LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

OcTpble MuenongHble NenKosbl

KnuHnyeckue pekoMeHaaumn MuHaapasa Poccuu - B3pocrble - peaakums 2024 1, ctaTyc «MpumMeHaeTca» Ha 04.11.2026 - MKB-10: C92.0,
C92.3,C92.5,C92.6,C92.7,C92.8, C92.9, CI3.0 - AccoumaLmsa COOeNCTBUS Pa3BUTUIO reMaTOOr M, TPaHCPY3nOonornm
TpaHcnnaHTaLmm KOCTHOro Mo3ra “"HaluroHanbHoe remaTonornyeckoe obwecTso”

OcTpble MenonaHble nernkosbl (OMJ1) — KnoHanbHbIe OMyX0onu KPOBETBOPHOM TKaHM, MPU KOTOPbIX HE3PETble
MWENONIHbIE KNETKN 6ECKOHTPONBHO Pa3MHOXAKTCS U yTPaYnBatoT CMNOCOBHOCTL K AnddepeHLMpPOBKe.
PekoMeHaaLLmMs ONMCbIBAET NOATBEPXAEHWE AMarHo3a, reHeTUYECKYHO CTPaTUOUKALLUIO, UHTEHCUBHOE U
HW3KOWHTEHCUBHOE NeYeHne, TPaHCNIaHTaLLMIO U BEAEHWE OCMOXHEHNIA.

naBHOe

« OMJ1 onarHoCTmpyoT Npu Hanuumm He MeHee 209 61aCTHbLIX KINEeTOK B NepudepryeckKon KpoBu UMM KOCTHOM
moazre. Mpu t(8;21), t(15;17), inv(16) nnn t(16;16) AMarHO3 BO3MOXEH HE3aBMCKMO OT [10/M 6M1acTOB.

KapvoTunupoBaHue 1 MONeKkynapHO-reHeTU4YecKe NCCnefoBaHns UCNOMb3YOT ANA MPOrHo3a 1 Bblbopa NneveHus.
Bcem nauneHTam ¢ noaTeepxaeHHbIM OMJT pekomMeHayeTca nccnenosatb, B YacTHOCTHU, NPM1, CEBPA, FLT3, TP53
W PSIA FeHOB, CBA3aHHbIX C HEGMaronpPUATHLIM MPOrHO30M; UCCNnefoBaHWe MyTauun FLT3 cnefyeT MoBTOPATL Npwu
peunamse nnu pedpakTepHOM TeHEHUU.

HebnaronpusiTHbIMKU KNMHUKO-reMaTonorMiecknmm NprusHakamm cUnMTaloT nemnkoumTos 6onee 100x10°/n n
He[OoCTMXeHMe NOTHOW PEMUCCUM MOCTE NEPBOrO MHAYKLIMOHHOIO Kypca.

JleyeHuve BkMtoYaeT NHOYKLUMIO PEMUCCUM, KOHCONMMAALMIO, MOAAEPXKMBAIOLLYIO TEPANnUIO U, ANA OTAENbHbIX
BapwaHToB OM/1, NpodunaKkTUKy Unv neveHme Hemponenkemmm. NMocne OCTUXEHWSA MOMHOM PEMUCCUKM BOMPOC 06
annoreHHoM TpaHCNNaHTaLmmu peLlwatoT C y4eTOM reHeTu4eckoro pucka, MOB, Bo3pacTta, KOMOPBUAHOCTH U
TPaHCMNIaHTALLMOHHBIX PUCKOB.

Y nauneHTOoB C rmnepnenkoLmnTo3oM, 0bbluHO 6onee 100x10°/11, NOBbILLEH PUCK FEMOPParnyeCKnxX OCNOXHEHNI,
CVHOPOMA NU3KCa OMyXOomnn 1 UHPEKLIMI; NeYeHe HaUMHAIOT C LMTOPeayKUMU 1 He OTKNaabIBatoT Npy OTCYTCTBUM
BbICTPOro CHUXEHWSA NTENKOLIUTOB.

