geHb 3 Mr/Kr B ieHb
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3aMeHa ero Ha Takpoiumyc B go3e 0,1-0,2 mr/kr/cyT. OmHaKo CleayeT IIOMHHUTb,
4910 3(pPEeKTHBHOCTE MHTHOMTOPOB KAIBIIMHEBPHHA 3aBUCHT OT MX KOHIICH-
Tpauuii B kpoBu. Tak, st nukinocnopuHa A konueHtpauus 1000—1200 ur/min
MOXXET 00€CIeYHTh XOPOIHii JieueOHbII 2 dhexT Oe3 BhIpaKeHHBIX MPOSIBICHUI
HE(POTOKCHYHOCTH. J[JIsI TaKpoJMMyca KOHIEHTPAIs B KPOBH MOXKET KoJie-
6arbest OT 5 1o 8 HI/MIL

B psize cimygaeB pemMuccns He HACTYTIAeT JaKe MOCIIE arpeCcCHBHON HMMYHO-
cynpeccuBHoH Tepanui, Toraa gedenne OCI'C ckmaapiBaeTcs U3 CHMIITOMATHYE-
CKO#i Tepanuu: 6osbHOM nony4daetT HATID, pu Tsoxenbix Gopmax Al' BO3MOKHO
NPUCOCIMHEHUE JIPYTHX TUIIOTEH3UBHBIX IMPENapaToB (2HTArOHUCTHI KaJIbIIMS,
BPA 1I), anTrnumnueMuaecKue nperapars! (CHMBacTaTHH, JIOBACTATHH).

lpoeHo3

[porro3 mpu ®CI'C oOsraHO HEOMaronpuaTHeIA. Ero yxXyamaror cieayromnrie
(hakTopsr:

* Hanuyue HehPOTUYECKOTO CHHIPOMA;

* TeMaTypus;

o AT

* TsDKeNas TUIEPXOIECTePUHEMHS;

* OTCYTCTBHE OTBETa HA TEPAIIHIO.

MesaHruonponudepatuBHbliii romepynoHedppur

Mesanrunonponudeparuabii ['H — Hanbonee yacTbiii MOPGHOIOrHISCKUI THIT
cpeau Beex ¢opm meppuuHoro 'H. OmHako B JETCKOM MPAaKTHUKE MO YacTOTE
BCTPEYAEMOCTH OH 3aHHMAeT TPEThE MECTO IMociie 0O0JIEe3HM MHUHHMMAJIbHBIX
n3menennii 1 O@CI'C. OcHoBHOM xapakrepuctukoil ['H siBisiercst nponudepa-
LUl ME3aHTHANBHBIX KIETOK, PACHIMPEHUE ME3AHTHUs, OTIIOKEHNE UMMYHHBIX
KxoMIutekcoB (comepkamux IgA, IgG n/nmm IgM); m30nupoBaHHOE OTIOXKEHHE
C3 KOMITOHEHTa KOMIUIEMEHTa B ME3aHIMM W I0J] 3HIOTEIMEM WIH KapTHHA
IIOJIHOTO OTCYTCTBUSI OTJIOKEHHUM [g MU KOMIIOHEHTOB KOMILIEMEHTA. Takum
00pa3oMm, BBISIBIIsIEMast IIOCPECTBOM CBETOBOW MUKPOCKOITMH KapTHHA ME3aHT H-
omnponudeparusHoro I'H cooTBeTCTBYET Upe3BbIYaiiHO Pa3sHOOOPa3HBIM BUAAM
3a00JIeBaHMi MOYEK KaK B OTHOLICHHUH JIEXKAIIETO B UX OCHOBE ITaTOTCHE3a, TaK
Y DTHOJIOTHH.

OTaenbHBIMU BapHaHTaMU JaHHOTO 3a00JI€BaHUs SBISETCS ME3aHTHOIPO-
mudeparuBubiii [H ¢ omnoxxennem B kinyboukax IgA — IgA-vedpur (IgA-
Hedpomnarusi, 6one3Hb bepike) n Mmezanruonponudeparususlii I'H ¢ IgM — [gM-
Hedpur (IgM-medpomnarus).

IgA-He¢pponamusa

Brnepsrie ommcana B 1968 1. J.Berger m N.Hinglais. ITatomopdonornuecknm
npusHakoM IgA-Hedponaruu sBiseTcsl codyeTaHne OTIoKeHHs [gA ¢ Me3aHru-
AJIBHOM TipoNTudeparriell pa3HoW CTENECHH BhIpaKeHHOCTH. KityOoukoBbIe H3Me-
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HEHHUS MIPU 3TOM MOTYT BapbHpOBaTh OT MHHUMAJIBHBIX (HE BBIABISEMBIX MPU
CBETOONTHYECKOH MUKPOCKOIIHMN) 0 BBIPAKEHHOW NMPONUQepanuy 1 cKiIeposa
(puc. 5.13).

T'ucronoruveckas kiaccudukanus [gA-Hedponaruu BKIFOYACT:

. MunnManbHble H3MEHEHHS (OTCYTCTBHE THUIIEPKIETOYHOCTH U CKIIEP03a).

II. doxanbHBIN U CerMEHTapHBIN I'PaHyIISIPHBINA CKJIepo3 0e3 aKTUBHOM Kile-
TOYHOW Mponudepannu.

III. ®oxaneHEII nporudeparuBHbiil ['H.

IV. Tuddy3nsiit nponudeparusubiii ['H.

V. Coyeranue mio0aabHOTO NIOMEPYJSIPHOTO cKiiepo3a bonee 40% ¢ arpo-
¢ueii kananbies 6onee 40%.

CrenyeT oTMeTUTb, 4TO MOpdoornyeckas kapruna [gA-nedponarnuu xapak-
TEpHA JUIsI MHOTHX ITATOJIOTHYECKUX COCTOSHHMH, ITPH KOTOPBIX OTMEYAaeTCs
runeprponyknus IgA. B cBs3u ¢ 3TuM B Hactosmiee Bpems chopMUpOBaHa
KIUHHYeCKas kiaccuduranus IgA-nedponaruu:

1. Ilepuynas:

* IgA-nedponarus;

* Oonesns lllenneiina—I enoxa.

2. BropuuHas:

* TIpH 3200JIEBaHUAX TIEIEHH: AJIKOTOIBHBIN ITUPPO3, IEPBUYHBIN OMITHapHBII
LUpPpO3, renarTut B, XpOHUUYECKU IMCTOCOMO3;
npu 3a00JIeBaHUSIX KUIIEYHHUKA: LETNaKnsl, XPOHHYECKUH Hecrenuduye-
cKkuit komuT, 6one3nb KpoHa;
py 3a0051eBaHMAX OPOHXOJIETOUHON CUCTEMBI: UIMONaTHYECKIH TeMOCH-
JIepo3, MyKOBHCIIH03, CAPKONII03;

Ipy 3a00J1€BaHNUAX KOXKU: TepPIeTH()OPMHBIN AepMaTHT, IICOPHA3;

* IIpU HEOIIa3UsX: KAPIIMHOMBI JIETKUX, TOPTaHH, TOHKEITYJOTHON JKEeJIe3hl;

* npu nHdpekuusax: BUU-undexnus, nemnpa;

* Tpu cucteMHBIX 3a0oneBanusix: CKB, kpuornoOynuHemus, peBMaTOUIHBIN
apTPUT, AaHKWIO3UPYIOIIHNHA crioHANINT, cuHapoM lllerpena, HacnencTsen-

Puc. 5.13. CBetoBas (a)  nmmyHodnyopecueHTHas (6) MMKPOCKONUA TKaHW Noyek naum-
eHTa ¢ IgA-HedponaTumen.
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Hast IMMYHHAas1 TPOMOOIIUTOIIATHS, BACKYJIUT, aCCOLIMUPOBAHHBIA C aHTH-
TeJIaMH K IIUTOILIa3Me HEUTPO(UIIOB.

llamozeHes

[MpuunnHa pasButus 6onesnn bepxke no cux nop He sicHa. Yacto ormedaercs
MakporeMarypus Ha (hoHe HH(EKIINH PECTINPATOPHOTO HITH JKEITYJOYHO-KHIIed-
HOTO TPaKTa, P KOTOPHIX Habmonaercs runepnpoaykuus IgA. Cpean obcie-
nyembIx 0oibHBIX y 50% manuentoB oTMmedanocs nosbimenne IgA u ITUK,
comepxammx IgA. B HacTosimee BpeMs M3BECTHO, YTO NPH MEpBUYHON [gA-
HedponaTtuu B ME3aHTHaJIbHOM MaTpHKCe OTKJajbiBaeTcs n3orun IgA — IgAl
C HapyIIEHHBIM NIMKOINU3UpOBaHHEeM. CunuTaeTcs, 4YTO U3MEHEHHOE IIIUKOIU3H-
posanue IgA npenoxpanser cogepxamiue ero LUK ot ux knupeHca peTukyno-
SHJIOTENNATIBHOW CHCTEMOH, YTO, B CBOIO OYEPE/b, CHOCOOCTBYET OTIOKEHHIO
3THX KOMITJIEKCOB B ME3aHTHAIbHOM MaTPUKCE KIyOOUKa C MOCIEAYIOINM pa3-
BUTHEM HedpHTa.

Knunuyveckas KapmuHa

Knuanueckn xapakrepusyeTcs reMarypuei, IpoTenHypHei, B 4acTu cilydaeB
OTMEYAIOTCS HE(POTHUSCKUHA CHHIPOM, THUIEPTOHHS. TeueHne OTHOCHTEIHHO
OnarompusTHOE.

Benymmii KTMHAYECKUH CUMITOM — reMaTypus. 3a00JieBaHIE MOXET pas-
BUTBHCSl B JIFOOOM BO3pacTe, HO Yalle HaOIoaeTcst y MOAPOCTKOB U MOJIOABIX
mroneit. Cpemu 3a00JeBIIMX PeodIafaroT Manbuuku. Y 50% OombHBIX HAOIIO-
JlaeTcsl pelUANBUPYIOLIAsl MaKpOreMarypysi, BOSHUKAIOIAs TP JINXOPaJOUHBIX
pecTmpaTopHBIX 3a00JICBAHUIX B IEPBBIC THHU MM Ja’Ke Jachl O0IE3HHU («CHH-
(apuHTHTHAsE MaKporeMarypus»). Hepenko MakporeMarypust COIpOBOXKIACTCS
HEMHTEHCUBHBIMHU TYIBIMH OOJISMH B MOSICHUIIE, TPAH3UTOPHON T'MIEPTOHUEH.
VY apyrux GonpHbIX [gA-HEpHUT MpOTEKaeT JATeHTHO, C MUKPOTeMaTypHei,
4yacTo ¢ HeOonbIoi nporeunypuei. Y 10—20% OOMbHBIX HA MO3MHUX CTAJUAX
MOXET NPUCOEIUHNThCS HedpoTnueckuii cunapom, y 30-35% — AT B ceiBo-
POTKE KPOBH y MHOTHX OOJIBHBIX MOBHIIICHO copepkanue IgA.

JluazHocmuka

Huarnos IgA-nedponarnu OCHOBBIBACTCS HA JAHHBIX MOP(OIOTHYSCKOrO
Y IMMYHO(ITYOPECIICHTHOTO UCCIIe0BaHus. BceM OOBHBIM ¢ reMaTypUYecKO
(hopmoii HeppHTa B AKTUBHYIO CTAIUI0 HEOOXOAMMO MTPOBECTH UMMYHOIOTHYC-
CKO€ HCCleJOBaHHE Ha ompeneieHue koHuentpauuu IgA. B 35-50% cnyuaes
y nmeteir ormedaercs noseimeHue yposasa IgA. Comepxanne C3 u C4 xomrio-
HEHTOB KOMIUIEMEHTa OOBIYHO B IIpeieNiaXx HOPMBI, OJHAKO CYOKIMHHYECKYIO
AKTUBAIIMIO CHCTEMbI KOMILICMEHTa MOXKHO BBISIBHTH 1O KoHIeHTparuu C3d
KOMIIOHEHTa KOMILIEMCHTA.
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JugdeperyuansHas ouazHocCmuka

JuddepeHnmanpayIo AUaTHOCTHKY TeMaTyprueckoit popmel IgA-Hedponarun
MIPOBOJISIT C HACJIEJCTBEHHBIM HeppuToM. [Ipu pa3BUTHH HEPPOTHUECKOTO CUH-
JIpoMa — ¢ IpyrUMHU BapruaHTaMu xpoHuueckux gpopm ['H.

JleyeHue

Br16op TepaneBTHUecKol TakTUKK NpH IgA-Hedponatuu pasnuyeH U 3aBHCHT
0T KJIIMHIYECKOTO BapHaHTa 3a0oieBaHus (Tabm. 5.8). JlocToBepHO H3BECTHO,

Ta6bnuua 5.8. PekomeHaoBaHHOe neveHue IgA-HepponaTm

KnuHunyeckasa kaptnHa
Peunansumpyowaa makpo- Het cneundunueckon Tepanun
remaTypus, CMEHAIOLAACA
MUKporematypuen

PeKomeHAyemoe nevyeHne

MpoTeunHypus <0,5 r/1,73 m?/cyT. | HeT cneundurueckon tepanmu
+ MMKPOCKONMYecKana rematypus
MNpoTtenHypua mexay NANO n BPA I
0,51 1 /1,73m2%/cyT. £ MUKpO-
cKonuyeckas rematypus

MpoTenHypua mexay Brauane nAM® v BPA II.
11 3r/1,73 M/cyT. £ MuKkpocko- | Mpu otcyTcTBum addekTa nposectr 3 Kypca nynbc-
nnyeckasn rematypums Tepanuu metunnpeHnsonoHom (10 mr/kr) 3 gHA

noapsAga C MHTEPBAIOM B 3 Mec.

MpotenHypus >3,5 /1,73 m2/cyT. | peaHN30M0H per 0s 2 MI/Kr C fanbHENWNM CHUXe-
HVem Ao3bl (06LWan ANMTENBHOCTL Tepanun Jo 2 neT);
unu 3 Kypca nynbc-Tepanuu MeTUINpPeaHN30/10HOM
(10 mr/Kkr) 3 gHA NOAPAR C UHTEPBANIOM B 3 MeC.

HedpoTnyeckun cuiapom MepopanbHbii NpYieM NpeAHW3010Ha B Ao3e 2 Mr/
Kr/cyT. 0o 8 Hef. C fanbHENLLNM CHVXKEHVEM [O3bl
B COYETaHUM C NpreMoM MrnKkodpeHonata modetu-
na B gose 1000 Mr/m?/cyT. unu mukodeHonoBom
KNCNoTbl B fo3e 720 mr/m%/cyT. (06wwas anutesnb-
HocTb o 2 neT). B cnyyvae Hannuma OCIC B pamkax
IgA-HedponaTum cnepyeT HasHayaTb MHIMOUTOPDI
KanbLMHeBpUHa (cm. Bbilwe pasgen «DoKanbHo-cer-
MEHTapPHbIN INIOMePYN0CKIepO3»)

OlnH MNoppepxunBatowan Tepanma OMNMH
Ty6ynapHbI HEKPO3 CvmnTomaTtuyeckas Tepanusa
MonynyHHbI HeppuT MpeAHN30MOH 2 Mr/Kr/cyT., HO He 6onee 60 mMr/cyT. +

nynbc-Tepanuna MeTunnpeaHn3onoHom 3 pasa (10-15
Mr/Kr), HAYKuMA (8 Hep.), 3aTemM NpefHN30M0H 1
MF/Kr/CyT. B coueTaHuu ¢ uuknopocpammpaom 2 mr/
Kr/cyT. (2 mec.), nnn a3aTMONPUHOM 2,5 MI/Kr/CyT.

(2 mec.), nnu mukoderHonata modeTunom 1000 mr/m?2/
CYT., W MUKOGEHON0BO KUcnoTon 720 Mr/m2/cyT.
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YTO NpHU reMarypudeckor (opme HedpuTa, MPOTEKAOMEH C MEPCUCTUPYIO-
el MaKporemaTrypuei, UCIOJIb3yeTCsl BDKMAATENbHAs TakTuka. Kak mpa-
BUJIO, aKTUBHO JIe4aT COIyTCTBYIOIlee 3a00J€BaHNE, KOTOPOE MOXKET OBITh
Tpurrepom Oonesnu. [Ipu pa3BuBLIeMcs HEPPOTHYECKOM CHHIPOME HCIIOJb-
3yIOT IIFOKOKOPTUKOMIIHYIO TEeparuio, KoTopas He Bcerna ObiBaeT d(deKTHB-
HOW. B mocnennee BpeMsi akTUBHO HCIIONIB3YIOTCS AIUTENBHBIA KypC TE€panuu
oMera-3-MoIMHEHACHIIIEHHBIMH XXHUPHBIMH KHCIIOTaMH. D()(HEKTUBHOCTD TaHHON
Tepanuy HEOAHO3HAYHA.

C nenplo NpoUIAKTHKHA IPOrPecCHPOBaHMs 3a00IE€BaHUS UCTIOIB3YIOTCS
UAII®D, KoTOpbIE CHUKAIOT YPOBEHb IPOTEMHYPUH M BHY TPUKIIYOOYKOBOH TUIIEp-
TEH3UU.

lpoeHo3

Teuenne IgA-HedponaTny OTHOCHUTENBEHO OJIArONPHATHOE, OCOOCHHO y OO0IIb-
HBIX C Makporemarypuei. 3a MociieAHHE TOAbl B MHUPE OTMEUEHO yJallleHHe
IgA-HedpuTa, B HEKOTOPBIX CTpaHax, HampuMep B SIMOHMHU, OH CTal mpe-
oOnanaromuM tunoM Hedpura. Hapsny ¢ atuM obpamjaeT Ha ce0s BHHMA-
HHUE yXy/[lleHne nporrosa. Hapymenne gyHKunu modex HabIromaercsl yepes
5-20 met ot nmedrora 3aboneBanusa u cocrasisieT 20-40% ot o01ero yucia
60mpHBIX. OCHOBHBIMH (DaKTOPAMHU IIPOTPECCHPOBAHUS SBIIIFOTCS: BO3PACT, TIOJT
(MyKCKOi1), THIIEPTOHHS, NIEPCUCTUPYIOLIAsl TIPOTEHHYPHs, HapyleHne QyHK-
I[UH TOYEK B 1c00Te 3a00JIeBaHUs, OTCYTCTBHE MaKPOreMaTypPHH U HATUYKC
(ubpo3a MHTEPCTULMSI U CETMEHTApHOIO CKJepo3a Hpu MOP(OIOrHYECKOM
HCCIIeIOBAHUH.

IgM-Hepponamus

Jpyroii kiauHnueckoit hopmoii Mesanruonpomnudeparnsuoro I'H sensercs IgM-
Hedponarus.

B 1978 r. 1Be He3aBUCHMBIE HUCCIIENOBATEIBCKUE TPYIIBI OMUCATN HOBBIN
Mopodonornueckuii Bapuant I'H — IgM-nedpomnaruto. ['panynsapusie u nud-
(y3HbIe eTTo3UTH IgM B ME3aHTHM OTIAMYAIOT JaHHOE 3a00JI€BaHKE OT JIPYTHX
(dhopm MezarTHONpONU(epaTnBHOTO HedpuTa. Hepeako oTMewaeTcs coueTanme
omioxkerus IgM ¢ C3 KOMITOHEHTOM KOMILIEMEHTA.

Mopdponoaus

[Ipu cBETOBOI MUKPOCKOIMH OOBIYHO BBISBISIOT TUPPY3HYIO TPOTH(EpAIIHIO
ME3aHTHaJBHBIX KIETOK U SKCTPAleILTIONIIPHOTO MaTpukca (puc. 5.14, a). Mop-
(onormyueckast KapTUHA MPH IEKTPOHHOW MHKPOCKOIIHH MOXKET PE3KO pa3iv-
4aThCs 0T HAM4Hs AU (HY3HOTO M JIOKAIFHOTO CIIIaXHBAaHUS HOXKEK TIOIOIIUTOB
JI0 OTCYTCTBHS U3MEHEeHHUH B nopouutax (puc. 5.14, 6). BeipaxkeHHOE cX0ACTBO
MOpP(}OIOrHYeCcKO KapTUHBI C OOJE3HBI0 MHUHUMATIBHBIX U3MCHCHHUH PSIIOM
HCCIIENIOBATENICH TPaKTyeTcss B MONB3y TOro, uto IgM-Hedpomnarus seisercs
nepexoaHou craauen mexay nociennedt u ®CI'C.
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Puc. 5.14. VimmyHodnyopecueHTHan (a) 1 3neKTpoHHas (6) MUKPOCKOMMA TKaHU MoYeK
nauvenTa ¢ IgM-HedpponaTtuen.

KnuHuyeckas KapmuHa

Knunnueckas kapTuHa JaHHOTO HeppHTa CTOJB )Ke BapradeIbHa, Kak 1 Mop(o-
norngeckas. OHa MOXKET IPOSIBIIATHCS ACHMIITOMAaTHIECKOM MUKpOTreMarypuei,
MPOTEHHYpHEH, He()POTUIECKUM CHHIPOMOM H B psifie CIIydaeB 1e0I0THPOBATh
MakporeMarypueil. B KiimHuKke 3a00JieBaHUSI OTMEYAIOTCSI TIOJIOBBIC Pa3IMYHMS:
ecin HeppOTHYEeCKUH CHHAPOM M aCUMITOMAaTHYECcKasi MaKpOreMaTypHs sIBJIsi-
I0TCSI TIPEPOTaTHBON MYKCKOTO TI0JIa, TO MHKpPOTeMaTypusl Jalle HaOmonaercs
y neBouek. OcOOCHHOCTRIO HE(PPOTHICCKOTO CHHAPOMA SIBISICTCS 00s3aTelb-
HOE HAJMYUE T'eMaTypHH, YTO OTIMYAET €ro OT He()POTHUECKOTO CHHIPOMA
npu 00Je3HN MUHUMANbHBIX M3MeHeHnH. AT otmedaercst B 30—50% cimydaes
U, KaK IPaBUJIO, SIBISAETCS MapKEPOM CKJIEPOTUUYECKUX U3MEHEHUH B TKaHU
nouex. M3HayanbpHO mojaraiu, 4To JUist AaHHOH (GopMbI XapakTepHa abCOIIOTHAS
CTepOWIHAs Pe3UCTEHTHOCTh. OJIHAKO JaHHBIE PETPOCIIEKTUBHBIX aHAIHM30B
TeueHns: IgM-HedponaTun BRISIBIIIM Pa3IniHYyI0 YyBCTBUTEIBHOCTH K CTEPO-
uaHOHU Tepanuu. YacTo y O0IbHBIX 00HAPY)KUBAOT MOJHYIO TyBCTBUTEIBHOCTh
K TIIIOKOKOPTUKOUAAM ¢ (POPMHPOBAHUEM CTEPOHI3aBHCUMON (hOpMBI HEpo-
Tgeckoro cuaapoma. [Ipu orcyrcrBrun ayBcTBUTENbHOCTH K I'KC oT™MeuaeTcs
TIOJIOXKUTEIIbHBIN TepaneBTH4ecKuid 3pEKT Npyu MPUMEHEHUH LIUKIOCIIOPHHA A.
[MpubmmznTensro 30% GONBHBIX OCTAIOTCS PE3UCTEHTHBIMH K JIF000H HIMMYHO-
cynpeccuBHOH Tepanu. [IpeTMKTopoM pe3nCTEeHTHOCTH SIBIISIETCS BBIpaKEHHAS
remMarypus u Hanmaue ¢puOpo3a B mHTepcTuuH. [lo manabmM J.Myllymaki,
6onpHEIE ¢ [gM-Hedponarueil, ¢ HEPPOTHIECKUM CHHIPOMOM U aCHMIITOMA-
TUYECKOM MPOTEHHYpHEeH 10 HCTEYSeHUH HEKOTOporo BpemeHu B 50% ciyuaes
nepexost B rpynny @CI'C, y ocTaabHBIX MAIUCHTOB COXPAHSICTCs CTAOMIbHAS
Mopdoornyeckas KapTuHa.

JuazHocmuka

Hunarnos [gM-nedponaTnn cTaBUTCS HA OCHOBaHIH MOP(OIOTHIECKOTO HCCITe-
JIOBaHUsI OMOIITATA MOYEK C MPOBEACHUEM UMMYHO(ITYOPECIIEHTHOTO U IICKTPOH-
HOTO HccienoBaHua. MoueBoi CHHIPOM XapaKTepU3yeTCsl pa3IUIHbIMU IIPOSIB-
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JEeHUSIMH (0T MUKPOTEMaTypHH 10 IPU3HAKOB HepoTnaeckoro cuaapoma). [lpn
pa3BUTHN HE(YPOTUUECKOTO CHHIPOMA HAOIIONAIOTCS €r0 THUIUYHBIC KIMHUKO-
J1abopaTopHbIE IPU3HAKHU, OHAKO B MOUYEBOM CHHJIPOME 00s13aTeNIbHA FeMaTypHsl.

HugpeperyuansHaa duazHocmuka

[MonmumopdrOCTh KITMHNYECKO! KapTHHBI IgM-Hedponarnu TpedyeT npoBeaeHus
nuddepeHInaNEHON AHATHOCTUKY ¢ OOJIE3HPIO MUHMMAIBHBIX H3MEHECHUH,
OCI'C u IgA-nedpomnarneit. OKOHIATETHHBII AUATHO3 yCTAHABIMBAETCS TOIBKO
MOCJIC TPOBECHUST OUOTICHUH TTOYEK.

Jleyerue

Tak ke kak u ipu [gA-Hedponaruy, B CiIydae reMaTyprUIeCcKoro BapuanTta 3a0o-
JIeBaHHsI TAKTUKA BbDKUAATENbHAs. [[POBOAUTCS caHALMS 0YaroB UH(EKIUH,
[IPY Pa3BUTHH HEPPOTHUECKOTO CHHPOMA — aJIeKBaTHAsI TEPAMHsI, COIIACHO €ro
KJIMHUYeCKUM (hopmam (Tadim. 5.9).

lpozHo3

[IporHo3 3aboneBaHus 3aBUCUT OT KIMHUYECKOH M MOPQOIOrHYecKol (POPMBI.
[Ipu rematypudeckoit popme — 6maronpusaTHeIH. CKOPOCTh HAPYIICHUS [T0YeU-
HOW (D)YHKINH KOPpETHpyeT ¢ MOpQororndeckoi kaptuHoit IgM-HedpomaTim
U 4yBCTBUTEJIBHOCTBIO K UMMYHOCYIpeccuBHOM Tepanuu. B cpennem ITH peru-
CTpUpyeTcs B mpenenax 5—15 et ot aedrora 3a001eBaHMUS.

Mem6paHonponundepaTuBHbINi romepynoHedput

MembpanomnponudepaTUBHBIH, WK Me3aHTHOKamuUIApHbIid, ['H — 00a TepMuna
MIPUMEHSIOTCS PA3IMYHBIMU aBTOPAMH JUIsl 0003HAYEHUsI OTHOM M TOH e Mop-
(homormaeckoit POpMEL.

Ta6bnuua 5.9. PekomeHpgoBaHHOe neveHune IgM-HedponaTtum

KnuHunueckan KapTuHa

Peunamnsupytowan HeT cneumdurueckon Tepanum/caHayma oyaros UHGeKLnn
MakporemaTtypus,
CMeHAILLAACA MUKPO-
rematypwven
MpoTtenHypua mexay MANO® n BPA I
0,5u1r1/1,73 m¥/cyT.
+ MMKpOCKonmnyecKas

PeKomeHAyemoe neyeHne

rematypus
HedpoTtunuecknii cnn- MNepopanbHbi NprieM NpeaHN3010Ha A0 8 Hefd. C AanbHen-
Apom UMM CHVXXEHMNEM [03bl B COYETaHNM C NMPUEMOM LIMKI0CMo-

puHa A B fo3e 3-5 mr/Kr/cyT., unu mukodeHonata modetuna
B fo3e 1000 mMr/m%/cyT., unu MukobeHON0BOM KNCIOTbI B 720
Mr/M2/cyT. (0bwas anutenbHocTb Ao 2 net) (cm. BMU n OCIC)
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Smuonozua

Beiensior nepBudHbIe (MAMONMATHYECKU) U BTOPUYHBIE (aCCOLUMPOBAHHBIC
C ayTOMMMYHHBIMHU 3a00JIeBaHUSAMH, HHPEKINIMHU, XPOHHUYECKUMH TPOMOO-
TUYECKUMH MHUKPOAHTHOIATHSIMK, HOBOOOPA30BaHUSIMHU, NapanpoTeHHEMUSIMU
u 1.1.) popmbl MemOpaHonponpeparnsHoro I'H.

Snudemuonozus

MewmOpanonponudepariuBabiii ['H 00bI9HO AMATHOCTHPYETCS y AETEH IIKOIh-
HOT'O BO3pacTa, C OIMHAKOBOW YaCTOTOM y MaJIbIMKOB U JAEBOYEK, U COCTABISET
0Kko0J10 4% BceX NepBUYHBIX MPUYMH HE(YPOTUUECKOTO CHHAPOMA Y AETEH.

Knaccugpukayusa

Mopdonoruueckoit ocobeHHOCTRIO MeMOpaHonponmdeparusaoro I'H mpu cse-
TOBOM MMKPOCKOIIHMH SIBIISIETCS ME3aHTHalbHAs THIIEPLEILTIOIIPHOCTD, SHI0-
KanmWuBipHas nponudepanys u peMoieMpOBaHIE KalWIIIPHON CTEHKH, YTO
MPUBOJMT K Pa3BUTHIO JIOOYJISIPHOCTH KIIyOOUKa. DTH M3MEHEHHMs SBIISIFOTCS
Ppe3yJbTaToM OcaXieHus Ig, KOMIOHEHTOB KOMIUIEMEHTa, I 000MX KOMIIOHEH-
TOB B ME3aHTMAJILHOM MaTpHKCE U BJIOJIb KaWLIIPHOH cTenku. Ha ocHoBanuu
PE3yIBTaTOB MIEKTPOHHOW MHKpOCKONUH MemOpaHonponudeparusabiii ['H
TPaIUIIOHHO KIACCUPHUIMPYETCS CIESAYIOMIIM 00pa3oM:
e Tun I — cy0aHI0TETNATBHEIE IETTO3UTHI.
e Tun II — rI0THBIC ACTIO3UTHI B ITIOMEPYIIIPHOI Oa3anbHOM MeMOpaHe.
e Tun III — cyGonuTenuanbpHble M CyOIHAOTEIHATBHBIC ICIO3UTHI.
Meo6panonponudeparuBusiii ['H 1 tuna, Hanbonee pacmpocTpaHeHHas
(dopma, XxapakTepu3yeTcsi CyOIHI0TeNHaTbHBIMU eno3uTamu. [1pun memOpaHo-
npommdepatnBaoM ['H III Trma memo3uTsl pacmonararmTcesi CyO3MUTeTHATBEHO
u cyOsHpoTenuanbHO. I THIT XapakTepu3yeTcs OTI0KEHHEM IIOTHBIX JICTIO3UTOB
B 'BM («00Ie3Hb IIOTHBIX AETO3UTOBY).
Bropuunslit MmemOpanonponudeparuBubiii I'H Obi1 onncan H.G.Rennke,
camoii 4acToil ero npuuuHOM sBisieTcs renatut C 1 1pyrue HHQEKIuH.
Knuanueckas kinaccudukanms medpanonponudeparusaoro I'H Bkirodaer:
1. Mem6panomnponudeparusasiii ['H I Tuma:
1.1 TlepBHYHBINA/AAXOIATHYCCKUIA:
* CEMEHHBIN.
1.2 BropuyuHslii:
* 3JI0Ka4eCTBEHHBIC HOBOOOPA30BaHMUSI:
— B-knerounas numdpoma;
— XpOHWYECKas TMM(paTHIecKast ICHKeMUs;
— HEXOIDKKHHCKas TMM(pOMa;
* UMMYHHBIE!
— KpUODIOOYIHHEMHST;
— cungpoM llerpena;
— TUITOKOMIUIEMEHTAPHBIH BacKyIINT;
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— CKB;
* UHQEKIIH:
— renarut C;
— renarut B;
— IIACTOCOMO3;
— BUY;
— MaJsApHs;
* JIpyTHE:
— TapIagbHast TUMOTUCTPOdHs;
— 3JI0ynoTpeOICHIE TEPONHOM.
2. Membpanonponudeparusasiii ['H 11 tuna, wm 601€3Hb IUIOTHBIX JETI0-
3UTOB:
2.1 TlepBUYHBINA/AANOTIATHYC CKHH:
* CEMEWHBIN.
2.2 Jlehurut KOMIUIEMEHTA:
* TapuualibHas JIUTIOIUCTPOPHUSL.
3. Mem6panonponudeparususiii I'H 111 Tuna:
3.1 [lepBUYHBIH/MINOTATHYCCKUI:
* CEMEHHBIM.

llamoczere3

OTnuuTenbHOM 0coOeHHOCThI0 MeMOpanonponudeparusroro I'H I, 11 u 111
THIIOB SIBJISIETCS TUIIOKOMIUIEMEHTEMUSI, Yallle BCEro 00yCIIOBICHHAs HATMUYUEM
ayTOAHTHUTEN K 3MUTONAM KOMIIOHEHTOB CHCTEMBI KOMIUIEMEHTA, HAa3BaHHBIX
He(hpUTHIECKIM (HaKTOPOM.

Memopanonponughepamuensiii I'H I muna. 1VIK npucyTCTBYIOT IPAMEPHO
y 33% manmenToB ¢ memOpanonpomudeparuBabiM ['H I Tuma. V Bcex manueHTOB
¢ | TUIIOM MMMYyHHBIE KOMILJIEKCHI PACIIONIaraloTCsi B ME3aHI'MU U CyOdHJ0Te-
JIMAJIBHOM MpocTpaHCTBEe. OHU BBI3BIBAIOT aKTUBALMIO CUCTEMBI KOMILIEMEHTA
1 BBICBOOOKIEHHE IIUTOKMHOB M XEMOKHHOB. BBICBOOOXKIEHHE MEIMaToOpoB
BOCIIAJICHUS BBI3BIBACT MPUTOK BOCTIAINTEIBHBIX KJIETOK M MIPUBOIUT K ME3aHTH-
AIBHOW M 3HAOTEINATBFHOM KIeTOYHOH nponudepannn. OnxHako y OONBIINHCTBA
narmenToB ¢ [{K He pa3suBaercs MmemOpanonpomnudeparuBusiii ['H, Tak kak
JUTSL pa3BUTHS 3a00JIeBaHUs] HEOOXOANMO HAJIWYUE IOTIOIHUTEIBHBIX TATOTeHHBIX
(haxTOpOB, TAKMX KaK crienuduieckas mpupoja aHTUreHa, pasMep KOMIUIEKCOB,
THIT ¥ 3apsi]l Ha aHTUTEJIaX, MECTHBIE (h)aKTOPHI KITyOOUKOB.

Bonee Toro, B 00pa3oBaHNM MMMYHHBIX KOMIUIEKCOB i1 Sifu OCOOYIO pOJIb
urpaer ' BM. DkcniepuMeHTaNbHBIE JaHHBIE IEMOHCTPHPYIOT, YTO HIMMYHHEIE
KOMIUIEKCHI MOTYT 00pa30BBIBAaThCS JOKAIBHO — B KaUeCTBE aHTHICHA BBHICTY-
narot 6enku ['BM, koTopble, CBSA3bIBAsCH C aHTUTEIAMH, 00pa3yOT UMMYHHbBIE
komIuiekcsl. O6pazoBaHue MOJTOOHBIX MMMYHHBIX KOMIUIEKCOB 3aITyCKaeT OIH-
CaHHBII BBIIIIE KaCKaJl MIMMYHHOTO OTBETA.

AKTHBaIUsI CHCTEMBl KOMIUIEMEHTAa M THIOKOMIUIEMEHTEMHUS TTPUBOAST
K HapyIICHUIO KIMPEHCa MMMYHHBIX KOoMIUIeKcoB. Hedpurtnueckuii dakxrop
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knaccuuyeckoro myTH (T.e. NFc min C4NeF) obnapyxuBaercs npumepHo y 15%
MaIMeHToB. JTOT HeppuTHIecKuid pakrop ctabmmmsupyer C3 KOHBepTa3y Kiac-
cuueckoro nmytu — C4b, 2a — 1 ycuiuBaeT akTHBaluio U norpedienue C3
(puc. 5.15). Ponb nanHoro Hedpurtrueckoro dakropa B natoresese | tuna mem-
Opanonposmdeparusaoro I'H He coBceMm sicHa.

Memopanonponupepamusnviii I'H Il muna (unu 60ne3muv niomuwvix
0eno3umos) — 3To OTAEIHbHOE 3a00JIEBaHNE, KOTOPOE YCIOBHO OBLIO OTHECEHO
B rpymmny mMemOpanonponudeparuBabix ['H BBuay cxoncTtBa KapTHHBI, TOIY-
YCHHOM NP CBETOBOI MUKPOCKOUH. [latorenes MeMOpaHOpoauepaTHBHOTO
I'H II Tuna He u3BECTEH.

Or0 3a00sIeBaHNE SBISETCS CUCTEMHBIM, O Y€M CBHUIETEILCTBYIOT OTIIOKE-
HUE IJIOTHBIX JICTIO3UTOB B MTOYKAX, B CHHYyCaX Cele3eHKH, B MeMOpane bpyxa
CETUYaTKH, a TAKXKE €€ CBA3b C MPHOOPETEHHON YaCTUYHOHN JIMIOTUCTPODHEH.
Mewmbpanonponudeparusasid I'H 11 Tuma Takke nMeeT BBICOKYIO YacTOTY
pennanBa B AJIIOTPAHCIIAHTATe MOYeK. XUMHUYECKUH COCTaB U MMPOUCXOXKICHUE
IUTOTHBIX JICTIO3UTOB HEM3BECTHO, XOTS sIpKOe OKpalunmBaHue ThodaBuHa-T
W arnDIiOTHHWHA 3apoJbIIIeH MIIEHUI! MpenanogaraeT Haauaue N-aneTwl-
mroko3amuHa. [Ipn memOpanonpoiudeparnsaom I'H II tuna orcyrcTByroT
UK.

Bborne3Hp MUIOTHBIX AEMNO3UTOB ACCOLMHMPOBAHA C HAPYIICHHUSMH B CHCTEME
KOMITJIEMEHTA, B TOM YHCIIE CO CTOMKUM CHIKeHHeM ypoBHs C3. OmHa U3 rumno-
Te3 MaroreHe3a 3a00JieBaHUS OCHOBAaHA Ha IMPEAIOJIOKEHUU 00 aKTHBAIMU
CUCTEMBI KOMILJIEMEHTa OTJIOKEHHBIMU JAeno3uTaMu C3-KOMIIOHEHTa KOMILJIe-
MEHTa B KIIyOOUKe B/I0JIb 0a3abHOI MEMOpaHbI B BUJIE «TPAMBAMHBIX IyTEW».

Hedpurnueckuii ¢pakrop NFa crabunmsupyer KOHBEpTa3y albTepHATHB-
HOTO ITyTH, B PE3Y/bTaTe YeTo HAOMIONACTCsl aKTUBALIUS CHCTEMbI KOMITJIEMEHTa
u xpoHndeckoe nmotpednenue C3 (puc. 5.15). IIpu MmemOpanonponupepaTHBHOM
I'H 1I tuna rakxe onucansl nepuuut paxropa H, GpyHKIMOHANBEHO 1e(EKTHBINA
¢axrop H, csa3piBanue C3 MyTaHTHBIM (hakTopoM H, Hanmm4yre HHruonpyrommx
wim O61oKkupyomux anturen dakropa H — Bce 3TH HapyIIeHUs CiocoOCTBYIOT
HaKOIIJICHUIO KOHBEPTA3bl alIbTEPHATHBHOTO MYTH ¥ XPOHUYECKOMY NOTpeoie-
Huto C3-xommoHeHTa koMiuieMeHTa. NFa npucyrctByer y 80% mannueHTOB
¢ 060JIe3HBIO TUIOTHBIX JICTIO3UTOB.

YacTuyHas JIMMOUIHAS TUCTPO(US OOBIYHO aCCOLMUPYETCS ¢ MEMOpPaHO-
nponudeparuBasiM ['H I Tuna u ¢ Hamumunem NFa. Aunonurs! Ipou3BOAsT
AJINTICHH, KOTOPBIM HIeHTHYCH PakTopy D cHCTeMBl KOMIZIEMEHTa U OTBEYaeT
3a akTHBanuio mpekoHBepTassl C3b, Bb. NFa BBI3bIBaeT MTU3HC aAHITOIHTOB,
CEKPETUPYIOUTNX aAUIICHH. ATpO(dUS KUPOBOH 000IIOUKH MPH YACTUIHOHN JIHIIO-
WHOU AUCTPOdUH C BHIOPOCOM aJJUIICHHA SIBIISICTCS] OTHON M3 MPUYMH aKTHUBA-
uuu cuctemsl komisieMeHTa. [lo ananorun NFa MoxeT npuBecTy K OBpexe-
HUIO IIOMEPYISPHBIX KJIETOK, KOTOPBIE MPOAYLUPYIOT KOMIUIEMEHT.

Memopanonponugpepamuenwviit I'H 111 muna. Otnoxenue C3, C5 u mpo-
MepAnHa B KIyOOUKax yKa3bIBaeT Ha aKTHBALMIO aJBTCPHATHBHOTO IMYTH KOM-
wiemeHTa. Orcyrereue LIUK (Hapsay ¢ mpu3HakaMu MUHUMAJIBHOW aKTHBAIHH
KJIACCHYECKOTO MyTH) UCKITI0YAeT X POJb B TeHe3uce 3Toro Bapuanra ['H.
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Tun AKTUBaTOp c3 MpoayKT
MMrH cncTembl KOHBepTasa
KOMMieMeHTa
c3

I NFa —  » (C3b,Bb,NFa ¥> C3b

a3,G5
m NFt C3b, Bb, P, NFt C3b + TepMrHanbHbIi
nyTb akTMBaLUn
Knaccuueckunn C3,C5
nyTb l
NMMyHHBbI Cab, 2a C3b + TepMrHanbHbIn
KOMMeKC nyTb akTMBaLnM

Puc. 5.15. CxemaTuueckoe 13o6paxkeHvie natoreHesa 3 TMNoB MembpaHonponpepaTms-
Horo H.

AxTHBanus cucteMbl komiieMenTa npu 111 Tune memOpaHonponudeparis-
Horo I'H cuuraercst 00yciioBI€HHOI MeIUIEHHONEHCTBYIOIINM HeYPUTHISCKUM
(akTopoM, Ha3bIBaeMbIM TepMUHAIBHBIM HedpuTrueckum paxkropom (NFt). NFt
cTaOWIIM3HpyeT npornepana3zaBrcuMyto CS5-konseprasy (C3b, Bb2, P), aktuBupys
ee KOHeUHBIH myTh (puc. 5.15). JlanHast THTIOTE3a MOATBEPIKIACTCS OTIOKESHIEM
nerno3utoB C3Bb2, Bb-koHBepTasbl BHOIb 0a3anbHOM MeMOpaHBL Jlemo3uTsl
KOHBEPTa3bl U MEMOPaHOATaKYIOIIETr0 KOMILIEKCA TPUBOAT K JIN3UCY Oa3aibHON
MeMOpaHbI U CTUMYJIHPYIOT 00pa3oBaHue HOBOM MeMOpanbl. NFt mpucyTcTByeT
y 60—-80% nauuentos c I1I Tunom memoOpanonposugpeparusaoro I'H.

Cewmeiinas ¢opma I1I tuma mem6panonponmdeparusaoro I'H ¢ ayrocomHo-
JOMHMHAHTHBIM THUIIOM HacJeJOBaHMS 00yCJIOBJICHa MyTalWel reHa, pacroso-
seHHoro B 1q31-32 xpomocome. ['eHb1 310 061acTH 1-if XpOMOCOMBI KOTUPYIOT
OenkH, peryIupyromme aesTenbHOCTh C3 KOHBEpTa3hl.

Mopdponoaus

K ocHOBHBEIM XapaxrepucTrkam MemOpaHonponugeparusioro I'H orHocsTCs:
1. IIponudepanust Me3aHTHATIBHBIX ¥ SHIOTENINAIBHBIX KIETOK U paciiupe-
HHE ME3aHIHAJIbHOH MaTPHIIBL.
2. YTonmeHue CTEHOK mepr(epriHbIX KamWUIIPOB Cy0IHIOTENHANIbHBIMH
UMMYHHBIMH JICIO3UTAMHU W/HJIM HHTPaMeMOPaHO3HBIMH IJIOTHBIMH JICTIO3UTaMH.
3. lHTepno3unys Me3aHrusl B KaIWUISIPHYIO CTEHKY, YTO IPUBOJMT K 00pa-
30BaHUIO JBOMHOTO KOHTYpa, WM «TPaMBalHBIX MyTei» (BUIHBI IPH CBETOBOU
MHUKPOCKOITHH).
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Ha ocHOBaHWMH pe3yibTaToB AIEKTPOHHON MHUKPOCKOITHH MeMOPaHOIIPOIH-
¢epatusnbni ['H pazgensercs Ha 3 Tuma:

* 1 | — cy03HI0TETHABHEIE IETTO3UTHI;

e tun Il — mmoTHeIC Aeno3uThl B I'BM;

o tun Il — cy0anuTenuansHble 1 CyO3HI0TSTHABLHBIC JICTTO3HTHI.

[pu cBeTOBOI MUKPOCKOIIUH 3TU TPH TUIIA B IIETIOM MaJIO Pa3InIAMBbI MEKIY
co0oii (puc. 5.16, 5.17).

KnuHuyveckaa kapmuHa

Jannpiii 'H xapakrepusyeTcs uaie HEQpPOTHUYECKHM CHHAPOMOM C reMary-
pueit n/wmn Al” mim HeppuTnueckuM cuHApoMoM. Ero knnHu4eckas kapruHa
OTIINYAETCs BRIpAXKEHHOW BapradenbHOCThI0. Hepenko y nereit eAMHCTBEHHBIM
KIMHUYECKUM CHMIITOMOM B /1e00Te 3a00I€BaHMs SABISCTCS MaKpOreMaTypHs.
B wactu cimydaeB xapakTepHO O€CCHMIITOMHOE Hayajo, KOIa JWarHo3 ycTa-
HABJIMBAETCS TOCJE BBISABICHUS NMPOTEHMHYPUH W/WIIM MHUKpPOTeMaTypuu Npu
OTCYTCTBUU KaKOW-THMOO KIMHUYECKOH CUMIITOMATHKHU. B Hadane 3aboneBaHus

Puc. 5.16. CeetoBasa (a) u nmmyHodpnyopecueHTHaa (6) MUKPOCKOMMUA TKaHU MoyeK
npv membpaHonponudepatsHom M | Tuna.

Puc. 5.17. CeetoBas (a) u nmmyHodnyopecueHTHas (6) MUKPOCKONUA TKaHW Novyek
npv membpaHonponudepatnsHom N Il Tvna.
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MIPOTENHYPHS Y MHOTHX HaIlEeHTOB OTCYTCTBYET. B 40% ciydae memOpanompo-
mudeparuBubii ['H HaunHAaeTCS ¢ OTEYHOTO CHHAPOMA, YaCTO COYETAIOUIETOCS
C MaKporemaTypuei u/uin runeprensueii. B mocnemyromemM MoryT chopMHpo-
BaThCs JINO0 HEPPUTHUCCKUH, THOO0 HEYPOTHUCCKUI CHHAPOMBI.

MembpanomnponudeparuBublii ['H MokeT UMeTh pasindHOE TEUEHHE.
XpoHHUYECKOE TEUEHHE NPHOOpPETaeT PelMINBUPYIOUINH, TEPCUCTHPYIOMINH
WU MIPOTPECCUPYIOIMNA XapakTep. [lepcucTupoBaHHE CHUMITOMOB JTaHHOTO
tuna ['H rHabmonaetcs mpu pe3sucTeHTHOCTH K IPOBOAUMON Tepanun. st mpo-
TPEeCCHUPYIOIIETO TeUeHUs XapakTepeH oonee OpicTphiit ncxon B XITH (B TeueHue
3-5 net), 4yTo O0OYCIIOBIIEHO, KaK MPaBHJIO, HAJIHYHUEM 3KCTPaKaIMUIPHOTO
1 TyOyJIOMHTEPCTUIIMATBHOTO KOMIIOHEHTA.

JuazHocmuka

Huarnoctika Mmem6panomnponugeparusaoro I'H cknagsiBaeTcs u3 00mero Kom-
IUIeKca KIIMHIYECKUX U Ta00paTOpHBIX HccnenoBanui. [Ipn nMMyHOMOrnueckom
HCCJICAOBAHUU OTMEYACTCA CHUIKCHHUE TUTPaA C3 KOMIIOHEHTa KOMILJIEMEHTA.
[Maunentam HEOOXOMMO BBIOIHSTH MOIHOE BUPYCOJIOTNYECKOE HCCIIEI0BaHNE
1 ceposiorryeckoe o0cieoBaHnue (YYUTHIBask BOSMOKHOCTh HAIMYUST BTOPHY-
Horo MeMmOpaHonponudeparusaoro I'H). OkoHUaTeNnbHBIA AMArHO3 yCTaHaB-
JMBaeTCS Ha OCHOBAaHUHM MOP(OJIOTHIECKOTO UCCIIENOBAHNUS C UCTIONB30BAaHUEM
MMMYHO(IYOPECIEHTHOTO METO/Ia INAarHOCTHKH.

AugpdeperyuaneHaa ouazHocmuka

JduddepernuanpHas TMarHocTUka NpoBoauTces ¢ Apyrumu popmamu ['H. Beem
JeTsIM ¢ MOP(hOTOTHYECKUM AHaruo3oM Mebpanonponudeparusroro I'H Heoo-
XOJIUMO MPOBOJAUTH CEPOJOTHMUYECKHE TECThI, UCIIONB3YOIHeCs sl AUArHo-
ctuku CKB (anTturena x IHK, AH®, BomuaHOYHBIH aHTUKOATYJISHT), TaK KaKk
MOCIICTHSASA XapaKTEePU3yeTcsl KaK CHIDKCHHEM KOMITOHCHTOB KOMITIEMEHTA, TaK
U JIOBOJIBHO YaCTHIM pa3BuTHEeM MeOpanonpoiudeparusaoro 'H.

Jleyerue

Jleuenue mebOpanonponudeparusHoro I'H BEI3BIBaET onpeneieHHBIE TPYIHOCTH,
MMOCKOJIBKY MOXET KapIUHAaJIbHO OTIIMYATHCS B 3aBUCHMOCTH OT MOP(OIIOTHYEe-
ckoii (hopmbl 3a0oseBanus. boee TOro, mpu BTOPHYHBIX (hopMax MEMOpPaHOIIPO-
mudeparusHoro ['H, acconnupoBaHHBIX ¢ BUPYCAMH, JICUCHUE MOXKET BKITFOIATh
TOJILKO TIPOTHBOBHPYCHBIE TIPenapaTsl — HHTEphepoHkL. TepaneBTHyecKkue mo-
XOJIbl B 3aBUCUMOCTH OT (popmbl MemOpaHonponudpeparusroro I'H mpencras-
JieHsl B Tabmuie 5.10.

lpozHo3

Mewmb6panomnponudeparuBubiii ['H nmeer HeOnaronpustHoe TeueHue. [loka-
3aTellb 5-JIETHEW BBDKMBAEMOCTH OONBHBIX ¢ mogo0HbIM I'H cocrasmser 51%,
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Ta6nuua 5.10. PekomeHAoOBaHHOE NeyeHne membpaHonponudepateHoro MM

MepBuYHbI MembpaHonponudepatyeHbii MH | Tvna

[noKoKopTHKO- Mpuem npegHm3onoHa 2 Mr/Kr unu 60 mr/m2 yepes geHb B TeueHne
napl 1 roga, panee cHwkeHne ao3sbl 4o 10-15 mr/48 u B TeueHme 10 net
MmmyHocynpec- Linknodocdamng 2—-4 mr/kr

copbl NHrmbuTopbl KanbLMHeBPUHA (LMKNOCNOpWH A 3-5 Mr/Kr nnm

Takponumyc 0,1-0,2 mr/Kr/cyT.)
MukodeHonata modpeTtun 1000 mr/m?/cyT. unm mmkodeHonosas
Kucnota 720 mr/m?/cyT.

AHTnarperantbl/ | AcnupwH, KypaHTtun, renapuvH
AHTUKOArynaHTbl

Mnasmadepes 500-1500 mn Kaxkable 2 Hegenn N210
MepBuYHbI MembpaHonponudepatnsHblii TH Il Tuna

Dedununt paktopa | UHdy3ma cBexesamopoxkeHHON nnasmbl (10-20 Mi/Kr) Kaxkable
KoMmnsieMeHTa 1-2 Hepgenn

Mna3madepes 500-1500 mn Kaxaple 2 Hegenu N°10

AHTUTEena K C5 KOMNOHEHTY KOMMieMeHTa (3Kynm3ymao)

OyHKUMOHanbHbIN | VIHdY3ua cBexxe3amopoxeHHow nnasmbl (10-20 mn/Kr) Kaxzable
nedekT paktopa | 1-2 Hegenun

KOMMieMeHTa Mnasmadepes 500-1500 mn kaxable 2 Hegenu N210

AHTUTEena K C5 KOMNOHEHTY KOMMieMeHTa (3Kynm3ymao)

AHTUTENa K dpakTo- | MNnasmadepes
py komnnemenTa | [penHunsonon (0,5-2,0 Mr/Kr)
B/B Ig (400-500 Mr/Kr) B KOMOMHALMWN C NPERHN30/I0HOM

10-netHe#t — 32%. Membpanonponudeparusubiii ['H gacto pennausupyer
B TpaHCIUIAHTaTe.

Mem6paHo3Hasn HedpponaTus

Membpano3Has Hedporarus — Haubonee peakas ¢popma ['H, passuparormiascs
B JIETCKOM BO3PacTe, KOTOpasi, KaK MPaBUIIO, MPOSIBISIETCS Y B3POCIBIX HEPPO-
THYeCKUM cuHApoMoM. OnHako 3Ta Hedpomarus Oblia OMKUCAHA U 'y HOBO-
POXICHHBIX. 3a00/IeBaHIE XaPAKTEPU3YETCSl HATMYHEM UMMYHHBIX JICTIO3UTOB
B CYOSMIHTEIUATBLHOM MPOCTPAHCTBE C MOCIESAYIONINM YIUIOTHEHUEM U PaCIliy-
penuem 'BM.

Snudemuonozus

MemOpaHo3Hast HepomaTHs SBISCTCS JOBOJIBHO YacTOW MPUINHOU HEDPOTH-
YEeCKOr0 CHHAPOMA Y MOXKUIBIX JIOAEH, HO JOCTATOYHO PEIKHM COCTOSHHEM
y Jereii. Y B3pocibIxX 3a00JieBaHUE MPOTEKAET B OCHOBHOM B BHUJIE H/IMOIATH-
9eCKOi OPMBI, U TONBKO 0KoIo 20% cirydaeB CBSI3aHBI CO 3JI0KaUu€CTBEHHBIMH
Y 2y TOMMMYHHBIMH 3200JIeBaHUSMHU, HHPEKIUSIMH, YIIOTpeOIeHNEM HApKOTHKOB.
B nercrtBe MmeMOpaHo3Has HedpomaTHs Jamie HAOIIOMACTCS B BHJIC BTOPUY-
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HeIX Qopm, pu CKB, remarute, Ha QoHE mpruema JEKapCTBEHHBIX INpenapa-
TOB M OTPaBIECHUH TOKCMHAMH. boree Toro, manmonarudeckas MEMOpaHO3Has
HedpomaTs ABISIETCSA pelKoi MPUIUHON HE(HPOTHIECKOTO CHHAPOMA y AeTeil
u cocrapisier oT 1,5 1o 7% ciydaeB. B ominune oT B3pocCibIX Y eTei HET
MOJIOBBIX M BO3PACTHBIX Pa3IMYM{ B YaCTOTE MPOSBICHUS JaHHON MaTOJOTHH.
Ona MOXXeT HaOIOATECSl B HEOHATAJIBHOM HEPHOJIE U Y JIETEH MOIPOCTKOBOTO
BO3pacTa.

Smuonozus

VY nereit MemOpaHo3Hast HepomaTus yaiie HaOFOACTCS B BUAE BTOPHYHBIX
¢dop™m Ha poHe nHpEKIHH, OnmyXxoiei, MeTadoarnyeckux Hapymenuit. [Ipuarnnamu
MeMOpaHO3HOH He(pOIaTHu MOTYT OBITh:

1. Aymoummynnste 3abonesanun: CKB, nnabet, mempuryc, si3BeHHBIH
KOJIHT, IePMaTOMHO3UT, O0e3Hb [ paBuca, THpEOMANT XalIMMOTO, CMETIIAaHHBIH
CHUHJAPOM, PEBMATOMIHBIN apTpuT, cuHApoM lllerpeHa, cuCTEMHBI CKIIEpO3.

2. Hugpexyuu: renatut B, renarut C, Manspusi, MUCTOCOMA, BPOXKICHHBIH
cudumc, nHGEKUMOHHbIA SHAO0KapANT, GUISpUSL, JIenpa.

3. Jlexapcmea u masicenvie memannvl: NEHUIUIIIAMYH, IPENApaTs 30J10Ta,
kanrronpui, HIIBC.

4. Onyxonu: HeiipobiacToMa, OIyX0Jb SUYHUKOB, OITyX0JIb BuiibMca, ToHa-
nJobmacToma.

5. Ipyeue cocmosanus: TpaHCIUIAHTHPOBaHHAsI MOYKa (de novo), CHHIAPOM
dankoHH, HAMONIATHYECKasT TPOMOOLIUTONIEHHSI, FOBEHIIIBHBIH [IUPPO3, TPaHC-
TUTAHTAIUSI KOCTHOTO MO3Ta, CEPITIOBUIHO-KIETOUHAsI aHEMHUSL.

llamozeHe3

Memb6paHo3Hast He(pomnaTusi ABIAETCSI IMMYHOJIOTHYECKH OIOCPEIOBaHHBIM
3abosieBaHUEM, NP KOTOPOM JICTIO3UTHI PacIioiararoTcsi B CyOIUTENNATLHOM
npoctpaHcTBe. IMMyHHBIE OTIOXKEeHHsT cocToaT U3 IgG (mpenmyiiecTBeHHO
IgG4), xommoneHToB komruieMenTa (C3, C5b-9) u, npeanonoKuTensHO, aHTH-
reHa, KOTOPBI B OONBIIMHCTBE CIy4acB HEM3BECTEH. B OIHOM mcciemoBaHuA
y OONBHBIX ¢ MeMOpPaHO3HOH HeporaTrei ObUIO BRISIBICHO 3HAYUTEEHOE YBEIH-
yeHne koHneHTpanuu 1gG4 B npucyrcteum NJI-4. D1H pe3ynbTaTsl AEMOHCTPH-
pytot posb Th2 B natorenese gjaHHOTO 3a00J1€BaHMS, CHHTE3UPYIOIUX P LIUTO-
KHMHOB, BIMSIOIINX Ha oOpa3zoBanue [gG4 B-kiieTkamu B OTBET Ha 3TH IUTOKUHBIL.

Cy0snurenuanbHoe IPOCTPAHCTBO OTAEJIECHO OT LUPKYJIALUK CIOEM SHJIO0-
TeNHaNbHBIX KIeTOK U I'BM, u 310 obecnieunBaeT >(pPEeKTHBHEIN Oapbep I
npensaputensHo copmupoBanHbix [{UK. Yepes naHHBIN Oapbep MOTYT IPOUTH
TOJILKO MMMYHHBIE KOMITJIEKCHI ¢ HU3KOW aBUIHOCTBIO (puc. 5.18, a). OgHako
TpeoiaracTesl, 4To 00pa3oBaHUEe IMMYHHBIX KOMIUIEKCOB TIPH MEMOPaHO3HOMH
He(pOoNaTuy MPOUCXOANUT HEMOCPEACTBEHHO B CyOANMUTEIHAIbHOM IPOCTPaH-
CTBE, M B KaueCTBE aHTHUICHA MOTYT BBICTYNATh OO OENKM MopouuTa, JIubo
MH(EKINOHHBIE WM TOKCHYECKHE areHThl U Ap. Tak, B 9KCIIEPUMEHTAIBHBIX
MOJeTIsIX MeMOpaHo3Has HeponaTus Obliia BOCTIPOU3BEIeHA PN MMMYHH3AITIH
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Puc. 5.18. Cxema natoreHe3a MeMOpaHO3HOW HepponaTun: d — HU3KOABUAHbIE MMYH-
Hble KOMMNEKCbl; 6 — ayTOVMMYHHbIV MEXaHU3M 06pa3oBaHUA MMYHHbIX KOMMIEKCOB; 8 —
nokanbHoe GopPMUPOBaAHNE UMMYHHBIX KOMIMIEKCOB C KAaTUOHHbIMW aHTUTeHaMU.

aHTUTeHaMH nodek. VIHbeKIMs aHTUTeHaMH CTHMY/IHpPOBaja BBIPAOOTKY ayTo-
AQHTUTET K KOMIIOHEHTY IPOKCHMAJIbHBIX KaHAJIBIIEB. AHTUTEHOM JUIS aHTHTEI
SBJISUICS TIOBEPXHOCTHBIHN mTuKonpoTenH Maccoit 330 k/la, KOTOpEIil B BRICOKOH
KOHIIEHTPAIUU SKCIIPECCUPYETCs] Ha SMUTEINH IPOKCUMATIbHBIX KaHAJIBIEB
Y B MEHbIIEH CTENEeHU Ha MoJoLUMTaX. AHTHUTENA MPOXOAST ckBo3b I'BM m,
CBSI3BIBASCH C JIAHHBIM TIIMKOIIPOTEHHOM, 00pa3yloT MMMYHHBIE KOMIUICKCHI
(cyOsmutenuansHo) (puc. 5.18, 6). YV denoBeka IIMKOMPOTEHH TaKXe Mpea-
CTaBJICH HA SMMTEINN KaHAIbBLEB, HO OTCYTCTBYET Ha MOIOLUTAX. Bo3MoOXxHO,
y 4JeloBeKa CYIIeCTBYET JPYyroi aHTHUTEH, K KOTOPOMY (hOPMHPYIOTCS ayTOaH-
tutena. MccnenoBaHus mokasanyu, 4To pa3BUTHE MeMOpaHO3HOW Hedponaruu
B MHTPaHATAJIBHBIN NEPUOA TPOUCXOANT 3a CUET CBSI3BIBAHHS MATEPUHCKHX
AyTOAHTHTEI K HEUTPalIbHOM 3HAONENTHIA3€e, SKCIIPECCHPYIOIIEiics Ha TOBEPX-
HOCTH moponuToB. bosee Toro, OBLIO BBIABICHO, YTO MYTAIlMsl T€Ha METal-
JIO9HJIONIETITH/AA3bl Y MaTepy MPUBOAUT K BHIPAOOTKE ayTOAHTUTEN B MEPUOJ
OEpeMEHHOCTH W YMEHBIICHUIO KOJIMYECTBa HE(POHOB Y HOBOPOXKIECHHOTO,
y KOTOPOTO B IaJIbHEHIIEM B IOJPOCTKOBOM BO3PACTe MOXET C(HOPMUPOBATHCS
nauonaruueckas [TH. HenocrarouHocTs HEMTpanbHON SHAOMNENTHIA3bL, B CBOIO
odepenb, MOXKET OBITh NPUYMHON pa3BUTHS MeMOpaHO3HOW Hedponartuu de
novo B TPaHCIUIAHTHPOBAaHHOW Touke. Pementop M-tuma ¢ochomumnazer A2
(PLA2R) Taxke MOXET BBICTYIATh B Ka4eCTBE OCHOBHOTO IIEJIEBOTO aHTHICHA
MIPU UAMOTIATHYECKON MeMOPaHO3HO!H HE(PPOIIATHH Y B3POCIBIX. AyTOaHTHUTENA
nporuB PLA2R 6butn BbisiBiieHbl y 70-80% mnanuMeHTOB ¢ MOMONATHYECKOW
MeMOpaHo3HOH Hepponarueld. OJHAKO ST aHTUTEIA OTCYTCTBYIOT Y AallMEHTOB
C BTOPUYHOW MeMOpaHO3HOH HedponaTHen.

B omgHOM U3 HccnenoBaHN y TAIMEHTOB C HUOMATHIECKON MeMOpaHO3HOMH
He(ponaTuei, cpenn KOTOPHIX OBUIM M JeTH, OBIJIO BBISBICHO HAIWYHE BBICO-
KHX YPOBHEH LIUPKYJIUPYIOLIET0 CBIBOPOTOYHOTO albOyMHUHA U aHTUTEN K HEMY.
Bbrumii CHIBOPOTOYHBIN abOyMUH OBUI TaK)Ke OIPEAENieH B COCTaBe MMMYHO-
KOMIUIEKCHBIX JIETIO3UTOB y OOJIBHBIX ¢ MeMOpaHO3HOW Hedpomnaruei. IToT
0€JIOK MPUCYTCTBYET B MOJIOKE M B TOBSIZIMHE M MOJKET ITPEOA0JICBATH KUIIECYHBIN
Gapbep, BbI3bIBas 0Opa3oBaHHE aHTHUTEN. Ero xarmoHHas mpupoaa Mo3BOJSET
CBSI3BIBATHCSI C @aHMOHHBIM 3apsiioM KiIyOodka, 0Opa3oBbIBasi HNMMYHHBIE KOM-
TUIeKCHI in situ. T.e. ynorpebieHue JaHHOTo Oelka MOXKET CriocOOCTBOBATh pa3-
BUTHIO MEMOpPaHO3HOH He(ponaTHu y JeTeil, 1 ero MCKIIOYEeHHEe U3 palioHa,
BO3MOXKHO, YITYUIITUT COCTOSTHUE O0npHOTO (puc. 5.18, B).
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OpHAKO 10 CUX TIOpP HESICHBIM OCTAETCsI BOTIPOC O TIATOTeHE3e Pa3BUTHS BTO-
puuHBIX (popM MeMmOpaHO3HOH Hedpomatnu, ocobeHHO Ha (oHE remaruToB B
u C. VI3BECTHO, UTO y MHOTHX JIeTEH, KHUBYIIUX B OHJASMUYHBIX pailoHaxX 110 remna-
TUTY, Ip1 0OHapyxeHH MH BbISBISIIOT paHHMi aHTUTeH renaruta B — HbeAg,
TaK)Ke KaK U aHTUTEHBI IUTOBUIHOM JKelle3bl y MallUeHTOB ¢ TUPEOUIUTOM.

Crnemyer OTMETUTH, YTO CYIIECTBEHHYIO POJIb B TMOBPEKICHUU MOJOLUTA
WTPACT CUCTEMa KOMIUIEMEHTA, aKTHBH3HPYIOMIAsCS MPU JTF000M UMMYHOKOM-
miekcHoM BocraneHnn. OOpa3oBaHHbIE UMMYHHBIE KOMIUIEKCHI CTUMYIHAPYIOT
AKTHBHOCTb CHCTEMbI KOMIUIEMEHTa ¢ (pOpPMHPOBAHMEM KOHEUHOTO MPOIYKTa
(C5b-9) — MmeMOpaHOATaKyOIIETO KOMIUIEKCA, O] ACHCTBHEM KOTOPOTO U3MEHSI-
eTcsl IIPEeXKJIe BCETo CTPYKTypa MOJOLUUTA. AKTUBUPOBAHHBIN MOJOLUT NPOAYIIH-
pYeT NepeKucHbIE paJuKaibl, MPOTeasbl, MOBPEXIaoue 0a3albHy0 MeMOpaHy,
¥ KaK WCXOJ TaKOTO MOBPEXKICHUS IMOSBILETCA NMpoTenHypus. Kpome toro,
MTOBpEXXICHHAs MeMOpaHa TepseT CBOI0 CIOCOOHOCTh PETYINPOBaTh (HHOPHHO-
JUTHUYECKYIO aKTUBHOCTB, B PE3YyNIBTaTe YeTo MPOUCXOIUT CTaOMIN3aIMs HHTHOu-
TOpa aKTUBAaTOpPa IJIAa3MUHOT€HA C aKTHBAIMel CUCTEMBI Koaryssiiuu (puc. 5.19).

Mopdonozus

[Tpn MemOpaHO3HOH HE(GPOIATHH BBIACISIIOT HECKOIBKO CTAIUH MOPQOIIOTHYE-
CKuX m3MeHeHunit (puc. 5.20, 5.21):

* TOSBJICHHE CyOamMTeNnanbHbIX Aeno3utos (I ctaaus);

+ obpasoBanue orpoctkoB I'BM (II cragus);

* BKJIIOYEHHE HMMYHHBIX Ae1o3uToB BHYTpb ' BM u ee yrommenue (111 cra-

Iasi);
¢ HCYC3HOBCHHUC ACTIO3UTOB, periapanurs ¢ OCTATOYHBIM YTOJIICHUCM I'bBM
(IV cragms).
ey MpotenHypus
%,
AKTUH
Y
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Puc. 5.19. CxemaTtnueckoe n3obpaxeHne BAUAHMA MeMOpaHOaTaKyoLEero Kommniaekca
Ha cTpyKTypy nogouuta. 3P - sHAONNa3MaTUYECKUI PETUKYNYM.
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Puc. 5.20. CxemaTunueckoe nsobpaxeHune mopporeHesa memopaHoO3HON HepponaTuu.

KnuHuyeckaa kapmuHa

B GompmmHcTBE cirydaeB MeMOpaHO3Has HepomaTusi JUarHOCTHPYETCS MpH
MpOBeCHIH He(HPOOHOTICHH IT0 TIOBOJY CTEPOHI-PE3UCTEHTHOM (HOPMBI HE(pO-
THYecKoro cuuapoma. s HedpoTHueckoro cMHIpOMa MpH MEMOPAHO3HOM
HeponaTHH XapakTEpPHO NMPUCOEAMHEHHE MHKPOTEMaTypHUH U THUIIEPTOHHHU.
OpnHako HepeaKo 3a00JIeBaHNE MOXKET NPOSIBIATHCS M30JIMPOBAHHOM NPOTEHHY-
pue, pexe — U30IMPOBAaHHOM Makporemarypueil. [Iporennypust MOXeET nepcu-
CTHPOBATh HECKOJIBKO HEAETh U 1aXKe MECAIEB, CO 3HATUTEIHHBIM KOJIeOaHHEM
B TeUEHHE CYTOK. B psizie HaOMoIeHUiT 0TMEYaI0Ch CIOHTAHHOE HCUE3HOBEHHE
MPOTCUHYPHH, B PE3YJIbTATE YETO B HACTOSIIEE BPEMs JieueOHast CTpaTerust Mpu
W30JIMPOBAHHOM NMPOTEMHYPHH Y MAlMEHTOB ¢ MeMOpaHO3HOW Hedpomnaruen
IIpelycMaTprBaeT BBDKUAATEIbHYIO TAKTUKY 0€3 Ha3HAUCHUS TEpPaIny.

I'mmepronus npu MeMOpaHO3HOW HedponaTHu MOXKET pa3BHUBAaThC y 25%
6onpHEIX. CrieyeT NOAYepKHYTh, 9TO y JeTel Jarie HabmoaaoTcss BTOPUYHBIC
¢dopmel. Hepenko B 1edroTe 3a00/1eBaHNS OTMEUACTCS CTEPOUIHAS Uy BCTBUTEIIb-
HOCTb, peKe HaOIIOAIOTCSl OCIIOKHEHUS B BUie TpoM0030B. K rporHocruyecku
HeOIaronpuATHBIM (pakTopaM OTHOCATCS Pa3BUTHE TMIIEPTOHUH, HATMYHE BBICO-
KOH MpoTenHypuH, reMarypud, 111 cragun mopaskeHns KiryOOuKoB.

Puc. 5.21. CsetoBas (a) u vMmyHodnyopecueHTHaa (6) MUKPOCKOMMWA TKaHU MoYeK
npv membpaHo3Hoi Hedponatum lI-Ill ctagun.
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JuazHocmuka

Tunm4aHbIX U1 MeMOpaHO3HOH He(POIaTHH KITMHIYECKIX WIH Ja00paTopHBIX
NpU3HAKoB HeT. [Ipu MccienoBaHUK CEPOIOTHUECKUX MapKepOB, CBSI3aHHBIX
c rernatutom, oOHapyxuBaroT nosbinieHre HBeAg u HBsAg. HeoOxonumo Taxxke
TIPOBOJIUTH TTOJTHBIH KOMITJIEKC CEPOIOTMYECKUX UCCIECAOBAHMMN JIISl UCKITFOUECHHS
BTOPUYHBIX ()OpM Ha (hoHE cucTeMHbIX 3a0oseBanuii (anturena k JJHK, AHD).
Juist MemOpaHo3HOU HeppomaTHu XapakTepHO cHIDKeHne C3 KOMITOHEHTa KOM-
IUIeMEHTa B f1e0I0Te 3a00JIeBaHus, B JalbHEHIIEM YPOBEHb €T0 HOPMAIU3HPY-
ercs. [loaToMy BceM AeTAM C IMArHOCTHYECKOH LeNbI0 HEOOXOOMMO HUCCIIeNO-
BaTh CUCTEMY KOMIUIEMEHTA B AMHAMUKE.

HuppeperyuansHaa duazHocmuka

HdubdepennmanbHas THarHOCTUKa MeMOpaHO3HOI HedpomaTuu MpOBOAUTCS
¢ apyrumu popmamu XI'H, ocoberno @CI'C. Bonee Toro, nepcuctupyromas
MPOTEHHYpUs IIpH MeMOpaHO3HOW HedpomaTHH MpeArnoiaraeT MpoBeACHNE
nudhepeHInaIbHON JMATHOCTHKH C BPOXKICHHBIMU TUCILIA3USIMH TIOYCK, MTPH
KOTOPBIX HEPEJIKO TaK)Ke HaOJIoIaeTCsi IPOTEHHYPHS.

JleyeHue

VYuuteBast TOT (akT, 4TO MeMOpaHO3HAs HEPPOMATHs SBISAETCS JOCTATOYHO
pEIKON MaToJIoTHEN B JETCKOM BO3pAacTe, B HACTOALIEE BPeMsl HE BBIPAOOTaH
OIHO3HAUHBII MPOTOKON ee JedeHus. CuuTaercs, 4To NpH HaJIUIUU HEPCUCTH-
pylolel NpOTenHypHH HEOOX0MMO MPHJIEPIKMBATHCSI BEDKHIATEIbHOM TaKTHKHY,
TaK KaK OHa HEPEAKO KYIUPYETCs CaMOCTOSATEIBHO.

HMMyHOCyTIpeccHBHAS TEpaITUst HCIOJIB3YEeTCsl TOIBKO MPY EPBUYHON MEM-
Opano3HOH HepomaTHH, MPOSBIIOMIEHCS HeppoTHIecKuM ciuHApoMoM. Cytie-
CTBYET HECKOJIBKO CXeM JICUEHH MeMOpaHO3HOH He(ponaTuu:

1. IIpoBectn 3 Kypca MyJabC-TE€panuy METHINPEIHU30JI0HOM B J03€
600 Mr/m2, 3areM TepeliTH HAa MEPOPAIBHBIN MPUEM TPEIHU3O0NOHA B J103€
0,5-1 MI/Kr/cyT. B COUYETaHUM C aJbTEPHUPYIOIIMM IPHEMOM XJIOpaMOyIuiia
B no3e 0,15-0,2 mr/kr mmurensHOCTRIO 1 Mec. O0muii Kypc JedeHus — 6 Mec.

2. Bo3moxHa 3ameHa xjopamOyiia Ha mukiaodochamMun B mo3e
2,5 mMr/kr/cyT. (110 TOH Ke cxeme).

3. Ucnonb3oBaHue MUKIOCTIOpHHA A B 103€ 3,5 MIV/KT B TedeHHe roaa Ha poHe
npueMa IpeJHU30JI0HA B JI03€ 2 MI/KI/CYT. CO CHI)KEHHEM JI03bI ¢ 3-T0 Mecsa
JI0 €€ OTMEHBI IIocye 6 Mec. JICUeHMUs.

[Ipu BropmuHBIX (hopMax MeMOpaHO3HOW Hedpomaruu Ha (OHE TermaThTa
HCTIONB3YIOT PEKOMOMHAHTHBIC HHTEP(HEPOHBI U IPOTUBOBUPYCHBIE IIPETIAPATHI,
HaIpuMmep, JTaMHUBYAUH.

Taxoke MPUMEHSAIOT CUMIOTOMATHYECKYIO TEpaInio, BKIIIOYAIONIYI0 B ceOs
HHU3KOCOJIEBYIO ¥ HU3KOOEIIKOBYIO JIHETY, TUIIOTEH3MBHBIE Npenaparsl — nAIID
n bPA I, nHruGuTOpEI 3-METHIINITYy TAPUII-KOH3UM A pelyKTa3bl — CHMBACTaTHH,
JIOBacTaTHH.
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lpozHo3

Mewmbpano3Has HeporaThs y AeTei XapaKTepHu3yeTcsl OIaronpusaTHRIM IIPOTHO-
30M. Hepenko HaOro1aeTest CIOHTaHHAS PEMHCCHS, BRICOKA 4acTOTa A PEeKTHB-
HOCTH UMMYHOCYIIPECCUBHOMU Tepanuu. PenuauBel B I04€YHOM TPAHCIUIAHTATE
BcTpedarorces B 9% ciryuaes.

JKCTpakanuanAapHbI rnomepynoHeppur

DKCTpakammUIIpHBIN, WK ObIcTponporpeccupytommii, ['H (3mokauecTBeHHBIH,
MOJOCTPEIiT) — Hambonee Tsokenas popma nuddysaoro ['H, xapakrepusyromia-
sca HanuuueM Oosee yeMm 50% momymyHHH B 60yMaHOBCKOM IPOCTPAHCTBE
u OpicTpBIM pa3zBuTieM ITH.

Snudemuosioaus

Okcrpakammusipaslii 'H cocrasiser okono 5% ciydaeB Bcex Ouorncuii, mpo-
BeaeHHBIX y neteit. [lo manasiM NAPRTCS (North American Pediatric Renal
Trials and Collaborative Studies — CeBepoamepukaHCKasi TpymIa M0 H3yde-
HUIO TIOY€YHOW martojoruu y aereir) 2006 r., uanonaTudecKuid dKCTpaKammiI-
nspubii ['H Bo3HuKan mocie nepecaaku mouku B 1,8% ciydaes. Dta mudpa
HECKOJIbKO 3aHMKEHa, ITOCKOJIBKY C dKcTpakanwuispabiM ['H wacto coueratorcst
npyrue 3a001eBaHtsl, IPUBOASIINE K IIOTEpe IMOYEYHOH (yHKINU: MEeMOpaHo-
nponudeparususiii ['H (2,7%), CKB (1,6%), rpanynemaro3 Berenepa (0,5%),
XT'H (3,4%), IgA-nedponarus, mypmnypa lllenneitna—Ienoxa (2,5%) u npyrue
cuctemHsle 3aboneBanus (0,4%).

Smuonoaus u namozeHes

Paznnyator nepBUYHBINA HauonaTuyeckuii OsicTponporpeccupytomuii I'H u I'H
npu cucTeMHBbIX 3a0oneBanusx: CKB, y3enkoBom nepuaprepunte, rpanyinemMa-
to3e Berenepa, MIIA, remopparnueckoM BacKyauTe, cuHapoMme ['ymmacuepa,
HOIOCTPOM HMH(EKINOHHOM SHIOKAPAUTE, SCCEHINAIbHON CMENIaHHON KPHO-
I00YIMHEMUH.

Beiiensitor HeckoJIbKO THIIOB ObIcTpornporpeccupytomiero I'H B 3aBucumo-
CTH OT HaJIMYMsI IMMYHHBIX JICTIO3UTOB B KIIyOOYKaX IIOYEK U MX XapakTepa Ipu
UMMYHO(IYOPECHEHTHOM HCCIECIOBAHUM.

Ixcmpaxanunnapusiii I'H, ooycnoenennsiii oopazosanuem AT k I'BM,
MIPOSBIISIOIMIACS JINHEHHBIM CBeUEHHEM TP IMMYHO(IyopectieHuu. K atomy
THUITy OTHOCST «KJIACCHYECKUI» uauonarnyeckuii nopoctpsiii I'H ¢ «nomynynu-
sIMU» U cuHApoM ['yanacuepa — MoueuHo-JIETOUHBINH CHHAPOM, XapaKTepU3yo-
muics Hapsiay ¢ OpicTponporpeccupyommM I'H nerouHsiMu KpoBOTEUEHUSIMU
n3-3a MEPEKPECTHOro pearupoBanus aHTuTes K ' BM c Ga3anbHbBIME MeMOpa-
HaMH aJbBEOIL

Ikcmpakanunnapuoiit ummynokomniaexcnotit I'H ¢ eviagnenuem zpamy-
JAPHBIX 0eno3umoe ipu nMMyHodiryopecteHy. K aToMy THITy OTHOCST 1TOCT-
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CTPENTOKOKKOBBIHN ObICTpotporpeccupytontuii 'H, ObicTpomnporpeccupyrommii
I'H mpu CKB, remopparndeckom Backyiure (myprype lllenneitna—IeHoxa),
CMEIIaHHON KPUOTIOOYIMHEMHUH (Yallle B acCOLMAIMKU ¢ WHOUIIMPOBAHUEM
Bupycom renarura C), mogocTpoM HHGEKIMOHHOM 3HAoKapauTe. CyliecTByer
U UanonaTHuecKuil sakcTpakamuuiapHsiil ['H nanHoro tuma.

Ikcmpaxanunnapuvlil maroummynnviii (nayyuummynnsit) I'H, npu xoto-
POM MMMYHHBIE JIETIO3UTHI B KIyOO4Kax 1Mo4YeK He BRIBIAIOT. ¥ 80% O0ibHBIX
C 3THM THUIIOM ONPEEIAIOT IUPKYIUPYIOIIHE B KPOBU aHTHUTENA K KOMIOHEH-
TaM ITUTOIUIa3MBl HEUTPO(HIOB — MpOoTEenHa3e-3, MUEIONEPOKCHAA3e U JIp.
[MaynuummyHHBIH ObIcTpoIiporpeccupyoumii 'H BO3HUKaeT py HEKPOTH3HUPY-
IOIIMX BacKyauTax (rpanyiaemarose Berenepa, MITA). [Ipu OsicTpornporpeccu-
pyromem I'H Bo3M0XKHO OHOBpEMEHHOE NIPUCYTCTBHE B KpOBH aHTUTEN K ' BM
1 KOMIIOHEHTaM IIUTOILIa3Mbl HEHTPO(DIIIOB.

IIpu skcrpakanumsipaoM I'H cnioHTaHHOTO pasperieHrs BOCHaIUTEIbHON
peakuuy 0ObIYHO HE TPOUCXOIHUT — Pa3BUBAIOTCS (PHOPO3HBIC H3MEHEHHS. DTH
MIPOLIECCHl ONOCPENOBaHbl INTOKMHAMHU, KOTOPbIE CHHTE3UPYIOTCA KIETKaMu
KIIyOOUYKOB, KaHaJIbLIEB U MUTPUPOBABIIMMH HMMYHHBIMHU KJIETKAaMH BOCIIajle-
HUSL, ¥ CTUMYJUPYIOT 00pa3oBaHne BHEKJIETOUHOTO MaTPHUKCA.

Knaccugpukayus

CorpemenHas kiaccudukamus opicTporporpeccupytoriero I'H chopmuporana
B CBSI3M C PA3JIMYHBIMU MEXaHM3MaMH €r0 Pa3BUTHSL:

 tun | (anTu-I'bM-Hedpur) — cuaapom I'yanacyepa;

* Tun [ (MMMyHHBIE KOMIUIEKCHI) — HAMOTIATHIECKUH, ITOCTHH(EKINOHHBIHA
I'H, nronyc-Hedpur, mypmaypa Lllenneiina—Ienoxa (IgA-nedpomnarus),
IpyTHE;

+ tun [l (manomvmmynHBIH) — AHI{A-accorunpoBaHHbIi, HIXOTAaTHYECKUH,
rpanynemaro3 Berenepa, MITA.

Mopdonozus

Brictpomporpeccupyrommii I'H npuBonut x Tshxenomy nuddysHomy mopa-
JKEHUIO KIIYOOYKOB C AKCTPAKAMMIULIPHON mpoiudepanneil (OIyTyHUSIMH)
B 60-90% romepyn. Habmrogaroress Taxke (GUOPMHOMAHBIA HEKPO3 COCYIH-
CTBIX METENb KIYOOUKOB U TsDKENast TUCTPOGDHS AIUTENHS U3BUTHIX KaHAIBIICB.
XapakxTepHblil TPU3HAK aHTUTENBLHOTO ObICTpOonporpeccupytomero I'H — nmuneit-
Hoe otnoxenue IgA u C3 ¢paxunu Brons 'BM.

KnuHuyveckaa kapmuHa

Bnavaie 3a6oneBanne HanmomuHaeT OI'H u posiBisieTcst oCTpOHEPPUTHIECKAM
CHHAPOMOM B BHJIE SPHTPOLUTYPHH, IPOTEUHYPHU OOBIYHO MeHee 1 r/M%/CyT.
(amxe Hedpornueckoro nopora) u Al'; B wactu ciryyaeB popMupyercs Hedpo-
THYeCcKui cuHapoM. Hedpornueckuit CHHAPOM B COUYETaHUH C BEICOKOH ITOCTO-
stHHO# AI' XapakTepeH Ul MOpaKeHHs MOYEK NP PA3NUYHBIX BACKYJIHTAX,
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BOJTYaHOYHOTO, TOCTCTPENITOKOKKOBOTO ObIcTponporpeccupyromiero I'H, a Takxe
JUTA ME3aHTHOKAMWIIIPHOTO U OBICTporporpeccupytomero I'H mpu cMmemanroi
KpuoroOynnHeMuu. B anaMHe3ze MOTyT OBITh yKa3aHHMS Ha OCTPOE TPHIIIO-
nopoOHoe 3a00s1eBaHKe 32 HECKOJIBKO HEJNelNb JI0 HosiBiaeHus: cumnromMoB [TH.
Jlpyrue noyeynsie CHMITOMBI ObIcTporiporpeccupytomero I'H BaprnabensHbI.
Wnnonarnaeckomy OvicTponporpeccupytomeMy ['H, a Taxke ObicTpomnpo-
rpeccupytomiemy I'H npu cunnpome I'ynmacdepa m mogocTpoM MHGEKIMOH-
HOM 3HJOKapAnTe He()POTUIECKUI CHHAPOM M THIIEPTEH3USI HE CBOICTBCHHHBI.
XapaxTepeH BbIpaKEHHBIH MOYEBOW CHHAPOM: IpoTenHypus (2—3 /1), BbIpa-
KEHHas rematypus, nHapypust. [Ipu Osictponporpeccupytomem I'H Ha done
Y3EJIKOBOTO ITIepHapTepuuTa HaOIIoMaeTcsl TshKeNas, 4acTo 3JI0Ka4eCTBEHHAs
THIICPTEH3Us] B COYETAHWU C MACCHBHOW NPOTEHHYpPHEH W MHUKpOTreMaTypHuew,
He(ppOTHIECKHH CHHIPOM BCTpEYaeTcst KpaiHe penko. [lopaxeHne mouex MokeT
MaCKHpPOBAThCsS HECTIEIM(DUIECKUMH TIPOSIBICHUAMH (JIMXOpajKa, apTpairus,
noxynanue). st Bcex Gpopm ObicTponporpeccupytomiero I'H xapakrepHo Hey-
KJIOHHO TIporpeccupyoiiee Tedenue. Eciii He mpoBOIUTCS aKTHBHAs Tepamus,
OOJIbHBIE YMHUPAIOT OT ypeMuu depe3 6—18 mMec. oT Hadana 3a001eBaHMsI.

JuazHocmuka

Juarno3 6picTpomnporpeccupytomiero I'H MoxkeT ObITh yCTaHOBIIEH JIHIIH TOCTIE
UCKJIFOYCHHUS IPYTUX 3a00JIeBaHHUM, COMPOBOKIAOIINXCS OBICTPOIPOrPECCUPY-
toredt [TH, npu koTophIX TpeOyeTcsl MpUHIMITHAIBHO HHast Tepanusi. CXOIHYI0
KJIMHUYECKYIO0 KapTHHY UMEIOT UCTUHHAs CKIEPOAepPMUYECKasl TI0UKa, OCTPhIN
THH, anocremaTo3HbIil He(PUT, OCTPHIN KaHAIBIEBBIH 1 OMIIaTepanbHBIA KOPTH-
KaJIbHBII HEKPO3, TPOMOO3 TOYEUHBIX BEH, TEMOJIUTHKO-YPEMHUIECCKII CHHAPOM,
37I0Ka4€CTBEHHAs THIIEPTOHUYIECKasi OOJIE3Hb.

OO6mmit aHanu3 KpoBU mpu ObIcTporporpeccupytomeM ['H umeer Gonee
BBICOKYIO IMAarHOCTHYECKYIO 3HAYMMOCTh, yeM npu OI'H. XapakTepHs! anemus,
BBIPaKCHHBIH JIGHKOIIUTO3 C MaJIOYKOSIEPHBIM CABHIOM JICHKOLIMTAPHOH (op-
MyIBI BIIEBO, yBenuuenune COD.

