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KpoBeTBOpEeHue B Hopme




remMmoonacrTos -

OnyxoneBoe 3aboneBaHue KPOBETBOPHOMN U NnuMdaTU4ECKON TKaHN

FemobOnacTo3bl noapa3fensitioT HA CUCTEMHbIE — NEeUKO3bl, U
pervoHapHsbie - numdpomsbl

NpU NemKo3ax KOCTHbIN MO3r nopaxaeTcsa nepBUYHO, a npu numdomax
— BTOPUYHO, B pe3ynbTaTe MeTacTasupoBaHuUA

lNpu nenko3ax onyxoneBble KNEeTKU OOHapYy>XMBalTCA B KPOBU, MO3ITOMY
MCNONb3yeTCHA TaKXKe TePMUH «JTeNKeMUus»



MaJIMrHN3auus Hopmaanoﬁ KIeTKU -

Pe3ynbTaTt HakonneHust U3IMeHeHUN B ee reHeTUYeCKOM maTepuarne -
MyTaLuuu

BObl MYTALIUW:

- CMOHTaHHbIe
- UHOYUUPOBaHHbIE

- BbICOKOIO p1UCKa
- NPOMEXYTOYHOro pucka
- HA3KOro pUcKa



CBOMCTBa 3N10Ka4YeCTBEHHOU OMNMyXONneBOU KIeTKU

1. HapyweHune cnocobHocTH K andgcgepeHUnpoBke

2. YTpaTa MexaHn3ma anonTto3a, 6eCKOHTpornbHas nponudepauus
3. CnocobHoCTb K camonopgaepXaHuo (aBTOHOMHOCTD)

4. AHdpnnbTpaTUBHBLIN TUN poCTa

5. CnocoBHOCTb K MeTacTa3anpoBaHUIO
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Knaccuodpukaumsa nemko3on




4aCTOTa BCTpe4aeMOCTU JIEUKO30B Y B3pPOCIbIX
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OTHOCUTENbHbLIN PUCK Pa3BUTUSA JNIEUKO3OB B
3aBMCMMOCTU OT BO3pacTa




OCTPbIN JFIEUKO3 -

KnoHanbHOe onyxoneBoe 3aboneBaHMe KPOBETBOPHOWU TKaHMU,
CBA3aHHOE C MyTauuen K KneTke-npealecTBeHHULEe reMonoasa,
crneacTBMeM KOoTopou siBnsaetca 6nok anddepeHuUUpoBKy u
OecKOHTposibHas nponudgepaumns He3penbiX MUESIOUAHbIX UNN
nudoungHbix knetok (BJIACTOB)

OCTPHIE MHEJOBIACTHBIE

JIERKO3BI

MO OMJTremddenesusposassn i M4 suenoMono-HiacTs

M3 npoMueronrTapiii M7 meraxapio-Oracriii



AMNAEMUNOTTIOINNA OCTPbIX JIeUKO30B -

Y B3pocCnbIX B NogaBnsowemM 60nbLUHCTBE PErmcTpupyeTcs ocTpbin
MUernobnacTHbIN NEeUNKOo3:

12-20 cnydyaeB OMIJ1 Ha 1MnH Hac./rop,
NMoxunoie: 40-60 cnyyaeB Ha 1MnH Hac./roa

CpeaHun Bo3pacT O0SbHbIX -65 neT
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KNMMHUKA OCTPOro fiernko3a HecnewndpunyHa

5 KNMMHNYECKUX CUMHAPOMOB:

1. N(HTOKCUKALMNOHHBLIN
2. nponudepaTUBHbIN
3. aHeMn4eCcKkum

4. remopparn4yeckum

5. CUHAPOM MH(PEKLMNOHHBLIX OCITIOXKHEHUWN



ANarHoCTUKa OCTpPOro fiemkosa:
o0LMN aHanNn3 KPoBM
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3. aHemumA
4. TpOMOOUMTONEHUA
5. neMKouuTo3 U NenKoneHus
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ANarHoCTUKa OCTpPOro fiemkosa:

CTepHalJibHaA NyYHKUUA

National

B Cooprchensie  Acute Myeloid Leukemia

NCON g Risk Status Based on Cytogenetics and Molecular Abnormalities
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ANarHoCTUKa OCTpPOro fiemkosa:
Mueriorpamma

AwnarHo3 ocTporo fiemKko3a yctaHaBnmMBaloT Npu oOHapyXeHuu B
NyHKTaTe KOCTHOro mo3sra (Mmuenorpamme) 20% vn 6onee BJIACTHbIX
KIeTokK