TPOMBOKOHLLEHTPAaTbI NEPENMUBAIOT MPK KONMYECTBE TPOMBOLIMTOB MeHee 20x10°%/n, a TakXe Npu KPOBOTEYEHNM,
TeMnepaType Bbile 37,5 °C nnv nepe MHBa3MBHOW NPoLLeypor HE3aBMCUMO OT YMca TPOMOOLMTOB.

OunarHocTuka

1. CobpaTb xanobbl 1 aHaMHe3: CNaboCTb, NMXopaaka, MHOEKLMN, KDOBOTOUMBOCTbL, OCCaNrmn, CHUXEHWE MacChl
Tena, NpeaWwecTByOWas XMMUO- UK NyueBas Tepanms, CeMenHbIN aHaMHe3. Y TOUYHUTL NPU3HaK1M MOHOLIMTAPHOI O
BapWaHTa — runepnnasmuio AeceH, KOXHble MHOUNLTPaTLI, NMdbaneHonatuio u cnneHomeranuio. YYP C, YO 5.

2. [poBecT Gu3nkanbHoOe obcnenoBaHue: U3MepuUTb POCT, Maccy Tena u TeMnepaTypy; OLLEHUTb KOXY,
reMopparuyeckuit CUHOPOM, KOCTHO-CYCTaBHYO CUCTEMY, NMeYeHb, CeneseHky, TumMmaTnyeckue yansl, cepaue,
nerkue, HePBHYIO 1 3HOOKPUHHYIO CUCTeMbI; onpefennTs ctatyc ECOG/BO3. YYP C, YO 4.

3. BbINONHUTL pa3BepHYTbIV OBLLUMIA aHaNn3 KPoBK C NENKohopMynon 1 TpoMmbounTamu. Jlenkopopmyny CunTatoT B
Ma3Ke, a He TOMbKO Ha aHanu3aTope; nccrnenytoT He MmeHee 200 nenkoumToB. B Xoae neyveHns yactota KOHTPONA
MOXET BbITb OT exxeaHeBHON A0 exemecauHon. YYP C, YO 5.

4. T1oNy4nTb NYHKTAT KOCTHOIO MO3ra W BbIMONMHUTL MUENOrPaMMy; NP CyXOM NPOKOSE UK CKyAHOM MyHKTaTe
MCMonb30BaTb TPenaHobuoncuio. B Maske KOCTHOro MO3ra uccneayot He MeHee 500 sapocoaepXallmx KNeTok,
NOMCUMTHIBAKOT 6MACTbI M BLIMOMHAOT LMTOXMMMIO. [opor AMarHoCcTUki — 20% 6nacToB, kpome OMS ¢ t(15;17),
t(8;21), inv(16) unn t(16;16). YYPC, YOO 5.

5. MNpoBeCT! UMMYHODEHOTUNMPOBaHKE 6/1aCTOB METOLOM MPOTOYHOWN LUTODTYOPUMETPUM Ha KNETKaX KOCTHOMO
Mo3ra. MeMbpaHHbIM MapKep CUMTAIOT MOMOXUTENbHBLIM MPU aKcnpeccun Ha 20% 1 6onee 6nacTos,
umTonnasmatudeckut — npu 10% v 6onee; MPO noaTeepxaaeT MUENONOHYIO HanpaBneHHOCTb, HO ee OTCYTCTBUE
OMJTHe nckntovaeT. YYP C, YO 5.