[Tpn GMOXMMHUYECKOM aHATIM3€ KPOBH OTMEUACTCS MOBBIIICHHUE COACPKaHUS
KpEaTHHNHA, MOYEBUHBI B CHIBOPOTKE KPOBH M OMOXMMHUYECKHE MPOSBICHUS
He(POTHUECKOTO CHHAPOMA: THIIONPOTEHHEMHS, TUCTIPOTEHHEMHUS, THIIePIIH-
MUAEMUS.

[TpoGa Pebepra 1o3BoJIsieT BEISIBUTH CHIDKEHNE KITyOOUKOBOH (DUIIBTpanin.

MoueBoil CHHAPOM XapaKTepU3yeTCsl NPOTEUHYpUEH, reMaTypuei, Telko-
LIUTYpHUEH, TWIMHAPYpUEH (3pUTpONMTAPHBIE, JIEHKOIUTAPHBIC, 3€PHUCTHIC
1 BOCKOBHUIHBIE). OTHOCHTENbHAs UIOTHOCTh MOYM CHIDKeHa. Ha HauanmbpHBIX
cTaausax 3a00JieBaHUS MPOTEUHYPHSI HOCUT CyOHehpOTHYECKHI XapakTep (He
Gonee 1 r/M?/CyT.), HO 3aTeM MOXKET C(HOPMUPOBATLCS KIACCHUECKUN HEDPOTH-
YECKUU CUHAPOM.

Crnenyromum 3TalnoM JUarHOCTUKU ABISETCA pasrpaHUYCHHE UauonaTuie-
ckoro OsicTponporpeccupyroniero I'H ¢ 6sicTponporpeccupytommm I'H mpn
CHCTEMHBIX 3a00J€BaHMSIX W YCTAaHOBJIECHHUE, 110 BO3MOXKHOCTH, HO30JOTHIE-
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ckoro nuarHosa. Coueranue ObicTponporpeccupytomiero I'H ¢ mopakennem
nerkux (KpoBoxapKaHbe, HHUIBTpAIsI) CBONCTBEHHO CHHApoMY | yamacuepa,
rpanynemaro3y Berenepa. Koxxnast apurema, nonmucepos3ursl, nopaxenue [THC
U MEJIIKUX CyCTaBOB CBUIETEILCTBYIOT B I10JIb3Y BOIYAaHOYHOM 3THosNoruu I'H.
[Tpu 6s1cTponporpeccupyromem I'H co 310kauecTBeHHON r'HIIEpTeH3UEH, IepH-
(heprUECKNMH MTOTMHEBPUTAMH, KaXEKCHEH BEPOSTEH JIMArHO3 Y3€IKOBOTO MEPH-
aprepunta. BaxxHoe 3HaueHne B auddepeHnnaIbHON TUarHoOCTHKE MMEIOT
MMMYHOJIOTHYECKHE TeCThl: OOHapyxeHHe LE-KIeTOK M THImoKOMIIIIEMEHTe-
mu (npu CKB), kpnorno6yarnHoB (IIpu 3CCEHINMANBHON KPHOTIIOOYIHHEMHUN),
BBISIBJICHHE LUPKymupyrommx antureda kK ['BM (mpu cunapome ['yamacuepa),
K 1uroruiazMe HerpodmioB (AHLIA) mpu HEKPOTH3MPYIOMIMX BAacKyIHTaX,
K CTpenTOKOKKOBBIM aHTHreHam (npu OI'H). Beicokonndopmarusaa Ononcus
MIOYKH, OJHAKO €€ BBINOJIHEHHE IpH ObicTponporpeccupyronieMm ['H cBsazaHo
C BBICOKMM PHCKOM Pa3BUTHS OCIOKHEHHI.

Taxoke 1 3a60MeBaHMs XapaKTepHO coueTanue ObIcTpo HapacTtatomeit [TH
C HOPMAaJIBHBIMH pa3MepaMu modek. [Ipu mporpeccupoBaHUM CKIEPOTHYECKUX
HM3MEHEHUH pa3Mephl IOYEK YMEHBIIAOTCS.

HugpeperyuanbHas duaeHocmuka

Brictpomnporpeccupyrommii 'H nMeeT deTkue KITMHUKO-MOP(OIOTHIECKHIE KPH-
tepun. JuddepeHnmansay0 AMaTHOCTHKY IPOBOAAT BHYTPH TPYMITEI OBICTPO-
nporpeccupyromero I'H. B kaxaom ciayyae cienyer nMpoaHaau3upoBaTh BO3-
MoxkHOCTh BropuuHoro I'H Ha one nuddy3HbIx 3a0oneBanuii COeIMHUTEBHON
TKaHH, CHCTEMHBIX BaCKYJIUTOB, OaKTepHaIbHON MIIM BUPYCHON HH(EKINH.

JleyeHue

Henun newenus npu 6sicTponporpeccupyromem ['H cinenyromue:

I. ITatoreneTnueckoe JeUEHUE:

* TIOJaBJICHUE HMMYHOBOCHAIUTENBHBIX PEAKIIHH;

* CHW)KEHHE CBEPTHIBAIOIIEH aKTUBHOCTH KPOBH;

* aymmMuHams 13 kposu LUK 1 mpogyKkToB a30THCTOr0 0OMeHa ¢ HOMOLIBI0

wra3madepesa.

II. CumnromMaTryeckoe JeueHue:

* YMCHBIICHUE OTCKOB,

* AHTUTUIIEPTEH3MBHAs Teparusl.

AxTHBHOE JeueHHe ObicTponporpeccupyromero I'H HeoOxoquMo HauMHATH
KaK MOKHO paHbIle, 10 HACTYIUICHHUS BEIPAXKCHHON ONUTYpHH (aHypHH), C HAa3HA-
yenust 'KC — mpexHM30/I0Ha MM METHIINPEAHU30JIOHA B BBICOKHX 033X —
mo 30 MI/Kr BHYTPHUBEHHO (€KCHEACIBHO B TEYCHHE 3 OHEH) C MepexoaoM
Ha IpUeM NpeJHN30I0Ha BHYTPS (1,5—2 MI/Kr) B codeTaHuu ¢ nukiopochamu-
oM (Luknodocdan) B mo3e 2-2,5 mr/kr (puc. 5.22).

[Ipy aHTUTENHHOM WM MMMYHOKOMIIJIEKCHOM OBICTPOINPOIPECCHUPYIONIEM
I'H (B ToM gucie npu cMemaHHOH KpHortoOymnHeMin) () ()eKTHBEH TU1a3Ma-
(epe3 (2-3 pasza B HEHEIIO), KOTOPBI OOBITHO COYETAIOT CO CTEPOHIHON ITyIIbC-
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Nupykuna

MeTtunnpepgHn3onoH (nynbc-tepanus) 15-20 mr/kr (Makcumym 1 1) — 6 nHdy3nin

MpeaHn30n0H 1,5-2 Mr/Kr/cyT. BHYTPb 4 Hep,,
3aTeM CHUXKeHMe Jo3bl o 0,5 Mr/Kr Kaxgbli BTOPOW AeHb nNpuemMa B TeyeHuve 3 mec.;
0,5-1 Mr/Kr yepes geHb B TeueHue 3 mec.

Lnknodocdamug (nynbc-tepanus) 750-1000 mr/m? Kaxkable 3—4 Heaenu, Bcero 6 nHdysuii

Mna3madepes (aBoiiHON 06bEM) Uepes feHb B TeueHre 2 Heq,

OcHoBHas

AszaTronpuH 1,5-2 mMr/Kkr/cyT. B TeyeHmne 12-18 mec.

AnbTepHUPYIOLWMIA NpUem NPeAHN30M0Ha B HU3KKX fo3ax (10-15 mr)

MukodeHonata MmodeTun unm MMKopeHonoBas KNCnoTa
(CennCent 1000-1200 mr/m%/cyT. unn MaingopTuk 720 mr/m%/cyT.),
VAN UMKNOCMOopUH A (2,5-3,0 Mr/Kr/cyT.) npu oTcyTcTBUM 3GGEKTUBHOCTM a3aTMONpPUHA

Tepanusa npu pedpakrepHOCTN 3a6oneBaHus

BHyTpnBEHHO MMMyHOTrN06YNuH, aHTuTena k ®HOA (MH$pnmKcumab),
aHTuTena Kk CD20 (putykcumab)

Puc. 5.22. JleueHue 6bicTponporpeccupyioero M.

tepanueil. [Ipn oTCyTCTBUM ynmydIIeHHs K 3TOH KOMOWHALUK NPHCOEIUHSIOT
[Muxmodocdan (15 mr/kr). Ognako mpu coderannu Iasmagepesa ¢ Lluxio-
¢dochanom yBemuUHMBaeTCS PUCK PAa3BUTHS WHPEKIHOHHBIX (CENTHYECKUX)
OCJIOKHEHH.

ITnazmagpepes. 11nazmadepes NpOBOIT C LENbIO yAAICHHS MPEXKIIE BCETO LIUP-
KYJIUPYIOLIMX ayTOAHTUTEN. Ero cuUTaroT BaXKHBIM METO/IOM JIEYE€HHUS OBICTPOIIPO-
rpeccupytomero I'H, o6ycroBneHHoro oopasoBanueM anturel kK 'bM (B gomosHe-
HHE K IMMYHOCYTIpeCCHBHOH Tepanuy ). HeoOXoauM HHTEeHCHBHBIHN €KeHEBHBIN
mwrazmadepes ¢ oomeHoMm 1-3 1 rma3zmel (Bcero mposonsaT 10—14 ceancoB) B Tede-
HHe 2 Heal. B HacTosIee Bpemsi ero peKOMEHIYIOT U IJIs JISYCHUS APYTUX THIIOB
obicTponporpeccupytoniero I'H, B yacTHOCTH MayMUMMYHHOTO ¢ OBICTPO Hapac-
tatoweid [TH. Ipu xpuornoOynuHemun xesareneH kpuodepes.

Anmuazpezanmol u anmukoazynanmol. 113 aHTHarperaHToB Ha3HAYarOT
JTUMUPUAAMOI B J103€ 8 MI/KI/CYT., U3 aHTHUKOAryJIsiHTOB — renapus 1o 200—
300 EJI/xr/cyT. mogkoxxHO 4 pa3a B JEHP C IIEPEXOIOM Ha Bap(apuH.

Anmuzunepmen3zugnas mepanus — o0A3aTEIbHBIM KOMIIOHEHT JICUCHHUS.
[ToMuMO orpaHuueHuUs! TIOBAPEHHON CONM B JUeTe 10 3—5 r/cyT. HeoOXomuma
nekapcTBeHHas Tepanud. [Ipenapats! Bei6opa — HAIID, ogHako MpH BhIpakeH-
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Ta6bnuua 5.11. MprmepHas cxema gucnaHcepusauum aetei ¢ XI'H

YactoTta OcCHOBHble Kputepun a¢pdek-
0CMOTpPOB AononHuTensHbie nyTm TUBHOCTW ANCNaH-
meToabl 06cnefoBaHNA
cneunanncTos 030pOBIeHNA cepusaunn
+ Mepuatp: + AHanu3 Mouu: akTUBHOCTb — |+ Pexum: PebeHoK Habnto-
1-2ropga - 1 pa3 B 10-14 gHen, pemunc- He pa3pella- |/AaeTca NOCTOAHHO
1 pa3 B mecAL, cna - 1 pa3 B mecsly 1o1cA dusmye- | o nepexopa
3atem 1 pa3 + Mpobbl AMbypxe nnn Heun- CKMe 3aHATUA, | BO B3POCYIO CeTb
B 2-3 mec. nopeHko 1 pa3 B 3-6 mec. pekomeHpayeT-
Mpu cHyxe- + CyToyHasA Moua Ha 6enok cA neyebHasn
HUK GyHKLUN npv akTMBHOCTU 1-2 pa3sa duskynbTypa
rnoyek — exe- B Hegento, Npu pemuccun — |+ neta:
MeCAYHO 1 pa3 B mecAL 1 npu Bcex yMeHblUeHne
+ Hedponor: VNHTEpPKYPPEHTHBIX 3a6one- coneson
1 pa3 BaHUAX — B Mepuoj pasrapa 1 6enkosoi
B 2-3 mec. n yepes 10-14 gren Harpyskmu
« Okynucr: + MMpoba 3umHuLKoro 1 pa3
1 pa3 B 6 mec. B 6 mec.
+ Cromaronor: [+ [lloces moum 1-2 pa3a B rog
1pa3B6Mec. |- AHanus Kposu 1 pa3
» Ortonapuh- B 6-12 mec.
rosnor: + [Mpoba Pebepra, moueBrHa
1 pa3 B 6 mec. CbIBOPOTKM 1-2 pa3a B rog
+ brnoxumnuecknin aHanuns
KpoBu 1 pa3 B 6-12 mec.

ol ITH ux He ucnons3yror. MATI® npuMeHSIOT B COYETAHUU C NETIEBBIMU
JIMypETUKaMH, a TAK)Ke N30JIMPOBAHHO. bIIOKaTOPhI KaabIIMEBEIX KaHAIOB Ha3Ha-
YaloT KaK B COUYETAHUH C JUyPETHKaMH, Tak u 0e3 Hux. [Ipn 31mokadecTBEHHON
AT nokaszana komOuHaIus HATI® u/win aHTarOHUCTOB KaJbIHs, THYPSTUKOB
u B-anpeHobiokaropoB. CieyeT MOMHHUTh O THIIEPTEH3UBHOM BIIUSIHUHU OJIHO-
BPEMEHHO IPUMEHSIEMBIX [TFOKOKOPTUKOHIOB.

T'emoouanus. 'emonuanus OKa3aH B TSPMUHAIBHON CTaIWH 3a00JICBAaHUS
(mpm pa3sutiu XI1H), a Takxke B pasrap OCIOXHEHHH mporecca.

Tpancnaanmayua nouku. B cnydae pa3BUTHS HEOOpAaTUMON TEPMUHAIHHOM
YpPEeMHH, 9TO HAOIIONAETCS Y TIOJIOBHHBI OOJIBHBIX ¢ OBICTPOIIPOTPECCUPYIOIIAM
I'H, moxer ObITh NMpOBEJCHA TPaHCILIAHTAIMS TOYKH. OIHAKO ee Pe3yJIbTaThl
HEO/IMHAKOBHI TPH Pa3HBIX (OopMax JaHHOW Maronoruu. Tak, MpH CHHAPOME
I'yamacuepa B 30% cirygaeB HaOMFOTACTCS PEUUANB OBICTPOIPOTPECCUPYIOIIETO
I'H B TpaHcuianTare novkKHu.

lpo2Ho3

IIporuo3 npu OsicTponporpeccupyromiem I'H cepbesnsiii. bonbubie ¢ ['H, 00y-
CJIOBJICHHBIM 0Opa3zoBaHueM anTuteln k ['bM, 6e3 nedeHust yMUparoT B TeueHHe
nonyrozaa. [Ipu nedeHur IMMyHOJETIpeCCaHTaMU T'OJIMYHAsl BEDKUBAEMOCTD ITUX

6onpHEIX coctaBisieT 70-90%, omHako Tonmbko 40% W3 HEX Yepe3 Tol He HyXK-
JaroTcst B remonuanuie. BenkuBaemocTs ocoderHHO HuU3Ka (10%) y O0mpHBIX
C YPOBHEM KpCaTHHHHA B CHIBOPOTKE KPOBHU IEPE] HAYaJIOM JICUCHHUs Oojice
600 MKMOJIB/JT (6 MI/mT).

[poruo3 npu GvicTporporpeccupyromeM ['H B pamkax BacKyJIUTOB, aCCOIH-
HpOBaHHEIX ¢ oOpa3oBanuemM AHIIA, yaydmmiics mocie BHSAPCHUS B IPAKTUKY
aKTUBHBIX IATOTCHETHYECKHAX METOIOB TEPAITHH — PEMICCHHU JOCTUTAIOT YV 75%
60pHBIX, TpudeM y 43% U3 HUX OHa coxpaHnsercs noiblie 4 netr. CogeprkaHue
CBIBOPOTOYHOI'O KpCAaTUHWHA IEPEA HAYAJIOM JICUCHUS IIPHU 3TOM THUIIC 6I)ICTp0-
nporpeccupytoniero ['H — 0CHOBHOI (hakTOp, ONPENEIISIONINHA POTHO3; OTHAKO
y JacT OOJNBHBIX ¢ BhIpakeHHOU [TH B Hawane 3a0o0ieBaHUS M HAXOMSIIUXCS
Ha TEMOJINANN3E YAACTCS JOOUTHCS MTOJOKUTEIFHOTO OTBETA HA JICUCHHE U YITyd-
IICHUS TIOYEYHBIX (PyHKITHH.

Hucnancepuszanus aereir ¢ XI'H npoBonuTcs 1o cxeme, NpeacTaBICHHON
B Tabmuie 5.11.



IMABA VI. MOPAXKEHUWE MOYEK NMPU CUCTEMHDbIX
3ABOJIEBAHNAX

CucremHan KpacCHaA BONMYaHKa

O.K.Ilempocsan

CKB - nonucucreMHOe ayTOMMMYHHOE 3a00JIeBaHHE C IIMPOKHM CIEKTPOM
kiauHuueckux nposieinennii. CKB xapakrepusyeTcs pacrnpoCTpaHEHHBIM BOC-
MaJICHHEM KPOBEHOCHBIX COCYIOB, COCIMHHUTEILHON TKaHU, KOXKH, CyCTaBOB,
cepIa, JIerKuX, odek 1 HepBHoi cucrembl. Hegpur npu CKB (iromyc-nedpur)
B JIETCKOM Bo3pacTte Habmromaercs Oonee gyem B 80% ciydaes.

Kox mo MKB-10: NO08.5* I'momepymnsipHbIe TOpakeHUS MPH CHCTEMHBIX
00JIe3HAX COeMHUTEIBHOMN TKaHH.

Snudemuosnozus

Pacnpoctpanennocts CKB, cormacHO nuTepaTypHBIM JaHHBIM, COCTABIISCT
0,28 cirygas Ha 100 000 meteii. Yame Bcero CKB mosBIsieTcs B IIOIPOCTKOBOM
BO3pacTe, MPUYEM PHCK €€ Pa3BUTHA IO Mepe pocTa peOeHKa yBETHINBACTCS
¢ 12 mo 51 cayuas (y B3pocnsix) Ha 100 000 Hacenenusi. Hanbonee Tsokenbie
cinydau CKB Berpeuarorces B Kutae, [onkonre u Ha TaiiBane u B 3 pasa uaiue
cpenn netel adpo-kapubckoro perrmoHa, ueM B EBpone. 3aboneBanue mpe-
MMYIIECTBCHHO HAOIIOAAETCS Y IEBOUYCK Ha ()OHE TOPMOHAIBEHON TIEPECTPOUKH
B ITyOepTaTHOM BO3pacTe.

Smuonozus

Ortuonorus CKB HeusBecTHa, 0JJHAKO, BEPOATHO, ONPEICIECHHYIO POJIb B Pa3BU-
THU 3TOTO 3a00JIEBAHUSI UTPAET B3aMMOJICHCTBAE BUPYCHOTO WH(MUIIMPOBAHMUS,
TCHETHYECKUX (PAKTOPOB M HAPYIICHUS HMMYHHOTO OTBETA.

Brnmstaue renermaeckoro akropa Ha pazsutre CKB monTBepskmaercs snmpe-
MHOJIOTHYECKUMH HCCIIEIOBAHUAMH, IEMOHCTPHPYIOIIUMH YBEIMYCHNE YaCTOTHI
CKB B cembsix 601bHBIX 3THM 3a0o0neBaHneM. boriee Toro, mpu obGcienoBanun
ACHMIITOMHBIX POACTBEHHHKOB 00sbHBIX CKB BBIBIIAIOTCS aHTHHYKIICAPHBIC
AQHTHUTENIA 1 JIOKHOIIOJIOKUTEIBHBIC TeCThI Ha CH(rinc. OCHOBHBIM MEXaHH3MOM
noBpexaeHusa TkaHed npu CKB, mo-sBuaumomy, siBnsercss omiokenue LUK,
XOTS OTIPENICIICHHYIO POJIb MOTYT HIPaTh U APYTHE MEXaHU3MBI, BKIFOUasi aHTH-
TKaHEeBBIE aHTUTENa U 00pa30BaHIEe UMMYHHBIX KOMIUIEKCOB HEMIOCPEICTBEHHO
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B TKaHU. [Tokazano, uto npu CKB uarme, yem B momymnsmuu, Berpedarorcss HLA-
B8, DR2, DR3, a takxe cenexktuBHble B-kiaeTounsle ayutoanTurensl. Yacrora
BCTPEUAEMOCTH Pa3IMYHbIX AHTUTCHOB BapbHPYET B 3aBUCHMOCTH OT TpPYIII
6ospHbIX CKB, NpoXHBaIoOIUX B pa3HBIX pernoHax. Takue pasnuuus 00bsCHs-
I0TCSI 3HAYNTEIHHBIM U3MEHEHNEM TTOMY/ISIIMOHHBIX CBSI3€H, XapaKTepU3YIOIINX
pasJIMYHbIC EBPONEHCKHE 3THOCHI.

3HaueHne ropMoHanbHOTO (hakropa B pazButun CKB mpuBnexano BHUMa-
HHE Y)K€ C CaMOTo Hayajla U3y4eHHs 3TOro 3a00JeBaHMs XOTs OBl IOTOMY, YTO
JICBOYKU OOJICIOT TOpas3mo yaile, 4eM MallbduKH. [1oBBIIIeHHAs dcTpOreHHas
AKTHBHOCTH Y YKEHILUH [TPY BOJIYAHKE U CHU)KEHHE COJIEPIKaHHsI TECTOCTEPOHA
Yy MYX4HH, a TaKKe CpaBHHUTEIBHO Ooyiee BhIcOKas yactora pa3sutus CKB
y GombHBIX ¢ cuHApoMoM KiaitHdenbrepa (HacieacTBEHHBIH THIIOTOHAIN3M)
MOATBEPKIAET MOJIOKEHHE O IMPOTEKTUBHOM POJIM aHAPOTEHOB B OTHOIICHHH
CKB.

W3 dakTopoB okpyxkaromeil cpeasl, CocOOCTBYIOIINX BO3HUKHOBEHHUIO
CKB, ciienyer OTMETHTD YabTpa(uoIeTOBOC 00TyUeHIE, BO3ICHCTBHIE OaKTepH-
aNbHOHN, BUPYCHON MH(EKINH, pa3IMYHbIX JIEKAPCTBEHHBIX MPEapaToB.

Taknm oOpazoM, HecMOTps Ha akTHBHOE M3ydeHne CKB B Tedenue nocnen-
HUX JECATWICTHH, HE BBISBICHO OIPEICICHHOIO areHTa, BHI3BIBAIOLIETO 3TO
3aboNieBaHUe, 1 OCHOBHOM KOHLIETIIMEH OCTAETCSI MOMUATHOJIOTHUYECKAs, KOTAa
n1000# n3 (hakTOPOB MO/ BIMSHUEM HEONATOMPUSTHBIX YCIOBHIA CIOCOOEH CTaTh
MIPUYMHON pa3BUTUA JaHHOW maronoruu (puc. 6.1).

DakTopbl OKpyKatoLei

MNpeapacnonoXxeHHOCTb cpensl
e Cucrema HLA (DR3/2) « Bupycoi
o /IMMyHOperynaTopHble reHbl « BakTepum

* YpoBeHb KoMmniemeHTa o TNekapcTea

o [OPMOHasbHbIN YPOBEHb

AyTOI/IMMyHHbIe peakunn ﬂponyKumﬂ aHTuTen

e [oBblleHHan akTuBauwvA T/B-kneTok o HapyweHve
anonTosa

o HapyLueHHbIN KAMpeHC MMMYHHbIX

KOMMJIeKCOB * MepeKkpecTHble

. HapyLueHVle TONEPAHTHOCTN peaxkunn

Puc. 6.1. Cxema NnprUYnHHO-CNIeACTBEHHOM CBA3M pa3Butma CKB.
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llamozeHe3

MHOTOUYHCIEHHBIMH HCCIENOBAHUSIMH YCTaHOBIIEHO, 4T0 CKB — 310 B OCHOBHOM
MMMYHOKOMIUIEKCHOE 3a00JIeBaHue, IS KOTOPOTO XapakTepHa HEKOHTPOIHpYe-
Masi IPOIyKLus ayToaHTuTel. OOpa3oBaHHbIE MMMYHHbBIE KOMIUIEKCHI OTKJIA/IbI-
BAIOTCSI B PA3JIMUHBIX OpPraHax ¥ CUCTEMax, BBI3bIBAs MAaTOJIOTMYECKHE IIPOLIECCHI
C pa3IMYHBIMH KJIMHUYECKIMH TIPU3HAKAMU OOJIE3HH.

O6pa3zoBaHHbIE IMMYHHBIE KOMIUIEKCHI aKTHBUPYIOT CHCTEMY KOMIIEMEHTA
1 3¢ dEeKTOpHBIC KIETKH, MPOLYIHUPYIOUINE MPOBOCIAINTENBHBIC IIUTOKUHBL.
Cremyet OTMETHTh, YTO UMMYHHBIE cABUTH Y 60nmpHBIX CKB MoryT HabmronaThes
3aJ10JITO JI0 KIIMHWYeCKuX TposiBineHuid. Y 88% mnanuentoB ¢ CKB moBbIieHue
tutpa anturen k JJTHK, AH® ormeuanucs 3a 9,4 rona 10 KITMHHYCCKOH MaHU(e-
craiuu 3aboneBanus. boiee Toro, HECMOTpPsI Ha MIMPOKUH CIIEKTpP ayTOAHTHUTEI
K pa3nmuyHbIM ayroanTureHaM npu CKB, ocobenHo mromyc-HedpuTe, BeIyIiM
B IMMYHOIIATOJIOTHYECKUX U3MEHECHUSX ABIIIETCSI 00pa30BaHUE aHTHUTEN K JIBY-
cuupanshoit JIHK ¢ ¢opmupoBaHneM MMMYHHBIX KOMIUIEKCOB. OTIOXKEHHBIC
UMMYHHBIE KOMIJIEKCHI B CTEHKaX ITIOMEPYJIbl BBI3BIBAIOT B JaJIbHEHIIIEM JIOKAJIb-
HO€ MMMYHHOE BOCIAJICHHE C Pa3MYHON MOP(OIOTHUECKOH U KIMHUYECKON
KapTHHOH Hedpwura.

KnuHuyveckas kapmuHa

Knunangeckas kaptuaa CKB y nereit xapakrepusyercst IMPOKOi BapuadbeabHO-
CTBIO HECHEUU(PUUECKUX CUMIITOMOB, TAKUX KakK: BSUIOCTb, OBICTpasl yToMJIsie-
MOCTB, IEPHOJMYECKHI HEOOOCHOBAHHBIN MOABEM TEMIIEPATYPbl, aHOPEKCHSL, —
1 NIPUCOEANHEHNEM B OoJiee TIO3IHU IepHo/] 3200JICBaHMUS CHIIIM HA KOXKE JIUIA
B (hopme 6abouku. [eOroT 3a00neBaHms y AeTeil MOXKeT HaOMI0AaThCSI B PAa3HOM
Bo3pacte. Yame Bcero 3aboneBaHNe TUArHOCTHPYETCS B MOAPOCTKOBOM BO3-
pacTe, OHAKO, MO JTAHHBIM KaHAJCKUX YYEHBIX, OKOJo 3% o0CiemoBaHHBIX
umi aereit 3abosesanu CKB B Bospacte 110 6 siet, 20% manueHTOB — B BO3pacTe
ot 6 no 10 net, Ha gonto netedt ¢ 11 go 13 ner u ¢ 14 go 18 ner npuxoaunocs
31 n 46% cootBercTBenHO. [Ipn 3TOM nEeBoyek 6bLT0 0KOTI0 80%.

PazButne momnyc-Hedpura y 6omsHpIx CKB Habmonaercs B 60-80% ciry-
yaeB. CieyeT OTMETHTh, YTO KIMHMYECKAas KapTHHA JIOMyc-He(puTa, Kak
B JICTCKOM BO3pacTe, TaK U 'y B3pOCIIBIX, BeCbMa BapruadesibHa M XapaKTepu3yeTcs
Pa3IMuHBIMU IPU3HAKAMH: OT MUHHUMAJIBHBIX IIPOSIBICHUI MOYEBOTO CHHAPOMA
B BHJIE€ MUKPOTE€MaTypHH JI0 pa3BUTHs HeppoTHueckoro cuHapoma. CrekTp
KJIMHIYECKOH KapTUHBI Jiforryc-HedpuTa y 208 HaOIo1aeMbIX JETeH, O JTaHHBIM
J.S.Cameron (1994), npencrasieH B Tadmure 6.1.

Takoe pa3HOOOpaszne KIMHUYECKUX IMPOsBIEHUH Hedpura, O0e3yCIOBHO,
orpeenseTcst MOp(OIOTHIECKUMHU N3MEHEHUSIMH, 0OHAPYKUBAaCMbIMH Y TAITH-
enroB ¢ CKB. Moponoruueckas kiiaccuukaius Jonyc-Hegpura BlepBble
Obuta npencrasieHa B 1975 . BcemupHOH opraHuzanuedl 34paBOOXpaHEHHS.
B nanmpneiimenm (B 1982, 1995 rr.) npoBoauiack KOppeKnus 3Tol Kiaccupuka-
oy, a B 2002 . pabodas rpynma MHTepHAIMOHATBHOTO 00IIecTBa HE()POIOTOB
n O61ecTBa, N3yJaroIIero NaToJIOTHIO MOYeK, CO3/alla HOBYIO YHUBEPCAIBHYIO
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Ta6bnuua 6.1. KnvHuuyeckue npossneHus nonyc-HedpuTa y getei

KnunHunuyeckunin cumnrom KonunuecrtBo peteir, %
Hedpotryeckuin cuHgpom 55
MpoTenHypus (<1 r/m%/cyT.) 43
Makporematypusa 14
Mukporematypus 79
[MneptoHua 40
CHiKeHwve Kny6o4koBon dunbrpaumm (<80 mi/mun/1,73 m?) 50
OlNH 1,4

MoauUIMpoBaHHYIO Kiaccudukanuoo (Tadm. 6.2), kotopas Obuta omobpeHa
K IPUMEHEHUI0 MOp(OIoraMu BO BCEM MHPE.

OnnuM u3 yacteix nposisiennii CKB sBisiercst sputema B obiacTu juna
B ¢opme 0abouku (puc. 6.2, cm. y8. 6Kki.), a Takke (POTOCCHCHOMIH3AIIHS.
Hepenko Ha koxe 60npHbIX CKB MOXXHO yBHIETH KPYITHOIIATHUCTYIO WIIH YPTH-
KapHYIO CHITb, a TAK)KE CETYATOE ¥ BETBUCTOE INBE0. JIMCKONIHBIN THIIEpKepa-
TO3 U aJIOTenHs BCTpeyaroTcs B mojoBuHe cryyaeB CKB.

Jl1s1 mopaskeHuss HEPBHOM CUCTEMBI XapaKTEPHO Pa3BUTHUE HEHPOICUXUYE-
CKMX CUMIITOMOB, BKJIFOUAIOIINX B ce0sl TOJIOBHYIO 0OJIb, IPHUIAAKH, N3MEHEHHE
HacTpoeHus. HapymieHus Icnxukn BapbUpyroT OT yTOMIIIEMOCTH | ACTPECCHU
JIO TSKEJBIX TICHXUYECKUX CHMIITOMOB C Pa3BUTHEM TaJUTIOLMHAIIIH.

Cpenu peBMaToJIOrHYeCKUX CHMIITOMOB 3a00JIeBaHMUS dalle HaOmromaoTces
apTpairuy, apTPONaTHH M MBIIICUHBIE O0JIM, BOZMOXKHO Pa3BUTHE TSDKENBIX
(opM apTpuTOB.

BoBneuenue npyrux opraHoB U CHCTEM MpOSABISETCA B BUJE IeMaTocIuie-
HOMETaJINH, JTUM(aICHOIIaTHH, BOIYaHOUYHOTO TJIEBPHTA, JIIOMYC-THEBMOHUTA,
MIEPUKApIUTA, MUOKAPIHTA.

AnTrhochHOIUITUHBI CHHAPOM C ITOBBIIICHUEM TUTPOB AHTUTEN K KapJHO-
JUNUHY (BOTYAaHOYHBIA aHTUKOATYJISHT) BBIBIAETCS B 65% ciydaeB y manueH-
ToB ¢ CKB. AHTH(OCHOMUINAHBII CHHAPOM SBISETCS HE3aBUCHMBIM (PaKTOPOM
pHUCKa JUIs pa3BUTHS MHKDOAHTHOINATHH B TOYKaX — CUTyaluu, TpeOyromien
crenupuIecKoro JICYCHUs.

JuazHocmuka

Jnarno3 CKB ocHOBaH Ha KIIMHUYECKHUX TPOSBICHUAX 3a00JI€BaHMS B COUETA-
HHUH C CEPONIOTHUECKUMH MapkepaMu O6osie3Hu. [Ipu knaccuyeckoi KIIMHUYEeCKOH
KapTtuHe 3a0oneBanus, Hanumuuu antuten Kk JIHK, AH® B nmuarnoctudyeckom
tutpe nuario3 CKB He BBI3bIBa€T COMHEHHMS, OTHAKO HEPEIKO AeOI0T O0Ie3HH
CMa3aH U BBI3bIBAET TPYAHOCTU B MOCTAHOBKE MArHosa. I'emaroioruyeckue
MIpHU3HAKY 3200JIeBaHUS XapaKTEPU3YIOTCS TEMOIUTHYECKON aHeMHEH, JIeHKoTe-
HHUEH U TPOMOOLUTONICHHEH B COYeTaHHHM C MoBbIeHHONH COD, 00HapyKEHHEM
LE-knetok. Takke 0TMEYaeTCs TOBBIIICHUE KOHIICHTPALKWH HECIEIIH(PUUSCKUX
MapkepoB BocnaneHus: CPb, aucnporenHemust ¢ runepraMMariioOyInHEMHUEH.
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Tabnuua 6.2. Mopdonornyeckas knaccmpukauumsa nionyc-Hedpputa

Mopdonornueckuii
TUN nonyc-Hepputa

XapakTepHble 0c06eHHOCTU

I. MMHUManbHble 13-
MeHeHusA

Mpu cBeTOBOW MUKPOCKONUYM KIy6OU€eK He n3meHeH, npu NOU
TKaHW oTMeyvaeTcA otTnoxeHune VK

IIl. Me3aHrnonponu-
depatuBHbIi MH

Me3zaHrunanbHas nponudepauna pasHo CTeNEHN BbipaKeHHO-
CTU, SKCMAHCKA ME3aHIANbHOMo MaTPUKCa, ¢ oTnoxeHrem UK,

boKanbHoe cy63HAOTeNNANbHOE U CYO3NUTENVANIbHOE OT/IOKE-
Hue VK Ha DU

Ill. ®oKanbHbIN nto-

AKTVBHbI 1 HEAaKTUBHBIN GOKanbHbI (C BoBNeyeHrem <50%

nyc-Hebput KNy©6OUKOB) CErMEHTaPHBbIW, MU rMo6anbHbIN SHAO-, UIIN SKC-
TpakanunnAapHbI MH ¢ pokanbHbIMU NN Cy63H[OTENNANBHBIMA
VMMYHHbIMW Jeno31Tamu, C Me3aHranbHON anbTepauueit nnm
6e3 Hee
111 (A) AKTUBHbIV doKanbHO-NponndepaTuBHbIv M
111 (A/C) AKTMBHbIV pOKasibHO-CKiepoTuyecknii M
1 (Q) HeakTusHbI poKanbHO-cknepoTuyeckuin N

IV. Anddy3Hbin
CermeHTapHbIN Unu
rno6anbHbii N’H

AKTUMBHbBIV 1 HEAKTVBHbIN (C BOBNIeYeHreM >50% Kkny6oukos)
CermeHTapHbIi, rMo6anbHbI SHAO- AW SKCTPaKAaNUANAPHbIA TH
¢ andody3HbIMK Cyb3HAOTENNANBHBIMA UMMYHHbBIMW AeMNo3nTa-

MW, C Me3aHrnanbHou anbrepaumen nnm 6es Hee

IV (A) AKTUBHBIV AnddY3HbIN cermeHTapHbIi nnv rnobanbHbii MM
IV (A/Q) [nddy3HbIN cermeHTapHBbI, Unm rnobanbHbIN NponudepaTns-
HbIW, AN cknepoTtuyeckun NH
V(O Lnddy3HbIN cermeHTapHbIN UK rnobanbHbIN CKNEPOTUYECKUIA
rH
V. MembpaHO3HbI Mmob6anbHoe cyb3nuTennanbHoe OTNOXEHME MMYHHbIX KOM-
nionyc-Hedput NNeKCcoB C Me3aHr1anbHoW anbTepaumnein nnm 6e3 Hee. Moxet

coyetatbea ¢ lll w IV Tnamu nlonyc-HedpuTa

VI. TotanbHbIVi ckne- | 290% rnomepyn CKnepo3npoBaHbI
pOTUYECKMI NonyC-
Hebput

lMpumeyarue: TH - rnomepynoHedput, VK — ummyHHble komnnekcbl, UOU - nmmyHodpnyopec-
LieHTHOe uccnefoBaHue.

st *MMYHOJIOTHYECKHUX C/IBUTOB XapaKTEPHBI TOBBIIICHHE TUTPOB aHTHTEIN
k asycnupansHoit [ITHK, anTHHYKIeapHOTO (haKTOpa, THIIOKOMILIEMEHTEMHUS
(C3 u C4), aTHTENA K KAPAUOIHUIMHY W BOTYAHOYHBIA aHTHKOATYISHT. B psme
ciydaeB Hapsny ¢ antutenamu k JJHK nosermaercs tutp AHLIA, uto B mocie-
IyrorieM MoxeT 3aTpyaHaTh quarnoctuky CKB. C nenplo ontuMu3anuu amua-
rHoctukn CKB amepukaHckoe peBMaTrojlorTH4ecKoe OOIIECTBO OINPENETHIIO0
BeAyllMe KIMHUYECKUE U JIAOOPAaTOpHBIE AMArHOCTUYECKHE KPUTEPHUH 3TOTO
3abonesanus (puc. 6.3). L moctanoBku muarno3a CKB HeoOxomumo Hannyme
MUHUMYM 4 KpUTEPHUECB.

CucteMHan KpacHaa BoNyaHKa 269

= dputema (CUMNTOM «6a6OUKI»)
= lInckoBmaHas Cbinb

= DoToceHcMbUNM3auma

= 13BE€HHDbIN CTOMATUT

= ApTpuTbl
= Cepo3uThbl nNespuTHI
| nepukapanTbl
= Hepput npotenHypus (>0,5 r/c)

remaTypus

= HeBponoruyeckme paccTponcTea npunagku
| MCUXO3bl
= [emaTonorn4yeckme N3MeHeHms reMonuUTMYecKas aHemMus
nenkoneHuns
numooneHus
TpombounToneHus

- I/ImmyHonorw-lecxme N3MeHeHunA MOBbILIEHNE TUTPA aHTUTEN

K aBycnupanbHon JHK
aHTUHYKNeapHblii GakTop
aHTUTeNa K KapanonunuHy
BOJTYAHOUHbBIV aHTUKOATYNAHT

Puc. 6.3. InarHoctnueckne kputepumn CKB.

JugdeperyuanbHas ouazHocmuka

JuddepeHunansHas AMarHoCTHKA JIIOMYC-HE(PPUTA TPOBOJHUTCS MPEXKIIE BCETO
¢ mepBUYHO-XpoHHYeckuM ['H, mockonbKy Hepenku ciiydau, Korja eIMHCTBEeH-
HeIM rnposiBiienueM CKB sBisiercst momyc-HedpuT. JleBoukam npu JuarHo-
ctuke I'H HeoO6xoanMo IpoBoANT HMMYyHOJIOTHYECKOe oOcnenoBanue. Hamiune
AHIIA TpeOyet mpoBeneHus TudPepeHIHaTbHON JMaTHOCTHKH ¢ HeppUTAMHI
npu rpanyrnemaro3e Berenepa, MITA. OxoHUaTeNbHBIA THArHO3 MOXET OBITH
HIOCTaBJIEH [1OCIJIE THCTOIOTHYECKOTO U HMMYHO(IIYOpPECLIEHTHOTO HCCIIE0BAHMS
HedpoOHonTara.

JleyeHue

[MopaskeHue MOYEK SBISETCS ONHUM M3 CAMBIX YaCTHIX TSHKEIBIX MPOSBICHUHA
CKB u nmoka3anueM /sl Ha3HaYeHHs akTuBHOTO JiedeHus. [Ipu BeiOope meToma
Tepanuu PyKOBOACTBYIOTCS TPEMSI OCHOBHBIMU KPUTEPHUSIMU:

* xiIMHUYecKkor popmoii 'H;

* THUCTOJIOTMUYECKOM KapTUHON MOYEK;

* CEepOJIOTMYECKUMU NPU3HAKAMH BOITYAHKH.

Tepanuss CKB ckianpiBaeTcsi U3 MHAYKLIMOHHOM W MOAJEpKUBAIOLIEH
(Tabm. 6.3, 6.4).
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Ta6bnuua 6.3. HgyKumnoHHas Tepanus nonyc-Hedputa

Mpenapar Pexxum posnpoBaHus
MeTtunnpegHn3onoH (BHYTPMBEHHO) 600-1000 mr/m2 (Makcumym 1 1)
nynbc N3
MpenHuM30noH (per os) 1-2 mr/Kr/cyT. (Makcumym 60-80 mr/cyT.)
Lnknodocdamnp (BHyTprBEHHO)* MpennoutuTensHO B BUAE Nynbc-Tepanun

B TeueHune 6 mec. 500-1000 mr/m?2
Mpu oueHb TAXKeNbIX popmax M'H c noTepen GpyHKLMN Nouek

Mnasmadepes ExxeqHeBHO 5-10 aHen

Putykcumab MpoTokon cm. B TeKcTe

* Mpy MeHee TAXeNbIX GoOpMax BO3MOXKHO UCMONb30BaHNE a3aTUONpPUHA MK MUKodeHonaTa
mModeTuna.

Tabnuua 6.4. MNogaepxuBatolas Tepanus nonyc-HedppurTa

Mpenapar Pexxum gosnpoBaHus

MpenHW30n0H (per os) 10-15 Mr no ansTepHupyioLLen cxeme nnbo
exefHeBHO

A3aTnonpuH (per os) 2,0-2,5 mr/Kr exeiHEBHO

MwukodeHonata modpetun unm mmnkodpeHo- | Craptosas go3sa 500 mr/cyT. (360 mr/cyT.),

nosas Kucniora* Makcumym 30 Mr/Kr/cyT. (2 r MakcMmanb-
Ho - 1,44 r/cyT.)

LinknocnopuH A 2,5-3,0 Mr/Kr/cyT.

* ﬂO3I/IpOBKI/I MI/IKOd)eHOJ’IOBOVI KUCNOTbl NpuBeaeHbl B CKOOKax.

OCHOBHBIM TeparneBTHUeCKUM KommoHeHToM B jeueHuu CKB sBnsercs
CTepouHas Tepanus. B pse cirygaes mpu JIETKOM TeYeHUH HePpUTa, XOPOIIeM
7 OBICTPOM OTBETE Ha MPOBOAMMOE JICUCHUE CTEPOUTHON TEPAITUH OKa3bIBACTCS
nocratouHo. OgHaxo gamie mpu eaeHun CKB ncnoip3yercs coueTaHHas Tepa-
rmust ['KC u nutocrarukamu. M3 uMerommxcs B HaCTOSIIIEe BPeMs IperapaToB
Hanbosee 3P PEeKTUBHBIM CUMTACTCS UCIONIb30BaHKUE HUKIOpochamua, KOTo-
pBIli MOXKET OBITH Ha3HAUCH KaK B BUJC MH(Y3HMOHHOHN TEpamuu, TaK U B BHJC
epopaibHOTo npreMa. [Ipu Tsoxensix popmax monyc-uedpura ¢ [TH ucmomns-
3y10T ra3Magepes. OHaKO TepaneBTHYecKas IICHHOCTh ATOTO METO]a OKOHYa-
TEJNBHO HE MOATBEP)KICHA B KOHTPOJIHPYEMBIX HCCIEHOBAaHHUAX. B mocnemHue
roasl B nedennn CKB aktuBHO mpumenstoTcs: anturena k CD20 — mpemnapar
putykcumal. Putykcumal BBOAAT BHYTPHBEHHO B 03¢ 750 Mr/mM? (MakcuMaib-
Has no3a 1 r) ¢ 1-ro mo 15-i nens sneuenus. [lepes BBeJcHUEM pUTYKCHMada
PEKOMEHTyeTCs BHIITOIHUTE BHYTPUBEHHYIO HHBEKINIO 100 M METHITIpeIHU-
30m0Ha. JledeHne puUTyKCHMaObOM BO3MOKHO COUETATh C Ha3HAUCHHEM ITHKIIO-
(docdamuna, gyepenys BHYTPHBEHHOE BBEACHHE BYX IIPEMapaToB Uepe3 JICHb,
IpH 3TOM 1033 HuKnodochamMuga cHmkaercsa 10 375 mr/m2. Mcnons3oBanue
MmuKkodeHonara ModeTnina (MM MUKO(QEHOIOBON KHCIOTHI) WM a3aTHOIPHHA
B MHIYKIIMOHHOH TEPAIui BO3MOXKHO NP MEHEe TsKENbIX popmax ['H.
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IMonneprxuBaromtas Tepamnust (Tadin. 6.4) 3aKiIro4aeTcs B IPOAODKCHUH TIPH-
ema ['KC B 6osee HM3KHX [103aX €KETHEBHO HJIH IO albTEPHHUPYIONICH cXxeme
100 B €XEITHEBHOM MpHeMe a3aTHoNpHHa B go3e 2,0—2,5 Mr/kr. A3aTHOnpuH
MOYKHO 3aMEHUTh MUKO(EHOIaTaMu B cTapToBOii 103¢ 500 mr/cyT. (360 Mr/cyT.)
C MaKCUMAJIbHOU 1030# 30 MI/KI/CyT.

Ffemopparnyeckuin Backynut

O.K.Ilempocan

I'emopparmdeckuii Backynaut, win IgA-Backynut, niu mypiypa lllennefina—
I'enoxa, BnepBbie onucan B.I'ebepaenom B 1801 r, a coueranue myprypbl
u aprputa — ML.JI.I1lenneiinom B 1837 . B.X.I'eHox B 1874 r. uccnenosan ractpo-
WHTECTHHAJILHBIE U TIOYEHYHBIE IPOSIBICHNUS TIPH Iy pIType.

I'eMopparuueckuii BaCKyJIUT — CaMblIil paclipOCTPaHEHHBIN BaCKYJINT B JIET-
ckoM Bo3pacTe. Yactora ero BcTpedaeMocTH koiebmercs ot 3,5 mo 18,0 ma
100 000 pereii.

Smuonoaus

I'emopparuuecknii BaCKy/nuT — MOJIMITHOJIOTHYECKOE 3a00ieBaHNe, KOTOPOE
pa3BUBacTCsA Ha MOYBE OAKTEPHATBHBIX U BHPYCHBIX MH(CKIHHA. YCTaHOBIICHA
accoruanys 3a0oneBaHus ¢ BUPYCHBIM rematutoM B u C, muroMeraaoBupyc-
Hoi nHpexunei, napsosupycom B19, BUU-nrdeknneit, kokcaku-supycom B,
caJbMOHEIIe30M, MUKoIuIa3Moi, Helicobacter pylori, Campylobacter jejuni,
TyOepKysIe30M.

BwMmecte ¢ TeM BONpOC O CTPENTOKOKKOBOH 3THOJOTMH T'€éMOpParmyecKoro
BaCKYJIUTa OCTacTCs CIIOpPHBIM. YacToTa BBICEBa CTPENTOKOKKA Y OOJBHBIX
TeMOPpPAarmYeCKAM BAaCKYIIUTOM, a TAaKKe HAUYHE aHTUTEN K CTPEHTOKOKKY
B KPOBH OONIBHBIX M HApaCTaHUE UX TUTPA B TMHAMHUKE IIPEIIONIaTaloT ero Hero-
CpENICTBEHHOE yJacTHE B KauyecTBe aHTHreHa B oOpaszoBanuu [[K. Oxnako nou-
CKHU cneuud)nqecxoro AHTUICHA HC MPUBEIIU K MOJIOXKUTCIBHBIM PE3YyJibTaTaM,
HECMOTPsI Ha TO YTO HEKOTOPBIE MCCIIEIOBATEIH MOIYYHIN U3 KPOBHU U 3JIEMEH-
TOB Iy PITYPHI OONBEHBIX YUCTHIEC KYJIBTYPHI Pa3THYHBIX MHKPOOOB: CTPENTOKOKKA,
cTa(pUIOKOKKA, THEBMOKOKKA U JIp.

HecoMHeHHa CBSI3b TEMOPPAarUIECKOTO BaCKYJIUTA C JIEKAPCTBEHHOH, MHUTIIe-
BOU U XOJIOJOBOM aJuieprueil, ykycaMu HaceKoMbIX. du3ndeckast 1 cuxudeckas
TpaBMa, IIepeoXJIax/JIeHIe, HHCOJSIMS PACCMaTPUBAIOTCS KaK HecTienu(pUIecKue
BO3JICHCTBHSA, CITOCOOCTBYIONINE BOZHUKHOBEHHUIO OOJIC3HHU.

lamoezenes

B Hacrosimee BpeMmsi 10Ka3aHa MMMYHOKOMIUIEKCHASI IPUPOJia 3a00IE€BaHUS —
B MHUKPOCOCYZIaX Pa3BUBAETCSl «aCENTHYECKOE BOCIAIEHHE» C NECTPYKIHEH
CTEHOK, TPOMOMPOBAaHUEM M IOSBICHHEM IypITypbl Pa3IMYHON JIOKAIN3AUU
BenezncTBue nospexaaromero aeifcrsus UK 1 akTHBUPOBaHHBIX KOMIIOHEHTOB
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cHCTeMbI KoMIuIeMeHTa. OO 3TOM CBHIETENILCTBYET HAJTHIHE B CTEHKAX COCYIOB
OTIIOKEeHHH, conepxamux IgA, B menpmei crenenu IgM u IgG, a Taxxke C3.
[Ipupona u pons IgA npu 6oe3nn Llenneitna—I enoxa 1o cux mop odcyxaaercs.
B Hacrosiee BpeMsi U3BECTHO, 4TO npu IgA-HedponaTun B Me3aHTHaIbHOM
MaTpHUKCe OTKIajbIBaeTCs u30TuM IgA — IgAl ¢ HapylIeHHBIM INIMKOIU3UPO-
BaHueM. CuuTaercs, 4TO U3MEHEHHOE DIMKOIM3MpoBaHUe IgA mpenoxpaHseT
conepxkamue ero LUK oT ux knupeHca peTUKYI03HAOTENNAIBHON CUCTEMOM,
YTO CIIOCOOCTBYET OTIIOKEHHUIO ITOCIETHUX Ha CTEHKAX COCY/IOB.

Bricka3siBanock MHEHHE, 4TO IgA MOXET BBICTYIHTh KaK aHTHUIEH, HO 3Ta
THITOTe3a He MOATBepAMIach. YacTora MyKo3aJibHOI MH(EKLIUH B HaYalle U Ipu
peuuanBax OOJE3HU Ipenrojaraia pojb CeKpeTopHoro IgA B martorenese
TeEMOPPAaruieckoro BacKyluTa, HO €ro MPUCYTCTBHE B MOPAKEHHBIX Yy4aCTKaX
HE BBISABIICHO. IgA B KauecTBE aHTHTENA BCTPEYACTCSA B PA3IMYHBIX KOMITICK-
cax. B nmurepatype onmcansl cirydan ooHapyxeHus [gA-anTrdoChOTUITHAHBIX
Y aHTHUKApAMOJIMITUIHBIX aHTHTEN Y OOJBHBIX TEMOPPArHueCKHM BaCKYJIUTOM.
B nocnennue roapl 6oinbiioe BHUMaHKe yaensercs takxke ponn AHI[A, otHo-
camuxcsl K knaccy IgA, B MOBpEXIEHUN SHAOTEIUANBHBIX KJIETOK, TaK Kak
CUUTAETCA, YTO UX YPOBEHb KOPPEIUPYET C AKTUBHOCTBIO U TSKECTBIO BACKY-
muta. BMmecte ¢ Tem HekoTopele aBTOphI nonaratot, uto AHIIA He aBnstoTcs
Ba)KHBIM cepoJiormdeckuM MapkepoM Ooseznu llenneitna—I enoxa. B pesynbrare
B3aWMOJICHCTBHUS IMMYHHBIX KOMIUTIEKCOB ¢ B-mumdonutamu yepes C3 peren-
TOPBI YMEHBIIIAETCsI KONUYECTBO B-KiIeTok B KpoBU. BhIpakeHHOE CHIDKEHHE
T-nmumdonuToB oTMEUaeTcs IpH TSHKENBIX (OpMax TreMopparHdeckoro BacKy-
JvTa.

BrisiBinenue runepnponykuuu IgA, IgA-copepxanx UK ¢ nocneayromumm
WX OTIIOKEHHEM B CTEHKE cocynoB npu Oone3nu Lllenneiina—I eHoxa, Takke Kak
y GonbHBIX ¢ IgA-Hedponaruel, nmpeanonaraeT eANHbBIH UMMYHOIIATOIIOTHYE-
CKHI MEXaHU3M B OCHOBE JIaHHBIX 3a00eBanuii. Jloka3aTeabCTBOM 3TOMY MOTYT
CIIy’)KUTb OIMCaHHBIE B TUTEPATYpE CIIy4au BOSHUKHOBEHUS TeMOPParu4eckoro
BacKynuTa u/nnm IgA-aHedponarun y oxHOro G0JIFHOTO MIIH Yy POIICTBEHHHUKOB.

Knaccugpukayus

B nacrosimee Bpemst 6one3ns [lenneitna—l eHoXa OTHOCUTCS K MUKPOBACKYIIH-
TaMm, Xxapakrepusyroimumcs oopazoBanueM LINK, conepxamux IgA. Ita ocoden-
HOCTb oOecriednia 3a001eBaHHI0 0c000€ MECTO B PSIy THIIEPUYBCTBUTEIBHBIX
MHKDPOBACKYJIUTOB B KITaCCH()MKAIINN CUCTEMHBIX BACKYJIHTOB.

KnuHuyveckaa kapmuHa

Kooicnwtit cunopom. J1nst KOKHOTO CHHAPOMA XapaKTepHO HATMYUE TeMOpparuit
Ha KOHEYHOCTAX (0COOEHHO Ha HOTax), ArOJHIAX; OHU TOYTH BCETrla CUMMe-
TPUYHBI, HEPEAKO COMPOBOXKAAIOTCS 3YIOM U MapecTe3usiMU. TUIBI KOXKHBIX
MMOpaKEHUH BeChMa pa3HOOOpa3HBL: OT HEOONBIION ITypPIyPHI B BHIIEC KPOBOH3-
TUSTHAN, He NCUYE3ar0IINX TP HAaJaBIUBAHHUH, PACIIONATAOIINXCS Ha dpUTEMa-
TO3HO-MaKyJe3HOM (hOHE, WHOTJa B COYETAHWHU C YPTHKAPHBIMH BOJIBIPSMH,
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OyJutaMu, aHTHOHEBPOTHYECKUAM OTEKOM, 110 Au(y3HOH IPUTEMBI C I3BEHHO-
HEKPOTHYECKUMH U3MEHEHUAMH (pHc. 6.4, cm. y8. 8K1L.).

Cycmaegnoii cunopom. IlopaxxeHne CyCTaBoOB SIBJISETCS BTOPHIM TI0 YaCTOTe
BCTPEYAEMOCTHU CUMIITOMOM, XapaKTCPHBIM JJId rEeMOpparn4cCKoro BaCKyJjiuTra,
rocje KOXHBIX M3MeHeHnH. [lopakeHne CycTaBoOB KIMHMYECKH IPOSIBIISIETCS
0oJIIMH B HUX, IEPUAPTUKYISIPHBIM OTEKOM, O0JIE3HEHHOCTBIO TIPH NaJIbITAIHH.
Yarmne Bcero mopakatoTcsi TOIICHOCTOITHBIE CYCTaBBI, PeKe — KOJICHHEIE, JIOKTe-
BbI€, CyCTaBbl KHCTH M TaJbIEB. Y OONBHBIX FeMOPPardideCKUM BaCKYIHTOM
M3MEHSIOTCS Cpa3y HECKOJIbKO CyCTaBOB, MHOIZA Oe3 ONpeesieHHON CHCTEMbI
U TOCJIEOBaTeIbHOCTH. B psje ciydyaeB cycTaBHOE NMOpaKEHUE XapaKTepH-
3yeTCsl CTOMKOCTBIO M YIOPCTBOM U HallOMWHAET PEBMATOUIAHBIN ITOJHAPTPHT.

Aboomunansuslii cunopom. Y 2/3 OONBHBIX OTMEUYaeTCs aOIOMHHAIBHBIN
CHHIPOM: KOJIMKOOOpa3HEbIe OOJH B JKUBOTE, KOTOPBIE MOTYT OBITh OUY€Hb CHIIb-
HBIMH, COIIPOBOXKIATHCS PBOTOM, MHOTAA C IPUMECHIO KPOBH; HEPEIKO OTMeda-
eTCsl MeJIeHa WJIH ajiast KpOBb B CTyJIe («MaJMHOBOE Xkeley). OHaKo Yalie BCEero
MIPOSIBIIEHHS a0IOMHHAIBHOTO CHH/IPOMa OrpaHHYMBaIOTCS (PyHKIMOHAIBHBIMU
HapylmeHWsIMHU: Auapeeld Wwin 3armopamu. MHorna aGnoMHHAIBHBIA CHHIPOM
MIPE/IIECTBYET KOXKHBIM U3MEHECHUSIM.

Iloueunwiii cundopom. OMTHIM U3 BaXHBIX TPOSBICHUN TEMOPPAarHdecKoro
BaCKyJIUTa, ONPEIEISIONNM €T0 TSHKECTh W MPOTHO3, SBISETCA MOpakeHHe
noyek. Yacrora MOpaXXCHUA IMOYCK, MO JAHHBIM Pa3HBIX aBTOPOB, COCTABJIACT
20—-80%. IToueuHbIii CHHIPOM OOBIYHO pa3BHBaeTCs uepe3 1—4 Hea. OT Havana
3a0oJieBaHus, MHOT/IA B OoJiee TIO3IHUE CPOKH. B psizie ciryuaeB OH MOXeET OBITh
TIEPBBIM TIPOSIBICHUEM I'€MOPpParuueckoro Backyiaurta. Ha cerognsimnuii neHs
MMOYECYHBII CHHAPOM paclieHnBaeTcs kak [ H, mporekaromuii 0cTpo MK XPOHH-
YEeCKH ¢ MHUKPO- WIH MaKporeMaTypuel, IpPOTeHHypHeH, BIIOTh 10 Pa3BUTHSA
HedpoTHyeckoro cuuapoma. Hedput, pa3BuBaromuiicss mpu reMopparayeckoM
BACKYJIUTC, HA3bIBACTCA KallUJIAPOTOKCUYCCKUM. le/l HMMYHOTUCTOXUMHNYEC-
CKOM HCCIIEJOBAaHHM OTMEYAETCsl OTJIO)KEHHE MUMMYHHBIX KOMILUIEKCOB, COZEp-
kanmx IgA, takum o6paszom, ['H npu reMopparndeckoM BacKyJIUTE OTHOCUTCS
K IgA-Hedpomatusam. Xapakrep KIMHHYSCKUX MPOSBICHUA 3aBUCUT OT BBIpa-
KEHHOCTH MOP(OIIOTHIECKUX N3MEHEHHUH B TKaHH Mo4eK. Tak, mpu MUHIMAJIb-
HBIX TMCTOJIOTHYECKUX U3MEHEHUSIX B KIIMHUYECKOH KapTUHEC OTMEUACTCA anb6y-
MHUHYpHsI B COYETaHUU ¢ MUKporemarypuei. Hepporudeckuii cHHAPOM MOXeET
BCTPEYATHCS IIPU BBIPAYKEHHON Me3aHTHaIbHOH Iponudepainu, ¢ o0pazoBaHueM
noyayHui (Tadm. 6.5).

JuazHocmuka

Jnarnocruka Hedpura mpu 6one3nu lllenneiina—I eHoxa He BBI3BIBACT TPYIHO-
cTelt pu KJIacCUYeCcKoM ero pazputud. OpHako B ciydasx, korga ['H sensercs
NEPBBIM KINMHUYECKMM CHMIITOMOM 3a00JI€BaHMsI, pacCMaTpyuBarh MOpakeHHe
MIOYEK B paMKaxX CHCTEMHOTO 3a00JieBaHus CI0KHO. Crienn(puuecKiM HMMYHO-
JormueckuM MapkepoMm IgA-Hedpomnarum susiercs moseimmenue tutpa LUK,
comepxanx [gA, oqHAaKO YyBCTBUTENFHOCTh JAHHOTO MapKepa, IO JaHHBIM
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Tabnuua 6.5. Mopdonornyeckasa knaccudmrkauma Hedputa LeHnennHa-TeHoxa

Knacc Mopdonornyeckasa KapTuHa
| MuHUManbHble U3MEHeHUA

I BbipaxeHHan me3aHrnanbHas nponndepauua 6e3 nonynyHuin

1] MezaHrnonponudepatnsHbii 'H ¢ nonynyHmammn <50%:

+ llla — dokanbHo;

+ lllb — gnody3sHo

v MesaHrnonponundepatmsHbiii 'H ¢ nonynyHmammn 50-75%:

+ IVa - ¢pokanbHo;

+ Vb - andodysHo

\Y MesaHrnonponudepatnsHbii 'H ¢ nonynyHuammn >75%:

+ Va - dokanbHo;

« Vb - guddysHo

Vi MembpaHonponndepatnsHbINi (Me3aHrmokanunapHbii) M'H

JUTEpaTypshl, cocTapisieT Bcero S50—60%. Y HEeKOTOPBIX MalMEHTOB MOTYT ITOBBI-
[IaThCSl TATPBI AHTHHEHTPOPUIBHBIX aHTUTE, cofepkaiux [gA. I1pu BeipaxeH-
HOW aKTHBHOCTH 3200JICBAHUS OTMEYACTCS yMEPEHHAs aHEeMUsI, TPOMOOIIATOIIE-
HUS, BO3MOXEH JieiKouuTo3 1 yBenuuenue COD.

HugpeperyuanbHas duazHocmuka

[Ipy HaTMYUM TUIMIUYHBIX KIMHUYECKUX MIPU3HAKOB IHATHOCTHKA HE BBI3BIBACT
3arpynHenuit. Jluddepennmansuyto nuarnoctuky nposonsat ¢ CKB, nepuapre-
puHuTOM, HH(EKIIMOHHBIM 3HAOKapANTOM, noctuHdekunoHHsM I'H 1 sccennn-
AIBHOW KPHOUMMYHOTTIOOYITHHEMHUECH.

JleyeHue

TakTuka BeneHns: OOJBHOTO KaIMILISIPOTOKCUYECKAM HE()PUTOM ONpeessieTcs
KIIMHUKO-MOP(]OoJIornieckuMu Mapkepamu 3a0boneBanus. B psine ciryuaes, koraa
I'H nposBnsieTcds MUHUMaJIBHBIM MOYEBBIM CHHAPOMOM B BHUJE MUKPOIPOTEU-
HYPHH U MUKPOTEMAaTypuH, JIEIEHHE MOXKET OBITh TOJIBKO CHMIITOMATHUECKHIM.
[Ipu pa3Butnm Oosee TSHKENBIX M3MEHEHUH HCIONb3yeTCsl HMMYHOCYTIPECCHB-
Has Tepanus B COYETAHUM C AaHTUKOATYISIHTHOM M aHTUArperaHTHOM Tepamnuei.
Hcnonp3oBanue mnasmadepesa npu KanwuULSIPOTOKCHYECKOM HedpHuTe omnpas-
JIAHHO TIPH TSOKEJBIX (hopMax HedpHTa, a UMEHHO — MPH OBICTPOIpOrpeccupy-
IOIIEM TEUCHHH.

Cxewmsl steuennst ['H B 3aBucuMoctu ot Mopdoiaorndyeckoit popmsl mpea-
CTaBJIEHEI B Ta0IHIE 6.6.
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Ta6bnuua 6.6. JleueHue HedpuTa Npy remopparnyeckom BacKyuTe

Mopdonornueckaa/kKnnHnyeckas

KapTuHa HeppuTa Neuenne
Inll AHTMarperaHTbl
Illa Crepounpbl + aHTMarperaHTbl + aHTUKoary-
NAHTDI
b MeTunnpenHU30M0H + YpOKMHa3a (nynbc-

Tepanus) + CTepouabl + aHTUarperaHTbl +
aHTukoarynaHtbl (MYC)

IVa, IVb MYC + unknopocdammg (MYLIC)
Va, Vb myuc
\ MmyucC

BoicTponporpeccnpyowmin Hepputuye- | MYLIC ¢ nnasmadepesom
CKWI CUHAPOM

HedpoTtuueckuii cuigpom

MYC nnun MYLIC B 3aBUCMOCTY OT MOPdO-
norunyeckon KaptTuHbl (cm. IgA-Hedponatuio)

lpaHynemaTo3HbIN NOANAHIUNT
O.K.Ilempocan

I'panynemarosnsiii nomanruut (I'TIA) (rpanynemaro3 Berenepa) — ruranro-
KJICTOYHBII IpaHyIeMaTO3HO-HEKPOTUICCKHI CUCTEMHBII BAaCKYJIUT, JEOKOTHPY-
0L ¢ U30MPATEIBHOTO OPAYKEHHS BEPXHUX M HIKHHUX IbIXAaTEIbHBIX MyTel
U JIETKHX, C IIOCIICAYIOLINM BOBJICUCHHEM I10YEK.

Brepssie I'TIA obu1 onrican B 1931 . H.Klinger. F.Wegener (1936, 1939 1)
BBIJICIIHII 3200JICBAHNE KaK CAaMOCTOSTEIbHBIN CUHAPOM, a B 1954 . G.Godman
u J.Churg copmynarpoBamm COBpeMEHHBIC KIMHHUKO-MOP(HOIOTHUCCKUEC KPH-
TEpUH JMArHo3a C XapaKTepHOW TpUanod MPH3HAKOB: 1) HEKPOTH3UPYIOLIUHA
TpaHyJIEMaTO3HBII BaCKYJIUT BEPXHUX ObIXaTeNbHBIX myTeit; 2) ['H; 3) cucrem-
HBIA HEKPOTH3UPYIOIIMHA BaCKYIIUT C MOPaKEHHEM apTephil MEIKOTO KaanbOpa
W BEHO3HOTO pyclia.

Kox mo MKB-10: N08.5%-M31.3 I'lmomepyinsipHble TOPaXXEHUsI [TPU CUCTEM-
HBIX OOJIE3HSIX COCIMHUTEIBHON TKaHH.

Smuonozua

Ornonorus I'TIA, Takke Kak H IpyTrHX BaCKyJIUTOB, HAXOIUTCS B CTAINU U3yde-
Hus. OHAKO cpeu SK30TeHHBIX (PaKTOPOB, CIIOCOOHBIX BBI3BATh I TIA, MoryT
paccMmaTpuBaThcs Kak cTaHUIOKOKK, TaK U TSDKEIIbIE METaJUIbL.

Snudemuonozus

B nerckom Bo3pacte I'TIA HabmomaeTcst JocTaTogHO peako. Tak, 3a mocieqHee
necstmnerne B CIIIA BersBneno Becero 40 mereit ¢ XITH, pasBusmieiics Ha GpoHe
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T'TIA. ITo maHHBIM OJTHOTO SITHIEMHOJIOTHYCCKOTO HCCIIEI0BAaHMS, MaKCHMAaJIbHAs
BCTPEYaeMOCTh JaHHOTO 3a0oeBaHus orMedeHa B CesepHoii EBpore. [To mpy-
ruM JaHaeiM, B HoBoit 3enananu BeisiBasieMocTsb I TIA — 152 yenoBeka Ha 1 MiIH
HACEJICHUS, YTO SKBUBAJICHTHO PaclpoCTpaHEHHOCTH martoioruu B CeBepHOI
Espore.

lamozeHe3

I'TIA — omHa u3 popM CHCTEMHBIX BaCKYJIUTOB, accOIUMpoBaHHBIX ¢ AHIIA
(AHIIA-acconMupOBaHHbIN BACKY/IHT). DTO MyasTH(aKTOpHaabHOE 3aboiie-
BaHMe, Xapakrepusylonieecs HannyueM crenupuuecknx AHITA k mpoTenHKu-
Haze-3 (PR3). UmmyHonoruueckas cocrapisitonias naroreie3a ['TIA Bkirouaet
00pa3zoBaHUE aHTHUTEN K aKTUBHBIM HEHTpo(miIaM, KOTOpBIE IKCIIPECCUPYIOT
Ha CBOEU MOBEPXHOCTH MPOTEHHKWHA3y-3. DTO B3aMMOJCHCTBHAE MPOMCXOTUT
nox koHTposneM Fc-y-penientopos Ila HHTErpUHOB Ha OBEPXHOCTH SHIOTENH-
anbHbIX Ki1eToK. AHLIA criocoOGCTBYIOT GrKkcanuy HUPKYIUPYIOMINX HEHTpodu-
JIOB Ha MOBEPXHOCTH 3HA0TeNnus. HeWTpoduibl 1 MOHOLIUTHI, aKTUBUPOBAaHHBIC
AHIIA, skcripeccupytoT NpoOBOCHAIUTENbHbIE IUTOKUHBI, Takue kak GHO«
u NJI-8.

KnuHuyveckaa kapmuHa

JaHHOoe 3a001eBaHIe BeCbMa PeKO HAOIIONAETCs B IETCKOM BO3PAcTe, OHAKO
otnenbHble ciyyan aebtora ['TIA y nereit paHHero Bo3pacra Bce yKe BCTpeda-
totcst. OO1IMe NposIBIICHNS JAHHOTO 3a00JIeBaHus: JINXOpaKa, o0mas ciaadocTb,
MOXy/IaHKE, apPTPAITHN W/WIK MUAITHHI, PEKE apTPHUTEHI.

[TopaxkeHue BEpXHMX IbIXaTeNBHBIX MyTeH HaOmomaercst y 90% OGonpHBIX
1 XapaKTepu3yeTcs PUHUTOM C SI3BEHHO-HEKPOTHYECKUMH M3MEHEHUSIMH CITH-
3UCTOH 00OJOYKH NMPHUIATOYHBIX Ma3yX, TOPTaHH, Tpaxeu (YHOPHBIA HACMOPK
C CEPO3HO-CYKPOBHYHBIMH BBIIEIICHUSMH, OOJIH B 00JaCTH IIPUIATOYHBIX ITa3yX
HOCa, HOCOBBIE KPOBOTEUEHHMSI, BOBMOXKHA nepdopanusi HOCOBOH MEPErOPOAKH,
Jedopmaius Hoca 110 TUITY CEAJIOBUIHOMN, CepO3HO-THOWHBIIN CPEAHUH OTHT).

Boeneuenune nerkux HaOmomaercs Oonee deMm y 80% OONBHBIX (Kamienb
C THOMHO-CYKPOBHUYHOW MOKPOTOM, KPOBOXapKaHbE, MHEBMOHUM CO CKJIOHHO-
CTBIO K pacraay U 00pa30BaHHIO MOJOCTEH B Jerkux). Y 1/3 OOnbHBIX peHTre-
HOJIOTHYECKHE ITPU3HAKH TTOPAKEHUS JIETKUX MOTYT BBISBISITHCS B OTCYTCTBHE
KJIIMHAYECKUX MPOSBICHUH JIETOUHOM maTojoruu (puc. 6.5).

[TopakeHue nouex B AETCKOM BO3PACTE, 110 Pa3HBIM OIIEHKaM, HaOIIoaeTcs
B 10-100% cmywaes. Y 2/3 6oxpuberx I'H npu I'TIA mprobperaer GsicTpompo-
rpeccupylolee TeYEHUE CO 3HAYMTENbHOUW NMpOoTeMHypueH, remarypueit, ITH
C YpEMHUEH U TUIepTEH3UEN.

SI3BEeHHO-HEKPOTHYECKHUE TOPAKEHHS KOXKH BBIIBISIIOTCS Y 15-25% G0nbHBIX
nereil. ChIllb HOCHUT MOJMMOPQHBIA XapakTep, MOXKET ObITh HOAYJISIPHOH, BE3H-
KYyJISIPHOM WITH TTAITyJIe3HOM.

[NonmmapTpanruu 1 MUAITHN HAOMIOAAIOTCS Y OONBIIMHCTBA AETeH, 0COOEHHO
B pasrap 3a0osieBaHUs. APTPUTHI BBIABIAIOTCS PEXE.
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Puc. 6.5. PeHtreHorpamma 11-neTHen AeBoUKM C rpaHynemaTto3om BereHepa.

I'maza mopaxarorcsi B 15% ciydaeB, pa3BUBaeTCsl SMUCKIEPUT, IEPUOPOH-
TaNbHas TpaHyjIeMa ¢ SK30()TalbMOM W MOTepeil 3peHUs BCICACTBHE HILIEMUH
3pUTENbHOroO HepBa. Y 15% mnanneHToB B MaTOJOTHUECKUNA MPOLIECC BOBIEKAETCS
nepudepudeckas HepBHas cucTeMa (C pa3BUTHEM aCHMMETPHYHOM ITOTMHEHPO-
narun), y 5% — cepaue (nepukapaut). [TopaxeHnne MrOKap/ia nim KOPOHAPHBIX
aptepuii, a Takoke JXKT nns I'TIA He xapakTepHo.

Beinensitor 2 ¢popmer I'TIA — stokann3oBaHHYIO U reHepaiu3oBannyo. [Ipu
JIOKAJIIN30BaHHOM (hOpMe TOPaKaIOTCs MPEUMYIIECTBEHHO BEPXHUE JbIXaTeIhb-
HBIC ITyTH (WM T1a3a), IPH 00CIIEeOBaHUH BBISBIAIOT 3aTPYIHEHHOE HOCOBOE
JIBIXaHKE, YIOPHBIN HACMOPK C HEIPHATHBIM 3aI1aX0M, CKOIUICHHE KPOBSHUCTBIX
KOPOK B HOCY, HOCOBBIE KPOBOTEUEHHSI, OCHILIOCTH Tosioca. [lepeunciennble cum-
HTOMBI TO 3aTyXaroT, TO obocTpstorcs. [Ipu reHepanu3oBanHON (hopMe UMEIOT
MECTO JIMXOPaJIKa Pa3IMYHON BBIPAKEHHOCTH, 03HOOBI U TOTHI, MOJIUMOP]HBIE
CBINIK ¥ TEMOPPAruy, HaJICaIHbBIH IPHCTYN000pa3HbIi Kallelb C THOMHO-KPOBS-
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HHUCTON MOKPOTOH, KAPTHHA THEBMOHMH C HAKJIOHHOCTHIO K aOCIeIMPOBAHHIO
1 MOSIBJICHUIO BBITIOTA, HAPACTAHHUE JIETOYHO-CEPAECIHON HEAOCTATOYHOCTH, CUM-
NTOMBI IOPAXEHUS NoYeK (IpoTenHypus, reMarypust, [IH), BO3MOXXHBI apTpHUTHI,
apTpaliTui ¥ MUAIITUH, aHEMUSs1, HEUTPOHIIbHBIN JielikonnTo3, yckopenue COD.

VY psiza GONBHBIX MOPAKEHUE BEPXHUX JIBIXAaTEIBHBIX ITyTEH, JIETKHUX, epH-
(epuueckoil HepBHOW cucTeMbl pazBuBaercs B orcyrcreue I'H. Takue cioyvan
OTHOCST K orpaHndeHHOMy Bapuanty ['TIA. Cremyer moa4epKkHyTh, YTO BBIAE-
JIeHUE KIMHU4ecKuX BapuaHToB ['TIA ycnoBHO, Tak Kak IPEUMYIIECTBEHHOE
MOpakKeHHE TOTO MJIM MHOTO OpraHa MOXET OBITh JIUIIb CTaIUeH MPorpeccupo-
BaHus OOJIE3HHU.

B Teyenun 6one3Hu BBIAETSIOT 4 CTaANN:

. Punorennslii rpanyneMaro3 (THOMHO-HEKPOTHYECKHH, S3BEHHO-HEKPO-
TUYECKUI PHHOCHHYCHT, Ha30(DapHHTHUT W JIAPDHHTHUT C JACCTPYKIUEH KOCTHOM
1 XPAIIEBON IEPETOPOAKH, TTa3HULIBI).

II. Jlerounas cTagust — pacrpocTpaHEeHUE MPOIIecca Ha JIETOUYHYIO TKaHb.

III. I'eHepan30BaHHOE NIOPAKEHUE — U3MEHEHMSI IbIXaTEIbHBIX IIyTEH, JIET-
KHX, TOYEK, cepacaHo-cocymuctoit cucteMsr, JKKT (adTo3HbI cTOMATHT, TIIOC-
CHT, TUCTICIITHYECKNE PACCTPONCTBA).

IV. TepmunanbHas cragus — NOYeYHasi U CEpACYHO-JIETOYHAsI HEAOCTATOU-
HOCTb, IPUBOJASAIIAS K JIETATEHOMY HCXOy B TEUEHHE T01a OT Havdasa O0JIEe3HH.

[JluazHocmuka

IIpumepHo y 25% NanueHTOB B HAUAJIbHOW CTAAUU IPU3HAKU TOPAKEHUS TOYEK
WM JIETKUX OTCYTCTBYIOT; ¥ 50% OonpHbeIX ['TIA nuarnoctupyercs B mepBble
3—6 mecsneB oT Hauasa 001e3HH, a 'y 7% 3a0oseBaHNe HE JUATHOCTHPYETCS Aaxke
B TeUeHHE 5—16 JIeT ¢ MOMEHTa MOSIBICHUS MIEPBBIX KIMHUYECKIX CHMIITOMOB.
Knaccudukanumonnsie kputepuu ['TIA npencrasiensl B Tabmuie 6.7.
[pu BeIsIBIEeHNM 2 1 OOJlee KPUTEPHEB UX CHEUU(PUYHOCTD B TOCTAHOBKE Ua-
rHo3a I'TIA cocraBusier 92%, uyBcTBUTENBHOCTD — 88%. Pemaroniee 3HaueHue
nMmeer Ouoricus. B ciydasx, xorna rmpoBeneHHe OWOTICHH HEBO3MOXHO WIIH
3aTPYyIHEHO, a TAK)Ke IPH HEMH(POPMATHBHOCTH HOJTyYEHHBIX TAHHBIX BBOIUTCS

Ta6bnuua 6.7. KnaccudumkaumoHHble Kputepun gnarHo3sa MA (Leavitt R.Y. et al., 1990)

Kputepuin pnarHosa OnpepeneHne
1. BocnaneHwue Hoca 1 NMonocTy pTa | A3Bbl B MONOCTY PTa, THONHbBIE U KPOBAHWCTbIE
BblfjeNleHNA 13 Hoca

2. /13meHeHuA npun peHTreHonornye- Y3enku, VIH¢W'IpraTbI nnn nonocTn
CKOM nccnenoBaHMm nerknx

3. /I3meHeHunA moun Mukporematypusa (>5 aputpounTtoB B none 3pe-
HUA) NN CKOMJIEHNA SPUTPOLUTOB B OCAZIKE MOUU

4. bunoncma [paHynemaTo3Hoe BOCnasieHvie B CTEHKe apTepun
UK B NePUBACKYIAPHOM UMW SKCTPaBa3asbHOM
npocTpaHcTBe
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JIOTIOJTHUTEJIBHBIA KpUTEPUil — KPOBOXapKaHbe (4yBCTBUTEIBHOCTE 87%, crien-
¢uaHOCTD 93%).

OCHOBHBIMH J1200PAaTOPHBIMH MPU3HAKAMH OOJIE3HU SIBISIOTCS:

* HOPMOXPOMHAs aHEMUSs1, TPOMOOIIMTO3, HEUTPO(DUIILHBIH JTEHKOIIUTO3;

* yckopenue COD, nobleHne ypoBHs C-peakTHBHOTO OelKa, KOppenupy-
IOLINE C aKTUBHOCTHIO 3a00eBanus. B 50% ciryuaeB moxer ObITh 0OHa-
PYXeH peBMaTOUAHBINA (pakTop (Hecrenudmaecknii Mapkep aKTUBHOCTH
I'TIA);

* YpOBEHb CHIBOPOTOYHBIX Ig B mpenenax HOpMBI (ITOBBIIICHHE COAEPIKAHMUS
UK, rumoKoMIUIEMEHTEMHUS; TIOSIBIICHUE aHTUTE K MeMOpaHe KITyOOYKOB
HE XapaKTepHO);

* AHIJA — y 40-99% OGonbHBIX (CIEIU(PUIHOCTh AaHTUTET K MpOTEHHa3e
(c-AHIIA) mns muarsoctuku ['TIA mocturaer 98%, omHAKO YyBCTBU-
TEJNILHOCTH Kosiebnercst B mpezaenax 33-99%. AHIIA o6rapyxuBaroTcs
y 30-40% OGONbHBIX C OTPaHUYCHHBIMH WM T'€HEPAU30BAaHHBIMHU (Op-
mamu ['TIA B nepuoj pemuccut, y 70-80% O0JIbHBIX B IEPHOJ] aKTUBHOCTH
uy 80-99% c aktuBHBIM TeHepaan3oBaHHbIM [ TIA. IMeroTcs nanHbie, 4TO
nosbiieHue THTpoB AHIIA MoxeT npenniecTBoBaTh NOSBIECHUIO KIMHH-
YEeCKUX MPU3HAKOB 00OCTPEHHS).

BaxHoe nuarHocTHYECKOe 3HAYEHHE MMEET OTKphITas Ouorcust HH(HUIb-
TPaTUBHBIX WM MOJOCTHBIX 00pa3oBaHUM JIerKuxX (OHOICHS MPHUIATOYHBIX
nasyx MajouHQopMmaTHBHA). BHOIICHS TIOUEK MO3BOJISET ONPENEIUTh CTEICHb
UX TOpPAKEHUs, YTO KpalHe Ba)KHO JUIS PAHHETO BBIABIEHUS IOYEYHOW Maro-
noruu. XapaktepeH (OKaIbHBIN HEKPOTH3UPYIOMMH HEYPUT C MOITYITyHHUSIMH.
ITpn IMMYHOTHCTOXMMHUYECKOM HCCIIEIOBAaHUH CBEUCHUS Ig HET, B CBA3U C UeM
Hedput npu ['TIA Ha3bBaIOT MaIONMMYHHBIM (TTayIIUIMMYHHEIM) (pHC. 6.6).

Puc. 6.6. CBeTOBasAs MUKPOCKOMUSA TKaHW NOYeK Npu HEKPOTU3MpYtoLlem HedpuTe.
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HugpeperyuanbHas duazHocmuka

l'enepanuzoBannsii Bapuant [ TIA nuddeperunpyioT ¢ 3aboneBaHUIME, TIPO-
ABJAIOMIUMUCA JICTOYHO-TIOYCYHBIM CUHAPOMOM: Y3€JIKOBBIM IMEPUAPTEPHUUTOM
(I/ICKJ'IIOLIaeTCSI 10 JaHHbIM 6I/IOHCI/II/I KOKHBIX BbICbIHaHHﬂ, JIOKaJIM3aluu 1rnopa-
JKEHUH COCYy/IOB, OTCYTCTBUIO He TUMMYHBIX Ut [ TIA s03uHOdMINN, rpaHyie-
MaTO3HOTO BOCHAJICHUsI TKAHEH HOCA U JIETKHX ), MUKPOCKOTINYECKUM TTOJIHAHTH-
ntoM, cuaapoMoM Yepmka—Crpoc, cuaapomoM I'yamacuepa, reMopparniecKium
BackynmuroM, CKB (moarBepkaaercss HaIMYHEM aHTHHYKIJICApHBIX aHTHUTE,
LE-KkJeTOK, CHI)KeHHSI YPOBHSI KOMIUIEMEHTA), CTPENTOKOKKOBOI ITHEBMOHHEH
¢ I'H, nomocTphiM OakTepHUaIbHBIM YHIOKAPAUTOM B (ha3e COCYIUCTOTO Hopa-
JKEHUSI TI0YEK (TTOATBEPIKIAETCsI TTIOJIOKUTEIBHBIMHU TIOCEBAMU KPOBH, HATMUHUEM
W3MEHYMBBIX KapHaJIbHBIX [IIyMOB).

[Ipn npenmyIIeCTBEHHOM MOPayKeHUH Mo4eK AN GepeHIINaTbHYIO JHAarHO-
CTHKY MPOBOJST C MTOAOCTPBIM KCTpakanuuisapHsiM [H.

JuddepeninanpHas IMarHOCTHKA JIOKAIN30BaHHONW (OPMBI MTPOBOIUTCS
HpexJe Bcero ¢ MH(PEKUUSIMU BEPXHUX JbIXaTeNbHBIX MyTel (MUKOOAKTEpH-
03bl, MUKO3bI, T€IIbBMHHTO3bI, aKTHHOMHKO3, CU(HIINC), OITyXOJISIMH (CKBAMO3HAs
KapLHOMa, SKCTpaHoAa bHast TuMdoma). ['panynemaTo3Hble HHPEKINH JIETKUX
(MUKOOAKTEPHO3bI, MUKO3bI) MOTYT COYETAThCA C BACKYIIUTOM M HEKPO30M,
MI03TOMY OWOIICHS JIETKUX JIOJDKHA NPOBOIUTHCS TOJNBKO TOCIE MONTY4YECHUS
OTPHLATEIBHBIX PE3YABTATOB KYJIBTYPaIbHOTO UCCIIEIOBAHNS.

Jleyerue

OcuoBHbIMU KoMTTOHeHTaMU JtedeHust [ TIA sBistorest KC n muxtodocdamu.
B ciyuae Tsoxensix opm Hedpura 'KC mcnons3ytor B BuAE IMyiabC-TEpanun
METHIIIPETHU30IOHOM B 03¢ 15-30 MI/Kr eXegHEeBHO B TedeHHe 3 JHEl.
3areM MepexoAsT Ha MepopajibHBINA MpHEM npenapara B 1o3e 1,5-2 Mmr/kr/cyr.
(MakcuMasibHO 60 MI/CYyT.) B COYETaHUU C MPUEMOM LuKiIodochamuaa B 103e
2 mr/kr/cyT. [Ipu GpicTponporpeccupyromnieM TeueHnn Hedpura nuriiopochamus
BBOJMTCS BHYTPUBEHHO B 7103e 750—1000 mr/m? ¢ uactoroii 1 pa3 B 10-14 auei,
C MOCJIEAYIOIINM IIEPEXOAOM Ha ITepOopabHbIA preM. HIyKIIMOHHAS Tepanus
MIPOUIEBAETCSI A0 MOTYyYSHHS 3HAUUMOTO KIMHUKO-JIa00paTOPHOTO YIydIIeHHS,
B nansHelem qo3a ['KC camkaetcs 1o 1 Mr/kr/cyT., a 3atem — Ha 10 Mr Kaxabie
2 wenenu 10 10 mr/cyt. [TonnepkuBatoinas Tepanust JOJKHA JUIMTHCS HE MEHEe
1 ropa.

OddexruBHOCTS a3Madepesa npu [ TIA Ha HacTOAIINIT MOMEHT HE I0Ka3aHa.

[Ipenaparom BbIOOpa 111 HHAYKIIHOHHOHN TEPAITHH TAK)XKE MOXKET OBITH METO-
TpeKcar B o3e 15 mr B Henemo B TeueHue 12 mec.

Juis npoduiakTHKH MHQEKIIMOHHBIX OCIIOXKHEHUI CO CTOPOHBI BEPXHUX
JIbIXaTEeNbHBIX IyTeH MPUMEHSIOT TpuMeTonpum (8—10 Mr/Kr/cyT.) nim cynbda-
MeTokcason (20 Mr/Kr/cyT.).

Hmerorcst cooOIIeHNs O MONOKUTEIEHOM 3((PEeKTe JIedeHHs YeT0OBSUECKIM
JOHOPCKUM TTOJHMBAIEHTHBIM Ig. Takke momydens! faHHbIe 00 3G GEKTHBHOCTH
OUKIIOCTIOpHHA A.
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lpozHo3

ITpwm oTCyTCTBHY JIeYEHHs CPENHSIS TPOJOILKATENBHOCTD )KM3HU COCTABIISET 5 MEC.
[Mpuunnel cmepty: apixaresnbHas u [TH, narepkyppenTtabie nHdekuun. CoueraHHas
tepanus ipkiaopocdanom u I'KC npusonut k 4-netheit pemuccun y 93% O0JIBHBIX,
Y HEKOTOPBIX MAlMEHTOB MPOJOJKUTEIBHOCTh PEMUCCHH cOCTaBIseT 10 10 siet.

MI/IKpOCKOHI/I'-IeCKI/IﬁI noNMNaHIrNNT

O.K.Ilempocan

MIIA — HEKpOTU3HUPYIOIIUN BACKYJUT C MUHUMAJIbHBIMU UMMYHHBIMU IEMO-
3UTaMHU WK 0€3 HUX, MOPAXKAIOIIUI MEJKKE COCY/bl (apTepUOIbl, KalHUISPBI,
BEHYJIBI), peXKe — apTEPHHU CPEHEro Kannuopa, ¢ mpeodiiajaHneM B KIIMHHYECKON
KapTuHe Hekporusupyomero I'H u neroynoro kanuisipura.

