IOMHO-YPANTBCKUWA
FOCYAAPCTBEHHbIN

MEAULUMHCKWUA
YHUBEPCUTET

dre0y BO OYITMY MuH3gpasa Poccuu

OndpepeHumnanbHaa agnarHocTuka npu
remMopparn4eckomMm cuHapome

OucumnnuHa NocnutanbHasa Tepanua
CneumanbHocTb 31.05.01 JleuebHOE peno
Jlekumnsa (2 yaca)

O.B. KopobuublHa, K-T Mef. HaykK, JOLUEHT
Kadenpa rocnntansHon Tepanum
KO>XHO-YpanbCku rocyaapCTBEHHbIN
MeaUUMHCKNIA yHMBepcuTeT, YenabuHck, Poccus



Nnan

1. coBpeMeHHoe npeacrasrieHne o cuctemMme remocrasa
2. OCHOBHbIE TUMNbI KPOBOTOYMNBOCTHN

3. AnddepeHumanbHas anarHocTmka npu
remopparn4yeckom cuHapome



Cuctema remocTa3sa -

Buonornyeckas cucrtema, obecnevyumBarowjasi, c oqHOM
CTOPOHbI, COXPaHEHUE XNOKOro COCTOAHUA
LUPKYNUPYIOLLEU KPOBU, a C APYrom -
npepynpexaeHnue U KYynMpoBaHUe KpoBOTEeYEHUMN
(bapkazan 3.C., 1998)




Cuctema remocTa3sa -

Ilepeuunwtit (cocyoucmo-mpomooyumapHslit) 2emocmas —
oCcmanoeKa kpoeomeuenus 6 cocyoax ouamempom oo 100
MUKDOH — «0envlit mpomo», mpomooyumnan npooxa

Bmopuunutit (koazynayuonnslit) cemocmas — 0CMmaHo8Ka
KpoeomeueHnus 6 cocyoax ouamempom oonee 100muxpon -
«KPACHbBLIL MpPomoy, puoOpunoBslil c2ycmok



CTPYKTYPHbI€E KOMNMOHEHTbl CUCTEMbI FremMoCTa3a

MeXaHU3Mbl HEPBHOW U F'yMOpanbLHOU perynsuuu

opraHbl CUCTEMbI remocTa3a (LMPKYynMpyroLwasa KpoBb, CTEHKM COCYAOB,
neyYyeHb, KPOBETBOPHbLIN KOCTHbLIN MO3I, Cerne3eHKa, rnerkme, no4kun)

3BeHbS CUCTEMbI reMmocTa3sa:
1. TpoMOOLUTbLI U KITETKU KPOBU (3pUTPOLNTbI, MOHOLUTDI)
2. CocyancTasa cTeHKa (aHaoTenumn)

3. Mna3meHHble (hepMeHTHbIe CUCTEMBI:

- COOCTBEHHO CBepTbiBaloLwan (NpoKoarynsHTbl), KanneKpeuH-
KWHUHOBasA, CUCTEeMa KOMMJIeMeHTa

- CUCTeMa aHTUKOarynsHToB
- onbpuHONUTMYeckKkan (NnasMmMHoBas) cuctema



OCHOBHbIE beHKLIMVI CUCTeéMbl reMmoCTa3a

OGecneyeHune XKMAKOro COCTOAHUA KPOBU B COCYAUCTOM pycne,
Heo6X0AMMOro Assi HOpMarbHOro KPOBOOOpaLLEeHUs

OGecneyeHne HOpManbLHON Pe3UCTEHTHOCTU COCYAUCTON CTEHKU
(MnkpococynoB)

OcTaHOBKa KpOBOTEYEHUS NPU NOBPEXAEeHUN COCynoB

Y4yactue B penapauuu noBpexaeHHOU COCyaAUCTON CTEHKU U APYrux
TKaHen

Y4yacTtue B perynsiiMm TKaHeBOro KpoBoooOpalieHns1 (MUMKpOLUPKYNAaunmn),
TpaHCKanuUnisapHoOro oomMeHa

Yyactue B npoLecce BocnarieHuns



[MaToreHe3 Tpombo3a. Tpnaga P.Bupxosa (1856r)