Age < 60 (n = 653) Age = 60 (n = 664)

CR Median survival CR Median survival
Factor N N(%) P Weeks Pi N N PP Weeks P
Diagnosls to treatment interval, d
f 102 76(75) 810 76 47(62) 260
2 ®  75(T6) 85.0 1 43(54) 280
3 o7 Hm 100.0 82 4859 30
4 8 60(M) 1040 76 38(50) 310
56 03 60(65) 69.0 06 52(n4) 3.0
740 86 52(60) 60.0 136 T1(5) 300
> 10 of  45(49) <001 50.0 0 21 63(2) 19 30 15

Treated as a continuous variable3 < (01 < 001 45 19



nnaH oocnegoBaHnA NauMeHTa C OCTPbIM
NenKo3om

Onsa noarse PXAaeHnA AnarHo3a.

O6wun aHanus Kkposu+petTukynounTbi+COI
Muenorpamma

Ons yTOYHEeHUA BapuaHTa JieMko3a M rpynnbl puckKa:

1. MMyHOheHOTUNMPOBaHUE BGacToOB KOCTHOroO Mo3ra
2. UUTOXMMUA 6r1IacToB KOCTHOrO Mo3ra
3. MOJIeKynsipHO-reHeTU4YEeCKOe uccrnegoBaHue KOCTHOro Mosra

4. cTaHpapTHOE LUMTOreHeTn4Yeckoe uccriegoBaHme (KapMoTunupoBaHue)
KOCTHOro mMoa3ra

5. nrombanbHas NYHKUUA C aHAJIM3OM JIMKBOPaA Ha Halinime onacrtoB



nnaH oocnegoBaHnA NauMeHTa C OCTPbIM
NenKo3om

Ona onpegeneHnda MmaccCbl ONnyxosiu.

YpoBeHb JIAI' cbIBOPOTKM KPOBU

Y3WU opraHoB OprolIHOU NOMOCTU (pa3Mepbl NeYeHU U Cerne3eHKU,
Hann4iue numdoysnos)

lNMpouee:

PeHTreHorpadusa opraHoB rpyaHOM KrneTKu (No nokasaHusim,
rnevkemMougHas MHUNbTpauna?)

IXO-KC (PB-?) nepea Hayanom KypcoBou XxummoTepanuu
OueHka ECOG-cTaTtyca, MHAeKca KoMopouaHoCcTH

[nsa )XeHLWH AeTOPOAHOro Bo3pacTta — TeCT Ha 6epeMeHHOCTb



anddgepeHumanbHaa guarHocTmkKa ocTporo
rienKo3a

1. GNacTHbIN KPU3 XPOHUYECKOro Muenorsriemkosa
2. MMenogucniacTU4eCKUu CUHAPOM
3. UHPEKLUNOHHbIN MOHOHYKNEO03

4. HeXOO4XKKUHCKME NTIMM(OMbI BbICOKOU CTENEHU 3/10Ka4eCTBEHHOCTU B
cTagmu nemkemMusauum

5. nenkeMougHble peakuun, BbiXod U3 arpaHyriouuTosa



OCTPbIN MUEeNoObJsIaCTHbIN NTIENKO3

MuenounpHan
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nporHoctnyeckue cdakropol OMJI

A. q)aKTOpbl, CBfi3aHHbLIE C NaUMNEeHTOM.

1. Bo3pacT ctapwe 60 net

2. Hanu4une conyTCTBYHOLIMX 3ab6oneBaHNM



obOLwasa BbhkuBaemMmocTtb nauuveHtTos ¢ OMJ1 B
pa3HbIX BO3pPaCTHbIX rpynnax
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nporHoctnyeckue cdakropol OMJI

B. PaKkTopbl, CBA3aHHbLIE C 3aboneBaHNeM:

1. Hanu4Yne XPOMOCOMHbLIX abeppauunmn BbICOKOro/HU3KOro pucka
2. nenkouuTto3 cBbiwe 100*10/9/n

3. yanuHeHne CPOKOB OT MOMEHTa AMarHoCTUKM 3aboneBaHMA OO Havana
Tepanuu

4. nepcuctupoBaHue 6NnacTHbIX KNeTok B nepudepuveckom KpoBU K
MOMEHTY OKOH4YaHUA UHAYKLUMOHHOro Kypca