3abonesanne omwmcano J.Davson u coaBT. (1948) kak OoTHENBHBIN Bapu-
aHT Y3€JKOBOTO MepHUapTEepUUTa, TIPH KOTOPOM penko orMmedaeTcs Al, HO nMme-
ercsi (hoKaIbHBIN HEeKpoTH3Upyouwii I'H, cBUACTENECTBYIOMHNN 0 TOpasKeHUH
MeNKHX cocyfoB. PopMa MmopakeHUs! MOYeK (CErMEHTapHBIH HEKPOTH3UPYIO-
it manoummyHHeni ['H), o0bequnsioniass MITA, rpanyinemaro3 Berenepa
n OsicTponporpeccupytomuii I'H 6e3 skcTpapeHaIbHBIX IPU3HAKOB BACKYIIUTA,
MOATBEPIKIACT MMPABOMOYHOCTDE BhIeTeHusT MIIA B caMOCTOSATENEHYIO HO30-
JIOTHYECKYIO GOPMY, OTIIMYHYIO OT y3eJIKOBOTO mepuaprepunta. OOHapykeHHe
B kpoBu OombpHBIX MITA AHIIA mo3Bonmmio oTHECTH 3Ty (GPOpPMYy CHCTEMHOTO
Backynuta B rpymnmy AHIIA-acconmuupoBanHbIX BackynuToB, a ['H mpu aToit
(opme BacKyaHuTa — K MAJTOMMMYHHOMY ObIcTpornporpeccupytomemy ['H, acco-
nuupoanHoMy ¢ HammareM AHITA (tum 111 mo R.Glassock, 1997).

Kon mo MKB-10: N08.5* TmomepyisipHbIe TOpa)KEHUS MPH CHCTEMHBIX
0O0JIe3HSIX COeTMHUTETHHON TKaHH.

Snudemuonoaus

B nactosmee Bpems MIIA peructpupytoT nmoutd B 10 pa3 yamie y3eakoBOro
nepuaprepunra. 3adoneBaemocts MIIA cocrasiser 0,36 na 100 000 HaceneHwus.
3aboeBaHue yaie pa3BuBaeTcs B Bo3pacte 50—60 JieT 1 04eHb PEIIKO B IETCKOM
BO3pacTe, MPAaKTHIECKH C OJJMHAKOBOI YaCTOTOW y My>KUMH U >KCHIIHH.

Smuonoaus u namozeHes

B pazBurun MITA TpurrepHyto poiib UrpatoT HHGOEKIMOHHBIE areHThI, OJHAKO
crnieruyecknii anTUTreH He BhIsiBIIeH. OCHOBHBIE TpescTaBieHus o ponu AHLIA
B [1ATOTEHE3€ CHCTEMHBIX BACKYJIUTOB OBIIIM M3JIO’KEHBI paHee (cM. paszuen «I'pa-
HYJIeMaTO3HBIH TonMuaHTuuT»). B otimmame ot I'TIA y GombmmHCTBa OOTBHBIX
MIIA B xpoBu ob6HapyxmuBaioT p-AHIIA nporuB muenonepoxcrunassl (MPO).
CyliecTBEeHHYIO pojib B (QOPMHUPOBAHUH QHTUTEN K MUEIIONIEPOKCUIa3€ OTBOASAT
IgG. B sKcrepuMeHTaNIBHBIX HCCIIEOBaHUAX Ha MbIIIax ObUIO OOHApy»XKEHO,
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yro KomIuieke IgG ¢ Muenonepokcnaazoil HEHTPO(UIIOB BEI3BIBAT Y KHBOTHBIX
pa3BUTHE HEKPOTU3HpYIOLEero nomyiyHsoro I'H.

KnuHuueckas KapmuHa

MITA HaunHaeTCs ¢ INXOPaJKU, MUTPUPYIOIUX apTpairuil U MUaiIruil, reMop-
paruyuecKoi Iy pIrypbl, CHIKEHHUS Macchl Tena. QKoo TpeTn OOJIBHBIX B 1e010Te
00JNIe3HN CTPAAtoT SI3BEHHO-HEKPOTHIECKUM PHHUTOM. B oTmiume ot rpanysie-
Mato3a Berenepa, m3MEeHEHNs BEPXHUX [IBIXaTEIBHBIX MTyTEH HOCIT 00paTHMBIA
XapakTep, HE COMPOBOXKAAOTCS AECTPYKLUUEH TKAaHEH U IIO3TOMY HE IPUBOIAT
K aedopmarmu Hoca. [Ipu GHOICHH CITM3UCTON 00OIOYKU HOCA HE BBISBIISIOT
rpaHylieM, a OTMEYaloT JIMLIb Hecneuupuieckoe Bocnanenue. [IposeieHus
Mopa)kKeHU BHyTpeHHUX opra”os mpu MITA u rpanynemarose Berenepa cxoxu.

[IporHo3 3a00neBaHus ONPEEISAETCS BOBICUEHHEM B ITATOJIOTHIECKUH MPO-
1ecc Jerkux u mnodek. IlopaxeHue yserkux uarHocTupyor y 50% OGONbHBIX.
KnuHMYecKr OTMEYaloT KPOBOXAapKaHbE, OBIIIKY, Kallelb, OOJH B IPYIHOU
kietke. Hanbonee omacHbI CUMOTOM — JIETOYHOE KPOBOTEUEHHUE, KOTOPOE
CTaHOBUTCSI OCHOBHOW NMpH4YMHON cMepTH OoibHBIX MIIA B ocTpoM mepuoze.
PeHTreHonornuecku BoISIBISAIOT MAaCCHBHBIE HHQHIBTPATHI B 000X JIETKHX, IPH-
3HAKU TEMOPPArndecKoro aJibBEOJIUTA.

Iopaxenue nouek oOHapyxusaroT y 90—100% Oonpaeix MIIA. OHO mpo-
SIBJISIETCS B OOJIBIIMHCTBE CIIy4aeB CUMIITOMATHKOMN OBICTPONPOTPECCHPYIOIIETO
I'H ¢ napacraroweit IT1H, cTolikoii remarypueil 1 yMEPEHHOU IPOTEUHYPUEH,
He JOCTHUTralolIel, KaK MpaBuio, He()pOTUUECKOTO YpoBHs. B moukax oOHapy-
JKHUBAIOT MOP(OJIOTHYECKYIO KaPTUHY (POKAIFHOTO CETMEHTapHOTO HEKPOTHU3H-
pytomtero I'H ¢ nonynynusimu, uaearuysoro I'H npu rpanynemarose Berenepa.
B omuume ot mocnenHero, nopaxeHuro nouek npu MITA He cBONMCTBEHHBI
WUHTEPCTHIMATIbHBIC TPaHyJIEeMbl ¥ HEKPOTH3UPYIOIIUIT BACKYIHUT 3P PEepeHTHBIX
vasa recta 1 HepuTyOyJIIpHBIX KamuIsipoB. Al BeIpaXkeHa yMEPEHHO U, B OTJIH-
yHe OT rpaHyjemaro3a Berenepa, pazBuBaercs HeuacTo.

Oxono 20% OonbHBIX, KaK U IPH IpaHyiaeMarose Berenepa, HMEroT B MOMEHT
YCTaHOBIICHHS ANarHo3a BeIpakeHHYI0 [TH 1 HyX1aroTcst B MpOBEICHNHN TEMO-
JMaan3a, KOTOPBIH B JalbHEHIIEM yaaeTcsl IPEKPaTUTh Y OONBIIMHCTBA U3 HUX.
Hapsny ¢ mouxamu u nerkumu npu MITA nopaxkarores )KKT u nepudepuueckas
HEepBHas CHUCTeMa. XapaKTep MX MOpakKeHHUs TaKoH e, KaK U NpH IpaHyleMa-
TO3HOM IOJIMAHTHUTE.

JuazHocmuka

VY 6ompaBIX MITA obHapyx)uBaroT yBenmdeHHy0 COD, yMEpeHHYIO THTIOXPOM-
HYIO aHEMUI0, HAPACTAIONIYIO B CIIy4yae JIETOUHOTO KPOBOTEUEHUS, HEUTPODHIIb-
HBIH JIEWKOIIUTO3, OBBIIICHNE KOHILIeHTpaluu C-peakTHBHOTO Oelka. B oTianune
0T Y3eJIKOBOro Iepuaprepuuta, Mapkepsl remaruta B (HBV) orcyrcrsyror
y 6onbmrHCcTBa MauueHToB. [Tout y 80% GonbHBIX B KpoBH BhIBIIIOT AHLIA,
MIPENMYIIECTBEHHO K Muenonepokcnaase (p-AHLIA), onnako y 30% — antutena
K mpoTtenHase-3 (c-AHITA).
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JugdeperyuansHas ouazHocmuka

MITA muarHOCTHPYIOT Ha OCHOBAaHUM KIIMHHYECKOH KapTHHBI, MOpP(OIoTHye-
CKUX ¥ JabopaTtopHbIX JaHHBIX. OnHako mouTH Y 20% GoNpHBEIX He 00HAPYKH-
BatoT AHIIA B kpoBH, a GHOICHIO TOYKH HE BCET/a BO3MOXKHO MPOBECTH. B aTHX
ciyyasix couetanue OblcTponporpeccupyromero I'H ¢ aqpyrumu cumnromamu
BACKYJIMTa MEJIKMX COCYJIOB ITO3BOJISIET 3alI003PUTh HEKPOTU3UPYIOIINIT BaCKy-
JINT.

[Mockoneky nmeuenne MIIA u rpanynemaro3a Berenepa ogmHakoBO Ipu
HAJIWYHH TSHKEIJIBIX BUCHEPUTOB, OIPEACISIONINX IIPOTHO3, HET HEOOXOAUMOCTH
B YETKOM pa3rpaHHueHUH STUX (OPM CUCTEMHBIX BacKyiuToB. [lpu auddepen-
uansHol auarnoctuxke MITA 1 y3enkoBOro nepuapTepuuTa CieayeT pyKoBoa-
CTBOBATHCSI KIIMHUKO-1A00PaTOPHBEIMU OCOOEHHOCTSIMU 0001X 3a00neBanuid. J{s
Y3€JIKOBOTO NEpHApPTEPUHUTA XapaKTepHbI aOZOMUHAIBHBIA OOIEBOH CHHIPOM
U TIONMHEHponaTyus, TsUKeast, MHOTIa 37okadecTBeHHass Al, kotopast mpakTu-
YEeCKH HUKOTIa He BO3HHKaeT y 60npHBIX MIIA, CKynHBIH MOYEBOM CHHIPOM,
aQHEBPHU3MBI MM CTEHO3 COCYAOB NpH aHruorpaduu, 4acroe WHPHUIUPOBAHHE
BupycoM remnarura B. [Ipu MITA uaie BEISIBISIOT cCOUETaHIE TEMOPPArHUECKOTO
anpBeonmTa ¢ OpicTpornporpeccupyronm ['H, AHITA B cBIBOpOTKE KpOBH.

[Ipu moueuno-nerouHoM cuHapome y 6omsHBIX MITA HeoOxomnma audde-
PEHIMAIbHAs AUATHOCTHKA C [EIBIM PAIOM 3a00/1eBaHNi, XapaKTEPU3YIOIIUXCS
CXOJTHOW KJIMHUYECKOW CHMIITTOMaTHKOHW (Hampumep, rpanyiaemaro3 Berenepa,
Y3€JIKOBBIH NTOJTHAPTEPHNT).

JleyeHue

Jns neaerns MITA kak ognoit u3 ¢opm AHI[A-acconnupoBaHHOTO BaCKyIIUTa
ncnone3yioT couetanne [’ KC ¢ murocrarikamu. [TpuHIUIEI 11 peXKUMBI HIMMY-
HOJICTIPECCUBHOM TEpariy aHAIOTUYHBI TAKOBBIM, TPUMEHSICMBIM JUIS JICUCHUS
rpaHyJIeMaro3HOro noianruuTa. [Ipy Je4eHrnn MaloMMMyHHOTO OBICTPOIPO-
rpeccupyroniero I'H B pamkax auarnoza MITA Bo3MoxHO npuMeHeHHe Ooee
KOPOTKOTO Kypca JIedeHHs UKI0(hochHaHOM Al HHIYKINH PEMUCCHH C ITOCTIe-
JYIOLIMM TIEPEeX00M Ha MpPUEM a3aTHONPHHA B KadeCTBE MOAJCP)KUBAIOMIEH
Tepanuu. OZHAKO IPH COYETAHUN TEMOPPATHIECKOTO alIbBEOINTA C OBICTPOIPO-
rpeccupytouuM ['H Takoit pexxuM Tepanuu He UCTIONb3YIOT. TsKenbli IerouHbIi
BacKynuT npu MITA ciny>XuT mokazaHueM Ui TPOBEACHUS TOBTOPHBIX KypCOB
azmadepesa 1 BHyTPUBEHHOTO BBeeH!s Ig. J[pyrum rnokasanuem Juist Ha3Ha-
4eHus [g cunTaoT pe3sucTEHTHOCTh K aKTHBHOM HIMMYHOCYTIPECCUBHOM Teparui,
TI0/1 KOTOPO MOHUMAIOT OTCYTCTBHE 3(pheKTa (TIporomKaroIeecs Mporpeccupo-
BaHHe BacKynuTa) nociue 6 Hex. u 6omee npumenerns I KC n nurocratnaeckux
JICKapCTBEHHBIX CPENICTB.

pozHo3

IIporno3s mpu MITA, xak u npu rpanynemarose Berenepa, onpeznensercs nopaxe-
HHUEM JICTKUX ¥ Mo4eK. [IporHocTinuecky HeOMaronpusiTHIM (pakTOpOM B OTHO-
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[ICHUH OO0IIeH BBDKMBAEMOCTH OOJIBHBIX SIBISIETCS KPOBOXapKaHbE. YPOBEHbB
KpeaTWHUHA B KPOBH, 10 Hadaya JedeHus mpeBbimatomuii 150 MkMons/m, ciry-
xHuT (hakTopom prcka pazsutus XITH. C yueToM 4yacToThl pa3BUTHSI MACCUBHBIX
JICTOYHBIX KPOBOTCUCHHMIMA, SIBJISIONIUXCS OCHOBHOW MPHUYMHOW CMEPTH 0OJIb-
HeIx MITA, naxxe mpu coderanHoMm npuMeHeHnu I'KC u nuroctatukoB 5-yet-
Hsi BBDKMBAaE€MOCTb cOCTaBIseT 65%. Hapsny ¢ erouHsIME KpOBOTEUEHUSIMH
B OCTPOM IIE€PHOJE JIETATbHBIM MCXOX YacTO HACTyMaeT OT MH(EKIMOHHBIX
OCIIOKHEHHUH.

303UHOPUNbHDbIN rpaHyieMaTo3HbIN NOINAHIUNT

O.K.Ilempocan

DozunodmneHbli ['TIA, nmu cuagpom Yepmxa—Crpoc, OblT BEIENICH TIEPBOHA-
YaJIbHO KakK 0c00ast popMa y3eIKoBOro eprapTepunTa. 3a00IeBaHue IPEACTaB-
nsieT co0oif aJuTeprudecKkuil TpaHylIeMaTo3 B COYeTaHU! ¢ aHTHUTOM. S1.Uepmx
u J.Ctpoc B 1951 r. onmucanu pe3yasTaTsl ayToncuu 13 ManieHToB ¢ TsHKeIon
OpoHxuanbHOI acTMoii. TeueHue 3a00seBaHKs XapaKTEPH30BaIOCh JIMXOPaIKOH,
903WHOGUINEH, CepJICHHON U OUEYHOH HEI0CTaTOYHOCTBIO U TepHuepruuecKon
HeUpomnaTueu.

Kox mo MKB-10: NO08.5* I'momepynsapHbIe TOpaKeHUS MPH CHUCTEMHBIX
0ONE3HIX COCTMHNTETBHON TKAHH.

Snudemuosnioaus

Do3unoduibHblil [TIA B neTckom Bo3pacTe BCTpEYaeTcsi ¢ TOM e 4acTOTOH,
4TO U rpaHyneMaro3 Berenepa. ['eHepHBIX pa3aiuuii B 4acTOTE BOSHUKHOBEHUS
3a00JieBaHNs HE BBIBICHO. bOIEIOT B OCHOBHOM IOJPOCTKH.

Smuonoeus

Otuonorus 3ab0yieBaHUs HE BBISICHEHA, Tak ke kak u rpu [ TIA, onpeneneHHast
pOJIb OTBOAMTCSI MHTAJSIIMOHHBIM ajyiepreHaM W BakinuHauud. OnucaHo pas-
putue cuaapoma Yepmxa—CTpoc Mociae NPUMEHEHHSI MAKPOJIUIHBIX aHTHOHO-
THUKOB.

llamozere3

IIpencraBienus o maroreHese 3adoyieBaHUsI cOPMHUPOBAHBI HE JI0 KOHIIA.
OcraeTcs HesCHOH CTENeHb BOBICUCHUS S03MHO(DUIOB B IIPOLIECC COCYIUCTOrO
MOBPEXKJICHHSI, XOTS UMEIOTCS JAHHBIE O MOBBIIIEHUH YPOBHS TaKUX MapKepoOB
9H/IOTEJINANBEHOTO MOBPEXKACHUS, KaK Y03MHO(MIBHBIA KaTHOHHBIH MPOTEHH
W PacTBOPUMBIA TPOMOOMOIYIHH, y OONBHBIX C aKTUBHOHM (ha30oi cHHIpOMA
Yepmrxa—Crtpoc. BaxkHyio pois MOXKET HTpaTh HEOABHO OTKPBITHIM DO3MHO-
¢un-cnennUIHbI XeMOKHH — 30TakcHH. CliefyeT OTMETHTh, YTO 03HMHO-
(l)I/IJ'II:HaH AKTUBHOCTb OTME€YACTCA Ha BCEX dTallax MMMYHHOT'O OTBE€Ta, B TOM
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Puc. 6.7. Cxema naTtoreHesa cuHgpoma Yepaxa-Crpoc.

Yrciie ¥ B TIEPHOJ aJalTHBHOIO UMMYHHTETA. [IpONCXOaUT 3TO MO BIUSHHEM
Tx2 nuurokunos — MJI-4, NJI-5, NJI-10, NJI-13, Baustomyx Ha akTHBHOCTD 303H-
Ho(wIOB 1 Ha cuHTe3 B-mumdonuramu IgE n 1gG4. Beicokue koHIEHTpamn
MOCTIEIHNX JACHCTBUTENBHO BBISBISIOTCS Y PSAAa MALMESHTOB C 203MHO(PHIBHBIM
I'TIA. Do3uHOGwMITE TTIOA NeiicTBreM TX2 HUTOKWHOB 3KCIIPECCUPYIOT OCHOBHEIC
OeTKl — P03MHOIIBHBIA KATHOHHBIA OIIOK, S03MHO(IMIFHBIN HEHPOTOKCHH
U TIepOKCHAa3y, KOTOpbIe MOTYT MPHUBECTH K MPSIMOMY IOBPEKICHHUIO IHJIO-
TeIHusd M BBI3BATh KacKaj OKHCIUTEIbHOro crpecca. C nmpyroit croponsl, IgE
n I1gG4 moryT BBICTynaTh B pOJM aHTUTEN K HeWTpodmiam, oOycioBnuBas
obpazoBanre AHLIA, nmoBbIeHNe ypOBHS KOTOPBIX OTMEYAETCsI OYTH Y TI0JIO-
BUHBI MAIMEHTOB ¢ cuHApoMoM Yepmxa—Crpoc. Heobxomumo moauepkHyTh, 4TO
JIMAarHOCTUYECKUM CUATAETCSI IMEHHO TIOBBIIICHNE YPOBHSI aHTUTEI K MUEIIOTIE-
poxcuaaze (MPO unu p-AHIIA). Canrtaercs, 4To CHCTEMHBIH XapaKkTep HEeKpo-
THUYECKOTO BAaCKYJIMTAa CBs3aH ¢ oOpa3zoBannemM AHILIA u Bkiiagom 303MHO(MIIOB,
KOTOpbIE YCHJIMBAIOT HEKPOTHUYECKOE BOCIAJICHUE y OOJNBHBIX C CHHAPOMOM
Yepmxa—Crpoc (puc. 6.7).

KnuHuyeckaa kapmuHa

Y OOnbUIMHCTBA OOJNILHBIX OTMEYAIOTCS JIMXOPaJKa, TOTepss Beca U MHAJTHH.
[IpeobnagaromuM MOpakEHUEM JICTKUX SIBJIICTCS OpOHXHANbHAS aCTMa, KOTO-
past ¥ CAYXKHUT OCHOBHBIM JHAarHOCTUYECKUM KpUTEpUEeM. ACTMA MOXKET Mpe-
[IECTBOBATH PA3BUTHIO BACKYJIHNTA, HHOTIA MPEICTABIAS COOON €IMHCTBCHHBIH
CHUMIITOM B TEUEHHE MHOTHX JeT. [IporpeccupoBanme 3a001€BaHUS OT aCTMBI
IO pa3BEepHYTOH KapTHHBI BACKYIWTa B TeUCHHE 3 JIET CBHIETENBCTBYET 00
OTHOCHTENBHO IIOXOM IporHo3e. OMucaHbl Cilyyan, KoTjja acTMa pa3BHBajach
HE3aJI0JITO JI0 TIOSIBIICHUS BACKYJIMTA WM OJTHOBPEMEHHO C HUM.
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B tedenun 3a00neBaHUS BRIICIIOT 3 OCHOBHBIX ITeprona. B mepsom mepu-
07ie, KOTOPBIH MOXKET ATUTHCS HECKOIBKO JIET, UMEIOT MECTO Pa3IUYHbIE ajuIep-
THYECKUE PEeaKIiy, BKIIOYAIONINEe PUHUT, MTOJUIMHO3 U acTMy. Bropoii nepuox
XapaKTepu3yeTcsi 503MHOGUINEH, Ha 3TOM dTale HEPEAKO TUarHOCTUPYIOT CHH-
npom Jleddnepa, 303MHOGMIBHYIO THEBMOHHUIO U 503MHOMMIIBHBIA TacTpOIH-
TepuT. B TpeTheM neprose mpeBaupyIoT MPU3HAKK CHCTEMHOTO BaCKYJIHTA.

IIpu curgpome Yepmra—CTpoc mopakaroTcsl KaK BepXHHE, TaK W HIDK-
HHUE OTIEIBl PECHMPATOPHOTO TPAKTa, HO BOCHAINTEIbHBIE N3MEHEHHS BEpX-
HUX JIbIXaTeIbHBIX IyTel BBIPaYKEHbI 3HAUUTEIBHO MeHble, yeM npu [TIA.
PeHTreHOoNMornuecky MOTyT BBISBIATHCS HENOCTOSIHHBIE MUTPUPYIOIINE 3aTeM-
HEHUs UK y3enku B ierkux. [1o cpaBHenuto ¢ I'TIA y3enku MeHbIIEro pazmepa,
TIOJIOCTH OOBIYHO HE OOHAPYKHBAIOTCH.

Y 2/3 GONBHBIX HMEIOTCS KOXKHBIE TIPOSIBIICHUS — ITypITypa, IeTeXuu B 0071a-
CTH HIDKHUX KOHEYHOCTEH, y3€JIKH B 00IACTH JIOKTEBBIX CIrHO0B, HHOT/IA HA KOXKeE
royioBbl. Pexxe BCTpewaroTcs ypTHKapHas ChIlb U s13Bbl. Hepenku Murpupyomye
apTPUTHI ¥ apTPaIITHH, Y OOJIBLIIMHCTBA STHX OOJIBHBIX 0OHAPY)KUBAETCS peBMa-
TOUIHBIHN (pakTop.

Y 60-70% O0IBHBIX UIMEIOTCS MHO)KECTBEHHBIE MOHOHEBPHUTHI, PEKE — CUM-
METpHYHas MTOJIMHEHPOaTHs, elle peske — MHCYIBTHI U HIIeMHYecKast Heiipomna-
THSI 3pUTETBHBIX U IPYTUX YEPEITHBIX HEPBOB, KA3YHCTHUECKH PEIKO — SITUCKIIE-
PHT, 3K30(TaJIbM H NICEBIOOYXOIH TIIa3HHIIBL.

Iopaxenue XXKT mnposisisiercst 00sIMH B )KHBOTE, JUApPECH Y TPETU OOJIb-
HbIX. [IpuunHON sBISETCS 303MHOQIIBHBIM TacTPOIHTEPUT, nepdopannn
KHIIEYHNKA BCIICICTBAE HEKPOTU3UPYIOIIETO BaCKYJINTa, BACKYJIUT ME3CHTEPH-
QJIBHBIX COCYJIOB.

[opaxeHnue cepana (BaCKyJIUT KOPOHAPHBIX COCY0B, 303UHO(PHIBHBII MHO-
KapIuT W MePUKAPAUT) OTMedaeTcs jauib y 20% O0IbHBIX, HO 00YCIIOBIHBACT
10 50% netanbHbIX ucxon0B. Onucal sua0KapauT Jleddepa.

BoBneuenne nouex mpoucxoxuT 0ojee YeM y MOJOBHHBI OONBHBIX, OJJHAKO
0OBIYHO OHO He sBisAeTCA TsDKenbIM. I'H ¢ BeIpakeHHBIM HapyiieHueM (yHK-
UM TIOYeK BcTpedaercs: npu cuHapome Uepmxa—Crpoc ropasno pexe, 4em
IIPU APYTUX BACKYINTaX MENKHX COCYIOB, M COCTAaBIISET, MO JAaHHBIM Pa3HBIX
aBTOPOB, JIUIIIb OKOJIO 6% cllydaes, XOTS B TIOCIEAHUE TOABI CTAIH TOSBISATHCS
coo0IeHNsT 0 BOBMOXKHOCTH pa3Buths Tspkenod ITH. T'mcronornueckn nopa-
JKEHHUE TTOYEK MOXKET TPOSBISATHCS KaK COOCTBEHHO BACKYJIUT M HAIlOMHHATh
W3MEHEHUs], OOHapyKMBaeMble NPH JIPyTUX HEKPOTH3UPYIOMINX BACKYIHTaX,
MaJIONMMYHHBIH ObIcTporporpeccupytomuii I'H ormeuaercs B 45% cinydaes
(MaxcuManpHO) TipH cuaApoMe Yepmka—Crpoc. [Ipu ructonorndaeckom uecieno-
BaHUU NpH cunapome Yepmxa—CTpoc B OTIMYHE OT JPYTHX HEKPOTH3UPYIOIHX
BaCKYJHMTOB BBIIBIISIETCS PACHpPOCTPaHEHHAs! Y03UHO(HIIbHAS WHPUIBTpAIS,
0CcoOeHHO B MHTEpCTUIMH. [IoMUMO mopaskeHnst cOOCTBEHHO TKaHM nouek, [TH
MOXET OBITh 00yCIIOBIIEHAa OOCTPYKTHBHON YpOIIaTHEH BCIIEICTBUE BOCIIAJICHHS
COCY/IOB, CHaOXKAIOIIMX MOYETOUHUKH U HI)KHHE OT/EIIBl MOYEIIOJIOBOTO TPAKTA
(tax e kak u mpu MITA).
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JuazHocmuka

Cpenu 1abopaTOpPHBIX MPHU3HAKOB OCHOBHBIM SABJSIETCA 03MHOPIINSA. THTPHI
AHIIA He Bcerma oTpakaloT aKTUBHOCTh 3a00JICBAHMS, B HEKOTOPBIX CITydasix
orMeuaeTcs nosbimenne yposHa IgE, IgG4. Tak e kak u st ['TIA u MIIA,
XapaKTepHbl HOPMOXPOMHAsl HOpMOLIMTapHas aHeMust, yckopenre COD 1 MoBbI-
meHne ypoBHst C-peakTuBHOTO Oenka.

B nacrosmee BpeMss AMEpHKaHCKas KOJIJIETHS PEBMATOJIOTOB BBIJIEISIET
6 kputepueB cuHapoma Yepmra—Crpoc:

1. Act™ma.

2. Do3uHo¢unus cebitie 10% ot o011ero Konu4ecTsa JEHKOLUTOB.

3. MoHo- nnu noauHeNponarusl.

4. PeHTreHonornyeckye Mpu3HaKky JIETOYHBIX HHOWIBTPATOB.

5. IlaTonorust ralMOpOBBIX Ma3yX.

6. DKCTpaBacKyIsIpHAst 203WHO(MINS 10 JaHHBIM Ouoricuu (puc. 6.8).

[pu HanmuKu 4 NpU3HAKOB U OoJiee crieluGUIHOCTH Jocturaet 99,7%.

HuebdeperyuansHaa duazHocmuka

Juddepennnansuas auarnoctika nposogurcs co Bcemu AHI[A-accommmpo-
BaHHBIMH BaCKYJIUTaMHU.

Puic. 6.8. D031MHOGUNBbHbIE rPaHyNemMbl NPV MUKPOCKOMUK TKaHW Novek Y 60/1bHOro € CUH-
Apomom Yepaxa-Crpoc.
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JleyeHue

I'KC sBnstoTcst mpemaparaMu BeIOopa npu cuaapome Yepmka—Crpoc, 036l
U JUTUTENBHOCTh TONOUPAIOTCS MHAMBUAYaNbHO (1-2 Mr/kr/cyT.). MHOrue namm-
enThl nony4aroT ['KC B cBsi3u ¢ acTMoil erie 10 pa3BUTUS BacKynuTa. Yare
Bcero 3¢ deKT HacTynmaeT 10cTaTo4yHo ObICTPO. C HEeNbI0 YMEHBIICHUS TTOO0YHBIX
3¢ HEeKTOB MoCie JOCTIKEHHUSI PEMUCCHN PEKOMEHAYETCS albTepHUPYIOIIas
cxema. J{s mevenns ayureprudeckoro puanTa ' KC MoryT Ha3Ha9aThCS HHTpaHA-
3abHO. B TSKeNbIX citydasx (aCTMaTH4eCKUH cTaTyc, TsDKeIass MHOXKECTBEHHAs
MOHOHeWpomnaTus, OpicTporporpeccupyomuii ['H, nerouynsie KpoBOTEUSHHUS)
PEKOMEHIYeTCs IyJbC-Tepaus METHIIIPEIHU30JIOHOM B 703€ 15 MI/Kr/cyT.
€XXEJHEBHO B TeUeHHE 2—3 AHEH ¢ MOCIeIyIOUUM IEPEX0J0M Ha IEpOpaIbHBIN
nipueM B 1o3e 40—60 Mr/cyT.

[Ipu orcyTcTBHU 3 deKTa peKOMEHIyeTCsI TPUCOESANHEHNE [INTOCTATHKA —
nukiIodochaMuaa, XOTsS MPEeUMyIIECTBA MyIbC-TEPATNH MUKIO(OChaMIIOM
IUTs 60IBHBIX ¢ cuHApoMoM Yepmxa—CTpoc B HacTOsIIEe BpeMs HE JOKa3aHBI,
TakK xe Kak 1 3 dexTrBHOCTH Iu1a3mMadepesa. TeM He MeHee HEKOTOpbIE aBTOPBI
PEKOMEHIYIOT PyTHHHOE NpHUMEHEHHEe IMKiIopochaMua 1Mo cxemam, MpH-
HATBIM Ui npyrux AHI[A-accoummpoBaHHBIX BacKynuToB. OOOCHOBaHHEM
MMOJ00HOM TaKTHKM SIBISETCS MPEAINOIOKEHHE, YTO K TOMY BPEMEHH, KOIzaa
cranet oueBuaHOHN HeadexkruBHOCTE [ KC, ¥ HEKOTOPOI YacTH OOIBHBIX MOTYT
yKe pa3BUThCS HeoOpaTHMble TKaHEBble M3MeHeHus. VHTephepoH, sBsio-
muicst HTHrUOUTOpOM SPPEKTOPHBIX (QYHKUMI 203UHOGHUIOB, ObLT YCHEUIHO
MIPUMEHEH Y HECKOJIKUX OONBHBIX cHApoMoM Yepmka—CTpoc ¢ arpecCHBHBIM
TeyeHueM 3a0oseBanust. Mzydyaercs 3 peKTUBHOCTH METOTpEKCaTa, BHYTPHBEH-
Horo Ig, nuKIoCcIIoprHa, MOHOKJIOHAJIBHBIX aHTHTEI, aHTAaTOHUCTOB PELIEITOPOB
JIEHKOTpHUEHA.

llpozHo3

[IporHos Gonee GnaronpusTHbIi, yeM npu apyrux AHI[A-acconunpoBaHHBIX
BackynmuTax. HeGnmaronpusaTHeIM (akTopoM SBISIETCS KOPOTKUI HHTEPBAI MEXKITY
Ha4yaJIOM aCTMBI U Pa3BUTHEM BacKyluTa. [IporHO3 B OTHOIIEHHH (QYyHKIHMH
MOYEK JOCTATOYHO ONAronpHUsITHBINA, 000CTPEHHS IOYEYHOH MaTOIOTHH MOCIe
JOCTHIKEHUS] PEMHUCCHH PENIKH.

Y3enkoBbiil nepnaprepunt

O.K.Ilempocan

VY3enkoBeIi nepuapTepuuT (periarteritis nodosa) — 3To0 ocTpoe, MOJOCTPOE WIN
XPOHHYECKOE HMMYHOKOMIUIEKCHOE 3a00JeBaHUE, B OCHOBE KOTOPOTO JICKHUT
HopakeHUe NeprdepuuecKux M BUCLHEPANIBLHBIX apTepHid, IPEUMYIECTBEHHO
MEJIKOTO M CPe/IHEero Kajuuopa.

Brieprie A.Kussmaul u R.Maier B 1866 . orucanu cBoeoOpazHoe 3aboiie-
BaHME apTepHi, IpoTeKatolee ¢ OpaliTOBBIM HEHPUTOM B OBICTPONIPOTPECCUPY-
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IOIIMM MBIIIECYHBIM NapaandoM. [Ipu MopdoaornuaeckoM HCCIeIoBaHUH ITOYEK
MU OBITH 0OHAPY>KEHBI aHEBPU3MEI COCYI0B U HH(DAPKTHI.

Koa nmo MKB-10: N08.5*-M30.0 I'mtomepynsipHbIe OpaKeHUs IPU CUCTEM-
HBbIX GOHCSHHX COC}II/IHHTeHbHOﬁ TKaHHU.

Snudemuonozus

3aboneBaHne BCTPEYACTCS JOCTATOUYHO PEAKO B JIETCKOM BO3PAcCTe C OMUHAKO-
BOM 4acTOTOH y A€BOUYEK M MaFINKOB. Hanbomnee wacto Habmromaercs y neTei
9—11 meT, HO MOXET BCTpeUaThCsl U B paHHEM Bo3pacte. JlocTaTouHO pacipo-
CTPaHEHO B TYPELKHX U AMOHCKUX ceMbsX. CeMelHble cilydan KpaiiHe peakH,
OJTHAKO Y3EJIKOBBIM MEPUAPTEPUUT MOXKET OBITh aCCOLMHUPOBAH C CEeMEHHOU
CpenrM3eMHOMOPCKON JIMXOPAKON B CBS3H C MOBBIIIEHHONW NPOBOCHAIUTENBHON
PEaKTHBHOCTBIO.

Smuonoaus

Y3enKoBbIi IEpUAPTEPHUUT, KaK U IpyTHe (POPMBI CHCTEMHBIX BACKYJIUTOB, OTHO-
CHUTCS K MOJIMITHOJIOTMYECKUM 3a00IeBaHusIM. BO3MOXHBIMU NIPUYMHAMHU €TO
BO3HHMKHOBEHHSI MOTYT OBITh JIEKAPCTBEHHBIE IPENapaThl, BAKIWHALIUS, BUPYC
renaruta C, napoBupyc B19, nuromeranosupyc. OgHako cuMTaercs, 4To Kiiac-
CHYeCKoil mH(peKInei, ¢ KOTOPOH acCOIMIPOBAH Y3EIKOBHIN MEPHAPTEPHHT,
SIBJISIETCSI BUPYC Temnartuta B.

lamoeenes

V3eNKOBBIN MepUapTEPUUT OTHOCUTCSI K UMMYHOKOMIUIEKCHBIM 3200JIEBaHHSIM.
Kommiiekc 3HIOT€HHBIX M 9K30TCHHBIX (DAaKTOPOB NMPUBOAMT K THUIEpEeprude-
CKOM OTBETHOHN peaklIHM OPraHW3Ma C Pa3BUTHEM THIIEPUYyBCTBUTENBHOCTH
HEMEIJICHHOTO M 3aMEIJIEHHOTO THUIIOB. ' MIep4yBCTBUTEIBHOCTh HEMENJICH-
HOT'O THIIA IIPOSIBIIAETCS B BUJE OCTPOM JIMXOPaJOYHOM peakUuy, HapyLIEHUs
KOaryJsiuy, GuOPMHOMIHOTO HEKPO3a CTEHKH MENKHUX M CPEIHUX apTepui
C IepHUBACKY/ISIPHON BOCTIAIIMTENBHOHM HHMIbTpanyeil. B pesynsrare runepays-
CTBUTEIBHOCTH 3aMEAJIEHHOIO THUIA HAPYIIAIOTCS TyMOPAIbHBIE U KIETOYHBIE
NMMYHHBIE MEXaHHU3MBI — 00pa3ylOTCsI IMMYHHBIE KOMIUIEKCHI C BUPYCHBIM
WM JTE€KapCTBEHHBIM aHTUT€HOM, aHTUTEIA K COCYAUCTON CTEHKE, pa3BUBAETCA
JTUCTIPOTEHHEMUS, yBenuunBaeTcs coaepxanue IgM, IgG, IgE, Bo3nuxkaer auc-
conumanys T- u B-mumdonuTos.

KnuHuyeckaa kapmuHa

VY3eIKOBBIN IEpHAPTEPUHT y OONBIIMHCTBA JeTell HAYMHASTCS OCTPO: MOBHIIIA-
eTcs TeMIlepaTypa, KOTopasi B TeICHHE HECKOJIBKUX HEJENb €KEJHEBHO JOCTH-
raet 38—39°C u uepe3 HECKOJIBKO YacOB MaJaeT 10 HOPMAIbHOM; OTMeYaroTCs
npody3HbIii NOT, CHIXKEHHE Macchl Tena. [To3ke MmosBIsIOTCS OONU B CyCTaBax,
MBIIIIAX ¥ TPU3HAKKA CHCTEMHOTO MTOPAXEHHS COCYUCTOTr0 pycia. Pexe 3abomne-
BaHME Pa3BUBACTCS HCIIOABOIIb, TIOOCTPO — y peOEHKa IITUTEIEHO OTMEYAI0TCs
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ciabocTh, HeJOMOTranne, cydodeOprinbHas TemMIeparypa Wil HeMOTHBHPOBAH-
HO€ KPaTKOBPEMEHHOE MOBBIIIEHHE TEMIEPATYPbI, U TOIBKO Yepe3 HECKONBKO
MECSILIEB MOSIBISIIOTCS TUIIMYHBIE KIMHUYECKHE CHHAPOMBI: KOXKHBIN, TPOMOaH-
TUUTHYECKUI, HEBPOJIOTUUECKUH, KapIuaibHbIi, a0JJOMUHANBHBIN U TOYEUHBIH.
[TocnenoBarenbHOCTD MOSIBJICHUS] CHHIPOMOB, BApUAHTBI HX COUETAHUS y 00JIb-
HBIX OBIBAIOT Pa3JIMYHBIMH, YTO OOYCIIOBIMBACT CBEPXBBICOKUH MOTMMOPHH3M
Y3€IKOBOTO MEpHAPTEPUUTA.

Koorcnviii u mpombaneuumuyeckutl cuHOpomsi IPU y3eIKOBOM IIepHapTepH-
UTE Yy JIeTel BCTPEYAIOTCs 3HAYUTEIbHO Yallle, YeM Y B3pOCIbIX. TUMHYHBIMU
KO)KHBIMH M3MEHEHUSIMU CUUTAIOTCS IPEBOBHU/IHOE MITH CETYATOE JINBEO (CTOH-
KM€ [MaHOTUYHBIC IISITHA B BHJE BETBEH JepeBa WM BHIPAKEHHOW MpaMop-
HOCTH), IOZIKO)KHBIC WIJIH BHYTPUKOXKHBIEC Y3€JIKH U JOKaJIbHBIC OTeKu. JIuBeno
BCTpeyaeTcsl y OONBIIMHCTBA OONBHBIX, pacloiaraeTcs Jaile Ha JUCTalIbHBIX
OT/ZieJIaX KOHEYHOCTEH, HO MHOTZIA PAacIIPOCTPaHSIETC s Ha JIUIO, TPYIHYIO KIETKY,
SITOJTUILIBL.

Tpombaneuumuyeckuti cuHOpomM Pa3BUBACTCA MOUYTH y KaXJOTO TPETHEro
OosIbHOTO pebeHKa M MPOSBISETCS] OCTPO BO3SHHUKAIOIIUMH KOKHBIMH HEKPO-
3aMH, TAaHTPEHOM THCTAIFHBIX OTAEIOB KOHEYHOCTEH, HEKPO3aMH CIIM3HCTHIX
000II0YEK.

Hesponozuueckuii cunopom Habmrogaercss y OONBIIMHCTBA OOMBHBIX JETEH.
CocyaucTble U3MEHEHHsI MOTYT MPOMCXOANUTH B TOJIOBHOM M CITMHHOM MO3Te,
neprdepryeckux HEpPBHBIX CTBOJIAX W BEre€TaTHBHBIX TaHIIMAX. Y OOJBHOTO
MOTYT OTMEYaThCs COYETAHUSI CUMIITOMOB NMOPaKeHMs Pa3IMYHBIX YPOBHEU
HEpBHOHM cuctembl. HeBporornueckue paccTpoiicTBa Haiie HOCAT MUTPHPYIO-
mui xapakrep. Hanmpumep, BHauase MOSBISIOTCS [IEHTPaIbHbIE HAPYIICHHS HITH
IaTOJIOTHS BETE€TAaTUBHOM HEPBHOM CHCTEMBI,  IIPHU MOCIEAYIOMNX 000CTPEHNAX
NPUCOETUHSAIOTCS MPU3HAKH NOpakeHHs Neprdepruieckoil HepBHON CHCTEMBI.

Yaiie Bcero orMeqaroTcsi iepeopalibHble CoCyucThie KpH3bl. LepeOpabHblii
COCYIUCTBI KPHU3 Pa3BUBAETCSI BHE3AIHO: MOSBISIETCS TOJIOBHAsE 00JIb, MHOTA
pBOTa, 3aTeM peOCHOK TepseT CO3HAHWE, HAYMHAIOTCS KIOHWKO-TOHMYECKHE
cynoporu, pe3ko nossimaercs AJl. [Topaxenne nepudeprudeckold HEPBHOH
CHCTEMBI MPOSIBISIETCS] ACHMMETPUYHBIM TTOJIMHEBPUTOM (KJIACCHYECKUH MpH-
3HaK 3aboneBanust). [loMMHEBPUT pa3BUBAETCS OCTPO: MOSIBISIFOTCS TUIIEPECTe-
3Ms B 30HE IOPAXKEHHUS, 3aT€M CHJIbHBIE OOJIM IO THITYy Kay3aJrd U B TEUCHHE
pa3IMYHOro nepruoja (0T HECKOJIBKUX 4acOB /IO HECKOJIBKHUX HEJelb) pa3BHBa-
IOTCSI TTApAJINYN IUCTAIBHBIX OTAEIOB KOHEUHOCTeH. Yare nopaxaroTcs Kpyn-
HBIE HEPBHBIE CTBOJIBL: JIy4€BOH, JTOKTEBOH, CPEAMHHBINA, CEIaIUIIHBIA, MaJIo-
OepHoBEIA. XapakTepHa aCHMMETPUIHOCTH TOPAKEHUS.

W3 BucliepaibHBIX OPraHOB Yallle BCETO B [TATOJIOTMYECKHUI MPOLIECC BOBJIEKa-
I0TCSI CEp/ILie U OpraHbl OPIOLIHOM 1M0J0CTH. Ha BhICOTE aKTMBHOCTH Y3€JIKOBOTO
repuapTepunTa MOUTH Y BCeX OONBHBIX OTMEUACTCS KAPOUANbHbIU CUHOPOM.
st 3aboseBaHnst XapakTepHbl KOPOHAPHUT (BIUIOTH 10 MH(APKTa MHUOKapa)
1 MHOKAPIMT, pexe — nepukapant. [Ipu ¢pusukansHoM o0cneoBaHNH y OOTbHBIX
OIIPEAEIIAIOTCS PACIINPEHHUE TPAHUIL] CEPALA, BEIPAKCHHAsI TAXUKApAUS, CUCTO-
JUYECKUH IIIyM HaJl 00JIaCThIO CepIlIa.
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OxHO U3 BEAyIIMX MECT B KIIMHNUYECKOH KapTHHE y3€IKOBOTO EpHapTepUUTa
3aHUMAET aO0OMUHANbHYBIU cuHOpom. Yalle BCero OH MPOSBIAETCS MPHUCTYIIO-
O6p8.3HBIMI/I 0oysIMU B KUBOTC, KOTOPBIC MOTYT COITPOBOXAATHCA AUCIICTITUYC-
CKUMH siBJICHUsIMU. [TanbriaTopHO onpeessiroTesi 00U 10 X0y KHIIeuHHKa Oe3
MIPU3HAKOB pa3/ipa)KeHHst OPIOLIMHBI, yMEPEHHOE YBEJIMUECHUE TIEUeHH, a THOT/Ia
n cene3eHkH. bonmy u aucnenTrdeckne SBICHUS MCUE3aroT HA (JOHE maroreHe-
THUYECKOH Tepamnuu, reraToCIIICHOMETaNINS. OOBIYHO YIEpKUBACTCSI B TCUCHHUE
HECKOJIBKHX HEJIEIb 0 HACTYIIICHHUS peMUCCHH. B TsKenbIX ciydasx, 0cOOEHHO
IpU MO3[HEN NTUAarHOCTUKE U HECBOEBPEMEHHO HA4YaToM Tepamuu, MOTYT pa3-
BUTbHCS JIOKaJIbHBIE WK AU (y3HBIE S3BbI, HEKPO3bI HJIM F'AHTPEHA KUIICYHHKA,
aTIeHTUINT.

Jlezounulii cunopom y OONBIIMHCTBA OOJBHBIX HE MMEET SIPKUX KIMHHYC-
CKUX HPOSIBIICHUH. XapaKTEPHBIE JIETOYHBIE TPOSIBIICHNS Y3€IKOBOTO IepHap-
TEepUUTA — CHHAPOM THIIEPI03NHO(DMIBHON OpOHXHAIFHONW acTMBI U MH(APKT
JICTKOT'0, HO B OTJIMYUEC OT B3POCJIBIX MAITUCHTOB Y aeTeﬁ Ha3BaHHBIC CUHPOMBI
Ppa3BUBAIOTCS KpailHE PEKO.

Toueunviii cunOpom BCTPEUAETCs peKe NPYTHX BUCIIEPATBLHBIX CHHIPOMOB.
Tem He MeHee B HacTosIIee BPEMs IIPOTHO3 Y3EJIKOBOTO TIEpHAPTEPUITA B 3HA-
YUTENIFHON Mepe 3aBHCUT OT TOTO, BOBJIEUEHBI JIH B MATOJOTMYECKHH MPOLEcC
mouku. OcoO0oro BHUMaHHUS 3aCITy’KUBAET XapaKTEPHBIN IS JAaHHOTO 3a00JeBa-
Hus cuaApoM AT, 00ycOBICHHBIN HIlIEMUEHN IOKCTATTIOMEPYIIPHOTO anmnapara
MIOYEK C HapyLIEHUeM MeXaHH3Ma PEeHUH—aHTHOTEeH3MH—alIbJI0CTEPOH. M3MeHe-
HUSI MOYEBOTO OCa/IKa B TAKUX CITydasX He3HaYNTEIbHEI (YMEpEHHAs! IPOTEHHY-
PHSI 1 MUKPOIPUTPOLUTYPHS ), PyHKIMOHAIFHOE COCTOSTHHE ITOYEK HE HapyIa-
eTcs. TsKecTh COCTOSIHUS A€TeH U CePbe3HOCTh IIPOTHO3a 00y CIIOBICHBI CTOWKO
noBsIIeHHBIM A /], BenmmanHa kotoporo coctasisieT 140/90-180/120 MM pr.cT.,
a urorna gocturaet 220/110-240/170 MM pT.cT. B akTHBHOM TIeproae O0JIC3HH
y nereil ¢ cuHapoMoM ADT HepeiKo BO3HHMKAIOT HapyIIEHHs MO3TOBOTO KpO-
BooOpanienus. [Ipu nmporpeccuposanuu npouecca Al' mpuoOperaer 310Kade-
CTBEHHBIH XapaKTep, MOSBISIFOTCS IPU3HAKK OT€Ka MO3Ta, HHOT/Aa Pa3BUBAETCs
XIIH, BO3MOXXHBI KPOBOMIHSIHNE B MO3T M Pa3pbIB MoUkd. [Ipu s dexTuBHOM
Tepanuy HacTymnaeT peMmuccus. YpoBeHb AJl cHuKaeTcs, TMIEPTOHUYECKUE
Kpu3bl He noBTopsitoTcsa. Kpome cunapoma Al y psija GONbHBIX B aKTHBHBIN
MIEPUOJI OTMEUAIOTCS CIIEA0BAst IPOTEUHYPHUS U IPEXOAsIIas MUKPOIPUTPOLIH-
Typus. C HaCTYIUIEHHEM PEMUCCHU M3MEHEHHUS] MOYEBOTO OCa/Ka MOJTHOCTHIO
MCYE3aloT.

JuazHocmuka

JIyist THArHOCTHUKY Y3€JIKOBOTO IIEPHAPTEPUHTA HCIIONB3YIOT KAACCUDUKAYUOH-
Hble Kpumepuu AMepUKancKoll Koule2u peMamosno2os:.
* OTEps MaccChl Tena doinee 4 Kr;
* ceryaroe JuBeno (MATHUCTHIC, CETYAThIe M3MEHEHUS PHUCYHKa KOXKH
Ha KOHEYHOCTSX U TYJIOBHIIIE);
e 00JIb WJIM 00JIE3HEHHOCTD SIMYEK;
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* MHaNTHs, c1abocTh U O0JIE3HEHHOCTD B MBIIIIAX HIDKHUX KOHEYHOCTEH;

» muactonudeckoe A/l >90 mm pr.cT.;

* TIOBBIIICHHE B KPOBU YPOBHSI MOYEBHHBI Oosiee 40 MI//j niin KpeaTuHUHA
6oiee 1,5 mr/m;

* MOHO- Y MTOJIMHEHPONaTHH;

* CHMIITOMBI CHCTEMHOTO BAaCKyJIHTa: ofgHOBpeMeHHoe mopaxeHue JKKT,
CepIeyHO-COCYNUCTO cucTemsl, terkux wim [THC;

* OuoIICHsA KOJKHOTO JIOCKYTa: MPU3HAKH JICHKOINTOKIACTUIECKOTO BacKy-
JUTAa;

* aHruorpaMuecKre U3MEHEHHUs (AHEBPU3MbI WIIM OKKJIIO3MU BHCLEpalIb-
HBIX apTepHii, HE CBS3aHHBIE C apTEPUOCKIEPO30M, (pUOPOMYCKYIIPHOIH
JIUCIUTa3NeH WM JPYTHMMH HEBOCHATUTEIEHBIMHA IPUYHHAMH);

* BHUpYC renaruta B.

Hannuane 3 npusHakoB u 6oiiee 1aeT BO3MOXHOCTh OCTABUTH TUATHO3 y3€i-

KOBOTO MIEpHUapTEPUUTA.

JlaGopartopHble IPU3HAKU Y3€JIKOBOTO NepuapTepunTa. B akTuBHOM nepuone
Y3EJIKOBOTO IepHapTepunuTa B neprudeprdeckoil KpoBU C OOJBIIMM MOCTOSH-
CTBOM OIIPEIEISIOTCSI YMEpEeHHass HOPMOXPOMHasi aHEMUs, HEUTPO(MIbHBIN
neikonnTo3, yBenmmaernne COD mo 50-76 Mm/4, B psae ciiydaeB 303WHO(DIHS
(ot 6 1o 80%). Tak *xe Kak ¥ IpU APYTHX BACKYJIUTAX, OTMEUAETCS AUCTIPOTE-
MHEMUsSI CO CHH)KEHHEM KOJIMYECTBA aJIbOYMHHOB M MOBBIIICHUEM COCPIKAHUS
I00YJIMHOB CHIBOPOTKHU KPOBH, PEUMYIIECTBEHHO Y-TII00YIMHOBOH (hPaKIH.
Y GonbImHCTBa OOJIBHBIX YBEITHUUBAIOTCSI YPOBEHb CEPOMYKOHI0B, CHAIONPO-
TenHOB, IgM, IgG, IgE, B-mum¢ornuros, cHikaeTcs konmnuecTBo T-1uMQonnToB.
Hepenxo o6HapyxwuBaetcs HBs-anturen. [Ipu mccinenoBaHim CHCTEMEI CBEp-
TBIBAHMS KPOBH OTMEYAIOTCs MOBBIILICHNUE CoAepkKaHus (pUOPHHOTEHA U aHTH-
(uOpHHONN3NHA, CHIDKEHUE TOJIEPAHTHOCTH TUIA3MBbI K TeIapHHY, YMEHbILICHNE
notpebseHus mpoTpoM6OuHa. C HACTYIUICHHEM KIIMHUKO-T1a00paToOpHOi peMHC-
CHH BCE TIOKa3aTelId HOPMaJIU3yIOTCSL.

HugpeperyuanbHas duaeHocmuka

Huddepernnnanpras nuarnoctuka I'H npu y3enkoBoM mepuapTepuuTe JOMKHA
IPOBOAUTECS C APYTUMHU HE(PPUTAMU IIPU CUCTEMHBIX BACKYINUTAX, TAKUMH KaK
6onesns llenneitna—I enoxa, CKB, 6onesns KaBacaku, rpanynemaro3 Berenepa,
a TaKkXke C HepUTaMH IIPU CUCTEMHBIX HHPEKIHSIX.

Jleyerue

OcHOBHBIM (0a3MCHBIM) METOOM JICUCHHUS y3EITKOBOTO IEPHAPTEPUNTA SBISETCS
HazHadeHne ['KC, o6namgaromux ObICTPHIM MPOTHBOBOCTIAINTEHHBIM U HMMY-
HOCYTIPECCUBHBIM JICHCTBHUEM.

[Tpu y3enkoBom nepuaprepunre ['KC nenecoodpa3no Ha3HauaTh B BBICOKUX
no3ax (2 Mr/kr, MakcuMyM 60 MIr/CyT.) B paHHHE CpPOKH 00Je3HU 10 (HOpMHUPO-
Banus Tsokenoit Al u mHedpomnarum ¢ ITH. Tlpu TsHKETTOM TEIEHUH y3EIKOBOTO
MepUapTepUnUTa NCTIONIB3YETCs MyNbC-TEPANs METHIIPEAHNU30I0HOM B 7103€
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15-20 mr/kr (ae 6omnee 1 r/cyT.) B TeueHue 3 qHei. OOImas MPOIOIHKATEIEHOCTD
negerns ['KC 3aBHCHT OT MOIyYEHHOTO pe3ysbTaTa.

Ionpa3znenenue 3aboneBaHus Ha KIMHUYECKHUE BApPUAHTHI HMEET IPaKTHde-
CKOe 3HaueHHe I BbIOOpa JiedyeHus. [Ipy moueuHO-BHCIEpaIbHOM BapHaHTE
(MM TOYEYHO-TIOIMHEBPUTHYECKOM) B CBSI3H € TsDKesiol Al iedeHre BRICOKMMU
nozamu ['KC nexenarensHo. Ilpn HenocrarounoM sddekre I'KC nobasmnsror
MMMYHOZAEIPECCAHTHI MM IIPOTHBOBUPYCHBIE TIpenapars! (IIpH HATNYUH PETUIi-
Kanuu BUpyca rematuta B). CpaBHeHHe 3(h()EeKTHUBHOCTH Pa3iIMYHBIX IIHTO-
CTaTUKOB IPHU y3€JIKOBOM NEepHApTEpPUUTE HE BBIIBIJIO OCOOBIX MPEHMYIIECTB
Kaxoro-Jinbo u3 ux npexacrasuresnei. L{ukinodocdamua naer BOSMOXXHOCTS JiydIie
KOHTPOJIUPOBAaTh TEUEHHUE Y3EJIKOBOTO IIEPUApTEPUNTa, HO HE BIUSET HAa BEDKH-
BaeMocThb. Ilymbe-Tepanuio ukiIopochaMnIoM NPOBOAAT Yalie Mpu (QyIbMU-
HAHTHOM TEYEHHH Y3EJIKOBOTO NIEpHapTepunTa 1 ObIcTpornporpeccupytomem ['H.

Yame moka3ana KOMOMHHpOBaHHas Tepamus Hebompmumu no3amu ['KC
(mpeanu3oion — 10—15 MI/cyT.) 1 UMMyHOJENIpeccaHToB. [IpuMeHsIOT a3aTu-
orpuH B j03e 2,0-2,5 Mr/kr/cyT. B TSDKenbIX Ciydasx BO3MOXKHO COYETaHHE
JIBYX Pa3IMYHBIX UMMYHOJeTpeccanToB. [lomaepkuBatoniye 1035l MpeIHu-
30JI0Ha cOCTaBISIOT 5—10 MI/CyT., a HMMYHOIETIPECCAHTOB (A3aTHONPUH) —
50-100 mr/cyt. Ilpu nedyeHnn MMMyHOIENpPECCaHTaAMH HE CIIeAyeT 3a0bIBaTh
0 BO3MOXKHBIX ITOOOYHBIX PEeaKIUAX (LIUTONEHHS, HH(PEKIIMOHHbIE OCIOXKHEHH)
U TIPEANPUHUMATE COOTBETCTBYIOIINE MPOMUITAKTUIECKIE MEPHI.

Pennukanus Bupyca renaruta B v nopaxeHue ne4eHu BCTPEUaeTcs JOCTa-
TOYHO YacTO y OOJIBHBIX Y3€IKOBBIM IIEPUAPTEPUUTOM. Y YUTHIBast BO3MO>KHOCTb
MIPOTPECCUPOBAHMSI BaCKYJIUTa M TENaTUTa, JICUCHHE IIUTOCTAaTHKAMHU TaKUM
6osipHBIM He TIoKa3aHo. [Ipemnoxkeno cogerannoe aeueHne ' KC n nporuBoBu-
PYCHBIMU IIperiapaTaMy. Y OOJNBHBIX Y3€IKOBBIM IIEPHAPTEPHUTOM HUCTIOIb3YIOT
YeJI0BEUYECKUH JICWKOUMTApHBIH MHTEpPEepOH U JeHKUH(PEPOH, B pe3yJbTare
110100HO# TAKTHKH MIPOMCXOAUT COUeTaHHE 2 MEXaHU3MOB JIEHCTBHS — IIOJIaBIIe-
HHUE PENPOAYKIMH BHpyca HHTEP(HEPOHOM i HMMYHOCTUMYIUPYIOMIN dpderT
neliknHpepoHa. [IepBbIii ONBIT IPOTHBOBUPYCHOTO JICUCHHUS Y3EIKOBOTO MEPH-
apTepHHTa OKa3aJcs OOHAICKUBAIOIINM.

K npyrum meronam je4eHus y3eIKOBOTO IIepUapTepuuTa Ha (JoHE BUPYCHOTO
rernaruTa OTHOCHUTCS Tuia3mMadepes, KOTOPbI 0COOCHHO MOKa3aH MpH OBICTPO-
nporpeccupytomem ['H.

C nenplo yimydmeHus: KpoBOOOpaIleHUs! NMPUMEHSIIOT aHTHKOAryIsHTHI
W TIpenaparbl, HOpMAJIU3YIOINe MUKPOUMPKY/SIIKio. ['emapud BBOAST 0OJb-
HBIM C TPOMOAHTHUTHIECKUM CHHAPOMOM U MH(APKTaMH BHYTPEHHHX OPTaHOB
3—4 pa3za B JeHb MOAKOXKHO WJIM BHYTPHBEHHO B cyTouHOU no03e 200400 E[]
Ha | Kr Maccel Tejla ¢ y4eTOM BPEMEHH CBEpTHIBAEMOCTH KpOBH. JledueHue
relapuHOM IPOAOJDKAIOT 10 KJIMHUYECKOTO ynydmieHus. [[ns yMmeHblIeHus
TKAaHEBOW MIIEMHH Ha3HadaloT aporaBepuH (Ho-mima), kcaHTHHOJIA HUKOTHHAT
(Kommmamun).

ITo noka3aHusAM Ha3HAYAIOT pa3IMUHbIE CUMIITOMaTHYeCKHe cpeacTaa. [Ipu
BBIPAXXEHHOW 00JIN B CyCTaBax, MBIIIIIAX IPUMEHSIOT 0OJIEYTONSIONIIE CPEACTBA
U 1axe HapKoTUKH. letsM ¢ A" TpOBOST TMIIOTEH3UBHYIO TEPAIIHIO.
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lpoeHo3

[IporHo3 y3enkoBoro nepuapTepuuTa ocTaeTcsi cepbe3HsiM. HMexomom 3abome-
BaHMUSI MOXKET SIBUTHCSI OTHOCHUTENIBbHAS WM MOJHAsI PEMHUCCHsI CPOKOM OT 4 110
10 et u Oosee. B TSDKENBIX Cily4yasx HCXO MOXKET OBITh JIeTabHBIM. [IpruunHOn
CMEPTH SIBJISIIOTCS TIEPUTOHUT, KPOBOU3JINSHUE B MO3T HJIM OTEK MO3Ta C CHHJIPO-
MOM BKJIMHEHHUs, pexe — XITH.

Cunpgpom lN'yanacuepa
O.K.Ilempocsn

Cunapom ['ynnacuepa xapakTepu3yeTcs COYETaHHBIM MOPaXKEHUEM JIETKHX
1 IoYeK, mpossistommmcst kinHukord OI'H 1 iero4Horo aiabpBeosIsipHOTO KPOBO-
TedeHus. TepMuH «cHHApOM [yamacuepay UCIoIb3yeTCst IPH HATMYUH JIETOYHO-
MIOYEYHOT0 cHHApoMa rpu HeKoTopbix AHIIA-accorunpoBaHHBIX BaCKyJIHTaX,
TaKUX Kak rpaHyjieMaro3 Berenepa 1 MUKPOCKONTUYECKUH MOJINAHTHHAT.

B 1919 . Opuect I'yanacyep ommcan claeayrOUMi KIMHUYECKAN CITydaii:
y 18-meTHero moapocTka HaOIIOJAINCH MOBHIIIEHHE TEMIEPAaTyphl M Kalllelb
C MOCJEeAYINM pa3BuTHEM KpoBoxapkaHbs U [IH. B HacTosmee BpeMst ums
9TOTO YYEHOTO IIPUCBOEHO JIETOYHO-TIOYEYHOMY CHHIPOMY, MPOSIBIISIONIEMYCS
AbBEOJIIPHBIM KPOBOTEUEHHEM M HEKpOTHYECKHM nponudepatuBHbM ['H.
IIpuunHOM cHAPOMA MPEANONOKUTENBHO ABIISETCS BACKYIIUT, a HE aHTU-I BM-
0one3Hb, KaK B OMMCAHHOM BBIIIE CiIydae. TakKe UMs YIEHOTO HCIIOIb3YETCs
npu 0oJjiee KOHKPETHOM KJIMHHUYECKOM COCTOSIHUM — JIETOYHO-TIOYEYHOM CHH-
JpoMe, OOYCIIOBIICHHOM 00pa30BaHMEM aHTHUTEN K 0a3albHOW MeMOpaHe KITy-
60ukoB (autu-I'bBM-anTuren) — 6oneznu ['ynnacuepa.

OtkpsiTre ponu anti-I BM-anTnTen B naroreHese 1aHHOH (OPMBI JIETOYHO-
MTOYEYHOTO CHHJIpOMa MPHHAUIEKHUT HCCIENOBATENBLCKON TPYIE BO IJIaBe
¢ P.AJlepuepom (1967). ABTOpHI MPOJEMOHCTPUPOBAIIH, YTO JTUHEHHOE OTIO-
skeHue anTu-I' BM-anTuten Baonb 6a3anbHONW MeMOpaHbl KITyOOUYKa M albBeol
MIPUBOAUT K PA3BUTHIO JIETOYHO-TIOYEYHOTO CHHPOMA.

Koa mo MKB 10: N08.5*-M31.0 I'momepysIsipHbIE IIOpasKeHNUs [IPU CUCTEM-
HBIX OOJIC3HSIX COETUHUTEIBHON TKAHH.

Snudemuosnoaus

Cunzpom 'yamacuepa MOBOJIBHO penkoe 3a0ojieBaHHE B JIETCKOM BO3pacTe.
YacroTa 3a0051eBaeMOCTH OIMHAKOBAs CpeIr 000UX MostoB. MoxeT HaOmonarbes
B moOoM Bozpacte. Camoe paHHee pa3BuTHe cuHApoMa ['yamacuepa 3aperucTpu-
poBano y peberka 11 mec. K pacoBbiM 0COOSHHOCTSIM 3a00JIEBAHUSI OTHOCSIT
Ooliee 4acToe pa3BUTHE CHHAPOMA Y SBPOIICHIICB.

ITo nanueiM HarmmonansHoro moueunoro peructpa CIIA (aunen. USRDS —
United States Renal Data System), B Coequnennsix [lItarax B 2008 1. cuHIpoM
I'ynmacuepa kak MpUYMHA pa3BUTHs TepMuHAIbHON craanu XBII oTMeuancs
y 0,4% nereit. B 2008 . exxeromubiii oryer nanabix USRDS (nannbie 2002—
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2006 rT.) IPOJEeMOHCTPUPOBAI, UYTO CPEAHUH Bo3pacT maruenTos ¢ XITH u mep-
BUYHBIM JTMarHO30M «cuHApoM 'ynmacaepay — 17 et

Exerognast 3ab6oneBaeMocTh cpeau nereit B EBpone — 1 cioyuait Ha 2 MuIH
HaceneHus. CoIIacHO PeTPOCHEKTUBHOMY aHAIN3y 3THOJIOTMH TePMUHAIBHON
ITH y neteit B lonnanauu B nepuox 1987-2001 rr. cunapom I'yanacuepa sBnsmics
npuunHoii [TH y 4 nanmenrtos u3 351 (1,1%).

Smuonoeus

Crernuuyeckoro 3THOIOTHYECKOro (akTopa it cHHApoMa Iymmacdepa
He 00HAPYKEHO, OTHAKO CPEIU IPUYKH, 00YCIIOBIUBAIOIINX 00pa30BaHIE aHTH-
I'bM-antuTen, 3Ha4aTcs:

* ceHemuuecKds npeodpacnonodCceHHOCms. BBUIH ONMCAHBI CIydal aHTH-
I'BM-cunznpoMa y OZHOSHIIOBBIX ONM3HENOB, POTHBIX W JIBOIOPOTHBIX
Oparbes u cecrep. AnTures HLA-DR?2 o6HapyxuBaercs y 88% manueHToB
¢ anTu-I'BM-6071€3Hb10 1T0 CPaBHEHUIO C €70 BCTPEIAEMOCTHIO B KOHTPOJIb-
HOM rpy1me T0HOpOB KpoBH (25—-32%). OnHoBpeMeHHas akcipeccus HLA-
B8 u HLA-DR2 accouupyeTcs ¢ MI0XUM IPOTHO30M HU3-3a CKJIIOHHOCTH
K 00pa3oBaHMIO MONYIyHHH B KiyOoukax. AHTH-I BM-cuHApOM mpodHO
accounnpyercs ¢ HLA-DR15 u HLA-DR4 annensamu;
aKonozudeckue gpakmopel. OTHAM U3 BAKHBIX (PAKTOPOB B Pa3BUTHH JIETOU-
HOTO CHHJIpOMa SIBIIsIeTCS KypeHue. B ogHOM 13 HccnenoBanuil y B3pOCIBIX
MAIIMEHTOB OBLIO BBISBICHO, YTO 47 ManueHToB u3 51 ¢ IerouHbIM CUHIPO-
MOM OBUTH KypHJIbLIMKaMH. Bo3ielicTBue yriieBoIOpOAHBIX PacTBOpHUTE-
JIel acCOMMPOBAHO ¢ pa3BuTHeM aHTU-I BM-0oe3nu. [1apsl OeH3MHA M
TIPOMBITIJICHHBIX PACTBOPUTENEH, KaK CAUTACTCS, BBI3BIBAIOT XUMHUECKUE
TTOBPEXICHUS B JICTKUX M TOYKAX, CTUMYIUPYS 00pa3oBaHHE aHTUTEIL.
AnTt-I'BM-0601€3Hb ObL1a 3aperucTpupoBaHa y 16-1eTHeil AeByIIky, KOTO-
past 3aHMManach TOKCUKOMaHHUEH;

* gupycnvle un@exyuu. VIHbEKIM BEpXHUX IbIXaTeNBHBIX MyTeH HaOIro-
nanack y 20—-61% B3pocibix nanueHToB ¢ aHTH-I BM-6onesnsio. boiee
TOTO, OTMEUAETCs acconuanus cuaapoma ['ynrnacaepa ¢ MHUIHPOBaHHEM
BHPYCOM TrpuIia tTuna A2.

llamoezenre3

B ocHoBe natorene3a Oosie3nu ['yanacuepa jexuT GOpMUpOBaHUE AHTH-
Ten K 0azanbpHOI MemOpane romepyn (antu-I' BM-anturen) n anpBeon. OTu
aHTHTENA BCTYMAIOT B peakuuio ¢ rmukonporenHoM 'BM, ¢ HekomnareHoBOH
ob6nacteo 3 nerm IV tuna komrareHa (3NC1). I[Togo6HOE B3anMojaeicTBUE
MPUBOJUT K aKTHBAIMM KOMIIJIEMEHTa M MHOWIBTPALUU KIyOOYKa IOJIU-
MOp(HO-SIICPHBIMHU JICHKOIIUTAMHA ¥ MOHOIIUTAMU. DUOPUHOTEH, BBITABIIHMA
B npocTpaHcTBO boymeHa uepes mospexaeHHyro ['BM, moaumepusyercs
B (huOpHMH MOCPEACTBOM IPOKOATYISIHTHBIX (PAKTOPOB, CEKPETUPYEMBIX aKTH-
BHPOBaHHBIMH MOHOIMTaMH. B pesynprare mporecca oOpasytorcst Gpudpu-
HOWIHBIE MOMYIyHHA. AyTOaHTUTENA, KaK MOJAralT, UMEIOT NMEPEKPECTHYIO
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PeaKIuio C aTbBEONSIPHOM 0a3aIbHOW MEeMOpaHOH U MOTYT BBI3BAaTh aHAJIOTHY-
HbIe MOBPEXACHU. BrIsBIeHO, 9yTO cTenenp cimBanug ¢ 3NC1 rekcamepos
6a3anpHON MeMOpaHBI albBeOI IPUMEPHO B 3 pasa Beime, ueM B I BM, Takum
oopaszom, 3NC1 snuton 6a3anbHOW MEMOpaHBI aTbBEOI MEHEE TOCTYIICH IS
antu-I'BM-anturen. J{ns B3auMomeiicTBus 0a3anbHOW MEMOpaHBI JIETKHX
C aHTHTEIaMH HEO0OXOJUMO NPEIBAPHUTEIBFHOE WX IMOBPEXKICHHE, KOTOPOE
MOXKET HAaONIOAThCSA y KYPHIBIINKOB M MMAIMEHTOB C 3a00JICBaHIAMHE JIbIXa-
TEJbHBIX ITyTEH.

KnuHuueckas KapmuHa

st cunnpoma [N'ynnacuepa xapakrepHa Tpuana cumnromos: I'H (kak mpasuiio,
OBICTPONPOrPECCUPYIONINH C MTOTYIYHHSIMH), JIESTOYHOE KPOBOTEUEHHE U HAJIH-
gyne aHTH-I BM-anturen. OmHako 007e3H MOXKET HIMETh Pa3INYHYI0 KITMHIYe-
CKyTo KapTuHy. OOBIYHO MAIIMEeHT NMPEIbSIBISLET )KaJ00b! Ha HEIOMOTaHHe, YCTa-
JIOCTbh, TIOBBIIICHHE TeMIeparypbl 10 (GeOpuiIbHBIX HUQpP. 3aTeM MOSBISIOTCS
JIETOYHBIE CUMIITOMBI: Kalllellb, OAbIIIKA, KpoBoXapkaHbe. [Ipusnaku I'H moryt
MIPUCOETUHUTHCS IO3KE, K OHH MOTYT OBITh PENICTaBICHbI KAaK MUHUMAJIbHBIMA
MIPOSIBJICHUSIMH B BHUJIE MOYEBOTO CHHIpOMa (TPOTENHYpPHs, TeMaTypus), TakK
1 pa3BepHYTOH KapTHHOH OBICTpOIIpOrpeccupylomero Hegpura.
Cumnroms! antu-I' BM-Hedpura npencraBieHs! B Tadmuie 6.8.

Ta6bnuua 6.8. CumnTtombl aHTU-TBM HedpurTa 1 Nx YacToTa y AeTel U B3POC/bIX

CUMNTOMbI, CBA3aHHble
C nopa)keHnem Mo4eBbl-
AeNUTeNbHON CUCTEMbI

CMmMnTOMBI, CBA3aHHbIE
crnopaxeHuem
AblXaTeNbHON CMCTEMbI

Hecneuynduueckne
CMNATOMBI

(57-72%)

Makporematypus JlerouHoe KpoBoTeyeHne — | AHemmsA (20-25%)
(10-41%) OT YMEPEHHOTO [10 Yrpoxa-

IOLLIero KU3HW
MakponpoTeuHypusa KposoxapkaHbe (82-90%) | HegomoraHue
(11-46%)
Orekm (25%) Kawenb (40-60%) MNoTeps Beca
AT [3-11%] JKcnupaTopHas ofplLIKa ApTtpanrun

OnwuroaHypuyeckas ¢op- | TaxmnHod YcTanocTb 1 cnabocTb
Mma MH (11-35%) (38-66%)
- LinaHos Jlnxopagku, 03Ho6, notooTae-

nenue (15-24%)

I/IchleaToprle Xpunbl

BrepHoCTb — KOppenupyer co
CTEneHblo aHeMUM

EpOwaaanoe AblXaHne

DYHKLMOHANbHBIN LWyM B
cepALe BCNeACcTBUE aHEMUN

lpumeyaHue: B Kpyrnbix CKobKax YKa3aHa 4acToTa CMMnTOMa BO B3POCNON NnonynAunn, B KBa-

ApaTHbIX — y AeTen.
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JuazHocmuka

Jlmarnoctuka cuxapoma ['yamacuepa ocCHOBaHA Ha MCCIEIOBAHUN KIMHUYECKOTO
aHajM3a KPOBH, B KOTOPOM OTMEYaeTcs aHeMusl, jierikonuro3. COD mpu cuH-
npome ['ynmnacyepa, B OTJIMYME OT BAaCKYJIMTa, YCKOPEHO HE3HA4YMTENbHO. B OHo-
XMMHYECKOM aHalli3e KpOBM OTMEYaloTCsl Hecnelupuyeckue MpU3HaKK BOCIIa-
JICHWS: TUCIIPOTEHHEMHUS CO CHIDKCHHEM Y-(pPaKIMii, TIOBBIIICHHE KOHIICHTPAUH
C-peaktuBHOTO Ocnka. IloBbIIEHHE YPOBHS XOJNECTEPHHA M TPUNIHLIEPUIOB
Y HEKOTOPBIX TTAIIMEHTOB IIPY COXPAHHOM YPOBHE 0011Iero Oenka 1 ans0yMIHOB cie-
JIyeT TaKKe pacCMaTpHUBaTh Kak MPU3HAK AKTUBHOCTH BOCTIAJIMTEIHHOTO Mpoliecca.
Tutpsr ACJIO, kak npaBuiio, B penenax HopMsl. [Ipu pazButin HepoTHYECKOro
CHH/IpOMa TIOSIBIISIFOTCS XapaKTepHbIE JUIs Hero Onoxummdeckue kpurepuu. Cepo-
JIOTHYECKUM MapKepoM cuHpoma ['yamnacdepa sBisiercst Hanuuue antu-1' M anTu-
Ten (BBIBILEOTCS Ooree 9eM y 90% marmeHToB). Y 20-30% GONBHBIX ¢ CHHAPOMOM
I'ymmacgepa MokeT oTMeuarses moBbieHne p-AHLIA (mepuHykiieapHbIe aHTHTEIa
K MueJonepokcuaase Heirpoduios). OcraiibHbIE MOKA3aTENH MaIO H3MEHSFOTCSL.
B ob6uiem ananuze Mmoun ormevaercst nporenHypus (y 70-96% OGONbHBIX) — CTENeHb
€e MOXET BapbHpOBaTh OT MUKPO- JI0 HEPPOTUUECKOI MPOTEHHYPUH, MUKpPO- (Y
83-94% narmenToB) nnm Makporemarypus (y 10-40%).

Ha peHTtreHorpaMmax JIETKuX BBISIBIISIIOT ISITHUCTBIE M 1U((y3HbIE HHPHITb-
TpaThl, KOTOPBIE, B OTIIMYHNE OT HH(PEKINOHHBIX, MOTYT Pa3peIaTbCsi B TEUCHHE
HeckonbKuX JaHel. [Iporpeccupyroiee cHmkeHne 001Iel 1 )KU3HEHHON EMKOCTH
JICTKUX OTMEYACTCS IMPU pa3BUTUN (1)146})033 JICTKUX ITOCJIC MACCUBHBIX JICTOYHBIX

Puc. 6.9. VimMyHOrMcToxmummnyeckoe nccnefoBaHue 6ronTarta TKaHU NoYek Npy CMHaPoMe
lyanacyepa: BbIABNATCA NNMHENHbIe OTNOoXeHWA aHTU-TBM-aHTnTen.
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KpOBOTeUeHHI. BHONCHA MOYeK ¢ MMMYHOTHCTOJIOTHYECKHM HCCIIENOBaHUEM
MIOTy9YEHHOW TKaHU SIBIISETCA AOCOTIOTHBIM JHUATHOCTUYECKUM M crenudmye-
cKkuM TectoM Juis aHTu-I BM-uedputa. [Ipy IMMYHOTHCTOXMMHUYECKOM HCCIIe-
JIOBaHWU OTMeYaeTcs JinHelHoe omioxkenue 1gG Bronb 6azaipHON MeMOpaHbI
(puc. 6.9). I'ncronornuecku antu-I' BM-Hedpur xapaxrepuzyercs auddy3HbIM
WM (OKaJIBHBIM HEKPOTHYECKUM HE(PUTOM C HATMYHEM TONyayHHH. JInHeliHbIe
omnoxxerns IgG Brons ['BM MoxxHO HaOIMFOaTh TIPH MTOMOIIN HMMYHOdITyopec-
meHImH. B IByX TpeTsX TMCTONOTHYECKHX 00pa3noB BAOb [ BM BBIABISAIOTCS
TUHEHHBIE 0TIIokKeHN C3 KOMIOHEHTa KOMIUIEMEHTA.

AugpdeperyuaneHaa ouazHocmuka

* Houonamuueckuii cemocudepos. Oba 3a00I€BaHNS UMEIOT UJICHTUYHYIO
KIMHAYECKYIO KapTHHY MOPAXXEHUS JIETKHUX, OAHAKO HIMONATHYECKUI
reMOCHAEPO3 OTIIMYAETCS OTCYTCTBUEM ITOYEUHOM NaTtoaoruu U antu-I'bM
aHTHTEI.

* AHIJA-accoyuuposannvie sackyrumol. I'panynemaro3 Berenepa u MUKpoO-
CKOTIMYECKUH MOJMAHTHUT XapaKTEPU3YHOTCSl MOYEUHO-JIETOYHbIM CHH-
npomoM. IToBeimenne tutpa p-AHLIA u c-AHIIA B cBIBOPOTKH KpOBU
U Hanuuue naynuuMMmyHHoro I'H npu MopdonornaeckoM ncciejoBaHnu
MOYEK MO3BOJISIET UCKITIOUNTD JAHHBIE 3a00JICBAHUS.

* CKB. [na nopaxenus nerkux npu CKB xapakrepHO pa3BuTHE IIIEBpH-
TOB, HaJM4YUE CIEUU(PUUECKUX CEPOJOTHYECKUX MapKepOB, TaKUX Kak
antu-JJHK-anturtena, AH®, Bonuanounslii antukoaryasHt. Kpome Toro,
oTMeuaeTcs cHmkeHue TuTpa C3 KoMIoHeHTa koMIuieMeHTa. [Tpu nmmy-
HOTHCTOXMMUYECKOM HCCIIEAOBAHNY TKAHHU MOYEK OTMEYAETCs JOKAIbHOE
otnoxxenne IgG B couerannu ¢ C3 KOMIIOHEHTOM KOMITJIEMEHTA.

JleyeHue

JleueHue naMeHToB ¢ CHHApPOMOM ['yamacuepa HarpaBiieHo Ha yAaJeHUe aHTH-
I'BM-anTHTen 1 NpeoTBpaleHne uxX cuaTe3a (Tadi. 6.9).

PutykcuMal® BBOIAT BHYTPUBEHHO B 103€ 750 Mr/m? (MakcHMMajbHas
mo3a 1 1) ¢ 1-ro mo 15-i nens nedenns. [lepen BBeneHHMEM pUTyKCUMaba
cienyeT BHyTpuBeHHO BBecTH 100 Mr mermnmpemaHusoioHa. Putykcumad
BO3MOXKHO COYETaTh ¢ HUKI0(ochamMuIoM, yepeayst BHyTPUBEHHOE BBEACHUE
9THX INPENaparoB 4Yepes3 AeHb, MPH 3TOM J03a HuKiIopochamMuia cHIKAECTCS
10 375 mr/m2.

Jns npodritakTHKY ITHEBMOIMCTHON HH(EKIINU MPOBOJUTCS AaHTHONOTHKO-
tepanus Ko-tpumoxcazomom (bakrpum) B mo3e 5 Mr/cyT. (10 TPUMETOIIPHMY )
B Teuenue 10—14 mHeil, MakCuMalbHast 1032 HE JOJDKHA PeBhImarh 320 MI/CyT.
[pu nosiBiIeHUM JIEHKOTIEHUH 103y HEOOXOIUMO CHHU3HTb.
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Ta6bnuua 6.9. JleueHue cuHagpoma Nygnacyepa

Tepanua [lo3bl, peXXnM, KOMMeHTapuu
MeTtunnpegHu30oH (BHYTPUBEHHO), | 600-1000 Mr/m?2 (Makcumym 1 1)
3 Kypca nynbc-Tepanumu
MpenHu3onoH (per os) 1-2 mr/kr/cyT. (makcumym 60-80 mr/cyT.) B Teue-
Hue 1 Mec., 3aTeM NepenTy Ha anbTepHUPYOLW NI
npriem ¢ NocneayoLmm CHUKeHeM A03

Linknopocdamug (BHYyTpMBEHHO) MpeanoyTUTENbHO B BUAE NMyNbC-TEPANin B Te-
yeHune 6 mec. B fo3e 500-1000 mr/m?

Mpu oueHb maxenvix popmax H c nomepeli pyHKYUU noyeK

lpozHo3

B nocneanue necaTtuieTs MPOTHO3 3a00JIEBaHUS 3HAYUTEIBHO YITYYIIUICS
B CBSI3U C HCHONB30BaHHEeM Iuiazmadepesa. Ecimu B 60-e rogbl B OTCYTCTBHE
wra3madepes3a ¥ TeMOINaIn3a CMEPTHOCTE CPEIU B3POCIBIX cocTaBisia 96%,
TO B HacTosmiee BpeMs oHa cHm3miIack n1o 0—41%. bomee Toro, coueranHoe
HCIIONIb30BaHUE IKCTPAKOPIIOPATBEHBIX METO/IOB JICUCHHSI U IMMYHOCYIPECCHB-
HOMW Teparuy IPUBEJIO K YMEHBIIICHUIO CMEPTHOCTH A0 25%.

Tpom6oTNYecKne MUKpoaHruonaTum

X M. Omuposa, T.IO.Abaceesa, O.J1. Yyeynosa

TpoMOoTHYECKHE MUKPOAHTHOTIATHH — LIeJIast TPYIIa 3a00JIeBaHui, XapaKTepH-
3YIOIIUXCS OKKIIFO3HOHHBIM MHKPOCOCYIUCTEIM TPOMOOOOpa30BaHNEM, 00BETH-
HEHHBIX CXOJCTBOM THCTOJIOTMYECKON KaPTHHBI M KIIMHUYECKUX IPOSBICHUN IPH
pas3inuny NaTOr€HETUYICCKNX MEXaHN3MOB. Nmenno OTKPBLITUE HaTO(bI/ISI/IOJ'IOFI/I-
YECKUX MEXaHH3MOB Pa3BUTHS TPOMOOTHYECKNX MUKPOAHTHOTIATHI TIO3BOIHIIO
T epeHInpoBaTh pa3INuHble KIMHUYECKHE CHHAPOMBI Ha OCHOBaHUHU WX
3THOIATOTeHEe3a.

I'ncronornyeckn TPoMOOTHYECKash MUKPOAHTHONIATUSL — 9TO OCOOBIH THII
HOBPEXACHUS apTEPUOJI U KallWUIAPOB, IPECTaBICHHBIN yTOJIIIEHUEM U Haly-
XaHUEM COC}’)IHCTOﬁ CTCHKH, OTCKOM I/I/I/IJ'II/I OTACJICHHUCM JOHJIOTCIHAJIBHBIX
KJIIETOK, PAaCHIMPEHUEM CYOIH/IOTEIHAIbHOTO IPOCTPAHCTBA C HAKOIUICHHEM
B HEM aMOp(HOTO MEMOPaHOIIOOOHOTO MaTeprana 1 00pa3oBaHHEM TPOMOOB,
cozepkammx TpoMOOIHTE U GUOPUH, YTO IPUBOAUT K YACTUIHOM MIIH ITOJTHOU
OKKITIO3HH COCYOB MUKPOLIMPKYJIATOPHOTO pycIIa.

Knuanueckn TpoMOOTHYECKass MUKPOAHTHOIATHS MPOSBIAETCS TPOMOO-
LUTONIEHHEH M3-32 TOTpeOJIeHNsT TPOMOOIUTOB B TPOIEccax pacnpoOCTPaHEeH-
HOro TpoM0O00OpazoBaHKsl, MUKpOAHTHONAaTHYECKOH remonuTrdeckoid Kymoc-
HEraTUBHOW aHEMHEH B pe3ynbTare pa3pylLIeHHs 3PUTPOLUTOB B IPOCBETE
COCYIOB, OJIOKHPOBAaHHBIX TPOMOOIIUTAPHBIMH TPOMOAMH, OTCYHBIM H IIOBPEXK-
JIEHHBIM SHAOTETNEM, M TUCHYHKITNEH MOBPEXICHHBIX opraHoB (tiouku, [THC,
JIeTKHe, IIe4eHb, KUIISYHUK H JIp.).
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Knaccugpukayusa

HecmoTps Ha TO 9TO ¢ TeYeHNEM BPEMEHH BEAYIIHE CUMIITOMBI X Ta0OpaToOpHEIE
napaMeTpbl HICHTH(GUIMPYIOTCS BCe TOUHEH, TONBKO aHATN3 Ha MOJISKYIISIPHOM
YpOBHE MO3BOJIACT TUPPEPEHIIMPOBATh PA3TUYHBIC (POPMBI TPOMOOTHUECKOM
MHUKpPOAHTHOIIATUH. BBIIENSIOT TpH OCHOBHBIX BapHaHTa 3TOro 3a00JIeBaHMS:
TpomOoTnueckas TpombonnTonenndeckas mypiypa (TTII), passuBatomiascs
n3-3a nepunura ADAMTS 13-nma3MeHHOM MeTaTonpoTeasbl, PacIeIUIIONIEeH
takrop ¢on BummeOpanma; reMOTUTHKO-YPEMUIECKUN CHHIPOM, aCCOIMH-
poBaHHBIN ¢ Shiga-ToxcuH npoxyuupytomeid Escherichia coli (STEC-T'YC);
arunuubbiid ['YC, CBS3aHHBIA C TCHETHYCCKUMH WM MPUOOPETCHHBIMU Hapy-
LIEHUSIMHU PETYJIATOPHBIX KOMIOHEHTOB CHCTEMBI KOMIIEMEHTA. DTH COCTOSTHHS
KIIMHUYECKH YacTO HICHTHYHBI, HO TPEOYIOT Pa3IMYHbIX MTOIXO0B B JICYCHUH.
B HacTosmee Bpems HanbOosee akTyajabHa ITHOJIOTHYECKAs KITaCCH(PUKALINS
TPOMOOTHYIECKIX MUKPOAHTHONATHIA:
1. TYC:
* STEC-T'YC;
* Streptococcus pneumoniae-accouuupoBanusiii ['YC;
* HINI u rpunn-acconuupoanuslii I'YC;
» I'VC, cBs3aHHBIH ¢ e eKTHRIM MeTaboam3MoM KobanamuHa C (MeTHIMa-
JIOHOBAS aIlUIEMHUS);

* I'VC, cBs3annsiii ¢ mytanueit rena DGKE (nuanunmnmneponkruHasa €);

* I'VC, cBs3aHHBIN C AM3pEryisiUel ajJbTepHATHBHOIO IyTH aKTHBAI[MH
KOMITJIEMEHTA:
— myramuu reHoB ¢akrtopos H, I, MCP, B, C3, TNBD, TpomboMonynnHa;
— anrurena K paxropy H (artu-CFH).

2. TTII:

* BpoxaeHHbIN nepuunt ADAMTS13;

* antu-ADAMTS13 antutena.