6. BbINOMHUTL KaPUOTUMUPOBaHWE; AOCTOBEPHbBIM CHUTAIOT UCCNeaoBaHne He MeHee 20 MeTadas. [Npu HegocTaTtke
MaTtepwuarsna, OTCyTCTBMM MUTO30B UNK NoydYeHn meHee 20 MUTO30B, a Takxe Npu HopMarnbHOM KapuoTune C
APKUMU KIMHUKO-NabopaTopHbIMU NMPU3HaKamu onpeaeneHHsix sapmuaHtos OM/1cnonb3ytoT FISH. Ans
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CTpaTudUKaLLmMM prcka nccnenyoT MonekynspHbole Mapkepsl, Bktodasa NPM1, CEBPA, FLT3, TP53, ASXL1, RUNX1 u
apyrve rensl. YYPC, YOO 5.

INNeueHue

- MMauneHTaM 18-60 neT, KOTOPbLIM AOCTYMNHA MUHTEHCUBHASA XMMMOTEPanus, MPOBOAAT MHOYKLUMIO MO CXeMe
«7+3» (YYP A, YOO 1): umTtapabuH 100-200 Mr/m2 B TeUeHWe 7 AHEN 1 aHTPALMKIMH B TeUeHNe 3 aHen —
LayHOPY6bULIMH He MeHee 60 Mr/M2, ngapyeuvumH 12 Mr/m2 nnv MUTOKCaHTPOH 10 Mr/m2. Belcokme [o3bl LiuTapabuHa
B MHOYKLMW HE UCMOMb3YIOT.

Mpw CD33-nonoxutensHoM OMJ161aronpusTHOro Unn NpoOMeXyTOUYHOr O MONEKYNAPHO-FeHEeTUYECKOro pucka 6e3
FLT3 BO3MOXHO OBaBUTb reMTy3yMab 030raMuLMH: 3 MIr/M2 BHYTPUBEHHO B 1-14, 4-11 1 7-11 IHU KypCa «7+3»,
MaKCUMYM OanH GriakoH 5 Mr. [1py OCTUXEHUU PEMUCCUN MPOBOAAT 2-3 KypCa KOHCONUOaLMN BbICOKUMU UK
CpeaHVMM [o3aMK LMTapabmHa; BOIMOXHbIe 003bl — 1, 1,5 unn 3 r/m2 2 pa3a B CyTkM B 1-11, 3-1 1 5-11 AHW.

MaumneHTaMm cTapLue 65 neT NPoOBOASAT HU3KOUMHTEHCUBHYIO Tepanuio: LnTapabuH 10 Mr/M2/CyT NOAKOXHO 28 AHew C
WHTepBanoM 28-30 AHewn, a3aunTUanH Uy aeumnTabuH. BeHeTokNnake MCnob3yT B COMETAHUN C a3aLUMTUANHOM,
AeunTabuHOM Un ManbiMi fo3amu umtapabuHa. KaHanoatamm AN HU3KOMHTEHCUMBHOM Tepanmmn Takke ABIATCS
naumeHTbl 60 NeT 1 cTapLue C NI0XMM COMaTUYECKMM CTaTYCOM, KOMOPOUAHOCTLIO UM AUCOYHKLUMEN opraHoB. YYP
B voaz2.

[Mpw coveTaHWK BeHeToKNaKca C HU3KOMHTEHCUMBHOW Tepanuen CNonb3yoT a3aumTnanH 75 Mr/im2 7 oHen,
AeuntabuH 20 Mr/m2 5 gHen unu uutapadbuH 20 mr/m2/cyT 10 oHew; 0o3a BeHeToKNakca coctasnaet 400-600 mr. B
Hayane neyeHusa O3y NOBLIWAIOT CTYNeHYaTo U3-3a pUcka cuHapoma nuaunca onyxonu. YYP B, YOO 2 ona Tepanuu
y naumneHTos 18-60 net ¢ HEBO3MOXHOCTbIO MHTEHCMBHOM XT.