5. OTCYTCTBME peMUccuu nocrie nepBoro MHAYKLUMOHHOIO Kypca
XuMmuoTepanum



nporHoctnyeckue cakropnl OMIJI,
LUTOreHeTUKa U MOJieKynspHasa reHeTUKa




CpaBHUTeNbHada UMTOreHeTn4YeCcKas
xapaktepuctuka OMJ1 noxunsix n monoAabIX

XapPaKTepuctmKa

monoapie

BcTpeyaemocTb B nonynaumu

BTopuyHbin OM/I

TRM Ha MHAYKUMOHHOM Kypce

CR

FLT3- myTauma

MDR1 sKkcnpeccua

Huskul UrI puck

t(8;21)

inv 16 unun t(16;16)

17,6

25%-56%

25%-30%

36%-62%

34%

71%

2%

1%-3%

1,8

8%

5%-10%

65%-73%

20%

35%

9%

10%



nporHoctnyeckme pakropnl OMII:
NMPOrHoCTU4YecKoe 3Ha4YeHne oTBeTa Ha nepBbIn
MHAOYKUMOHHbIN KypC

OTcyTcTBMEe OTBeTa Ha NepByK MHAOYKLUUIO ABINAETCA KpUTepuem
BbICOKOW BEPOATHOCTU PE3UCTEHTHOCTU 3aboneBaHUA:

Restoration of normal blood counts
< 5% blast cells by morphology

Lime

= Information on the treatment effectiveness



nporHoctnyeckue cdakropol OMJI

b. q)aKTOpbl, CcBA3aHHbIe C HeaAeKBaTHO nposeageHHbIM NevYyeHneMm.

1. yMeHblUeHNe pacyYeTHbIX 403 LMTOCTAaTUYECKUX NpenapaToB
2. 3HaYuTenbHoOe yaAniMHeHUe UHTepBanoB mMexay Kypcamu XT

3. HeageKkBaTHas n peafie4eHHOCTb

(!) Bce chakTopbl NpOorHo3a MoryTt ObITb 3HAYMMbIMU NULLBL MPU YCITOBUMK
afieKBaTHOro LUMTOCTaTU4ECKOro BO34eMCcTBUA



ooLan BbKMBAeMOCTb U AOCTUXEHMe NMOJTHOU
peMuccumn B 3aBUCUMOCTU OT CpoKoB Ha4vana XT

PocT xneTxm
MUTO3 M UMTOKMHED > / Heaenswmecs x(:;e'nm
(aeneHue xnerxm) \\ " -4 BXoaaT 8 dasy Go
- G 4 o
G,M &
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Havano aenexuna G./IS
KO TIOS AeneHue > 1
Moaroroexka x
3 aeneHuMo
Moaroroexa ;___G 2 UuTepdasa
K MUTO3Y POCT KNeTKM

Dynnuxauma OHK %——s

KierouHbIn HHKJI




KNnHn4yeckue pakTtopbl HEOTAronpuATHOro
nporHo3a OMIJl

1.

2,

BTOpUYHbIM OMIJ1

ctapwum Bo3pacTt (40-60 neT), ana inv16 ctapwe 35 net

. runepneunkounto3 6onee 100*10/9/n, ansa t(8;21) 6onee 20*10/9/n
. M-0 BapuaHT no PAB

. aKcnpeccust CD34 Ha 6nacTHbIX KneTkax

. AKCTpamMeaynnsipHbie nopaeHns (0COOEeHHO KoxXa)

. OTCYTCTBME PEMUCCUM NOcrie NepBoro Kypca

. nepcucteHuna mapkepos MPB.



KNnHn4yeckue pakTtopbl HEOTAronpuATHOro
nporHo3a OMIJl

1.

2,

BTOpUYHbIM OMIJ1

ctapwum Bo3pacTt (40-60 neT), ana inv16 ctapwe 35 net

. runepneunkounto3 6onee 100*10/9/n, ansa t(8;21) 6onee 20*10/9/n
. M-0 BapuaHT no PAB

. aKcnpeccust CD34 Ha 6nacTHbIX KneTkax

. AKCTpamMeaynnsipHbie nopaeHns (0COOEeHHO KoxXa)

. OTCYTCTBME PEMUCCUM NOcrie NepBoro Kypca

. nepcucteHuna mapkepos MPB.



dTalbl XUMNoOTEpanmn

1. UHayKuma pemmccumn: A

Lefib- MaKCUMMarnbHO ObICTPas U CcyLleCTBEHHasA peayKuus 5
nemkeMmu4ecKoro KrnoHa, Hopmanusaums KOCTHOMO3roBOro
KPOBETBOPEHUSI U AOCTUXKEHME MOJSIHON PEeMUCCUMN.