- cTas
- NoBpeXaeHue CTeHKM cocyaa
- N3AMEHEeHUs CBOUCTB KpoBU
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[luHamuyeckoe paBHoBecue B CUCTEME reMocTasa

T

MMnokoarynayms Mnepkoarynauus
(kpoBOTEYEHUS) (Tpom603bl, TPOMOOGUNKK)
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HeakTBHbLIN TPOMOOLUUT




aKTUBUPOBAHHbLIN TPOMOOLMT




aare3vsa TpoMobouUnTOB -

CKonsieHue U aare3va TpoMoouuToOB B MeCTe NoBpeXaeHus,
copmmnpoBaHue MOHOCIIOA




dKTuBauuns TpOMGOLIMTOB -

agre3mda npnBoaAuUT K aKtTuBauuu TpOM6OL|MTOB




Peakuusi «ocBo60XAaeHUs1» TPOMOOLUTOB -

- BblgeneHve AQJ®P u ap. aroHNCTOB U3 rpaHyn
- obpa3oBaHue TpombokcaHa A2




AKTMBUpPOBaHHbIe TPOMOOLUUTLI aKTUBMPYIOT BOCcNanuTenbHbIN
Kackapg, -

- HAa aKTUBMUPOBaHHbLIN TPOMOOLIUTAX IKCNPECCUPYHOTCA
peuenTopbl ANA CKNenBaHUA C NenKountTamm
- 00pa3syroTcs fienkounTapHoO-TpoMbounTapHble arperaTtbl

.00

e e, Y
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OCHOBHbIe PyHKLMM TpoOMOOLMTA

Agre3nBHo-arrperauMoHHas

PeTpakuuns KpoBsAHOro crycTtka

NoppepxaHue Basocnasma

YyacTtue B npoueccax BocnaneHus

Y4yacTtve B MaTpU4YHOMN aKTUBaLUU KOArynsaumoHHbIX dpakTopoB

Y4yacTtue B akTMBauum aHTUKoarynsHta — nportemHa C u aktnuBauum
donbpuHonusa

AHrnoTpoduyeckana n penapatmBHas



[Mna3meHHble (haKTopbl CBEpPThbIBaHNA KPOBM

I DOuoOpHUHOTreH

11 IIporpoMOuUH

IV NoHubl kKaabua

\Y IIpoaknenepun

VII  IlpoxouBepTuH

VIII AsxTuremodniapHBIN I100yauH A

IX ®axTop Kpucrmaca

X DaxTop Crroapra-IIpayaspa

X1 Il;madMeHHBIN IpeaiIeCTBEHHUK
TPOMOOIIJIACTUHA

XII @axkTop XaremaHa, KOHTAKTHBIN
XIII @DubpuH-cTAOMIN3UPYIOIMIUN (PAKTOP



daktop lll — TkaHeBOM chakTOp (TP), TKAHEBOU
TpomMmOonnacTuH

TpaHCMeMOpaHHbIN FIIUKONPOTEUH

cBA3aH ¢ aHTUdochonMNMAHLIM KOMMNOHEHTOM MeMOpaHbI B
cyb3HOoTeNnun U KneTkax NpakTM4YeCcKu BceX TKaHeM

lNMpu naTonorum cUHTE3UpPyeTCA B KrneTKkax aHAOoTenns, MOHouUTax,
makpodparax

AKTUBHbIN KOMMJIeKC ¢ hochonunnaamm nosBNAETCA Ha NOBEPXHOCTU
KITeTOYHbIX MeMOpaH Npu X NOBpPEXAEHUN UIU TNOenun - «4epT U3
TabaKkepKn»

NMpu KoHTakTe KpoBUu ¢ TO® HauMHaeTCA akKTUBaLUA CBEepPTbIBaHUA



KOAT'YJISIHMOHHBIN KACKA T

BHyTpeHHu# lIyTb Kanaukpeun

BHemHuii nyTh

24 hr half life — \r-

4-6 hr half life
48 hr haIfllfe
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coBpeMeHHasa moaenb cBepTbiBaHUA KpoBu (Hoffman M et al., 1998)

SIEMENS Coagulation Cascade

— 3. Mponarauus

~Fibrindgen (pacnpocTpaHeHue)
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- FDP