3. HELLP-cunopom (hemolysis [H — remonus], elevated liver enzymes
[EL — yBenmmuenue nedeHOUHBIX GepMeHTOB], low platelet count [LP — Hm3K0E
KOIIMYECTBO TPOMOOIMUTOB]), BOZHUKAOIMNN MeXIy 27-i U 36-U HememsiMu
6epemenHocTH y 10% KEHIIMH C TSOKEION MPEeIKIaMIICHEH.

4. Bmopuunsie mpomoomuueckue mukpoanzuonamuu: vapexiuu (BUY),
TPaHCIUIAHTALUSI COJIM/IHBIX OPraHOB ¥ KOCTHOTO MO3I'a, 3JI0KaueCTBEHHbIE HOBO-
00pazoBaHus/XUMHOTEpaIusi, ayrouMMyHHbIe 3a0oneBanust (CKB, antudoc-
(homUIUIHBIN CHHAPOM, CKJICPOICPMUS, IEPMATOMUO3UT), JIeKapCcTBa (MHTUOH-
TOPBI KATBIUHEBPHHA, cpoiuMyc u aHTH-VEGF npemnaparsr), 3nmokagecTBeHHas
THIEPTEH3HUS.

Vcropuuecky pa3iuyHble 04ard MOBPEKACHHS OPraHOB-MHIICHEH cunTa-
JIMCh MPHU3HAKOM st Au(ddepeHIuanny TPOMOOTHYECKUX MHUKPOAHTHOIIATHH:
TTII — nopaxxenne LITHC; I'YC — nopaxenue nouek; HELLP-cunapom — nopa-
eHre iedeHr. OJJHaKo TOYHOE pa3rpaHudeHre (OopM HAa OCHOBAHUH KITMHIYC-
CKOIf MaHH(]ECTaINN B 3aBHCUMOCTH OT IPEOOIalaHusl IOPAKSHHS B TOM HIIH
HWHOM OpTaHe e[Ba JIN BO3MOXKHO, TOCKOJIBKY TPOMOO3 MEJIKHX COCY/IOB SIBIISCTCS
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pactpocTpaHEeHHBIM, a 3HAYHT, HeCIIeUPUIHBIM. TakuM 00pa3oM, 3HAYMMOCTb
9THX MMapaMeTPOB I IOCTAHOBKH AUArHO3a OCTACTCS HEOIPEIeIeHHON, OTHO-
CUTEBHYIO TOYHOCTh MPEIOCTABISET TOJILKO crerududeckas JadbopaTopHas
JIMarHOCTHKA.

Tpomb6omuyeckaa mpomboyumoneHuyeckasa nypnypa (6onesHo Mowkosuya)

TTII — cucremnas Gpopma TpPOMOOTHIECKOH MUKPOAHTHONIATHH, B OCHOBE KOTO-
PpO¥ IeKUT TPoMO00OPa30BaHNE B MUKPOLIMPKYIISITOPHOM PyCJI€ psiia OPraHoB,
OTIOCPEIOBAaHHOE CBEPXKPYTHBIMU MyIIbTUMepaMu (akropa GpoH Bumnedbpanza.

Briepsrie knmnnveckas xkapruHa TTIT Obuta onucana Ha 3acenanuu Hpto-
Mopxkckoro maronorudeckoro obmectsa 7 despans 1924 r. Eli Moschcowitz.
Bruto cnmemano coobmieHne o 16-1eTHEH NMEeByIIKE ¢ JTUXOPAIKOH, aHEMHEH,
METEXUSIMH, PA3BUTHEM HIIEMHYECKOTO HHCYIIBTA M OCTPOH JIEBOXKETYJOUKOBOH
HEI0CTaTOYHOCTH, BBISIBIICHHBIMH MHO>KECTBEHHBIMU THAJTMHOBBIMU TpOMOaMu
B TEPMHHAJIBHBIX apTepHoiax U Kalmuiipax BHYTPEHHHX OpraHoB. JlaHHBIN
CiydYail TONy4u Ha3BaHWe OOJe3HU WM cuHIpoMma Momikoeuna. B 1947 r.
K.Singer, F.P.Bornstein u S.A.Wile B MEIMIMHCKYIO MPAaKTUKY OBbII BBEACH
TepMuH «TTID».

Yacrora Bctpewaemoctu TTII cocraBmsier 2—15 cimydaes/106 manueHTO-7eT.
Jannoe 3abomneBanme Ooiee pacIpOCTPAHEHO CPEAM KEHIIUH (COOTHOIICHUE
JKEHIIUHBI | MYXXYHUHBI COCTaBIIAET OT 3:2 10 5:2). [Ink 3a601€BaeMOCTH IPHXO-
JIUTCS Ha TPEThE U YeTBEPTOE AeCATIIICTH sKu3HU. [Iporpeccupyroiee TeueHue
TTII TpeOyer Hauayia Teparuy yxe B IEpBbIE Yachl 3a00JIeBaHUsI, TaK KaK MPU
OTCYTCTBUH aJICKBaTHOTO CBOEBPEMEHHOTO JICUEHHS MOKA3aTelb JIETAIbHOCTH
npubmmxaercs k 100%.

Kon mo MKB-10: M31.1 TpomboTrueckass TpoOMOOIIUTONICHHYIECKAsT ITyp-

nypa.

Smuonoaus u namozeHes

B nocnennue necstunetus caenan psaja GyHIaMEHTaIbHBIX OTKPBITHI, IIPUBEA-
IIUX K IpopsIBy B moHnMaHnu Mexanm3ma TTIL. B 1996 r. 6su10 ycTaHOBIIEHO,
gro y 6onpHEIX TTII HabMIOMaeTCS NEePUINT METAITONIPOTEa3hl, YMEHBIIAIOICH
pa3Mepsl CBEPXKPYIHBIX MyJIbTHMEpOB (akropa ¢hoH Bumnedpanna mocpen-
cTBOM HX pacieruieHust. B 2001 . aTa mpoTeasa 0buta HACHTH(GHUIMPOBAHA KaK
ADAMTSI13 (anen. A Disintegrin And Metalloprotease with Thrombospondin
type 1 motif, member 13 — qu3enTerpuH-NOK0OHAs MeTaIONpOTEa3a C Imocie-
JIOBAaTEJIBHOCTHIO 13 1Mo Ty TpomOocmoHauHa 1), KOTOpasl 3aKOJHpOBaHa
OTHOMMEHHBIM T€HOM, PacIIOIOKEHHBIM B XpoMocoMme 9q34 1 BeIpabaThIBaeTCs
MPEUMYILECTBEHHO B IIEYCHHU.

V¥V nanuenTtoB ¢ TTII onucanel nBa MEXaHU3Ma HapyLIEHUS aKTUBHOCTH
ADAMTSI13: reHeTnueckuii 1eUIUT U3-32 TOMO3UTOTHON MIIM KOMITayHHOH
rerepo3urotHoii myranuu B rene ADAMTSI13 (Bpoxnennass TTII) u npro6-
peTeHHBIN neduuT u3-3a 0OpasoBanus ayroantutel K ADAMTS13 (mpuobpe-
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teHHas TTII) u reHeTHUeCcKUil NEePUIUAT U3-32 TOMOZUTOTHOW HITH KOMITayHIHOM
rerepo3urotHoi myTtaruu B reHe ADAMTS13 (Bpoxxknernas TTII).

Bpoxnennas dopma 6onesnu (cunapom Upshaw—Schulman) Berpedaercs
B 5-10% Bcex cmyuaeB TTII. depmeHTaTHUBHAs HEJOCTATOYHOCTH IPU ITOH
(hopMe BO3HHKAET BCIIEICTBHE MYTALlMi T'eHa, KOAUPYIOIIEero cCuHTe3 GepmenTa
ADAMTSI3. [TpubnuzntensHo y 75% MaMeHToB ¢ BPOXKICHHBIM JIE(OUIIUTOM
ADAMTSI13 mepBbIid OCTPBIA 3MM301 3a00JI€BAHUS MPUXOIUTCS Ha TIEPUOL
HOBOPOXXJEHHOCTH WM IpynHOH Bo3pacT, y 10-20% TTII nposiBasiercst mocie
TPETHETO IECATUIICTUS KHU3HU. 3a001eBaHIE HACIEAYETCS IO ayTOCOMHO-PELeC-
CHBHOMY THITY.

K nacrosimemy Bpemenu unentuduiposano 6oiee 130 (OMIM #274150)
B rere mytamii ADAMTSI13 y nanuenTtoB ¢ TTII. [Ipubmusurensuo 60% u3
HUX — MHCCEHC-MYTAIlNH, BEAYIIHE K 3aMEHE OJHOM aMHHOKHCIIOTBI, OCTAIIb-
HBIE OTHOCSITCSI K HOHCEHC-MyTalusaM (TeHHasi MyTalysl, B Pe3ysbTaTe KOTOpOn
W3MEHEHHBIH TPUILIET TepseT CHOCOOHOCTh KOAMPOBATh KAaKyHO-THMOO aMHHO-
KHCJIOTY), JeNIelMd MM MHCEePUMU (BCTaBKa HyKJIeoTHIa). Y OOJbIIMHCTBA
MAIIMEHTOB BBISIBIISIOTCS KOMIIAyH/HBIE T€TEPO3UTOTHBIE MYTAIMH; ONHCAHBI
TOJNBKO 15 MyTanmii B roMO3UToTHOM (opme. MccnenoBaHns CEKpey 1 aKTHB-
HOCTH MYTaHTHBIX ()OpPM IPOTEA3bl MOKA3AJIHN, YTO OOIBIINHCTBO MyTallli BEAYT
K 0CJTabJICHUIO KJIETOYHON CEKPEIH, a IIPU CEKPELH BUJOM3MEHEHHOT0 OenKa
€ro MPOTEONUTHYECKAsI AKTUBHOCTh 3HAYUTEIHHO CHUKAETCSI.

[Ipuobperennas (nauonarnveckas) TTII — nMMyHOOOyCIIOBIIEHHAs!, HECe-
meiinas popma TTII, koropas Bctpeuaercst B 90% ciaydaeB. 3aboneBaHue Xapak-
tepusyercs nedurnmuroM mporeazsl ADAMTS13 (<10%), akTHBHOCTD KOTOPOW
MHTHOMpYeTCsl cnenu(pUIecKUMH ayTOaHTUTENaMH. Y TallMeHTOB C MPHOO-
pererasiM nepunurom ADAMTS13 pruCcK penuINBOB COCTaBISET MOpPSIIKA
50%, cumxkenne aktuBHOCTH ADAMTS13 n nepcuctupyromue HHrHONTOpHBIE
ayroantutena K ADAMTSI13 B nepuone pemuccru — HeOIAroNpHUSTHBIA TPO-
THOCTHYECKUH (pakTop pa3BUTHS pPElUINBA.

B mukpococyancrom pycie nanuentos ¢ TTII mpouncxonut cucreMHoe oOpa-
30BaHME TPOMOOLIUTAPHBIX TPOMOOB, COCTOSIIINX B OCHOBHOM M3 (hakTopa (HoH
Burebpanna n tpombonuTtoB. @akrop (on BumieOpanga — MyIbTHMEPHBIH
TUIa3MEHHBII INIMKOIPOTEUH C BRICOKUM MOJICKYJISIPHBIM BECOM, MIPOAYLIUPYEMBbIi
SHIOTENUANBHBIMU KJIETKAMU ¥ METaKapHOLIUTAMU U COZIEpXKAIIMICS B Teblax
Baiibens—Ilanane (anen. Weibel-Palade) u TpoMOonmTapHBIX o-rpaHyiiax, COOT-
BETCTBEHHO, B BUJIE CBEPXOOJBIINX MYIFTUMEPOB. DTH MYJIBTHMEPHI (hakTopa
(oH BuireOpana BBICOKOTPOMOOTEHHBI, TAK KK IMTPEACTABIIAIOT MACCUB CTHIKO-
BOYHBIX CAWTOB JIs1 TPOMOOLIMTOB C S9HIOTEINAILHBIMU KJIETKAMU U BHEKJIETOY-
HBIM KOJUTar€HOBBIM MaTpukcoM. [locie moBpex1eHns COCYAUCTHIE SHA0TEIHATIb-
HbIE KJISTKU BBIIEJISIOT CBEPXKPYIHBIE MyJabTHMEPHI (hakropa hon Buiedpania
13 BHYTPUKIIETOYHBIX Jieno. [Ipr HOpMallbHBIX YCIOBHSAX TPOMOOTEHHBIH ITOTEH-
[IMaJl CBEPXKPYHHBIX MYJIBTHUMEPOB OBICTPO CHHMXKAETCS 3a CUET PACIICIUICHHS
Ha OoJiee MeIKue MyIETHMEPHI TUTa3MeHHOH npoteazol ADAMTS13.

Hedummur ADAMTS13 mpeapacnonaraeT K MEKPOCOCYIUCTOMY TPOMOO3y
nocse BO3ACHCTBUS TpUrrepHbiX (akropor: unpekuuit (BUY, LIMB), Gepe-
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CTbIKOBOYHBIA
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r ) Cekpeuusa ) Cekpeuus
My/bTUMEPOB MynbTUMEPOB
TenbLamm Tenbuamm

JHAoTeNvanbHas Knetka SHAoTeNanbHaa KneTka

CTbIKOBOYHbIN

- a
Puc. 6.10. MexaHu3m pectera ADAMTS-13:y 3gopoBbix 1 60nbHbix TTM: a — pacwenne-
HUe CBEPXKPYMHbIX MyNnbTUMepoB dpakTopa ¢oH BunnebpaHaa (VWF) B dpursmnonornyeckmnx
YCNoBUAX NpW HOpManbHOW akTuBHOCTM ADAMTS13; 6 — obpa3oBaHme CBEPXKPYMHbIX
mynbtumepos VWF npu TTM B ycnosusax aedunuymta ADAMTS13 (no J.L.Moake).

MEHHOCTH, HOBOOOpa3oBaHMH, ayTOMMMYHHBIX Hapymenuit (CKB, peBmaro-
UAHBIA apTpuT, cuHzapoM lllerpena) nu HEKOTOPBIX JIEKAPCTBEHHBIX CPENICTB
(TMKIIONUANH, KIOMUAOTPEN, TETIIINPOBAaHHBIE HHTEP(EPOHBI, XHUHUH, TPH-
METOIPUM, CUMBACTaTHH, AECMOINPECCHH), KOTOPbIE aKTUBUPYIOT MHKPOCO-
CYAUCTBIC DHAOTCINAIBHBIC KIIETKHW W BBI3BIBAIOT CCKPCIUIO CBCPXKPYITHBIX
MynbTUMEpOB (akropa pon Bunnebpanna. B motoke KpoBH TPOMOOIMTHI Kpa-
TKOBPEMEHHO CBSI3BIBAIOTCS C CEKPETUPYeMbIM (akTtopoM (GoH Bumnebpanaa
1 OBICTPO COCTMHAIOTCS C aKTUBHPOBAHHBIM dHI0TeNneM. [1pu Tsokenom nedu-
mute ADAMTS 13 nauHHBIE TeTTH CeKPEeTHPYEMBIX CBEPXKPYITHBIX MYJIIETUMEPOB
(akropa ¢on BumreOpanma u TPOMOOIUTHI OCTAIOTCS CBA3aHHBIMH C SHJIOTE-
JIHATLHBIMHU KJIETKAMH, HHUIIMKPYsI oOpa3oBanue TpomOoB (puc. 6.10). Takoe
SIBJICHHE XapaKTepHO ISl MUKPOCOCYIMCTOTO PyCiIa, T/Ie B pe3yJIbTaTe BHICOKOTO
HAaIpsDKSHUS! C/IBUTA CBEPXKPYIHbIE MyIbTHMepH! (aktopa Gon Bumiedpanna
XapaKTepu3yIoTCsl YIJIMHEHHOH KoH(opMaleld ¢ MakCUMaJIbHBIM TPOMOOTEeH-
HBIM ITOTCHIIHAJIOM.

KnuHuyeckaa kapmuHa

ITanuenter ¢ TTII, xkak mpaBuIO, JEMOHCTPUPYIOT OCTPOE WM MOJOCTPOE
Havyayio 3a00JICBaHMUs, XapaKTEPU3YIOIIeeCs KIIACCHYCCKOM IMEHTaI0M:
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1. TpomOonTONIEHNS, YACTO TSDKETasA, y OOJNBIIMHCTBA MMAIINEHTOB KOJIHYe-
cTBO TpoMbonuToB <30-10%/11.

2. MuKpoaHrrHonarn4eckas TeMOJIUTHYECKas aHEeMHUs: CHIKEHUE TeMOTIIO-
6unHa (40—80 1/1); peTUKYIOUNTO3; IKCTOLUHTHI (pparMeHTHPOBAHHBIE SPUTPO-
LUTHI) B Ma3Ke KPOBHU; THIepOMnmmpyOrHemMus (3a cyeT HenpsiMoi (pakuum);
OTpPHIATENBHBIA MPSIMOH aHTHIIOOYIMHOBEIH TecT (mpoba KymOca); nosieHne
YPOBHS JIaKTaTAETHIPOTCHA3bI; CHIKEHHE YPOBHS TalTOITIO0NHA.

3. HeBponorudeckue paccTpoHcTBa: roJIOBHAS 00JIb; CyAOPOTH; HAPYILICHNE
CO3HAHUS BIUIOTH JI0 PAa3BUTHSA KOMBI (HanOojee 9acTo); IMCUXOMOTOPHOE BO3-
OyXJIeHHe, pexe — ape3, TeMHIUIETUsl, HapylIeHHe 3peHus, adazusi.

4. IlopaxxeHue mo4yex: MUKporeMaTypus; nporeunypus; OITH.

5. JIuxopaaka.

Heonaranenas ¢opma BpokaeHHOW TTII MOXKET MPOSBIATHCS TKEIOH
KENTYXOH, Jalle 0TMeYaeTCsl H30JMPOBAHHAS TPOMOOIINTONICHHST, TPAH3UTOPHAS
reMarypusi, IpOTEHMHYPHSI, PEIKO — HAPYILIEHHE a30TOBBIICITUTENbHON QYHKIMN
nouek. [lopaxxenne ITHC (~30%) BO3MOXHO TIpHU TOCIEAYIOMIUX PEIUANBAX
3a001eBaHusL.

BHyTpucocynucTelii MEXaHUYECKUHA T€MOJIU3 € MOCIEAYIOmEN aHeMuen
MIPUBOANT K CHIDKCHHUIO (PM3HYECKON aKTUBHOCTH, BSJIOCTH M OBICTPOH yTOM-
nsiemocty. 'onmoBHast 60J1b, TOIIOBOKPYXKEHHE, OMBIIIKA NPH HATPY3KE M TaxH-
Kapausl TakKe OTHOCSTCA K BOSMOXKHBIM cuUMIToMaM. [IoHIDKeHHOE comepxa-
HHE TPOMOOIIMTOB KIMHMYECKH (puKcHpyercs modxe. Hekoropas CKIOHHOCTh
K 00pa30BaHMIO FeMaToM M y4YallleHHbIE CIy4al KPOBOTEUEHHI 13 HOCA U JIECEH
MoryT sBisAThCs npusHakamu TTII, ogHako BcTpevaroTes He Beera. ToibKo mpu
TpoMGonuTonernn Huske 30-10%/11 CKIIOHHOCTB K KPOBOTEYEHHAM 3aMETHO yBE-
nu4auBaeTcsl. [10ABIAI0TCSA reMaToMBbl, TETEXHUH 1 COOTBETCTBYIOIIIE HAapyIICHHS
CBEPTHIBAEMOCTH KPOBH, IIOITOMY HEOOXOIUMO MPOSBIATE OCTOPOKHOCTH IpHU
WHBAa3UBHOM TEPANEBTUYECKOM BMeEIIaTEIbCTBE.

[pu TTII nucdyHKIMS OpraHoB SBISIETCS CIECACTBUEM HIIEMHH, a SHJIOTE-
JMH U CTEHKH COCYIOB WHTAKTHBI, TAKXKE OTCYTCTBYET HapyIIEHHE IPOHHIAE-
MOCTH ¥ BOCIIJIINTENbHAS KieTouHas HH(wIbTpanus. HeBpomornyeckue cum-
IITOMBI BCTpeyaroTcst 6onee 1eM B 90% ciryuaeB Ha IPOTSKEHUH BCEH OOIE3HH.
CHikeHne QYHKIMHY TIOYEK JUArHOCTUPYeTCs Y 25% MallMeHTOB, a MopaXeHne
cepaua B MoMeHT auarHoctuku TTII, mo mocienqHuM JaHHBIM, OTMEYAETCs
y 42% mnanueHTOoB.

JuazHocmuka

Jus monrBepxkaenns nuarno3a TTII HeoOXxoomMo ompeneneHne aKTHUBHOCTH
ADAMTSI13, koropast cocraBnsger Hike 10%. Ecnu aktuBHOCTE ADAMTS13
<10%, Heobxomumo onpenenuts Hanmuuue antutel K ADAMTS13. I'enetnueckuit
anamu3 mytauuit ADAMTS13 (cekBeHupoBanue rena ADAMTS13; sk30HbI
1-29) nomxeH OBITH BEITIOJIHEH Y TTAIIUEHTOB C AKTUBHOCTHIO METAJLTONPOTEa3bl
<10% ¥ OTCYTCTBHEM aHTHTEIL.
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PexomentyeTcs rcciieioBaHie KIIMHAYIECKOTO aHaIn3a KPOBHU (TeMOIIOOHH,
TPOMOOITUTBI, HCCIIEOBAHIE Ma3Ka KPOBH, TTOJCUYET ()parMEHTHPOBAHHBIX PH-
TPOLIMTOB, PETUKYIIOIMTOB); MPoOsl KymOca, OHOXHUMHUYECKOTO aHaIn3a KPOBH
(MOueBMHA, KPEaTHHUH, DJIEKTPOJIUTHI, OOIINH OMIMPYOUH M ero (pakuuwu,
NIe4eHOYHbIe TPOOBI, JIAKTATAET APOTeHa3a, FalTONIO0NH), 00N aHAN3 MOYH.
C 1enbro UCKIIIOYEHUS! CUCTEMHOM MaTOJIOrMH MPOBOAUTCS HIMMYHOIIOTHYECKOE
obcnenoBanue (anTurena k JJHK, antudocdommnmnasie aHTHTENa; aHTHUHYKJIC-
apHbIC aHTUTENA; BOTYAHOUHBIN aHTHKOATYISHT U Ap.). [Ipu KT ronoBsr y marm-
eHToB ¢ TTII MoryT OBITH OOHapy)KEeHBI MHTPaKpaHHAIBHBIE KPOBOM3IUSHIUS,
nH}apkrel. s AnarHocTuky uiieMun cepana y Beex oonbHbix TTIT mpemia-
raeTcsi HPOBOJUTH PYTHHHBIN CKPUHIHT 1 MOHUTOPUHT CEPACUYHBIX (DEPMEHTOB
(tponionuH I wimu T).

JleyeHue

[TmasmoTepanust — KpaeyroiabHBIN KaMeHb B T€paliMyd OCTPOTO SMIH307a BCeX
¢dopm TTII. IlonTBepkaeHIE BEIpaKEHHOTO CHYKeHUsI akTHBHOCTH ADAMTS13
B OCTpBI Hepuoa 3abosieBaHMs C HAMUYUEM aHTUTEN MM 0e3 HEero Ba)KHO
JUIsSL pEeLlIeHHs] BONIpOoca O AalbHEWIIEM BEACHUH MAaleHTa. Tak, y MalUeHTOB
¢ BpoxxaeHHbIM nedurrom ADAMTSI13 B ocTpblif eprox 3a00neBaHus IS
3ameneHns! (QyHKIIMOHAIBHO HEMOIHOLECHHON MTPOTEa3bl U IOCTIKEHUS PEMUC-
CHH JIOCTaTO4HO MH(Y3HUIl CBEXKE3aMOPOKEHHO! T1a3Mbl u3 pacdyera 10 MI/KL.
[MpodunakTryeckoe npruMeHeHHe HH(Y3HUH CBEKE3aMOPOKEHHOH TI1a3Mbl PEKO-
MeHIyeTcsl BHe 00ocTpeHnid B peskume 10 mir/kr kaxabie 2—3 Henenu. B Hacto-
SIIee BpEMs OCTAeTCs HEM3BECTHBIM, MOTYT JIM THI U JIOKAIU3alMsd MyTaluil
ADAMTSI13 onpexnensaT HHTEHCHBHOCTb IIA3MOTEPAIIH, HEOOXOMUMYIO IS
MOAEP)KAHHUS PEMHICCHH.

Jleaenue mpuobperennoit TTII cBoAMTCS K MPOBENEHHUIO TIa3MOOOMEHOB
¢ 1enpto foranuu orcyTcTByomero ADAMTS13 u ynaneHnus ero ”HHTHOUTOPOB.
Oxosn0 90% nanuMeHTOB NMpHU MPOBEACHUU IUIa3MOTEpaluU BBIKHMBAIOT MOCIHE
0CTporo 3Mu30/a 3aboneBanust. Haqo MOMHUTB, YTO IJIa3MOTepanus He BIUSET
Ha JIS)KaIIyi0 B OCHOBE ayTOMMMYHHBIX 3a00JICBaHUH IPHYHHY TPHOOPETCHHON
TTII. [lareHTHI pearupyioT Ha JIeYeHHE, U IIa3MOTePaIys MOXKET ObITh 3aKOH-
4yeHa, Tak Kak ayrouMmMmyHu3aius K ADAMTS13 He uHTEeHCHBHA U CITIOHTAHHO
ocyiabeBaeT uepe3 HECKOIBKO HEeNleNb.

I'KC moryt mMeTs NpeuMylIecTBO Ipu ayTOMMMYHHBIX (opmax TTII,
nHruOupys cunare3 ayroanturesl K ADAMTS13. B HeaBHUX MPOCHEKTUBHBIX
HCCIIEIOBAaHUAX MIPOJEMOHCTPUPOBaHA BBICOKas 3 PEKTUBHOCTD PUTYKCHMaba
(monmaBnenue B-xinerok antutenamu aHTH-CD20) y MaIMEHTOB ¢ OTCYTCTBHEM
sddekra OT MI1a3MOOOMEHOB (MUHUMYM 5 CEaHCOB) M TEPAIUU METHIIPETHH-
30JI0HOM, a TaKxe y nanuentoB ¢ peruauBoM TTII npu panee oOHapyKEHHBIX
anturenax kK ADAMTS13. AyroummyHHBIH xapakTtep npuodperenHoit TTII
TIOCITY>KHJI OCHOBaHHEM HCIIOJIb30BaHUS PUTYKCUMAa0a JUTs TOCTIKEHUS peMUC-
CHH ¥ TPOQUIAKTHUKH PEIUANBOB Y OOJIBHBIX C MOCTOSHHON aKTHBHOCTHIO 3200-
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neBanus. C ygeToM ero 3pPeKTHBHOCTH BCce Ooliee MHUPOKYIO MOAIEPKKY HAXO0-
JWUT METOJ] TEPAIluy PUTYKCUMAOOM /10 UCTIOIb30BAHUS JPYTHX BUIOB JIEUCHHUS.

st paHHErO BBIABICHUS HAYMHAIONIUXCSA PELUINBOB HEOOXOINM MEpH-
OJIMYECKUI KOHTPOJIb aHalM3a KPOBH MU aJEKBATHBIII MOHHUTOPHUHI YPOBHS
ADAMTSI13. ITanueHTamM MOXeET OBITH NMPEBCHTUBHO HA3HAYCH PUTYKCUMAO
JUIS IPEOTBPALLCHHS PELUINBA IPU MTOCTOIHHOM CHUYKEHUU YPOBHS IIPOTEa3bl
ADAMTSI13 mnn xorga uMeeTcs TeHISHIHS K €€ CHIDKCHHIO, KOTOpas 4acTo
pa3BHUBAcTCS B TCUCHNE HECKOIBKUX HEENb MM MECSIIEB.

Pa3pabotka pexoMOuHaHTHBIX 6e1K0B ADAMTS13 B Oyaymiem, BO3SMOXHO,
3aMEHUT KCIOJIb30BaHKE IUIa3MoTepanuu. Ha ypoBHE peakTUBHOCTH TPOMOO-
LUTOB NPOTHB (hakTopa (oH BuureOpanaa B Hacrosee BpeMs HCCIEIyeTCs
npumenenne Antamepa ARC1779, koTopslii cBA3bIBacTCs ¢ perenTopamu ax-
Topa ¢oH BmureOpanna Ha moBEepXHOCTH TpoMOOLUTOB. IlepBbie pe3yasTarsl
TOBOPST 00 aHTUKOATyISTHTHOM BO3JEHCTBHU M YMEHBIIEHHH IPOU3BOJCTBA
TPOMOOIIMTOB Ha YALTPAOOJIBIINX MYyIBTHMEpax (akropa GpoH Buiedpanaa.

llpozHo3

Jns TTII xapakTepHO pelHIUBUPYIOIEE TEUEHUE, HO 4acTOTa PEIUANBOB
3HAUUTENBHO BapbupyeT. B HacTosmee BpeMs peAnoaaraeTcst, 4To THIT U JIOKa-
mm3amusg MyTtarmii ADAMTS13 moryT Biuats Ha BpeMsi MaHugectanun TTII
Y TIEHETPAaHTHOCTH 3a00JIeBaHUS Y HOCUTENEH MyTallnu.

3aboneBanue, o0ycioBieHHOe HanmuuueM anturen kK ADAMTS13, xapakre-
pusyercst bosiee TSHKEJIBIM TeYeHUEM U 0oJiee BHICOKOH CMEPTHOCTBIO IO CPaB-
Henmto ¢ TTII, mpu xoropoit antutena k ADAMTS13 orcyrcTBytoT. Bricokue
TuTpbl aHTUTEN K ADAMTS13 KOppenupyroT ¢ peuANBUPYIOIIUM TEUEHUEM
TTII 1 NA0XUM IIPOTHO30M.

IIpu oTCYTCTBHM CBOEBPEMEHHOMN Teparuy Ma3Madepe3oM MporHo3 Heba-
ronpuatHelii. Kpome Toro, mpu cBOEBpeMEHHO HauyaToil Tepamuu, HECMOTPS
Ha HaJIM4Ke BCeX MPU3HAKOB PEMUCCUH, BOCCTAHOBJIEHHE HE BCeria ObIBaeT 1oJ-
HBIM: TIOCJI€ CEPhE3HOT0 UIIEMUYECKOrO MOPaXKEeHHsI TOIOBHOIO MO3ra B HEKO-
TOPBIX CITy4asiX COXPAHSIOTCS OCTATOYHBIC U3MEHEHHUS, Y 3HAUUTEIBHON 9acTh
MAIMEeHTOB OTMEYAOTCs cIaboCTh, YXYAIICHNE MaMsITH, ToNoBHAs O0omb. [Ipn
TSHKEJIOM MTOPaKEHUH MTOYEK Y psina OOIBHBIX MOXKET pa3BuThes XITH.

Temonumuko-ypemuyeckuii CUHOpOM

B 1955 1. C.Gasser ¢ coasr. (IlIBelinapusi) cooOmmim 0 cBoOeM HaOIIONCHUH
3a MATHIO ACTHMHU C 3a00JICBaHUEM, XapaKTePU3YIOIMMMCS TIPOAPOMON B BUIC
KpoBaBo#l amapew, TpombOonuTorneHue, KyMOc-HeraTHBHOM TeMOJIHTHIECKOM
anemueit u OITH, kotopoe onn HazBanu ['YC. 3aboneBanue y Bcex IATH IeTei
3aKOHYMIIOCH JIETAJIbHBIM MCXOAOM. [Ipy MOp(OIOrHYECKOM HCCIIeTOBAaHUN
MIOMHMMO HEKpO3a KOPKOBOT'O BELIECTBA IIOYKH OBLIH BBISBICHBI SKCTpapeHab-
HBIE NPOSIBICHUS OOJIE3HU: reMOpPpParnv4eckKuii KOJIUT, TpOMOO3 KallMIIsIpOB
W apTepuoI JETKUX, MO3Ta, CepIla.
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I'YC xapakrepusyercst TpHaI0oi MPU3HAKOB B BU/IC MUKPOAHTHOTIATHYE CKOM
HEMMMYHHOM '€ MOMUTHYECKON aHEMHH C HAMN4neM (parMeHTHPOBAHHBIX 3pH-
TpouuToB (mn3ouuToB), TpomboruToniennu U OITH. I'YC sBnseTcst oCHOBHOIA
npuunHoit OITH y nereit no 5 net.

Kox mo MKB-10: N08.2*~D 59.3 I'momepynsipHble TIOpaskeHns TIpH OoIe3-
HSIX KPOBH M UMMYHHBIX HapyIICHUSIX.

Snudemuosnoaus

3abonesaemocts I'YC cocrasmuser ot 0,2 1o 4,28 na 100 000 meTckoro Hacee-
HUS B TOJl B MUPE, a JICTAJIbHOCTh B OCTPBIN TIEPHOJ KonebeTes ot 2,5 1o 12%,
cpenu aereit no 5 ner — 6,1 Ha 100 000 B rox. B Espone u Ceseproit AMepuxe
3aboneBaemocTh coctasisier 0,6-0,8 caydas ma 100 000 mereit <15-18 ner
u 1,9-2.9 cnyqas ma 100 000 gereit <3-5 net. Yactora ['YC Gonblie cpenu cenb-
CKOTO HaCeJlIeHHs, a B YHIEMIYHBIX palioHaX (ApreHTHHe U YpyTBae) JOCTHTAET
10-17 crygaeB Ha 100 000 meteit <5 net. st Tunmuanoro I'YC xapakTepHBI 31TH-
JIEMUYECKHE TTObeMbI 3200JI€BaeMOCTH B IIEPUOJI C UIOHS 110 CEHTSIOPH U Criopa-
nudeckue cinydau. B Poccun Benbitiku I'YC peructpupoBaiuck B MOCKOBCKOM,
[ToBomxckoM peruonax, Omcke, MIBanoso.

3a6oneBaemocts ['YC B pesynsrare STEC-mHGbeKmuu mis cepoTuma
O157:H7 cocrasnster 3—7% B ciryuyae criopagudeckoi 3aboneBaemoctr u 20%
npu snuaeMudeckoi popme. MiMerorcest pa3nudus B BO3pacTHOM acrekTte 3a00-
neBaemocTd TunudHbpM ['YC. Ilo maHHBIM MPOCHEKTUBHOTO HCCIEIOBAHUS
B CIIA, mpu 3apaxenun STEC-undekuueit y nereii no 5 ner I'YC passuiics
B 12,9% cny4aes, ot 5 10 9,9 rona — B 6,8% u y nereit crapiue 10 et — B 8§%.

Atummmansiit ['YC npencrasisieT co0oit ynerpapenkoe (opdanHoe) 3a001eBa-
HUE, paCIIpOCTPAHEHHOCTH KOTOPOTO COCTAaBIIAET 2—7 CiydaeB Ha | MITH Hacede-
Hus. 3abosieBaHMe Yallle BCTPEJaeTcs y IeTel, KOTOPBIE B CTPYKType MAIleHTOB
¢ arunmnuHbeIM ['YC cocrasnsor 60% (0—-6 mec. — 28%; 6 mec. — 2 rona — 28%;
2—15 et — 44%), onnako 40% OOJBHBIX — B3pOCIBIC B BO3pacTe JI0 45 JieT.

Streptococcus pneumoniae-accorunpoBansblii ['Y C siBisiercst peaknm 3a60-
JICBAaHUEM, COCTABISIOMNM OKOIo 5% Bcex cimydaeB ['YC y nereit. Haubonee
gacto narHas ¢opma ['YC BcTpedaercs y meTei A0 5 JeT M KpaifHe penko
y B3pocinbix. PacnpoctpanenHocTs 3aboneBanus coctasisier 0,06 cioydas Ha
100 000 neteit no 18 net. Streptococcus pneumoniae-accouuupoannbiii ['YC
pasBuBaercs B 0,4-0,6% ciydaeB Ha ()OHE HHBa3UBHOW THEBMOKOKKOBOH MH(EK-
U,

I'YC, cBsa3anHbIi ¢ nedeKTHRIM MeTabonmm3MoM Kobamamuaa C, — penkuit
ciry4ail TpOMOOTHYECKOH MHKPOAHTHOIIATHU B JIETCKOM BO3pacTe, MPUINHON
KOTOpOU sIBIsIETCS TeHeTndeckoe opdaHHoe 3a00IeBaHHE — METUIMAIOHOBAsS
aruemMusi. B HacTosimee BpeMs UMEIOTCS CBEIEHHs MPUMEPHO 0 37 ciryyasx
nannoit popmel I'YC. Y nereit ne6ior I'YC, cBsizanHOTrO ¢ NedeKkTHBIM MeTabo-
m3MoM kobanmamuHa C, cBs3aH ¢ Bo3pactoM <1 roga B 5% ciydaeB u crapiie
1 rona — B 25% ciy4aes.
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I'VC, ceszannsiii ¢ myranueit rera DGKE (gumanmnrmmeponknHasa €),
B 27% ciydaeB SBISCTCSA NIPUINHON Pa3BUTHA TPOMOOTHUECKOW MUKPOAHTHO-
NaTHH Ha MEPBOM IOy XHM3HU. MyTauuu (TOMO3UTOTHBIE U TE€TEPO3UTOTHBIC)
DGKE, BebiBatomne TMA, Bnepble Obutn 3apeructpupoBansl B 2013 1.
HcrtrHHas pactipocTpaHeHHOCTh AaHHOH (hOPMBI HEM3BECTHA.

Smuosozus u namozeHes

B 1985 - M.A.Karmali ¢ coaBt. Hanumu mpudrHy 0oe3Hd. beuto mokasano, 9to
B cTyne nanueHToB ¢ ['YC, koTopoMy NpefecTBoBana Juapes, CoAepKalich
mrrammel Escherichia coli (E. coli), npoaylupoBaBIline TOKCHH, BbI3bIBABIIHN
HeoOpaTHMoe TIOBPEXKICHUE KIETOK KyJIbTYpbl Vero (IoueyHble KIETKH adpH-
KaHCKHX 3€JICHBIX MapThIIIeK) — BEPOTOKCHH. Briocnencteum ObIIIO yCTaHOB-
JICHO, 9YTO BEPOTOKCHH ONM30K K TOKCHHY Shigella dysenteriae Tumna 1 (TOKCHH
Turn). Bemen 3a 3tumM OBII0 yCTaHOBIICHO, UTO E. coli, TpOIXyIupyIONye TOKCHH
[uru, — tnaBras npuunHa I'YC B getckom Bo3pacte (STEC-I'VC).

STEC-T'YC moxeT BCTpeuarscst B JIIO0bIX YroJiKax IJIaHeThl U HOCUTD JI1U-
neMudeckuii xapakrep. [IpuponHslii pesepByap Bo3OyauTeneld — JOMantHun
ckoT. [IpiunHa 3apakeHust — OakTepHaabHass KOHTaAMHUHALMS BOJBI, MSCHBIX
¥ MOJIOUHBIX MPOoAyKTOB. B koHIE 90-X TomoB XX B. OBUIO OOHAPYKEHO, UTO
HamboIee 9acThIM Bo3OyauTeneM npenmectByomei ['YC kumedHor nH)EK-
umu sBisietrcs E. coli O157:H7, nponymupytoras BepoTokcuH. Kpome gaHHOTO
mramma E. coli BepOTOKCUH Takke BbLACIAOT Shigella dysenteriae tuma 1
(uacras nmpuumna ['YC B Unguu, banrmanenr, FOxHol Adpuke) U HEKOTO-
pBle pyrue mraMMbl KuiedHoi magouku (026:H11/H, O157:H—, O145:H28/
H—-, 0103:H2/H-, O111:H8/H—-, O118:H2/H—, O113:H21/H—, O103:H2/H-,
045:H2/H-, 026:H11/H—; B 2011 . Bceimka I'YC B EBpome o6ycnosiena
sHTepoarrperatuBHOi E. coli ceporuna O104:H4, B ABctpammu — O111:H8).
Bo3morxHa nepeaua nHGEKINU NPU KOHTAKTe C dXMBOTHBIMH, & TAKXKE OT YelI0-
BeKka K uesioBeky M oT Marepu pedenky. STEC-I'YC yamie BcTpedaeTcs JeToM
1 OCEHBIO.

[Tocne ynorpeGeHusi KOHTAMUHHUPOBAHHOW MUY OakTEpHH MOIAIArOT
B KHIIeYHHUK, Tae TokcuH [lurn (Stx1 u Stx2) cexperupyercs E. coli. TokcuHBI
abcopbupytorcst snutenueM JKKT u mocruraror nenu. OHU CBS3BIBAIOTCS
¢ peuentopoM (rodorpuaoswiiiepamua, Gb3) Ha SMUTETHH OPraHOB-MHUIIICHEH,
MOAABIISIOT CHHTE3 OeJKa B SHJOTEIHAIBHBIX KJIETKaxX, IPUBOISI K X I'MOEIH,
TTOBBIIIAIOT BOCIIAJIMTENBHBIN OTBET W aKTHUBAIMIO TPOMOOIMTOB. TOKCHHBI
TaKKe aKTUBHPYIOT P-CeJIeKTHH, KOTOPBIi ABISACTCS MOJICKYJION aare3un 1 yJa-
CTBYET B PETYIIAIMH CUCTEMbI KOMIUIEMEHTa. B pe3yinbTrare pasBuBaeTCs TPOM-
OoTudeckass MUKPOAHTHOTIATHsI, KIIMHUYecku peanusysich B ' YC (puc. 6.11).

Artunnynas ¢popma ['YC oOycrioBieHa HapyIIEHHEM PEryJslul CUCTEMBI
KOMILJICMEHTa, BhI3BaHHOW Myranueid dakropoB H, I, B, C3, memOpanHOrO
rxo(akroproro nmporenHa (MCP/CD46), tpombomonynraa (THBM) mmu ayroan-
TUTENaMH TPoTuB (hakTopa H. MyTanuu B reHax, KOAUPYIOLIUX 3TH OCJIKH, IPH-
BOJST K HEKOHTPOJIUPYEMOM aKTHBAIMH AJIBTEPHATUBHOTO ITyTH KOMIUIEMEHTA,
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Puc. 6.11. MNatoreHeTnyeckas uenb cobbitnii Npn STEC-uHdekuun: ot 3apaxenus E. coli
oo passutua Nyc.

B PE3yNbTaTe 3TOr0 IIPOUCXOIUT 00pa30BaHHE MEMOPaHOATAKYIOIIETO KOMILIEKCa
(C5—C9 xommurekc) u C5a. MeMOpaHOaTaKyIOIII KOMIUIEKC BBI3BIBACT THOEITH
SHIIOTENHAJIBHBIX KIETOK, OTeK W mpoiudepanuo. OTH TPUTTEPbl MOBHIIIAIOT
KOJIMYECTBO MPOTPOMOOTHYECKHX CyOCTaHIIMH B CYOIHIOTENUH, aKTHBUPYIOT
CHCTEMY KOaryJsiuy ¥ oTiaokeHus pubpuna. CSa sBiseTcs MOLIHBIM aHaduII0-
TOKCHHOM U BBI3BIBAET XEMOTAKCHUC U aKTHBAIMIO JICHKOIINTOB M SHIOTEIIHAIb-
HBIX KJIETOK, YBEIMYMBACT COCYAUCTYIO MMPOHULIAEMOCTh. Pa3pyiienne KiIeTok,
BOCTIAJIEHHE ¥ TPOMOO3 IIPUBOISAT K OKKITFO3UH MUKPOLUPKYIISITOPHOTO pycia.

Tpurrepamu nus KIMHUYECKOH MaHu¢ecranuu atunuyHoro I'YC moryt
OBITH JTIO0OBIC (PAKTOPBI, YCHIIMBAIOIINE AKTHBAIMIO KOMIUICMEHTA: MHGEK-
LMY, JIGKAPCTBEHHBIC CPEICTBA, CUCTEMHBIC 3a00JIEBaHMS, OHKOJIOIHMYECKUE
0oJIe3HH, TPaHCIIAHTAINS KOCTHOTO MO3Ta M COJTMIHBIX OPT'aHOB, BAKI[MHALIHS.
Aturmmusenii 'YC MoxeT pa3BHBaThCS 0€3 OTUYETIMBOTO BO3IEHCTBHSA KAKHIX-
00 TPUTTEPHBIX (HaKTOPOB.

IIpu Streptococcus pneumoniae-acconmupoBannom ['YC HelpamuHugaza
Streptococcus pneumoniae 4epe3 N-alleTHIHEHPaMUHOBYIO KUCIIOTY TOBEpX-
HOCTH KJIeTOK oOHaxaeT T-anturen (xkpunroantureH Thomsen—Friedenreich),
SIBJISTFOLIIMHCS] KOMITOHEHTOM KJIETOYHBIX MEMOpPaH 3pUTPOLUTOB, TPOMOOILIUTOB,
SHJOTENNABHBIX KJIETOK KiTy0oukoB. IIpeamnonaraercs, uto peakuust T-aHTHreHa
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¢ anTH-T-IgM-aaTuTenamMu, 0OBIYHO MPUCYTCTBYIOIIUMH B IDTa3Me, IPUBOIUT K
Pa3BUTHIO TPOMOOTHIECKOH MUKPOAHT HOTIATHH.

I'VC, ces3annbiii ¢ nedekTHBIM MeTabonmu3MoM kobamamuua C, HEPEIKO
pa3BUBaeTCs paHbllle, YeM JUArHOCTUPYETCS METUIMaIOHOBas anuaemus. [lpu
9TOU (opMe 3a00JICBaHUS MOBPEKICHUE dHIOTCIHAIBHBIX KICTOK SBISCTCS
CJICZICTBHEM HAKOIUICHHS TOMOITMCTHHA H METIIIMAaJIOHOBOM KUCIIOTHI, Aedurmra
METHOHHHA, BKJIFOYas IePeryIupOBaHHBIN METa00NMN3M [Ty TaTHOHA, 1e30pTaHu-
3alHI0 ITUTOCKEINeTa, YCHIICHHE KacKaia Koaryssuy (TIOBBIIICHNE aKTHBHOCTH
¢daxropoB V u XI), noeinieHue npoiaudepanuy raJkoMbIIIEYHbIX KIETOK.

IIpu I'VC, ceszannom ¢ mytanueit rena DGKE (nuanuirmuieponkunasa €),
notepst akTuBHOCTH DGKE u3-3a HacneAcTBEHHON MyTallii IPUBOAUT K MPO-
TPOMOOTHYECKOMY COCTOSIHHIO Yepe3 MpoTerHKHHa3y C — OmmocpeoBaHHYIO
crumysanuio Tpom6o3a. DGKE npencrasnser co0oii BHYTPHUKICTOUHYIO JIUITHA-
KHHA3y, KOTOpas MHAKTUBUPYET apaxuIOHOBYIO KHCIOTY, CHTHAJIH3UPYIONIYIO
yepe3 AUalUINIAIEPo (aKTUBATOP TPOMOO30B).

Knunuyveckas KapmuHa

IIpu T'VYC B nepByro odepens CTpamaroT MOYKH, OAHAKO MOYTH BCErJa 3TOMY
COMYTCTBYET MOPAXXCHHE KHIIEYHHKA, TOJIOBHOTO MO3ra, JIETKHX, MEYEHH,
Cepla, YTO IPUBOJUT K PA3BUTUIO IIONHOPTaHHOW HETOCTATOYHOCTH.

ITpu STEC-I'YC nmapes HaunHaeTcs cmycTs 3—8 mHel mocie ynorpebie-
HUS KOHTAMHUHUPOBAaHHOM MUIIM, €fi COIMYTCTBYIOT PBOTA, aOJOMUHAIBHBIN
CHHJIpOM M Jnxopajka (He Bceraa). Ha 2—3-u cyTku pa3BHBaeTCsi TeMOKOJIHT.
VY 5-15% mnaumeHToB ¢ quapeei, Be3BaHHOU E. coli, 'YC manudectupyer
Ha 6—15-e cyTKu OT Hayana Juapeu.

®axropamu pucka s pazButus I'YC sBiastoTcs:

 ceporun 6axrepuu (0O157:H7);

* tun TokcuHa [lluru Stx 2;

* BO3pAcCT Maiuenra <5 JeT;

* IpUMEHEHHE aHTHOMOTHKOB M aHTUIIEPHUCTAIBTHYECKHX TIPETapaToB MpH

JICYCHUH AHAPEH;

* JIMXOpalKa;

* TSDKEJNbIA TeMOKOIIUT;

* YKEHCKHUH 1OJI;

* BBICOKHUI JIEHKOIUTO3.

Uepes HeckonbKo nHEH (1o 2 Hen.) HaumHaroTcs mposiBiaeHus 1'YC: Gnen-
HOCTb, C1a00CTh, MOTEPs alleTUTa, TOIIHOTa U pBoTa. CHIKECHUE AMype3a
HE BCEIZia MOXKET OBITh 3aMEUEHO CPa3y, TaK KAK HEPEIKO MACKHPYETCS BEIPaXKEH-
HOM AMapeei, a TaKkKe B CBSA3U C MCIIOJIb30BaHUEM IIOATY3HUKOB y AE€TEl paHHETO
BO3pacTa. YacTo pomuTend oOpaIlaroTCs 3a METUIIMHCKOW MOMOIIBIO TOJBKO
IIPY MOSIBJIEHUH Y peOSHKa OTEKOB WIIH ITPY Pa3BUTHH CYIOPOKHOTO CHHIPOMA.

KnnHndeckast KapTiHa MOXET XapaKTepH30BaThCsl BBIPAKCHHBIM a0/IoMH-
HaJIHBIM CHHJPOMOM, B CBSI3U C Y€M YaCTO BO3HHKAET HEOOXOIMMOCTb HCKITIO-
YEHUS] OCTPOH XUPYPrudecKod Marojgoruu. Bo3MoKHOE XUpPypruuyeckoe BMe-

Tpomb6oTMYecKre MUKpOaHTnonaTum 3N

IIaTETIbCTBO 3HAYNUTEIBHO YTSDKENISICT TeUeHHe 3a0o0ieBaHus. BbIpakeHHOCTH
narosorun JXKT MokeT OBITh pa3nuYHON M BKIIIOYAET TSDKENIBIH T€MOKOIHT,
nephOpaIio MOAB3OIIHON/TOICTOW KUILKH, MPOJIAIC MPSIMOW KHUILKH, XOJe-
uTHAa3 (CUHAPOM «CJajpkKa XKelldn»), IMaHKpeaTuT, Tpan3uTopHsii CJl, nHorna
MEPUTOHHUT.

B 25-30% cnyuaeB B maronorumyeckuil mpouecc Bosiekaercsa LTHC.
Hapymenus co croporst LIHC MOTYT IpOSIBIATECS CyIOPOXKHBIM CHHIPOMOM,
YIHETEHHUEM CO3HAHUS BIUIOTH 0 KOMBI, PEKE Pa3BUTHEM HIIEMHUYECKOTO
HWHCYJIbTa, TEMUIIape30B, 0T€Ka MO3Ta M KOPKOBOW CNENOThl. YacThIM KIMHH-
YeCKUM CHMITOMOM siBIIsieTcs Tsxkenass Al kotopas, B CBOIO ouepenb, TaKxKe
MoxkeT npuBectu k nopaxenuro LITHC. AI' nmpu I'VC omnuyaercs ynopHbsIM
TE€YEHUEM U MOPOH TPYyJHO MOJAAETCs KOHCEPBATUBHOM Tepanuu. [TopaxxeHue
CEpIEYHO-COCYJUCTON CHCTEMBI MOXKET HPOSIBISITHCS TAK)KE HapyIICHHEM
COKpaTUTENbHON (DYHKIIMHA MHOKapAa U MHOKapAHaIbHOH umemueii. Hepemko
y MalMeHTOB pa3BHMBAETCs JbIXaTelIbHas HEJOCTaTOYHOCTHh BCIEACTBHE Kak
TUIepryupaTanii, Tak U Pa3BUTHUS TPOMOOTHYECKOW MHUKPOAHTMONATUU
B JIETOYHOH TKAHU.

Arurmanas popma I'Y C xapakTepn3yeTcst CKpbITBIM, OCTENEHHBIM HauaJloM.
B anamuese Oonee yeMm y 1/2 maneHTOB MOXKHO BBISIBUTH YKa3aHUs Ha TPHUITED:
0CTpO€ peCIUPaTOPHOE 3a00NICBaHUE, KUILIEIHBIH CHHAPOM, BAKLIUHALIMIO U 1.
BonpHbIe xamyroTcs Ha OJIeIHOCTh, HEIOMOTaHHE, CI1ab0CTh, TOBTOPHYIO PBOTY,
nHorga oreku. Yacto BeIABIsAeTcs Tsokenas Al cepreuHas HETOCTaTOYHOCTH
U HEBPOJIOTUUECKask CUMIITOMATHKa. 63% nmanueHToB ¢ atTunudasiM I'Y C umeror
KaKk MUHHMYM OJIHO 3KCTpapeHaJIbHOE MPOSBICHHE TPOMOOTHYECKOH MHKPO-
anrnonatnn. B 10-48% ciydaeB HaOmrogaeTcsi CHMITOMATHKA CO CTOPOHBI
ITHC (cymoporu, koma, HHCYJBT, KOPKOBasi CIIETIOTa, TOPaKEHUE CTBOJIA MO3Ta,
nu3aptpus), 10 43% — kapauoBackynsipable posBienus (AL, kapauomuonarus,
uHpapKT MHOKapaa u 1p.), B 30% ciay4aeB oTMedaeTCsi SKCTpapeHaIbHas CUM-
nromaruka co ctopoHsl JKKT (MieMuueckuii KOJUT, HAHKPEaTHT, TeNaTuT  Ip.).
Crnenyer noauepkHyTh, 4yTo npu atunuiHoM ['YC BHemoueuHble NpPOSBICHUS
Pa3BHBAIOTCS BHE3AITHO, BO3MOXHBI B OTCYTCTBHUE TPOSIBIICHUH TPOMOOTHIECKOH
MHUKpPOAHTHUONIATHH U MOTYT OBbITh (hatanbHeIMU. [Ipu pa3BuTHH TepMUHAIBHON
XITH y nmamenTtoB ¢ arunuvabiM ['YC Ha mepBbIi MJ1aH BBICTYHAIOT DKTpape-
HaJIbHBIE MTPOSIBJICHUS] TPOMOOTHYECKOW MHKPOAHTHOMATHH, TaK KaK PELUINB
3a00JIeBaHUs BO3MOXKEH B JJPYTHX OpTaHax.

Streptococcus pneumoniae-acconurposannblii ['YC pa3BuBaeTcst ocTpo —
Ha 3-13-i1 genp mHpekunuu Streptococcus pneumoniae. B HacTosiee BpeMs
W3BECTHBI CEPOTHIIBI Streptococcus pneumoniae, aCCOIUMPOBAHHBIE C Pa3BUTHEM
I'YC: 14,6B,9V,19, 3, 8, 23F u 19A. BakiiHa MpoTHB THEBMOKOKKOBOM HH(EK-
UK He mpenynpexiaaer pazsurue ganHoi dopmel ['YC. Hdns Streptococcus
pneumoniae-acconuupoBaHHoro I'YC xapakTepHa AIUTENIbHAs OJUTOAHYpUS,
tpombormronenus. OITH passusaercs B 100% ciryuyaes, npuuem 40—80% nanu-
€HTOB HYXJAIOTCS B 3aMECTUTENIbHOW mouedHou Teparmmu. [Ipm 310t popme
OIUCBHIBAIOT IKCTPAPCHAIBHBIE OCIOKHEHHUS B BHJE MOJIHHEHOCHON ITypITypHI,
MAHKPEaTUTa, XONEUCTUTA, TPOMOO030B, KapAHOTAaTHH, TITyXOTHI.
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Ipu I'VC, cBsa3anHOM ¢ qedeKTHBIM MeTabonmn3MoM kobamamuHa C, BBIIC-
ns10T 2 popMel 3a00eBaHus: ¢ paHHUM (<1 roma) u mo3xHuM (1 rox) HaYaIOM.
[pu panneii ManudecTanuy 3a001eBaHNs] BOSHUKAIOT TPYAHOCTH TIPH BCKapM-
JMBaHKU (PBOTA, CPBITMBAHUS, OTKa3 OT €JIbl), IPUBOASIINE K THIIOTPOQHH, Tna-
THOCTUPYIOTCS Tpu3HaKkyu nopaxenus LIHC (MpleyHas THIOTOHMS, JIETapTHs,
3ajiepKKa pa3BUTHUS, CyIOPOTH, MUKpoLeanus/ruaponedanys), opraHa 3peHus
(mMrMeHTHas peTHHONATHA/HUCTAarM), Tsokenas Al s mo3gaeit popmer 3a00-
JIeBaHUS XapaKTepHBI Pa3BUTHE JIETOUHOH runeprensuu (40%), mopaxenne [ITHC
(KOTHUTHBHBIE HAPYIICHHS, aTaKCHUs, CYIOPOTH, MUENIONaTH) U Tsokenas Al

I'YC, accouunpoBannsbiii ¢ myrtanuei rena DGKE, B ocHoBHOM MaHue-
crupyet y neret 1o 1 roxa. st naHHOM opMbl 3a00NEBaHUS XapaKTEPHBIMU
TIprU3HaKaMu sBIsIoTest A, MUKporeMarypusi, IpOTenHypusi, pa3BUTHE HEPPO-
TUYECKOTO CUHAPOMA, IPOTPECCUPOBAHUE 10 TepMUHaIbHON XITH.

JuazHocmuka

Juarno3 I'YC craBUTCS KIMHUYECKH HA OCHOBAHUH TPHUAJIbl CHMIITOMOB: F'eéMO-
JUTHYECKOM anemuu, TpomoOoruTonienun u OIII, koTopoe pa3sBUBaeTCsT OCTPO
y pebeHka ¢ quapeeii 3a 2 Hell. 10 kinHnYeckux npossieHuit ['YC. Heobxoaumo
monTBepanTh nuarHo3 STEC-uHpekun (TONOKUTETBHBINA PEe3yIbTaT MoceBa
CTyJa WIIH MOJIOKHUTENIbHAS TIOJIMMEpa3Has LienHas peakuus Ha E. coli, oOHapy-
skeHue TokcuHa Illuru B cTyne).

MuxkpoaHruonarudeckas remonutudeckas anemus npu I'YC nmeer cneny-
IoLIHe 0COOEHHOCTH:

* remoro6un <100 r/m, gacto <80 r/m;

* orpunarenbHas mpoda KymOca (mpsMas i Henpsimasi);

* PETHKYJIOINTO3;

* TIOBBIIIEHHE YPOBHS JAKTATIETUIPOTEHA3HI;

* CHIDKCHME YPOBHS TaNTONNIOOMHA B Ia3Me;

* (parMEeHTHpOBaHHBIE SPUTPOLUTHI B Nepupepruueckoil KpoBU (IIHUCTO-

IIUTBHI, IIUIEMOBUIHBIC SPUTPOLUTHI) >1%.

Tpomboyumonenus TPeaCcTaBIsIET cOOOH CHIDKEHHE aOCONIOTHOTO YHCIIA
tpomGommTos <150 000/MM> (repemko <40 000/MM3) WIn CHIKEHHE TPOMOO-
IUTOB HA 25% OT UCXOIHOTO YPOBHSI.

Crenenp OIIT MoXxeT BappbUPOBATh OT MOSIBJICHUS TeMaTypHH U IPOTEHHY-
puu Ha QoHE MOBBILICHNS] YPOBHS KpEaTHHUHA B IUIa3Me BIUIOTh 10 Pa3BUTHS
aHypuu. B nuannsHol Tepamum Hyxnaercs: Oonee 2/3 manuenToB. Hambomee
TSDKEII0€ TIOPAKCHNE TTOYEK — KOPTHKAIBHBIA HEKPO3.

B 20% ciywaes auarHocTupyoTcs HenonHble popmel atumaroro I'YC, npu
KOTOPBIX HET JAaHHBIX 32 MHKPOAHTHUOIATHUECKUi remonu3 (6% manueHToB)/
norpebnenne tpombouutoB (13-40% mnanuento)/OITH (y 17% nauneHToB
(yHKIMS [TOYEK coXpaHeHa). B MaHHBIX ciydasx Beayllee JUarHOCTHYECKOe
3HaYeHHE NMeeT MPOBeeHNUS He(pOoOHOIICHH.
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JlnarHOCTHYECKUMHU TPU3HAKAMH Streptococcus phneumoniae-acColy-
upoBarHoro ['YC gBISArOTCS HAaNW4IHe WHBA3UBHOHN MH(}eKunn, 00yCcI0BICHHON
Streptococcus pneumoniae, v o3utuBHas mpoba Kymbdcea (90%).

Jns I'YC, cBsazanHOrO ¢ AehekTHBIM MeTabonn3MoM kKobanamuna C, xapak-
TEpHBI MUKPOAHTHOTIaTHUECKasi TEMOJINTHYECKast aHEMUSI, MAKPOLIUTO3, TPOMOO-
LIUTOIICHNSI, JIeHKOoTIeHNs (+/—), IpOoTenHYpHs ¢/0e3 He(hpPOTHUECKOTO CHHAPOMA,
remarypusi, OIIII, mporpeccupytromast XBI1, Tsokenbril MeTabonnIecKiii annumao3
C MOJIOKUTENBHBIM aHHOHHBIM MHTEPBAJIOM, MOBBIIICHUE YPOBHS METHIMAIIO-
HOBOM KHCIIOTHI B MO4e (Tra3oBas XpoMaTorpadus) 1 METHIMAJIOHUI- U MIPOIIH-
OHWJIKaPHUTHHA (TaH/IEMHasi MacC-CIIEKTPOMETPHSI), BBISBJICHUE TE€HETUUECKUX
anomanuit B rerax MUT, MMAA, MMAB, MCEE.

I'VC, acconuupoBannslii ¢ myTtanueil rena DGKE, nuarsoctupyercs Toabko
Ha OCHOBaHWHU I'€HETHYECKOTO HCCIIEIOBAHUS, TaK KaK HET CHEIH(pUICCKUX
ma00paTOPHBIX KPUTEPHEB, TMTO3BOJIIOMINX 3alI003PUTh NaHHYIO (popMy 3a60-
JIeBaHMUA.

VY3U nouek ¢ pommieporpadueit CocyaoB MOMOraeT MOATBEPIUTH TUATHO3
I'YC. BoIBisioT yBelnn4eHHE pa3MepoB M04EK, HAPYIIEHNE KOPTUKO-MEYILIsIp-
HOH muddepeHnnpoBKH, OTCYTCTBHE KPOBOTOKA B KOPTHUKAJIHHOMW 30HE MOYEK.
ITpn yrpo3e KOPTHKAIBHOTO HEKPO3a MOYKM HE YBEIMYMBAIOTCS B pa3Mepax,
MOSIBIISICTCS TUIIO3XOT€HHBIM 000I0K BOKPYT HOUEUHBIX MUPAMHU/IOK, a TIPH CITy-
YHMBIIEMCS] KOPTUKAJIBHOM HEKPO3€ pa3Mephl IIOUEK YMEHBINAIOTCA U KPOBOTOK
TIOJTHOCTBIO HE BOCCTaHABIMBACTCS.

HugpdeperyuansHaa duazHocmuka

Juddepennmansaas THATHOCTHKA JOJDKHA MPOBOTUTHCS C APYTHMH COCTOSI-
HUSMH, KOTOPBIE MOTYT OBITh MPHYNHON TPOMOOTHYECKUX MUKPOAHTHOTIATHIA:

* IBC-cunopom: yaIuHEHNE IPOTPOMOMHOBOTO M AKTHPOBAHHOTO YaCTHY-
HOro TpoMborutactuHoBoro Bpemenn (AUTB), cHmxenne ¢puOprHOTreHa,
V u VIII dakropos. ITpu I'YC 3tux usmeHeHuii Her;

e TTII: akrusHOCTE ADAMTSI13 <10%);

o amunuyneiti I'VC: ypoBeHb C3 KOMIIOHEHTa KOMIUIEMEHTA (TIPH aTUIIHY-
HOM I'YC "acto cHmkeH), ¢paktopoB H u I, anTurena x ¢paxropy H (Bbime
HopMmpl). [Tpu STEC-T'Y C MokeT HaOM0IaThCSl HE3HAYUTENHLHOE CHIYKEHUE
C3 B ma3me;

* Pneumococcus-accoyuuposannuviii I'YC. Halr4ure THEBMOKOKKOBOM TshKe-
J0M MH(EKIUH, TOJI0KUTEIbHbBIE TIOCEBBl KPOBH, IUIEBPAJIBHOTO BHINOTA
WU JUKBOpa Ha Streptococcus pneumoniae; TIOIOXKUTEINbHAs Tpoda
Kymb6ca (mamaue T-aHTHTEHA HA 3PUTPOLIUTAX);

* HINI/epunn-accoyuuposannsiti I'YC: MOATBEPKICHHE 3THOJIOTHH (I10JI0-
JKUTENIbHAs TIOJIMMEPAa3Hasi LeHas peaKius);

* BPOJICOEHHbIe HAPYWEHUST Memabonu3mMa KoOAIamMuna (MemuimMaioHo-
6as ayudemusi): TIOBBIIICHIE YPOBHS METHIMAIIOHOBOW KHCJIOTHI B KPOBH
n/vim Mode (TaHJeMHas MacC-CIIEKTPOMETPHST, AMUHOKUCIIOTHEIH aHAIN3);
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* BMOPUYHASL MPOMOOMUYECKASI MUKPOAH2UONAMUs: COMTyTCTBYIOMIAS T1aTO-
JIOTHSI, MCTIOJIb30BaHKE JIEKAPCTB, HETUITMYHOE HAYAJIO.

Juarnos arunuyroro I'YC ocHOBBIBaeTCS Ha KJIMHHUECKOM TCUCHUH O0JIC3HU

C TIOJIHBIM T€MaTOJIOTHYECKHMM CHMTOMOKOMILJIEKCOM, a TaK)Ke YacTO HHU3KUM
ypoBHeM C3 B u1a3me npu HopMajibHOM ypoBHe C4 (y Bcex MalueHToB). Yxke
B ne0roTe 3a001€BaHMsI OTMEYAeTCs] BOJTHOOOPAa3HOE CHIDKEHHE TeMonIoOnHa
¥ TPOMOOIIUTOB, YTO CBUICTENBCTBYET B TONB3y arunmyHoro ['YC. s mocra-
HOBKHM auartosa arunngaoro I'YC HeoOxoammo:

» nontBepauth orcyrctBue STEC-I'YC, TTII, JIBC, Prneumococcus-acco-
muupoBanHoro I'YC, HIN1/rpunmn-accoruuposantoro I'YC, metnnmarno-
HOBOU aIluIEMUU;

* onpenenuth TUTp aHTU-CFH-anTHTEN, €CITN NOBBIIIEH, TO BEPOSITEH aHTHU-
CFH-anturensubiii ['YC;

* ompenenuTs ypoeHb pakropos H, I, B u myrammmu CFH, CFI, MCP, C3
u CFB;

* B IOCJEAYIOLIEM IIPOBECTH UIMPOKUI CKPUHHUHI MYTallUil I'€HOB, BXO-
ISIIUX B IaHeNb no auarHoctuke arunnuuHoro I'YC: CD46, CFB, CFH,
CFHR1, CFHR2, CFHR3, CFHR4, CFHRS, CFI, DGKE, PIGA, THBD,
HF1, HUS, ARMD4, FHR3, HLF4, CFHL3, FHR1, HFL1, CFHL1, MCP,
FI, ARMDI13, BF, GBG, ARMD14, CFBD, NPHS7, ARMD9, THRM,
THPHI12, ADAMTS13, C3 — Ha HanmM4YMe NaTOTeHHBIX MyTalui (COracHo
OMIM, SIFT u PolyPhen2).

Heo6xonnmo noMHUTS, 4To fedexTs KodaaamuHa C MOTYT ObITh OOHAPY KEHBI

y JeTel cTapIllero Bo3pacTa WM B3POCIBIX, PE3UCTEHTHBIX K AKYIU3yMaldy mpu
neyernn atunmgaoro ['YC. TTo3TOMY B TaKHX CITydasx peKOMEHIYETCS OIIpe/IeIie-
HHUE YPOBHS TOMOIMCTHHA B TUIA3Me B MOY€, METHIMAIIOHOBOM KHCIIOTHI B IUIA3Me
B paMKax Bcex uccnenoanuii nmpu STEC-otpunarensaom arunuanoM 'Y C.

Jleyerue

IIpenorsparuts pazsute STEC-I'YCy 10-15% nauueHToB ¢ quapeeil, BbI3BaH-
HOW PHTEpPOreMOpparniecKuMu mTaMmmMaMu E. coli, B HacTosmIee BpeMs HEBO3-
MoxHO. [Toaromy npodrnaktuka I'YC momkHa OBITH HallpaBIeHa HA CHIDKEHIE
pricka HHGHUIHPOBAHUS. YCTAHOBIICHO, UTO modeuHas runonepdysus npu STEC-
MH(EKIUH YBEITMUUBAET PUCK OJIUTOAHYPHUH, U TIO3TOMY HH(Y3HOHHAS Teparnus
MOXXET CIIOCOOCTBOBATh MpPEAOTBpalIeHHIO ee mosiBiaeHus. Tepanus npu I'YC
MOApa3eNsieTcsl Ha NMaTOreHeTHYEeCKy 0, CUMIITOMAaTHIECKYI0O H 3aMECTUTEIb-
HYI0, XapakTepHyto ajs Bcex BapuantoB OITH.

B nHacrosmiee BpeMsi HE PEeKOMEHAyeTCs Ha3HAYeHHE aHTHOAKTepHaTbHON
tepanuu Tipu nofo3pennnd Ha STEC-undekunto. MiMeroTcss naHHbIE O TOBBI-
meHny pucka pasputis ['YC npu HazHaYeHHH OAKTEPUIUAHBIX aHTHOMOTUKOB
B [IEPUOJIE TUaPEH, UTO OOBSICHSETCS BRICBOOOXKIeHHEM TokcHHa LlIuru B Gonb-
[IIOM KOJIMYECTBE, YTO YCYryOJIsieT SHAOTENINaAbHYI0 AUchyHKIHIO. bakTepno-
CTaTHYECKUE aHTHOMOTUKH (MaKPOIHIBI) CIIOCOOCTBYIOT CHIKEHHUIO TIPOIOIIKH-
TENBHOCTH BBIJeNeHNs TokcnHa [nrm.
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B npoppomanbsHOM meprone MPOTHBOIOKA3aHO HCIIONb30BAHNE AHTUIICPH-
CTaJIBTHUECKHUX MPENaparoB, TaKk KaK OHM YBEIMUYHBAIOT pUCK pa3Butus ['YC,
a TaxKe BOBIIeueHUs B maronorndeckuit mporecc [THC.

J1o HacTOsIIETO BpEMEHU HE CYIIECTBYET OOILENPUHITON CXEMBbI JICUSHHS
I'VC ¢ xnnHMuYeckn pokaszaHHOH 3¢ ¢dekTHBHOCTHIO. B ocTpylo ¢azy mposo-
JIITCS TIOAI/ICPKUBAIONIAS TEPAIUs U KOPPEKIHS Clenn(PUIECKHUX MTPOSIBICHUH
I'VC: BonemMuueckux paccTpoiicTs, aHemun, Al, smekTporuTHOTO OanaHca,
KHCIIOTHO-OCHOBHOTO COCTOSIHMS, THIIOKCHH | 3HIEe(anonarun. Tpancdysun
TPOMOOKOHIIEHTpATa MPOTHBOIIOKA3aHbl U3-32 MACCHBHOTO MOTPEOICHHS Kile-
TOK B TpoMOax MHUKPOLMPKYJIATOPHOTO pyciia, JajibHeilee oOpa3oBaHue
KOTOPBIX MOXKET IIPUBECTH K ITPOTPECCUPOBAHUIO HILIEMHU OPTaHOB, B 0COOCH-
noctu HHC.

B yciioBHsAX OKKIIFO3HOHHOTO BHYTPHCOCYIHUCTOTO MHKPOTPOMO03a C LIEJIBI0
KOpPeKIHH pa3BUBaromiericss koarynonaru mpu ['YC mIHpoOKo MCHONB3yeTcs
IUTa3MOTEpAIs B BUJE TpaHCHy3uil CBEKE3aMOPOKEHHOH IITa3MBl, a IPH TsHKe-
JIOM TEYEHUH, HEBPOJIOTHYECKMX CUMIITOMAX IIPOBOIUTCS I1a3Madepes.

IToxa3aHUAMU K 3KCTpEHHOMY quanu3y y nanueHToB ¢ ['YC apnstoTcs:

1. Anypus.

2. Onurypus, OCIOKHEHHAS:

« AT,

¢ HEBPOJOTHYCCKUMH HAPYIICHUAMU,

* CepleYHON HEJOCTaTOYHOCThIO,

* JIEKOMIIEHCHPOBAHHBIM META00IMIECKUM aIHI030M,

* TIPUPOCTOM KpeaTHHUHA (>120 MKMOJIB/CYT.).

3. HeBO3MOXXHOCTH 0O€CTICUeHHS aJeKBaTHOTO MMUTAHKS OOJIFHOTO, 0COOEHHO
MIpH JITUTETHHOHN ONMTypHUdecKoil dase.

Jleduenue arunuyunoro I'YC kapauHaIBHO OTIIMYAETCS M3-3a IPUPOJIBI 3200-
neBanus. TpaaunnoHHo npu atunuaHoM ['YC 10 nmocineqHero BpeMeH: UCTIONb-
30Bajics Ia3Madepes, 4acTo ¢ HEYJIOBICTBOPUTEIBHBIM pe3yasTartoM. [lomaep-
JKMBAIOIIAs TIA3MOTEPANHS MOXKET PEIOTBPATUTD YXYIIIeHHE (DYHKIHN ITOYEK
Y HEKOTOPHBIX MAIMCHTOB, HO HE BIMSIET HA OCHOBHYIO IIPHYUHY 3a00I€BaHMS —
HEKOHTPOJINPYEMYIO aKTHUBALUIO KOMIUIEMEHTa. VIMMyHozmenpeccanTsl Hea(-
¢dextuBHbI py atunuaHoM ['YC, 32 HCKITIOYEHHEM CITy4yaeB, aCCOIMUPOBAHHBIX
¢ ayToanturenamu K ¢paxropy H.

B kauecTtBe Tepanuu nepBoil muHUM y Aerell ¢ arunuuHeM I'YC B Hacto-
sI1ee BpeMsl PEeKOMEHIYETCs! HCIIONIb30BaHUE 3KyIH3yMada — ryMaHW3UpOBaH-
HOTO MOHOKJIOHAJIbHOTO aHTHTena Kiacca [gG k C5 xomnoneHTy. Jkynu3zymad
omoxupyet pacuierieane C5 Ha C5a u C5b, 9T0 MpemATCTByeT 00pa30BaHUIO
MeMOpaHoarakyromero komiuiekca C5b—9 u momaBnseT mMpoBOCHIAIUTENBHOE,
HpOTpOM60TI/I‘leCKOC N JIUTUYCCKOC }leﬁCTBHH KOMIUICMCHTA, MpEeAoTBpalias
MOBPEXKACHNE SHI0TENUS U peKpaIias Mpounecchl MUKPOLUPKYIITOPHOTO TPOM-
6000pa3zoBanus. [Ipumenenne sKkyan3ymMada IPUBOIUT K 0OpaTHOMY pa3BUTHIO
TPOMOOTHYIECKOH MUKPOAHI'HOIIATHH W/HJIH ITPEAYTIPEKIAET IPOTrPECCHPOBAHNUE
mopakeHust mouek. [lanmenram no 18 mer mo3a sKynmn3ymada pacCUMTHIBACTCA
¢ yuetoM Macchl Tena (Tabm. 6.10). [lo manabIM Gomnee 5 nmeT HabmOACHUS 3a
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Ta6bnuua 6.10. [lo3npoBaHue 3Kynu3ymaba y naymneHToB o 18 net

Macca rena NHaykuna Moapepxunsarowasn
nawmeHTa, Kr AYKY AREP. .

40 v 6onee 900 mr B Hegento X 4 0o3bl 1200 mr Ha 5-n Hepene; 3aTem 1200 mr
KaXAble 2 Hegenun

30-40 600 mr B Hegento X 2 4o3bl 900 mr Ha 3-11 Hepene; 3atem 900 mr
Kaxkable 2 Hepenun

20-30 600 mr B Hegento X 2 4o3bl 600 mr Ha 3-11 Hepene; 3atem 600 mr
Kakable 2 Hefenn

10-20 600 mr B Hegento X 1 go3a 300 mr Ha 2-1 Hepene; 3atem 300 mr
KaXable 2 Hepenn

5-10 300 mr B Hegento X 1 go3a 300 mr Ha 2-1 Hepene; 3atem 300 mr
Kaxkable 3 Hegenun

nanyerTamu ¢ arnnugabM [Y C, npiuMeHenue 9Kynn3ymada coriacHO HHCTPYK-
LU CHW)KAET YacTOTYy PELUAMBOB TPOMOOTHUYECKOW MUKpoOaHTHonaruu B 13,7
pasa B CpaBHEHHH C NIEPHOIOM OTCYTCTBHS JICUCHUS.

OcHoBHOH 3¢ eKT KyTn3yMada 3aKII09aeTcs B JOCTIDKEHIH TeMaTOIOTH-
Yyeckol pemuccuu 3a00J1eBaHMs, MPEIOTBPALICHUH JIETAILHOTO UCXO0/a, YIyd-
LIEHUU KadecTBa KU3HU. DYHKIUS NTOYEK MOXKET MOJIHOCTBIO BOCCTAHOBUTHCS
nin ynmy4qmuTbes. [Ipu yrpadenHo# QyHKuuuM modek us-3a arunuyaoro I'YC
BO3MOYKHO IIPOBEJICHNE YCIICIIHON TPAaHCIUIAHTAIMH TIOYKH, YTO JIO MOSBICHHS
KOMIIJIEMEHTOJIOKHPYFOIIEH Tepanyy ObIJI0 HEBO3MOXKHBIM.

JUTNTEnbHOCTD JIEUCHUS 9KYIH3yMaOOM 3aBUCHUT OT T€HETHUYECKOTO Ipo-
¢uns nanuenTa. [loku3HeHHas Tepanus [OKa3aHa MalMEeHTaM C PEeLHIIn-
BUpYIOIIUM TedeHrneM arunuunoro ['YC, cemeiiHbIMH (opMamu, MyTanuei
CFH, C3, CFB, CFH/CFHRI. [Ipu BeisiBnenun myraun CFI/HU3K0TO YpOBHS
aHTH-CFH-anTHTeN/0TCY TCTBUST HASHTH(GUINPOBAHHBIX MYTAaLHi/MyTalluu
C HEW3BECTHHIM KJIIMHIMYECKNM 3HAUCHHEM IIPH JTOCTHKEHUH CTOMKOHW peMHmc-
CHH B TEUCHUE 2 JIET TEpaIusi MOXKET ObITh OTMEHEHA C MTOCIEIYIOLIEH OIIEHKOM
AKTUBHOCTH 3a0osieBaHus. Y MAI[MCHTOB C U30JUPOBaHHOW MyTarueit MCP,
JUINTEIBHBIM NEepHOAOM HeraTuBHBIX aHTH-CFH-aHTHTEN BO3MOXHAa OTMEHa
Tepanuu B Oojiee KOPOTKHE CPOKM OT Hadania JICYCHUs MOCHe JOCTHKEHUS
pemuccu.

Jleuenne Streptococcus pneumoniae-accounupoBaraoro I'YC 3akirogaercs
B HUCTIOJIb30BaHUU AHTHONOTHKOB, OTMBITBIX 3pUTPOLUTOB. [Ia3Morepanus npu
9TOi (hopMe 3ab0sIeBaHuUs MPOTUBOIIOKA3aHa M3-32 COJICPIKAHMUS B IIA3ME aHTH-
T-IgM-anTtuTen, koTopsle MOTYT clipoBoLpoBats peruaus I'YC.

Jnsa I'YC, acconunpoBaHHOTO ¢ Ie(eKTHBIM MeTaboan3MoM kobatamuna C,
Hapsly ¢ TOCHHIPOMHOH Tepanueil HeoOX0ANMO IPOBOANTD JIEYEHHE OCHOBHOTO
3a00JIeBaHUS — METHIMAJIOHOBOH allMIEMUH — C UCTIOJIb30BAaHUEM THIPOKCHKO-
OayramMrHa, KApHUTHHA, (OTUEBOM KUCIOTHI, OeTanHa, TIIMIIMHA, CTICITHATHN3UPO-
BaHHBIX IPOTYKTOB HA OCHOBE aMHHOKHCIIOT.
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B Hacrosiiee Bpems HET CBeICHUN 00 ONITUMAaIBHOM 3 PEKTHUBHON Tepanun
I'YC, accoummporannoro ¢ mytanueii reda DGKE. M3BecTHBI ciryuan CHIKe-
HUsI IPOTEUHYPUH TIPU KCIIOIBb30BAHUM 1a3MOOOMEHOB U MH(QY3Hil M1a3Mbl/
aKynu3ymabda. Tpancmianrtanus nodyek y namueHtos ¢ ['YC, acconunupoBaHHBIM
¢ mytanued rena DGKE, moxet ObITh 3)peKTHBHON 1 O€301macHO}A.

pozHo3

Tsoxects coctostaus ipu ['YC omnpenenseTcst He CTOIBKO BBIPAKEHHOCTHIO €T0
OCHOBHBIX NMPU3HAKOB (aHEMUsI, TPOMOOITUTONIEHHS ), CKOJIBKO TITYOMHON CTPYK-
TYypHO-(DYHKIIMOHAJBHBIX HapyIICHUH B MMOYKAX, HATMYMEM HEBPOJOTMYECKUX
U CENTUYECKUX OCJIOKHEHUH. be3 Muann3Hoi Tepanuu JIeTalbHOCTh JOCTUTaeT
90% ot meperpy3KH OpraHu3Ma )KUAKOCTBIO, TSHKEIIBIX METa00INYEeCKUX Hapy-
HIeHUH ¥ ypemuu. JleTanbHOCTh B OocTpoii (aze Gonesnu cocrasuseT 3—5%
U B OCHOBHOM O0yCIIOBJICHA BHENOYEYHBIMU NMPHYMHAMH. PHUCK J€TanbHOTO
MCXOJIa BO3pACTaeT y MalueHTOB C TshkenabiM mopakenuem L[HC. TIpubmuzn-
TesibHO Y 10% nanueHToB B anpHeleM GopMupyeTcsl TepMUHAIBHAS CTa U
XBII. VY 2/3 nanueHToB npy JIUTEIEHOM HAOMIOICHUN OTMEYACTCS THIICPTCH3NUS,
MIPOTEHHYPHS, a Takke nHcynnHo3aBucuMblii C/I. OcHOBHBIM (akTopom Heba-
TONIPHATHOTO OTJAJICHHOTO MPOTHO3a SBISETCS [UINTEIbHAS aHypus (>2 Hex.).
[Mocne TpancmanTanuu nodku mnocie nepenecennoro STEC-I'YC BosBpar
0O0JIE3HHU HE OXKUIACTCS.

ITporno3 npu arunuunoMm ['YC HeOnaronpusTHBIA 1 3aBUCUT OT BHJa MyTa-
MM B TE€HAX, OTBETCTBEHHBIX 3a OEJIKM KOMIUIeMeHTa. TepMUHaibHAs CTaANs
XITH dopmupyercs ¢ gactotoit ot 20% (mpu myTtarussx MCP) o 80% (myranun
¢axropos H, I, C3). Atunmunstii I'YC penuausupyer ¢ yactotoit ot 10 10 90%
B 3aBUCHMOCTH OT BH/Ia MyTaluH. TpaHCIUIaHTaus HOYKH NMeeT Hanbornee Ora-
TOTIPUATHBIN poruo3 npu mytanun MCP, koraa puck peunansa Huzkuit. [lepen
BKJIFOUEHHEM B «JIMCT OXMOaHMA» TPaHCIUIAHTALMU ITOYKH MAIMEeHTa C aTH-
nuuHbIM ['YC HeoOX0IMMO BBITIONIHUTE OLIEHKY PHCKa PelyIuBa 3a001eBaHus
TI0CJIe TPAHCIIIAHTAIMH, BKITIOYAIOIIYI0, IOMUMO CTaHAApPTHOTO 00CIIeI0BaHMS,
TEHETHUYECKOE NCCIIE0BAaHNE U OTIpeIeNICHNE B AMHaMKKe THTpa antuten k CFH.
OT pe3yapTaToB T€HETHYECKOTO MCCIIEIOBAaHMS Oy/IeT 3aBUCETh [UINTEIBHOCTh
MPOGUIAKTHYECKOTO IPUMEHEHHS 3KyIH3yMada ocie TpaHCIDIAHTAIlUK TOYKH.

JleranbsHOCTH B OCTPOii aze Streptococcus pneumoniae-accOUUPOBAHHOTO
I'YC cocrasnsier 12% 1 B 0CHOBHOM 00yCIIOBJICHA TSDKEJIBIM TeYEHHEM HUHBA3HB-
HOM MH(EKIMN — MEHHHTUTOM, cericicoM, pazButueMm TOJIA. XBII pa3BuBaercs
y 16% manuenTos, TepmuHanbHas XIIH —y 12%.

bes mamrexamei cnenuduaeckoil Tepanuu JgeraasHOCTh pu ['YC, acco-
LUUPOBAHHOM C Ae(eKTHBIM MeTabon3MoM Kobanamuna C, cocrasnsger 100%.

Takum 00pa3om, TOCTHKEHHUS OCIEAHUX 15 JeT nokasanu, 4To 3aboneBa-
HUSI, ACCOLIMUPOBAHHbIE C TPOMOOTHIECKUMH MUKPOAHTUOTIATUSIMHU, HE TOJIBKO
XapaKTepu3yI0Tcsl PA3IMIHBIM [IATOTEHE30M, HO M TPEOYIOT pa3IMuHOTO ITOAX0/a
K TeparuH.
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OnabeTnueckas HepponaTua
M.D.Jlozaues, 3.K.Ilempocan

Juabetnyeckasi HeponaTusi XapakTepU3yeTcsi HAINYNEM CTOWKON MPOTEHHY-
pun, 6omee yem 500 mr/24 4 wim ans0ymMuHypuei npessimaromeid 300 mr/24 4,
nporpeccuBHbIM yBenuueHueM AJl u cHmxeHuem CK®, 4uTo, B CBOIO ouepenp,
MIPUBOIUT K pPa3BUTHIO TepMUHAIBHOM cTaguu XBII.

BnepBrie mopaxkenne mouek npu CJI Obuio ommcano P.Kimmelstiel
u C.Wilson B 1936 . KiinHMuYeckr OHO XapaKTepU3yeTCs CIEAYIOINMHE MPOSIB-
JICHUSIMU: HapacTalolieil npoTenHypuel (IIpu HEM3MEHEHHOM MOYEBOM OCaJIKe),
AT, ¢opmupoBannem HedpoTuyeckoro cunapoma (30%), mporpeccupyronmm
yMeHbIIEHNEM (HIBTPAMOHHON (QyHKINH 1modeK. OMacHOCTh 3TOTr0 OCIIOKHE-
Hust CJ] 3aKimo4aeTcst B TOM, 9TO OHO Pa3BHBACTCS MOCTEIIEHHO M I0IT0E€ BpeMs
KIIMHUYECKU HUKAaK HE MPOSBIIAETCA, TAK KaK HA HAaYaJbHBIX CTaJUsIX HE BBI3bI-
BaeT y O0JIbHOTO oulyleHus auckoMpopra. Ha mo3aHux cragusx, Korna Hajiu-
yue 1uabeTn4ecKoil HeporaTuy yxke He BhI3bIBAET COMHEHH, IPEOTBPATHTh
JlalbHElIIee ee IporpeccupoBaHne KpaifHe CII0XKHO, a 3a4acTyI0 U HEBO3MOXKHO.

W3zBecTHO, uTO OKOMO 1/3 Beex 6ompHbIX CJI 1-TO THIIA TOTHOAIOT OT TEPMHU-
HanbHOI [TH yxe wepes 15-20 et ot Hauana 3aboneBanns. Hanbonee Hebma-
TONPUSATHBIA MCX0 HaOMomaeTcst y Jull, 3a00JEBIINX B AETCKOM BO3pacTe.
H.Akerblom noxkasau, yro nuabernueckas Heponarus Oblia MIPUUUHON CMEPTH
y 50-75% GonbHbIX ¢ HavanoMm C/I B Bo3pacte no 20 ner.

Kox mo MKB 10: N08.3* I'tomepys1sipHbIe HOpa)XeHHs IPU CaxapHOM Jra-
oere (E10-E14+ ¢ oOmmM 9eTBEpTHIM 3HAKOM .2).