B MOMEHT KOHcTaTauum NosIHOM peMUCCUU B KOCTHOM Mo3re
Mopdronormyecku onpegensierca MeHee 5% OnacTHbIX KNeTokK

2. KoHconupauna peMuccum.

O6Owasa BbNKMBaAaeMOCTb YBENTMYMBaETCA B 2 pa3a No CpaBHEHUIO C
0O0JIbHbIMM, KOTOPbLIM MOCSIe AOCTUXKEHNA PEMUCCUMN He NPOBOAUIIOCH
HUKaKOro neyeHus

3. noapepxuBarowjasl Tepanus.

NoTeHUnanbHO BO3AEUCTBYET Ha onyxoJieBble KIeTKU, nepexuBLumne
npeabiaywme atanbl evYeHns

4. npodunakTnka HemponeukKosa

?TpaHcnNNaHTauusa KOCTHOro mo3sra?



NnokKa3aHus K anrfioreHHowu TPaHCNJIaHTaUUUN
KOCTHOIro MO3ra/CTBOJIOBbIX KIeTOK KpoBU

1. prnna BbICOKOIro umutToreHeTu4eCKoro pucCka B nepBof/'l peMmmuccuumn

2. Fpynna HU3KOro U NPOMeXyTO4YHOro pucka Bo BTOPOM peMuccumn

YcnoBusi BbINONTHEHUA:

- HANM4Me NOJSIHON peMnccumn
- OTCYTCTBME CONYTCTBYHOLIEN NATOSIOrNun

- Hann4yne HLA-coBmecTMMoro aoHopa (poaAcTBEHHOro Unu
HepoACTBEHHOrO)

- UMB-HeratnuBHoCTb
- UH(pOpMUPOBaAHHOE Corflacve nauueHTa



anno TKM/XT B nepBoun pemuccumn

e poos e e

OS 61% 49% 0,015

DFS 55% 37% <0,001
Peungns 28% 58% <0,001

TRM 17% 5% 0,002
MNaunenyp)g 40 net 17% 5% 0,002
I'Iau,merRJm 40 net 25% 4% <0,001
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peunauB -

OOHapyXeHMe B NyHKTaTe KOCTHOro mo3ra 6oree 5% O6nacTHbIX KNeTOK

Peunane npHuunmnanbHO OoTNMYaeTca oT AebloTa 3aboneBaHusa n
paccmMmaTpuBaeTCA Kak NosiByieHne HOBOro, yCTOM4MBOro B NpoBOoAMMOM
Tepanuu, onyxosieBoro KrfioHa



MUHUMarbHaga pesmayanbHasa 6one3Hb (MPDB) -

HebGonblwasa nonynayuna onyxoneBbiX KNEeTOK, KOTopasa He MOXeT ObITb
3achukcmMpoBaHa Nnpu NOMOLLUN CBETOBOIro MMKPOCKONa, HO
OOHapyXuBaeTcs 6onee TOHKUMU MeTOA4aMN UccrneaoBaHUA

NocTtpemnccuoHHasa tepanusa OJ1 (KoHconupauus, nogaepXuBaroLas
Tepanusl) HanpaBreHa Ha neyeHue MPB.






NMPUHUUNBbI XUMUNOTEpParnnuu

1. BO3bI-MHTEHCMBHOCTU (MHAMBUAYANbHbIN pacyeT A03 NpenapaTtoB Ha
nnowaab NOBePXHOCTU Tena)

2. KOMOMHUPOBAHHOCTU (COYEeTaHUA HECKOJSIbKMX NpernapaTtoB)

3. nocriegoBaTeNIbHOCTU (MOBTOPEHUE KYpPCOB XMMMOTEepanum)




neyeHnue OMIJI

Kypc nHaykumMoHHou Tepanun «7+3» ABNSAeTCA CTaHA4APTHbIM
WHAYKLMUOHHbLIM fle4YeHUeM:

Lintapabun 100mMr/m2 24-nHcpy3na B TeueHue 7 aHen U gayHoOpPyoOunLMH
60mr/m2 B Te4yeHne 10 MMHYT B Te4yeHMe NepBbiX 3 AHEW.