D-dimer

1. AHuuymauwms
(HayanbHasn)

Collagen S\
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von Willebrand factor

» view cascade steps - play animation



CObBrEMERNHAZ MOAEJIDb CBEP 1 bIBADWA
KPOBH (1)
(HOFFMAN M. ET AL., 1998)

Xa To Vlla

TFPI - orpannyenue
TpoM0000Opa3zoBaHus

1 dpasza. VMiIHnumnauus

OO0pa3oBaHue CTaAPTOBOr0 KouuecTBa Tpomouna (11a)



COBPEMEHHASI MOJIEJIb CBEPTHIBAHU S
KPOBHM (2) (HOFFMAN M. ET AL., 1998)

% [ VI +VvWB

2 daza. Yeuaenne (Amplification)

AKTHBAIUSA TPOMOMHOM TPOMOOLMTOB U
[eJIOT0 PAJAA KOATYJISIHOHHBIX (PaKTOPOB




COBPEMEHHASA MOJIEJIb CBEPTBIBAHUA
KPOBH (3)
(HOFFI\/IAN M. ET AL., 1998)
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(pUOPUHOBBIH CTYCTOK
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OCHOBHbIE€ HOBbLI€ TNMOJIOXEeHUA

- In VIVO 00a myTH, BHYyTPEHHU U BHEIIHMIA,
B3aMMOCBSA3AHbI

- PaziiM4yHbIe KJI€TOYHbIC MOBEPXHOCTH
(cyO3HaoOTEIHAbHBIE KIETKH, Hecylnue Td,
1 AKTUBHPOBAHHbIE TPOMOOIUTHI)
CBA3BIBAKT Pa3JINUYHbIe KOATYJISAIMOHHbIE
(pakTOpHI

- MHOTOpYHKIMOHAJBHOCTH TPOMOUHA



OCHOBHbIE remMmopparmn4yeckme 3JieMeHThbl

MeTtexus
AKXMO3
femaToma

BnaxHasa nypnypa



netexmum

- BHYTPUKOXHbI€ KPOBOUIJTNUAHUA
aAnameTpom Ao SMM, npu HaaaBJiINBaHUU
He N3MEeHAIOTCA




3KXMMO3bl (CUHAKMN)

- BHYTPUKOXHbI€ KPOBOU3NUAHUSA
AnameTpom 6oree SmMm,

WMEIOT CTeNneHb «LBETEeHUs»

B 3aBUCMMOCTU OT AABHOCTHU




remMmaTomMma

- KPynHoe KpoBOMU3NUsiHUe B
3aMKHYTO€ NMPOCTPaHCTBO




BNaXxHas nypnypa

- reMopparnvyeckme ny3bipbKn Ha
CITIN3NCTDLIX




- NPUYMHA NOABINEHUs remopparnm — gedeKT B O4HOM U3 3BEHbEB
remocrasa:

Cocyauctom
TpomGouuTapHOM UnNu

NMnasmeHHOM



NABOPATOPHAA OUATHOCTUKA OE®EKTHOIO 3BEHA TEMOCTAS3A:

1. CocyaucToe: ANNTEeSNIbHOCTb KPOBOTEYEHUA
2. TpombouuTapHoe:
- KOJINYECTBO TPOMOOLMTOB B OOLLEM aHaNM3e KpoBu

- arperauus TpOMGOLI,VITOB AnA NCKITHOYeHus TpOMGOLI,VITOﬂaTI/II/I

3. Nna3meHHoe: remoctasuorpamma (AYTB)



TUMNbI KPOBOTOYNBOCTHU

1. AHrmomaTo3HbIU (cocyaucToe)

2. BackynntHo-nypnypHbIn (cocyaucToe)

3. lNeTexnanbHO-NATHUCTbIN (TPOMOOLUTapPHOE)
4. lemaTOMHbIN (NfIasMeHHoe)

5. CMewaHHbIN



AHrMOMaTO3HbIN TUMN KPOBOTOUYUBOCTU
(cocyaucTroe)

FeHeTYecKknn gecekT cocyancTon CTeHKU — obeaHeHUue ee KosnsareHom
(npun 6one3nn Panaro-Ocnepa)