Snudemuosnoaus

Juabetnueckas Hedponarusi pa3BuBaercss npumepHo y 20-40% nanueHToB
¢ C/ u sBnsercs Bexymel npuunHoi TepmuHansHoi ITH B pa3Butheix cTpa-
Hax. KonnuecTBo MmanueHTOB ¢ JaHHOM MATONOTHEN TakXke pacTeT BO MHO-
THX pa3BUBAIOUINXCS cTpaHax. [lnadeTndeckas HeponaTus sSBISETCS OJHUM
13 OCHOBHBIX COCTOSIHUH cpenu 3a00JieBaHMH, XapaKTEePHU3YIOIIHUXCS BBICO-
KOM 3a00J1€Ba€MOCTBIO U CMEPTHOCTHIO, U HEPEIKO — NMPHUUYNHONW pa3BUTHUS
CepICYHO-COCYANCThIX 3aboneBanuii. T.Opuapn u coaBT. B xoxe 30-j1eTHEro
HaOJIOEHUsT BBIABHIIM CTaHJAPTU3UPOBAHHBIA KOA(P(GUIUEHT CMEPTHOCTH
y Aereit ¢ MUKpoansO0yMunypueit, nporennypuei u XI1H, cocrasnsronmii 6,4;
12,5 u 29,8 coorBeTcTBeHHO B Koroprte aetedt ¢ CJI 1-ro tuma. SIBHyI0 qua-
OeTnueckyro HedponaTHio Wiu TepMuHaNbHy0 [TH B 1eTckoM Bo3pacre penko
MOXHO YBHU/I€Th, OZHAKO (QYHKIOHAIbHBIC N3MEHEHNS, XapaKTepHbIe A 1-i
CTaJIuM Pa3BUTHUS JAHHOM MMAaTOJIOTUH, YK€ UMEIOTCS Y IETeH, U B JaJIbHEHIIIEM,
B TIEpUO]] MTOJIOBOTO CO3PEBAaHUS, OHU IPOrPECCUPYIOT C BBICOKUM TEMIIOM.
JarHbIe MOP(HOTIOrHYECKOTO HCCIIeI0BaHUS TPOJIEMOHCTPUPOBAIIH, UTO TAKHE
MTOYEYHBIE TIOBPEXACHHS, KaK yTONIIeHne 0a3aabHON MeMOpaHbl U pacmpe-
HUE ME3aHTHAJILHOTO MaTPUKCa, MOTYT HaOII0AaThCs y TTOIPOCTKOB B IIEPHOL
OTCYTCTBHSI MUKPOATsOyMUHYpHH. [ nIepQUIbTpaIist, KOTopas MpeIecTByeT
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Pa3BUTHIO MUKPOAIbOYMHHYPHH, 9aCTO 0OHApYKUBAETCS Y MOIpOCTKOB ¢ CJI
l-ro Tuma. B HEKOTOPHIX (XOTS W HE BO BCEX) MCCIEAOBAHUSAX THIEPPUIH-
Tpauusi CcTaja He3aBHCHMBIM MapKepoM MHUKpoaibOyMuHypuu. COBOKyHHAs
pacmpoCTpaHeHHOCTh MHUKpoalbOymMmuHnypun y nanuentoB ¢ CJ[ 1-ro tuma,
KOTOPBIA Ae0I0THpOBa B AETCKOM Bo3pacTe, yepe3 10—15 ner or Hawana
3aboneBanus cocrapiser 10—26%. OqHako MOCTOSHHAS MUKPOATLOYMUHY pUst
coxpansercs Toiabko y 50% moxpocTkoB, B TO BpeMs Kak y 50% monpocTkoB
K TIOJIOBOMY CO3PEBAaHHIO yPOBEHb albOyMHHYPHUH BO3Bpamaercs K (U3H0-
JIOTHYECKOi HopMe. B cuily 3THX JaHHBIX OBUIO MPEIOKEHO OIPENesiTh
y 6osbHBIX CJl HE MPOCTO YPOBEHb MUKPOAIbOYMHUHYPHUH, & BBIYHCISTH COOT-
HoLIeHne Oeika K KpeaTHHHHY (abO0yMUH/KpeaTHHWHOBBIH KOA(QQUINEHT).
[To maHHBIM MHOTOLIEHTPOBOTO HCCIIEJOBAHUA, albOyYMHH/KpeaTHHUHOBBIN
KO3((UILMEHT SBJISETCS CaMbIM YyBCTBUTEIBHBIM MapKEPOM PHCKA Pa3BUTHUS
CepIEYHO-COCYOUCTRIX ociiokHeHuH y OonmpHBIX CJI. Bomee Toro, Hesnaum-
TeJIbHOE YBEIWYCHHUE albOYMUHYPUH Jake B IIpeiesiax HOPMaJIbHBIX 3HAUCHUI
MHUKPOAJILOyMUHYPHUHU OTPAXKAETCS B PA3BUTUH MIOYEYHBIX U CEPACYHO-COCYIH-
CTBIX ocnoxHeHuH. B 2014 r. B HOBOI pefakiuy pykoBOACTBa AMEpUKaHCKON
nabeTHYeCcKol acconManuy NCKITIOYEHBI TEPMUHBI «MHUKPOAIbOYMHHYPHSI»
U «MaKpOoaIbOyMHUHYPHS», BMECTO 3THUX IMOHATHI UCTIONB3YIOTCS ONpEIEICHUS
«anp0ymunypust 30-299 mr/cyT.» u «ansOymuHypHs >300 MI/CyT.» COOTBET-
CTBEHHO.

Knaccugpukayusa

CoBepIIEHCTBOBAHNE METOJMK HCCIEJOBAHHUS (YHKIIMOHAIHHOTO COCTOSIHUS
TIOYEK, a TAKXKE pacHINPEHHE BOSMOXKHOCTEH aHaNN3a MOP(OIIOTHYECKUX N3Me-
HEHUI TOYEYHOM TKAHM KaK Ha CBETOONTHYECKOM, TAK M HA YIBTPACTPYKTYPHOM
YPOBHSX TO3BOJWIM JaTckomy mccaenoBarento C.Mogensen B 1983 1. paspa-
00TaTh COBPEMEHHYIO KJIaCCU(HKAIMIO AUa0ETUYECKON HeQpOonaTuu, IIHMPOKO
UCIIOJB3YEMYI0 BCEMH JHA0CTOIOTMYSCKUMHE LIeHTpamu (Tao. 6.11).

BripaskeHHast mpoTenHypus MOSBISIETCS] TONIBKO Ha [V craanm, xoraa ckie-
po3y nozBeprayTo yxe 6onee 50% KiryOOUKOB U ITpoIEcC HOCUT HEOOPaTUMBbIH
xapakrep. [lepBrle 2 cragnu (Tak Ha3bIBaeMbIi JOKITHHUYECKAHN MEeprox) nruade-
TUYECKO# HedponaTuu nporekarotT beccuMnToMHo. [lepBbie KITMHUYECKHE ITPO-
SIBICHUA B BHJIE IEPCUCTUPYIOIIEH adb0yMUHypuu nossisitores Ha 111 cranum.
OTO 0COOCHHO Ba)KHO, TaK KaK U3MEHEHHUsS! CTPYKTYPHI MIOYEYHOH HMapEHXUMBI
n QyHKIUH erie 00paTUMBI.

llamozere3

B nHacrosiiee BpeMs BBLICISAIOT 3 OCHOBHBIX ITATOT€HETHYECKUX (paKkTopa, BIIH-
SIOUIMX Ha (OpMHUPOBaHKE U IPOrpECCUPOBaHUE quadeTHyeckol HedponaTuu:
MeTabosmuecKue PakTopbl, reMOJMHAMUYECKHE HapyIICHHUS U HACJIeICTBEHHAS
MIPE/IPACIIOIOKEHHOCTb.

B maroreHese 3a0oneBaHus OOJNBIIOE 3HAYCHUE UMEIOT COCTOSIHUE XPOHH-
YECKOH TUIEPIIIMKEMHH U JUCIUIUASMUH C IOCIISAYIOIIM Pa3BUTHEM MUKPO-
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Tabnuua 6.11. Knaccndukauma grabetmyeckon Hepponatmm (no C.Mogensen)

KnuHuko-na6opaTtopHas

Cragua AHN XapaKTepueTMKa CpoKu pasBuTuA
| - cTagmsa runep- YeennueHne CKO (>140 mn/MuH), Manundecrauuna C[j
DYHKLMN rmnepTpodua noyek; Hopmoanboymu-
Hypws (<30 mr/cyT.)
Il - ctagusa Havanb- | YTonweHune NBM, skcnaHcma me3saH- 2-5 neT oT Havana
HbIX CTPYKTYpPHbIX rmyma, coxpaHeHue Bbicokon CKO, 3aboneBaHus

N3MeHeHWI noyek HopMmoanbbymunHypusa (<30 mr/cyT.)
Il - ctapgna HaunHa- | MukpoanbbymuHypua (30-300 mr/cyT.), | 5-15 neT ot Havana
towenca anabetnde- | CKO noBbilweHa UK B HOPME, HECTON- | 3a6oneBaHUs

cKol HedponaTnm Koe nosblweHne ALl
IV — cTapus Bbipa- MpoTtenHypua (>300 mr/cyT.), CKO 10-25 net oT Hayana
KEHHOW Anabetnye- | ymepeHHoO cHuXKeHa, Al 3aboneBaHua

cKou HedponaTm

V - cragua ypemun | CHmkeHne CKO (meHee 10 mn/muH); AT, | Bonee 20 net ot Hauana
CUMNTOMbI MHTOKCUKaLK CJ; 5-7 net - oT nosB-
NeHVA NPOTENHYPUN

AHTHONATHY B KaIMIUBIPHBIX KITyOOuKax rmo4ek u orioxkeHue B ' BM Henmookwuc-
JICHHBIX ¥ THIIEPIIIMKO3MIIMPOBAHHBIX ITPOYKTOB OOMEHa.

[Tpu MukpoanrHonarny B 6a3aabHON MEMOpaHe KaWJUISIPOB OTKJIA/(BIBAIOTCS
HEIOOKHMCIICHHBIE TPOAYKTHI OOMeHa (PasHOBHAHOCTH KHCIBIX TIMKO3aMHHO-
ITIMKAHOB), YTO CHIKAET UX 3TaCTHIHOCTh, 0COOEHHO 3TO KacaeTcs OTBOISAIINX
KalUBIPOB COCYANCTOTO KOMIIOHEHTa KiIyOOuKoB mouek. [1ono0Hsli mpouecc
TIPUBOJIUT K TTOBBIIIEHHUIO BHY TPUKITyOOUKOBOTO JIaBIE€HHS, PA3BUTHIO COCTOSTHHS
runepUIBTPALUK U TOCTEIICHHOMY TTOBPEXACHUIO KITyOOUKOB IOYEK, TJIOMe-
pynockiepo3y. CoCTosiHHEe XpOHUUECKON TMITEPIITMKEMHUH OKa3bIBACT IIOBPEsK/a-
foliee IeHCTBHE U HEMTOCPEACTBCHHO HA YHJIOTEINH COCYAOB C TOCIIEAYFOIIM
pa3BUTHEM PHIOTENNANBHON AucyHKmHy (puc. 6.12).

B 0azanbHOI MeMOpaHe caMHX KITyOOYKOB TOXKE OTKIIAbIBAIOTCS HEOOKHUC-
JICHHBIE U TUIEPIIIMKO3WINPOBAHHBIE MTPOAYKTHl OOMEHa, KOTOPbIe HApYIIAtoT
ee (yHKIHMIO, U B NMEPBUYHYIO MOYY HAUMHAIOT BCE B OOJBIINX KOJIMYECTBAax
TI0T1a/1aTh BHAYaJIe CaMble MAJICHBKUE TI0 Pa3Mepy MOJICKYIIbI OEJKH, aIbOYMHUHBI
(MHEKpOaTEOYMUHYPHSI), 3aTE€M KPYITHBIE OelKa (IPOTEHHYPHS).

OmnpeneneHHOe 3HAYCHNUE B Pa3BUTHH THA0CTUIECKOW HePpOTaTuu UrparoT
U MHIUBUAyaJbHBIC, TCHETUYSCKHE OCOOCHHOCTH neTed u moapoctkoB ¢ CII.
B nepByto ouepenp BaxHOE 3HAYEHHE MMEIOT T€HETHUECKH JeTePMHHUPOBAH-
Hble BO3MOXXHOCTH PAAC, ATI®, paznuyHbIX (OpM HUTPO30OKCHICHHTETA3BI.
OT 3TOr0 ¥ 3aBUCHT CTEIICHB NPEAPACIIOIOKEHHOCTH TOTO MJIM MHOTO MallMeHTa
¢ C/I x pa3Burtuio muabeTndeckoil HepornaTnn Ha (poHEe HEOCTATOUHO KOMIICH-
CHPOBaHHBIX TOPMOHAIIBHO-META00MNUECKIX HAPYIICHUH.
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TMneprankemuna

FemoanHaMuueckme l
$axTopb MoBblweHne NPOAYKLMN
(runepToHuA, AH II, MUTOXOHAPWATIbHBIX CYNepOKCMA0B
sHpoTenuH, NO) *

MeTabonnueckue pakropbi

! '

MonvonbHbIN 1 LOvaunnrnvkon- KoHeuHble npofyKTbl
reKCo3aMMHHbIN NyTb npoTtenHknHasa C rMYKONN3NPOBaHNA
AKTUBHbIE
LintoknHbl QakTopbl pocTa NF-«B
dopMbl OKUCNEHUA

N J

N

o YTonuweHue lbBM

* Mponudepauymsa MesaHrnanbHbIX KNeToK
* HakonneHue 6enKoB MaTpuKca

¢ [logountoneHus

* [VanMHO3 Me3aHrVsA 1 apTepuanbHO CTEHKN
e TybynouHTepcTMumanbHblii GMOPO3 1 rmomepynocknepos

LunabeTnuyeckan HepponaTus

Puc. 6.12. MaToreHes guabeTnyeckoin Hepponatum (no M.L.Marcovecchio, F.Chiarelli).

JluaeHocmuka

B cooTBeTCTBHYM ¢ MEXTyHApOAHBIMHU CTaHAAPTAMH, HanOOJIee pAaHHUM 1 HaJeXK-
HBIM MapKepoM HayHMHalolIeics auadeTndeckod He(pomaTHy SBISIETCS allb-
OymuHypusi. M3MepeHne HU3KMX KOHLEHTPALUHA anbOyMHHa B MOYE BIIEPBbIC
osu10 MpomseeneHo H.Keen pagmonmMmyHoIOrHaeckuM MetoaoMm emie B 1960 .
Wcnonp30BaHue JaHHOTO METO/A /IS JUATHOCTUKY HAadaTbHOW AHa0eTHIeCKOM
He(ponaTuy B KIIMHUIECKON MPAaKTHKE CTAI0 BO3MOKHBIM TONBKO B 80-X romax
MIPOIIJIOTO CTOJETHUS.

B HOpMeE HU3KOMOJIEKYIISIpHBIE OEJIKH MOYTH MOJHOCTBIO peadcopOupyroTces
B MPOKCHMAJIBHBIX KaHanblax Iovek. [lostomy morepst anbOymMuHa ¢ MOYOH
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He nomkHa npeBsimats 30 mr/cyt. [oreps ampOymuHa ot 30 mo 300 mr/cyT.
pacieHuBaeTcsl Kak MUKpOabOyMUHypus, cBbime 300 MI/cyT. — Kak MaKpoajib-
Oymunypus. IIpuBeneHHbIe 3HAYEHUS JTaOOPATOPHBIX MOKa3aTesieil HECKOIBKO
OTJIMYAIOTCSl OT OOIIENPHHSATHIX B HE(DPOJIOIHHU, YTO CBA3aHO C OCOOCHHOCTBIO
nopakeHust nouek npu CJI.

AnsOymuHypust BeisiBisiercst Ha 111 craguum pa3BuTust tuaberndeckoi Hedpo-
natuy. [IepBoHauanbHO OHA BBISABISCTCS B OTACNIBHBIX MOPHUsIX Modd. [loaTomy
JUISL BBIIBIICHUSI TIEPCUCTHPYIONIEH anbOyMUHYPHH MPOBOAUTCS UCCIIENOBAHNE
3 mopiuii MOYH, COOpaHHOM B pa3Hble qHU. JlnarHo3 nuabeTnueckoil Hedpoma-
THH B CTaJMU TEPCUCTHPYIOLIEH aibOyMUHYpHH NPAaBOMEPEH NPH BBIIBICHHU
a0yMUHOB B 2 13 3 mopuuit Mo4u. J{ist nccnenoBaHus HCIONb3YIOTCS yTPEHHNE
nopiy Mo4H. [Tocie BeIsiBIeHNS allbOyMHUHYPHUH HEOOXOMMO UCKITIOUHUTH COITYT-
CTBYIOIIIME 3a00JICBaHMS ITOYEK MIIM MOUCBBIBOSIINX ITyTEH, BYJIBBUT y ICBOYEK.

B NONMMKIMHUYECKUX YCIOBUAX AJISI CKPHHUHTA yIOOEH CII0CO0 MccienoBa-
HUSI COOTHOIICHUS allbOyMHHA K KPEaTHHHUHY, YCTPAHAIONINH HEOOXOIUMOCTh
cOopa MOYHM B TEUEHHE CYTOK UL OIpeeeH s CyTOYHOro auypesa. B Hopme
COOTHOIIIEHUE aJbOyMUH/KpeaTHHUH He JIOJDKHO IpeBbImIaTh 2,5. /lnarHos
HavyaJbHOM HedponaTiy yCTaHABIUBACTCS P MPEBHIICHNH 3TOTO 3HAUYCHNSI.

Kpurepuem 1 Hauana CKpUHHHTA JUa0eTHYECKOW He(pOmaTuy sSBIseTCs
BO3pACT MAIMEHTOB, MPOAOIDKUTEIBHOCT 3a0oneBanus CJl, kauecTBO KOM-
MEHCAIMN YTJIEBOAHOTO OOMEHa M0 YPOBHIO IMIMKHPOBAaHHOTO TeMOTIoOMHA
(HbA,,). Y nmereii mnanue myGepTaTHOrO Bo3pacra KpUTEPUEM JUIsi CKPUHUHTA
CIIy’)xuT nepuop B 4-5 ner or manugecranuu CJ/I (npu 1utoxoif kommneHca-
UM YTIIEBOJHOTO OOMEHa, KOIZa MIMKHPOBAaHHOTO reMoriobnHa Beimie 8%, —
2-3 roma ot marudecramyu CJI), y gereit mybepTaTHOTO BO3pacTa M IMOIPOCT-
KOB — 1-2 roja ot Havyaja WHCYTHHOTEPAITHH.

KparHocTs uccnenoBanuii onpenensercs ctaaueii nuabernueckoil Hedpo-
natuu. J[o BBISBIEHHS IOCTOSHHON MUKPOAIbOyMHHYPUH UCCIIEAOBaHUS TPO-
BosTCs 1-2 pasa B rox. /lnarHocTuka HayaabHOU TrabeTHuecKoi Hedponarun
B CTaJUH TOCTOSHHON MHKPOAJIbOyMHUHYpPHH TpeOyeT Hayalla TepanuH, YTO
OIIpeAEIIeT HEOOXOANMOCTD YBEINUEHHS KPaTHOCTH HCCIeA0BaHuH 10 3—4 pa3
B rox. [Ipy BEIBICHUN KIIMHUYECKON CTaIuM AnabeTHIecKoi HehponaTiHu peKo-
MEHJyeTcs IPOBEe/IeHIE CKPHHUHTA THa0eTHUECKOI PETHHOIIATHH U JUCTANbHON
MOJIMHEUPOIIATHH.

lpogunakmuka u neyerHue

B HacTosmiee BpeMs He BBI3BIBACT COMHEHHMH, YTO XOPOIIAsi KOMITEHCAIHS TIOKa-
3aTenell yIIIeBOIHOIO OOMEHA CHIKAET PHCK Pa3BUTHS COCYAUCTBIX OCIIOXKHE-
HUH U 3aMeUIseT CKOPOCTh UX NPOTpeccUr. B 0CHOBE 3TOro JEXKUT CHUKEHHE
MaTOJIOTMYECKOTO BIHUAHUS XPOHUYECKON THIIEPITIMKEMHUH Ha TApEHXUMY ITOUeK
U yAJUHEHUE NepuoAa 0CTaToyHoi cexperuu C-nenTuja HHCYIUHIIPOLYLUPY-
IOLUMH KJIETKAMU MOMKEITYIOYHOM JKEeNIe3bl.

CKpHHHUHT MUKpPOAJIb0yMUHYPHUH TO3BOJISIET PAHO BBISIBUTH JHA0CTHUECKYIO
HepOoNaTuio M HAa3HAYUTh TEPAIUIO HA CTAJUH, KOTZNA MAaTOJIOTHYECKHE IMpPO-
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reccsl 0oparuMbl. OOIENPU3HAHO, YTO ITOKA3aHUEM K TAKOH Teparuy sBISETCS
MTOCTOSTHHAS. MUKpoans0yMuHypust 6e3 Al B xagecTBe IeKapCTBEHHBIX Ipemna-
paToB JyId JedeHUs AuabeTHdeckoi HedpomaTuu ucnonb3yioTcs HAIID, Hus-
KOMOJIEKYJISIDHBIN TeIIapHH, TaKKe PEKOMEHIYIOT OrpaHH4eHHe Oelika B THIIE.
Crnenyer OTMETUTb, UTO TaKas TEPaNus HOCUT CUMITOMATHYECKHH XapakTep
U CIoCOOHa YMEHBLINTH TMOTEPIO aabOyMHHa ¢ MOYOH. Jl0Ka3aTesbCTB BIIHS-
HUSI 3THX TIpErapaTtoB Ha CKOPOCTH Iporpeccun anabeTndeckod HedpomaTtun
B HACTOSIIIIEE BPEMSI HET.

HAII®. TepaneBTuyeckoe BIUSHUE TaHHOW IPYTIIBI IPEnapaToB OCHOBAHO
Ha KOPPEKIUU BHYTpUIIoueuHo remoauHamMuku. [logasnss akrusHocth AIID,
JIaHHAasI TPyTIa JIEKAPCTBEHHBIX CPEACTB OJIOKMPYET CHCTEMHBIH M OpTraHHBIA
CHUHTe3 aHruoTeH3uHa Il — ogHOro M3 cambIX MOIIHBIX Ba30KOHCTPUKTOPOB.
HNAII® pacmmpsaroTr BEIHOCIIYIO (3()()EKTOpHY0) apTepHOIy, CHIKAs TeM
CaMbIM BHYTPHKIyOOUKOBYIO THUIEpTEH3UI0. JIO3MPOBKHU IpenapaToB 3TOH
IPYTIIBL, UCTIONB3yEeMBbIE TIPH JICUeHUH TuabeTnyeckoil Hedpomnaruu, npeacTas-
JIeHb! B Tabnuue 6.12.

B Hacrodiee BpeMs NpeuMyIIECTBO OTAAaeTCs MpemnaparaM MPOJIOHTHPO-
BaHHOTO JEHCTBUS, CO3/AIONINM JJONOJHUTENbHBIC YI00CTBa ManueHTaM (Tpu-
HUMaloTcs | pa3 B CyTKn).

Hus3skomonekynaphutii zenapun. XpOoHUYECKasi THIEPIIIMKEMUS TIPHBOIUT
K CHI)KGHHUIO CHHTE3a ITMKO3aMHHOIIIMKAHOB, COCTABJISIOLINX OCHOBY CTPYK-
TYpBI KIIyOOUKOB M 00€CHEYHBAIOIIUX CEJIEKTUBHYIO IPOHUIAEMOCTh KIIy0o4-
KoBoro QuibTpa /st Genka. DTO MPUBOAUT K PA3BUTHIO HECEJIEKTUBHOM IpO-
TenHypHH. HU3KOMOIEKyISIpHBIN renapyH (CyJI0IeKCH) He OKA3bIBACT BIMSHHA
Ha CBEPTHIBAIOIIYIO cucTeMy KpoBH. OH yBEIMUYMBACT COACp)KAHHWE TerapaH-
cynbdaTa B MeMOpaHax KIIyOOYKOB, BOCCTAaHABINBAs TEM CAMBIM CEIIEKTUBHYIO
MPOHUIIAEMOCTh [TOYEHHOTO (PUIIBTpA.

Cynonekcun HazHadaeTcsi BHyTpuMbiiedHo 1o 600 JIE 1 pa3 B ieHb B TeueHHe
10 nHeit. 3ateM B TeueHHe 2 Hel. TIpenapar IPUHUMAIOT EPOpaIbHO 2 pasa B [eHb.

b PA I1. B nocnenHee BpeMsl IPOSIBUIICSA MHTEPEC K UCTIONB30BaHUIO B TEpa-
neBTHYeCKoi mpakTuke cnenududaeckoro bPA II — mo3aprana (Ko3aap). B mex-
JIyHapOIHOM InIane0o-KoHTpoarpyeMoM uccienoBannin RENAAL omnenuBa-
JIUCHh PEHONPOTEKTHBHBIE cBoMcTBa Ko3aapa y manuentoB ¢ Al u nuaberunue-
ckoit Hedpomnarueit. Mccnenoanue aiuinock 3,4 rona, B HEM IPHHSUIIN Y4acTHE
1513 nanueHToB U3 28 cTpaH. bbulo Moka3aHo, YTO UCIOIB30BAHUE B TEPAIUU

Ta6bnuua 6.12. MANO B Tepanuu arabeTrnyeckon HepponaTm

Mpenapar ®opma Bbinycka Jo3a*, KpaTHOCTb Npuema
Kantonpwn (KanoteH) TabneTkm 25 mr 12,5-25 mr 3 pasa B feHb
SHananpwun (PeHutek, SHan) | Tabnetkn 51 10 mr 5-10 mr 1 pa3 B ieHb
Pamunpun (Tputaue) Tabnetkn 2,51 5 mr 2,5-5 mr 1 pa3 B ieHb
MNepuHponpun (Mpectapuym) | Tabnetku 4 mr 2-4 mr 1 pas B fieHb

* B Tabnuuie nprBeAeHbl JO3MPOBKM ANA B3POCSIbIX NALMEHTOB; B NeAMaTpUYecKo NpakTrKke Ao3a
npenapata noAbupaeTca NHANBKAYaNbHO.
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Kozaapa moMoraer KOHTpOJIMPOBaTh TeUCHHE IuabeTHdeckoi HedpomaTuw,
3ameyiseT pazsutue XITH Ha 28%, ymeHbmaeT nporenHypuio Ha 35%, npudem
HE3aBUCHMO OT ypoBHs nocturuytoro AJl. MccnenoBanuii ¢ HCMOMB30BaHUEM
B Tepanuu Kozaapa B perckoii nmpakrrike He O0buto. HavanpHas no3a Kozaapa —
12,5 mr 1 pa3 B neHs, fganee no3a mpenapara TUTPyeTcs MOox KOHTposeM AJ]
1 anbOyMHHYPHH.

Cmamumnsl. MHOTHE KpPYyITHOMAacIITaOHbIE MHTEPBCHIIMOHHbIE KITMHUYECKHUE
HCCIIEIOBAaHUS MTPOJEMOHCTPHPOBAIIH, YTO JICYEHUE CTATHHAMM 3HAYUTEIBHO
CHMYKAET PHUCK IOPAXKEHHUsI KOPOHAPHBIX COCYAOB U 00IIeH CMEPTHOCTH Y OOJIb-
Heix ¢ CI. TIpu CJI oueHs yacto HAOIOMACTCS JUCTUIUAICMUS, U UCIIOIH30Ba-
HUE TUMNONUIUAEMUYECKHUX MPENapaToB CHIDKAET PUCK CEePIEUHO-COCYAUCTBIX
ocnoxxHeHni. Kpome Toro, mpreM cTaTMHOB CHOCOOCTBYET MHTHOMPOBAHHIO
nponudepanyy apTepruaibHbIX TIIaJKOMBIIIEYHBIX KJIETOK, MPO(UIAKTHKE OKHC-
JICHUS! IMIU0B HU3KOH IUIOTHOCTH, CTAOMIIN3aINH aTePOCKICPOTHUECKIX OIIsI-
IIEK, BO3/eiCTBUIO Ha Makpodaru, ylTydlIeHHIO YHIOTEIHAIbHON (YHKIINH,
NPOTHUBOBOCHAIUTEIEHOMY, aHTUTPOMOOTHYECKOMY (P deKTam.

V¥ noxpoctkoB ¢ CJI 1-ro Tuna 4acTo BBISBISETCS HapyLIIEHUE JIMIHIHOTO
TIpoduIIst, KOTOPOE B3aMMOCBS3aHO C YHJOTEIHAIBHON TUCPYHKINEH U MUKDPO-
anpOymuHypHel. Tem He MeHee eIMHOTO MHEHHSI O 11eJIeCO00Pa3HOCTH HCIIONb-
30BaHMU CTATUHOB y JETEW HET, TaK KaK OTCYTCTBYIOT IPOJOHTHPOBAaHHBIE
uccienoBanus ux 3(G(GEeKTHBHOCTH B JAaHHOW Bo3pacTHOM rpymme. Crparerus
KOPPEKIHHU IUCIUIHIEMUH B TEANaTPUIECKON IPYIIIIe OCHOBBIBAETCS Ha PE3yb-
TaTax MCCIEOBaHUM, IPOBEJCHHBIX y JIeTel ¢ ceMeilHOl rumnepxonecTrepuHe-
Muel. DPPEKTUBHOCTB CTAaTHHOB Y MoApocTkoB ¢ CJ1 1-ro Tuma amst nmpenoTspa-
mieHust fnabeTndeckoil HeponaTuy B HACTOAIIEE BPEMS UCCIIEAYETCSI B MHOTO-
neaTpoBoM uccienoannu AdDIT (uccienoBarensckas rpymia M0 U3YyYSHHIO
KapIHOpEHAIBHBIX OCIOKHEHUH y moapocTkoB ¢ CJ] 1-ro tuma).

Amunonpos

A.B.Manxoy, 2.K.Ilempocsan

Awmwuinonio3 (0t zam. amylum — Kpaxmait) — BHEKJIETOUHBIH CTPOMAIILHO-COCY-
JIICTBIN JUCTIPOTEUHO3, COMPOBOXKIAIONIMICS TITYOOKUM HApyIICHHEM OeJIKO-
BOTO 0OMEHa, MOSIBIIEHHEM aHOMAJILHOTO (PHOPHUILIAPHOTO OEIKa U OTIIOKEHUEM
B MEXYTOYHOH TKaHH B CTEHKaX COCYIOB CJIOKHOTO BEIECTBA — aMIJIOW/A,
MPUBOJIAIIETO K aTpO(UH MAPSHXUMBI, CKIICPO3Y U (DYHKIIHOHAIBEHOW HETOCTa-
TOYHOCTH OPTaHOB.

AMHIION]103 — COOUPATENBEHOE MOHSTHE, BKIIOYAIONIEE IPYIINy 3a00IeBaHUIA,
XapaKTEPU3YIOIINXCSI SKCTPAISIUTIONSPHBIM OTIOKEHHEM OCJIKOB B BUJIE Xapak-
TEPHBIX aMUJIOUAHBIX (GUOPUIUL. DTH HEpacTBOpUMEBIE (HHUOPHILIIPHBIE OCITKU
MOr'yT 6I)ITI) JIOKAJIN30BAaHbl B OTHOM CHCHI/I(bI/I‘ICCKOM MECTE WKW MOT'YT 6I)ITB
PacTpoCTPaHCHBI B Pa3IUUHBIX OPTaHax, B TOM YHCIIC TAKUX KU3HCHHO BaXKHBIX,
KaK TI0YKH, TICYCHb, cepie U Jp. Takoe HaKOIUIEHHE MPUBOAUT K OPTaHHOM JIUC-
(YHKIMH, HEIOCTATOYHOCTH OPraHa U B KOHEYHOM HTOTE K CMEPTH.
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ITepBbie ynoMuHaHus 00 aMHIION03€ OTHOCATCSA K CpeiHIM BeKaM, & IMEHHO
K nepuony suuaemun cuunrca B EBpore B XV Beke. OTIHYUTEIHHON 0COOSH-
HOCTBIO 3TOH AMUAEMHHN ObUIA BEICOKAS! BUPYJICHTHOCTH M TATOTE€HHOCTH BO30Y/IH-
TeJIsl, YTO MPUBOMIIO K OBICTPOMY Pa3BHUTHIO U POIPECCUPOBAHUIO 3a00IICBAHMS
C HACTYIUICHUEM CMEPTU B TeUEHHUE 5—6 Mec. OT MOMEHTa 3apakeHus. [Ipu BCKpbI-
TUM YMEPIIUX OT cHU(HINCA JOBOJIHHO YaCTO OOHAPYXKHBAJIHNCh OIHOTHITHBIC
N3MEHEHUS B CEJIC3CHKE: OHA OblIa yBEIMYEHHOH U IJIOTHOH, ¢ OenecoBaThIMU
BKJTFOUEHHSAMH, YTO OIHCHIBATIOCH KaK «OOIbIast caroBas cene3eHka». [Ipupona
9TOTO SIBJICHHS B TOT NEPHUO] BPEMEHH OCTaBajlach HESCHOM, OHAKO CETOMHS
0YEBHUJIHO, YTO 3TH U3MEHEHUs OBbUTH BbI3BaHBI PA3BUTHEM aMUIIOHI03a.

Crenyromumii 3Tan u3ydeHus: amuiaonsioza otHocutcss k XIX B. BeHckuii
naronor C.Rokitansky B 1844 1. onmcan u3MeHEHHUs! MapEHXUMATO3HBIX Opra-
HOB, KOTOpbIE OBUTH YBEIMYEHBI U YIUIOTHEHBI, & HAa pa3pe3e MMEJN CaJIbHBINA
OJIecK, 9TO U 1aJI0 Ha3BaHUE ATOMY COCTOSHHIO — «cajbHas Oone3Hsy. B 1854 .
R.Virchow, u3y4aBiuii «calbHy0 0OJC3HBbY, MOKA3aj, YTO CHCIU(PHUCCKHE
N3MEHEHHs B TapEeHXMMAaTO3HBIX OpraHaX CBA3aHBI C OTIIOKEHUEM B HUX 0COO0T0
BEILIECTBa, KOTOpOE, IMMOJ00HO KpaxMmaiy (zam. amylum) MEHSUIO CBOIO OKpa-
CKy Ha CHHIOIO B TIPHCYTCTBHH HO/a U CEPHOM KUCIOTHI. DTO JIAJI0 EMy TTOBOJ
Ha3BaTh BBISBICHHOE BEIIECTBO aMUJIOMOM, a «canbHas 00Je3Hb» npuobpena
CBOE COBpPEMEHHOE Ha3BaHHE — aMmwiIon103. B 1865 . M.M.PynHeB ycTaHOBMI
OEIIKOBYIO IPHUPOLY aMIJIOH/IA.

BaxHbIM 11aroM K MOHMMAHHUIO CYIHOCTH aMUJIOM03a CTalIM HCCIeI0Ba-
nust H.I1.KpaBkoBa B Cankt-IleTepOyprckoil BOGHHO-MEANIIMHCKON aKaJIeMHH.
B 1898 r. oH 3amuTHA AOKTOPCKYIO AUCCEPTALMIO, B KOTOPOH MOKa3al, 4To
BBEJICHNE 3KCIIEPUMEHTAIBHBIM KUBOTHBIM KaK XHBBIX, TaK U YOUTBIX OakTepuit
MIPUBOANT K YHHUBEPCATIBHON PEAKINUU OPraHU3Ma — OTIIOKEHHIO aMUIOHTHBIX
¢ubpui B pa3IM4HbIX opraHax. Tak OblTa co3anHa mepBasi KCIepruMeHTaIbHas
Mozenb amuiono3a. [Tomumo storo, uccneaosanust H.IT.KpaBkoBa nmo3zBonunu
c/ienarhb 2 BaKHBIX 3aKIFOYEHHS: BO-IIEPBBIX, aMHIJIOUI03 SIBIISIETCS] YHUBEPCATIb-
HOH peakuyneil opraHu3Ma 1, BO-BTOPBIX, €TO Pa3BUTHE CBA3AHO ¢ MH(DEKIHEH.

Snudemuosnoaus

Jlo HemaBHEro BpEMEHHM 4YacTOTa aMUJIOWI032 B TOIMYJISIITUU OMpeesiach
10 JJAHHBIM PETPOCIEKTUBHOTO HccienoBanus. Hanbomnee momHoe amuaeMuosio-
THYECKOE MCCIICIOBAHKE 3a TIOCIICTHUE ICCATUICTHS ObLIO MIPOBEICHO B KIIMHUKE
Maiio uccnenoBatenbckoil Tpymnmoil nog pykooactBoMm P.Kaitn. [To naHHbIM,
cobpanHBM B niepuof ¢ 1950-ro mo 1990 r., u3 o0rmielt MOy sy IPOXKUBAFO-
mux B mrate Munaecota (CIIIA) 3abomeBaeMocTh AL-aMIIIONI030M coCTa-
BHJIA IEBATH CiTy4yaeB Ha 1 MIIH yenmoBeko-yeT (95% moBepUTeNnbHBIM HHTEPBAT;
5,1-12,8 cnyyas na 1 MaH uenoBeko-yet). MccneqoBarenu caenaid BHIBOJ,
yro B CIIA exerogHo moxer Habmrogarbest mpuMepHo 2200 HOBBIX CilydaeB
AL-amunonnos3a. B mocnennee Bpemst TOAOOHEBIE UCCIICIOBaHUS OBLTH IIPOBE-
JICHBI B 2 eBPONCHCKHAX perHOHaX. 3a00JIeBaeMOCTh aMIJIONI030M B AHIIINH,
0 JaHHBIM HarmoHansHOTO IIEHTpa 10 H3Y4YeHHI0 aMuiIona03a u Hannonas-
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HOTO LIEHTpa 31paBooxpaHeHus BemnkoOpuranuu, momydeHHBM JIk. X. [TnaHA
1 COaBT., COCTABISIET 5 ciiydyaeB Ha 1 MIIH denoBeko-neT. M3 Hux okoso 3 ciy-
yaeB Ha | MITH YeIOBeKO-JIeT ¢ aMuinonio3oM Tuna AL u 1 ciyqait — tuma AA.
Yacrora amunouznosa B IlIBenuu, comiacHO AaHHBIM aHAJOTUYHBIX UCCIIEHO-
BaHUMU, — 8§ MAIMEHTOB Ha | MJIH YEJOBEKO-JIET, U3 HUX 3 ciiydas ¢ ThurnomM AL
U 2 —c tunom AA.

B rmocnenHue necATHIETHS OTMEYaeTCsl IPOLEHTHOE YMEHBIICHHE
AA-ammonio3a mo otHomeHuo K AL. O1oT pakt MOXHO OOBSICHHUTH paH-
HEHl AMarHOCTHKOM MHOTHMX 3a00JIeBaHUil, IMpenpacroyiaralonx K pa3BUTHIO
AA-amuiion103a, ¥ LIMPOKKM JIOCTYTIOM K Oosiee 3 (heKTHBHBIM METO/IaM JICUEHHS.
O1H e (HaKTOpHI HOBIHSUIN Ha YMEHBIIEHHE YaCTOTHI MHOXXECTBEHHOIH MUEIIOMBI,
o0ycroBnuBatomer AL-amunonnos. Kpome Toro, mosiBnenue B pa3BUTHIX CTpaHax
LIAPOKOTO CTIEKTPa AaHTUMHUKPOOHBIX MPETIapaToB MIPUBEIO K YMEHBIICHHIO 3200-
JIEBaeMOCTH TYOEpKyJe30M M APYTUMH HH(GEKIIMOHHBIMU 3a00JICBaHUSMH, YTO
CHM3WJIO MX TIPHYMHHO-3HAYMMOE BIIMSHHE Ha Pa3BUTHE BTOPUIHOTO aMUJIONU034.
Emie onHa coBpeMeHHast S1IMAEMHOIOrHYecKasi 0COOEHHOCTh aMUIION103a — CMe-
[IEHHUE €ro ATUOJIOTMYECKOTO CIIEKTPa B CTOPOHY ayTOMMMYHHBIX 3a00JIeBaHUH,
TaKWX KaK PeBMaTOWHBIN apTpuT, 60ie3Hb bexrepeBa, XpOHUYECKHH IOBCHUITb-
HBII apTPHT, BOCTIAIUTENIbHBIC 3a00JIEBaHNST KHIIICYHNKA, HACIECICTBEHHBIE ayTO-
BOCTIAJIUTENbHEIE 3a00JeBaHuA (TTepruoaAndeckast 00Ie3Hb, IEPHOIIIESCKINA CHH-
JIpoM, accorurpoBanHbiii ¢ pereniropoM @HO, cunnpom Makna—Yansca). Jloms
ayTOMMMYHHBIX 3a00JIEBAHUI B ATHUOJIOTMM aMWJIOMJ032 B HACTOsIIEE BPEMs
nocturaeT 90%. Tem He MeHee B BocTouHOH EBpore 1 B pa3BUBaroIuxcs CTpaHax
TyOepKyJe3 U Apyrie XpOHUYEeCKHe HHPEKIMH MO-TIPEKHEMY COXPaHSIOT CBOIO
3HaYMMOCTB B PAa3BUTHH BTOPUYHOTO A A-aMMIIONI03a.

Hawubonee pacupoctpaneHHO# popMoil aMuonio3a y AeTei sBIseTcCs
peakTUBHBIN AA-aMHIOH103, PAa3BUBAIONIUICS Ha (POHE TaK Ha3bIBAEMBIX
CUHJPOMOB HAaCJIEICTBEHHOM IIEpUOINYECKON TMXopaaKu. B HacTos1ee Bpemst
TreHeTHYecKasi COCTaBNIAIONas 3TUX CUHAPOMOB YCTaHOBIEHA. MyTanuu omnpe-
JICIICHHBIX TEHOB NPUBOIAT K BPOXKICHHOMY Je(EKTY MMMYHHOH CHCTEMBI
C XapaKTepHO! KIMHUYECKOH KapTHHOHU. K unciy mogqoOHbIX CHHIPOMOB OTHO-
CSTCSl CeMEHHas CpeAn3eMHOMOPCKas JIMXOpajaKa, CHHAPOM THIIEPUMMYHO-
moOynuHeMun D u meprnogudeckoil TUXOpaaKd, NEePUOINIECKUN CHHIPOM,
acCOLMUPOBaHHBIN ¢ MyTanued rexHa peuentopa ®HO, xpuonupuH-acconu-
WPOBAaHHBIN MTEPUOAMYECKHHA CHHAPOM (cuHApoM Makia—Yasbca u ceMeiinas
XOJIOZOBAsI KPAMBHUIA) U XPOHUYECKUH WH(PAHTUIFHBIN HEBPOJIOTHYECKUN
KOXKHO-CYCTaBHOH CHHIPOM.

OpauM U3 Haubollee pacIpOCTPAHEHHBIX XPOHUYECKUX 3a00JIeBaHUN JET-
CKOTO BO3pacTa SBJIIETCS IOBCHIJIBHBIN MIMOMATHYECKUH apTpUT (YacToTa
1:1000). PacpocTpaHEHHOCTh BTOPUYHOTO aMIJIOM03a IIPU HEM, BO3HUKAIO-
LIETO B CBSI3M C AJTUTEIbHBIM BOCHATIEHHEM, BappupyeT oT 1 1o 10%.

AB,M-amuionio3 yamie HaOMIOAACTCS y MAIMEHTOB, JIOJIT0 HAXOJSIIIXCS
Ha muammse. AFIB- n ACys-aMuitonno3sl — HacneACTBEHHbIE (DOPMBI aMUIIOH-
J103a C ayTOCOMHO-ZIOMWHAHTHBIM THIIOM HACJIEAOBAHUS U MO3AHUM HadauoM —
JIOCTATOYHO PEIKO HAOIIONAIOTCS CPEIH JeTEH.
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Smuonozua

AMMIION03 MOXKET SIBIISITBCS] CAMOCTOSITENbHBIM 3a00/I€BaHNEM JINO0 Pa3BUTHCS
B PE3YyJIETATE MATOIOTHH APYTHUX OPraHOB U CHCTEM.

B 3aBucuMoCTH OT IMPUYUHBI pa3BUTHS pa3InvdaroT:

* TICPBUYHBINA (MMONIaTHYECKUIT) aMAIOUI03;

* BTOPHYHBIH (pPEaKTHBHBII) aMUIIOUII03;

* HAcJIEACTBEHHBIH aMHJIONI03;

* CTapuECKUl aMHUIIOU03;

* aMMJIOMJI03 TIPH OITyXOJISIX;

* aMWIOHMJIO3 y NAllMEHTOB Ha TeMOJIUAIIH3e.

Ilepeuunsviii amunoudos. Jlannas ¢popma 3a001€BaHMS XapaKTepU3YETCs
OTJIOXKEHHEM aMWJIOWJa BO MHOTHX OpraHax M TKaHsX, MPUYEM NPUYUHY €T0o
00pa30oBaHMsI yCTaHOBUTH, KaK MIPABWIIO, HE yaaeTcs. B abcomoTHOM OOIhITHH-
CTBE CIy4acB IpPH NEPBUYHOM AMHJIOWI03€ OTMEYAETCS MYTAI[IOHHOE IIepe-
POXICHUE KIIETOK UMMYHHOHN CHCTEMBbI 1 00pa3oBanue AL-amuiona, KOTOPbIid
HaKaIUIMBAETCS B TKaHIX ME30/1epMaIbHOTO IPOUCXOXKIEHHUS (B CEPIEUHO-COCY-
JIUCTON CHCTEMeE, MBIIIIAaX, HEPBax U KOXKe).

Jpyroit npuunHO#i oOpazoBanust AL-ammiona MOXXeT OBITH MUETOMHAs
0oJe3Hp (IUTa3MOIIUTOMA) — OIMyXOJIeBOe 3a00JIeBaHUE, XapaKTePU3YIOIIeecs
37I0Ka4€CTBEHHBIM ITEPEPOKACHIEM U Pa3MHOKEHHEM TUIa3MOIHTOB (IuddhepeH-
IIUPOBaHHBIX B-mumdornTor). [11a3MOIUTHI BRIACIISIOT aHOMAIbHBIE TITOOYIHHBI
B 6OJ'II)LLII/IX KOJIMYCCTBAX, KOTOPBHIC CBA3BIBAIOTCA C HYKJICOINIPOTEUJaMU I1JIa3Mbl
W TIPEBPAIIAIOTCS B aMUJIONI.

Bmopuunutit amunoudo3. BTopnaHbIi aMHIONI03 XapaKkTepu3yeTcs oopa-
30BaHNEM AA-aMHIIIONJa M pa3BUBACTCSA B pE3ybTaTe AIUTEIBHO IPOrpeccupy-
IOIINX BOCTIAJINTENBHBIX MTPOLIECCOB, T.€. BCET/IA ABISETCS OCIOKHEHHEM APYTUX
3aboneBanuii. K pazsutnio AA-aMuionsos3a IpeapacroaraioT CIeayIoue
3aboJieBaHus:

* PEBMAaTOMJHBII apTPUT;

* 0oye3Hp AJBLTIeHMepa;

* MHOKECTBCHHAsI MHEIIOMA;

* FOBEHWIbHbII UIMONATUYECKUN apTPUT;

* Oone3np bexTepena;

* TICOpHMa3 U IICOPUATHYECKUN apTPHUT;

* cunapoM bexuera;

* meproauueckas 60e3Hb;

* Oone3np Kpona;

* TpOKa3a;

* OCTEOMMEIIUT;

* TyOepKyIes;

* XpOHHYECKHE OPOHXOIKTa3bI;

* Oone3np Kacnmena;

* 0oe3Hp XOMMKKINHA U HEXOKKHHCKAS TUMQOMa;

* TIOYEYHO-KJICTOYHAS KaPIUHOMA;
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* KapIuHOMA JKEITy/IKa, JISTKUX FJIA MOYCTIONIOBOTO TPAKTa,
* KPHONHMPHH-aCCOMUUPOBAaHHBIE Ieproandeckue cuaapomsl (CAPS).
Hacnedcmeennuwtii amunoudo3. Hacnenctsenubie (HOpPMBI aMUIOH1032

XapaKTEePU3YIOTCS HATUYMEM TeHETHYCCKUX MYyTallMid B KIETKAX UMMYHHOM

CHCTEMBI, KOTOpBIE MIepEearoTCsl U3 IOKOJICHUS! B TOKOJIEHHE U ITPUBOAAT K 00pa-

30BaHUI0 aMmIona00nacToB. JlaHHas (popma 3a0oieBaHUs JHATHOCTHPYETCS

y JFOAEH ONpeAeNCHHBIX dTHHYCCKUX TPYIII JTUO0 MPOXKUBAIOIINX B OTIpEle-

JIEHHOW MECTHOCTH.

K HacniencTBeHHOMY aMHMIION03y OTHOCHUTCS:

* nepuoanueckas 00Je3Hb (CeMeitHas cpen3eMHOMOPCKas TUXOPaIKa);

* CeMEWHBIH HedpomaTuyeCcKuil aMmIon03 (aHMIUACKUN aMHIOUI03,
6onezns Maxna—Yanca);

* HACJIEJCTBECHHBI HEHpOMATHYECKUN aMIIONa03. s maHHOW (OpMEI
3a00JIeBaHMS XapaKTePHO MOPaKCHIE HEPBHOM TKaHU Pa3IMYHON JOKa-
Tu3anui. MOTYT MOpaxkaThCs HEPBBI HOT (MOpmy2anbCKull amuioudos)
WIN PYK (AMepUKAHCKULL aMUuioudo3), a Tak)kKe BCTPEUaeTCs CoYeTaHHOe
MOpa)KeHNUe HEPBHOW CHCTEMBI, TOYEK U POTOBUIIBI TM1a3a (PuHCKutl amu-
10U003);,

* HACIIC[ICTBCHHBIH KapAHOIIaTHUECKUN aMIIIon103. Berpedaercs nmpenmy-
IIECTBEHHO Y JKUTeNeH J[aHNHM M MO KIMHUYECKUM IIPOSBICHUSAM CXOXK
C TIEPBUYHBIM T'€HEPaTH30BaHHBIM aMUJIOHI030M.

Cmapueckuii amunoudos. Y MHOTUX JIOfiei B Bo3pacte ctapiie 80 ner
MPOUCXOIUT OTIOKEHUEC aMIJIONIA B Pa3IMYHBIX TKAHSIX W opraHax. JlaHHBIH
poriecc 0OBITHO HOCHT JIOKATBHBIN XapaKTep U CBA3aH C JPYTHMH CTapUCCKAMU
3a00JIeBaHUSAMH.

K crapueckoMy aMHUIIOM103y OTHOCSTCS:

* crapueckuid 1epeOpanbHbId (MO3TOBOI) aMuiIon103. Berpedaercst mpu

Oosie3Hn AnbLreliMepa U XapaKTepu3yeTcs OTIIOKEHHEM aMHUJION/1a THIIA
Ab B TKaHU TOJIOBHOTO MO3Ta;

* CTapYECKHUU CepACUYHBIA aMILTOUI03.

Amunoudos npu onyxonax. Ilpu HEKOTOPHIX OIyXOJISIX HAOIMFOTAETCS 37I0Ka-
YEeCTBEHHOE IEePEePOKACHIE KIIETOK MOPAXEHHOTO OPraHa, B Pe3y/IbTaTe 9ero OHH
HAYMHAIOT CEKPETHPOBaTh (PUOPMILIAPHEII 6elMoK. AMHIONI03 B TAHHOM CIIydae
HOCHUT JIOKaJIbHBIH XapakTep U XapaKTepu3yeTcs OTIIOKEHHEM aMIIIOU A B TKaHU
opratHa, B KOTOPOM pa3BUBAETCS 3JI0Ka4eCTBEHHBIH ITpoIecc.

[IprauHOI MOMOOHOTO BapHaHTa aMHIIOHUI03a MOXKET OBITH!

* MEAYIULIPHBIN pak IMATOBHIHOHN >KeJle3bl. B TaHHOM ciTydae OIyXoJib
pa3BuBaetcs U3 C-KIETOK IIMTOBUIHOW jKeJe3bl, 00pa3yromuiics npu
stom amuiions (AE-tumna) cocTout u3 ¢pparMeHTOB KaJbIIUTOHUHA, CHHTE3
KOTOPOT'O HapyIlIeH;

* OINyXOJb OCTPOBKOB MOKEITyAOUHOMN Kese3bl. JlaHHbIe OCTPOBKH IIpen-
CTaBJISIIOT COOOM CKOIUICHHE KIIETOK, NMPOXYLIHUPYIOMINX pa3uyHbIe Top-
MOHBI (MHCYITUH, TJIFOKaroH, COMaToCTaTHH U JIp.), TIPH UX 3JI0Ka4eCTBEH-
HOM TIEPEPOKICHIH B OKPYKAIOIIHE TKAHH MOXKET BBIIEIATHCS HUOPHII-
JISIPHBINA O€JI0K, KOTOPBIH BIIOCIEICTBUH ITPEBPAIACTCS B AMIIION].
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Amunouoos y nayuenmos na zemoouanuze. CTpyKTypHOIl OCHOBOU amu-
JIOW/1a TP JUTHTEIIHHOM T'eMOJHali3e SBIseTcs [,-MUKpornoOyanH (B HOpMe
VIAISIOIIUICS UCKITIOYATENTFHO TIOYKAMH ), KOTOPBIH He (PIIIBTPYETCs Yepe3 MeM-
OpaHy Ouaim3aTopa U MOSTOMY He BRIBoAMTCS U3 opranmsma. [lpu XITH, korma
MaIUCHTBI HAXOAATCA HAa reMOJHAIN3C B TCUCHUC HCCKOJIBKUX MCCAILICB UJIHN JICT,
KOHILIEHTPALHs JAHHOTO OEeJKa B KPOBH ITOBBIIAETCS B HECKOJIBKO pa3. OH CBS3bI-
BAETCsI C HyKJICONPOTEHJaMH TIIa3MBbI U BBINIAJa€T B 0CA/I0K B TKAHSIX Pa3IMIHBIX
OpraHoB (B TOM YHCIIE B TIOYKAX, YTO YCYTYOISET OYEYHYIO HEAOCTAaTOYHOCTH).

Knaccugpukayus amunoudosa

[MepBoHauanbHO KiIACCH(DUKALS AMUIIOM/103a CTPOMIIACH T10 IPHHIIMITY HAJTHYHS
WJIN OTCYTCTBUSI IPEPacIIoaratoiiero 3a001eBaHus — BBLICISUINCH TIEPBUYHBIC
(opMBI (IIpH OTCYTCTBUH CBSI3U C MPEALIECTBYIOIMMHU WM COITYTCTBYIOLIMMHU
3a00JICBaHUSIMU M TIPEUMYIIIECTBEHHOM MTOPAXEHUH ME30/IepMaJIbHBIX TKaHEeH ),
BTOpUYHBIE (OPMBI (pa3BUBAIOIIMECS KAaK OCIOKHEHHE IPYTHX 3a00JeBaHMMH:
XPOHUYECKUX MH(EKINH, THOWHO-IECTPYKTUBHBIX MPOLIECCOB, XPOHUUECKUX
HecnenupUIeCKUX BOCMATUTEIbHBIX 3a00JIeBaHU, PEBMAaTHUYCCKUX 00JIe3-
HEM, 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHMI), B TIOCJIEYIOLIEM ObUIN BBISBICHBI
HaCJIEJICTBCHHBIC (hOpMBI ammion103a (TeHeTHYeCKuid, cemelnsii). [1o pac-
MIPOCTPAHEHHOCTH aMMJION103a BBIJCISUIM TEHEPAIM30BaHHYIO (CHCTEMHYIO)
1 JIOKAJIBHYIO ()OPMBI.

[To Mepe m3ydeHNsT TPUPOIBI AMIJIOUIHBIX (UOPIILT OBUIO TTOKa3aHo, YTO
00pa3zoBaHKe JKECTKUX, HEPA3BETBIISIONINXCS, HEPACTBOPUMBIX, OOJIaIArOIIHX
CBOMCTBOM JIBOMHOTO JIyYCIPEIOMIICHHS U UMCIONIHUX [-KpOocc-KoH(GOpMAIUio
(buOpUILT aMHUIION]1a — 3TO YHUBEpCAJIbHAS PEAKIMsl OPraHu3Ma, U CaMble pa3Hble
0eJKM MOTYT 00pa30BEIBaTh TaKylo (GUOPHILIIPHYIO CTPYKTYPY.

Bonee Toro, mpu BTOPUYHBIX M HACIENCTBEHHBIX (popMax aMHIOWIHBIC
¢uOpMILITEI MOTYT OBITH 0OpPa30BaHBI M3 OJHOTO M TOTO e Oeika. briio moka-
3aHO, YTO UMEHHO Npupoaa GuOpHIIISIPHOTo Oenka onpenenseT TedyeHne 3a00-
JICBaHUS. DTH JAHHBIC MOTPEOOBAIIN ITEPeCMOTpa KiacCuUKaIlMi aMUION103a.

B urore nosiBUiMCH KilacCU(UKAIMH, I7Ie OCHOBHON KIIaCCU(QHUKAIIMOHHBINA
MIPU3HAK — 3TO NPUPOJa aMIIIONAHOTO Oenka. [lToHnMaHue 3TOro BaXKHO M IS
BBIPAOOTKY TAaKTHKH YCTICITHOHM TEPAIHH, U A7l OLIEHKH MIPOTHO3a 3a00JI1eBaHMS.

CoBpeMeHHasi HOMEHKJIaTypa aMmionao3a co3naa B 2014 r. Komurerom
10 HOMeHKIIaType MexayHapogHoro ofmiecTBa o aMuiIonao3y (tadi. 6.13).

lamoeenes

[Ipon3BoACTBO OEIKOB-IIPE/IICCTBCHHUKOB, OTIIOKEHHE AMIJIOMTHBIX (PHOPHILT
1 TIOBPEXK/ICHNE TKAHK/OpraHa sIBJSIFOTCS 3 OCHOBHBIMH 3TAallaMU B MATOTCHE3E
amMuIou103a. belnok-npeAnIecTBeHHUK MPEICTAaBIsIeT CO00 OCHOBY aMHUIIOU/I-
HBIX (GuOpriLI. CKIOHHOCTH K (JOPMHUPOBAHHIO AMUJIOH, 1033 O0YCIIOBIICHA XapaK-
TEPUCTHKAMH 3TOTO OelIKa-TMPeaIIeCTBCHHIKA. AMUIOUTOTCHHBIN MOTCHIIAA
OCITKOB-TIPEIIIICCTBEHHIUKOB B OCHOBHOM 3aBHCHT OT 3 (DaKTOpOB: HEpEHpOU3-
BOJICTBA, CHIDKCHUS KIIMPEHCA U YCTOHYUBOCTHU (CTAOMIBHOCTH).
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Ta6bnuua 6.13. Yenoseueckune amunongHbole GnbpunnsapHole 6enkm
W UX NPefLLecTBEHHNKN

Cucrem- Mpuno6-
Amwuno- HbIl (S) peTeHHbIN
NAHbIN MpepwecTBeHHUK ununoka- | (A)unuHa- | OpraHbl-MuyLEeHn
npoTenH NN30BaH- | CNeACTBEH-
HbiiA (L) Hbiii (H)
AL Jlerkne uenu Ig S, L AH Bce opraHbl, kpome
LIHC
AH Taxenble uenu Ig S, L A Bce opraHbl, kpome
LIHC
AA (Apo) CbIBOPOTOUHBIN | S A Bce opraHbl, Kpome
AA LIHC
ATTR TpaHcTUpeTuH, gukun | S A Cepgue, B OCHOBHOM
™n Y MY>KUMH, CBA3KN
TpaHcTpeTuH, Bapu- | S H MHC, AHC, mo3roBble
aHTbl 0605104KM (MArkas
1 NayTWHHan), cepaue,
rnasa
AB,M 35-MUKpOrno6ynmH S A KocTw, cycTtaBbl, nepu-
APTUKYNAPHbIE TKaHW
AApoA-lI | AnonunonpoteuH A-l | S H Cepaue, neyeHb, Nouy-
Ku, MHC, anuku, rop-
TaHb (C-TepMUHaNbHbBIN
BapuraHT), Koxa
(C-TepMUHanbHbIN
BapVaHT)
AApoA-Il | AnonunonpoteunH A-ll, |S H Moukn
BapuaHTbI
AApoA-IV | AnonunonpoteunH A-IV, | S A Mo3srosor cniori noyek
OVIKUIA TUN 1N CUCTEMHO
AGel [econuH, BapmaHTbl S H MHC, porosuua
Alys JInsouum, BapraHTbl S H Moukun
ALECT2 QakTop XemoTakcuca | S A Moukn B nepsyto
nenkounTos-2 ovepefpb
AFib OubpuHoreH a-uenb S H Moukn B NepByto
ouepefb
ACys LUncratun C, BapuaHTtbl | S H MHC, koxa
ABri ABriPP, BapuaHThbI L H LHC
ADan ADanPP, BapuaHTbl L H LHC
AB AB-6enkoBbIi npeawe- | L A LIHC
CTBEHHUK, AVKNI BUA
AB-6enkoBbivi npepwe- | L H LIHC
CTBEHHUK, BapUaHTbl

Amunongos

Tabnuua 6.13 (okoHUaHue)

Cucrem- Mpno6-
Amuno- Hbi (S) peTeHHbIl
NAHDIN MpepwecTrBeHHNK unn noka- | (A) nnun Ha- OpraHbl-MuLLIEHN
npoTevH NN30BaH- | CIeACTBEH-
Hbn (L) Hbii (H)
APrp MpwoH (Prion) npo- L A BonesHb KpeiTudpensb-
TEVH, AUKNN BNG na-Akoba, baTanbHas
6eccoHHMua
MpwuoH (Prion) npo- L H BonesHb Kpentudenob-
TEVIH, BapUaHTbl na-fAkoba, daTtanbHas
6eCccoHnLa, CUHAPOM
lepctmaHHa-LUTporic-
nepa
ACal (Mpo)kanbLUTOHNH L A Onyxonb WUTOBMAHOMN
xenesbl
AIAPP OcTpoBKoBbI amuno- | L A OcTpoBKku JlaHrepraH-
WAHbIA nonvunenTtug ca, MHCYNMHOMA
AANF MNpencepaHbin HaTpun- | L A Mpencepans
ypeTnyecknin pakTop
APro MponaktnH L A MponakTnHoma
rmnodusa, ctapeHne
runodusa
Alns NHcynuH L A Mecta nHbekyun
(aTporeHHasn popma)
ASPCz JNerouHbli cypdaxTtaHT- | L A Nerkne
HbI 6enok
AGal7 FanekTvH 7 A Koxa
ACor KopHeopecmocombl A Porosoii cron anu-
epmMuca, BonocsaHble
donnmkynbl
AMed JlakTapepuH L A Amunnounp oTknagbisa-
eTtcAa B media aopTbl
(cTapueckan ¢popma)
Aker KepaTtoanutenunH A Porosuua
Alac JNakTodeppuH A Porosuua
AOAAP OpoHTOreHHbI ameno- A OpoHToreHHas ony-
6nacT-accoLmMnpoBaH- Xonb
HbIl 6enoK
ASem1 CemeHorenuH 1 L A CemeHHoOW ny3blpek

Mpumeuanue: NMHC — nepndepuruyeckan HepeHasa cuctema, AHC — aBTOHOMHasi HEPBHaa cUcTema.
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Ilepenpouszeoocmeo. T1pou3BONCTBO OCIKOB-TIPEIIICCTBCHHIKOB MOXET
YBEIMYMBATHCS TP XPOHUYECKNX BOCTIAUTENBHBIX 3a00/IeBaHIAX (A A-amMuito-
nn03) U 3a001eBaHUSAX, OOYCIOBIICHHBEIX OOpa3oBaHHEM JEeTKuX Iemneil Ig
(AL-amunonno3). IlpeamniecTBeHHIK CHIBOPOTOYHOTO amuionaa A (SAA) sBis-
eTcst 6eIKoM oCcTpoi (a3bl, CHHTE3UPYIOIMUMCS B OCHOBHOM B IEYESHH MO, IeH-
CTBHEM Pa3IMYHBIX POBOCTIANUTENbHBIX IIUTOKUHOB, UJI-1B, ®HOa u NJI-6.
[Nonumepuszanust SAA B amuitonable GUOPHILIBI IPOUCXOIANT TIPH yNAIECHUN
C-xoHueBoii yactu Genmka AA. IlepcucTupyromasi BocIaauTeNbHas peakus
B OpraHmsMme, oOyCJIOBJICHHAs! BPOXKACHHBIM Ie(EKTOM HMMYHHOI CHCTEMBI,
WTPaeT pEelIaolee 3HAUYCHHE B OCAKICHWN aMHJIOMIHOTO O€liKa, BEAyIIeM
K KIIMHUYECKOW KapTUHE aMUJION03a mouek (puc. 6.13).

Chusrcenue kaupenca. Y 310pOBBIX JIIOEH [,-MUKPOIIIOOYIMH CHUHTE3U-
pyercs B onpezeneHHOM koHUeHTpauuu. OxgHako npu passutuu [TH ormeua-
eTcs CHIKEHHE KIMPEHCHBIX (DYHKIMH TIOYEK, B PE3yNbTaTe 4ero HalonaeTcs
MIOCTOSIHHASL PETEHINS B,-MUKPOIIOOyIHHA C YBETMIEHUEM €TO YPOBHS B IIA3Me
110 60-KpaTHOM KOHIIEHTPAIIHH.

Cuuosrcenue ycmoityugocmu. Hecrabunpabie O€KHM CKIIOHHBI K KOHBEPCHH
¢ubpuit. Tpaucruperun (TTR), anonunonporeunn A (anoA) I, anoA-II, ¢ubdpu-
HOT€H, reJIconH, nuctaTu C ¥ JIM30IMM SIBIISTIOTCS IPIMEpaMi My THPOBABIINX
0€JIKOB, CBS3aHHBIX C HACIIEACTBECHHBIM aMHJIONI030M.

—— Ctumynaumna cuHtesa SAA -——

UHTepnenkunH-1 MeyeHb:
(megmatop) YCUNEHHbIN CUHTEe3 SAA

l

KpoBb: peskoe yBenuueHue cogepkaHua SAA

!

Makpodar: ycuneHHoe paspylueHne SAA

{

Makpododar-amunongo6nacr:
cbopka prbpmnn ammnonaa us gerpagupytouiero SAA

f

TkaHu (ceneseHka, NeyeHb) B NpefamMmuIongHoON CTagnun:
CUHTE3 aMUNOUACTUMYNMPYIOLLEro GpakTopa

Makpodoar

Puc. 6.13. Cxema natoreHesza AA-amunongosa.

Amunongo3s 333

Mopdponozus

OCHOBY TKaHEBBIX OTJIIOKCHUI aMUJIOUa COCTABIIAIOT aMHIOUIHBIE (hHOPUILITBI —
0C00bIC OEIKOBBIC CTPYKTYPHI quamerpoM 5—10 uM u auHo# 10 800 HM, cocTo-
sume u3 2 u Oosiee NapajuieNbHBIX Pa3HOHAIIPABICHHBIX (aHTUIAPAJUIETbHBIX )
¢unamMeHToB, 00pasyromux Kpocc-OeTa-ckiaauaryio KoHpopMaimio. MeHHO
OHa ONpeNeNseT CHeHU(PUICCKOE ONTHIECKOEe CBOMCTBO aMHJIOHIA — CIIOCO0-
HOCTB K IBOMHOMY Jy4elperIoMIeHHI0. [Ipi MUKPOCKOIINH OKpAIIEHHBIX KOHTO
KpacHBIM TIPETIapaToB B MOJSPHU30BAHHOM CBETE aMHJIOW M3MEHSET KpPacHBIH
IIBET OKPacKu Ha si0iodHo-3eneHoe cBeueHue. OOHapyKeHHe 3TOTO CBOWCTBA
TIOJIOKEHO B OCHOBY JIMarHOCTUKU aMuiionio3a (puc. 6.14, cm. ys. exa.).

CTpYKTypHBIE M XUMHKO-(U3NYECKHEe OCOOCHHOCTH aMWJIOMAA OIpe-
JIETISIOTCS OCHOBHBIM O€IKOM-TIPEIIIICCTBEHHUKOM, COACp)KaHUE KOTOPOTO
B pubpmute mocturaet 80% U ABIAETCS CIEIUPUIHBIM IPH3HAKOM IS K&XKIOTO
THTIA AMHJIONI03A.

Mopdonornaecku OMUCaHbl 5 CTaIuil OTIOKEHIS aMIIIOHIA:

I. luckpeTHasi — aMHJIOM]] ME3aHTHAIIBHBIX U CYOIHIOTEIHAIIBHBIX 30H
B OTACTBHHBIX MCTIISX.

II. Amumonn B 50% meternp BceX KITyOOYKOB.

1. Anddysnoe otnoxenue B 70% mnerens.

IV. lnddy3Hoe mobdansHOE OTIOKEHHUE.

V. Kity6o4ky HEe UMEIOT siiep, TO00HbI THAIMHOBBIM cepam.

DJIeKTpOHHAsI MHUKPOCKOITHSI BBISIBIISIET U3MEHEHHUS JIaKe B TeX KIIyOOdKax,
KOTOPBIE ITPU ONTHYECKOH MUKPOCKOIINH BBITTISST €IIE BIIOJHE HOPMaJIbHBIMH.
KImHIYEeCKH 3TO COOTBETCTBYET COCTOSIHUIO «U30JIMPOBAHHOI MPOTCHHYPUH —
aMUITOnIHBIe (PUOPMILTEI CHAaYasIa MPOSIBIISTIOTCS] B ME3aHTUH, BIIOCIEICTBIH —
BO BCEX CJIOAX KAMWIIIPOB KIYOOYKOB; YaCTh MX MEHETPUPYET B IIUTOILIAZMY
KIIETOK.

B 3aBucuMocTH OT pa3MeleH!s] aMUJIOUIHBIX MacC Pa3IMyaloT IepUpPETHKY-
JISIPHBIHA ¥ TICPUKOJIATCHOBBIN TUITBL. CTENEHb OTIIOKEHHUS aMIIIOH]IA B KITy0O0U-
Kax He KOPPEIUPYET C THKECTHIO X TUCOYHKIINH M HE 3aBUCHT OT XapaKTepa
BEI3BABIIIETO AMHJIOUA03 3a00JI€BaHUS, XOTS B CITydae pEBMATOUIAHOTO apTpUTa
aMIJIOHI03 TI0YEK B ONPENEIEHHON CTETIeHN 00yCIOBICH aKTUBHOCTRIO U JIJTH-
TEJILHOCTBIO apTpuTa. B oTinune oT BhIPaXKEHHOCTH TOBPEXKICHHUS KITyOOUKOB
CKJIEPOTHYECKUE M3MEHEHHs NMPOMEKYTOUHOW TKaHHM IOYEK U TyOyJIOMHTEp-
CTHIMAIBGHBIA KOMIIOHEHT YETKO KOPPEIMPYIOT C YPOBHEM KpEeaTHHWHEMUHU;
K pPaHHUM TPOSIBIICHUSM 3THUX HAPYIICHUH OTHOCITCS TUTTOKOHIICHTPAIIHSI MOYH
U JTIEUKOLIUTYPHUSL.

KnuHuyeckaa kapmuHa

Knunuueckas kKapTHHA aMHJIOW03a HeCenn(UYHA U 3aBHCUT OT PacipocTpa-
HEHHOCTH aMUJIOU]IA B Pa3JIMYHBIX OpPraHaxX W CTENEHU €ro HaAKOIUICHHUS.

Ecnu paspmie cumranoch, 4To Kaxaas ¢opma ammiionnosa (epBHYHAS,
BTOpPHYHAs) UMEET CBOW, TOJIEKO i MPUCYIIHE OPTaHBI-MHUILIEHH, TO IO Mepe
W3yYeHHs KIMHUKH OBIJIO TOKa3aHO, YTO OTIIOKEHHS aMHJIOMIA IPH BCEX €ro
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CHCTEMHBIX (hOpMax OTMEYaIOTCsl Ha TEPPUTOPHUHU BCEX OPTaHOB M TKaHEH opra-
HU3Ma, HO CYLIECTBYET IPHUOPUTETHOE NMOPAKEHUE TEX WM UHBIX OPTraHOB,
Hanpumep Uit AL-amumiionio3a XapakTepHO MOpakeHHE CepAla, sS3bIKa; Ui
AA-amuionio3a — nopaxxeHue nouek, neueHu; 1t Ap,M (auanuzHoro) amu-
Jouno3a — 3MU(pU30B KOCTeH, cycTaBoB. OHAKO 10 Mepe MPOTrpecCUPOBAHMS
0oJIe3HN 3Ta TPaHb CTHPAETCS, U IIPH TOM K€ JHAJIH3HOM aMHJIOHI03€ MOXKHO
OTMETHUTH €r0 CHCTEMHBIC YEPThl — MOPAXKEHHE KHUIICYHUKA C 00pa30BaHHEM
nepdoparuii TOICTON KUIIKH, TOpaXkeHne cepana; npu AL-amuiaonmose Bo3-
MOYHO TTOpaKEHHUE TOYEK H T.J.

KiMHM4YEeCKH CUMITTOMOKOMIUIEKC 3a00JICBaHUSI MOXKET OBITh BHICOKOCIICIIH-
(UYHBIM JUIS JAaHHOTO TalleHTa, OAHAKO HeclenU(UUHBIM JUIS KaKoro-mmdo
THITa aMIJIONI03a. DTO CO3JaET ONpe/IeNICHHBIE TPOOIEMBI, TaK KaK aMIJIONI03
3a9acTyo JI0JITO OCTAeTCs HEPACIO3HAHHBIM, a TSDKECTh TEUEHHS 3a00JIeBaHMs,
KaK IPaBHJIO0, HE COOTBETCTBYET YIPOXKAIOIIEMY JKU3HH COCTOSIHUIO.

Hawubornee yacTo npu aMUIION03€ BBISBISIOTCS HE()POTUUECKUIT CHHAPOM,
XIIH, xapnajbHblil TyHHEIbHBIH CUHAPOM, CEHCOMOTOPHAs HEHPOIaTHsl, OPTO-
CTaTHUUYECKasi THIIOTEH3M KaK pe3ysbTaT IOpakeHHs HaATIOYEYHUKOB, CepedHas
HEJIOCTAaTOYHOCTh, QPUTMUH, TeTIaTOCIIIICHOMETAIHS, Tuapest, ManbadbcopOIys,
MakporIoccHs, TuMdaseHonaTHs, KpOBOTEUEHHS, TypITypa U Jp.

B mpornecce omnoxeHUs] aMuiIona B MOYEYHOH TKAaHW U BBI3BAHHOTO MM
MOpaKEeHHU OpraHa MOXXHO MPOCJIEANUTH ONpEIeNIeHHYIO CTaiuiHOCTh. Brige-
JA0T 4 cTaiuM aMIIOKZ03a IMOYeK: JaTeHTHYI0 (IUCIPOTEMHEMHYECKYIO),
MIPOTEMHYPUUECKYI0, HEPPOTHUIECKYIO (OTEUHYIO) M YPEMHUYECKYIO (a30TeMu-
YECKYIO).

[Ipn namenmmuoii cmaduu M3MEHEHNs B TOYKaxX HE3HaYMTENbHBI. OTMe-
YalOTCsl HApYIIECHHUS TIIOMEPYSIPHOTO (HUIBTPA B BHJIE OYArOBOTO YTOJIIECHHS,
JBYXKOHTYPHOCTH MEeMOpaHBI U aHEBPU3M psja KanuuisipoB. CTpoma UHTEp-
MeJMapHOH 30HBI NMPOIMTHIBACTCS IUIA3MEHHBIMH O€JIKaMH, B €€ MEXYTOYHOM
BEIL[ECTBE HAKAIUIMBAIOTCS KHUCIIble MyKonoiucaxapuasl. B snmurennonurax
KaHaJIbIIEB U MPOCBETE KAHAIBIIEB ONPEEIISIOTCS MHOTOUNCIICHHBIEC OEIKOBBIC
rpaHyibl. B mupamunax MoxeT 0OHapyXHUBAThCS CKIIEPO3 1 aMIJIOHUIIO3 10 XOIY
MIPAMBIX COCYIOB M COOMpATENbHBIX TPyOOK. B mmomepynax amuinonga HeT uin
OH 0OHapyKuBaeTcs He OoJee ueM B 25% kiryOOUuKOB.

BenyuM B marorenese 3Toi CTa Ul aMUJION103a SIBISETCS 3HAYUTEIIBHBIN
CHHTE3 M ITOBBIIICHNE B IIa3Me KPOBU KOHLIEHTPAIIMH OEITKOB — MPe e CTBEHHH-
KOB aMHJION1033, T.€. AUCTIpoTenHeMus. KinnHu4Yeckn y 1eTeit Ha oHe TSHKEIBbIX
XPOHUYECKNX WJIM YacTO PEIMIMBHPYIOIINX BOCIIAJIHTEIBHBIX 3a00JICBaHUM,
JECTPYKTHBHBIX IIPOIECCOB, 3a00J€BaHUN COCIMHUTEIBHON TKAaHH IOSBIIS-
IOTCS JIMXOpajKa, HeMTPODUIBHBIN JIGHKOIIUTO3, HapacTaroIUi TPOMOOIIUTO3,
yBenuuuBaercs COD, MOXKET pa3BUBATHCS THIIOXPOMHAs JKeJie301epUInUTHAS
aHEeMUsl, TUIIEPIPOTEHHEMUS, TUCTIPOTEMHEMHSI C YBEIWYCHUEM TJIOOYIHMHOB
o, B 1y, OTME"aeTcs BBRICOKOE coziepKaHue (PuOpHHOTeHa M CHAJIOIPOTEHHOB.
XapakTepHbl YBEINYEHHUE U YIUIOTHCHNE NTEUYCHN U CEJIC3CHKH.

V3meHeHHs B MOdYe MEPBOHAYAIbHO OTCYTCTBYIOT MJIM HOCSAT TPaH3HTOP-
HBIA XapakTep, OJHAKO CO BPEMEHEM MPOTEHHYPHsI CTAHOBUTCS MOCTOSHHOU
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n OoJsiee BBIP2XKEHHOM, YacTO HAOMIOMACTCSl MUKPOTEMaTypysl U LTHHIPYPHS.
IosiBneHNE TOCTOSHHON TPOTEUHYPHUHU XapaKTEPU3YET IIEPEXO]] BO BTOPYIO, IIPO-
TEUHYPHUYECKYIO CTa/IUIO.

B npomeunypuueckyrto cmaouro aMunous nosiBIseTCs He TOJIBKO B TUPaMHU-
Jlax, HO ¥ B ITOJIOBMHE KITyOOYKOB MOYEK B BU/IE HEOOJIBIINX OTIOKEHUH B ME3aH-
TUH, OTJEIbHBIX KaNWIISAPHBIX METIAX, a Takke aprepuonax. OTmeuaercs
BBIPAKEHHBIN CKJIEPO3 U aMHIIOUA03 CTPOMBI, COCYIOB, MUPaMHUJ 1 HHTEpME-
JIMapHOM 30HBI, YTO NMPHUBOIUT K aTpouu MHOTHX IIyOOKOPAaCIOI0KEHHBIX
HE(POHOB, PEIyKINHU MyTeil IOKCTATIOMEPYJIIPHOTO KPOBOTOKA M JIMM(oTOKa
B MO3TOBOM BEILECTBE MOUYKH. Pa3zBHBaeTCs Mporpeccupyomas rialIuHOBO-
KareJbHas U )KUPOBast AUCTPO(DUS SIUTENNS KaHAIBIEB, B IIPOCBETE KaHAJb-
1IeB OOHAPYXXHMBAIOTCS LIMIIMHIPHL. XapaKTepHO, YTO HE OTMEYAeTCs IOJHOTO
Mapajulenn3Ma MeX/Iy CTEIEHBIO OTIOKEHHH aMIIIONA B KIyOO4YKax U BbIpa-
KEHHOCTBIO TIpoTenHypun. CuuTaercs, 4To OEJIOK MPOHMUKAET B TE MECTa, I/
aMIJION/ IEHETPUPYET 6a3anbHyI0 MeMOpaHy U BCKPBIBACT MOASUTETHAEHOE
npocTpancTBo U Karcyiy HlymisgHckoro—boymena. Ilpu sToM nporennypust
3aBHCUT HE CTOJIBKO OT BEJINYMHBI OTIIOKEHUH aMIJIOU/Ia, CKOIBKO OT JECTPYK-
LU HOXKEK M CAMHX KJIETOK MOJOLUTOB.

[TpomomKuUTENbHOCTS 3TOHM cTanuu, Kak W Mpeaslaymieii, xosebmercs
OT HECKOJIBKHX MECSIIEB 10 MHOTHUX JIET. ITo Mepe HapacTaHus TSKECTH aMUIIOH-
J103a KIIMHUYECKHE MPOSIBJICHHSI OCHOBHOTO 3a00JIeBaHUS OOBIYHO CTHXAIOT, CO3-
JlaBasi MacKy BUJIMMOro Onaronony4ust. C 5THM KOHTPAaCTUPYIOT COXPaHSIOLINECS
nabopaTopHbIe IOKa3aTely BBIPAKCHHOW aKTHBHOCTH IpOIecca: 3HAUNTEIb-
Hasl IPOTEHHYPHS M JAUCIPOTEHHEMHS, THIIep(HUOPHHOTCHEMHS, MTOBBIIICHNE
C-peakTnBHOTO 0€NKa, runepkoarysnus. JanpHeiimnee oTIOKeHHE aMIIonAa
B MOYEYHOH TKaHM M HApacTaloIasl IPOTEHHYPHS IIPUBOAAT K YCYTryOICHUIO
(YHKIIMOHAIBHOW HETOCTAaTOYHOCTU OpraHa, pa3BUTHIO OTEYHOTO CHHIIPOMA,
MOSIBJICHHE KOTOPOTO CBUJIETENILCTBYET O IEpexoje 3a00JieBaHHs B TPETHIO,
OTEYHYI0, CTaUIO.

B omeunyro cmaouro amunono3za KONu4ecTBO aMIJIONIA B IOUKAX yBETHUH-
Baetcs. [lopaxeHHBIMU OKa3bIBatoTCs Oonee ueM 75% mmomepyi. OqHako BeIpa-
JKEHHBII CKJIEPO3 KOPKOBOTO BEIECTBA OTCYTCTBYeT. IIporpeccupyer ckiepos
HHTEPCTHUIHS M COCY/IOB, B TUPAMIJIaX U HHTEpPMEIHNApHOI 30HE CKIEPO3 U aMH-
JIOW/103 UMEIOT BhIpaKeHHBIH Auddy3HbId Xapakrep. KaHaiblbl paciipeHsl
1 3a0WTHI WIMHAPaMU. B snuTenny KaHaIbIieB MHOTO JIMITUIOB (XOJI€CTEPHHA).
Kposenocnoe n nmuMparndeckoe pycio IOYKH 3aIlyCTEBaeT.

Knuanuecku 3Ta cragms aMmwIon03a MpeacTaBieHa IMOJHbBIM HedpoTHude-
CKHAM CHHJIPOMOM, XOTSI MHOT/Ia MOYKET HaOIIOAaThCsl HETIOMHBINA (0€30TCUHbII)
HedpoTHyeckuid cuHAPOM. [IpoTenHypusi CTAaHOBUTCSI MACCUBHOI M, Kak mpa-
BWJIO, HECEJIEKTHUBHOW; HapacTaeT WIMHAPYpUs. [emarypus ObIBaeT penko H,
Kak MpaBWIo, He3HaunuTeNnbHa. HapacTaroT renarocmnieHoMeranus, THIONPOTe-
HMHEMHS, YCUINBAIOTCS JUCTIPOTEMHEMUS C AATbHEUIINM MOBBIIIEHUEM YPOBHS
a1, Oy-, ¥ Y-TIOOYIHHOB, TUneppuOpuHOreHeMus, runepiumnemus. Co BpeMeHeM
noseisiercsa Al, HapacTaet azotemusi, mporpeccupyet [TH.
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Ypemuueckan (azomemuueckan) cmaous pazsuBaercs B puHae 3aboeBa-
Hust. B cBsA3M ¢ HapacTaomuM aMIJIONA030M M CKJIEPO30M HabmoaeTcst rudens
O0NBIIMHCTBA HEPPOHOB, UX 3aMEIICHHE COSIUHUTEIFHOM TKaHbIO, Pa3BUBACTCS
XIIH.

Knuangeckumu ocobennoctsivu XITH mpu amMmioniose, OTIIMYAIONINMY €€
ot XITH BcnencTBue npyrux 3abosieBaHuH, sBISETCS cOXpaHeHHe HedpoTHde-
CKOTO CHH/IPOMa C MaCCHBHOMW NMPOTENHYPHUEH, yacTo OOIbIINE pa3Mephl MOUeK,
pa3sBUTHE THIIOTEH3UU.

Yacro BeipaxeHn JIBC-cunapoM B BHJE MypITyphl, HOCOBBIX, KETYIOUHBIX
Y KUIIEYHBIX KPOBOTEYECHU. BO3MOXKHBI TPOMOO3BI MOYEUHBIX COCYHOB C pa3-
BUTHEM HH(pAPKTOB UIIEMHYECKOTO HIM TeMOPPAarndecKoro TUIIa.

Cucremubie ¢popmbl amunongosa

AA-amunoudos

AA-amuiion1o3 npejicTaBisieT coO00l reHepaau30BaHHBIA aMUIOMIO3 C Ipe-
HMMYIIECTBEHHBIM ITOPAKCHHEM II0YeK. B ero ocHOBe — OTJIIOKEHME B TKaHSIX
AA-Oenka. AA-Genmok (aMIIIOMIHBIA A-TIPOTEHH) 00pa3yeTcss U3 CHIBOPOTOYU-
HOTO TpenmecTBeHHHKa — SAA — ocTpoa3oBoro Oenka, MpoayIHPYEMOTO
B OTBET Ha BOCTIAJICHUE MO/ BIUSHUEM CTUMYJIOB aHTUTCHHOW M HEAHTUTEHHOMN
npupopbl. SAA sBisieTCsl 0-IJI00YJIMHOM, OJU3KUM 110 CBOUM (DYHKIIMOHAIb-
HBIM cBoicTBaM Kk C-peakTHBHOMY Oenky. SAA cuHTe3upyeTcs KIeTKaMH pas-
HBIX THIOB (HeHTpoduinamu, pubpodiacTamMu, renaToruTaMu), ero Konmde-
CTBO IOBBINIAETCSI BO MHOTO pa3 MPH BOCHAIUTENBHBIX IPOLECCAX U OITyXOJIsX.
VY yenoBeka BBIICICHO HECKOIBKO THIIOB SAA-TIPOTEHHA, U JIHIIH (PPArMEeHTHI
HEKOTOPBIX U3 HHUX BXOJIST B COCTaB aMHIIOUIHBIX (GHOPHIII, ITO, BOSMOXKHO,
OOBSICHSET Pa3BUTHE aMMJIOM]I03a TOJBKO y YacTH OONIBHBIX C XPOHHYECKHUMHU
BOCIIAIUTENILHBIMU 3200JI€BaHUSIMH, HECMOTPSI Ha HOBBILICHHYIO BBIPAOOTKY
SAA.

Panee AA-aMmon03 Ha3bIBajICs BTOPUYHBIM aMUJIOMI030M HM3-32 €TI0 pa3-
BUTHA Ha (DOHE XPOHMUYECKUX BOCHAIUTEIBHBIX COCTOSHHUM, TAKMX KaK peBMa-
TOWIHBIN apTpuT. B HOBOI Kinaccudukarym 3aboieBaHUe TOTyYHIIO Ha3BaHHE
«AA-aMuUIION103», TIOCKOJBKY B KaYeCTBE IIABHOTO MPOTEHHOBOTO (hakTopa
B [IPOIIECC HAKOIUIEHUS BOBJIEKAETCS MPEALIECTBEHHUK — IPOTenH AA, paciie-
TUICHHBIA TPOAYKT CHIBOPOTOYHOTO ammiionaa A (SAA).

AA-amunonsio3 SBISETCS MPOrPEeCCUPYIOMUM 3a00I€BaHHEM M IIPHUBOIHUT
K (aTaJbHBIM TTOCIEICTBUAM y 3HAYNUTEIHHONW YacCTH IAIIEHTOB C XPOHHMYE-
CKUMH BOCTIAJHMTEIbHBIMU 3200JIEBAHUSIMH, BKIIOYas PEBMAaTOMIHBIA apTpUT,
AQHKHUJIO3UPYIOUIMH CHOHIWIINT, IOBCHUIIBHBIH PEBMAaTOUIHBIH apTpUT, O0JIe3Hb
Kpona u np. IlanueHTs! ¢ peBMaTOUIHBIM apTPUTOM COCTABISIIOT 0Koslo 50%
Bcex OONBHBIX ¢ AA-aMmiIons030M. DTO 3a00jieBaHUE TaKXXe Pa3BHBAETCS
y NMAIMEHTOB CO MHOTUMHM APYTUMH COCTOSTHUSIMH, OT XPOHUYECKUX MH(EKINH
JI0 HACJIEAICTBEHHBIX BOCHAIUTEIBHBIX 3a00JICBAaHUH, TAKHX KaK CeMeiHas cpe-
JTU3EMHOMOPCKas TUXOpaaKa (FITH Ieproaudeckas O0e3Hb).
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KoBapcTBo AA-amMniion03a 3aKkiIro4aeTcst B TOM, YTO €r0 CHMIITOMBI HMEIOT
TEHJICHIIUIO TPOSBIIATHCS HA MO3AHUX CTaIUsIX 3a00IeBaHMsI, IPUBOAS K 3aI10-
3Maaoi nuarHoctuke. @uopuiuibl AA-aMHIIONIa OTKIAABIBAIOTCS B OCHOBHOM
B JKM3HEHHOB)XHBIX OpraHax, MPHUBOIS K HApYUICHUIO OPraHHBIX (DYHKLNH
U BIIOCJIEJICTBUHU K CMEPTH — NpUOIN3UTENBHO 42% OONBHBIX C pEBMaTOUIHBIM
apTPUTOM YMHUPAIOT B TEUCHHE 4 JIET OT MOMEHTa YCTaHOBJCHHS JHarHo3a.
AA-amMunon103 ABIAETCS CMEPTENBHO OIMACHOM M CIIOXHOW IS ANArHOCTHKH
U JIe4eHUsI 00JIE3HBIO, HA COBPEMEHHOM 3Talle Pa3BUTHS MEIUIUHbI HE UMEIOIIEH
crenuduIecKoi Tepaniy.