LUuTOCTaTu4YeckKkasa 6onesHb -

KoMmnnekc CUMHAPOMOB, CBSI3aHHbIN C OCTPbIM BO3HUKHOBEHUNUeM
p,e(buuma 6bICTpOAe.I1ﬂI.I.|,VIXCFI KNeToOK BCcneacremMe Bo3aencTBUS
UMTOCTATUKOB

OCHOBHOM «MULWIEHbIO» LUTOCTAaTUYECKOU OONe3HU ABNATCA
ObicTpoaensilmecs TKaAHN: KPOBETBOPHAA U anuTenunanbHas

Jeiirosni

Ocrpuie Xpounyeckue

| Jmwo- i Muwee-
Jundodaacrunie  Muesokracrinie EpeINepaTEENWE  MpIEBEpATHRNE

(01 (oM@ (X1, MM) (XM1, spurpestn



LNTOCTaTU4eCKas 60]193Hb, KITMHUKa U rfie4yeHme

1. MMenoToKcu4eCcKknum arpaHynoumnTos U pebpunnbHas HeMTponeHus

ArpaHynounTto3s: cHmxeHue konunyectsa nuy B OAK meHee 1,0*10/9/n nnwm
Hd meHee 0,5%10/9/n

PebpunbHasa HeUMTPONEHUSA: NOBLILEHMEe TeMnepaTypbl Tena dbonee
38rpaa y naumeHTa ¢ HeuTponeHneun/arpaHyrnounuTo3om,
NpPoAOIKNTENbHOCTLIO bonee 1 yaca, He cBA3aHHOe C remoTpaHcdy3uen
WU anneprnyeckomn peakuuen

TakTuka npuv arpaHynoumTose:
- n3onAumA
- 0O0paboTKa KOXHM U CITIU3UCTbIX PaCTBOPOM aHTUCENTUKOB

TakTuka npu ¢peOpUNLHON HENTPOMNEHUMN:

- aMNMpu4yeckas aHTMbakTepmanbHasa Tepanus B/B B Te4eHUe 2 4acoB OT
MOMEHTa BO3HUKHOBEHUS, HE3aBMCUMO OT HaNM4na o4aroB MHGeKUnU



LNTOCTaTU4eCKas 601193Hb, KITMHUKa U rfie4yeHme

2. MyKO3UT — I3B€HHO-HEKPOTUYeCcKoe nopaxeHne crm3ncTom o60so4Kku
NONOCTU pPTa U IMOTKH

TakTuka:

- obe3bonmBaHne

- NapeHTeparibHoe NuTaHune

- 00paboTKa CNIU3UCTbIX aHTUCENTUKaAMM

- aHTUbakKkTepunanbHasa Tepanusa (MeTpoHUaa3on)

Muenowanan Nuwmdonaran
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LNTOCTaTU4eCKas 60]163Hb, KITMHUKa U rfie4yeHme

3. OHTeponaTua — s1I3BeHHO-HEeKpPOoTUYecKkoe nopaxxeHne Criu3aucTom
KULLEeYHMKa

KnuHuka:
- pnapes
- 0oNnn B XuBoTe

TakTuka:

- ronoa, napeHTeparibHoe nNnuTaHue

- aHTUbaKkTepunanbHasa Tepanusa (BaHKOMULUH, METPOHUAA30)
- KOppPeKUuUa BOAHbIX N 3NEKTPONIUTHbLIX pacCTPOUCTB



LNTOCTaTU4eCKas 601163Hb, KITMHUKa U rfie4yeHme

4. Incnencus (TowHoOTa, pBOTA)

TakTuka:
- ronopn, napeHTepanbHOe NUTaHue

- HA3HaYeHMe aHTU3IMETUKOB LieHTpanbHOro AencTeBuAa (OHAAHCETPOH U
T.M.)

- KOPpPEeKUUA BOAHbIX U 3NEeKTPOSINTHbIX PACCTPOMUCTB



LNTOCTaTU4eCKas 60]193Hb, KITMHUKa U rfie4yeHune

5. Anoneuusn (o6paTtumas)

BCR-ABL, TEL-AML1
JAK2VG17F Hatopa FusionQuant
Hatops MutaQuant BCR-ABL
HaGopw MutaScreen

CLLU1
Hatiopa ProfieQuant

PML-RARA, WT1, NPM1, BAALC » 1p.
Hatopw ProfleQuant
Craugapru FusionQuant




Bonpocbl ona caMOKOHTPONSA:

1. Ha3oBMUTE OCHOBHbIE KITMHUYECKNE MPOABIIEHUS
OCTpPOro femkosa

2. [lepeuncnute [OnarHOCTUYECKME KPUTEPUU
OCTpPOro fenkosa

3. YKaxute OCHOBHble 3aboneBaHuss AOnd
andpgepeHUunanbHOW ONarHOCTUKU OCTpPOro
NenKkosa

4. YKaxunte npuHumnbel xumuotepanum npmn OMIJI

5. [lepeuncnute nokasaHUA K MPOBEOEHUIO
TpaHCnnaHTauum KOCTHOro Mo3ara

5. [lepeydncninte OCHOBHbIEe CUMNTOMBI
LUUTOCTaTUYECKON bonesHu
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