AHrMMOMATO3HbIN TUI KPpOBOTOYNBOCTU

1. peunauBUpyOLMe OANUTENbHbIE KPOBOTEYEHUSA U3 MNOBPEXAEHHOWU
CnU3ncTon

2. MHOXeCTBEHHbIe reMaHrMoMbl Ha KOXXe U CIIU3UCTbIX

3. HopManbHble nabopaTopHble NnokasaTenu



BAaCKYNUTHbLIU TUMN KPOBOTOYMBOCTHU
(cocyoucToe)

Bo3HuKaeT B pe3ynbraTte nponoteBaHUsi POPMEHHbIX 3/IEMEHTOB KPOBM
Yyepe3 BocNarieHHYK CTeHKY cocyaa (npu reMopparmyeckomMm BacKynuTe)



(a)

BACKYJIUTHbI U TIn KPOBOTOYNBOCTU

(b)

Fig. 23.2 Henoch-Schonlein
purpura: (a) unusually severe
purpura on legs with bullous
formation in a 6-year-old child;
and (b) early urticarial lesions.



BACKYJIUTHbI U TUN KPpOBOTOYNBOCTU

1. CUMMeTpUYHbIe NeTexmarnbHble BbicbinaHna Ha UBMEHEHHOMW koxe
HWXHUX KOHeYHOoCTen (nanbnupyemas nypnypa)

2. KNMMHUKo-nabopaTtopHbie npu3Hakm OABCT

3. B OAK — ymepeHHasa TpomMbounTOneHus



neTexmanbHO-NATHUCTbIN TUMN KPOBOTOYNBOCTU
(TpombouunTapHoe)

1. remopparm4yeckas Cbinb Ha Koxe (neTtexmm u 3KXMmMo3bl)
2. KPOBOTOUMMBOCTb CJIU3UCTLIX, BriaXkHasa nypnypa
3. B OAK — TpombouunToneHus

4. koarynorpamMmma B npeaenax HopmMbl UMK MPU3HaAKU TpoMmbouMTOoNnaTumn
(cHMxeHue arperaumm TPOMOOLUTOB)



neTexnanbHO-NMATHUCTbIU TUN KPOBOTOUYNBOCTMU
(TpombouuTapHoe)




TpomMmOounToneHus

- IIceBnorpomOonuTronenusa (arperarsl HA poHE

OJITA)

- Tim-menus nmepepacnpenejleHusa U pa3BegeHusd
(cnmenomMeransg, TpaHC(py3UH KOJIJIOHUIOB)

- IIponykTuBHaA

- IloTpebaenna



NPOAYKTUBHAsA TPOMOOLMTONEHUS

- HOPMAJIBHBIN pa3Mep TPOMOOIIMTOB
- SBHAYUNTEJIbHBbIEC KPOBOTEYECHUA

- BpeMsd KPOBOTE€YEHHUA PAaBHO NJIN IIPEBBINIAET
pacueTHoe

- cHuskeHo korndectBo MKII B kocTHOM MoO3re



neTexmanbHO-NATHUCTbIN TUMN KPOBOTOYNBOCTU
(MpoaoyKkTUBHaAA TPOMOOLMTONEHURA)

1. oCcTpbIN Nenkos / MmmenoaucnnacTU4eCKMm CUHOAPOM

2. annacrtu4yeckKkasa aHemMus

3. nHpunbsTpaumsa KoctHoro mosra Mtc onyxonu

4. B12-pedhuuntHaa aHemua

5. BupycHasa uHdekuusa: BUY, napsosupyc 19, BAOb, renatut C, n ap.
6. Ype3mMepHbIN NpUeM ankorosns

7. NneKapcTBeHHaa TpomMbouuToneHus (3IKTporeHbl, BucenTon un Ap)

8. napoKkcu3mMarnibHasi HOYHas reMorfio6MHypusi TPoMmbouuToneHus
9. UMKNM4YeckKkas TpombouuToneHus