AA-amunouoos3 npu Hacie0cmeeHHbIX CHHOPOMAX C REPUOOUYECKOTL TUXO-
Ppaokoii. PazButre AA-aMuion103a ONMMUCAHO MPH MATH TEHETHYECKUX CHHAPO-
Max, IIPOTEKAIOIINX C BO3BPATHOH (ITEpPHOANYECKOI) TMXOpaIKOii: IIeproande-
CKOi1 Oosie3HH (ceMeifHas cpean3eMHOMOpCKas TMXopajKa), CHHaApoMe Makia—
Yanbca, CHHApOME THIIEPUMMYHOTIIOOyTHHEMHHN D, HacIeACTBEHHON XOJI0T0BOI
CBHIMK U TEPUOANYECKOM CHHIPOME, aCCOIMUpOBAaHHOM ¢ penentopamu OHO
(awnen. tumor necrotic factor receptor associated periodic syndrom — TRAPS).

Bce 3Tu cMHIPOMBI XapaKTepHU3yOTCs HEPHOJMYECKUMH IIPUCTYIaMU HEMO-
TUBUPOBAHHOM JIMXOPAIKH, HE CBI3aHHOW ¢ MH(EKIMOHHBIMH WM UMMYHO-
BOCHIAJIMTEIbHBIMH TIporieccamMu. OCHOBOM 3a00JIeBaHUN SIBISIOTCS Pa3iIvd-
HBIE HACJIEAyEeMblE MYTAllMH T€HOB OEJIKOB, BIMAIOIINX Ha TEPMOPETYISALHMIO.
Hanpuwmep, npu nepuoandeckoil 00JI€3HN BBISBICHA MyTaIlus B TeHe Oeika
HEUTPOQHIIOB — MUPHHE, KOTOPBIHA, BBIICISISACH B OOJBIINX KOJIMYECTBAX B pa3-
JMYHBIX TKAHSIX OpPTaHM3Ma, BBI3BIBAET HECTEIM(UUECKYI0 BOCHAIUTEIBHYIO
PEaKIunio, CONPOBOXKIAIONLYIOCS MOBBIIIEHUEM TEMIIEPaTyphl U OOJIEBBIM CHH-
JIPOMOM, pa3lpakeHHeM OproIMHbI U IeBpsl. [Ipu curapome Makina—Yaibca
omnpexneneHa myTtanus B rere kpuonupuHa (CIAS1) — omHO# U3 COCTaBHBIX
gacTeil 6eIKOB TPy TUPHUHOB, SBISIONICHCS CBOCOOPA3HBIM PELIEITOPOM IS
WJI-1. Cunapom Maxkna—Yanbeca BCTpeyaeTcs IPeUMyIIeCTBEHHO B aHITTMHCKUX
CeMBSIX U IPOTEKaeT ¢ He(ponaThei, IMXopaIKol, KparnuBHULEH, rTyxoToi. [Tpn
HacJIEJICTBCHHON XOJIO/I0BOW CBHINHM M MEPHOIMYECKOM CHHIPOME, ACCOIUUPO-
BaHHOM c penentopamu ®HO (TRAPS), muxopanka omocpenoBana AeHCTBHEM
®HO Ha BHIOM3MEHEHHBIE PEIETITOPEI.

JIyis1 Bcex CHHIPOMOB C JIMXOPAJIKOW XapaKTepPHO YacTOe pPa3BUTHE aMH-
nounos3a (40-50% ciydaeB) BcaencTBUE MOCTOSHHOTO BBIOPOCA MPOBOCIANH-
TEJNBHBIX MEINATOpPOB, HECHENN(UIECKOW BOCHAINTEIBHON peakunu U, Kak
pE3yNbTaT, MOBBIIEHHON KOHLEHTpAlUK LUPKyIHpyomero SAA ¢ nanbHen-
KM 00pa3oBaHNuEM aMHIONIHBIX (uOprnt. HecMoTps Ha reHepan30BaHHBIN
XapakTep aMHUIION103a, He(pOnaThs CTAHOBUTCS JOMUHHUPYIOIUM CHHAPOMOM,
MIPOTPECCUPOBAaHIE KOTOPOTO OMPEACISIET XapaKTep MPOrHo3a.

l'eneTnueckue CUHAPOMBI, IPUBOSAIINE K A A-aMUIION103y, KOTOPBINA paHee
Ha3bIBAJICS HACJIEJICTBEHHBIM, WIIM TEHETHYECKUM, aMHJIOMI030M, BCTPEUAIOTCS
penko. PacripocTpaHeHune M 4yacToTa TeHETHYECKOTO aMHJIONI03a — Pe3yIIbTar
IIPOLIECCOB, ITPOMCXOANBIINX B MPEAMIECTBYIOMUX HoKoeHusax. Coxpansercs
OCHOBHasi 0COOCHHOCTB 3a00JIeBaHH — SIBHOE IPeo0IaiaHue B IIpeieNnax orpe-
JCJICHHBIX OTHUYCCKHUX I'PYIIT HACCICHUA, CPEAU ITIOTOMKOB OJHOTO po/ia, CEMbH.
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[Mocnenanm CBOMCTBEHHA ITTUTENbHAS H30JIAIHA, KOTOPasi COYETaeTCst C 00Ib-
[I0H 9acTOTONH KPOBHOPOJICTBEHHBIX OPaKOB M 3a9aCTYIO BHICOKOW IJIOZOBUTO-
CThI0. MyTamuio TeHOB MpeaKa-«pOoIOHAYATFHUKA MOJyYalOT €ro MOTOMKH,
B TOM uuclie MeTHChI. [109ToMy omMcaHHBIE BapHaHThl HACJIEACTBEHHOTO aMHU-
JI0U703a paclpoCTPAHEHBI B ONIPEENICHHBIX CTPaHax U PeruoHax, y IpeACcTaBu-
Tenel oTAenbHbIX Hanui. Kak mpaBumio, Ams BCeX 3TUX BapHAHTOB XapaKTepeH
ayTOCOMHO-/IOMHHAHTHBIA THI HACIIEJOBaHMU.

VckmtoueHne cocTaBIsieT nepuoouieckas 6one3ny, unu cemeiinas cpeou-
3eMHOMOPCKAA TUXOPAOKA, KOTOPast HAacleyeTcs ayTOCOMHO-PELIECCUBHO. DTO
Han0oJIee 4acTo BCTPEYAIOIINIICS, B TOM YHCIIE U Y AETEH, BAPUAHT HACIIE/ICTBEH-
Horo amunonno3a. CemelHasi CpeAM3EeMHOMOpPCKast JINXOPaAKa paclpoCcTpaHeHa
Cpeau MpeaCTaBUTENEN APEBHUX HApOJOB, BEIXOALEB U3 CPEIUIEMHOMOPCKOTO
peruoHa — apMsiH, €BpeeB, apadoB U JIp., OHA SIBISIETCS] MOHOTEHHON OOJIE3HBIO
¥ CBsS3aHA C MyTamusaMu B rere nox Ha3BanneM MEFV, BoiiBneHHOM Oonee
10 net Hazaa. Myraruu B rene MEFV nposBisiroTcs H30bITOYHBIM ITPOU3BO-
ctBom MJI-1.

3abosieBaHne XapaKTepU3yeTCs BO3ZHUKAIOUIMMH Yepe3 OIperesieHHbIe
WHTEpBaNbI (HEAETH, MECSIIBI) CTEPEOTUITHBIMH ITPUCTYTIAMH JINXOPAKH, KOTO-
past He KOHTPOJIUPYeTCS aHTHOMOTHKAMH M aHTHUINPETHYECKUMH CPEICTBAMH.
Jlmxopagke MOXKET COIyTCTBOBAaTh OOJIEBOM CHHIPOM, CBS3aHHBIN C pa3BUTHEM
Hecnel(UIecKoro BOCHAICHUs B CEPO3HBIX U CHHOBHUAJILHBIX TTOKPOBAX.

B 3aBUCHMMOCTH OT IEHETPaHTHOCTH I'€HOB 3TH CHHIPOMBI MOTYT OBITh
W30JIUPOBAaHHBIMU MJIM COYETaThCs, HO KKJBIA U3 HUX COXPAaHsIET CBOI PUTM.
MoskeT HaOMIONATHCS U30JIMPOBAHHBIH JIMXOPAIOUHbI BapraHT. [1pu Topakaib-
HOM BapuaHTe Pa3BUBAETCS OJHO- HIIH ABYCTOPOHHUM IIIEBPUT CO CTEPUIBHBIM
BEITIOTOM. [T TENEHOCTH 3TOTO CHHApPOMA — 3—7 THEH, OH peINBUpPYET depes
HEeCKoNbKo J1eT. CycTaBHOM CHHAPOM XapaKTepU3yeTCs apTpaITrHsIiMH, BocCTaje-
HHEM KpPYIHBIX CycTaBoB. MokeT HaOMonaTsesi a0IOMUHANBHBIN BAPUAHT, TaK
Ha3bIBaEMBIN TOOPOKaYeCTBEHHBII MApOKCU3MAJIbHBINA IEPUTOHHT. [1epuTOHMUT,
KaK W CyCTaBHOW CHHAPOM, HauOoiee TUIHMYEH JUIs JAETCKOro Bospacra. [Ipn
PEeUNANBUPYIOIIEM TAPOKCH3MAILHOM ITEPUTOHNTE HAOMIONAIOTCS TEMITEpaTypa
mo 40°C B TeueHne 1-2 mHe, pesdaifmias aOIOMHUHANTHS, TOLIHOTA, PBOTA,
yYTHETeHNE TepUCTATBTUKY KUIIeUHHKa. Yepes 2—14 qHel mepuTOHUT CTHUXACT,
nepucTalbTHKa BoccTaHaBinuBaeTcs. [1ogoOHas KiIMHUYECKash KapTHHA 4acTo
SIBJISIETCS] IPUYMHON JMAarHOCTHYECKUX OIMMOOK M TIOBOIOM ISl BBITOJIHEHHS
XUPYPTUYEeCKUX BMELIATENbCTB.

Jlrobast araka cCOmpoBOXKIACTCS JICHKOITUTO30M, yBenmmaeHneM COD, cHImKe-
HHEM aKTHBHOCTH MHUEJIONEPOKCHIa3bl HEMTpoduioB. BHe npucTymna getH 4yB-
CTBYIOT ceOst xopoio. Vicxon 3a0oneBaHus 3aBUCUT OT Pa3BUTHUS aMUJIOH]103a,
KoTOpbId HaOmonaroT y 41,3% OOJbHBIX CO 3HAUYUTENBHBIM U CTOMKHUM YBEJIH-
yerueMm COD, noBeIimeHneM ypoBHer ¢pubpuHorena, IgG u IgM, y-mobynuna,
C-peakTuBHOTO O€JKa, yMEHbIICHNEM ypOBHS IgA.

Teuenue 1 MpPorHo3, KaK 1 P BcexX Gpopmax AA-aMHUIIONI03a, OTIPEALIAETCS
BBIPAKEHHOCTBIO ITOPAKEHUH MOYEK.
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AL-amunoudos

AL-aMuiono3 paccmarpuBaeTcsl Kak eanHas B-nmuMmdonnTtapHas gucKpasus,
MPHU KOTOPOW aHOMANbHBIA KIIOH B-mMMQOIMTOB KpacHOTO KOCTHOTO MO3ra
WY IIa3MaTHYeCKUX KIETOK HpoayunupyerT Ig, obmanaromue aMHIOHIOTeH-
HOcThIO0. B ocHOBe ammiionaHbIX Gpuopmiut — AL-OesoK, CBIBOPOTOYHBIM ITPEa-
IIECTBEHHHKOM KOTOporo sBisttorcs jerkue (light) menu MonokionansHoro Ig.
Benyuryto pons B maroreHese 3Toi ()OpMBI aMHIION103a HTPAET TUM(aTHIeCcKas
cucrema. Bo-nepBbIX, BO3MOXKHBI aMUHOKHCIIOTHBIE 3aMEHBI B CTPYKTYpE JIeT-
KHX Lenei Ig, 4yTo npuBOANUT K N3MEHEHUIO UX BTOPUYHON U TPETUYHOM CTPYK-
TYPBbI 1 TOBBILICHUIO aMUJIONIOTEHHOCTH. BO-BTOPBIX, HAaOMIOaeTCs aHOMAJIBHO
BBICOKUI CHHTE3 ONPE/IEJIEHHBIX TIOATPYIII JIETKUX LETNeH, KOTOpble B HOpMaib-
HBIX [g BeTpeuatorest peaxo (¢ yactotod 5%) M SBISIOTCS aMHIONIOT€HHBIMH.
W, B-TpeThuX, HapyIIaeTcs Aerpajannsi MOHOKIOHOBBIX JIETKHX Lemel ¢ oopa-
30BaHMEM (pparMeHToB, CIIOCOOHBIX K arperaniy B aMIUIOWIHBIC (HOPHILIEL.
Cunre3 AL-aMunonia IpouCcXouT B IUIA3MaTHYECKIX M MUEIOMHBIX KJIETKaX,
a TaKKe B Makpodarax.

AL-amuion1o3 BKII0O9aeT B ce0sl IEPBUYHBIN (MIMONATHUECKII) aMHIIOH-
1103, aMHJIOM]I03 TIPU B-KIICTOYHBIX OMyXONIsSX ¥ MUEIOMHON Oone3HH. Y nerer
BCTPEYAETCS PEIKO.

ITIpu AL-amunongo3e damie BCETO MOPAXKAIOTCS CEPIEYHO-COCYANCTas
cucteMma, JKKT u moukwu.

ITopaxenus cepana JIOMUHUPYIOT B KIMHHKe AL-amMmionnosa u mposiB-
JISIFOTCSl HAPYIICHUSMH PUTMa M NPOBOANMOCTH, KJIaaHHBIMH ITOPayKCHUSIMH
10 THUITy HEIOCTAaTOYHOCTH MHUTPAIBHOTO KiallaHa, OTJIOKECHHEM aMHIIOHJA
B KOPOHAPHBIX apTepusxX W T.I. (Tabn. 6.14). OqHako MIaBHBIM KIMHUYECKHM
CHHIPOMOM SIBIIAETCS] OPaXKEHHE MHUOKapJa ¢ pa3BUTHEM IPOrpeCCUpYIOLIeH
CepAeYHON HEI0CTaTOYHOCTH, pepakTepHON K COBPEMEHHOM Teparuiu.

AB,M-amunoudos

AB,M-amunon103 (IMalu3HbIN) MpeacTaBiIseT co0oi HOBYIO (hOpMy aMHIIOH-
n03a. berxoM-npeiecTBeHHUKOM IIPH 9TOM 3a00JICBaHUH SBILSIETCA [3,-MHKPO-
[I00yIIMH, KOTOPBIH He QUIBTpyeTcs Yyepe3 OOMBIINHCTBO TUATTN3HBIX MEMOpaH
1 3aJICPKMUBACTCA B OPraHnu3me. Yy 6OJ'II)HI)IX, JJINTCIIBHO HAXOAAINXCSA HA T'€MO-
JIMajn3e, YpoBeHb [3,-MUKpor1o0ynrHa noseimaercst B 20—70 pas, 4to crocoo-
CTBYET Pa3BUTHUIO aMHJION/103a.

Ta6nuua 6.14. MopaxeHue cepgua npy amunongose

30Ha nopakeHuns KnuHunyeckue npoasneHuns

MI/IOKap,U, Fnyxocn; TOHOB, Kapguomeranma, CMHGpPom cnaboctn CNHYCOBO-
roys3na, AB-6n0Ka,qa, apuTMnun, cepageyHaa HeOCTaTOYHOCTb

SHAoKapa [edopmauus kKnanaHHoro annapara (HegoCTaTOYHOCTb MU-
TpasibHOro KfanaHa)

KopoHapHbie cocyabl | Kapananruw, niwwemmnyeckan 6onesHb cepaua
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Yaiie Bcero nopaxxarorcsi KOCTH U NEPUAPTUKYISIPHbIE TKaHU, YTO KIMHU-
YECKU MOXKET MPOSBIATHCS OOJIEBBIM CHHAPOMOM H repenoMamu. K THITHIHBIM
MPOSIBJICHUSIM JIMAITM3HOTO aMHWJIOWUI03a OTHOCSITCSA apTponarhu, apTpajruu,
JIECTPYKIIMS CyCTaBOB M CUH/APOM 3aIIICTHOIO KaHaJIa.

J1st aMUnIOuTHOM apTpONaTUU XapaKTepHbI CIEAYIONINe IPU3HAKHU:

* 4acTO HAYMHAETCS C IUICYEBBIX CyCTaBOB;

* Jlajiee BOBJIEKAIOTCS IPYrHe KPyIHbIE CyCTaBbl — KOJIEHHBIE, JTyUYe3aIsicT-

HBIE U Ap.;

* MPUITYXJIOCTh CYCTaBOB;

* reMapTpo3bl;

* TCHJIOBAMHUTHI CTHOATEIICH MajbIICB;

* moTepst GYHKIUH CyCTaBa;

* mporiecc 0OBIYHO ABYXCTOPOHHUH.

CHHAPOM 3aISICTHOTO KaHaIa — CHeH()UIeCKHUiA, TOBOJIFHO PAHO Pa3BHBAIO-
muiics MpU3HaK JUATIM3HOTO aMIJION 1032, 00YCIIOBICHHBIHN CIaBICHUEM CPEIHH-
HOT'O HEPBA B 3aIICTHOM KaHaJle, OTPAaHUYEHHOM CBA3KOU — y/IepKUBATEJIEM CTU-
Oareneit KUCTH (TYHHENBHBIN CHHIPOM). [IposiBIIsieTCSt OH OHEMEHHEM U OOISIMU
B MEPBEIX 3 maybax KACTH. MIHOTHA 60IIH pacipoCTpaHSIOTCS Ha MPE/IIICYbE.

IIporpeccrupoBanue AMATU3HOTO aMUJIOUA03a PUBOAUT K CUCTEMHBIM IPO-
SABJICHUSM. AMHIIONIHBIE MAacCHI OTKJIAIBIBAIOTCS B CEp/Le ¥ KOPOHAPHBIX apTe-
PHSIX, YTO MOXKET HMPUBOAWTH K HH(APKTAM; OTMEUACTCS MOPAKCHUE JICTKUX;
B KHMIIICYHUKE TIOPAKEHUE CTCHKH MOXKET IIPHUBOIUTH K IephOpaiiui ¢ pa3BUTHEM
MEPUTOHUTA. AMUION] OTKJIAJbIBAETCS B CPEIUHHOM CJIO€ MPAKTUUYECKH BCEX
COCYJIOB, CHIIKAETCS UX NIACTUYHOCTB, CY)KAeTCs MPOCBET. XapaKTePHOH 0COOCH-
HOCTbBIO JUAJTM3HOTO aMUJIOU103a SIBJISIETCS] OTCYTCTBUE OTIIOKEHHM B CEIE3CHKE.

CpemHmii cpoK pa3BUTHS IHAITA3HOTO aMHJIOHI03a COCTAaBISIET 7 JIET, 4TO
JleTIaeT BEPOSATHBIM ero pa3Butue y aeteit ¢ XI1H, nomyyaromux jeueHne remo-
nuann3oM. OTHAKO CIeyeT OTMETHUTD, YTO IIPH MPUMEHEHUN COBPEMEHHBIX CHH-
TETHYCCKUX M TOJTYCHHTETHUCCKUX JHATH3HBIX MEMOpPaH MOBBIIICHUS YPOBHS
B,-MUKpOTIOOyIIMHA MPAKTHYECKH HE OTMEYACTCS, TOAPTOMY BO3MOXHO, YTO
yepe3 HEKOTOPOE BpeMs, C COBEPUICHCTBOBAHUEM AUAIU3HON TEXHUKH, 3Ta
(hopma aMIITON103a NCUE3HET COBCEM.

ATTR-amunouoos

ATTR-amunonio3 BKJIIOYAET B ce0sl BUIBI aMHUJION/1032, B OCHOBE KOTOPBIX
nexur cunre3 AF-6enka (FAP) m ASC1-6enka. benxoM-mpesinecTBEHHIKOM
IpY JaHHoi natonoruy siBisiercst TpaHctupeTnH (TTR) — KOMIOHEHT MOJTEKYITBI
npeans0yMrUHa ¥ TPAHCIOPTHBIN OENTOK Il THPOKCHHA U PETHHOIIA, BEIpadaThI-
BaembIil B edeHn. K ATTR-ammnonno3y ¢ Hakorennem AF-0Oenka oTHOCHTCS
ceMeifHasi aMHJIONTHAs TOJIMHeHponaTus (peke Kapano- U Hedponarus) ¢ ayTo-
COMHO-JIOMWHAHTHBIM THIIOM HACIIeIOBAaHHSI MyTallMH B T€HE, OTBETCTBEHHOM
3a CHHTE3 MOJIEKYJIbl TPAaHCTHPETHHA. 3a00JIeBaHIe HMEET OTPaHNYEHHOE pac-
mpoctpanenue ([Topryramus, SAmonwns, [lIsenns u ap.). B Hameit crpane BeTpe-
YaeTCs UCKIIFOUUTENBHO PEAKO.
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®dopma ATTR-ammmnongosa ¢ HakorieHueM ASCI1-0enka — crapdeckuit
crucTteMHBIH amuion03. CeIBOpOTOYHBIM IpenmecTBeHHUKOM ASC1-6enka
SIBJISACTCA HOpMaHBHBIﬁ TPAHCTUPETHUH. bosesnp BCTPEYACTCA UCKIIFOYUTCIIBHO
CpeIy MOXMIBIX Jifofeil (ctapiue 70 ner).

JuazHocmuka

YV nereil HanOONBIIYIO CIOXHOCTH W BaXXHOCTh HMEET JHArHOCTHKA
AA-amunonpnosa. B 6ompmmHCTBE cioydaeB AA-aMHIONA03 HE THATHOCTHPY-
€TCsA CBOCBPEMEHHO, JAXKE IMTPU HATUYNU KIIMHUYECKUX ITPU3HAKOB 3a00JIeBaHUs.
[Tpu4nHO# 3TOTO SBNSIOTCS, C OHOI CTOPOHBI, HeCTIEU(UIHOCTH CUMIITOMOB
3a0o0JIeBaHusL, a C APYroi — OTCYTCTBUE y OOJIBIIMHCTBA Bpadel HaCTOPOKEHHO-
CTH B OTHOILIEHUH aMHJIOM/03a, YTO CBSA3aHO B TOM UHUCIIE C €T0 MaJIoi pacipo-
CTPaHEHHOCTHIO y fereil. OTHaKo, BOSMOXKHO, HAIIN TPECTABICHHS O YacTOTE
aMHJION103a y J€TeH OMMOO0YHBI, ¥ BBIABIISIEMbIC CITydad IPEICTABIAIOT COO0H
JIUIIG «BEPIINHY alicOepray. Kak moka3bIBaloOT MOCIEIHIE UCCIIeIOBaHUS, MIPO-
BCJCHHBIC Y B3POCIIBIX MAUCHTOB, aMUJIONU103 OCTACTCA HEAUATHOCTUPOBAHHBIM
y 83% OGonbHBIX (TabMI. 6.15).

Taxoke clegyeT yuuThIBaTh, YTO HEPEJKO, HAUMHASCh B JETCKOM BO3pacTe
Ha (POHE KAKHX-THOO XPOHMYECKHMX MMMYHOBOCHAIUTEIBHBIX 3a00JI€BaHUM,
AA-aMHIION 103 TUATHOCTUPYETCS TOJNBKO Y B3POCHBIX MALIMEHTOB, KOTIA pas-
BOpayuBacCTCA €ro KIMHHUYCCKasd KapTHWHA, KaK IIpaBUJIO, B BUIC HC(I)pOTI/I-
yeckoro cunapoma i XITH. YnnuHeHue cpokoB HaOIONCHUS 3a MalUeH-
TaMU B NEAMaTPUYECKoW mpaktuke (1o 18 jer) Takke CIOCOOHO MOBIHSTH
Ha 9acTOTy BhIsBIsIeMoCcTH AA-ammiionno3a. Kpurnaeckum uist hopMupoBanus
AA-amuronnosa cuuTaeTcs TeUCHNE peapacoaramomnero 3abonesanns donee
5 net, TakuM 00pa3oM, BEPOSITHOCTh BOSHUKHOBEHUSI A A-aMIIION03a Y COOT-
BETCTBYIOIIETO KOHTUHI'CHTA MAIIMCHTOB YBEJINYUBACTCA C YIIIMHCHUEM CPOKOB
HaOIIoAeHHS.

Kak mpasuio, nepssle nono3peHus Ha AA-aMUION103 MOTYT BO3HUKHYTh
y TeAnarpa npH JICYeHUH OOJIBHBIX C HE(POTHIECKUM CHHIPOMOM, PE3UCTEHT-
HBIX K CTaHJAPTHOM ITIOKOKOPTUKOMAHON Tepanuu. OIHAKO M B 9TOM cilydae
TaKoe TOJ03PEHNE BO3HHKAET HEYacTO, W JIMIIb IPOBEACHUE OMOICHM IMTOYKH
MTO3BOJISIET YCTAHOBUTH JAMArHO3 aMIIon03a. MCKmo4eHne CoCTaBIIsIoOT CITy-
yan AA-amMmiion103a Ipu NMepUOIUYecKOd OOJIE3HN U JPYTUX T€HETHYECKUX
CHUHJpOMax C BO3BPATHOM JIMXOPaJKoil. XapaKTepHbIH aHaMHe3 3a00JIeBaHUS
y Takux AeTel, HallMOHAJIbHAs MPUHAUIEKHOCTh, CEMEIHBII aHaMHe3 M03BO-

Ta6bnuua 6.15. YactoTa HegnarHoctmposaHHoro AA-amunongosa

Hanunumne cumnTomoB/nocraHOBKa gnarHosa AA-amunongosa YacroTta, %
AcMnTOMaTYeCKNIA/HeANarHOCTUPOBaHHbI 67
CrMNTOMbI ObINK/HE AMarHOCTMPOBaH 16
CrMNTOMBbI ObINK/AMarHoCTMPOBaH 17
Takum o6paszom, y 83% 60nbHbIX AA-amnnonao3 He AMarHoCTMpPOBaH
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AHaMHe3: Hanuuve npegpacnonaraowero 3a6onesaHus
(ocobeHHo ecnu OHo cyllecTyeT Gonee 5 ner)

l

OcmoTp:
Mpr3Hakn nopaxeHuna noyek
Mpur3Hakn nopaxeHuna XKT
lenatocnneHomeranua

Jedopmupytowmin apTput

ﬂa60pa'roprle nccnenoBaHMA — BCe NpuUsHakn HECHeLWId)I/I‘-IHbIZ

« MpoTenHypua « [MneprammarnobynnHemus
» C-peaKTuBHbI 6enok

* SAA

» WccnepoBaHue noyeuHbix GyHKUMN

CumHTUrpadusa c MeyeHHbIM nogom-123

Buoncusa: npAMan KuLKa, nnasMeHHbIM P-komnoHeHTom (SAP)

nouKa v Apyrue opraHbi,
610onNCcns NOAKOXKHOM

. HepocTaTkn — BblCOKasA CTOMMOCTb
KUPOBOU KNeTYaTKnN

He No3BONIAET onpenennTb
BMA ammnonaosa

McTonornyeckoe nccnegoBaHue:

ObA3aTe/NIbHOE OKPALLMBAHWE KOHTO KPacHbIM
MMmyHOrncToxmmmnyeckoe nccnegosaHme
c aHTuTenamu K AA-pubpunnam

Puc. 6.15. JuarHoctuka AA-amunonaosa.

JISIOT B OOJBIITIMHCTBE CITy9YaeB CBOSBPEMEHHO 3aII0J03PUTh U IUATHOCTHPOBATh
amuiouno3. IIpu nogo3peHun Ha JaHHYIO MATOJIOTUIO TOJIBKO M3Y4YEHHE Mare-
pHaioB OMOTICHU C 00sI3aTEIbHBIM OKpAIIWBAHHEM KOHTO KPACHBIM M IOJISIPH-
3alMOHHOW MMKPOCKOIHMEH MO3BOJSAET MOCTaBUTh OKOHYATEIbHBIA AUArHO3.
[TomMuMO 3TOrO TSl TUATHOCTUKY MOKHO HCIIOJIh30BaTh CIICIU(PHUCCKUEC aHTH-
tena k AA-¢pubpuiam (puc. 6.15).

Taxoke U U3y9IeHUs] aMUIIOUIA UCTIONB3YIOT OKpAIIMBAaHUE THO(DIABUHOM
T ¢ mocnemyromuM M3ydeHHEM B JIIOMHUHECIIEHTHOM MHKpockore. Okpacka
C IIETOYHBIM TYaHUAMHOM WJIM TIEPMAHTaHATOM KaJlksi MOXKET UCIIOJIb30BaThCs
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Ta6nuua 6.16. 3HaueHVe Pa3NNYHbBIX TMCTOMATONOrMYECKNX METOAO0B B ANArHOCTUKE
AA-amunongosa

OpraH Moukn MKKT MpAamas kuwka | MoaKkoxHan xunposas
VNN TKaHb KneTyaTka*
YyscTBU- 92-100 50-70 69-97 35-84
TenbHOCTb, %
Mpevmywe- | Boicokas Xopowas ne- | MeHblwunii puck | BoamoxxHo ambynaTtop-
cTBa YyBCTBU- PEHOCUMOCTb. | OC/IOMKHEHMNI Hoe nposefeHne. MuHu-
TeSIbHOCTb Huskui pyuck | B cpaBHeHUN MasibHOe BO3JencTeme
OC/IOXKHEHMN | c buoncuein Ha nauueHTa. Hnuskmn
NOYKM nnn PUCK OCNIOKHEHWN
neyeHn
HepocTaTkn | Puck kposo- | Heobxoaw- Ouckomdopt | HeobxoaumocTb
TeyeHun MOCTb Crieyun- | AnA NaumeHTa. | BbICOKON KBannduka-
anbHOro Puck kpoBoTe- | unun nccnegosatens
3HAOCKONW- | YeHuA 1 COOTBETCTBYIOLLErO
yeckoro o6o- obecneyeHus.
pynoBaHuA Huskas uyBcTBUTENb-
HOCTb
MeTtogpbl uc- | O6paboTka reMaToOKCUAMHOM 1 S03MHOM
cnepoBaHuna | OKpalumBaHMe KOHIO KpacHbIM: B MONAPM30BaHHOM CBeTE — ABONHOE
3efieHoe lyyenpenomieHve
MmmyHoructoxumuma: antutena K AA-6enky

* AblOMUHaNbHaA XKUPOBas acnvpaLuoHHas buoncus.

JUIS IPUONN3NUTEIBHOTO THITMPOBAHMS BU/IOB aMHJIONA, HO JaHHBIC METOIUKH
HE ABJIAIOTCS BEICOKOCTICIIM(DMIHBIMH.

«30JI0TBIM CTaHJAPTOM» AUATHOCTHKH SIBIIsIETCSA Ouoricus mouku. Yacrora
BhIsIBJICHHSI AA-aMuiionio3a B 3ToM ciydae gocturaer 90—100%. Uem Gomnee
pacipocTpaHeH nporecc, TeM OoJIblIe BEpOsSTHOCTh BBISBICHUS A A-aMuiionia
B apyrux mecrax (OKKT — cnmsucras u nopcnusuctas 000JI0YKH, ITOKOXKHAS
JKHpoBast kierdarka). Hanbonee nadopMaTuBHON cpeny HETTOYEUHBIX OHOTICHHA
sersieTcst Ouoricust creHkn JKKT 1 mpsaMoi KUIIKH, TpA KOTOPOH BEPOSITHOCTD
BBIIBIICHIS ammuiona coctasiser 50—70% (tabin. 6.16).

B GospminHCTBE ciiydacB AA-aMHIOUI03 JHMATHOCTHPYETCS Y)KE TPHU pas-
Butun XITH (53%), pexxe — Ha cTtanuu HepoTuueckoro cunapoma (28%), eme
peske — Ha ctaguu nporenHypuu (19%).

IMpun nopaxxkennsx cepana npu amunonzose Ha DKI BeIsBIIsICTCS pe3Koe CHA-
JKCHHE BOJIBTAXKA, Pa3IMUHbIC HApyIIEHNs puTMa u rnpoBogumocT. Ha OxoKT
OIIpeAeNAeTC sl CHMMETPUYHOE YTOJIIEHUE CTCHOK 000MX JKEeJTyI04KOB C IIPU3HA-
KaMH IMacTOINYECKON TUcYHKIMU. B IMarHocTrke BRIPRKEHHBIX OTIIOKEHUH
aMusion ia momoraet npoda ¢ **MTe-nupodocharom.

JIMarHoCTHYeCKUMH KPUTEPHUSIMH THATIM3HOTO aMIJIONI03a OYIYT SIBISTHCS
VY3-npu3HaK# OTEYHOCTH NMEPUAPTUKYISPHBIX TKAHEH M YTOJNIIECHHE CYXOXKH-
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nuiA. PEeHTTeHOOTHYeCKH MOXKHO OOHAPYKUTH CYyOXOHAPAIIbHBIE KHCTHI, OPO3UH
CYCTaBHBIX [IOBEPXHOCTEM.

Y3U enympennux opzanos. JlanHHoe uccienoBaHUE MO3BOJSET OLCHUTH
CTPOCHHE U CTPYKTYPY BHYTPEHHHX OPraHOB, YTO HEOOXOIMMO ISl OLICHKU
CTETICHU HAPYIICHUS UX (DYHKIIMU U ONIPECIICHIs pACIIPOCTPAHEHHOCTH MaTo-
JIOTMYECKOTo Mporecca.

VY3U npu aMHIONI03€ MOKET BBISIBUTH:

* YIJIOTHEHHE W yBEIWYEHHE TOUYeK (WM YMEHBIICHHE B a30T€MUYECKOU

CTa/ium);

* HaJINYME MOYEYHBIX KUCT (KOTOpPhIE MOIVIM CTaTh MPUYUHOW BTOPUYHOTO

aMUIION1032);

* YBENUYCHUE W YIUIOTHCHUE TCUCHHU U CEJIC3CHKH, a TAKXKEC HapyIICHHE

KpPOBOTOKA B JaHHBIX OpPraHax;

* THIEPTPODUIO Pa3THUYHBIX OTJEIIOB CePASTIHON MBIIIIIIEL;

* OTJIOKCHHS aMIJIONJA B CTEHKAX KPYTHBIX COCY/IOB (HAlpHMep, aOPThI);

* CKOIUIEHHE >KUIKOCTH B HOJOCTIX Tesa (acuuT, THAPOTOpaKC, THAPOIe-

pHuKapn).

T'enemuueckoe uccnedosanue Ha3HAUACTCS NIPU MOAO3PEHUM HA HacIe[l-
CTBEHHBII aMIIIONI03 (T.€. B CIy4asX, KOT/Ia He YIaeTcs MOATBEPAUTH BTOPU-
HYyI0 TIpUPOAY MaHHOTO 3aboneBanwust). OOBIYHO MCIONB3YETCs MOJTMMEpa3Has
HnenHas peakius, NPpUHIIAIT KOTOpOf/'I 3aKJIFOYACTCA BO B3ATHUU I'€HCTHUYECCKOI'O
Marepuaia y 00JIbHOTO YeaoBeKa (0OBIYHO 3TO KPOBb, MOYA, CIIFOHA HJIH JIH00ast
Jpyrasi OMOJIOTHYECKas )KUAKOCTh) U MCCICOBAHIH T'CHOB HA ONPEIEIICHHBIX
xpoMocoMax. HaxoxaeHue TeHeTHISCKUX MYTAIiA B OMPEACIICHHON 00IacTu
OyZeT SBISATHCS CTOIPOIICHTHBIM TOATBEPKACHHUEM JHAarHO3a.

[Ipu BBIsIBIEHUHU OHOH M3 (HOPM HACTIEICTBEHHOTO aMHIIONI03a TeHeTHYe-
CKO€ MCCIIEIOBAaHUE PEKOMEH IYETCS BBIMIOJIHUTH BCEM WIEHAM CEMbU M OJrKai-
UM pOACTBCHHUKaM 60J'II)HOFO, ‘1T06I>I HUCKIIIOYWUTh HAJIWYUEC Y HUX HAaHHOI'O
3a00cBaHUS.

JleyeHue

OCHOBHBIE 331241 JICYCHHS aMUJION03a!
* TOfIaBJIEHUE CHHTE3a IpeAIIeCTBCHHUKOB aMIIIONIHOTO Oerka (Harmpumep,
TpaHCIUIAaHTAIMS [ICUYCHH);
* T0/1aBieHHEe 00Opa30BaHUs aMHUJIONIA U €0 OTIOKEHUH B TKaHSAX (IOHa-
Topsl SH-rpymm);
* CTUMYJISIIMSA Pa3pyLICHUS W BBIBEACHHUS aMHIIOMIHOTO OelKa (Tipenaparsl
W3 TPYTIIBI AaHTPALMKINHOB).
‘YMeHbIIIeHHE CHHTe3a U JOCTAaBKH MPEIIeCTBEHHIKOB — OCHOBHAS 3a/1a4a
B JicueHHH A A-amuiion103a. Eciiu npudarHHBIN (hakTop MpomoKaeT CyIiecTBO-
BaTh, [IPOrPECCUPOBaHNE aMUJION103a HeM30eKHO. B HacTosiIee BpeMs moBce-
MECTHO TPH3HAHO, YTO JII000E yITydIlIeHHEe NMPH aMHIJIONI03€ COMPOBOXKAACTCS
CHIIKEHHEM YPOBHS CHIBOPOTOYHBIX ITPEAIICCTBCHHUKOB.
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OrHonoruyeckoe edeHne AA-aMmiion03a o0s3aTeNIbHO BKIIIOYAET B ce0s
yoaJieHue odara MpOAyKIUH OeIKa-TpeIIIeCTBEHHIKA: OILyXOJIH, THOHHOTO
oy4ara, pe3eKIMIO KHIIKH, U3JIeUeHHe XPOHUUECKUX HH(EKIINH, IeueHne peBMa-
TOWJHOTO apTPHUTA U JIp.

[MaroreHernueckas Tepanus IPUMEHSETCS IPH HACJIEJCTBEHHBIX CHHIPOMax
¢ BO3BparHOU nuxopaako. IIpu mepuommueckoil Oone3sHn xopommi 3pQext
OKAa3bIBACT TEPAIHs KOJIXUIIMHOM, KOTOPBIIl MOXET MOJIHOCTBIO MTPEAOTBPATHTH
pasButre ammiongo3a. KomxumuH obmamaeT aHTUMHTOTHYECKHM 3(PPexTom
B OTHOIIICHWW aMHUJIOUI00IaCTOB MPH MEPHOAMUECKON O0NIEe3HU — Makpodaron
U cTabuiusupyer MeMOpaHy HEHTPO(HIIOB, TPENATCTBYS BbIOpocy nupuHa. Koi-
XHIIMH Ha3HAYaeTCs TOXKU3HEHHO B 103¢ 1-2 Mr/cyT. OH XOpOIIO MePEHOCUTCS,
WHOTZIa BO3HUKAIOT JHCIENTHUECKHUE SIBJICHUS, KOTOPhIE HE TPeOyIOT MONHON
ormeHsl npemnapara. Ilpu ITH 103y CHMKAIOT, HCXOAS W3 CTETIEHH CHIDKCHHUS
KiTyOouKkoBo# ¢unbTpanuu. [Ipemapar MoxeT OBITH BPEMEHHO OTMEHEH IpH
OCTpBIX HHPEKIHAX y peOeHKa.

IIpu cunnpome Makiia—Yanbca IPUMEHSAIOTCS AHTATOHUCTBI K PELIENITOpaM
WJI-1, Takue Kak aHaKWHpa WM KaHAKMHYMaO, P MEPUOINIECKOM CHHAPOME,
acconuupoBaHHoM ¢ peuentopaMun @HO (TRAPS), — anTiceiBopotka k PHO
(omHaKO BBICOKAs! CTOMMOCTS JICUCHHSI OTPAHUYMBAET €TI0 IPUMEHEHHE).

OTMedeH MOJIOKHUTENBHBIH 3PPeKT auMeTmicynbhokcuna, odragaromero
MPSIMBIM PEe30pOTUBHBIM JIEHCTBHEM Ha OTIOXKEHHS amuionga. Heobxomumo
OTMETHUTb, YTO €ro TepPareBTUUECKU IPPEKT BOZMOXKEH JIMIIb MTPHU OOJBIIUX
J103aX U MPOJOJDKUTEILHOM JIEYEHHH, YTO IPUBOIUT K Pa3BUTHIO OCIOKHEHUH
(annmepruyeckue peakium).

B Hacrosmiee BpeMs mepcreKTUBHBIM sBisieTcs npenapar NC-503 — aHTh-
aMHJIONIHOE COCIMHEHNE, CTIEINAIbHO Pa3paboTaHHOE B KaY€CTBE KOHKYPEHTa
MPUPOJHBIM [TMKO3aMHHOIIMKaHaM, Olarofapst KOTOPbIM MPOUCXOAUT GopMHu-
poBanue Gpudpusut ammwionga. NC-503, OIOKHPYs CBA3U [TMKO3aMHHOTITHKAHOB,
WHTrUOUpYeT HaKOIJIEHHE aMHJIOH/Ia.

OnHUM M3 NAaTOTeHETHYECKUX METOMO0B JeueHns AL-aMmonnosa sBiusercs
cxema mpegHu30I0H + Mendanas (mmo 0,8 mr/kr npenau3onoHa u mo 0,15 Mr/kr
Mendanana 7-THEBHBIMU KypCaMH C IepepsIBOM 4—6 Hel.).

[Tpu nedeHny AMATU3HOTO aMHIION]103a, BO-TIEPBBIX, HY)KHO IOOUTHCS ITOBBI-
LIEHHS JIMMUHALUH ,-MHKPOIIOOYIMHA, JJISl YETO MCIONb3YIOTCSl CHHTETHYE-
CKHE U TIOJlyCHUHTETHYEeCKHE MEeMOpaHBbI, TO3BOJISIIOIINE CHU3HUTH €0 YPOBEHb
B 3 pa3za. CBOeBpeMECHHasl TPAHCIUIAHTAIMS TOYKH MOXET paccMaTpHBaThCs
KaK CpPEIICTBO TEpPalNH, TaK KaK OHa «OTMEHSET» AWAIN3 U, COOTBETCTBEHHO,
OCTaHABIMBACT HAKOIUICHNE OeNIKa-IIPEANIECTBCHHUKA. TakKe MPH JUaTu3HOM
amusonnose d3¢pdexrusasl HIIBC. [pu cuapoMe 3amsicTHOTro KaHalia HpOU3BO-
JISIT paccedeHue CBSI3KH yAep)KUBaTes crudareneil KUCTH.

[Tpu mr060M BUEe aMUIION1032 HEOOXOAMMa OPTaHU3aLUs TPABHIBLHOTO
NMUTaHKUA peOCHKa, TaK KaK yBEJIMUCHHE O0IIero KoJuuecTBa Oeika B paluoHe
CTUMYJIUPYET aMHJIOWJOTeHE3, IPH 3TOM OCJIOK NMEYEHW W MBIl CepAana
MHTHOHNPYIOT ero. PekomenayeTcs auera co cHIbKeHHBIM Ha 50% comepka-
HHUEM PACTUTEIBHOTO U KMBOTHOTO Oenka (0COOCHHO Ka3ewHa) W yBelnde-
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HHEM TMPOAYKTOB, COAepKamMX Kpaxmai. Jlueta HoiKHA OBITH JOCTATOYHO
oborameHHOH GppyKTamMu, OBOIIAMH U IPYTHMH IIJIAKOTOHHBIMU MIPOIYKTaMH.
benok mpeanouturenpHee naBath exenHeBHO (100 T meueHw, CHIpON WIIH
KyJIMHapHO 00paboTanHO#). [leueHp ymoTpeOasOT rojaMu, MOBTOPHBIMU
KypcaMu MpPOAOKUTEIFHOCTHIO HECKOJIBKO MecsIeB. VCmonp3yIoT remaro-
TPOIHEBIE TpemapaTsl (JcceHnnane, JINMOSBY KUCIOTY) MOBTOPHBIMH KYp-
camu 1o 2—4 Mmec.

lpo2Ho3

Kak mpaBuiio, aMHUIION 103 — HEOOPATUMBIN MPOIIECC, KOTOPBIH MPOrPecCHPYET
B TEUEHHUE HECKOJIbKUX MECALIEB WU JIECATKOB JIET, HO NPH Psiie TEHETUYECKUX
BapUaHTOB €ro TeueHne MoxeT npessimarh 40—50 net. [Tpornos A A-amunounnosa
3aBUCHT OT IIPUPOIBI MPEIPACIIONIATAIOIIETO 3a00IEBaHNS U BO3MOXKHOCTH €TO
KOHTPOJISL. AHaIN3 3a00JIEBAEMOCTH y B3POCIBIX U JICTEH IMOKA3bIBACT, YTO MPH
€CTECTBEHHOM TE€UECHUH IIEPHOINIECKOi 60ne3Hn mpuonusuTensHo y 50% 60ib-
HBIX TepMuHaibHas ctaaus ITH pasBuBaercs uepes S J1eT 0T MOMEHTA NOSIBJICHUS
nporenHypuu, y 75% — B reuenue 10 ner. [Ipu npyrux popmax A A-amunoniosa
9TH nUdpHI cocTaBisioT 33 u 56% coorBeTcTBEHHO. CpemHss NPOAOIKATEIb-
HOCTB XW3HHU IIPH NEPUOANIECKON OOJIE3HH — OKOJIO 7 JIET, IIPU BTOPUIHOM
AA-ammnonnose — 13—-14 nert.

[IporHo3 Gosie3Hu omnpenesnsieT B OCHOBHOM HOpaxeHHe Jnbo cepaia (1pH-
MepHo 20% Bcex 00JbHBIX), THO0 moyek (10 80%).

Teuenne amunono3a (1aHHBIE B3POCIIBIX MALIUEHTOB):

* IIpU NOPAXKEHUU CEPALIA C CEPACUHON HEJJOCTaTOUHOCTRIO — 6 MeC.;

* TIpW CHHIPOME HapYIIEHHOTO BCACBIBAHHSA — 8 MecC.;

* IIpH OPTOCTATUIECKOM TMITIOTOHMH — 9 Mec.;

* TIpH HEPPOTHUECKOM CHHIpOME — 18 mec.;

* 1pu nepudepuyeckoii Heiiponarun — 51 Mec.

MMABAVIl. BONE3HU UHTEPCTULUA U KAHAJIbLIEB

Ty6ynonHTepcTULManbHbI HeppuT

A.B.Manxou, 3.K.Ilempocsn, O.U SApowesckas

TUH, nim nHTEepCTHIHANBHBIN HEPPHT, — 0CTpOE HITH XPOHHYECKOE HeCcTIen(hH-
yeckoe, abaKTepHaIbHOE, HEACCTPYKTUBHOE BOCMAJICHHE MHTEPCTUIMAIBHON
TKaHU TIOYEK, COMPOBOKIAIOIIEECs] BOBJICYCHUEM B IMATOJIOTUYECKHUM ITpOIece
KaHaJIbIIeB, KPOBEHOCHBIX M JINM(ATHYECKHX COCYIOB MOYEUHON CTPOMBI.

Brepsreie TUH onucan W.T.Councilman B 1898 1. B pe3ynbrare uccienosa-
HUst 42 ciydaeB ocTporo HepuTa Mocje NMEepeHeCeHHBIX CKapiIaTHHbI U Jud-
Tepuu. B manpHelmemM ObUTH BBIABIEHBI Ipyrue OakTepHaiabHbBIC, BUPYCHBIC
U Tapa3uTapHble areHThl, puBoasImue K pa3sutuio THH.

Baxnocts npobnembl TUH, ocoGeHHO ocTporo, y AeTeil onpeaensercs TeMm,
YTO OTCYTCTBUE NATOTHOMOHWYHBIX KITMHUYECKUX CHHAPOMOB U CXOACTBO C JIpy-
TMMH He(PONIATUSIMH SIBIISTIOTCS IPHYMHON PEIKON €ro JHAarHOCTHUKH.

Kon mo MKB-10: N10-N16 — TyOymonHTEepCTUIIATBHBIE OOJIE3HU MOYCK;
THH:

* N10 Ocrtpsrii HeDpHT.

* NI11 Xponnueckuit TUH.

* N12 TUH HeyTOYHEHHBIN, KaK OCTPBIH, TaK ¥ XPOHUIECKHI.

Snudemuonozus

Pacnpoctpanennocts TUH ToyHO HE ycTaHOBJIEHA, YTO BO MHOTOM CBSI3aHO
C PeAKUM TpoBereHHeM Onorcuu 1modkd. [1o ayToNCHitHBIM HaHHBIM, YacTOTa
THH xonebnercs B npeaenax ot 1,47 no 5%. Ilpu nmpoBeneHnn GHOTICHN TTOYEK
y nereii ¢ nepponarusimu TUH BoisiBnsiercst B 5-7%, a 'y aereii ¢ OITH — B 2%.
ITo mHeHmIO psima MOp(OIOroB, TyOyITOMHTEPCTUIMAIBHBIE OOJIE3HH BCTpeYa-
10TCs ropaszno vatue (4,6%), yem momepymsipasie (0,46%). Taxoke ecTb ykasa-
HUs Ha 10, yTo TUH oTMewaercs y 14% nereit ¢ HedponaTusiMu, HAXOIAIITHXCS
Ha AWCIIAHCEPHOM Y4eTe.

ITo HexkotopeiM naHHBIM, Oosiee yem B 30% ciyuaes TUH kinuHnueckn
HE IMarHOCTHPYETCS, a BBISBISETCS TOJBKO B X0J€ MOP(OIOTHUECKOTO UCCIe-
JIOBaHMs OMONTATOB NOYKU. TakuM 00pa3om, He BBI3bIBAaET cOMHeHus, uto THH
BCTpeUaeTCs 4alie, 4eM JUarHOCTUPYETCS.
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Smuonoeus

BoBneuenne HHTEPCTUIMSA MOXKET ObITh IEPBUYHBIM HITH BTOPHYHBIM IIPH 11aTO-
JIOTHH KIyOOUYKOB, COCYIOB MOYEK WM NMPH CTPYKTYPHBIX aHOMAIIUAX MOYEK
(0OCTpyKTHBHBIE ypoIaTH{, KHCTO3HBIE JHCIUIA3nu, pedutokc-Hedponarus).
Ocrperit TUH MoxeT pa3BHBaThCS MPU pa3IMUHBIX MHOEKIHIX, B pe3yabTare
MIPUMEHEHNUS JIEKapCTBEHHBIX IIPENaparoB, IPH OTPABIECHUSX, 0XKOIrax, TpaBMax,
OCTPOM TE€MOIIN3€, OCTPBIX HAPYIICHHUAX KPOBOOOpamieHus (IIOK, KOJUIAIC),
BCJICICTBHE BaKIIMHAIWH 1 Ap. (Tabm. 7.1).

Xpouudeckuit TUH Taxke mpenactaBiseT coO00i reTeporeHHyI0 IMOJINATH-
OJIOTHMYHYIO IpyIy 3a00jieBaHUI, P KOTOPHIX IMOMHUMO yKa3aHHBIX BbIIIE
(hakTOpOB Ba)KHOE 3HAUCHHE MMEIOT HACJIEACTBEHHAs MPEAPaCONI0KEHHOCTS,
MTOYEYHBI AM33MOpHOreHe3, HapylIeHHss OOMEHa BEIIeCTB, XPOHWYECKas
MH(EKINS 1 NHTOKCHUKAIKS, UMMYHOJIOTHYECKHE 3a00IeBaHNs1, HEOIaronpusT-
HbIE (PAKTOPBI OKPY’KAIOLIEH CPEAbI (COIH TSKEIBIX METAJIIOB, PAJHOHYKINUIbI)
u ap. Xpoundeckuiit TUH MoxeT pa3BuBaThbCs Kak IMPOLOJIKEHHE OCTPOTO
(Tabm. 7.2).

VY nereii xpounueckuit TUH warue Bcero pa3ssuBaeTcs B ciiydasx pedurokca,
OOCTPYKTHBHBIX YpONaTHi M BPOXIEHHBIX 3aboneBanuil. Oxono 1/3 mereit
¢ XIIH — 3T0 ety ¢ oOCTPYKTUBHBIMHU YPOIIATUAMH H pedIrokc-HeponaTuei.
Xpounueckuilt TH yacTo sBiisieTcss BTOPHUHBIM U COIPOBOXKAAET NIOMEPYJISIP-
Hble 3a0oneBanus mouek. IlepBuunsiii xponudeckuit TUH cocrasiser Bcero
2-4% cpenn npuun XITH, HO OH MOXeET UrpaTh ONpeeIeHHYI0 PoJib B 3200-
JIEBAaHUAX TPAHCIUIAHTUPOBAHHOM Mouku. B HekoTophIx ceMbsx onucaH THH,
ACCOLIMMPOBAHHBIN ¢ 3a00JI€BaHUEM IICUEHHU C XOJIECTA30M M C MPOSBICHUSIMHU
MHUTOXOHPHAILHON NaTOJIOTHH.

Ta6nuua 7.1. MpuurHbl pa3sutua octporo TUH

JlekapcTBeHHble | AHTVOMOTMKI, NPOTMBOBUPYCHbIE NpenapaTbl

cpeactBa (71%) |HMNBC

AnypeTtnku

AHTUrMNepToHnyeckune npenapatbl (MAMN®, aHTaroHNCTbI KanbLuA)
H,-6nokaTopbl

WNHrmbutopbl NPOTOHHOI NOMIbI

AHTV3NUNENTUYECKKE NpenaparTbl

LinToctaTnku (a3aTMonpuH, MHIMOUTOPbI KanbLVMHEBPHA)
Undpekumnn (16%) | baktepnn

Bupycbi

lprnbkoBaa nHbeKLnA

Mapa3suTbl

Pukketcumn

UpavonaTtnyeckunia (8%)
TUH c ysenTtom (5%)
Capkounpgos (1%)
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Ta6nuua 7.2. MprunHbl pa3BuTUa XpoHuyeckoro TUH

CuncremHble
3aboneBaHusA

CKB

CuHppom LWerpeHa
MocTTpaHcnnaHTaLMOHHasA NoYka
KprornobynuHemms

CuHppom lyanacuepa
IgA-HedponaTna

Amunongos

Yponatun

Pedniokc-HedpponaTua
O6CTPYyKTUBHAA yponatua

FemaTonoruue-
CKune 3aboneBa-
HUA

CepnoBUAHO-KNETOYHaa aHeMmns
MHoxecTBeHHaA Mrenoma
JNliumdonponndepatusHble 3aboneBaHUs
AnnacTuyeckas aHemma

HacnepcrtBeHHble

Monukncros noyek

3aboneBaHus HacnepctBeHHbIN HeppuT
noyek HedppoHodTn3 DaHKoHM
ly6yaTas noyka
JHAeMunyecKasa bankaHckas HedponaTua
HedponaTua Snugemuyeckas HepponaTus
JleKapcTBeHHble | AHTMOVOTUKYM, NPOTUBOBUPYCHbIE NpenapaThbl
cpepcTBa HMBC
Aunypetnkn
AHTUrMNEpTOHNYecKme cpeacTtsa (MAMD, aHTaroHNCTbI KanbLuua)
H,-6nokaTopbl
NHrM6rTopbl NPOTOHHOW NOMMbI
AHTV3NUNENTUYECKKE NpenaparTbl
LinTocTaTmkm (a3aTMonpuH, MHIMOUTOPbI KasbLMHEBPUHA, LUCMNa-
TUH)
AnnonypuHon
Nndekunn bakTepun
Bupycbi
lpnbkoBan nHbeKLUA
Mapa3suTbl
PukkeTtcunn
MwikobakTepun
Conu Taxenbix CBuHel
MeTannos Kagmun
PTyTb
MeTtabonunueckne |[Mnepypukemuna-runepypukosypus
3aboneBaHus MMnepKanbuMeMua-runepKanbLuypus

lMnepokcanypusa
[Mnokanvemus
LnctmHo3

Upnonatnuecknin (8%)

TUH c ysentom

349
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Ta6bnuua 7.2 (okoHuYaHue)

FpaHynemartos- Capkongos
Hble 3a6onesa- Tyb6epkynes
HUA [paHynematos BereHepa

[paHynemato3Hbin TUH

neKapCTBeHHble TpaBbl

Mpoune Backynutbl

Hedpocknepos
Atepoambonuyeckue 3abonesaHun
PagmauunoHHbI HedppuT
CaxapHblin frabet

Ty6ynonatuu

lMamoezeHes

Pa3znooOpasue stuonornyeckux ¢axropoB nenaer naroreHes TUH crioxHbIM
Y HEOIHO3HAYHBIM.

V3MeHeHns B MIHTEPCTUIINN MIpaKTHYecKu pu Beex popmax TUH xapakrepu-
3yrorcst uHbuIbTparuent T-mumdonuTamMu, 94To NpeAnoIaracT IMMYHOOIIOCPE-
JIOBaHHBIC MEXaHU3MBI TOBPEXKICHHUS. DTH MEXaHU3MBI OYE€BHIHO BaXKHBI U IIPH
MCXOTHOM ITOBPEXICHUH KaHaJIbLIEB, U P YCYTyOJIeHHN PoLecca, BHI3BAHHOTO
KaK UMMYHHBIMH, TaK 1 HEHMMYHHBIMH (akTopaMu. DKCIIEpHMEHTaJIbHbIC
mozen TUH noka3sIBaroT, 4TO akTHBAIMS KaK KJIETOYHOTO, TAK ¥ TyMOPAJIbHOTO
MMMYHUTETA BBI3BIBAET NOBPEXKICHNE TIOUKH.

HcToprdeckn IMEHHO pEAKIMK KJIIETOYHOTO UMMYHHUTETA CUUTAIIUCH OCHOB-
HbIM mnaroreHetuyeckuM MmexanusmoM TUH. JlokazarenbcTBO yuyacTus Kie-
TOYHO-OIIOCPEIOBaHHBIX peakuuil B narorenese THH y denoBeka ocHOBaHO
Ha aKTUBALUHM i1 VIVo | in vitro TMMQOIUTOB, BBIJIETICHHBIX y OONBHBIX, OCIIE
9KCTIOHUPOBAHUSI CO CTICLM(UIECKUMH aHTUTeHaMH, HHUIMupyommmu THH.

Pexe BcTpeuaercs antutensHbii TUH. AHTHTENTa 0OBIYHO OTKIIAABIBAIOTCS
BIOJIb TYOYIISIpHOW 6a3abHOI MEMOpaHBI FITH 00pa3yloT IMMYHHBIE KOMILTEKCHI.
AmnTtuTena k TyOyaspHOil 6a3anbHOM MeMOpane (anTu-TBM aHTHTENa) BBISBIS-
I0TCsA 1IpU JekapcTBeHHOM THH, B 104€4HOM TpaHCIUIAHTATE B CIy4ae IIPUCYT-
CTBHSI B JOHOPCKOM OpPTaHE Uy>KEePOJHBIX aHTUTEHOB.

Iepsuunsiii THH ¢ "MMyHHBIME J€TIO3UTaMU BCTpedaeTcs peko. O4eBUaHO,
MMMYHHBIE KOMIUIEKCHI B TAKHX CIIydasx (OpMHUpYIOTCs in situ, mockoabKy LIMK
ocenany ObI B Kiryooukax. OOBIYHO, €CTI UMMYHHBIE KOMITIEKCHI 0OHapyKHBa-
IOTCS] B UHTEPCTHUIINH, OHH €CTh U B KIIyOOUKax.

AHTHUTeHBI, IPEe3eHTUPYyEMble UIMMYHHOI cHCTeMe, MOTYT IPOUCXOIUTH
13 KJIETOK MOYKH WIXM UMETh BHEIIOUYEUHOE NporcxoxkaeHue. Knerku kananbues
1 UHTEPCTHLMS, 3 0COOCHHO KIIETKU SMUTENHS KaHaJbIIEB, MOTYT UMETh CBOM-
CTBa aHTHUreHa. Kpome TOro, HCTOUHMKOM MECTHBIX aHTHUTE€HOB MOXKET CTaThb
6enox Tamma—Xopcdanna, Wi ypoMOIYIHH, — ITHKOIIPOTENH, CHHTE3UPYEMBIT
SIUTEINAIBHBIME KJICTKAMH BOCXOJIAIIEro KojieHa metiu [ensne. BHenoueunsie
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AQHTUTEHBI MOTYT NPUCYTCTBOBATh B MHTEPCTUIIMH CaMH T10 ceOe UM B COCTaBe
UMMYHHBIX KOMITJIEKCOB. AHTUTCHBI JIEKAPCTBEHHBIX MIPENapaToB (IEHUIMILINH,
1edanocnopruHbl, PEHUTONH) COSUHSIOTCS C aHTUTEIAMH M KJIIETKaMH BOCIIa-
JICHUS, KOTOPble HHUIMUPYIOT BOCTIAJIUTEIBHBIH ITpoIiecc.

CoObITHSI, B pe3ysibTare KOTOPHIX pa3BuBaercst MHGwIbTpanus T-kineTkaMu
1 OTKJIAJIBIBAIOTCS CHIENN(HUECKIE aHTUTENIA HIIH UIMMYHHBIE KOMITJIEKCHI, CTH-
MYJIUPYIOT BBICBOOOXKAEHHE IUTOKMHOB M NPOTEa3 U3 T-KIETOK, MPHUBICICHHUE
1 aKTHBALMIO HECTEeUN(UISCKUX KICTOK MMMYHHOH cHCTeMBI (Makpodaros
M 303MHO(DMUIIOB) M aKTHBAIIMIO KaCKa/la KOMIUIEMEHTA.

Pasputne nmocrungpexunonnoro TUH cBs3aHo ¢ BO3AEHCTBHEM TOKCHHOB
MHUKPOOPIaHU3MOB M MX aHTUTE€HOB Ha JHAOTEIMH KaMWLIIPOB MHTEPCTHIHA
n 0a3anbHyI0 MeMOpaHy KaHAJIBIEB. JTO NMPHUBOAUT K HEIIOCPEACTBEHHOMY
MOBPEKACHUIO KIIETOK, ITOBBIIICHUIO MPOHUIIAEMOCTH KalMJUIIPOB, BKIFOUC-
HUIO Hecrenuduyeckux (akTopoB BocnaneHus. Kpome HEMocpeacTBEHHOTO
TOKCHYECKOTO BO3/IEHCTBHS Pa3BUBACTCS UMMYHOJIOTHYECKH OIIOCPETOBAHHOE
MOBPEXXICHUE YHOTENINSA U KaHAJbLEB.

XUMHYECKUE BEIECTBA, COIU TSKEIBIX METAJJIOB, JIEKAPCTBEHHBIE IIpe-
napaTsl, YMUMHUHUPYSICH MOYKaMHU, MOTYT TaKXe OKa3bIBaTh MPSIMOE MOBPEXK-
Jaronee AeficTBUE Ha SMUTENHH KaHanbieB. OHAKO OCHOBHOE 3HAYEHHE JUIA
(bopMupOBaHUA U MOAJEP)KAHUS BOCIAIECHHS, OCOOCHHO NPH JIEKAPCTBEHHOM
THH, umeer pa3BUTHE UMMYHHBIX PEaKLUil, IPU KOTOPBIX JEKAPCTBEHHbIE
IIpenapaTsl UTparoT pojb AJUIEPreHOB UM ranteHoB. Kpome Toro, kK pa3BUTHIO
IgE-onocpenoBannoro TUH criocoOHBI TPUBOIUTE HEKOTOPHIE JIEKAPCTBEHHBIE
cpezcTBa:

* TOJyCHHTETHYECKHE TIEHUIMIINHBI;

* cynb(haHUIAMUIEL,

* pupaMITUIHH;

* auypeTukH (0cOOEHHO THA3UBL, PypoceMun);

* aJUIONypUHO;

* a3aTHONpUH;

* AHTHUIIHPUH,

* MIPOTHBOCYIOPOXKHEIE cpeacTBa (0cOOCHHO (PEHUTONH);

* IpernapaTsl 30J10Ta;

* (heHMIIOYTA30H.

[Tpu mepBUYHBIX ¥ BTOPUYHBIX AUCMETA00IMYECKNX HEPPOTIATHsIX, B TIEPBYIO
odepeb P HapyIIeHUH 0OMEHa ITypPHHOB U IIIABEJIEBON KHUCIIOTHI, IPOUCXOHUT
HaKOIIJICHHE KPUCTAIJIOB B KJIETKAX KaHAJIBIIEB U WHTEPCTHLINH, ITOBPEXKICHHE
3THX CTPYKTYp 3@ CUET MPsIMOTO MEXaHHMYECKOTO NEeHCTBUS COJNEH, akTHBa-
uuK QarounTo3a U BbIICICHUS MakpodaramMu M HEHTpodUIIaMH MEINaTopoB
BOCMajeHusl. B nanpHelIeM MOXeT pPa3BUTHCS KJIETOYHAsh CEHCHOMIIM3ALUs
K aHTUT€HaM IIETOYHOM KaeMKHU AIUTENNS KaHAJIbIEB U HHTEPCTULIUS, a TaKXKe
K aHTUTeHaM 0a3alibHOI MeMOpaHbI KaHAJIBIIEB.

Paspurne TUH nipu au3sMOpHoOTreHe3e TOYEeIHON TKAaHH CBSI3aHO C HE3pEeTo-
CTBIO U U3MEHEHHEM CTPYKTYPHI KaHAJBIEB, TEMOANHAMUYECKUMH HapyIICHH-
SIMH, BO3MOYKHOW U3MEHEHHOH CIEM(DPUIHOCTBIO CTPYKTYPHBIX OCITKOB KIIETOK
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KaHaJbIIEB U UX 0a3albHOM MEMOpaHbI, C OIXHON CTOPOHBI, W TMApIUATBHBIMA
MMMYHHBIMH HapyIUIEHUSIMU — C APYTOH.

BripaskeHHbIE H3MEHEHHS KPOBO- U JIUM(POOOpAICHUs, pa3BUBAIOIIHECS KaK
octpo (10K, komtanc, IBC-cuHapoM u ip.), Tak ¥ XpOHUUECKH (P pa3InuHbIX
AHOMAJIMSIX Pa3BUTHS), HAPYIIECHUS YPOIMHAMUKH CHOCOOCTBYIOT Pa3BUTHIO
THIIOKCHYECKOW TUCTPOGHN U aTpo(uH KJIETOK KaHAJIBIEB M 9HJOTENHUS COCY/IOB,
aKTHBaIUU Makpogaro u GpuOpoOIaCTOB, YTO MOXKET MPUBOAUTH K PA3BUTHUIO
ayTOMMMYHHBIX ITPOIIECCOB.

Takum 06pa3zoM, Ipu BCeM MHOTO00pa3ny IPUUHH, Jiexkanux B ocHoe TUH,
B €r0 MaTOreHe3e HECOMHEHHO Y4acTHe UMMYHHBIX MEXaHU3MOB, IUPKYIATOP-
HBIX HapylIeHUH, MeMOPaHONAaTOIOTHYECKHX ITPOIIECCOB.

HNMMmyHHOE BOoCHasieHHe MPUBOJUT K MOBBIIIEHUIO COCYAUCTON MPOHULAE-
MOCTH, CTa3y, Pa3BUTHIO MHTEPCTHLHAILHOTO OTEKa, KOTOPBIH CIIOCOOCTBYET
C/IaBJICHUIO KaHAJBIIEB MIOYEK U COCYJOB. B pesynbrare moBbIIacTCss BHYTPH-
KaHAJIBIIEBOE JaBJICHHUE, YCYTYOISIIOTCS reMOIUHAMU4eckue HapymeHus. [lpu
BBIpa)KEHHBIX HApyIICHUAX reMoauHaMuKy cHxkaercs CK®, noBeiaercs ypo-
BEHb KpeaTHMHUHA U MOYEBHHBI B KpoBU. ClaBlieHNe KaHAIBIEB U HapyIlleHHE
TeMOJMHAMUKHN MPHUBOIAT K AUCTPOPHU SMUTENHs M HapylieHHIo (QyHKIHN
KaHaJbIIEB, B TIEPBYIO OUEpe/lb K CHIKEHHIO peabCcopOIMy BOIBI C Pa3BUTHEM
TIOINYPUH ¥ TUTIOCTEHYPHH, & B JATBHEHIIIEM — K 3JIEKTPOIUTHBIM HapyIICHUSM,
KaHAJIBI[EBOMY alli103y U Ap. [Ipu BEIpayKeHHOM UIIEMUU BO3MOXKHO pPa3BUTHE
NaNWUIIPHOIO HEKPO3a ¢ MACCUBHOU I'€éMaTypHEH.

SIBneHnst HeCTaOMIBHOCTH KJIETOYHBIX MEMOpaH M aKTHUBALUH IPOLIECCOB
TIEPEKUCHOTO OKHMCIICHUS JMITUIOB IUTOMEMOpaH BBIPAXXEHBI B TOM MM MHOU
crerienu ripu TYH nroboro renesa. OnHako HanOobIIee 3HAYCHHE OHU ITPHOO-
peratot npu TUH, pa3BuBmeMcs BeiaecTBHE HapyIIeHsI oOOMeHa BemiecTs. [Ipu
3TOM B OOJBIIMHCTBE CIy4acB MMEHHO MEpPBHYHAS HECTAOMIBHOCTh MeMOpaH
KaHaJIbLIEBOTO SMUTENHS ABJISIETCS OHON U3 IPUYMH KpUCTaJuTypHu. Benenctue
TeHETUYECKOM MpeApacloNoKEHHOCTH UIH TOKCHYECKOrO U THIOKCHYECKOTo
BO3JICHCTBHUS HAPYIIAIOTCS IPOLIECCHI NEPEKUCHOTO OKHUCIICHHUS JINITHIOB € 00pa-
30BaHHEM CBOOO/IHBIX PAANKAIIOB, TOKCHUECKHX (POPM KHCIOPO/A, ITO IPUBOIUT
K HAaKOIUIEHHIO BTOPHYHBIX TOKCHYECKUX MPOLYKTOB MEPEKUCHOTO OKHCIICHHS
JUMHOB, B YaCTHOCTH MAJIOHOBOTO AMajbaeruaa. [lapannensHo ¢ akTuBarue
MPOLIECCOB MEPEKUCHOT0 OkuciieHus aunuaoB npu THH ormeudaercs cHuxe-
HUE JIeHcTBUS PepMEHTOB aHTHOKCHUAAHTHBIX 3allUTHBIX CUCTEM, B TOM YHCIIE
CYNEPOKCHIAUCMYTa3bl, AKTUBHOCTh KOTOPOM MOMKET CHHXKATHCS J0 YEThIpEX
pa3. AKTHBHOE TeueHHEe CBOOOIHOPAIUKAIBHBIX PEaKIi Ha MeMOpaHax Kile-
TOK B YCJOBHUSIX CHIDKCHHS aHTHOKCHIAHTHOHM 3aIlUTHl MPUBOAWUT K KaHAJb-
[IEBOM MEMOpaHOIIaTHH, KICTOUHOW NECTPYKIIUH, BTOPUYHON KPHCTaJLTypHH.
Mexanusmebl pazsutust TUH 060011eHb1 B ipencTaBieHHoin cxeme (puc. 7.1).

Mopdonozus

I'ncronormueckn TUH xapakTepusyeTcs BOCTIAJICHHEM H TIOBPEKICHUEM CTPYK-
TYp KaHAJIbIIEB IPH CPABHUTEIBEHO CKYIHBIX N3MEHEHHAX KIIyOOUKOB U COCYIIOB.
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[JencTuBre NPMYNHHO-3HaUUMbIX GpaKTOPOB
o JIeKapCTBEHHbIX, XUMUYEeCKUX, ® TMNOVMMYHHbIX COCTOSIHUN

6enKoBbIX, I/1H¢eKL|VIOHHbIX AHTUreHoB .
e runonnactnyeckon

® BPOXAEHHbIX N HaCNe4CTBEHHbIX Ancnnasmm noyvyek
HapyLLIeHMI;I CTabunbHOCTU

. .
KNeToYHbIX MeMﬁpaH HapyLerun obmeHa

MOUYEBOW U LaBeNeBon KUCNOT

HapyLeHue snumuHnpytowien
dyHKUMK MakpodaranbHo-
daroumnTupytoLein cuctembl

! ! l

MNospexnaeHune 6a3zanbHbIx
MembpaH KaHanbLes HapyLueHme A
P ! NMMYHOJTIOrM4eCKoro KOHTpoA KTMBaLna
coeaviHeHMe c 6enkamy  [— meanaTtopos

3a TeyeHnem

nnpespalieHne
pespauy BOCMNanuTesIibHOro npouecca Bocnanexna
B MOJIHbI€ aHTUTEHbI

l

O6pa303aH|/|e WMMYHHbIX KOMIMJIEKCOB, LIUPKYNALNA X B KOOBEHOCHOM pycne,
¢I/IKCaL|I/IFI Ha MEM6paHe KaHanbues n Kﬂy60LIK0B noyek

l

Pa3BuTUeE MHTEPCTULMANBHON, KNETOUYHOW 1 COCYANCTON peakLun
B BUI€ KNETOUHOW MHOUNBTPaLMM MHTEPCTALWSA, ANCTPOGUN
1 aTpodun INNTENNA MOYEUHBIX KaHaNbLEB 1 COCYA0B

l

KnuHnyeckasa KapTuHa MHTEPCTULIMANBHOTO Hed)pI/lTa

MocTynneHne B KPOBb  <—
TOKCUYECKUX BeLecT [

Hakonnexve B KpoBU
OKCanatoB 1 ypaTtoB

Puc. 7.1. Cxema natoreHesa TVH (Bo3uaHos A.®., MangarnHuk B.I. n ap., 2002).

ITpu octpom THUH HanGonee BbIpakeHbI MPU3HAKH SKCCYIaTHBHOTO BOCIIA-
JICHUs: OTeK MHTEPCTUIMS, oyaroBast win aud¢dysHas tumdorucruonurapHasi,
TUIa3MOLUTApHAsI UM 203uHO(MIbHAst nHusTpanus. Kiletounslit nHGUIBTpAT,
M3HAYaJIbHO PacIoaralomuiics NepuBacKyIsIpHO, IPOHUKAET B MEXKaHAIIbIIC-
BbI€ IIPOCTPAHCTBA M pa3pymraeT HeppouuTsl. [IoMuMo HEKpo3a oTMedaroTcs
MPU3HAKH JUCTPO(QHN KaHAJBLEB: YIUIONIEHUE SIHUTENNUS, BIJIOTH O MONHON
arpo¢uu, yTONIIEHUE, UHOTIA JBYXKOHTYPHOCTh 0a3anbHOW MEeMOpaHbl, pa3-
pbIBBI 0a3anbHOIT MeMOpanbl. Kimybouku ipu octpom THUH, kak npaBuiio, MHTaK-
THBI (pUC. 7.2, cM. Y8. 8KIL.).
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IIpu xporndeckom teuernn TYH B Mopdonorniyeckoif kKapTuHe Ha TEPBBIN
IUTaH BBICTYIAIOT IPU3HAKK Mponu(epanny COSTUHUTENBHON TKaHU Ha (oHe
TyOyasipHOM aTpoduu ¢ pa3sBUTHEM MEPUTYOY/SIpHOTO (HHUOPO3a U YTOJIICHHS
0azanbHBIX MEMOpaH KaHaJIbLIEB, IEPUBACKYIISIPHOTO CKJIEpO3a, CKIIepo3a Iovyed-
HBIX COCOYKOB, THAJIMHHU3AIMH TiIoMepyll. KiieTouHblii HHOUIBTPAT MpeacTaB-
JIeH B OCHOBHOM aKTHBHUPOBAaHHBIMHU JIMM(OIUTAMH U Makpogaramu (puc. 7.3,
CM. Y8. 8KIL.).

HmmyHOdmyopecieHTHOE HCcCleIoBaHNe BRISBISIET Ha 0a3anbpHOM MeMOpane
KaHAaJIbIIEB JIMHEIHbIE (AHTUTEIBHBIE) WIIH TPaHyJIIPHbIC (MMMYHOKOMIUIEKCHBIE)
neno3uthsl Ig (IgG, IgE, mpu octpom TUH — IgM) u C3 KOMIOHEHT KOMILIe-
MEHTa.

Knaccugpukayus

Knaccuduxanns TUH yunTeIBaeT 3THONATOTCHETUYECKUI BapHAHT, CTAIHIO,
CTCIICHb AKTUBHOCTHU, XapaKTECp TCUCHUA 3a00JIeBaHus U Q)yHKHI/IOHaJ'H)HOG
COCTOSIHUE MOYeK (Tabm. 7.3).

Tabnuua 7.3. Knaccndoukauna TUH y peten

TeueHne n KNUHNYe- Cragun OyHKuMA

®opmbl TUH
cKue Gpopmbli 3aboneBaHusa novyek

MepBryHbIN: OcTpoe: AKTMBHas Bbe3 OlMN

HacnefCTBEHHble 3abone-
BaHVA Moyvek;
3HAeMMnYecKne Hedppo-
naTuu;

meTabonunyeckune Ha-
pyLeHus;

npouue

. I/I3OJ'IVIpOBaHHbIﬁ

MOYEBOW CMHAPOM;

* MOJIHbIV UK He-

MOJIHbIV CUHAPOM
DaHKoHY;

* M30nmMpoBaHHaA

nonuypws

+ JleKapCTBEHHbI; + ocTpoHedpuTnye- | HenonHasa Cragum OMn
* UHOEKUMOHHDIN (B TOM CKUIN CUHAPOM; peKkoHBanec-

yncne nuenoHedpwur); . onm; LeHyma
« TOKCUYECKMI (CONn TaXKe- |+ MN30NMPOBaHHbBIN PekoHBanec-

NbIX METaNNoB); MOUYEBOW CMHAPOM; | LieHumA
*  npguonaTnyeckun; + MOJIHbIN NN He-
+ TWH c yBeutom; MOJIHbIA CUHOPOM
« TVH, Bbi3BaHHbIN NeKap- ®aHKoHY;

CTBEHHbIMY TPaBamMu + M30/1MpOBaHHaA

nonuypusa

BropuuHblii: XpoHuyeckoe: O6ocTpeHune Cragun OIM
* CUCTEMHble 3a601€BaHNA; |+ XpOHUUYECKUIA YactnyHas Craguu XBIM
* yponaruiw; HedpUTNUeCKNi UK NonHas
*« remartosiormyeckue 3a- CUHAPOM; pemuccua

6oneBaHuA;
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KnuHuyeckaa kapmuHa

Kmuanueckas kaptura TUH nHecnenum¢wnyHa, HHOTAAa MaJOCHMIITOMHA, YTO
ompenenseT TPYIHOCTH ero AUAarHOCTHUKH (Tabi. 7.4).

JIro0oii u3 BaprantoB TUH MoxeT UMETh OCTpO€ MM XPOHHYECKOE Teue-
nHue. OcTpoe TeuyeHHe XapaKTepHu3yeTcsl YeTKO OYEepPUCHHBIM HavyajioM 3a0o0-
JIeBaHUsI, IPKOH KIIMHWYECKONH KapTHMHOW M Halle BCEro ObICTPHIM OOpaTHBIM
pa3BUTHEM, BOCCTAHOBICHHUEM CTPYKTYPbHI KaHAJBIEB W MMOYCUHBIX (PYyHKIUH.
Yacrora octporo TUH MoxeT HeTOOIICHUBAThCS M3-3a TOTO, YTO MHOTHE O0JTb-
HBIE BBI3[JOPABIMBAIOT CIIOHTAHHO M JTUarHO3 HE MOATBEpXKIaeTcsi Ouorcuen
nouku. OcTpoe TeueHne Haubosee XapakTepHO Ul TOKCUKO-aJlJIepruiecKoro,
noctBUpycHoro n ayroummynHoro THH. OObsrqHO 3a001€BaHNe MPOSIBISETCS
Ha 2-3-i1 IeHb BO3ICHCTBUS ITHOIOTHICCKHX (HaKTOPOB. TSKECTh TOBPEKICHHS
MIOYEK BapbUPYET OT OECCHMIITOMHBIX W3MEHEHHH B MOYE O HEOJIHMTypHdUe-
ckoro mwm onurypudeckoro OIIIl. Hecnermduueckass kIuHWYECKass KapTHHA
octporo THH nomuepkuBaeT HEOOXOAUMOCTh OUOICHH IS TIOCTAHOBKH U~
THO3a B CJIOKHBIX cilydasix. IHorna npu nekapcrsenHoM THH MoryTt otmeuarscst
CUCTEMHBIE ITPOSIBIICHUSI PEAKLIUU THIIEPIYBCTBUTEIBHOCTH — TMXOPAJKa, ChIIb,
aprpanrud. Cpllb MOXET OBITh ISTHUCTO-TAIYJIE3HOM, KOPEernogoOHOH, ypTH-
kaproii. Octpsrit TUH, acconumpoBaHHBIN ¢ HHPEKIIUAMU, MOXKET COYETAThCS
C BHETOYEUHBIMH TIPOSIBICHUSIMU 3a00JI€BaHUS — JMXOPAAKOH, (hapUHTUTOM,
cpIsiMUA. MOTyT BCTpeyarhbCs Takue Hecreln(uuecKue xaao0bl, KaKk yTomJsie-
MOCTb, aHOPEKCHS, CHIDKEHHE MAcChl TeJla, TOIIHOTa, PBOTA, OO B MOSCHUIIE
W Makporematypus. | MIiepTeH3us 1 OTeKH HaOIIOAAI0TCS PEAKO.

Xpounueckuit TUH ominyaer, kak npaBuiio, MalTOCUMITOMHOE TEUEHUE, XOTSI
B aKTMBHOW CTaauM HaOMIOJArOTCs MPHU3HAKN MHTOKCHKAIMH, OO B KHBOTE
1 TOSCHUYHON obOnmacTu. 3aboiieBaHNE MPOTPECCUPYET MEMJIEHHO, C Pa3BH-
THEM aHEeMHH U YMEPEHHOH TabniIbHOM runepTeH3ud. Y OOJBHBIX OTMEUAIOTCS
Hecneunguueckue nposipineHust XITH — cnabocth U yTOMIISIEMOCTD, Kaxaa
U MOIMYpHUs, OTCTaBaHHE B POCTE, U3MEHEHUS] KOCTHOU cUCTeMBl. Bo3MoxHa

Ta6bnuua 7.4. KnuHnko-nabopatopHble npusHaku TUH y peten (Bo3naHos A.O.,
MaiigaHHuk B.I., 2002)

KnuHnuyeckmne JlabopaTopHbie QDyHKUNOHaNbHble

npusHaKn N3MEeHeHUA HapylieHusa
bonb B XunBote Yeennuenune CO3 AuncdyHKUMA KaHanbLeB:
PBoTa, aHopekcua AHemna « [MKO3ypus;
YTtomnaemocTb Jlenkouuntos + aMMHoAUMAypUs;
YMeHblUeHne Macchbl Tena So3nHodunma - dochatypus;
JNluxopagka MoueBoii cuHapom: + MOYeyYHbI TyOynApHbIN
Cbinb + rematypws; aumnpos;
ApTponaTtus + NPOTENHYpUS; « 130(rnno)cTeHypus;

« JNlenkounTypus; CHWKeHne Kny6oUuKoBOM

+ 203uHOdUNYpUS;
« LUNnHApYpus

dunsrpaumm
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apTeprasibHas THIIepTEH3H. YacTo eANHCTBEHHBIM KIIMHUYECKUM MPOSIBIICHIEM
ObIBaeT 3agepkka pocra. Onurypust y 6oipHBIX ¢ XxporndeckuM TUH ve Habiro-
JlaeTCsl BIUIOTh 10 TepMuHaIbHOM XITH, HanpoTuB, XapakrepHa MOJINYpHUsL.

Ocobas popma xporndeckoro TUH — TUH ¢ yseurom, onucannas B 1975 .,
Yarie BCTPEYaeTcsl y JIUII JKEHCKOTO I10J1a B IIOJJPOCTKOBOM Bo3pacTe. CoueTaHue
TIepeTHETO, pexe 3a/iHeTo yBenuTa ¢ npusHakamu THH u rpanynemsl B KOCTHOM
Mo3re BBLAETAET 3Ty (opmy cpenm apyrux. B marorenese 3aboneBaHus pac-
CMaTPHUBAIOT BEAYILYIO POJIb AyTOMMMYHHBIX MEXaHI3MOB, KOTOPBIE AKTUBHU3H-
PYIOTCS TIPH UCTIONB30BAaHUU HEKOTOPHIX aHTHOAKTEPHUANIBHBIX IPEapaToB WK
npu nHdekuusx. Y 00JbHBIX 4acTo oOHapyxkuBatoT AH®, peBmaronubiii ak-
Top, AHIIA n antuTena k xapauonunuHam. KiHndecku 3aboneBaHie Xxapak-
Tepu3yeTcsl MosBICHHEM (DeOPMIIBHON TeMITepaTyphl, CHIDKCHHEM allleTHTa,
MOXy/laHWEM, aCTeHUEH, OOJIIMH B KHMBOTE, apTPANTUIMHA H MUAITHAMH. Pexe
HaOJIONAIOTCS TONOBHAS 00Jb, TONMHYpPHsS, TUM(aJCHOIATHI, OTEKA U CHIIb.
VYBeut ManugecTupyer OOISIMU B IM1a3aX U MOKPACHEHHEM, CHHIKEHHEM 3PEHHUs
u porodobueli 3a1051r0 10 BOBJIEUEHHS B ITPOLIECC ITOYEK.

JuazHocmuka

W3menennss B modye npu THH Becbma pa3zHooOpa3Hbl. YacTo BCTpedaeTcs
MHKpPOTEMaTypHs, HHOTZAa — MaKporeMaTypusl 1 abakTepHuaibHas JICHKOLUTY-
pusi. Y 6onbumHcTBa 60nbHBIX TUH npotenHypus HeOObIIas MM yMepeHHast
(menee 1 r/cyt.). Beipaxxennas nporeunypus mis TUH werunuyna, HO MOXeET
BCTpeYaThCsl MPU HEKOTOPBIX JIEKApCTBEHHBIX (opMmax 3aboieBaHus (MHIYLH-
posannbsix HIIBC, mpenaparamu JuTHS, aMOUIMUIMHOM, PUM(AMITAIITHOM).
MHUKpOCKOTIHS OcCa/lka MOYH MOKA3bIBAaCT HAIMYUE TPAHYISPHBIX, THATNHOBBIX
¥ JIEUKONUTAPHBIX WIHHAPOB. DpuTpounTapHsle mumHAps! npu TUH BcTpe-
YarTCs peaKo. Do3uHoGuIypust (B ocamke Mouu Oosee 1% 303uHOGUIIOB) BO3-
MOKHA [PU OCTPOM JiekapcTBeHHoM THH.

IIpu octpom TUH nepenko ormeuaercst cHmkeHne CK® ¢ noBeleHneM
MOYEBHHBI U KPeaTHHUHA CBIBOPOTKH KPOBHU BILIOTH 10 pa3sutus OITH. V psga
MIAIIMEHTOB MOXKET HAOIIOAAThCsl ONMUTYPHS, OJHAKO OoJee XapaKTepHa HEOJH-
rypmaeckas OITH. ITpu xporndeckom THUH xirybodukoBast GMIBTpAIHs TOITO
OCTaeTCsl COXpaHHOM. MoueBHHAa U KpPEaTHMHHMH IOBBIILIAIOTCS Ha MOCIEOHER
CTaauu 3a00JIeBaHus, KOTJa Pa3BUBACTCS CPUIIIOMEPY/ISPHBIA GHOPO3 U TI10-
OanbpHBIA TIIOMepynockiepo3. Y Bcex OonbHbIXx TUH oTmeuaercs: HapyieHne
KOHLIEHTPUPOBAHUS MOYU.

Ocnosuslie npu3Haky THH — noBpexaenue TyOyIsipHOTO SIUTENHS U OHOXH-
MHYECKNE HaPYIICHNs, KOTOPbIE OOHAPY>KUBAIOTCS y OOJIBHBIX I MOT'YT OTPaXaTh
MTOBPEKACHHE TeX WIM UHBIX CETMEHTOB HE(ppOHa, BOBJICUCHHBIX B BOCTIAJIUTEIb-
HbII ipouecc (Tabu. 7.5). B nenom npu noBpexaeHNH KOPKOBOTO CJI0st OOJIbIIe
CTpaaloT NPOKCUMAJIbHBIE U JUCTAJbHbIE KaHAIbIbI, a MPU MOBPEXKIAECHUU
MO3TOBOTO cJI0sl — eist [ eHsie u coOuparenpHble TPyOOUuKH.

VYnprpasBykoBoe ucciemoBanue npu octpom THH oOBMHO mMOKa3bIBacT
MOYKH HOPMAJIbHOTO pa3Mepa MM yBEIWYEHHbIEC (B 3aBUCHMOCTH OT TSDKECTH
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Ta6bnuua 7.5. 3aBNCMMOCTb CYMMTOMOB MOBPEXAEHWUSA KaHasbLEB OT JIoKannsauum
nedekTa

CermeHTt @OYHKUNOHANbHDIN KnnHunuyeckune n nabopatopHbie

HedpoHa Aedekr NposABneHus
Mpokcumans- | HapyweHnne peabcopbuun | CuHapom MaHKoHM (rnkosypus + doc-
HbI KaHaney | rnoko3bl, pocdaToB, 6UKap- | paTypua + ammHoaumaypus), rmnoxnope-
60HaTOB, aMUHOKNCNOT MWYECKMI MeTabonnyecknin aunaos, nonu-
ypvis, runokanvemus, runopocdaremus

MNetnalenne | HapyweHue peabcopbuun | Monuypus/nonmanncus, noteps conein:
xnopuga HaTpus, Kanus, rMNoHaTPUeMmsA, rmnoKannemums, rmno-
MarHua MarHesvemus

OucTanbHblin | HapyweHune peabcopbumn | lMnepKanmemms, runepxaopeMmyeckuin
KaHaney, HaTPMA 1 HapyLeHVe cekpe- | MeTabonnyecKnin aumaos, noTepsa HaTpua
LUK Kanus, MOHOB BOJOPOAA

Cobupartenb- | HapyweHue peabcopbumn | CHApOM HecaxapHoro guabeta (nonu-
Hble TPY6OUKY | BOAbI ypUsA/NoNUANMICYs, TMNOCTeHYpPUs)

MHTEPCTHLHAIBHOTO BocniasieHus u oteka). B pexxume LIJIK He onpenenstores
MIPU3HAKY HapyIIEHHs BHYTPUapTEpHaIbHOTO KPOBOTOKA. MIMITyIbCcHasI JommIie-
pometpust y 30% G0nbHBIX 0OHAPYKMBAET CHIDKEHNE HHIEKCA PE3UCTCHTHOCTH
Ha ypOBHE MEXJI0JIeBOM U AyroBoit aprepuil. Y3 mouek y OONBHBIX C XPOHH-
yeckuM THUH B 50% BbIsBIsieT Hapymenne auddepeHMpoBKHA MapeHXUMBbI
Ha KOPKOBOE M MO3TOBOE BEIECTBO, Y 38% neTeil — MOBBIILIEHUE SXOT€HHOCTH
KOPKOBOTO CJIOS TI0YeK. Pe3ynbraThl HMITYIIbCHOM TONIIJIEPOMETPHH ITOKA3bIBAIOT
3HaYUTEIHHOE HapyIICHNE BHY TPHIIOUEIHOH reMOANHAMUKY HA YPOBHE yTOBOH
apTepHH.

Penrrenorpadust TpyOuaThix Koctei y 60bHbIX ¢ XxpoHuueckuM TUH BbisiB-
JSIeT TMPU3HAKK MOYEYHOH OCTeomucTpoduH, B ciiydae cuHApoMa DaHKOHU —
PaxuTONOA0OHBIE N3MEHEHHUS.

HecnemmduanocTs, Manasi BBIPAKEHHOCTh KIMHHUYECKHX IPOSBICHUH,
gacTo yareHTHOE Tedenne THH o0ycnoBIMBaOT TpyAHOCTH €TI0 INArHOCTHKH.
[TocranoBka nuarno3a xponmdeckoro TUH Tpebyer yuera Bcex aHaMHecTHYE-
CKHX, TCHEaIOTHIECKUX U KINHUKO-Ta00paTOPHBIX JAHHBIX, OHAKO B OONBIINH-
CTBE CIIy4aeB TOJBKO MOP(OJIOrHYecKoe UCCICAOBaHUE ITOYEYHOro Ouomnrara
MIO3BOJISIET TIOCTABUTH OKOHYATEIIbHBIN TNarHo3.

JlaGoparopubiMu npu3Hakamu xpoHudeckoro THH c yBenToM sBIsitOTCS
OMoXMMHYECKHE MapKephl HECTIEN(HIECKOTO BOCIAJICHNS, A30TEMHUS 1 MTOBBI-
IIEHHE TIEYCHOYHBIX ()EPMEHTOB. B KIMHNYECKOM aHaIW3e KPOBH OTMEYACTCS
anemus1, yenuuenne COD. B anannze Moun onpeensercs MpoTenHypus, reMa-
Typusi, 203uHOpMITypHs. B OMOXUMHUECKOM aHAIU3€ MOYH OTMEUAFOTCS AJIEKTPO-
JIUTHBIC HAPYIIEHHMsI, CBOMCTBEHHBIE [yIsl TyOynonaruii. Mopdonornyeckn TUH
C YBEHTOM XapaKTEpU3yeTCsl HAJTMYMEM I'paHyJIeM B HHTEPCTUINAILHOM TKaHH.
JuddepeHnmanbHy0 THarHOCTHKY MPOBOIST C APYTUMH ayTOMMMYHHBIMH
3a00NICBaHUSIMU.
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HugpeperyuanbHas duazHocmuka

Huddepernnansayro nuarnoctuky TUH npoBomsT mpekae BCero ¢ reMarypu-
yeckoii popmoii I'H, nuenonedpurom, HacneACTBEHHBIM HEPPUTOM U IPYTUMHU
BPOJK/ICHHBIMU M IPHOOpETEHHBIMU Hedponarusmu (tadi. 7.6, 7.7).

Jleyerue

HonmmsTromormyneri Xapaktep TUH npeamnonaraer muddepeHipoBaHHbIH MO-
XOIl K €TO TePAIluy B Ka)KIOM KOHKPETHOM clTydae. TeM He MeHee MOKHO BblJIe-
auTh oOme npuHims! Tepaniu TUH, koTopble TOMKHBI Pe1yCcMaTpyuBarh:
* TpeKpallleHHe BIUSIHUS 3THOJIOTHYECKOTO (hakTopa (Xumudeckoro, Gpuzu-
YEeCKOro, MH(PEKIIMOHHOT0, ayTOUMMYHHOI'0, TOKCHKO-aJIJIEPIrHYECKOTO
W JIp.) HAa MHTEPCTHLNH MOYEYHOH TKaHH;
* OpPraHM3alMio OOLIETO M JBUTATEIBHOTO PEXMMOB, HAIPaBICHHBIX
Ha yMeHbIIeHHE (DYHKIIMOHAIbHON Harpy3Ky Ha TIOYCYHYIO TKaHb;
* PalMOHAJIBHYIO, MAMALLYI0 IUETOTEPANNIO, LENBIO KOTOPON ABIIAETCA
YMEHBIICHHE METa00INYeCKOM Harpy3KH Ha MOYEYHYIO TKaHb;
* JIMKBUJALMIO a0aKTepHUaIbHOTO BOCTIANIEHHS B IOYEYHON TKaHM;
* JINKBUJIAIMIO OOMEHHBIX HapyIICHHI;
* He()POIPOTEKTUBHYIO TEPAIHIO;
* BOCCTAHOBJICHHUE (DYHKIMHU TTOYEK.
Jleuenne TUH nomkHO BKIIIOYATH JIUTEIBHYH0 3TUOTPOIIHYIO, I1aTOTEHE-
TUYECKYI0 U CUMIITOMAaTU4ECKYIO Tepanuto. [Ipexpaliennue Bo3AeHCTBUS 3THO-

Ta6bnuua 7.6. lnddepeHumanbHaa anarHoctnka TMH n xpoHuyeckoro MM
(Makogeukasi IA., 1987; c uameHeHUAMM; UUT. No: Bo3maHos A.Q., MangaHHuK BT,
2002)
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Ta6bnuua 7.7. AnddepeHumanbHas gnarHoctmka TUH 1 HacneacTBeHHOro Hepputa
(no M.B.3pmaHy, 1997; c nsmerneHnamn)

MpusHak HacnepcTBeHHbll Hepput TUH
3aboneBaHNA Noyek Kak npaBwuno, ectb Penko
B CeMbe
CHuKeHune cnyxa y npo- YacTto ectb Het
6aHaa B cembe
AHoManuu 3peHua Ectby 20% Her

KnuHuyeckue NPpU3Hakn

BHewwHme comaTnyeckume
CTUrMbl M33MbpUOreHesa

bonb B Xneote, NPU3HaAKN
NHTOKCUKaUnWN, TMNOTEH3UA

Mopoku pa3suTuns, Nuesno-
3KTa3nn

Yacto

Mpw psage BapmaHTOB (An33m-
6puoreHes)

noyek no AaHHbImM Y3/

OTHocHTenbHas NyIoT- InutenbHo He cHMxaeTca | CHMXKeHa

HOCTb MOYM

lematypusa Mwukpo- n makporematypua | Mnkpo- n makporematypus
Neikouutypua Pepgko YacTo, abakTepuanbHas
YBenunueHve pasmepos Het Ectb

Mopdonoruveckue
JaHHble

N3meHeHna NBM, rnomepy-
NAPHbBIN 1 HedpocKNepo3

NHOunbTpaums nHtepctuLmn
numdo- n nnasmounTamu, Ty-
6ynspHan atpodus, dnbpos
1 py6Lbl B UHTEPCTULMUN

JIOTHYECKOTO (pakTopa B 3HAYUTEIHHOM CTEIIEHH CIIOCOOCTBYET peMHUCCHH 3200-
JeBaHus, a npu octpoM THH MoxeT npuBECTH K MOJIHOMY BbI3AOPOBIICHUIO.
[Tpu TUH nocTBUpyCHOTO reHes3a UCIOIb3YIOTCS PeKOMOMHAHTHBIE HHTEP-

MpusHak

I'H c rematypuen

TUH

Bo3moxHble npu-
YMHbI pPa3BUTKA

OcTpas n xpoHu-
Yyeckas CTpenTo-

MeTabonumueckme HapyLleHUs, MPUMEHeHVe
NeKapCTBEHHbIX MPenapaToB, OCTPas U XPOHW-

60ne3Hun KOKKOBasA NHoeK- | yeckasa BUpyCHaa nHbeKuma, ANCnnasms novek,
umA, BUpYyCHasn BaCKynApHble, pusnyeckune, anneprnyeckme
nHbeKkuma daKkTopbl

OTekn WmetoTca Het

[unepteH3una MpucoepguHaet- | MNpucoennHaeTca paHo (Npuy AUCMNIa3nmM NOYEK)

CA Ha No3aHNX
3Tanax

bonb B noAcHuue | Het Ectb

Jlnxopagka Het EcTb

AHopekcus, peoTa | Het Ectb

Makporematypusa | Mpwn o6ocTpeHun | BoamoxkHa
npouecca

MNpoTenHypusa Ectb HeBbicokasn

Mmuko3sypusa Het Bo3morkHa

(epousl, B yactHOCTH Brdepon (10 7 et — Budepon 150 000, crapiue 7 et —
Budgepon 500 000, mo 1 cBede pextanbHO 2 pa3a B JieHb B TeueHue 10 nHew,
3aTeM 4epes JAeHb B TeueHue 1-3 mec.) mwim [endepon.

[Ipu merabonmueckom Bapuante TUH HeoOXommMo coOMoneHHe COOTBET-
CTBYIOILIEH TUETHI U MUTHEBOTO PEKHIMA.

ITpu TUH, pa3BuBiuemMcs Ha (GoHE LUPKYIATOPHBIX M YPOIUHAMHUECKUX
HapylIeHHUH, HEOOXOIMMO COOJIOCHUE PEKUMA «UACTHIX» MOYEUCITYCKaHHH,
TIPY TTOBBIILICHHON ITOJBM>KHOCTH TIOUKH ITOKa3aHa jieueOHas Qu3KynbpTypa.

[Marorenernueckas repanus THH nomkHa OBITH HanpaBiieHa Ha CHI)KEHHE
1 JINKBUJIAIMIO a0aKTEPHaIbHOTO BOCHAJICHNUS, YMEHBIIIEHNUE THITOKCHUH 1T0YeY-
HOM TKaHH, KOPPEKIHIO HAPYIIEHUH MUKPOLUPKYIISIINHI, CHIDKCHUE aKTUBHOCTH
MIPOIIECCOB MEPEKUCHOTO OKHUCIICHHUS JIUITHUIOB U IIOBBIIICHNE aHTHOKCUIAHTHON
3aIIUTHI, CTAOMIM3ALUIO TOYEYHBIX TUTOMEMOpaH.

IIpu octpom TUH unu B ocTpslil nepuon xponundeckoro TUH Bo3moxHO
Ha3HauYeHHE NMPEAHN30I0HA B 1103¢ 0,5—2 MI/KT B JIeHb B YTPEHHHUE Yachl B TeUe-
aue 1014 gHeii, mHOTHA KypC JICYeHHS IPOIeBaIOT 10 3—4 Hex.

B kauecTBe MPOTHBOBOCTIANUTENIHLHOTO MpeNapara i aHTHOKCHJAHTA Ha3Hada-
©TCsI HApMUIWH, KOTOPBIA CHI)KAeT PacxXoJl SHAOTeHHOro BUuTamuHa E, ymyumaer
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Tabnuua 7.8. IncnaHcepHoe HabnogeHne getenn ¢ TUH (no M.B.3pmany, 1997)

MeponpuaTtus OCHOBHble 0CO6eHHOCTH
KpaTtHocTb MNepwnatp:

ocMmoTpa cne- Il cteneHb akTUBHOCTM — 2 pasa B MecAL
umManmctamm: | cTeneHb akTUBHOCTY — 1 pa3 B MecsL,

Pemuccna - 1 pa3 B 3-6 mec.

Hedponor - 2 pasa B rog.

JIOP-Bpay - 1 pa3 B rog.

Cromartonor - 2 pa3a B rog.

B cnyuae cHXeHUs noyeyHbix GyHKumin n XIMH:
Mepunatp - 1 pa3 B mecAy,

Hedponor - 1 pa3 B 2-3 mec.

Ocob6oe BHUMa-
Hye obpallaloT:

Ha obuiee coctosiHue

Hnypes

AL

OTHOCUTENbHYIO NIOTHOCTb MOYM
MoueBoin ocafiok

Kpuctannypuio

Mpw3Hakm MH

MeToabl uc-
cnefoBaHusA

« O6WWn aHanM3 MoYun:
— aKTMBHOCTb |-l cteneHn - 1 pa3 B 10-14 gHen
- pemucena - 1 pas B mecal,
+ Mpoba HeunnopeHko (Ambypxe) npu pemuccun — 1 pas B 3-5 mec.
« [loceB moun - 1 pa3 B rog
« [poba 3umHMLKOro — 2 pasa B rog
« CyToYHasA 3KCKpeLua oKcanaTos, ypaToB C Moo — 1-3 pasa B rog,
+ KnnHunyecknii aHanus Kposu — 1 pa3 B rog
« Bbroxmmunyecknii aHanns KpoBm (MOYeBMHA, KpeaTUHMH) — 1 pa3
B roa
« [loceB moun Ha BK npu xpoHnueckom TUIH — 1 pa3 B rog
» KoHTponbHoe o6cnepoBaHme Npu HapyLleHny GyHKLMU NoYek
(knyb6oukoBaa punbTpaLmaA, SKCKpeLra 3NeKTPoInToB, aLngoaMmMo-
HuoreHes, Y3, paguonsoTonHasa peHorpadua n gp.) B Hedpponoru-
YeCKOM CTaumnoHape ogHoro AHA — 1-2 pasa B rog

OcHoBHble NyTn
0370pOBNeHNA

Pexxnm

OneTa

TanHbI MeToA NledeHnsa (MeMbpaHOCTabUAM3MpYoLLas Tepanus,
NUPUAOKCUH, PETUHON, BUTaMUH E, oK1Cb MarHua, 3cceHumane), dputo-
Tepanus, pusmotepanms (CBY), nutbe MnuHepanbHbIX BOA

Mpu NHTEPKYPPEHTHDIX 3a60NeBaHMAX: NOCTENbHbIN PEXIM, 06Ub-
HOe NUTbe, aHTUTMCTaMUHHbIE NpenapaTbl, MeMOPaHOCTabMNN3NpPy-
1oLas Tepanus, OCTOPOXKHOCTb MPU Ha3HAYEHMM aHTONOTUKOB (1),
KOHTPOJIb aHaIM30B MOUU B e6I0Te 1 NPU BbI3LOPOBNIEHNN

JleyeHne B MECTHOM CaHATOPWMN UKW HA KypopTe
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Tabnuua 7.8 (okoHuyaHue)

MeponpusaTus OCHOBHbIe 0CO6eHHOCTYN

Kputepnmn 3¢- | CHATUe ¢ yueTa nocne TUH (TOKCKMKO-annepruyeckmin BapuaHT) uepes
$EKTMBHOCTYN 2 rofia nocsie o6cnenoBaHus B HEPOSIOrMyeckoM CTauroHape
ancnaHcepu- WK CTaLMoHape OfHOro AHA MPU OTCYTCTBUM »Kanob, Npu CTONKON
3aumn KNMHUKO-NabopaToOPHO PemMnCCcmm, COXPaHHbIX GYHKLMAX NMoYekK.
BonbHbIX € naTeEHTHLIM 11 BONTHOO6Pa3HbIM TeueHnem TUH 1 co cHuke-
HUeM napumnanbHbIX NoyeyHbix GyHKUMiA nocne octporo TUH c yueta
He CHUMaIOT 1 Npu AocTXeHnn 15 (18) neT nepenatot ana Habnwoge-
HMA BO B3POCJTYIO CETb

MHUKPOIUPKYISIHI0 (Oarogapsi CBOeMy aHTHKOATYJASHTHOMY JCHCTBHIO), CHH-
KaeT aKTHBHOCTb KaJUIMKPEUH-KMHUHOBOW cucTeMbl. HasHadaeTcst mapMuIuH
IIPU CTUXaHHUM BOCHANUTeNbHOro npornecca 1o 0,25 r 2—-3 pa3a B 1eHb B TeUeHHE
4-6 mec.

BaxneitmmM nanpasnennem B Tepanuu THH sBisiercst 6oppda ¢ BHYTpH-
MOYEYHOH TUIEPTEH3HEH, KOTOpas CIOCOOCTBYET Pa3BUTHIO CKIEPO3a W IPO-
IPECCUBHOMY CHIKEHHUIO MOUYeUHBIX (yHKOui. Ilpn 3TOM BHyTpHIOUedHas
THIEPTEeH3HUs B OOJNBIINHCTBE CIIy4aeB H3HAYAIBHO HE IPOSBIIIETCSA CHCTEMHBIM
nosbiienueM AJl. Hanbonee meficTBEHHBIM B 3TOM IUIAHE SIBIISCTCS Ha3HAYC-
Hue HAII®D, KoTopble HE TOJIBKO YIIYUIIAIOT BHYTPUIIOUYEUHYIO I€MOANHAMUKY,
HO U CHIKAIOT YPOBEHb POTEHHYPHH. DHATAIPII PEKOMEHTyeTCsl B Ha4aJIbHOU
nose 0,1 mr/kr/cyt. mpu orcyrctBuu Al IIpu pa3sutuu ATy 6onpaeIx TUH mo3a
mpemnapara mogoupaercss nHANBHIyadbHO 0,2—0,6 MI/KT/CyT. B 2 mipreMa, mpu
9TOM IIeJIb Bpada — JOOUTHCS Y peOeHKa CTONKOH HOPMOTOHHH.

B kadecTBe aHTHOKCHIAHTHONH M MeMOpaHOCTaOWIM3UPYIOLIEH Tepanuu
npumensitores perunon (1-1,5 mr/cyt.), Tokodepona auerar (1-1,5 Mr/kr/cyt.),
BetoposH (1 xaruts/rox sxu3Hu B | ipreM, HO He Ooiee 9 Karens B CyTKH) — B TeUe-
uue 3—4 "en. ExxeMecsanple 2-HeAeTbHBIC KYPCHl: BUTAMUH Bg (2—3 Mr/Kr/cyT.
B mepBoit moioBuHe aHsA), ButamMud A (1000 EJl/rox xu3uu B | mpuem), BuTa-
muH E (1 mr/kr B 1 npuem), okcun maraus (50-100 mr/cyt. B 2-3 mpuema).
Takoxe HazHauaeTcs 2% pactBop Kenaudona (3 mr/kr/cyt. 3a 30 MUH 70 €/1bI)
wm JTumedocdon (30-50 mr/kr/cyt.) Ha 3—4 Hen.

®duroTepamnust criocoOCTBYeT YIYUIIEHUIO YpO- U JTUMGPOANHAMHUKH, aKTH-
BH3ALMM PETECHEPATOPHBIX IPOIECCOB B KaHAJbIaX, CHIDKEHHIO YKCKPELNU
OKCaJIaToOB U YPaToB.

Cumnromarndeckas Tepanuss THUH nomkHa mpegycMarpuBaTh CaHAIHMIO
04aroB XpOHWYECKOIH MH(PEKINH, HOPMAIU3AIMIO MBIILIEYHOTO TOHYCa, BOCCTa-
HOBJICHHE (U3UUECKON padOTOCHOCOOHOCTH, yinydlleHHe (PyHKIMOHAIBHOTO
COCTOSIHUS KHIIIEYHHUKA.

B tabnuie 7.8 mpuBeneHa cxeMa ANCIIAHCEPHOTO HAOIIOACHUS TTeAnaTpude-
ckux nanuentos ¢ TUH.
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ﬂmcmeraﬁoumqecme Hed)ponawm
O.B.1llamoxuna, 1.M.Ocmanos

[Mox mucmerabonmyeckuMu (0OMEHHBIMH ) HE(POTIATUSIMU TOHUMAIOT OOJIBILYIO
rpymniy HepomnaTuii ¢ pa3IMYHON ITHOIOTHEH U ITAaTOreHe30M, 00beIMHEHHBIX
TEM, YTO MX PAa3BUTHE CBSI3aHO C HApyLICHUSIMHA OOMEHa.

[Tatomorus oOMena npuBoauT K pazsutiio TYH, Hepenko BEI3BIBacT HEPpO-

JUTHA3 WK He()POKATBINHO3.

Kon mo MKB-10:

E70 Hapymenns oOMeHa apoMaTHYeCKHX aMHHOKHCIIOT.

E71.1 [Ipyrue Buapl HapylleHHss oOMEHAa aMMHOKHCIIOT C Pa3BETBICHHOU

LIETIBIO.

E74 Jdpyrue HapymeHus oOMeHa yIIIEBOIOB.

E79 Hapymenus ooMeHa ImypHHOB ¥ IUPHUMHUIIHOB.

E83 Hapymenust MuHepaibHOTo 0OMeHa.

Knaccudukanms u repmuHonorus. Pasnuygaior:

* HacIJIEJCTBEHHO OOYCIIOBIEHHBIE OOMEHHBIC HedpomaTiu (epBUYHAS
THIIEPOKCATYpHsl, KCaHTHHYpHsi, cuaapoM Jlema—Huxena, nuctunypus,
He(pONaTHIeCKUH IIICTHHO3 U JIp.);

* BTOpHWYHBIE nHcMeTabonmueckrne Hedponaruu (OKCaTaTHO-KadbIlheBast
KpUCTalulypusi, yparHas Hedpomnarus, dpocdarypus, Hedponaruu npu
HapylIeHHH oOMeHa BUTAMUHOB, HE(POIIATUH, CBSI3aHHBIE C DJIEKTPOJIUT-
HBIMH HapyIICHHUSIMH).

Hedpomnaruu npu noBeIeHNN OMOCHHTE3a OKCAIATOB MOAPA3IeIISIOT:

* Ha [IepBUYHbIE THIICPOKCAIYPUH — OTHOCHTEIIBHO PEIKHE HACIECTBECHHBIC
3a0oseBaHus], OOyCIOBJICHHBIE OTCYTCTBHEM (DepPMEHTOB OOMEHA IJIHOK-
CHJIOBOM KHUCJIOTBI, YTO BBI3BIBAET PE3KOE YCHJICHHWE BHEIMOYEYHOro OMO-
CUHTE3a OKcanaroB (Taom. 7.9);

* BTOPHYHBIC THIIEPOKCATYPUH — COCTOSHHSI C YMEPEHHBIM IOBBHIIICHUEM
OMoCHHTE3a M SKCKPELMH OKCaJaTOB, HEIPEMEHHO CONPOBOXXKIAIOLINECS
OKCaJlaTHO- W/ (hochaTHO-KATIBIIMEBOI KPHCTAILUTypHCH, CHIDKCHIEM
CTaOMIM3UPYIOIIUX CBOMCTB MOYH.

MepBuUYHbIE rMNepoKcanypumn

ITepBuynas runepokcaaypus (0KCaao3) BKIOYAET 2 PEAKUX BHIa TCHETUYECKU
0OYCIIOBJIEHHBIX HapylIeHWH MeTabonn3Ma ITMOKCUIIOBOM KHCIIOTHI, KOTOpbIE
XapaKTepHU3yIOTCs PEIMIMBHPYIOMINM OKCajaTHO-KaJbIMEeBbBIM HedponnuTHa-
30M u pazsutueM XITH. OkcanaTHO-KalbIUEBbIE KPUCTAIIBI OTKJIAAbIBAIOTCS
BO BCEX TKaHSAX OPraHu3Ma, 4TO MPUBOAMUT K OKcanosy B Bo3pacte 10-30 ser.
Tunm HacnenoBaHUS — ayTOCOMHO-periecCUBHBIA. OHAKO M3BECTHHI CIydau
JOMUHAHTHOTO THIIA HACJIEIOBaHUS.
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llamozeHe3

Broxumudeckoil OCHOBOW TMEPBHUYHON THUIIEPOKCATYPHUH SBIICTCS Oe(EKT
B MeTabonn3Me NIHOKCHIIOBOM KUCIIOTHI, KOTOPBIH MPUBOIUT K MOBHIIICHHOMY
CHUHTE3y M INOYEYHOH HKCKpEIUHU CoJeil IaBeIeBO KUCIOTHI (OKCalIaToB).
OcHOBHOW MeTabonnuecknii Ae(eKT 3aKIIIoYacTcsi B yCHICHHOM OMOCHHTE3e
OKcaJIaToB. | JTaBHBIH NpeAIeCTBEHHUK OKCAIaTOB — IIMOKCHIIAT — O/IBEPTaeTcs
MIpeoOpa30BaHMIO MO JABYM METa0OIMYEeCKnM IMyTsAM: | — cBA3bIBaHHE C MoOJe-
KYJIOH 0-KETOTIIyTapOBOW KHCJIOTHI, B pe3ynbTare 4ero obpasyercs 2-OKCH-3-
THIPOKCHATUIIMHOBAs KucioTa; [I — mpeBparieHne B INTUKOIEBYIO (OKCHYKCYC-
HYIO) KUCIIOTY.

[lepBas peakiust Karaau3upyercst GEepMEHTOM 0-KETOTTy Tapar-TIIHOKCHIIAT-
KapOOKCcHIIa30i, KOGpaKTOPOM KOTOPOH, ITO-BUANMOMY, SIBIISIETCS THAMUHITUPO-
¢ocdar; peakuns TpedyeT IPUCYTCTBUSI FOHOB MarHus. [1epBbIit THI IEpBUYHOMN
THIIEPOKCATYpHH 00YyCIIOBIIEH TEHETUYECKN JETCPMUHIPOBAHHOW HEIOCTATOU-
HOCTBIO IMEHHO 3TOr0o (epMeHTa. BTopoii myTh 0OMeHa TIHOKCHIaTa — mepe-
XO0J] B TNIMKOJIAT — MpeACTaBieH oOpaTuMoii peakiuend. KitoueBsiM GpepmMeHTOM
B 9TOH peaKIUH SBISETCS DINIEPaTAeTHAPOreHasa, 00eCneYrBaroas mepexosn
IIMOKcHIIaTa B mkonar. [locineqauii mpu BTOPOM THIIE IEPBUYHOM I'HIIEpOKCa-
JTypuu B MOUYe HE OOHAPYKUBAETCS, 3aTO B HEW ONpENeITIOTCSA 3HAYNTEIbHbIC
KOJIMYECTBA O-IVIMIEPUHOBOI KHUCIOTEL. OTH ABE (HOPMBI UMEIOT WACHTUIHBIC
KJIMHUYECKHE MPOSIBICHUSI ¥ TUPPEPEHIMPYIOTCS C TOMOILBI0 OMOXUMHUYECKHX
METOJIOB.

Knunuyveckaa kapmuHa

Kinnnnyecku I u 11 Tvnel nepBuYHON runepokcasypuu He pa3innyumel. Hagainb-
HbIE CHMOTOMBI OOJNE€3HH OOHApyKMBAIOTCS B PaHHEM BO3pacTe. Majbpunukn
OoseroT HecKonbKo yatie aesouek (1,3:1). Knnanueckas kapTuHa onpeaesnsiercs
HaJIMYMEM OKCaJlaTHO-KaJbLIMEBOTO HepoInTHA3a C TUIMYHBIMU ITOYEYHBIMU
KOJIMKaMH WJIM MacCHUBHOMW remarypuei. Pexxe BbIICISIOTCS ¢ MOYOH HEOOIbIIHE
KaMHH, TIeCOK. Y BceX OONBHBIX HMEETCs reMaTypusi, 00yCIOBICHHAS Pa3BUTHEM
HMHTEPCTHINAILHOTO HEe(PHUTA, KOTOpast HHOTAA JOCTHUTAET CTEIIEHH MaKpore-
MaTypHu.

BoapmmHcTBO nertelr B orcyrcrBue XIIH pa3BuBarOTCA ymOBIETBOPU-
TeJabHO. MIHOTAAa MpU3HAKU YPEMUH MOTYT OBITh MEPBBIM KIMHUYECKHUM MPO-
siBIICHHEM 0oJie3HU. Y TakuX OOJIEHBIX OTMEUAlOTCs 3aJlepiKKa POCTa U CUM-
TITOMBI BTOPHYHOTO TToYeyHoro Tyoymsproro anngosa (IITA). B 90% ciydaes
cuMIToMbl 6one3nn nossisores xo 10 net. bonee 80% nmanueHTOB yMupaoT
ot XITH B Bo3pacre mo0 20 net. [Ipn nepBUYHOI TUIEpOKCATYPUH KOHIIEHTPA-
LMs OKCAJIaTOB IOBBIMIEHA KaK B KPOBH, TaK M B MOYe, IO3TOMY KIIMPEHC UX
HE OTIMYAETCs CYLUIECTBEHHO OT TAaKOBOTO y 3[OPOBBIX JrofeH. /luarHo3 npu
JKU3HU OCHOBBIBAETCS Ha BBISBICHUM PE3KO MOBBIIIEHHON 3KCKpPELUHU OKca-
JaTOB C MOYOH, KOTOpas cocTasisieT B cpeaneM 240 mr (2650 mMxm) 3a 24 4
Ha 1,73 M2 moBepxHocTH Tena. OObIYHBIE AHATM3BI MOYH MO HH(QOPMATHBHEI,
XOTsl KPHCTAJUIBI OKcajaTa KaJbIUsl 0083aTeIbHO MPUCYTCTBYIOT y OOIBHBIX
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C TUIIEPOKCANypHEil; STOT CUMIITOM JUIS IEPBUYHOI TUIIEPOKCATYPUH HECIe-
Iu(pUICH.

PeHTreHONMOTHYeCKUE MPU3HAKH MTEPBUYHON THUIIEPOKCATypUH — HEhpo-
1 ypoJmTHUas. Tenu oxcanaron KaJIbIUA MOTYT BBIABJIATHECS B IPOCBETE JIOXaHKU
TOYEK M B MOYEYHOH mapeHxumMe. B ypemudeckoii dasze Gone3Hn pa3BuBaeTcs
BTOPUYHBIH THIIEPIIapaTUPEO3, 9TO BeJET K PEHTTCHOJIOTHIECKUM N3MEHEHHAM
B KOCTSIX, KaK ¥ IIPH IPYTUX (GopMax Mo4eyHOH 0CTeOAUCTPO(HUH.

Mopddonornueckne MUCCIEIOBAHNUS BBISBILIIOT He(pomuTHa3, THAPOHED-
po3, nuesnoHeGput. B pane ciyuaeB mpusHaku HepoNUTHA3a OTCYTCTBYIOT.
MHUKPOCKOTTMYECKH OTMEYAETCS MHTEPCTUIMATIBHBIA PUOPO3 U MHTEPCTUIH AT~
HBII He(hpUT, BCTPEUAIOTCS KPUCTAIIIBI Pa3HBIX pa3MepoB U OPMEL, B OCHOBHOM
B IIPOKCHMAJIBHBIX U3BUTHIX KaHAIBIIAX.

BHermoueyHbIe JeMO3UTHl OKCAJIATOB KaJbLUs BAPbUPYIOT 110 JIOKAIU3aLUH
Y KOJIMYECTBY. B OCHOBHOM KPHCTAJUIBI BCTPEYAIOTCS B TOJIOBHOM MO3Te, KOCTSX
U XpsIax, 4acTo B CTEHKaX BEH, apTepuil, HHOTAA B JIETKHUX, TUM(aTHIECKUX
y371ax, IUTOBUTHOM JKelle3e, Cele3eHKe, BUIIOUKOBOM Jkerne3e, HallloueyHUKax,
TIO/DKETY0YHOHN U MapaluTOBUIHOI kene3ax. dopma KpUCTaIIOB OKpyrias,
IIapOBHIHAS WIIM pOMOOBHIHAS, U HA pa3pe3e OHMU IOJOOHKI PO3ETKaM C pajv-
QIBPHOM MCYSPUCHHOCTHI0. KpUCTaJUTBI ClIeTKa JKeNTOBaThl M MMEIOT JBOMHYIO
pedpakiuio B HOISPH30BaHHOM CBETE, TeMaTOKCHIIMH-303UHOM U 110 Ban Koccy
HE OKpAIIUBAIOTCS.

JluazHocmuka

JlnarHo3 mepBUYHON THIIEPOKCATYPHUH B OCHOBHOM YCTAHABIIMBACTCS ITPH BBISB-
JICHUU TIOBBIMIEHHOW KCKpenuu ¢ Mouoi okcanatoB — 100—-400 mr (1110—
4440 mxmonn/24 /1,73 m2).
Turnbl nepBUYHON TUIepOoKcanypuu AuhHEepeHIIUPYIOTCS Ha OCHOBE OHO-
XUMHUYECKOTO aHalu3a MOYH:
e [ Tum — ¢ MO4YOH BBIZCIACTCSA 3HAYUTEIHLHOE KOJIMYSCTBO IVIMKOJIATa —
10 100 mr/cyt. (Hopma 15—16 mr/24 u);
o II Tum — moBBIIEHHWE 3KCKpenuu mmuokcminara — 90-150 mr/24 g
u D-mmunepuroBoii kucaoTsl g0 200—600 mr/24 4; mocieqHsst B HOpMe
Y TIpU TIEPBUYHOM TUTIEPOKCATYPHH B MOYE HE OIIpeNesIeTCsl.

JleyeHue

OCHOBO}¥1 JIeUeHHS IEPBUIHOM TUIIEPOKCAITYPHH SIBJISIOTCSI MEPHI, HAIIPABICHHEIC
Ha CHIDKCHHE CHHTE3a U YKCKPEIUU OKCAIaTOB, a TAK)KE Ha MPEAYNPEKICHHE
00pazoBaHMsI OKCAIaTHO-KAIBIIMEBBIX KaMHeH. O0a MeTona JatoT OIpeIeIeHHbIH
3¢ deKT, HO TOKa HET CBEACHUMN O [UIMTEIIbHOM BIMSHUU MX HA TCUYCHUE U IIPO-
rHO3 3a00eBaHus.

[Toka3aHo HHTHOMpYIOIIEEe ICHCTBUE NOHOB PA3IUYHBIX METAIIOB, B YacT-
HOCTH MarHus, Ha oOpa30oBaHHEC MOYEBBIX KaMHEU, MPUYEM HCIONB3YIOTCS
HeOombIHe 10361 okrcr Maraus (0,15-0,2 T B IeHb), Tak Kak OOJIBIIHE KOJTHYe-
CTBa MOTYT MPHUBECTH K 00Pa30BaHMUIO B MOYECBOM ITy3bIpe MarHUK-PochaTHBIX
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KaMHeW. BoNbHBIM ¢ NEPBUYHON ruUnepokcanypueil peKOMEHyeTCs BBEICHUE
6ompiux 103 BuTamMuHa Bg (10 400 Mr B 1eHb) B TeueHne 1-3 mec. — yimydmaercs
TpaHCaMHUHHMPOBAaHHUE ITTMOKCHUIIATA B TIIUIIHH.

YMeHblleHne coliepykaHus Kanbius B uere apdexra He naet. [Ipumensercs
oprodocdar, ero geiicTBre, BO3MOXKHO, CBSI3aHO CO CHIDKEHUEM KOHIIEHTPaIUU
KaJbLUsI B MOYE, TIOBBIIICHUEM JKCKPELIMH HEOPTaHWMYECKHX MHUpodocharos,
YMEHBIIAIONINX CTENEeHb KpHCTauiooOpa3oBaHust B Modye. Kpome Toro, mpu
MEPBUYHON TUHEPOKCATYPUH TaKXKe 3PPEKTHUBHBI CHHTETUIECKUE aHAJIOTH
Heopranuueckux nupogocdarop. K Takum coelMHEHUSIM OTHOCUTCS KCUAN(DOH
u npyrue ouchocdonarsl. Kcunudon npumenstor B Buae 2% pactBopa B 103€
10-20 mr/kr maccel Tena 3a 30 MUH 10 €bl KypcaMu IPOAODKUTEIBHOCTHIO
1-3 mec.

BTropuuHble runepokcanypum

lMamozenes

BonbIMHCTBO OKCaIaToB, BHIBOAUMBIX C MOYOH, 00pa3yeTcsi N3 aMHHOKHCIIOT —
CepHHa, IIMINHA, OKCUITPOJIMHA, YACTUYHO U3 aCKOPOMHOBOM KHCIIOTHI; HE3HA-
YUTEJIFHOE KOJMMYECTBO ITOCTYNACT U3 KUIIEYHHKA [IPU IPHUEMeE C THIIEH OKca-
JIOTEHHBIX TMPOAYKTOB (MOPKOBB, IIIHHAT, IIOMHUIOPHI, IOKONAA, Kode u 1p.).
[ToBrImeHne CHHTE3a OKCANaTOB (KpOME HACJIEICTBEHHOM MaTojI0ruu oOMeHa)
MOXXET OBITh CBS3aHO C W30BITOYHBIM 00Pa30BaHMEM B OpraHM3ME UX IpeaLIe-
CTBEHHHKOB, A€(UIIUTOM IMUPUIOKCHHA, OTPABICHUEM ITHIICHITIMKOIEM (MOXET
OBITH IIPH MOZIATPE, TTOCIIC OIIEPAMH HA KUILICYHHKE).

[IprurHaMu MOTYT OBITH HIIEMHS IOYEK, aKTUBH3ALUS SHIOTCHHBIX WIN
MOsIBJICHHE OaKTepHalbHBIX (pocdonnmnas, Bo3neiicTBHe MEMOPaHOTOKCHYECKUX
coelMHeHH 1 00pa3oBaHKe TOKCHYecKuX GopM Krcnoposa (KHCIOpoa ¢ Hecra-
PEHHBIM AJIEKTPOHOM, CYNEPOKCUIAaHUOH, THAPOKCUIIBHBIN paanKai). To MpUBO-
JIUT K MEMOPaHOIIaTOJIOTMYECKUM TpolieccaM (akTuBaius Gocdonnnas, pacran
(hochonummaos u T.1.), BICKYIIIHM 32 COO0H THIIEPOKCATYPHIO.

W366ITOYHOE BcacklBaHNE OKCaslaTa B KUIIEYHHUKE MPH YHOTPEOIEHUH MPo-
JIYKTOB, COIEP KAIINX OOJBIINE KOMUYECTBA IABEJICBOM KHUCIOTH (PEBEHb,
IIITHAT, IIOKOJIa T, KPEeNKUil 4ail U Ap.), MOXKET BOSHUKATh IIPH PAIlOHE C YBEIIH-
YEHHBIM COJIEp)KaHHEM IIPE/IIECTBEHHUKOB OKCajlaTa, TAKUX KaKk aCKOpOMHOBas
KHCJIOTa ¥ 3THIICHIIINKOIIb, JTMOO0 MU aBUTaMHHO3e By (BBHY HEJOCTaTOUHOCTH
MTUPUIOKCHHA — KOIH3MUMA, YYaCTBYIOIIETO B MPEBPALICHUH TIIHOKCHIIATa B TIIH-
uH). [IpnoOpeTeHHOM TUTIEPOKCATYpHH CIIOCOOCTBYIOT HApYIICHUS (PYHKIIH
JKKT, compoBokmaroniuecsi YCHJICHHBIM BcachlBaHHEM okcanata. OHH BO3HH-
KaroT MIpHU PEruoHaJIbHOM JSHTEPHUTE, CUHAPOME clenou KHUIOKHW, XPOHUYCCKOM
NaHKPEeaTHTe, XPOHUYECKOM racTpUTe, HEOTPOIIMYECKOM CIIPY, a TakxkKe I10cIie
MMAaHKPEOAKTOMHMH MJIM PE3EKIMH YacCTH KHIIKH. DTOT THII THIIEPOKCATYPHU
TaKKe Pa3BUBACTCS NPH XUPYPrUUYECKUX BMEUIATENIbCTBAX, CBA3AHHBIX C CO3-
JJAaHUEM >KeJTyT0OYHO-KHIIEYHOT0 00X0/a, KOT/ia TP MHTAKTHON TOJICTOM KHIIIKE
CO3/IAI0TCSI YCIIOBHS JUTS IBM)KEHHMS TUIIU B 00XOZ AUCTATIBHOTO OTAENA TOHKOM
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KHIIKK ¥ HaOlonaeTcss M30bITOYHOE BCACHIBAHME OKCAJAaTOB, IOCTYIMHMBIINX
¢ nuuie. Y TaKuX MalMeHTOB Pa3BUBAETCS CTEATOpPes! M 3aTEM THIIEPOKCAITYPHS.
OTH HapyleHus: 00yClIOBICHBI MOBBIIICHUEM COJCPXKaHHsS B TOJCTOW KHIIIKE
KHUPHBIX KUCIOT. [Iprcoenuusisi MOHBI KalblHs, XKUPHBIE KHCIOThI 00pa3yroT
HEepacTBOPHMBIE MbBUIA, a YaCTh OKCAJaTOB B BHJIE CBOOOJHBIX MOHOB BCACHI-
BaeTcsl B KPOBb U Aajiee B U30BITKE IMOCTynaeT B Mody. CieayeT OTMETHTh, YTO
JKUPHBIE M )KEITYHbIE KHCIOTHI yBEIWINBAIOT IIPOHUIAEMOCTD TOJICTON KHIIKH
JUISL OPraHUYECKUX BEIIECTB, TOZOOHBIX OKCAJIATY.

Nmeetcst psn npyrux ¢GakTopoB, OJaronpHsITCTBYIOIINX SHTEPUYECKOM
runepokcanypun. K HUM otHocsTes:

1. Cea3aHHOE ¢ [uapeell yMEeHbIICHUE TUypesa.

2. CHWXeHNE MOHHOW CHITBI MOYH BCJICICTBHE IPE/IIICCTBYIOMIEH MTOBBIIICH-
HOH 3KCKPELMH C MOYOH OIHOBAJIEHTHBIX HOHOB.

3. YMeHbIIeHHE BBIJICNICHNS TOYKOH HOHOB MarHus H3-3a CHIDKCHUS UX Bca-
CBIBaHMUS B KHIIICYHHKE.

4. Merabonuueckuil anuio3, oOyCIIOBIEHHBIH MoTepeil OukapOOHATOB
KHIICYHUKOM.

5. Hdedunut 6akrepuii Oxalobacter formigenes, CHHTE3UPYIOIIHX (HEPMEHT,
METabOIM3UPYIOMNIT OKCaIaThI.

KnuHuyeckaa kapmuHa

OCHOBHBIMH all00aMU SIBJISIIOTCS a0IOMUHAIBHBINA CHHIPOM, CHHYKEHHE arlie-
TUTA, TOTINBOCTh, CHIDKCHHUE JTUype3a MPU OTCYTCTBHU OTEKOB. Y psna Aereit
OTMEYAIOTCS IU3YPUUYECKUE PACCTPONCTBA, Yalle B BHUJIE DHYpe3a, U MakKpo-
CKOIMYECKH BUJUMOE BBIIEIEHHE C MOYOH KpHCTaIOB coneil. Hapsany ¢ atum
MOTYT OIPENENATHCS OTPAaHUYEHUE ITPUEMA KHUIKOCTH, HECKOJIBKO PEKE — OXKH-
peHue, NPU3HAKU BETETOCOCYAUCTON TUCTOHUU B BUJE TOJIOBOKPYKEHUS, apTe-
pHAIBHON THIIOTOHUH U (3HAYUTENBHO PEKe) THIIEPTECH3UH.

BropuyHas runepokcanypusi HepeaKo ObIBaeT IPHYMHONW pa3BUTHUSI HHTEP-
CTHLMATILHOTO He(PUTA IPYTOil ITHOIOTHH, B CBS3M C YEM B MIIQ/IIINX BO3PACT-
HBIX PYyMIax BEAYIIUM PU3HAKOM SIBISETCS TEMATYPHs, a y JETEN MKOIBHOTO
BO3pacTa OTMEYEHO HApaCTAHHE COYETAaHMM IreMaTypHU ¢ NPOTEUHYPHEH WM
JIEHKOLUTYpueld. MakCuMaabHO BBIPa)KEHHBIE U3MEHEHMSI MOYEBOTO OCaIKa
COYETAIOTCS ¢ OOHAPY)KEHNEM KPYIHBIX (Oonee 12 MKM) KpUCTAIJIOB U arpera-
TOB OKcaJjara KalbLus, a TaKXKe C MPOSBICHUSIMU COIyTCTBYIOIEH BTOPUYIHOI
MH(EKINH MOYCBBIBOASAIINX ITyTell. BO3MOXXHO pa3BUTHE aceNTHYECKOTO BOC-
HMaJINTENBHOTO IPOLEcca B IOYEYHON TKAHH B PE3yAbTaTe MOBPEXKJAFOMIETO IeHi-
CTBHS HEPACTBOPUMBIX B BOJIE KPUCTAILIOB. TakuM 00pa3oM, 1o Mepe yBeIHude-
HUsSI BO3pacTa JieTeil uaiie HabnroaaeTcs GopMupoBaHHe CMEIIAHHOTO MOYEBOTO
CHH/IpOMA, a MPHCOCAMHCHUE OAKTCPUATBHON UHQPEKIUH MOXKET OCIOXKHSITH
TeYeHne OKcaaTHOi HedpornaTHu 1 ObITh OJJHOW U3 MPUYKH NPOTPECCUPOBAHUS
IIaTOJIOTMYECKOTO IIPOoLecca.
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JuazHocmuka

JlmarHoctika BTOPUYHOM OKCAypHH OCHOBaHA Ha OOIIMX JHArHOCTHYECKUX
MEpOIPHUATHSIX, UCIONB3yeMbIX mpH 3aboneBannax OMC. OnHako, yIUTHIBas
BTOPHUUHBIIT XapakTep okcaiaypuu Ha (one nmopaxenus KKT, Heooxoaumo npo-
BECTH KOMIUIEKC 00CIeI0BaHN, HAIIPABIEHHBIX HAa U3yYeHHE MTAaTOJIOTHHU CO CTO-
ponst XKKT: a3odaroracrponyonenockonus, Y31 OproIHON MOJOCTH, ITOYEK,
MOYEBOTO ITy3bIps, KOIPOJIOTHIECKOE HCCIIEIOBaHNE, ONPEICICHHE MUKPOOHO-
LIeHO3a KaJia 1 T.1. [Ipr OMOXMMHUYeCKOM HCCIIeIOBAHUN MOYH IS OTIPE/IEIICHHS
CYTOYHOM 3KCKpEIMH OKCAJIaTOB CIEeAyeT MOMHHTb, YTO y 3IOPOBBIX AETei
B OCEHHMH mepuojl (HOSOph) 3KCKpEIHs OKCAlIaToB ¢ MOYOW MOYTH B 2 paza
BBILIE, YEM BECHOM (Mai): 444,1426,4 u 264,0+20,0 mxmonb/cyT./1,73 M2 noBepx-
HoOcTH Tena Wi 9,7-5,4 MKMOJIB/KT MacChl Tejla, COOTBETCTBEHHO, M IKCKpe-
LUl TAaKOrO MPEIIECTBEHHUKA OKCAllaTOB, KaK dTAaHOJAMUH, BBIINIE B TOT XKe
MEePHUO, KOIlla PETUCTPUPYETCS YCUIIEHHAsI SKCKpeLus okcanaros: 560,0+210,0
u 252,0+79,0 mxmons/cyT./1,73 M2,

HugdeperyuansHaa duaeHocmuka

Juddepennnanbaas JUarHoCTUKA IIPOBOAUTCS C IpyTUMU OOMEHHBIMH He(po-
TIaTUSIMH, TTPEXKJIE BCETO C MIEPBUYHBIM OKCaio30M (cM. Tabm. 7.9).
Jleuenwue (Tabm. 7.10-7.12).
* AnTHOKCamypuieckas auera (tabm. 7.10) mmTenpHO + KapTOQerbHO-
KamycTHas FieTa Kypcamu B TedeHue 2—3 Hen. (tadm. 7.11).
* TloBBINIEHHBIH TUTHEBOH pesxuM (2 11 Ha 1,73 M2 HOBEpXHOCTH Tena).
* Memb6panocrabunusaropsl (Keumudon, Jumedocdon, Dcceniuae)
(tabn. 7.12).
* AHTHOKCHIAHTHI (BUTaMuHEI A, E, Bg).
* IIpemapater marus (Harypan Kamm, Marae Bg).
» Owurorepamnus (L{ucron).

JucnaHcepHoe Habo0eHuUe U NpoguNIakmuka

JucnancepHoe HaONIOfeHHE BKIIOYAET B ceds exeronHoe obOcienoBaHHe
o tuiady. [Ipu HeoOXomuMoCTH OMOXUMHYECKOE UCCIIEIO0BaHUE MOYH TPOBO-
1t 1 pas B 3—6 mec. OCHOBHBIE TPOPUIAKTHUECKIE MEPOTIPUATHS HAIIPaBJICHBI
Ha cOaJaHCUPOBAHHOE MTUTaHUE peOeHKa U MPO(PUIAKTHKY OCIIOKHEHHH, K KOTO-
peM otHOCcsATes nHpeknnn OMC, ModekaMeHHasT OOJIC3Hb.

lpozHo3

[IporHo3, kak nMpaBuio, OIATONPUATHBIN, HO IIPH Pa3BUTHH OCIOKHEHUH 3aBUCUT
ot ux teueHus. [IporpeccupoBanue nucMeTaboNn4eckoil HeponaTuu ¢ Kpu-
CTaJUTypHeH MOXKET IPUBECTH K PAa3BUTHIO a0aKTEpUabHOTO HHTEPCTUIHAIb-
Horo HedpuTa. Bo3MoXHEI HaciioeHHue HHOEKIMN U Pa3BUTHE MUEIOHEPPUTA.
BripaskeHHBIE META0OIMYECKUE PACCTPOICTBA MOTYT O0YCIIOBUTH BOSHUKHOBE-
HHE MOYCKAMEHHOW OOJE3HH, MPHUYEM Ja’ke B MEPBBIC TOBI )KU3HU. B npyrux
Cllyyasix 3a00JIeBaHUE Yallle BBISBIISIETCA CIIydaiHo.

[Iucvetabonuueckue Hepponatum
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Ta6nuua 7.10. AHTUOKCcanypuyeckas (kanycTHo-kapTodenbHas) greta
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Ta6bnuua 7.11. BapraHTbl AUET Npu pa3nnyHbIX MeTabonnyeckrx HapyLeHNsAX

Okcanypua Yparypus Docpatypun
WNcknio- LllaBenb, neTpyLuky, MapeHoe mAco, mAco Teopor, Cbip, NPOCTOK-
unTb canart, LWNWHaT, 3eN1eHblN | KypuLibl, NeYeHb, MOYKMY, | Bally, KOPOBbe MOOKO,
NyK, peBEHb, CBEKY, MO3r1, CeNbib, CApAn- | ANYHBINA XENTOK, BUH-
peauc, daconb, cenbpe- | Hbl, NaLTeT, WNPOThI, Hble Arofpl, 3eMNAHNKY,
peii, Kakao, WoKonaa, | MACHble 6yNbOHbI, NPAHOCTU, NPYNPaBbl,
Kpenkuii Yain, Abnokn KaKao, opexu, LWWoKonaga, | rpubbl, opexu, Kakao,
aHTOHOBCKMe, 3eMnA- 6006bI, rOpoX, YeyeBuLy, | BUTaMKHbI Fpynn A, D,
HUKY, YePHUKY, BULLHIO, | dacorb acnupuH
YepHyto CMOPOANHY,
BUHOTPag, 6pYCHIKY,
JINMOH, LWNMOBHWK, BU-
TamuH C 1 npenapatbl
Kanbuma
OrpaHu- | Momugopsl, coneHbs, MpoaykTbl, cogepia- Kaptodenb, bpykTbl,
4nTb TBOPOT, MOJIOKO LLje MHOTO MOBapPEH- Arofbl, KOPHEBbIE U 3e-
HoW conu JieHble OBOLN
PekomeH- | Baknax<aHbl, rpu6bl, MonouHo-pactu- Xneb Bcex cOpTOB, Cynbl
l0BaHO KanycTa, orypupl, TbIKBa, | TefibHasA aneTa, AnLa, Ha MACHOM 1 PbIGHOM
A6GnoKK, rpywn, abpu- | NIMMOHbI, apby3bl, AblHK, | ByNboHax, MACo, pbiba,
KOCbl, AblHY, ap6y3bl, 6pyCHIMKa, KIIOKBa, BETUMHa, KONbacsl,
KNoKBa, kapTodens, 6apbapwc, 3eMnAHKKa, | ropox, pacosnb, cnapxa,
ropoX, YePHOC/UB, Ky- | KPbIXXOBHUK, rpyLLN, 6ptoccenbckan KanycTa,
para, Kawwm (rpeyHeBas, |obnenuxa, MACO 1 pbiba | MaKapoHHbIe N3aenus,
MNweHNYHan, OBCAHaA), | TONbKO B OTBapHOM pUC, NLLEHO, Fpeuka,
neKapcKme Jpoxxu, Buae MaHKa
OTBapHOE MACO, CBEXee
CBUWHOE cano, pactu-
TeNlbHOe N CJIMBOYHOE
Macno, cMeTaHa
Ina no- MuTbe o1 500- MnTtbe o1 500- MuTbe ot 500-
BblleHuA | 700 mn/24 4 (oo 7 net), | 700 mn/24 4 (no 7 net), |700mn/24 4 (po 7 ner),
anypesa | 1n/244(ot7 po 10 net), | 1n/24 4 (o1 7 go 10 ne), | 1 n/24 4 (o1 7 fo 10 neT),
1-1,2n/24 u (cTapwe 1-1,2 n/24 u (cTapwe 1-1,2n/24 u (cTape
10 neT); 10 ne); 10 neT);
oTBapbl Cyxodpyk- oTBapbl CyxoppyKTOB, | OTBap M3 MLUEHNYHbIX
TOB, TPaB: 38epoboN, KITIOKBEHHbIN 1 6pyc- oTpy6eil, KNOKBEHHDbIV
KpanuvBa, TONOKHAHKA, | HWYHBIA MOPCbI, TPaBbl: | M 6PYCHNYHBIA MOPCbI,
ThICAYENINCTHUK MsATa, 3BepobOo, NNCTbA | HACTOM LUNMOBHUKA,
3eMNIAHUKNY, Knesep, TPaBbl: YKPON, KYKypy3-
MaTb-U-Mayexa, MMcT Hble pbiNbLa, 3e/1EHbIN
6pyCHUKN yam
MwuHe- «CMMpPHOBCKasn», «[Ixepmyk», <McTnucy», | «<Ap3Hu», «<Hap3aH»,
panbHasa | «CnaBAHOBCKaA», «bopxomMu», Aerasnpo- | aerasnpoBaHHbIe,
BOAa «bopxomu», perasnpo- |BaHHbIe, 5 MN/Kr/24 4 5mn/Kr/24 4y 3a 15—
BaHHble, 5 MN/Kr/24 y 3a 15-20 muH po eabl 20 MyH g0 efpl
3a 15-20 MyH go efpl

[Nucmetabonuyeckue Hedponatim
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Ta6nuua 7.12. OCHOBHble neyebHo-NpodunakTUUecKe CPeaCcTBa Ha PasnNYHbIX
CTagusax gncmeTtabonunyeckoin HedbponaTuy ¢ oKcanaTHoO-KanbLeBon

Kpuctannypuen

Jleue6Hble n gueTnyeckne
cpepcTea

[o3bl, nepyoa 1 AANTENbHOCTb NpreMa

OkcanaTHbIll gnartes

TUH meTabonuueckoro
reHesa

AHTI/IOKcaﬂypI/I‘-IECKaﬂ [neTa

Mo 6 Hepn. BecHOW 1 oce-
HblO

6 Hep. exxeKBapTanbHO
nnn 3 Hep. ¢ 3-Hepenb-
HbIMW NepepbiBamMu

MnTbeBon pexxmm

21/1,73 M2/24 4

2n/1,73 M%/24 4

MwuHepanbHble BOAbI:

3-5 mn/Kkr/24 u

«BxHW», «HadTyca», «CnaBaHOB-
ckan», «<CMMPHOBCKasA»

3-4 Hefl. BECHOW 1 OCEHbIO

6 Hefl. exxeKBapTaibHO

1000 E[l/rog »u3Hn/24 y

ButamuH Bg: 3-4 Hepll. BECHOWN 1 OCeHblO | 3-4 Hef,. exXeKBapTasibHO
1-3 Mr/kr/24 y
ButamuH A: 2-3 Hefll. BECHOW 1 OCeHblo | 2-3 Hef. exeKBapTaibHO

ButamuH E:
1-1,5 Mr/kr/24 u (He 6onee
15 Mr/24 u)

2-3 Hef. BECHOW 1 OCEHbIO

2-3 Hef. exxeKBapTajibHO

OKuUCb MarHus:

o 7 net — 100 mr/24 4 B 2 npu-
emMa;

7-10 net - 150 mr/24 u B 3 npu-
emMa;

cTapue 10 net — 200 mr/24 4

B 2 npuema

2-3 Hefl. BECHOW 1 OCEHbIO0

3-4 Hep. exxeKBapTanbHO

Hatypan Kanm

0o 10 net - 1/4 yarHOM NOXKN
B 1 npuem,

ctapuwe 10 net - 1/2-1 yariHan
NoXKa B 1-2 nprema

2-3 Hefl. BECHOW 1 OCEHbI0

3-4 Hep. exxeKBapTanbHO

OumedocdoH 15%
1 Mn Ha Kaxkable 5 Kr Beca
B 3 npuema unu

3-4 Hep. exxeKBapTanbHO

KenandoH 2%
10 Mr/Kkr/24 u B 3 npnema

3-4 Hep. exeKBapTanbHO

LnctoH no 1 1abn. 2-3 pasa
B A€Hb

2-3 Hefl. BECHOW 1 OCEHbIO

3-4 Hep. exxeKBapTa/ibHO

QuTtonumsuH no 1/4-1 yainHomn
NOXKe 2-3 pasa B AeHb

2-3 Hefl. BECHOW 1 OCEHbI0

3-4 Hep. eXxxeKBapTanbHO

C6opbl TpaB (He 6onee Tpex)

2-3 Hefl. BECHOW 1 OCEHbIO

3-4 Hep. exxeKBapTanbHO
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YpuKosypuueckue HepponaTum

Ypuko3yprdeckue HeporaTHi — MaToNOTHs IT0YEK, BOSHUKAIOIIAS IIpU Hapy-
LICHWH OOMEHa ITypHHOB WIIH IIPH TaK Ha3bIBAEMOM MOYCKHCIIOM JUaTe3e, Koraa
HOpa)KeHHE MMOYEeK O0YCJIOBICHO M30BITOYHBIM MOCTYIUIEHHEM B HUX yparoB.
K atoii ke rpymme 3a00seBaHUi OTHOCHTCS M TIATOJIOTHS TIOYEK ITPH KCAHTHHY-
puu (cM. Tadm. 7.9).
VYpukozypudyeckue HepomaTuu MOTYT ObITh MEPBHYHBIMH U BTOPHYHBIMH
B 3aBHCHUMOCTH OT IPHYHMHBI YCHJICHHS OMOCHHTE3a MOYEBOH KHUCIIOTHI B Opra-
HH3MeE:
* mepBUYHas He(pomarusi — HACJIEICTBEHHO OOYCJIOBIEHHBIN nedext
MeTabosim3Ma MOYeBOI KHCIOTHI (mogarpa, cuHiupoM Jlema—Huxena)
(cMm. Tabm. 7.9);
* BTOPUYHAS — IPH MHEJIONPOITU(PEPATUBHON OONE3HH, XPOHHIECKOH reMo-
JIMTHYECKON aHEMUH, aJIKOTOJIM3ME U JIEKapCTBEHHOM Tepariy (KaK OCJIOX-
HEHHe APYTHX 3a00eBaHul).

lMamozenes

B nmarorenese urpaet poib 1eeKT pa3IniHbIX pepMEHTaTHBHBIX cUcTeM (1edu-
LUT TITIOK030-6-(hocdaTaszsl, THIIOKCAHTHH-TYaHHH-(pochopudo3miTpanchepassl
(JacTHYHBIN ¥ TONHBIA) M MOBBIIICHUE KATaIUTHYECKON akTWBHOCTH (hocdo-
pubo3mn-mupodocdarcuaTeTassl). [Ipu Bcex 3TUX nedexTax pe3Ko HOBEIIMICHA
MPOAYKIHSA IMYPHUHOBBEIX OCHOBAaHUH, YTO OOYCIIOBIMBAET BBICOKUN YPOBEHB
5-bochopubosui-1-mupodocdara B KIeTkax U YCKOPSET IETb peaKiuil qerpa-
JIALIA TyPHHOB.

KnuHuyveckaa kapmuHa

ITouku, kak OpraH, OTBETCTBEHHBIH 3a SNMMMHALMIO MOYEBOW KUCIOTHI, NpU
THIIEPYPUKEMHUH U TUIIEPYPUKO3YPHUH CTPAJAIOT paHo. B ocHOBe ypaTHOM HEedpo-
NaTHH JISKUT HEMMMYHHBIN T} (Y3HBINH HHTEPCTHLHATILHBIN IIPOIIeCC, CBI3aH-
HBI C HaKOIUICHHEM YpPAaToOB B IpUJeramouield K cooupareiabHbIM TPyOOYKaM
WHTEPCTHLINAIBHON TKaHW. KiIMHUUecKue MposiBICHUS YpaTHBIX HedponaTuid
OTJIMYAIOTCS CKYITHOCTBIO M OOHAPYKUBAIOTCSI 3HAUUTEIILHO PEXE TTI0 CPABHEHUIO
¢ MOp(OIOrHUECKIMH NPU3HAKAMH, C Y€M M CBSI3aHA MaJas H3y4Ye€HHOCTh 3TOMH
MaTOJIOTMH Ha PAaHHUX CTaUAX U TPYIHOCTU AUATHOCTHKH.

Yparypus Kak NpUYHHA TOPAKESHUS TOYCK BBISBIIACTCS y 14—26% OOIBbHBIX.
VYparHsle HeponaTuy (MHTEPCTHLUATBHBIA HeQPHUT Ha (JOHE ypaTypHH) Mpe-
CTaBIISIIOT CO00M XpPOHMYECKN NPOTEKAIONIHE 3a00I€BaHusI, XapaKTePU3YIOIIHeCs
YMEPEHHOM MPOTEUHYpUEN, MUKPOT€MaTypUEH U MOYEKUCIION KPUCTAJUTYPUEH.
Pesynbrarel o6cnenoBanus AeTeil ¢ ypaTypuel U UX POACTBEHHUKOB BBISBHIIN
0OMEHHBIE HapyIICHUs, HOCSIIHE CeMeHHbIH XapakTep. OueHb HH(OPMAaTHBHBIM
OKa3aJICsl aHAJIN3 POIOCIIOBHBIX, TO3BOJIMBIINN BBIIBUTH ONPEACICHHBIN CIIEKTP
MIOYEYHON M BHENOUEUHOW MAaTOJIOTUU CPeau POACTBEHHHUKOB. Tak, pa3BuUTHE
ypatHo# HedpomaTny Ha (HOHE OKUPEHMS, THUIIEPIUITHIEMHUHN, HHCYIHH-PE3H-
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crertHoro CJ] paccmarpmBaeTcsi Kak KIMHHYCCKOE TPOSBICHUE METa0oIHye-
CKOI0 CHUHIPOMA, KOTOPBIM HOCUT ceMeiHblil Xapakrep. IlepBble nposBieHus
CHHJPOMA YK€ OTMEUAIOTCS B IOJAPOCTKOBOM Bo3pacte. Jlpyras npudnHa pa3Bu-
THS THIIEPYPUKO3YPUH — MEJMKAMCHTO3HAS (INYPETUKHU, aHATIBICTUKH, ITATOCTA-
THKH). DKCKPEIXs MOYCBOM KUCIOTHI C MOYOH CUUTACTCS MPEBBIMIAIOIICH HOPMY
Ipu ee ypoBHE Oolee 1 MI/mi1, Koria BO3HUKACT OMMACHOCTh KAMHEOOPa30BaHUS
1 TIOBPES)KACHUS HHTEPCTUIIMATHHOMN TKaHU IOYeK U cocynoB. CTOUT OTMETHUTB,
9T0 00pa30BaHUE YPAaTHBIX KaMHEW HAMpsIMyIO 3aBUCHUT OT pH Mounm, omena4yn-
BaHHE MOYM MOXKET ITPUBECTH K PACTBOPCHUIO YPATHBIX KaMHEH, YTO aKTHBHO
WCIIONIB3YETCsI IPH JICUCHUH.

OCHOBHBIC KJIMHUYCCKUE KPUTCPHH YPATHOW HE(POIATHH:

* OTATOIIEHHBIN CEMEWHBIA aHAMHE3 M0 MOYCKAMECHHOM, KEITYHOKAMEHHOM

Oomnesnn, 3aboneBarmam JKKT, anmneproszawm;
* onurypusi (0COOEHHO B IEPHOJ JIETHETO 3HOS, CYTOYHBIA ANype3 MajaeT
1o 300—400 mu);

* MPHUCYTCTBUE B MOYE I'YCTOTrO OCaJKa KUPIIMYHOTO [[BETA,;

* MakporeMarypus (BO3MOXKHA);

* IM3YpPHUUYCCKUE PACCTPOICTBA;

* CHIDKCHHE aIlleTUTa,;

* a0JOMUHANBHBIN CHHAPOM (pEIUIUBUPYIONTNE OOIH B )KUBOTE);

* 0O0JM B TIOSICHUIIE, TIOYEUHAs KoJnKa (yponutuasd y 5—41%);

* KIMHUYECKHUE MPOSBICHUS MOAATPHI (B TSHKENBIX CITydasix).

JuazHocmuka

JlmarHocTH4ecKre MEpOTIPUATHS BKITIOUAIOT:

* o0mmit aHaTTN3 MOYH (aHAIH3 MOYH 10 HeuannopeHko);

* KIMHWYECKUI aHAIN3 KPOBH;

* OMOXMMHWYECKHH aHaIn3 KPOBH U MOYH;

 onpenenenue CK®;

* HCCleA0BaHUE aHTUKPUCTAIII000pasyomniell criocoOHOCTH MOYH;

* MOCEB MOYH Ha (GIIOPY M YyBCTBUTEIBHOCTh K aHTHOMOTHKAM;

* HCCIIeIOBAaHWE PUTMa MOYEHCITY CKAHHIA;

* V3U Opro1rHoi moJI0CTH, TTOYEK U MOYEBOTO ITY3bIPS;

* HKCKPETOPHYIO yporpaduio (py NOJ03PEeHNH Ha KOHKPEMEHThI, aHATOMU-
YeCcKHe aHOMAJIUH).

JudghdeperyuaneHas ouazHocmuka

Juddepennnanpaas TarHocTHKa MPOBOAUTCS € IPyTUMH OOMEHHBIMHU He(po-
MaTHSIMH, IPEXKIE BCETO ¢ moaarpoi, cuaapomom Jlema—Huxena (cMm. Tabm. 7.9).
JleyeHue

* aHTUYpaTypUuecKas AWeTa JIUTENBHO (cM. Tabm. 7.11);
* NOBBILEHHBIN NUTHEBOU pexkuM (2 11 Ha 1,73 M2 IOBEPXHOCTH Tea);
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* MHHEpaJIbHBIC OIIENaINBAIOIIIE BOABI KypcaMu;
» meMmOpanocTtabmmmsaropsl (Kecumudon, [dumedochon, Dccenmuane)
(tabma. 7.10);

* AHTHOKCHJAHTHI (BUTaMuHHI A, E, By);

* IUTpaTHBIE cMecH: Ypamut-Y; Maprynur; biaemapen;

* ¢urorepanus (Llucton);

* B TSDKENBIX CIYJasX UCIIOIB3YIOTCS KOIXHIMH, aJUIOIyPHHOI M OPOTOBAs

KHCJIOTA.

Juerorepanus 3aHMMaeT BaKHOE MECTO IPH JICUCHUH 3a0ojeBaHuil, 00y-
CJIOBJICHHBIX HapylIeHUEM OOMeHa ITypPHHOB. 3alpeliaeTcsi BKI0YaTh B PalliOH
CJIeTyIolIHe TIPOAYKTHL: Ko(e, Kakao, MOKOJIad, OpexH, rpuobl, 600, )xapeHoe
MSICO, IITUILY, MSICHBIE W PHIOHBIC KOHCEPBHI, MaprUHa Ibl, KOMUEHOCTH, CyOIpo-
JYKTBI, IIITPOTHI, CAPJIMHEI, ITAIITETHI, OaHAHBI, ME/I, KPACHOE BHUHO.

Pa3zpemraercs B orpaHIIEHHOM KOJIMUECTBE MACO (TIPEATIOYTHTENLHO BapeHas
TEJISATUHA HE "Yalle 3 pa3 B He/Ielo), SI3bIK, CBUHUHA, phi0a (KapIl, CyJak, cemra,
TpecKa), CoJib, XJie0, OaKIa)KaHbl, )KEJITOK, YePHUKA, 3eMJISTHUKA, MaJIHa, a0pu-
KOCBI, CIIBBI, BHHOTPAI.

Pexomennyercst ynorpeOiieHHE MOJOYHBIX U PACTHTENBHBIX MPOAYKTOB,
KPYII, TUMOHOB.

JKenatenpHO pETyIsIpHO MPOBOAUTH Pa3rpy30uHbIC IHH: (PYKTOBBIEC, Kap-
To(heNbHbIE, MOJIOYHOKHUCIIbIE, YIOTPEOIATh HIEJIOUYHbIE MHUHEPAJIbHBIC BOJIBI.
IToxa3zaH MOBBIIEHHBINA TUTHEBOU PEKUM.

JucnaHcepHoe HabnoOeHue u npogunakmuka

HucnancepHoe HaOMOICHUE BKJIIOYaeT B cels exerogHoe oOcieqOBaHHE
0 TUIaHy, IpeACTaBICHHOMY BbIIe (cM. pa3aen «TyOylTonHTepCTHIHATHHBIH
Hehput»). IIpu HEOOXOAMMOCTH OHOXUMHYECCKOE HCCIIC0OBAHIE MOYH IIPOBOIAT
1 pa3 B 3-6 mec.

OCHOBHBIC TPOPHUIAKTHYCCKUE MEPOIIPUSATHSI HAIPABIICHBI Ha COATAaHCHPO-
BaHHOE IMUTaHUE peOCHKA U MPOPIIAKTHKY OCIOKHCHH.

OC0XHECHHS:

* umHpexust ModeBoit cuctemsl (MMC);

* MOYEKaMeHHas 00JIe3Hb.

lpoeHo3
HpOFHO3, Kak I1paBuJio, 6ﬂaFOHpHHTHBII>‘I, HO IIpH pa3sBUTHH OCJIOKHEHHUH 3aBUCHT
OT UX TCUCHHU.

Unctunypusa

HuctuHypHs — HacleACTBEHHOE 3a0o0ieBaHue, 00yCIOBICHHOE HAapyIICHHEM
MEMOPaHHOTO TPAHCIIOPTA LIUCTHHA M JTHAMHHOKapOOHOBBIX aMHHOKHCIIOT —
apryHUHA, JU3MHA U OPHUTHHA (CM. Tabl. 7.9).
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JlnarHo3 IUCTHHYPUH MOXET OBITH 3al0Of03pEH y JI00O0ro MalueHTa
IIPY HAJIMYMU B aHAMHE3€ KaMHEH B ITOYKaX, C TEKYIIMMU SBICHUAMHU YPOIIUTH-
a3a, OTATOIICHHOTO CEMEIHBIM aHaMHE30M 10 MOYEKaMEHHOH OO0JIe3HH U clie-
UU(PHUIECKUM SHTApHBIM OKPAaCcOM KaMHEHH.

Imuosioeus U namozeHe3

[Mucturypust HacnemyeTcss MO ayTOCOMHO-peliecCHBHOMY THITy. CyIecTByIOT
TIOJTHBIE ¥ HETIOJHBIE PELECCHBHBIE ()OPMBI 3a00NIEBaHUs. Y POIUTENEH, reTepo-
3UTOTHBIX IO MOJHOCTHIO PELECCHBHOMY TeHY, KIMHUYECKUX U OHOXMMHUYECKUX
IIPU3HAKOB 00JIE3HN HE OOHAPY>KUBAETCS, Y TE€TEPO3UTOT, UMEIOIIUX HE TOIHO-
CTBIO PELIECCUBHBIN I'€H, 0TMEYAETCS YBEIMUESHUE TOYEUHOI IKCKPEIINH IINCTHHA
1 INaMUHOMOHOKapOOHOBBIX aMHHOKHCIIOT, OTHAKO OHA OCTaeTcs Oojiee HU3KOM,
yeM y ToMo3uroT. CyIecTBOBaHHE HECKOJIBKUX (PEeHOTHITHUECKUX (hopM IUCTH-
HYPHH OIPEENACTCS, MO-BUIUMOMY, MHOXXECTBECHHBIM aJIICITU3MOM.

Pa3BuTHE UMCTHHYPUH CBSI3aHO C TOBBIIICHWEM KOHIICHTPAIlUH IIMCTHHA
B MIEPBUYHON MOYE, TOrJ]a KaK YBEJIIMUEHHE COICPXKAaHUS B HEW TMaMHHOMOHO-
KapOOHOBBIX aMUHOKHUCIIOT TIATOT€HETHYECKOrO 3HaYeHusI He uMeeT. B ¢uzno-
JIOTHYECKUX YCIOBUSIX LUCTUH (PHIBTpyeTcs B KIIyOOYKOBOM armapare Iovek
n noutn 90% ero peabcopOupyeTcs B MOYEUHBIX KaHAIbIIAX Oaronaps AesTeIb-
HOCTH aKTUBHOM TPAHCHOPTHOM cUCTEMBL. IIpu 3TOM €ro mouyeuHblil KIMpEHC
HE TPEBBINIAET 2 MII/MHUH.

MyTaHTHBIH T€H B TOMO3UTOTHOM COCTOSIHUHM OOYyCJIOBIMBAeT Oe3neiicTBre
MeMOpaHHbBIX TPAHCIIOPTHBIX CHCTEM, B PE3YJIbTaTe 3TOro peadCcopOLust IMCTHHA
W/WIM THaMHHOMOHOKAapOOHOBBIX KHUCJIOT IpeKpamiaeTcs. [Ipu 3ToM KiMpeHc
IUCTHHA MOXKET OBITH PaBHBIM KIMPEHCY MHYIHMHA — 3TajoHa KIyOOYKOBON
moyeyHoi puisTpannu (B cpeqaeM 127 MII/MUH) WIIH TPEBBIIIATE €TO.

[{ycTHH MJI0X0 PacTBOPUM B BOJIE (KOHILIEHTPALUS HACBIIIEHHOTO PacTBOpa
uuctuHa npu pH, paBHom 7,0, cocrasisier He Oonee 400 mr/n). [IpeBbieHne
3TOTO TOpOra BEET K BBINAJACHUIO KPUCTAJUIOB LIMCTUHA B OCaJ0K M 00pa3o-
BaHHMIO KOHKPEMEHTOB. BhIBeZeHHEe IMCTHHA C MOYOH Yy OONBHBIX JOCTHTaeT
250 mr Ha 1 T KpeaTHHUHA B CyTKH H Oonee (B HopMe 75—-125 mr Ha 1 T kpea-
TUHMHA B CyTKH). [Ipn M3ydeHnn TpaHCIOpTa HUCTHHA U INAMUHOMOHOKap0Oo-
HOBBIX aMHUHOKHCIIOT B MOYKaX, CTABIIEM BO3MOXHBIM Oyaromapsi pa3padboTke
J.W.Foreman (1981) TexHUKH BBIACICHHUS M30JIMPOBaHHBIX MEMOpPaH MPOK-
CHUMaJIbHBIX MOYEYHBIX KaHAJIbLEB U MOMYyYeHUs] MEMOPaHHBIX BE3MKYI, ObLIO
YCTaHOBJICHO CYIIIECTBOBaHUE ABYX TpaHcIopTHBIX cucteM (I m II) murs nuctuna
u 1Byx (I u III) — o AnaMIHOMOHOKapOOHOBBIX AMUHOKHCIIOT.

Oka3asoch, YTO OHCTUH M AMAMHHOMOHOKApOOHOBBIE AMHHOKHCIIOTHI
MMEIOT KaK CaMOCTOSITeNbHBIC, TaK U oAHy o61yto (II) TpancmopTHyIO cucTemy.
Pa3nenpHbIe TpaHCIOPTHBIE CHCTEMBI paclojiaraimTcs B 0a3ojaTepalbHbIX
(OokOBBIX) MeMOpaHax KaHaJbIeB, OOIIas — B JIOMHHAIBHOU (0OpalmieHHON
B IIpOCBeT KaHanbla). [Ipn kimaccnaeckoil IUCTHHYPHUH CTpagaeT ooImas TpaHe-
MOPTHAs CHCTEMa JIIOMHHAJIBHOM MEMOpaHbI, 4eM OOBSCHICTCS MOBBIIICHHE
MOYEYHOHN SKCKPEIMU BCEX YETHIPEX aMUHOKHUCIIOT.
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OnHako BCIEACTBHE T€HHOW MYTAaI[MM MOXET OKa3aThCsl BBIKIIOUCHHON
IUImb cnenuudIHas [UIsl HUCTHHA TPAHCIOPTHAS CHCTEMA, YTO MPOSBIIA-
€TCsl M30JIMPOBAaHHOW LMCTUHYpHEeW. Pa3nenbHble TPaHCIOPTHBIE CUCTEMBI
uuctuHa (I) m nuamuHomoHokapOoHOBbIX Kucior (III) obecneumBaror
B OCHOBHOM MeTabosinyeckue moTpedHocTH camoi knetku. Ilpn nedexre
obme#t (II) TpaHCTIOpPTHOW CHCTEMBI aKKYMYIMPOBAaHHBIH B KJIIETKE IIMCTUH
BBIXOJUT B IPOCBET KaHAJBIEB, CO3aBasi BANUMOCTb KaHAJIBLEBON CEKPELIUH
LUCTHHA, TIPX 3TOM €T0 KIMPEHC MPEBBIIIAET BETUUYNHY KIIyOOUKOBOH IOYEY-
HOM (QHUIBTpanyH.

B HacTosee Bpems BBLAEIISIOT TPYU FEHOTUIINYECKUX BapHaHTa [IUCTHHYPHH,
Pa3NUYaONIUXCS 10 CTENIEHN HapyILIeHUs BCAChIBAHUS B KHILEYHUKE U BETUYHHE
9KCKPEINU ¢ MOYOH IUCTHHA U TNAMUHOMOHOKapOOHOBBIX KHCIIOT:

* I Tun xapakrepusyercst OTCyTCTBUEM TPAHCIOPTA HIUCTHHA U TUAMHHOMO-

HOKapOOHOBBIX aMHHOKHCIIOT B KHIIIEYHHUKE U MOYKaX;

* II Tun — camxenuem (710 50%) TpaHcopTa UCTUHA B MTOYKaX U HOITHBIM
OTCYTCTBHEM TPAHCIIOPTa AMAMUHOMOHOKapOOHOBBIX aMUHOKHCIIOT B I10Y-
Kax U KUIICYHUKE;

* III Tun — cHIKEHHEM TPAHCIOPTA BCEX NEPEUUCIEHHBIX aMHUHOKHCIOT
B MOYKAX IPH HOPMAJIbHOM MX BCACBIBAHUU B KHILIEUYHUKE.

V¥ rereposurot I Tuna novedHast SKCKpelys NUCTUHA HOPMallbHAs, Y TeTe-
posuror II u III Tuna orMeyaeTcst MOBBIIEHUE SKCKPELIMU LIUCTUHA U IPYTHX
JMaMHUHOMOHOKapOOHOBBIX aMHHOKHCIIOT. CyIIeCTBOBAHUE PAa3IIMYHBIX THUIIOB
LUCTUHYPUH CBA3BIBAIOT C AJUIETIbHBIMHA MYTAllUsIMU OJJHOTO I'eHa.

lMamonozuyeckaa aHamomus

[TaronmoroanaroMudeckas KapTHHA XapaKTEPU3yeTCsl IaBHBIM 00pa3oM BOC-
MaJIUTENbHBIMA N3MEHEHUSIMH TOYeK 110 THITy MHTEPCTUIHAIBFHOTO HepuTa,
nuesoHegpuTa, IOYeUHOKAMEHHOM O0Ie3HU.

KnuHuyeckue nposssieHus

Knunnveckass kKapTUHA [UCTHHYPHH MOXET MPOSIBUTHCS B JTIOOOM BO3pacTe,
game B 10-20 ner. OCHOBHBIMH TIpH3HaKaMHU OOJE3HU SBISIOTCS TTOYCYHAS
KOJIMKA, HAPYIICHUS YPOIAUHAMHMKH BCIICACTBUE OOCTPYKIIMH MOYCBBIBOIAIINX
nyTeil 1 nueaoHePHUT.

ITozxe pazsuBaercsa AL, XITH.

VY OTHenbHBIX JeTell MMEeTCsl OTCTaBaHUE B (PM3UYCCKOM DPAa3BUTHHU, YTO
00yCIIOBJIEHO MOTEPEii OPraHMU3MOM HE3aMEHUMbBIX AMUHOKHUCIIOT.

JluazHocmuka

B kax10M ciydae mo4eYHOKaMEeHHOM 00sIe3HH y peOeHKa HEOOXOAUMO UCKITIO-
YHUTh IUCTUHYPHIO. [IpH 3TOM MCTIOIB3YIOT I{HaHHI-HUTPOIIPYCCHIHBIN UITH HOMI-
A3UJIHBIN TECTHI, a TAK)KE MUKPOCKOITHUYECKOE UCCIIEIOBAHUE MOUEBOTO OCAJIKa
C IETBI0 OOHAPYKEHNUsT KPUCTAIIIOB IIUCTHHA.
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ITpn MONOXUTENBHBIX PE3yAbTaTax MPOBOIUTCSA KOJIWIECTBEHHOE OIpEre-
JICHWE IUCTHHA B MOYE METOJaMH TOHKOCIOWHON Xpomarorpaduu, BBICOKO-
BOJIBTHOTO 3JIeKTpohope3a MK ¢ IOMOIIBIO XpoMaTorpaduu Ha HOHOOOMEHHBIX
cMoax.

JleyeHue

Jleuenwne 3akiro4aeTcsl B HA3HAYEHUN OOJBIIOTO KOMMYECTBA XXUAKOCTH (2 11/CyT.
u Oojee), TUETHl C OTPAHUICHUEM CEPOCOAEPIKALINX OSKOB M BKIIOUCHHEM
MPOIYKTOB, OlllesIad4rBaronux Mody. C 3TOil €160 HCIIONB3YIOT KapTO(eNbHY IO
JIUETY, KOTOpasi Hapsiay C IPUTOTOBJICHHBIM Pa3HbIMU CHOCO0aMHU KapTodenem
BKJIFOYAET OBOLIHBIE CYIIBI, TMPOTH C BAPEHBEM M KaIlyCTOMH, CIIMBOYHOE U pac-
TUTEJbHBIE Maciia, PPYKTHI, CIaJOCTH.

KonmuecTtBo MeTHOHMHA (MIPEIIECTBEHHUKA LMCTHHA), IOCTYIAIOIIETO
¢ THIIeH (TBOPOT, CHIPHI, KICIOMOJIOYHBIE IPOMYKTHI, MSCO, PbIOa, stifiia, 6000-
BbI€), IPU 3TOM orpanuuuBaetcs 70 0,7 r/cyT. OHaKO B CBS3U C TEM, YTO JJIH-
TEeJIbHOE OrpaHUuEHHE 3TOW He3aMEHUMON aMUHOKHUCIIOTHI HeOe3pa3InyHoO JUIs
pacTyliero opraHusMa, Takas JueTa HazHavyaeTcs He Oosee yeMm Ha 3—4 Hen.,
TIocIIe 4ero OOJIbHBIE TTOMYYaloT OOBIYHOE MMTAHKE, HO C UCKITFOYEHHEM TBOPOT'a,
PBIOBI, SIHII.

Haznauarot rugpoxapboHatT HaTpus, UTpaTHEIe cMecH, nakap0, ['mnoTuna-
3UI. HO‘quHyIO OKCKPEHHUIO HUCTUHA YIAa€TCA CHU3UTH C IIOMOMIBIO INTyTaMHUHA
U AUCThI C OTPAHUYCHUEM HOBapeHHOﬁ comu. C LCJIbIO MOBBIIICHUA PACTBO-
PUMOCTH IIMUCTHHA NMPHUMEHSIOT NMEHUIMUIaMUH 1o 1-2 1/cyT. B cBsizu ¢ Tem,
YTO Y MHOTHX OOJIBHBIX TIPH BBEJICHUH NperapaTa pa3BUBAIOTCS aJuIeprHYeCKHe
peaKknuy, apTpaITuu, B HEKOTOPBIX CIydasX HE(POTHUECKUH CHHIPOM H Ip.,
JIedeHne peKOMeHIyeTcsl HaunHathk ¢ Mansix 103 (0,1-0,2 1/cyT.), mocTteneHHo
YBEJINYMBasA KOJJMYCCTBO BBOJAUMOIO IIpEriapara.

B cBsa3u ¢ BCTYIUVICHUEM IMNCHUIMUIIJIaMHWHA B XHUMHUYCCKYIO PCAKIUIO
C NMUPHUIOKCANb-5-pocharoM U MHAKTUBUPOBAHUEM IOCIETHET0 HEOOXOIUMO
JIOTIOJTHUTENTFHO Ha3Ha4YaTh MUPUIOKCHH. B mocieHme roas! HCIONb3yI0T MEHee
TokcHuHbIN N-anerun-D-nennimutamus. Ecnm nanHOe nedenue He MPUHOCUT
OXXHJIAEMBIX PE3yNbTaToB, TOTJa MPUMEHSIOTCS TaKWe Iperaparsl, KaKk THO-
NpoHUH M Kantonpwil. OHM TakXkKe MPEeAOoTBPALIAIOT NpEeBpallleHHe HUCTEHHA
B IITUCTHUH. Crour OTMETUTD, YTO, HECCMOTPS HA TO YTO NCHUINUUIAMHWH SABJISICTCSA
HauOosee TOCTYHBIM CPEICTBOM Teparuy HUCTUHYPUH, TIPH €r0 IPUMEHEHUN
BO3MOXXHO Pa3BUTHE OCJIOKHEHWI. THONPOHHH (eTsaM cTapiie 9 jeT: Havyajb-
Hast 1o3a 15 Mr/kr/cyT. B 3 mpuema, 103y oIOMparoT C y4ETOM ypOBHS IIICTHHA
B Mode) Ooiee 3(h(heKTHBEH 1 HE BBI3BIBACT TAKOE KOIMUECTBO OCIOKHEHUH. Kar-
tonpu (0,3—1,5 MI/Kr) 1aeT MeHbIIIee YUCII0 MOOOUHBIX AP (HEKTOB, HO SIBISIETCS
HanMeHee 2P EeKTUBHBIM U3 TpeX nmpenaparoB. [Ipy BOZHUKHOBEHUH OOCTPYK-
LMY MOYEBBIBOASALINX MyTeH NPUOEraroT K OlepaTHBHOMY BMELIATEIbCTBRY.

lpozHo3

[Iporuo3s, kak mpaBuiIo0, ONATONPUATHEIN, yXyAmaeTcs npu nossienun [TH.
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®ocdarypus

Paznuuaror:
* NEPBUYHYIO, WM UCTHHHYIO, (ocdarypuro (mpu 3aboneBanusx [THC);
* BTOpHuYHYIO (ocdaryputo (npu HapylmeHHsIX KaJbIMEBOIO OOMEHa,
B COCTaBE CMEIIAHHBIX KaMHEH).

lamoezeHre3

YBenudyeHne MoYeqHOn IKCKperun (HocharoB HAOTIOMACTCS NPU ITEPBUIHOM
1 BTOPUYHOM THIIEPIIAPATHPEO3E, TyOyIOMaTusIX, JUypEeTHIECKOH (haze 0CTPOro
KaHaJbLEBOTO HEKPO3a, MOCIIE TPAHCIUIAHTAIMH MIOYEK, a TAKIKE TP HEKOTOPBIX
COCTOSIHHSIX, OOYCIJIOBIICHHBIX HapylleHHeM Mmerabosnu3ma Butamuna D. Ilpu
TIEPBUYHOM THIIEPIIapaTUPE03e BHICOKUI YPOBEHB IMapaTropMoHa HPUBOIHUT
K BBIP@XXEHHOMY CHIKEHHIO peabcopOium ¢ocdaroB moykamMu ¢ pasBUTHEM
runodocdareMunt 1 TUIEPKaIbINEMHUN. BTOpHYHBIN TunepnapaTupeos Jarie
HaOmonaeTcs npu 3aboneBanmsax JKKT, compoBokaaromuxcs HapyIIeHHEM
BCaChIBaHMs KaibIusl U pochopa ¢ MocaenyoNIMHA THTTOKANIbIIMEMUEH, THITO-
¢docdaremueli 1 BTOPUYHBIM YCHJICHUEM SKCKpELMU NaparropMmona. MiMeHHO
TIOBBIIIEHNE YPOBHS ITapaTrOpMOHA MPHUBOIUT K BBIpAXKEHHOH (ocdarypun
W YCHWJICHUIO TUIO(OChaTeMum.