TpoMbouUuTOoneHUus noTpedneHns

- HAJINYHE KPYIIHBIX TPOMOOIINTOB
- OTCYTCTBUE CHUJIBbHOTO KPOBOTEUYEHU

- HOPMAaJIbHOE HUJIN IMOBBINIEHHOE KOJINYECTBO
MKI1I B kocTHOM MO3re

- IpeaIIecCTBYIIlasad BUPYCHAA HH(PEeKIIUA

- COIIYTCTBYIOIIYI€ AYyTONMMYHHBbIE
3daooneBanuga/ XJIJI



neTexmanbHO-NATHUCTbIN TUMN KPOBOTOYNBOCTU
(TpomOounTONEHNA NoTpeodbrneHus)

1. TpombouutoneHusa npu CKB u gpyrux ABCT

2. Mpnem nekapcTBEHHbIX NpenapaToB (NpenapaTbl 30510Ta, renapuH)
3. ABC-cuHapom

4. TMA (TpomboTtnyeckas mukpoaHrmonatus - al’YC/TTI)

5. Aknamncusa/npeaknamncus

6. AMMyHHaa TpomMmbouuToneHns (AnMarHo3 UCKITIOYEeHUA)



netexuarnbHO-NATHUCTbIN TUN KPOBOTOUYNUBOCTU
(uMMyHHasa TpombouuToneHus)

2= oef

\;{ ] Sensitized
);L platelet {
Antiplatelet \Y/ \ ,(L
autoantibodies

Fc portion
of antibody

. Macrophage
Fc receptor “



TpomMmbounTonaTum
(neTexmanbHO-NATHUCTbLIN TUMN KPOBOTOYNBOCTMH)

- MpnobpeTeHHOE UNu BpOXAEeHHOE HapyLweHue arperaumm TpomMoounToB
Npu NX HOPpMasribHOM KonnyecTBe

- MeTexnanbHO-NATHUCTbLIX TUN KPOBOTOUYMBOCTU, MOXET NPOABINATLCSA
TONbLKO BO Bpems onepauumn (3kctpauumsa 3ydba v ap.) unm menses

- HopmanbHoe konu4yecteo TpomoountoB B OAK (6onee 150*10/9/n)

- B Koarynorpammve — CHUXeHue arperaumun TpOMGOLIMTOB Ha pa3JindHbie
MHAOYKTOPbI

- MIPU N30SIMPOBAHHOM CHWXeHuu arperauum Ha PUICTOMULUUH
anarHoctupyetca bOJIE3Hb BUJIJTIEBPAHOA



npnoobpeTeHHbIe TPpoMbOouuTonaTum
(neTexmanbHO-NATHUCTbLIN TUMN KPOBOTOYNBOCTMH)

- IpueM aueTuncanuuuioBon KUCNOTbI (HapyLweHue arperauumm
TPOMOOLIMTOB COXpPaHSeTCA A0 5 CYTOK)

- ypemus
- napanpoTeMHeMus

- 3KCTpaKopnopanbHoe KpoBoobpalieHume
- ABC-cnHgpom

- mnenonponudepatTnBHoe 3abonesaHne/MAC



JleyeHune TpomboLuMTONATUN
(neTexmanbHO-NATHUCTbLIN TUN KPOBOTOYNBOCTH)

- n3beratb Nnpuema auertuncanuuunoBon Kucnotbl n apyrnx HIMBC,
aHTUKOArynsHToB

- MPU 3HA4YNMOMN KPOBOTOUYMBOCTU (Mmenses, IKCTpakuua 3yda m np.)
npuemMm MHrMoutTopoB hubpuHonunsa (rpaHekcamoBasi KUCNOTA)

- AeCMONpPECCUH MHTPaHa3anbHO: yny4waeT PyHKLUIO TPOMOOLUTOB,
MeXaHU3M HeusBecCTeH

- MPU HaNM4Ynn KPOBOTEYEHUA U HEIPPEKTUBHOCTU MHIMOUTOPOB
¢nbpmuHonusa / Heo6xoAMMOCTM OonepaTMBHOro BMelwaTenbcTBa —
TpaHccdysum C3I1, TpPoMOOKOHLEHTpaTa, KpuonpeuunutaTta no
NoKasaHUAM

- npu 6one3Hn BunnebpaHaa BO3MOXHO Ha3Ha4YeHME KOHLeHTpaTa
¢dakTopa 8



reMaToOMHbIN TUN KPOBOTOUYUBOCTU
(remocounusa A)