KnuHuyveckas kapmuHa

KHI/IHH‘IGCKI/IC IIPOSABJICHUSA 3360J'ICB3HI/I${ HeCHeLH/I(I)I/IqHI)I M 3aBUCAT OT OCHOB-
HOTO 3200JICBaHus, IPUBE/IICTO K PA3BUTHIO HApYIICHUS peadbcopOiuu docda-
TOB THNa GochHarypuu U CONYTCTBYIOMINX 3a00JIeBaHHUIA.

B moue BoisiBIsitoTCsI TpHIienbhocharsl, hochar KaabIus HiIH CTPYBUTHBIC
conu. Haunbosnee yacto onpezessiercs mmieno4ynas peakuus moud. [Ipu dopmu-
pOBaHMM MOYEBBIX KaMHEil Ha TepBBbIH IUIaH Yalle BCEro BBIXOAUT KapTHHA
KaJIbKYJIE3HOTO MMHETOHE(PPUTA, HEPEIKO COTPOBOKIAIOIASACS KINMHHYICCKON
KapTUHOM II0YEYHOU KOJIMKHU.

Jluarnoctuueckue Meponpustus, auddepeHnnanbHas IMarHoCTHKA, po-
(hUITAKTHKA U OCIIOKHEHHUS AHAIOTHYHBI TAKOBBIM TIPH IPYTUX OOMEHHBIX HE(PPO-
MaTusx.

JleyeHue

Pexomenpayercs:
 nuerorepanws (cMm. Tadm. 7.11);
* MOBBILEHHBIA MUTHEBOHN pexkum (2 11 Ha 1,73 M? IOBEPXHOCTH TeNa);
* MHMHEpAJIbHBIE BOJBI KYpPCaMH;
» Ammarens (©ocdamnrorens) kypcamu o 10 gaelt B Mecsl (U1 CHIDKESHHS
docharypun, a TakKe MPH COUCTAHUH €€ C KaJIbIInypUeH);
* Kypchl runoTHasuaa 1-2 Mr/kr;
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» MemOpanoctabmwmzarops! (Keuaudon, Jumedocdon, dccerniuane) (cM.
Tabm. 7.12);

* aHTHOKCHIAHTHI (BUuTaMuHbI A, E, By);

* mpenapats! Mmaraus (Harypan Kanm, Marue By);

* ¢urorepanus (Llucton).

Ty6ynonatum
A.B.Manxou, M.C.Monuanosa

TyOynomaTnn — MHOTOYHCIIEHHAs! TeTEpPOTeHHast Tpynna 3aboyieBaHui, 00y-
CJIOBJICHHBIX CTOMKHMMH HapyIICHHSIMH MEMOPAaHHOTO TPAHCIOPTa PA3IMYHBIX
BEIIECTB B TIOYCYHBIX KAHAIBIIAX.

B 3aBHCHMOCTH OT UX HPUYMH BBIACISIOT NEPBUYHBIC (HACIIEICTBCHHBIC)
W BTOPUYHBIE TyOys0naTuu (HacjeCTBEHHbIE U IPHOOPETEHHBIE).

KaHanpupl mo4ex BBHINONHSAIOT MHOTOOOpa3Hble QyHKIMH: peabcopOuus
W CEKpEeLHs pa3IMIHBIX BEIIECTB, TTOJ/IepsKaHNe BOJHOTO TOMEOCTasa, PeryIsiys
KHCJIOTHO-OCHOBHOTO COCTOSIHUSI, PETyIsIus (hochOopHO-KaIbLHEBOTO 0OMEHa
U JIp., HO3TOMY HPOSIBIECHHS TyOyaonmaTuii pa3HOOOpa3HbI, U KIMHUYECKH OHU
MOTYT IIPOTEKATh KaK B BUJE TKEIBIX 3a00JIEBaHUN C CEPhE3HBIM IIPOTHO30M,
TaK U B BUJIE JIETKUX, HE YTPOXKAIOLIUX KU3HU PACCTPONUCTB.

ITo Mepe pa3BUTUS T€HETHUUECKUX U MOJIEKYISIPHBIX METOAOB YTOUHSIOTCS
MIPUYXHBI 3200JIeBaHNH, BBIACISIOTCS UX HOBBIC (OPMBI. DTHM OOBSICHSIETCS
OTCYTCTBHE Ha CETOIHSILIHUI I€Hb OOIIETIPUHATON KiIaccudukanmy TyOyaomna-
Tuit. Hambonee ynoOHO siBseTcs kiaccudukanus TyOyaonaTuii o BeayIeMy
cunapomy (tabm. 7.13).

Kox mo MKB-10:

N25 Hapyrienus, pa3BHBaIOIIMECs B pe3yibTare AUCHYHKIUN MOYEUHBIX
KaHaJIbLIEB!

* N25.0 ITogeqnast ocTeomucTpodus.

* N25.1 HedporeHHslif HecaxapHBIA AHA0ET.

* N25.8 JIpyrue HapyuieHusi, 00yCIOBICHHbIC AUCPYHKIMECH MOYCUHBIX

KaHaJIBIIEB.
* N25.9 Hapymenne GpyHKIUHM MOYEUHBIX KaHAIBLEB YTOYHEHHOE.

MoueuHas rnuko3ypus

[Toueunast TMKO3ypHsl — HAacJEICTBEHHOE 3a00JieBaHUE, 00yCIOBICHHOE CHH-
JKEHHEM peabcopOIy IIFOKO3BI B MIPOKCUMAIIBHOM OT/ENe KaHAJBIEB ITOYKH,
MPOSBIISTIONIEECs IMKO3ypHel 0e3 rumepriukeMun. YacToTra ero cocTapisieT
2-3:10 000.

Beinensitor 2 hopmbl 3a00eBaHus: CEMEHHYI0 HIMONATHYECKYIO (IepBUY-
HYI0) ¥ CHMIITOMaTHYECKYIO (BTOPHYHYIO).
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Ta6bnuua 7.13. Knaccndukauma TybynonaTtnii B 3aBUCUMOCTM OT BeAyLLMX

CMHAPOMOB
Bepyuwiuin
cHHapOm MepBuuHbie Ty6ynonatun BTopuyuHble Ty6ynonatumn
MoyeyHble ®ocdaTt-graber, ButamuH-D- Tunodocdarasun, uenvakus,

ocTteonatuu (pa-
XUTOMOAOOHbIN
CUHApPOM)

3aBUCUMBIN PaxuT, BUTaMuH-D-
Pe3nNCTEeHTHbIN PaxuT

ncesgorvnonapaTpeos, nepemy-
HbI rMNepnapaTMpeos

Monnypus n pa-
XUTOMOAOOGHBIN

bonesHb ge ToHn-Lebpe-DaHKo-
Hu, MTA T un Il TINOB

Tupo3snHemus, XIMH, ranakto3se-
mMuA, Jloy CUHAPOM, LIMCTUHO3,

1 HedpoKanb-
UMHO3

pvA, MIMLUHYPUA, LNCTUHYPUS,
cuHppom bapttepa I u Il Tnos

CUHAPOM cuHapom MDaHKOHN Npuw Hacnea-
CTBEHHbIX 60oe3HAX
Hedponntnas NTA 1 v Il TMnoB, MuHorNUUMHY- | OKcanos 1 BTOpMYHaA rmnepok-

canypus, KCaHTUHYPUA, CUHAPOM
Jlewa-HwnxeHa, runepkanbLmy-
puvA cemeHaa C MOYeKaMeHHOM
6onesHblo, rmnepypaTypus,
ypaTHbIl HedponuTmas

MeTabonunye-
CKUI NOYEYHbIN
ankanos v runo-

Cungpombl bapTtTepa, [MTenbma-
Ha, Jlnpana

BropuuHble cnHgpombl bapTtTepa
v [MtenbmaHa

CKWUIN NOYeYHbIN
aungos

3aBUCMMBIN PaxuT

Kanvemua
Monnypua MNMoueyuHas rnnkosypwus, no- HedppoHodTn3 OaHKoHK, Nneno-
UeuHbI HecaxapHbIi Juaber, HedpWT, LNCTUHO3, TUPO3NHEMMA,
noyeyHbIn coneson anabet, MTA | XMH, MNTA IV Tnna
I-1ll Tuna, cunppom bapTTepa,
crHapom [uTenbmaHa, 6onesHb
ne ToHn-[le6pe-DaHKoHM
MeTabonuue- BbonesHb ae ToHn-[lebpe-DaH- Cunpapom QaHKoHM Npu Hacnep-
CKUA UK rn- KoHwu, MNTA -1V Tuna, ncesaoru- CTBEeHHbIX 6one3HAX
nepxnopemuye- | NoanbLoCTEPOHN3M, BUTaMUH-D-

N HedppoKanb-
LMHO3

Lebpe-DaHKOHW, UMUHOTINLM-
HYpPVSA, TALMHYPUSA, LUCTUHYPUA,
cnHgpom bapttepa | n Il Tunos

lunepkanvemunsa |[lNceBpornnoanbaoCTEPOHN3M, MoyeuHbI TyOYynApHbIA aumao3
TpaH3uTopHbIn MTA IV TMna IV 1nna
lvnokanuemna | CnHgpombl bapTtTepa, lMtenbma- | BropuyHble cuHgpombl bapTttepa
Ha, Jlnpana n [TenbmaHa, runepanbgocTe-
POHM3M
Mmnomarnnemua | CuHgpom MTenbmaHa BTopuuHbIi cuHgpom [MTenbmaHa
Hedponntnas MTA 1 n Il Tuna, 6onesHb ge ToHn- | OKcanos u BTOpUYHAA rMnepok-

canypws, KCaHTUHYpPUA, CUHAPOM
Jlewa-HuxeHa

Al

CuHppom Jlnpana

[wnepanbgocTepoHn3m

Tybynonatun 383

llamozexe3

ITepBuuHas peHaIbHAs NINKO3YPHUS Pa3BUBACTCS B PE3YJIbTATE H30JIHPOBAHHOTO
HapyIIECHUs TPAHCTIOPTA TIIOKO3BI B IPOKCUMAIBHBIX KaHANbLAX TTOYEK, TPUYH-
HOI KOTOPOTO SIBJISIETCS TEHETHYECKHI 1e(heKT CHHTE3a MEMOPaHHBIX HOCUTEIIEH,
OTBETCTBEHHBIX 33 TPAHCHOPT IIIOKO3bl. BecachiBaHME ITIOKO3BI OCYIECTBIIAETCA
Onaromapsi HAJIMYHMIO TPAHCIIOPTEPOB B AlTMKAJIBHOM (JIIOMHHAJIBHOM) U 0a30-
JaTepaibHOM ydJacTKax MEMOpaH 3IUTEIHOLUTOB KaHaIbIEB. JIloMUHATBHBIA
DITFOKO30TPAHCIIOPTEP ABIsIETCS HaTpuii3aBUCUMBIM (SGLT-2 — B H3BHUTOM YyacTH
MPOKCUMabHBIX KaHableB, SGLT-1 — B mpsiMoii yacTu KaHaBIIEB), 6a3oare-
paNbHBINA IIIOKO30TpaHcnopTep — HarpuitHe3aBucUMbIM (GLUT-2 — B usBuroi
4acTU NpoKcUManbHbIX KaHanbleB, GLUT-2 — B mpsiMoil yacTu kaHambIIEB).

I'en, kopupyromuit SGLT-2, kapTupoBaH Ha KOPOTKOM Ijiede 6- XpOMOCOMBI
B patione 21.3 (6p21.3); ren, xomupyrommii SGLT-1, — Ha 22-if XpomMocome
(22q11q21). OcHOBHO THIT HACIIEAOBAHUS TTOYCTHON TIIMKO3YPHUH ayTOCOMHO-
JIOMMHAHTHBIM, OJHAKO OMHCAH M ayTOCOMHO-PEIECCUBHBIM MyTh Ieperaadu
MYyTaHTHOTO reHa. BerpeuaroTces u criopaguyeckue ciaydau.

Beiensror 2 Tumna nepBUYHON peHaIbHOMN INTHKO3YPHH:

* THII A — N30JMPOBaHHOE HAPYIICHHE peadCcopOINH TIOKO3BI B ITPOKCH-

MaJIbHBIX KaHAJbIaX, «KJIACCHYECKasi peHAIbHAS TIIUKO3YPHS»;
* TN B — coyetaHHOE HapyIIeHNE BCAChIBAaHMS [NIIOKO3bI U TaIaKTO3bI B [OY-
KaxX U KUIIECYHUKE (BPOXKICHHAS TIIIOKO30-TalaKTO3HAs MaJIbabcopOIms).

CumnroMarnyeckasi (BTOpUYHas) IIMKO3YPUSI MOXKET OBITh MPOSBICHHEM
cuaapoma ae Tonn—/leOpe—PankoHM, pa3BUBAETCS B pe3y/bTare TOKCHYECKOTO
TIOBPEXICHNS TTIOYEK COISIMHU TSDKEIJIBIX METAJIIOB U JIp.

Knuruyeckas kapmuxa u duazHocmuka

B GonpmmHCTBE ciydaeB MepBUYHAS peHATbHAS TIIMKO3YpHUsl MpoTekaeT Oec-
CHMIITOMHO, BBISABIIACTCA cnyqai/'mo WU JUAr"Ho3 CTaBAT JIUMIIb HAa OCHOBAHUU
71a60PaTOPHBIX JaHHBIX.

Ipu TsDKENOM TedeHUH 3aboJieBaHMsl, OOYCIOBICHHOM 3HAYUTEILHBIMU
MOTEPSIMU TIIFOKO3bI C MOYOH, MOTYT HaOIIOIAThCs MONUYpPHUs, CI1adOCTh, YyB-
CTBO rojoza. BerencTBue MONMypuld OCMOTHYECKOTO T'€He3a MOXKET pa3BH-
BaTbCA }ICFI/I)IpaTaLH/Iﬂ U TUITIOKAJIUEMHUSA, UTO 6y11eT COHpOBO)K}laTBCH alIHHaMHeﬁ,
MBIIICYHOH C1ab0CThIO, Thopeduiekcuei. JleuuuT yrieBomaoB 00yCIOBINBaACT
pa3BUTHE AllETOHYPUH, YCUIUBAIOLIEHCS TIPH JIMXOPAJ0YHBIX COCTOSHUSX, TOJI0-
naHuu. Jletr OTCTaroT B (PU3NUSCKOM Pa3BUTHH.

[Mpu moYevHOU MIIMKO3YPUH CYTOYHASI SKCKPELHS TITFOKO3bI C MOYOH COCTaB-
nsiet ot 2 1o 100 . OGBIYHO IITF0K03a OIIPEAEIIAETCS BO BCeX MPodax MOYH, BKITIO-
qasa HOYHBIC. HOTepﬂ TJIFOKO3BI C MO‘{Oﬁ HpaKTI/I‘IeCKI/I HC BJIMSACT HA ypOBeHB §§
B KpoBH. TeCcT Ha TOJEPAHTHOCTD K IIFOKO3€ He n3MeHeH. [Ipu 3ToM opranusm
GOJIBHBIX C MMOYEUHOU TITUKO3YpHUEH CIIOCOOEH YCBaUBaTh U JETOHUPOBATH HOP-
MaJIbHOE KOJIMYECTBO YIIIEBOIOB.

JIMarHo3 mo4YeyHo# TIIMKO3ypHU CTaBST HA OCHOBAHHU HECKOJIBKUX IPH-
3HAKOB:
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* DIIMKO3YpPUs IPH HOPMAJBHOM YPOBHE caxapa B KPOBH HATOLIAK;

* HaJH4He IJIIOKO3Bl BO BCEX IOPLUAX MOYM (0OS3aTENBHBIM YCIOBHEM
JIMATHOCTUKH MTOYCYHOM TITHKO3YPHH SIBISIETCS UICHTH(OHKAIMS TIIFOKO3bI
B MOU€, MMO3BOJISAIOIIAST OTIIHYHTH TIIFOKO3Y OT (PPyKTO3bI MPHU T0OpOKate-
CTBEHHOH (DPYKTO3YPHUH, raaKTO3bI IPH FAAKTO3EMUH U T.IL.);

* TOJICPAHTHOCTh K MEPOPAIbHON Harpy3Ke IIIOKO30W HOpPMaJbHas WU
HEMHOTO CHIDKEHA;

* OTCYTCTBHE HapyIICHHS IOYEYHBIX (QYHKIUH.

Hannuue y 605bHBIX KaxIbl, TTOJHMYPUH, caxapa B Mode TpeOyeT nuddepen-
nuansHoi puarHoctukd ¢ CJI. CHMITOMaTHYECKYHO TIMKO3YPHUIO MPH APYTHUX
TyOyJIOMmaTusX OT MepBHYHON Oy[ET OTHYATh IKCKpeuus ¢ Modoit gocdaros
W aMHHOKHCJIOT, YPOBEHb KOTOPBIX P U30JIUPOBAHHON MOYESUHOMN [THKO3YPHH
HOpPMAaJIbHBIH.

JleyeHue

INoueunas ruko3ypus — 3ab0neBaHUe JOOPOKAaYECTBEHHOE U HE TpeOyeT crienu-
QJILHOTO JIGYEHHSI, KPOME CITyYaeB TSDKEJIOTO TEYECHUS.

BaxHo obecrieunTh NpaBMIIbHOE MUTaHNE OOIBHBIX, YTOOBI N30€XKaTh epe-
TPY3KH YDJIEBOAAMH ¥ THUINECPIIIMKEMHUH, KOTOPas CHOCOOCTBYET BO3PACTaHHIO
MOTEPH caxapa.

[Ipu pa3BUTHH THIIOIIMKEMHH B CITy4ae TSHKEIOro TeueHHs 3a00IeBaHus clie-
JIyeT BBOJIUTD JIOTIOJTHUTEIBHOE KOJTMYECTBO IIIFOKO3bI, IPU HATMYUH TUITOKAIIH-
€MHH — IPOAYKTHI, COJCpIKaIlUe Kaluii (M310M, Kypara, CBeKJia, MOPKOBb U JIp.).

lpoeHo3

[Iporao3 npu moueuHON TIINKO3YPHH OJIarOTPUSTHBIN.

MoueuHblit HecaxapHblili auadet

IToyeunslii HecaxapHbIii nrabeT (Ba30NPEeCCUH-PE3NCTCHTHBIM HEeCaXapHBIH
nrabeT) — 3a00JieBaHUE, B OCHOBE KOTOPOT'O JIE)KUT OTCYTCTBHE PEAKIINHU KIETOK
SMHTENUS TUCTANBHBIX KaHAIBIIEB U COOMpATeNbHBIX TpyOOoK mouek Ha AJIL,
COIPOBOYK/IAIOIIEECS MOJMYpPHEH C HECITOCOOHOCTHIO KOHIICHTPUPOBATh MOUY
(TMTIOCTEHYPHS) ¥ TOTUAUTICHEH.

Yacrora BcTpegaemocTs okono 1:500 000 HaceneHusI.

llamoezeHe3

3aboseBaHNe pa3BUBAETCS NPU OTCYTCTBHU PEAKLMHU DIHUTENUS AUCTAIBHBIX
KaHaJIbIIeB M cOOMpaTeNbHbBIX TPyOOK Ha felicTBre Bazonpeccuna (AD).
He3naunTensHOE TOBBIIIEHHE OCMOJIIPHOCTH KPOBH WM CHI)KEHHE 00b-
eMa 1ia3mel ctuMyanpyeT Beixon AJIlT 3 Hedporumogusza. B codmparensHBIX
TpyOkax AJII" cBs3BIBaeTCS C BA30MPECCHHOBBIMH PELIENTOPaMH 2-TO THTIA KIle-
TOYHBIX MeMOpaH (V2-perenTopsl), 3amyckasi Kackajl BHyTPUKIETOUYHBIX peak-
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nuil (ameHwnaTnrkiIaza, TAM®, MpoTeHHBI BOOHBIX KAHAIOB — aKBAITOPUHEI),
B PE3yJIbTATE YETO IOBBIIIAECTCS TPOHUIIAEMOCTh AIIMKAIBHBIX MEMOpaH KIETOK
JUIst Bofpl. braromapsi mpOTHBOTOUYHO-MHOXKHUTEIHPHOMY MEXaHU3MY, TKaHEBast
KHUJIKOCTh MHTEPCTUIIUSI MO3TOBOTO CJIOS MOYEK SIBISCTCS TUIIEPOCMOIISPHOM,
41O 00ECIIeuNBaET BCACHIBAHKE 110 IPAJANEHTY KOHIIEHTPALA OCMOTHYECKH CBO-
00/1HOM BOIBI M BBIZIETIEHUE THIIEPTOHNYECKO MO OTHOIICHHUIO K IIIa3Me MOYH.

ITpn modeuHoM HecaxapHOM anadere y OOJIBHBIX HMOCTOSIHHO BBIJICISAETCS
THIIOTOHWYECKasl 110 OTHOMICHUIO K IUIa3Me MO4Ya, HECMOTPSI Ha HOPMAJIbHYIO
OCMOJISIPHOCTbD IUIa3Mbl 1 HOPMaJIbHBIN WJIN J1aXKe [OBBILIEHHBIA YPOBEHb B HEN
AT

Paznnyaror nepBUYHBIN MOYEUHBIN HECAXapHBIN J1a0eT U BTOPHUYHBIH (CUM-
MITOMATHYECKHIA).

[epBuuHEIil (HacHeICTBEHHBIN) TMOYCUHBIA HEeCaxapHBIH ArabeT 00yciIoB-
JIeH reHeTHueckoi myTtanuei. B 90% cimydaeB Hacnemyercst X-CLETIEHHO (KaK
MIPAaBUJIO0, PELIECCUBHO, HO ONMCAHBI U JOMUHAHTHBIC CIy9an) U MPECTABISICT
coboit myTtanuto rena AVPR2, kopupytorero V2-penentopsl ¥ KapTUPOBaHHOTO
Ha JAIMHHOM Iuiede X-xpomocoMmsl (Xq28). IIposiBisieTcst mpenMyIecTBEeHHO
Y MaJB4MKOB, IEPENAETCS OT MAaTEPU.

B 10% ciydaeB 3a00i1eBaHHe TEpeaaeTCsl ayTOCOMHO-PELIECCHBHO (Jaie)
WIN ayTOCOMHO-JOMMHAHTHO. B OCHOBE 3THX BapHaHTOB 3a00JICBAHUS JEKHUT
myTarus rena AQP2, konupyromrero 6enok akBanopuH-CD, BXOASIIHiA B cOCTaB
aKBaIlOPHH-2 BOJHBIX KaHAJIOB B SITUTEINU COOMPATENbHBIX TPYOOK. ['eH KapTH-
poBas Ha 12-if xpomocome (12q13).

BropuuHbIi OUeUHBIH HecaxapHbBIM IUa0eT pa3BUBAETCS KaK BTOPUYHBINA
CHHJPOM IIPH Pa3INYHBIX 3a00J€BaHUAX C ITOPAKCHUEM IUCTAIBHBIX KaHAJb-
1eB (0OCTpyKTHBHAS HeponaTus, HeQPOKAIBIIHO3, MEAYUIIPHAS KHCTO3HAS
60I1€3Hb, MOTUKUCTO3 MOYEK, CEPIIOBUIHO-KICTOUHAS aHEMHUS, THITOKAINEMUS,
TUIEepKaNIblIUeMUs], OCIOKHEHU MEIUKaMEHTO3HOW Tepanuu M Bo3JeiicTBHE
TokcuHOB, XITH).

KnuHuyeckaa KapmuHau oudzHoCcmMuka

IMomuauticuss ¥ MONMypHUsl MOSBISIFOTCS BCKOpPE TIOCTIE POXKACHUS, OOBITHO
Ha 1-i Henelne KHM3HH, HO, KaK TPAaBHUJIO, OCTAIOTCS HE 3aMEUeHHBIMU. B psijie
CllydqaeB y JeTel oTMedaeTcs JIMXOpaKa, pBOTa, CyIOPOTH, KOTOPbIE SBIAIOTCA
CJIE/ICTBHEM JieTUIpaTaluy. VIHOrja TH CUMIITOMBI BIIEPBBIE BBISBISIOTCS MIPU
Tiepexo/ie C TPYJHOTO Ha NCKYCCTBEHHOE BCKAPMIIMBAHHUE, YTO CBA3AHO C YBEIIH-
YEHHEM OCMOTHYECKOH HAarpy3KH.

I'mnocteHypust HOCUT YIOPHBII XapakTep — MaKCHMaJbHasl INIOTHOCTh MOYH
He npesbiiaeT 1005. Bee octanbHble QyHKIMU TOYeK HOpMaJbHBL [Ipu Beipa-
KEHHOM JIeruipaTalii MOXKeT HaOII0IaThCsl CHU)KEHHE TIIOMEPYIISIPHON QHIIb-
TPaLUH U IOYEYHOTO KPOBOTOKA.

Y nereit crapiiero Bo3pacTa OTMEYAlOTCSl BBIPa)XEHHAs IOJIHYPHS
(mo 10-20 n/cyT.), HUKTYpHs1, HONUAUTICHS; peke — THApOoHe(po3 U rutepTpodus
MOYEBOTO Iy3bIpsl KaK BTOPUYHBIC NpOosiBIcHUS Oone3Hn. MHorma orMmedaercs
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3a/lepyKKa YMCTBEHHOTO M (PU3NUECKOTO Pa3BUTHS OONBHBIX JETEH, 9TO MOKET
OBITh CBSI3aHO C HEAJIEKBATHBIM BBIBEICHHEM JKHUIKOCTH, OBITH CIICICTBHEM
TSDKEIION JeTupaTalii U CIBUTOB KHUCIIOTHO-OCHOBHOTO PaBHOBECHS KPOBH.
B cnyuasx tskenoro tedeHus 0oae3Hu BO3MOkHO paszButue XITH u cepaeuno-
COCYIMCTBIX HAPYIICHUIH.

Jlnarno3 Ba3ompecCHH-PE3UCTCHTHOTO HecaXxapHOro auadera yCTaHaBIIH-
BAeTCs MOJICKYISIPHO-TEHETUICCKIMH METOIAMH H C TIOMOMIBIO TECTa C Ba3o-
MIPECCHHOM, KOTOPBIN MOo3BOMIAeT Au(QepeHnrpoBaTh €ro 0T rHHo(U3apHOTO
HecaxapHOTo nuadera.

Ilpoba c sazonpeccunom (unu decmonpeccurom). [103BOJSIET OLICHUTH YYB-
CTBHUTEIILHOCTH KaHAIBIIEeB K AJII, a Takke onpeneTuTh MaKCHMAaTBHYTO CII0CO0-
HOCTP MTOYCK K KOHIICHTPHUPOBAHHUIO MOYH.

PeGenky naercs 20 mur/kr Bonsl 1 BHyTpuBeHHO BBonuTcs 0,1-0,5 ME Ba3o-
npeccrHa. Jlo mpoBeaeHus mpoOsl coOdnpaeTcss Moda, ONpeaelsieTcs ee 00beM
Y OTHOCHUTEIIbHAsS MI0THOCTH. [ToBTOpHO Moua cobupaercs uepe3 4 4. B Hopme
00bEeM MOYH JIOJKEH CHU3UTHCS Ha 25%, a MIIOTHOCTh MOYH Bo3pacTH 10 1020.

JecMmonpecciH BBOAUTCS HHTPAHA3aTIBHO B T03€ 3,5 MKT Ha 5 KT MacChI TeNa
(HO HE Oonee 40 MKT) FITH TMTOTKOXKHO B 03¢ 4—10 MKT, MaKCHMaJIbHOE KOHIICH-
TPUPOBAHUE MOYH BBIABISIETCS depe3 3—5 9 M COXpaHSETCS B TEUEHUE CYTOK.
OcmonstnpHOoCTh gocturaet 1000—1200 MOCM/KT, OTHOCHTENBHAS TUIOTHOCTD
moum — 1,028-1,032.

B paHHEM [eTCKOM BO3pacTe MpH OOMJIBHBIX 3KCTPApEHAIBHBIX MOTEPSX
KUIKOCTH, DIWICTICHH, TTUeNoHedpuTe, MouekaMeHHOW Oomnesnu, mpu [TH
TPOOEI ¢ BA30MPECCHHOM U €T0 aHaJOTaMU IPOTHBOIIOKA3aHEbI.

[Ipu movyeyHoM HecaxapHOM anadeTe BBEICHHE BAa30NPECCHHA OOJIHHOMY
HE BBI3BIBACT IMOBBIIICHUS KOHIICHTPAIMA MOYHM W HE CHIDKAET ee 00beM.
[TonoxuTenbHAs Peakius Ha BBEACHHUE Ba30MPECCHHA OyIeT HaOMoaaThCs Py
BTOPUYHOM CHHAPOME IMOYSUYHOI0 HeCaxapHoro nuadera.

Jleyerue

OcHoBa Tepanuu — IpreM OOJIBIIOro KOIMYeCcTBa KUAKOCTH. [IpH ocTpoii neru-
JpaTamiy KUAKOCTb BBOAAT IIEPOPAIBHO, B OOJIBIINX KOJIMYECTBAX, YTO OBICTPO
JUKBUJIUPYET TUIEPOCMOJSIPHOCTh TUIa3Mbl. B OOBIYHOM peXHMME BOIHBIN
0aJyaHC TONAEPKUBAETCS CBOOOJHBIM MPUEMOM XKHIKOCTH, KOJUYECTBO COJIU
B IIMIIIE€ OIPaHNYNBAETCS.

[Tpn TspKeno# nernaparanuy peObeHKy 0OBIYHO Ha3HAYAIOT KaleJIbHOE BHY-
TpHUBEHHOE BBeneHHe 2,5-3% pacTBopa IIOKO3bI. I yCTpaHEHHUS TSKEIOTO
COJIEBOTO MCTOIIECHUS UCHONB3yeTcsa 2% PacTBOpP HATPHS XJIOPUAA, KOTOPBIN
BBOIUTCA KaIl€JIbHO BHYTPUBCHHO B COYETAaHUU C paCTBOPOM IJIFOKO3BI. 21115[
NPEeOTBPAIIEHHS] COCYAUCTOH HEOCTaTOYHOCTH HA3HAYAIOT COCYAOTOHU3UPY-
roure cpenctea (Kopnmuamun, Mesaron). HeoOxouM MOCTOSIHHBIA KOHTPOJIb
COJZIEpXKaHUsI NOHOB KaJIUs B KPOBH.

BaXHBIM KOMIIOHEHTOM TEpaluH SBJISCTCS [ HMIIOTHA3HI, KOTOPBIA NpH
MMOYeYHOM HecaxapHOM JradeTe OKa3bIBACT IMapanoKcaabHbIN 3(pdeKT — BBI3HI-
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BAaeT MOHIKEHHE MONUYpHH. MexaHu3M 3Toro 3¢ ¢eKTa HeIOCTATOYHO SICEH,
BO3MOXKHO, MHTHOHpPYS peadbcopOuuio XJIopuaa HATPUS B MPOKCHMAIBHBIX
W YaCTUYHO JWCTAIbHBIX KaHAJIbIIaX, TUIOTHA3U] CHUXKAET KIUPEHC CBO-
0OOHOW BOJIbI; KPOME TOTO, OH YJIy4YLIaeT KOHIIEHTPAIMOHHYIO CIIOCOOHOCTH
MOYEK M YaCTHYHO YTHETaeT LEHTp XKaXIbl. [ nnoTHasnua Ha3HayaeTcsl B J03€
1-2 Mr/kr/cyT. exeqHeBHO WM uyepe3 AeHb. [loMnMo BBIBEACHHS HATpuUs
1 XJIOpa, Ipernapar NpUBOIHT K ITOTEpe KaJIksi, MarHus 1 OnkapOOHATOB ¢ MOYOH,
YCHIIMBAeT peabcopOLMIo KalbIHs, BEI3bIBAs THIIOKaIbIKypHI0. [TlosToMy mpu
JUTUTEJIEHOM JIEYeHUH He0OX0ANMO Ha3HauCHHE MpenapaToB Kalus U KOHTPOJIb
ANIEKTPOIIUTHOTO COCTaBa KPOBH.

Takke MOXXET HCIIONIb30BaThCsl KOMOMHNPOBaHHAs Tepanus [ unoTnasumom
(1-2 mr/kr/cyT.) 1 ”HAOMETAaIMHOM (2 MI/KT/CYT.), KOTOPBII HHrHOUpyeT oOpa-
3oBaHue npocranianguHa E2. Ilpocramanauy E2 cHukaeT peakuuio SIUTenus
kaHanbleB Ha A/II" u yxynmaetr A/[['-CTUMYIHpPOBaHHOE BCAChIBAHUE BOJIBL.

lpoeHo3

[Tporuo3 nepBUYHOIO MOYEYHOTO HECAXapHOTo radera cepbeseH. OrpaHnueHue
JKUJIKOCTH, OCOOCHHO Y JIeTell paHHEeTO BO3pacTa, MOXKET NMPHUBECTH K JICTAIIb-
HOMY HCXOXy BCIIEACTBHE OOE3BOXKMBAHHS M THIIEpHATpUeMHH. [loCTOsSHHO
Gospire 00bEMBI MOYHM MPOBOLMPYIOT YBEJIMYEHHE MOUYEBOTO ITy3bIps, pas-
BHUTHE MeTaypeTepa M THAPOHEePpo3a, YTO MOXKET MPHUBOAUTE K (HOPMHPOBAHUIO
XITH.

MoueuHblit coneBoii Anabet (NnceBROrMNOANbAOCTEPOHN3M)

[MoveuHnslii coneBoii muadeT (MCEBIOTUIIOATBI0CTEPOHNU3M, PELIICHTOPHBIN THITO-
aJbJOCTEPOHU3M, BPOXKICHHBIA PEHAJIBHBIM COJNBTEPSIOIIUNA CUHIPOM, IICEB-
JIOTUTIOAIPEHOKOPTHUIIN3M) — HACIICACTBEHHOE 3a00JIeBaHME, O0YCIIOBICHHOE
HEJOCTAaTOYHON YyBCTBUTEIBHOCTBIO SIUTENHS KAaHAIBLIEB K albIOCTEPOHY,
YTO MPUBOAUT K CHIDKEHHIO peabcopOunu HATPHA, Pa3BUTUIO THIIOHATPUEMUH,
MeTabOTMYESCKOTO aIU103a C TUIICPKATNEMHEH, IOy PUH, OTCTABAHUIO B (hH3H-
YECKOM Pa3BUTHH.

Brigenstor nepBUYHBIA W BTOPUYHBINA IICEBAOTUNOATBIAOCTEPOHU3M.
[epBUYHBII TICEBIOTHITOATBA0CTEPOHN3M — TEHETHUECKOE 3a00IeBaHIE C ayTO-
COMHO-PEIIECCUBHBIM WJIH ayTOCOMHO-JIOMHHAHTHBIM THIIOM HACJICIOBAHMS.
BTopuuHblil THNOATBAOCTEPOHU3M — CHUHAPOM, PAa3BUBAIOLLIMICA MPU psiae
MMOYCYHBIX 3a00JICBAaHHM, MPOTEKAIONIUX C OPAKCHUEM KaHaJbIIEB (MUeIOHe)-
PUT, MOJIUKUCTO3 MOYEK U JIP.).

lamoezenes

ITpn mepBUYHOM IICEBIOTHITOATB0CTEPOHI3ME HAOMIONAeTCsl pehpakTEpHOCTh
JIUCTAIbHBIX KaHAJbLEB K allbJ0CTEPOHY. IIpH «KiaccHueckom» ayTOCOMHO-
JIOMHHAHTHOM BapHaHTE IICEBIOTUIIOATHI0CTEPOHU3MA HUMEIOTCS MYTAaIlHH
B reHe MLR, xonupyromem KaHalbleBbIE PEIIENITOPHI K albI0CTEPOHY U KapTH-
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poBaHHOM Ha 4-if Xxpomocome (4q.31.1). [Ipu ayTocOMHO-peieCCHBHOM BapHaHTE
TICEBJOTUIOANBI0CTEPOHU3MA BBISBIISIIOTCA MyTAIlNK B 3 T€HaX, KOAUPYIOIIUX
SIHUTEINAJIbHBIC HATPUEBbIE KaHANbI B Pa3IMUHBIX OpraHax, KOTOpbIe KapTHPO-
BaHbI B Jlokycax 12-it u 16-ii xpomocom (12p13 u 16p12). B pesynsrare pe3u-
CTEHTHOCTH PELETITOPOB KaHAIBIEB K allbJI0CTEPOHY MM HapyLIEHUs HaTpHe-
BBIX KaHAJIOB BO3HUKAIOT HATPUHYPHS U THIIOHATPUEMHS, THIIEPKATHEMUS M3-32
CHIDKEHMS KaJnitypesa, MeTaboIMdecKui aiumio3.

BMmecTe ¢ HarpueMm TepsOTCSl 3HAYUTEIbHBIE KOJIMYIECTBA JKUAKOCTH, pa3-
BUBAIOTCSI JICTHJIpATallMs, COJIEBOe HCTOlIeHUE, aucTpodus. KoHueHTparus
HaTpus B IUIa3Me KPOBU BCErJa CHMXKEHA, Kak mpaBuio, meHee 130 MMoIb/IL.
l'mnonarpuieMust ¥ THUIOBOJEMUS 10 IPUHIMITY OOPATHOW CBSI3M BBI3BIBAIOT
TIOBBINICHUE CEKPEINH alIbI0CTEPOHA KJIETKAMH KITyOOUKOBOH 30HBI KOPBI HAI-
TIOYEYHNKOB, KOHIIEHTPALMsI KOTOPOTO TOBBIIAETCS B KPOBH M Mo4e. B cyTounoit
Moue OONBHBIX 00HapyxuBaloT 60—80 MKT ajabIOCTEpOHA MPU HOPME OKOJIO
2,5 Mxr. HecMoTpsl Ha 3HAUMTENBHOE HANPSHKEHHE MHHEPAIOKOPTUKOUTHOU
(YHKIMU KOpBI HAJIIOYEYHUKOB, peadCcopOLIsl HATPHsI B MOYKAX OCTAETCS CHH-
JKEHHOI.

Mopdoonorndecknx n3MEHEHUH B TIOYEYHON TKaHH, ITOTyYSHHOH C TIOMOIIBIO
ITyHKIIHOHHOW OMOIICHH, HE BBISBIISIETCSI.

Habnronaercst mnepBUYHBIN OYEUHEIH CoIeBOH muabdeT penko. CteneHs pac-
MPOCTpaHEeHHS 3a00JIeBaHIS HE U3y4eHa.

Knunuyveckas KapmuHa u ouazHocmuka

Knuangeckue nposiBieHs IEPBUYHOTO TICEBI0THITOAIIbI0CTEPOHU3MA (OPMH-
PYIOTCS B IIEpHOJ, HOBOPOXKJICHHOCTH WJIM B I'PYIHOM Bo3pacte. Pa3BuBaroTcs
MIOJINYPHsL, apTepHaIbHAS THIOTEH3M, aJMHAMHUs, AUCTPodusl. B TsoxebIX city-
yasx y IeTel paHHero BO3pacTa OIpeaenseTcs coieqepUIUTHBIN THI JeTHapa-
taimu. Jlaxe Ha QoHe neruppaTanum AMype3 MOXKET 0CTABaThCS J0CTATOYHBIM.
3aboneBaHne MOXXET NMPUBOANTH K TMIIOTPO(PHHU U OTCTABAHUIO B IICUXOMOTOP-
HOM Pa3BUTHHU.

J11s1 ayTOCOMHO-pEneCCHBHOTO BapHaHTa 3a00JIC€BAHIS XapaKTEePHBI MYJIBTH-
opraussle aedexTsl. Hapsiny ¢ moukamu HapymeHue paboThl HATPUEBBIX KaHA-
JIOB OTMEYAETCs B KUIIIEYHHUKE, JTETKUX, CITIOHHBIX U ITOTOBBIX XKeJle3aX, T03TOMY
MOTEPU HATPHSI IPOUCXOJAT C KAJIOM, TIOTOM, CIIIOHOM, MOKPOTOil. DTOT BapHaHT
NIaTOJIOTHH UMEET OoJiee TSKEJI0e TeUeHHUE.

[Ipu naGopaTOpHOM HCCIIEIOBAHNYN BBISBISIOT: CHH)KEHHE CONEpIKaHUs
HaTpus B IUIa3ME M 3HAYUTENILHOE TOBBIMICHUE €T0 BBIICICHHS C MOYOH;
TUIEpKaINeMHI0; MeTabonnyeckni anngo3. KoHIeHTpanus aipgocTepoHa
B IUTa3Me M HKCKPEIUs ero ¢ MOYOH 3HAYMTENhHO MOBHIIIEHH. ConepikaHne
17-keTocTeponioB U 11-0KCHKETOCTEPOUIOB B IJIa3Me, CyTOUHAs SKCKPELHs
UX C MOYOH COOTBETCTBYIOT BO3pacTy. B oTBeT Ha BBeJeHHE alpeHOKOPTUKO-
TPOMHOT0 TOPMOHA OTMEYAETCs MOBBIIICHHE KOHIIEHTPAIU! MUHEPAIOKOPTH-
KOWJIOB B KPOBH.
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JudghdeperyuanbHas ouazHocmuka

Huddepennmnanbayto THATHOCTUKY IMEPBUYHOTO IICEBIOTHUIIOATBIOCTEPO-
HH3Ma TPOBOIAT C CONbTEpsIonieil GopMoli aTpeHOreHUTATLHOTO CHHAPOMA,
CJ1, peHanbHOU TIIMKO3YpHEH, KaHAIBIIEBBIM alluI030M, CHHAPOMOM Jie ToHHn—
JeObpe—DaHKOHU, BTOPHYHBIM TICEBIOTHITOATHI0CTCPOHU3MOM.

JleyeHue

JledeHue 3aKimoyaeTcs BO BBEICHUU JOCTAaTOYHOTO KOJIMYECTBA HATPHS XJIOpHIa
BHYTPb U IIAPEHTEPAIILHO COOTBETCTBEHHO C €r0 CYTOYHOW IOTEpe ¢ MOYOM.
ITpu pacyere 00IIErO KOMMYECTBA HATPUS UCIONB3YIOT CIENYIOUIYIO GOpMyITy:
kosmuecTBo Harpust (Mmonb) = (140 — Na) - 1/5 maccsl Tena (kr), roe Na — conep-
JKaHHE HATPHUS B CBIBOPOTKE KPOBH.

HexkoTopble aBTOpBI peKOMEHIYIOT BBOAUTH MO 3—6 I/CYT. HATPHS XJIOpHUIA.
I[Tpu npreme Takoii 1036l HOPMAIIU3YETCS COAEPHKAHUE HATPHs B IUIa3Me KPOBH,
CHIDKAETCS] MPOAYKIHS albIocTepoHa. [ ycTpaHeHus anuao3a Ha3HAYaroT
o 4—5 mu/kr/cyT. 4% pacTBopa HaTpus ruapokapoonara. [lotpebneHue Kamuii-
coziepIKalX MTPOJYKTOB OIPaHUYEHO.

[Ipu ayToCOMHO-peLieCCHBHOM BapHaHTE IICEBIOTHITOANIBI0CTECPOHN3MA
C MYJIBTHOPTaHHBIMH Je(eKTaMH NPUMEHSCTCS TOXKH3HEHHAsl Teparus THITo-
THa3UAOM B J03¢ 1—2 MI/KT/CyT., 4aCTO B KOMOWHAIWW C WHIOMETAallHHOM
(2 mr/kr/cyT.).

lpozHo3

[Iporuo3 mpu ayToCOMHO-JIOMHHAHTHOM BapuaHTe 3a00JEBaHUs JOCTATOYHO
OaronpusATeH, BO3MOXKHA CIIOHTaHHAas peMuccus kK 2—4 roxam. [1pu ayrocomuo-
pELEeCCUBHOM BapHaHTE MIPOTHO3 Cepbe3eH, TpedyeTcsl MOKN3HEHHAS MeHKa-
MEHTO3HAs U JUETHYeCKas KOPPEKLHsL.

MceBpormnepanbaocrepoHnsm (cuHapom Jingana)

[IceBnorumnepanba0CTEPOHU3M — HACIEACTBEHHOE 3a00JIeBaHue, MPOSIBIIIOIIES-
ecsl U30BITOYHBIM BBIBEJICHHEM KaJIUs U 33ICPIKKOU HATPHsI KAHATIBIIAMH TTOYCK
Ha ()OHE HU3KOW KOHIICHTPAIIMHU allbJI0CTEPOHA B KPOBH.

Brnepsrie onucan [NJIuagnom B 1963 r. Tun HacnenoBaHusi — ayTOCOMHO-
JIOMUHAHTHBIN, MyTaHTHBIC T€HBI KapTHPOBAHBI Ha 16-if u 1-it Xxpomocomax
(16p 12.2—13.11 u 12p.13.1).

lamoeenes

BcenenctBre MyTtaiiy OSIIKOB SIHUTEIMATBHBIX HATPHEBBIX KAaHAJOB, PAcIIoJo-
JKCHHBIX B KIICTKAX JUCTAIBHBIX KAHAIBIEB U COOMPATENBEHBIX TPYOOK, yCHIHBA-
eTcs peabcopOIHs HATPH U TTOBBIIIACTCS CEKPEIHS KaJHs B IPOCBET KaHAIBIIEB.
B pesynbrate pa3BuBaeTCs rHIIEPHATPUEMHUS, THITOKATHEMHSI, METa00INIe CKIA
aJKayio3, BRIpaKeHHAs THIICPTOHUS, HEe CBSI3aHHASI C PEHHHOM M O0YCIIOBJICHHAS
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MOBBIIIIEHNEM 00beMa UPKYJIUpYIoel KpoBu. KoHIEHTpanus aibaocTepoHa
B IUIa3M€ KPOBH HOpPMaJIbHAsl MITH CHIDKEHA.

KnuHuueckas KapmuHa

Knunndeckass MaHudectanys NCeBJOrHIIEpaIbIOCTEPOHU3MA Yallle OTMeda-
€TCsl B IEPHOJ HOBOPOXKIEHHOCTH U TPYyAHOM BO3pacTe, HO MOXKET MPOSBISTHCS
nno3xe. Y nperei ormeyaercs nonuypus, Al, runepHaTpueMus, THIOKATAEMHUS
u Metabomaeckuii ankanos. [Ipu BepaxkenHoM yeenmuernu OLIK rumepratpu-
EMU MOXKET HE TUATrHOCTUPOBATHCA 3a CYET Pa3BCACHU S, KOCBECHHBIM ITPU3HAKOM
KOTOPOTO ABJISIETCSA CHIKEHHE TeMaTOKpHUTa.

C TeueHHEM JIUTENBHOIO BpeMEHHU BO3MOXKHO pa3Butue ITH.

JleyeHue

Heobxommmo cobmroneHne AUETH ¢ OTpaHMYCHUEM HATpus W O0O0OTaIIeHHON
MIPOOYKTaMH C BBICOKHM COIEP)KaHUEM Kajus (M3I0M, Kypara, CBEKJIa, MOPKOBb
u JIp.).

D¢ dexTnBHO Ha3HAYEHUE TPUAMTEPEHA M aMHJIOpUa — INYPETHKOB, HETO-
CPEACTBEHHO IOBBIIIAIONINX BHIBEJICHUE HATPUS B JAUCTAIBHBIX KaHAJIbLAX.
[penapar n ero no3a mogdmparoTcs MHANBUAYaIbHO (ammiopun ot 0,2 Mr/kr
I0 5 Mr/cyT.), HO B JTF0O0OM CiIy4ae JaHHBIE JICKApPCTBCHHBIC CPEICTBAa HA3HAYA-
I0TCSI THEM, TaK KaK IMEHHO B JIHEBHOE BPEMSI IPOUCXOJUT OCHOBHAsI peabcopo-
IMs 1 BbIBEIGHHE HaTpus. J[pyrue quypeTHk, Kak mpaBuio, He 3p(EeKTHBHBI
Jna nedenus AI' BaxHoll sBnstercs perymauus OLK, Taxke ucnonas3yrorcs
nAIl® u BPA.

lpoeHo3

IIporuo3 cepbeseH, NpH Tepanuy KaIUHcOeperaomuMy IHypeTHKaMu Ooree
OIaronpUATHBIN.

Cunapombl baptTepa n [mtenbmana

Cunnpom baprrepa — npokcuManbsHask TyOyJIonarHsi, XapakTepHu3yomascs Hapy-
menueM tpaHcropra Na, K u Cl B TOJICTOH YacTH BOCXOMSIIETO OTAENA METIN
I'enne u, Kak cieacTBHE, TUIIOKATEMHUEH, METa0OIMYECKUM aJIKaJI030M, THIIe-
PpanbIOCTEPOHU3MOM.

Cungpom ['mTenpMaHa — MpoKCUManbHas TyOyJIONaTHs, XapaKTePU3YIOIIasCcs
HapyueHueM Tpancrnopta Na, K, Mg u Cl B qucTaqbHOM W3BUTOM KaHaJbLe
He(poHa M Pa3BUTHEM T'MIIOKAINEMHH, TUTIOMarHUeMUH, MeTabO0IMYeCKOro
aJIKaj03a, TMIIOMarHuEMUYECKUX CyLOPOL.

OtH 32007€BaHUS CXOXKH MO KIMHUYECKONW KapTHHE M MEXaHM3MaM pa3BH-
Tus. HekoTopele ncciienoBareny pacieHUBalOT CHHAPOM [ MTenbMaHa Kak OJUH
W3 BapHaHTOB CUHIpoMa baprrepa.
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Smuonoaus u knaccugukayus

[epBuunerii cuanpom baprrepa sBisercs reHeTHIecKH 00yCIOBIEHHOH TyOy-
JIOTIaTUel ¢ ayTOCOMHO-PEIIeCCUBHBIM THIIOM HAaCJIeJI0BaHUsA. Briaensror 4 Tuma
cunapoma baprrepa (ta6m. 7.14).

Bropuunsie BapuaHThl cuHApoMa bapTTepa MOTryT OBITH Kak F€HETHUECKU
JNETEPMHUHUPOBAHHBIMU U OINPEACIATHCS B CTPYKTYpe APYIUX HACIEICTBEH-
HBIX CHHAPOMOB (HedponaTrHyeckuidl HIUCTHHO3, CEMeHHas IHCIUIa3us MOYeK
U 1Ip.), TaK ¥ TPHOOPETEHHBIMH (TIPH TOKCHYIECKUX HEPPOMATHSIX, TPUMEHECHHH
JUYPETUKOB, aMMHOIIIMKO3U10B, XUMHOIIpenaparoB, pu cunapome Illerpena
U ap.).

CunnpoM ['uTenpmMaHa Takxe MOXKET OBITH IEPBUYHBIM — TeHETHYECKH 00y~
cioBieHHas TyOynonartus (Tabm. 7.14) Wi BTOPUYHBIM — IPU TOKCHUYECKUX
HedpomaTusx, nepero3upoBKe THA3UAHBIX IHYPETUKOB H TIp.

YacToe pa3BUTHE BTOPUYHBIX NPHOOPETEHHBIX BapHaHTOB CHHIPOMOB
Baprrepa u ['mrenpmana 0OyCIIOBIMBAET MOBBIMICHHBIH MHTEPEC K HUM Kak
JIETCKUX, TaK ¥ B3pOCIIbIX HE(POJIOTOB.

Snudemuonoaus

PacipocTpaHeHHOCTh NEPBUYHBIX BapHAHTOB CHHAPOMOB baprrepa
u ['mTenpMana To4HO He ycTaHoBIeHA. OHA BApBUPYET B 3aBUCUMOCTH OT PETH-
OHAa ¥ HAIIMOHAIBHOCTH.

Ta6bnuua 7.14. Knaccndukauma nepBryHbix cuHapomoB bapttepa u lutenbmaHa
(no I.Zelikovic, 2003; c u3ameHeHNaAMMN)

Ha- TpaHc-
CuHppom Nokanu-
®eHoTnn len Jlokyc cne- nopTHas
(Trn) 3aymna
AOB. | CTPYKTypa
bapttepa AHTeHaTanbHbin, |SLC12A1 | 15g15-21 | AP NKCC2 TBIMNr
(I'Tvn) runep-PgE-
CUHAPOM
baptTepa AHTeHaTanbHbIn, | KCNJ1 11924-25 | AP ROMK TBMr
(IF'tvn) runep-IgE-
CUHAPOM

baptTepa Knaccuueckunin CLC12A3 [1p36 AP CLC-Kb TBIMNr
(1 Tmn)

baptTepa C HelpoceHcop- | BSND 1p31 AP bapttnH- | TBII/BY
(IV Tvn) HOW rnyxoTon npoTenH
(CLC-Kb/
CLC-Ka)
[utenbmaHa | Tmnokanuemna- |SLC12A3 [ 16913 AP NCCT AnK
runomarHmemmnsa | CLCNKB | 1p36 CLC-Kb TBIMNI

lMpumeyarue: AP — ayTocoMHo-peLieccuBHbIN, TBIT — ToncTasa yacTb BOCXOAALLEro oTaena netmim
leHne, BY — BHyTpeHHee yxo, [IVK — auctanbHbin 3BMTOM KaHasnew,.
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Ilo pa3HbIM 1aHHBIM, YacToTa cuHOpoma bapmmepa coctasnsier 1-2 cinydas
Ha | MiH HaceneHns1. OTHAKO 3TH JaHHBIE HE yUUTHIBAIOT PACcIIPOCTPAHEHHOCTh
TOTO WJIM MHOTO THma 3aboneBaHus. Hampumep, aHTeHaTalbHBIC BapHaHTHI
(I u II TumbI) B HEKOTOPBIX MOMYJALUAX BCTpedaroTcsa ¢ yactoro 1,2-1,5—
1,7 cayqad Ha 1 MiH HaceneHus, a IV Tun BcTpeuaeTcs kpaifHe peaxo.

Cundpom I'umenvmana — 6omnee pacripocTpaHeHHOE 3a0oneBanue. Cuuraercs,
4To OoKOJIo 1% mpencTaBuTENeH €BPONEONAHON PACHI SIBISIFOTCS TETEPO3UTOT-
HBIMH HOCHUTEJIIMH T'eHOB cuHApoMa ['mrenbmana. YactoTa ke camoro 3abo-
JIEBaHUS, IO HEKOTOPBIM OIIEHKaM, MOXKET COCTaBIATh 110 20 ciydaeB Ha | MiH
HaceJleHUs. DTH JaHHBIE BeCbMa YCJIOBHBI, TaK Kak Jaiie cuHapoM [ utenpmana
MIPOTEKALT CyOKIIMHUYECKH 1 MOXKET BIIEPBBIE ITPOSIBISATHCS yIKE B IIOKUIIOM BO3-
pacte, IO3TOMY peAko auarHoctupyerca. OHaKO He BBI3BIBAET COMHEHHUS, YTO
CHHIpOM 'MTenpMaHa SBISETCS OJHOW M3 CaMbIX paclpOCTPAHEHHBIX HACHE-
CTBEHHBIX TyOy/IOmaThii.

KﬂemO‘JHO-MOHEKyfIFIprIe MexaHu3mol

OCHOBOI1 NaToJIOTUH NpH curopome bapmmepa sBiseTCs HapylleHHE TpaHC-
nopta Na, K, u Cl B qucTansHOM NpsSMOM KaHaJIbIle, @ UIMEHHO — B TOJICTOM
OT/IeJIe BOCXO/AIIEH yacTu netin [ ense. B ToncToM oTnene Bocxosmier yacTu
netu ['enne peabcopbupyrorcst okono 70% Harpus. ITOT mporecc odeceun-
BaeTCs HECKOJIBKUME MeXaHn3MaMu. Ha moMiHaIpHO# TOBEPXHOCTH AIUTENNS
KaHaJIbLIEB HAXOIUTCS KOTPAHCIIOPTEP, KOTOPHIH 0OecreunBaeT NOCTYILICHUE
BHYTPb KJIETKH OJTHOTO MOHA HaTpus, 1 noHa kanus u 2 noHoB xjopa — Na, K,
2Cl-kotpancroprep. [TocTynus BHyTpb, HOHBI HaTpUs U XJ10pa UG PyHANPYIOT
K 0a3ambHOM MeMOpaHe SMHTENHOINTA, Yepe3 KOTOPYIO MOCTYIAIT B MHTEp-
CTHLIMH W 3aT€M B KPOBb. DTH IPOLECCH 00ECMEUYNBAIOTCS COOTBETCTBYIO-
mmmu crpykrypamu: Na/K-ATdaza — miist Hatpust (3 MoHa HATPUs BBIBOASTCS
U3 KJIETKH B UHTEPCTUIMIA, 2 MOHA Kalusi HocTynatoT B kieTky ), CLC-Kb/CLC-
Ka-kanan — st xsopa (CLC-Kb-kaHanb! mpeacTaBieHbl B SIIUTEINH TOJICTOTO
OTJIeNIa BOCXOAIIeH YacTH NeTiu [enne u aucrampbHoro kaHaibia), CLC-Ka-
KaHaJIbl — B SIIUTEINU TOHKOTO OT/ENIa BOCXOMAIIEH JacTH newm I enne u Bo
BHYTPEHHEM YXe€.

IoctynuBuiue BHYTph uepe3 Na, K, 2Cl-korpaHcmopTep HOHBI KaJIns BHIBO-
JIATCsS OOpaTHO B MOJIOCTh KaHablla yepe3 ROMK-kaHabl TIOMUHATBHOM
MeMOpaHbI 1 CHOBa 3aieiicTByroTcs Na, K, 2Cl-koTpaHcnoprepoM Juis iepeHoca
BHYTpb KJIETKH. JTa PEIUPKYISALISI HOHOB Kalusl HeoOxoauMma Juist pabotsl Na,
K, 2Cl-xoTpancnoprepa.

[TocTostHHAST PEIMPKYISIMS MOMOKUTEIBHO 3apSKEHHBIX HOHOB Kallus
Ha JIIOMUHAJIBHOW MeMOpaHe M aKTHBHOE BBIBEIEHHE OTPUIATEIbHBIX HOHOB
xJiopa 4epe3 6a3alibHyl0 MeMOpaHy 00eCIeunBalOT TPAHCINUTEIHAIBHYIO pa3-
HOCTb NOTEHIMAJIOB: HApyXHas IOBEPXHOCTD JIIOMHHAILHON MEMOpPaHbI HUMEET
TIOJIO>KUTENBHBIN 3aps]], a MOBEPXHOCTh 0a3alibHOM MeMOpaHbl — OTPHUIIATEIb-
HbIi. Takas TIOMEH-TTO3UTHBHAS TPAHCOIMHUTEINATBHAS Pa3HOCTh MTOTCHIINAIIOB
obecrieunBaeT MEKKICTOUHBIN (ITaparesuIioNIIpHBIA) MacCUBHEIN TPAHCIOPT
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TIOJIOXKUTENBHO 3apSHKCHHBIX HOHOB (KaJIbLMSL, MarHUS, KaJIUs, HATPHs) U3 T0JIO-
CTH KaHaJblla B MHTEPCTHUIIUH.

I'eneTnueckn 0OyCIOBICHHBIE HAPYIICHHUS OIHMCAHHBIX TPAaHCIOPTEPOB
SIBIIIFOTCS IPUYMHOM pa3IMUYHBbIX BapuaHTOB cuHapoMa baprrepa. Ilpu I tumne
cunznpoma baprrepa BousiBisiercst gedexr Na, K, 2Cl-xorpancnioprepa, npu
II tune — nepexr ROMK-kananos, npu I1I Tune — napymenune CLC-Kb-kanana,
npu [V tune — Hapymenune Oenka 6aprriHa — B-cyopeqmaunisl CLC-Kb u CLC-
Ka-xananmoB. YuuteiBas, uro OaprTuH BXomuT B coctaB CLC-Ka-kanaios
BO BHYTpEHHEM yxe, mpu IV tume cunzapoma baprrepa HabmiomaeTcs: Takxe
HEUpPOCEHCOpHAas IIIyXoTa.

JleficTBHE NETIEBBIX TUYPETHKOB ((ypOCEMH/) OCHOBAHO Ha OJIOKHPOBAHUH
Na, K, 2Cl-xorpancnioprepa, T.€. UX IPUMEHEHHE MOXET IPUBECTH K Pa3BUTHIO
BTOpUYHOTO cHHApoMa baprrepa.

ITpu cunopome I'umenvmana OCHOBHbBIE HAPYIIECHHUS IIPOUCXOIAT B U3BUTON
YacTH JUCTAJBHOTO KaHajbla. 31ech peadbcopbupyercst okoio 10% Harpus.
Oror npouecc obecneynsaer korpancrnoprep NCCT (THa3uI-4yBCTBUTEINb-
HBII), KOTOPBIA PacIojIOKeH Ha JIIOMUHAJIBHOW MeMOpaHe U MepeHocuT 1 noH
HaTtpust ¥ | WMOH xyopa BHYTph KiIeTKH. Ha 0a3anmpHON MemOpaHe mepeHoc
Hatpus B uHTepcTHIHN oOecnieunBaetcst Na/K-AT®da3oii, a xmopa — CLC-Kb-
KaHaJIOM.

OcHoBoii naronoruu npu cunapome [mrensmana seisercs nedpexr NCCT-
kotpancrioprepa wiu CLC-Kb-kanana, u3z-3a yero Hapymaercsi peabcopOuus
HaTpHs U XJIOpa U, Kak clencTBue, kanus. [lomumo atoro Hapymaercst pabora
TRPM6-kanana Juiss MarHus, pacloJIOKEHHOTO Ha JIIOMHUHAIBHOW MeMOpaHe,
1 TapaleuUTIONISIPHBIA TPAHCIIOPT MAarHus, KaJus W HAaTPUsl — U3-32 CHIDKCHUS
TPAHCAMUTENNANBHON Pa3HOCTH MOTEHINATIOB. Bce 3T0 MPUBOAUT K 3HAIUTEIb-
HBIM TIOTEPSIM MarHus ¢ MOYOH M Pa3BUTHIO TMIIOMAarHHEMHH — XapaKTEPHOTO
IIpU3HaKa CUHApoMa [ urenpmana.

Bropruuno cunapom I'mtensMaHa pa3sBUBaeTCs MpU AJUTEIBHOM IpUEMeE
THA3HIHBIX TUYPETHKOB, KoTopble 61okupytor NCCT-koTpaHcmoprep.

llamozere3

Bce BapuanTsl cuazipoma baprrepa u cunapom [ urenbmaHa UMEIOT psJT OOIIHX
4yepT, 00yCIOBIEHHBIX CXOJCTBOM MaToreHesa.

Bcnencreue HapyleHUs COOTBETCTBYIOIUX TPAHCIIOPTEPOB YBEIUUUBAIOTCS
MOTEPHU KaJusl, HaTPUS U XJIOpa ¢ MOYOM, 4TO MPUBOJUT K PA3BUTUIO THIOKAIIH-
€MUH, THITOHATPUEMHIH U TUTIOXJIOPEMHUH.

3HaYNATEFHBIE TTOTEPH AIIEKTPOIUTOB C MOYOH, B IEPBYIO OUepeab HATPHUA,
SBISIFOTCS IPUYMHON THTIOOCMOJIIPHOCTH MHTEPCTHUIIHS TOYeK. DTO HapyIIaeT
MIACCUBHBIN TPAHCIIOPT OCMOTHYECKU CBOOOTHOW BOABI, KOTOPBIH peryaupy-
ercs AJIl. B pe3ynbrare pa3BuBaeTcs MOJUYpUs C TUIIOCTEHYPHUEHN U coKpallia-
etcs 2 dexTuBHBIN 00beM BHEKIETOUHOH KuIKocTH. [Ipu cunapome baprrepa
[ u 11 THma monmypus yCUIMBAETCS TAKXKE 32 CYET MOBBIIICHUS IPOAYKITHH TIPO-
crarmangauHa E (runep-PgE-curnpom), KoTopslii siBisercst antaronuctoMm A/IL
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[oTeps oTpumaTenbHO 3apsSHKEHHBIX HOHOB XJIOPa KOMIIEHCHPYETCS 3a/1€PK-
KOM OTPHUIIATENIFHO 3apsDKEHHBIX HOHOB OMKapOOHAaTa, 9TO 00YCIIOBIUBACT pas-
BUTHE METa0OIMYECKOTO aJIKaI03a.

[orepst HaTpust U CHIKEHHUE 00beMa BHEKIIETOYHOM KHIKOCTH MPUBOIHUT
k aktuBanuu PAAC c noBbIIIIeHNEM KOHIIEHTpani peHUHa (THIIeppEHIHEMHS)
1 aJIbIOCTEPOHA IIa3Mbl (BTOPHYHBIHN THIIEPAIbI0CTEPOHU3M). AJIBIOCTEPOH,
BO3/ICHCTBYS Ha KJIIETKH COOMPATENbHBIX TPYyOOK, OyAeT CTUMYIHpPOBaTh pead-
copbumio Kanus B 0OMEH Ha BOIOPOI, YTO YCHIIMBAET METaOOINIESCKUI anka-
703.

Hecmotpst Ha 3HaunTenbHyto aktuBanuio PAAC, mpu cunapomax baprrepa
u I'mrenpmana A/l ocraercst HOpMaIbHBIM WIIH JaKe TTOHWKEHHBIM (HOPMO- HIIH
THIIOTEH3H). DTO CBSA3aHO CO CHIDKEHHEM d(P(eKTHBHOTO 00beMa BHEKIETOUHON
KHUJKOCTH, THUIIOBOJIEMHEH M THIIOHATpHEMHEH. B yclIOBMAX TMIIOHaTpHeMHUN
CHM)XAETCS PEaKTUBHOCTh COCYIOB Ha Ba30KOHCTPUKTOPHBIE CTHMYIIBL.

Takum oOpa3oM, AJig Bcex BapHaHTOB CHUHJIpoMa bapTTepa u cuHIpoMa
l'urenbmana xapakTepHbI OOIIIE YEPThI: TOBBIILIEHUE YIKCKPELIMH HATPUSL, KaJIHs
W XJIOpa; TUIOKAINEMHs, THIIOHATPHEMUsI, TUIIOXJIOPEMHUST; METabOoInIeCcKuid
QJIKAJI03; TUIEPPEHUHEMHUSI U BTOPHYHBIA THIEPaIbJOCTCPOHU3M; THIT0-/HOP-
MOTEH3US; TONNYpHsl. BEIpa)kKeHHOCTh KaXIOTO M3 3THX MPH3HAKOB MOXET
BapbUPOBATb.

KnuHuueckas KapmuHa u ouazHocmuka

Cunopom bapmmepa I u Il muna oTiiM4aeTcsi OT APYTUX BapUAHTOB BBIPAXKEH-
HOHM MOUYEYHOM 3KCKpeuued npocrtamianavHa E, nmpuynHa koTopoil 10 KOHLA
He n3ydeHa. M3BecTHO, 9TO P ATHX BapUAHTAX yCHUIICHA SKCIIPECCHS IUKIIOOK-
curerassl I, 9To IpUBOIWT K MOBHIICHHOMY CHHTE3y IIPOCTarTaHANHOB. Take
JUTA HUX XapaKTepHBI BEIpaKEHHASI KaJbIMYpHUs  He(POKATbIINHO3.

I u Il Tuns! cunapoma baptTepa 4acTo MposBISIIOTCS YK€ BHYTPHYTPOOHO,
MO3TOMY HOCST Ha3BaHHE aHTEHAaTAJNbHbIX. KIIMHMUECKH OHM NMpaKTU4YEeCKU
HE OTJIMYAIOTCS APYT OT Apyra. BelpaxkeHHas NONUypuUst IPUBOAUT K Pa3BUTHIO
MHOTOBOJIHSI C BBICOKAM CONEP’KaHHUEM XJIOpa B aMHHOTHYECKOW JKHAIKOCTH.
[ocTHatanpHO HAOMIONAIOTCS TOTMYPHS C THIIOCTEHYPHEH, TONUANTICHS, YaCThIC
PBOTHI, TUapesi, aHOpPeKCHs, Jeruaparanus. [ umokaaneMuss MOXXeT PUBOIUTH
K Iape3aM, TUIOKaTbLIIMEMHS 1 aJIKajo3 — K CyIoporaM.

Kanpumypus siBisieTcsi NpuYrHON He(POKaJIBbIMHO3a, THIIOKAJIbLINEMHUYE-
CKOT'O paxuTa U pexe — XOHIPOKaIbIUHO3A.

CocrosiHEE AeTel TsHKEIO€ BCICICTBUE IETHAPATAINH, dJICKTPOIUTHBIX
HapylIeHnH W anmkaio3a. Kak mpaBmiio, BRIABISETCS THIIOTPOQU, 3alepiKKa
(u3M9IeCcKOro M YMCTBEHHOTO pa3BuTHs. Al' He XxapakTepHa.

[Tpu nabopaTopHOM HCCIIEOBAaHUM KPOBH BBISBISIOTCS THIIOKAIHEMUS,
TUNOXJIOPEMHUS, TUIIOHATPUEMHUs], TUIOKAJIbLIIMEMHUs], aJKajo3, MOBBIIICHUE
ypoBHs npoctarnanauHa E. B Mode NOBBINIEHO cofepxaHHe Kalus, XJI0pa,
HaTpUs, KaJbIH, IpocTaranauaa E.
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[Tpyr HanWYMKM TUOMYHON KIMHWYECKOW KapTHHBI (MHOTOBOIUE, MPEXKIE-
BPEMEHHBIE POJIbI, XapAKTEPHbIC KIMHUYECKUE MPOSIBICHNUS B HEOHATaJIbHOM
U TPYOHOM IEpHoJie), YKa3aHHBIX JTaOOpaTOPHBIX M3MEHEHUI TUarHo3 aHTe-
HaTaJdbHBIX BapHaHTOB CHHJpoMa bapTrepa He NpeacTaBiaseT TPYIHOCTEH.
[TpenaranpHO JUAarHO3 MOXKET OBITH YCTaHOBIIEH 110 OBBIIICHUIO KOHIIEHT AN
XJIOPa B AaMHUOTHYECKON KHUIKOCTHU. J{71s1 MOATBEPKACHHS TUArHO3a TAKKE MOTYT
UCTIONIb30BaThCS TEHETHYECKUE METOIBI.

Cunopom bapmmepa III muna, K1acCHYIECKHH, Yallle BBIABISIETCS B paHHEM
JIETCKOM BO3pacTe, XOTS BOZMOXHA U OoJiee Mo3HASA MaHU(pecTalus.

Knunuuecku 3abosieBaHue TPOSBIISETCS ITOMMYPUEH M NONUANIICHEH, pBO-
TaMU, 3all0paMHM, CKIIOHHOCTBIO K AETHIpaTaluu. Y AeTeil MoXKeT OTMEYaThCs
3ajiepkka (PU3NIECKOTo Pa3BUTHS.

[Monnypus BeIpa’keHa B MEHBILIEH CTEIICHHU, YeM IIPH aHTCHATAJIbHBIX BapH-
aHTax, KaK [IPaBUJIO, HE HapyIIeHA KOHIIEHTPALMOHHAS CIOCOOHOCTH MOYEK WIIN
BBISBIISICTCS] YMEPEHHAS THIIOCTEHYPHS. DKCKPEIHS KaJIbIUs C MOYOI HOPMalhb-
Hasl WM HEMHOTO YBENIMUeHa; HE(PPOKAIBIMHO3 U XOHJPOKAIBIHHO3 HE pa3-
BHBAIOTCSL.

Cpeayt Au32MeKTPOIUTEMHI BEAYILEH SBISETCS THIIOKATHEMUS, TPUBOAAIIASL
K HapyIIeHUsIM CEpJCIHOTO PUTMA U N3MECHEHHAM B MHOKape. TeTaHus u cyno-
pOTH HEe HaOIIONAIOTCSL.

Jlnarno3s xiaccuyeckoro cuaapoma baprrepa craBuTCsl HA OCHOBAaHMHU KITH-
HUYECKOW KapTHHBI M XapaKTePHbIX OMOXUMUYECKUX U3MEHEHUH.

Cunopom bapmmepa IV muna — oueHs penkoe 3a00JIcBaHUE, OTITHIUTEITBHOM
0COOEHHOCTBIO KOTOPOTO SIBIISICTCS HATMIHE HEHPOCEHCOPHOHN ITyXOTHI.

3abosieBaHNE MOXKET MPOSBIATHCS BHYTPHYTPOOHO M NPUBOJUTH K MHOTO-
BOJMIO U IPEKAEBPEMEHHBIM pojaM. IlocTHaTanbHO HaOMIONAeTCsl MONUYPUs
C THIIOCTEHYpHEH, OMUUIICHS, HeHpOoCceHCcopHas TiryxoTta. JlabopaTtopHo BbIsIB-
JISIIOTCSI TUTIOKAJIMEMHUSs], KaIMHYpHsl, METa0OJINYECKHI TMIOXJIOPEMUYECKHIA
ankanxo3. Kanpuuypus v HepoKabIIMHO3 TPAKTHYECKH HE Pa3BUBAIOTCSL.

Cunapom baprrepa IV Tuna xapakrepusyeTcs paHHUM pa3BUTHEM TEPMHU-
HanpHOMU [TH.

Hepenxo mpu 3ToM BapuaHTe cHHApOMa bapTrepa BBIABISIOTCS INIa3HbIE
AQHOMAJIHN.

Cunopom I'umenvmana, Kak IpaBuiio, MaHU(ECTUPYET MOCIE 5—6 JIeT WK
BO B3pOCJIOM BO3pacTe. YacTo OH MpoTeKaeT CYyOKIMHUYECKH U TIPOSBISETCS
TOJIBKO ITPY MPOBOLMPYIOMINX COCTOSTHUSX, TAKUX KaK JIMXOPaJIKa, 1uapes, 00e3-
BOXXHMBaHHE.

Jna cuaapoma I'mrenpMaHa XapaKTEpHBI: TMOBBIMICHHAS MOTEPS MarHUA
U KaJusl C MOYOi, MPUBOASIINE K THIIOMAarHUEMUH U THITOKATHEMHH, CHIDKEH-
Hasl SKCKpelus Kajblus U HOpMOKaJibleMus. Pa3BuBaercs Meraboandeckuid
ankano3. [lonumypus U NONUAUIICHS BBIPAXKEHBl YMEPEHHO WM OTCYTCTBYIOT.

VY nereit oTMeuaroTcs ObICTpasi yTOMIISIEMOCTb, MBIIICYHAs THITOTOHHMS, TIH-
30716l TETAHUH, YaIlle B BUJIE CIIa3MOB KHCTEH 1 CTOI. MOXKET pa3BUBATHCS XOHAPO-
KaJIBIIUHO3 C TIOPaKEHUEM CYCTaBOB, AEPECCUS U APYTHUE HAPYLICHHS IICUXHKH.
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Juarno3 cuaapoma ['mrenpMaHa OCHOBBIBAETCS Ha XapaKTEPHOH KIMHIYE-
CKOM KapTHHE 1 Ja0OPaTOPHBIX MOKA3aTeNsAX, B IEPBYIO OYEpEb THIIOMarHue-
MHH.

Jleyerue

Jleuenue cunopoma bapmmepa HanpaBIeHO Ha KOPPEKIUIO AIIEKTPOIUTHBIX
HapyUICHHUH, B IEPBYIO OYepeab THITOKAIMEMHH, BOTHOTO OajaHca, HHrHOupo-
BaHME CHHTE3a MPOCTAITIaHIHHOB.

C nenpio HTHrMOMPOBaHUS CHHTE3a IPOCTAITIaHAMHOB Ha3HAYaeTCsA HHIOMETa-
IIUH B 103¢ 3—6 MI/KT/CyT. win 1,5—3 MI/Kr/CyT. B COYeTaHHM C BepoImupoHoM.
Tepanust HHIOMETAIITHOM O3BOJISIET CHU3HUTH IPOSIBIICHUS 3a00JIEBaHUS, 0CO-
6eHHO nonypuio. IHaOMeTannH Ha3HavaeTcs JUIMTEIBHO, ITPU aHTEHATATbHBIX
BapuaHTax ¢ pokaeHus. C ToH XKe LEeNbI0 NIPeIIPHHNMAIOTCS TTOTIBITKHY JICICHHS
cuagpoMa baprTepa ceneKTHBHBIMI HHTHONTOpaMH IUKIOOKcuTeHassl 11 (pode-
KOKCHO), 0HaKo 3(p(PEeKTUBHOCTH MAHHOMN TPYIIIBI MPEMapaToB MOKa HEe MOA-
TBEpKACHA.

Kanuiicbeperatomue nuyperuxu (BepoimmnupoH), Ha3HayaeMble B cOYeTa-
HUHM C WHIOMETAIlMHOM, N0 MHEHHIO OOJIBIIMHCTBA HMCCIeAoBaTenel, OBbI-
marT 3PPeKTHBHOCTD Tepamuu. CpenHss mo3a Bepommupona — 5 Mr/kr/cyT.
W3zonupoBanHoe npuMeHeHne Bepommupona, Kak npaBuiio, He3((HEeKTUBHO.

Koppexkiius rumokanieMuy MpOBOJUTCS C IMOMOIIBIO MperaparoB Kaius
(ITananrux, 7,5% pacTBOp Kajus XJopuaa U Ap.), o0OoralieHus paiuona oora-
TBIMH KaJieM npoaykramu (cM. 1. VII, paznen «IlceBnorunepanbaocTepoHu3m
(Cunzppom JInnnna)y). [Ipu BelpaskeHHON TMIOKAIMEMUH BHAYAJIE HA3HAYAFOTCS
BHYTPHBEHHBIC KalleJIbHbIC BIMBaHUA 7,5% pacTBOpa XJIOpHIa KajHs, a Mocie
HOPMAaJIM3aLliH YPOBHS KaJus B CBIBOPOTKE OOJIBHON MEPEBOIUTCS Ha IEPOPaIIh-
HBIY [IPUEM NIPENapaToB Kajusl.

Heo6xonuMocTh M €crocoObl KOPPEKIMH JAPYTHX BOIHO-3JIEKTPOIUTHBIX
Y KHCJIIOTHO-OCHOBHBIX HapyUICHUH ONPENESIOTCS KIMHUYECKOH KapTHHOM
1 1a00paTOpPHBIMU ITOKA3aTENSIMA KOHKPETHOTO OOJNBbHOTO. BakHO MOMHUTB,
4yTO0 OONBHBIE C CHHAPOMOM bapTrepa HyXHaloTcs B IOCTOSIHHOM KOHTPOJE,
0COOSHHO TIPH Pa3BUTHH MIPEAPACHONATAIOMNX K 000CTPEHHIO COCTOSHUM (JTMX0-
panka, pBoTa, Auapes u 1ap.). ITo UMeeT 0co00e 3HaYSHHE TP HEOHATATbHBIX
BapHaHTax 3a00JIeBaHMs B CHITy X 00JIee TSDKEIJIOro TeUeHHUs U HECOBEPIICHCTBA
peryisinuy B HEOHATAIFHOM U IPYIHOM BO3pacTe.

Jleuenue cunopoma I'umenbmana CBOANTCS K KOPPEKIUH TUIOKAINEMHUN
u runomarauemud. [Ipenapars! kanus 1 Maraust (Maraus cyabdar) Ha3HadaoTCs
yamie nepopainbHo. HasHadeHne npemapaToB MarHusi CHHXKAET PUCK Pa3BUTHSA
TEeTAaHWYECKUX CYIOPOT, OIHAKO MX MEePOpaTbHBIM MpHEM IOIKeH OBITh Ipe-
PBIBUCTBIM H3-32 BO3MOXKHBIX TOOOYHBIX A(PEKTOB, B IEPBYIO OYEPE/Ib AUAPEH.
Jlo3a mpenaparoB mogoupaeTcss UHIMBUIYAIbHO M KOHTPOJIMPYETCS YPOBHEM
KaJIMs ¥ Marfusi B CBIBOPOTKE KPOBH.

Tybynonatun 397

lpozHo3

Cunnpomsr baprrepa n I'mrenbmana SBISIOTCSA 3a00JCBaHUSIMU C CEPHE3HBIM
IIPOTHO30M.

IIpu aHTeHATANIBHBIX BapuaHTaxX cUHIpoMa baprrepa BO3MOKEH CMEPTENBHBIN
UCXOJ B IEPHOJIE HOBOPOXKEHHOCTH U FPYHOM BO3PACTe U3-3a BOAHO-IEKTPOIHT-
HBIX HapywmeHuid. [Ipu anexBaTHON KOPPEKLMN HApYILIEHHU OTIalEeHHBIN TPOrHO3
JIOCTaTO4YHO yOBIETBOpHTENEH. OCHOBHBIMH yIPO3aMH KU3HU SIBIISIIOTCS TSDKEIbIC
JICAHTIEKTPOIIUTEMUH, OCOOCHHO THITOKAIMEMHSI, CO CTOPOHBI NTOYEK — Pa3BUTHE
HedpokaspirHo3a (Yacto) u popmuposanue TepmuHanbHON XITH (penko).

Ipu xkraccuveckom cunopome bapmmepa nporHo3 6oiee GlnaronpuATeH Ipy
YCIIOBHH CBOEBPEMEHHOI KOPPEKIMH NEKTPOIUTHBIX HAPYIIEHUI 1 KOHTPOISL
COCTOSIHUSL CE€PIEYHO-COCYAUCTON cucTeMbl. OnMCaHbl Coydan pa3BUTHUS Tep-
MuHanbHOU XITH.

Hawnbonee TsoxkensIM B IIaHe TporHOo3a sBisercs [V mun cunopoma
bapmmepa, npu xoropoM TepMmuHanbHas XIIH pazBuBaercs paHo.

Cunopom I'umenvmana 4aie MPoTEKaeT CYOKIMHHUYECKU U JOBOJBHO OJia-
TONPUSATEH B IUIaHe MporHo3a. OHAKO BO3MOXKHO PAa3BUTUE TSXKEIBIX BOAHO-
JNIEKTPONIUTHBIX HAPYIICHUI U HEBPOJIIOTHYECKHUX PACCTPOICTB, KOTOPBIE MOTYT
CITy’KUTb IPUIMHON CMEPTH OOJBHBIX.

HacnepctBeHHbI pochaT-gnabeT (BUTaMUH-D-pe3ncTeHTHbIN
unu runodocdaremmnyecknii paxur)

Hacnencreennslit pocdar-anaber — reHeTHIECKN reTeporeHHoe 3a00eBaHme,
00yCIIOBIIEHHOE CHIDKEHHEM peabcopOrum GpochaToB B MPOKCUMAIFHOM OT/ENE
KaHaJbIIEB MOYKH U mposiBistolieecs runeppocdarypuei, runopocdaremueit
W Pa3BUTHEM PaXUTOINOJOOHBIX M3MEHEHHH, PE3UCTEHTHBIX K OOBIYHBIM J103aM
BUTamMHHa D.

lamoezeHes

Briemnsror 3 reHeTHYecKuX BapuaHTa (ocdar-auadera:

* X-CIEIUIeHHBIN JOMUHAHTHBIN (hocdar-nraber — «KIacCUIecKuin» Bapu-
aHT MATOJIOTHH, CBsI3aHHBIN ¢ MyTarueit rena PHEX, konupyromero ¢oc-
(ar-perynupyomyto sHxonenTuAasy (kapruposad Xp22.2-Xp22.1);

* ayTOCOMHO-JIOMHHAHTHBINA (ocdar-auader — 00ycIOBICH HECKOIBKUMHU
MYTalMsSIMU T€HOB, KapTUPOBaHHBIX Ha 5, 6 u 12-ii xpomocomax. I'en
FGF23 (12q13.3) xommupyet ¢akrop pocra misi Gudpobdr1acToB; TeHBI
SLC34A1 (5q35) u SLC17A1 (6p) KomupyroT HAaTpU3aBUCUMBII KOTpaH-
crioptep st hocdopa;

* ayTOCOMHO-PEIIECCUBHBIN (Pocdar-nuadbeT ¢ runepkaibiuypucii — ooy-
cioBieH psiaoM myTanuit renoB NPT-2 (5q35), NPT-1 (6p22), SLC34A3
u A4 (9q34), kogupyrommx OeIku HaTpuit-hochaTHEIX KOTPAHCIIOPTEPOB.

MyTanun TpUBOIAT K HAPYIICHUIO CTPYKTYPbI TPAHCIOPTHBIX OCITKOB IS

¢ocdaroB ¥ y4acTKOB AJISI €70 CBA3BIBAHUS B AIUTENNH IPOKCUMAIbHBIX KaHAIb-
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neB. Takke cHMKaeTcst KommdecTBo perentopos K 1,25(0H),D; (quruapokcu-
XoJeKanbIudepo, WiIu KaapuuTpuoin). Passusaercs ocdarypus, runodocda-
TEMHs1, PAXUTONOAOOHBII CHHIPOM.

Knunuyveckas KapmuHa u ouazHocmuka

Ilposaenenun X-cueniennozo u aymocomHo-00MUHAHMHO20 hocham-oua-
6ema cxonHbl. 32005I€BaHNE IPOSIBISIETCS C HAYAJIOM XOABOBI, Yalie Ha 2-M Ty
xw3HA. [Ipu X-crerieHHoM JOMHHAHTHOM (ocar-aradbere KIMHNIECKHE MPo-
ABJICHUA Y MAJIBYUKOB boitee BBIPAXCHBI.

Hawubornee xapakrepHble MTPU3HAKY:

* BeIpaxkeHHbIe O-00pa3Hble (BapycHbIe) JAedopMali HOT, BO3HUKAIOIIUE
C Ha4aJIOM XO/IbOBI, yTHHAS TIOXO0/IKA, OOJIH B KOCTSIX HIKHUX KOHEYHOCTEH;

* 3a/IepXKKa POCTa, MPU3EMHCTOCTh, HOPMAJIbHBIH MBIIICYHBIN TOHYC, KpeTl-
KO€ TEJIOCIIOKEHHE;

* MHTEJUIEKTyaJIbHOE Pa3BUTHE HE CTPaJacT;

* runopocharemuss u runepdocdarypusi Ipu HOPMaIbHOM COJEPKAHUH
KaJIbLHsI B KPOBH U MOBBIIIEHNE aKTHBHOCTH LIEJI0YHOM (hocdarasbl;

* PEHTTEHOJOTMYECKHE PaxUTONOI0OHBIE N3MEHEHUSI KOCTeH — IMIMPOKHE
Jra 36l C YTONIEHNEM KOPTHKAIBHOTO CIOsI, IPYOBIil pUCYHOK TpabeKy,
0CTEOIO0PO3, BapycHas fe(GopMarisd HIKHIX KOHEYHOCTEH, 3ara3ibIBaHNe
(bopMupoBaHHs CKelleTa; 00Iee ColepKaHue KalbIHs B CKeJeTe TOBbI-
LICHO.

Peabcopbrust hocdaroB B moukax cHmxkaercs 10 20-30% u MeHee, TOBBI-
maetcs BblneneHne docdopa ¢ Moo 1o 5 r/cyt. (Oomee 20 Mr/Kr/cyrt.).
l'mnepamuHOAMIypUst U TIIMKO3YpHUSl HE XapaKTEpHBI. DKCKPEIHs KalbIus
HE NU3MCHEHA.

He ormeuaercs HapyHIeHI/Iﬁ KHUCJIOTHO-OCHOBHOTO COCTOAHHNA U COACPIKAHUA
JJIEKTPOJIMTOB B IUIa3Me. YPOBEHb HeopraHmieckoro (¢ocdopa B CHIBOPOTKE
KpoBu cHiKeH 110 0,64 MMonb/n u MeHee (npu Hopme 1,29-2.26 MMoIb/m).
Conep:kaHue KallbIUsi B CBIBOPOTKE KPOBH HOpMaibHOe. [loBbIIEHa aKTHB-
HOCTP IIeII0YHOH (ocdarassl (B 2—4 pas3a 0 CpaBHEHUIO C HOPMOIT). YpOBEHb
mapaTropMoHa B KpoBH HopManbHbeid. Kornenrpanus 1,25(0OH),D; y 6ompHBIX
HOpMaJibHasA, OTHAKO CHHKEHA OTHOCUTECIIBHO CTCIICHU FI/IHO(t)OC(baTeMI/II/I.

IIpu aymocomno-peyeccusnom sapuanme pocham-ouadema KIMHAYECKAS
KapTHHA BO MHOTOM CXOJIHasl, OJJHAaKo Hapsny ¢ runepdocdarypueii BeIsBIsETCS
THIEPKaTbIUYPHs, HOPMO- WJIH THITOKAJIbIINEMHUS, CHIDKEHHE KOHIIEHTpAIUN
MmapaTropMoHa B KpPOBH, HOBEIIIeHHE KoHIeHTparun 1,25(0OH),D;. B xocTHO
TKaH{ MPE00IaatoT MPOLECCH OCTEOMAISIINN.

HugdeperyuansHas duaeHocmuka

Juddepennuponars HacencTBEHHBIN (ochar-nuadeT HeoOX0IMMO C BUTAaMUH-
D-neduunTHEIM paxuToM, KOTOPBII XOPOIIO MOAJAETCs KOMIUIEKCHOMY JICUEHHIO,
curnpomoM nie Torn—/ledpe—Pankonn, ocreomarueii mpu XI1H (tadmn. 7.15).
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Ta6bnuua 7.15. CpaBHUTENIbHAsA XapaKTEPUCTUKA paxuTa U paxutonofobHbIX 3aboneBaHuin
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