1. KpynHble reMaToMbl, KPOBOU3NUAHUA B 3aMKHYTbIe NMONIOCTH
(MeXMblwWweYvHble, MeXdacumanbHble, 3a0pPHOWNHHbIE KPOBOU3NUAHUSA,

reMapTpo3bl)
2. lemopparmyeckas Cbifb Ha KOXe He XapaKTepHa
2. KonnyecTtBo TpOMOOLMTOB B npegenax HoOpMbl

3. Koarynorpamma: yanuHeHne A4TB, BpemMeHU cBepTbIBaHNUA, CHUXEHUe
YPOBHSA (paKTOPOB CBEPTbIBAHUA



reMaToOMHbIN TUMN KPOBOTOYMBOCTMU
(remodounusa A, remaptpo3 cnpasa)




CMeLUaHHbIX TUMN KPOBOTOYUBOCTU
(ABC-cuHpgpom)

1. lemopparun4yeckas cbifnb Ha KoXe (NeTexmm n aKXMmo3bl) n
KPOBOTOUYUBOCTb CIIN3UCTbLIX

2. KpoBOTOUYMBOCTbL M3 MECT CTapbIiX MHBbEKUUN, KaTeTepm3aumm
3. KpynHble remaToMbl, KpOBOU3SNUAHUA B 3aMKHYTbI€ MNOSIOCTH
4. MaTo4YHble, No4YeyHble, Xenyao4yHO-KULWeYyHble KpOBOTeYEeHUS
5. TpombouutoneHus B OAK

6. A3meHeHMe nokKa3aTesrieu remoctasmorpaMmmMmbl B 3aBUCUMOCTU OT ha3bl
ABC (yanuHeHue MNTB, cHWXxeHue ypoBHA (pnbOpuHOreHa, noBbIWEHNE
NPOAYKTOB Aerpagauuv oubpuHa)



OBC-cMHOpOM KIMHUYECKU
(cMewaHHbIN TUN KPOBOTOYUBOCTHU)

1. ®DoHOBOE 3ab60neBaHUA UM COCTOSIHME: Cerncuc, oK, ocTpas
MaCCUBHasA KPOBOMNOTEpPS, NONIUTPaBMa, 0XXoru, octpbin remonus, 3HO un

Ap)

2. CMellaHHbIW TN KPOBOTOYNBOCTHU

3. MNMon nopraHHasdA HeaAoCTaTO4YHOCTDb



OBC-cuHgpoMm, nevyeHue
(cMewaHHbIN TUN KPOBOTOYUBOCTHU)

1. JlIukBuaauua TpurrepHoro ¢paktopa
2. TPAHC®Y3UU C3I1 B AO3E 10-20mn/kr/cyT

3. KoHUeHTpaT TpoMOGOLMTOB, KpMonpeLuunuTaT, TpaHeKcamMoBasi KUCIoTa,
KOHLeHTpaTbl (paKTOPOB CBepThbiBaHUA, aHTUTPOMOMUH 3, KOHLEHTpaT
NPOTPOMOMHOBOro KOMMnrekKkca.

4. HuskomonekynsipHble renapuHbl NpyM oTCYTCTBUM aKTUBHOTO
KpOBOTeYeHUSsA

() NaumeHTam c remopparvyecKMuMm CUHAPOMOM fnb6Ooro TMna
NPOTMBONOKa3aHbl BHYTPUMBbILLEYHbIE UHBHLEKLIUU



Bonpochkl Ansa caMOKOHTpoOnSA:

1.HazoBute OCHOBHbI€E remopparmyeckume
9NIeMeHTHI

2. llepeyncnmte npmsHakm aHrMOMaToO3HOro Tuna
KPOBOTOYNBOCTH

3. [llepeuncnute npusHakM BaCKYNIUMTHOIO TuNa
KPOBOTOYMBOCTM

4. Tlepeuncnnte  nNpu3HakKM  neTexmanbHo-
MATHUCTONO TUMNa KPOBOTOYUBOCTM

5. [llepeyncnnute nNpu3HaKM remMartoMHOro Tuna
KPOBOTO4YMBOCTM

6. [lepeyncnimte nNpu3HaKM CMELLUAHHONO TuMNa
KPOBOTO4YMBOCTM
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