Mpuy myTaumax FLT3 K nHOYKLUMW LOBABNAOT MMOOCTaypPUH UNn copadeHnd. MuaocTaypuH Ha3HauatoT rno 50 mr 2
pa3a B CyTKM BHYTPb C 8-ro no 21-1 AeHb MHOYKLUMM U KOHCONMAOMPYIOLWMX KyPCOB; MOAAEPXMBAIOLLYIO Tepanuio
NPOBOAAT He MeHee 1 roda. [1na MonoapiX nauneHToB copadeHnd npuMeHsoT no 400 Mr 2 pa3a B CYTKM MO CXeme
WMHOYKUMW M KOHCONWAaLMK, 3aTeM He MeHee Trofa.

[na Tepanun pedpakTepHbix GopMm 1 peumnansos OMJ1 ¢ MyTaumsamm FLT3 ncnonb3yoT runTeputuHnG 120 mri/cyT B
OOMH NpYeM — B MOHOTEpanum NMbo B KOMBUHALLMM C LIMTOCTaTUYECKUMM MperapaTaMu, aHanoramu NUpUMmManHa
n/VN BEHETOKNaKCOM — [0 Pa3BUTUSA HENEPEHOCUMON TOKCUYHOCTU UMW MPOrpeccupoBaHna 3abonesanHus. YYP B,
yon2.

Mpu runepnenkoLmnTo3e Ha3HavatoT rmgpokcrkapbamma 50-100 Mr/kr/cyT MakCuUMyM Ha 3 AHS. [Tocne CHUxXeHus
nemnkounTos Ao 50x10°/n HaUMHAIOT XMMUOTEPANWIO; €CNK 3a 2 AHSA NENKOLIUTLI HEe CHUXAIOTCS, XMMUOTEpPanuio
HauMHaoT 6e3 fanbHenwWwero npuema rmapokcnkapbamuaa. MNpu nenkoumTapHbIX CTa3ax NPOBOAAT 2-3 ceaHca
nevikoumntadpepesa. YYP C, YOO 4.

MpodurnaKT1Ky HenponemnkemMmm NPOBOAAT MPU MUENOMOHOLLMTapHOM Ui MOHOB1acTHOM OMJ1, nenkounTose
6onee 30x10°/n, aKCTpamMeaynnApHbIX o4arax u MMenouaHom capkome. VIHTpaTekansHO BBOAAT MeToTpekcaT 12,5
M /M2, MakCcnMym 15 Mr, umTapabuH 20 Mr/mM2 n fekcaMeTasoH 4 Mrr; 0BbIYHO BbINMOMHAOT 5 MYHKUMA BO BpeMs
WMHOYKUMK/KOHCONMAaLmMKn v ellle 3 — Kaxable 3 MecsLLa Ha NOAAePXMBatOLLEN Tepanmu.

AnnoreHHyto TT'CK paccMaTpuBatloT B NEPBOM MONMHON PEMUCCUM NMPU BLICOKOM M MPOMEXYTOYHOM PUCKE Y
NaLMeHTOB C HOPMaIIbHbLIM KapUOTUMOM U HEGNAronPUATHLIMU MONEKYAPHBIMU MapKepamu, OTCYTCTBUM
NCXOOHbBIX LLUTOreHETUYECKMNX 1 MOMIEKYNAPHO-TeHETUUECKUX NCCNENOBAHWI, a Takxe Npu 6r1aronpusaTHOM pUcke,
€CNM PEMUCCHA NOMyYeHa He Nocne NepBoro Kypca MHAyKUuK ninn nepcnuctupyet MOB. MauneHTy, JocTuremy
PEMUCCUN, HYXXHa KOHCYNbTaLMA TPaHCMNaHTaUMOHHOMO LleHTpa B TedeHne 3 mecsaues. YYP B, YOO 1 ans
YKa3aHHbIX MOKa3aHWw.

Korpa HanpaBuTb ¥ KaKk HabnaaTb

« [Tpn nopo3peHun nnu yctaHosneHHoM OMJ1 nauneHTa HanpasnatoT K reMaTonory; cneLmnan3npoBaHHyo NOMOLLb
OKa3bIBalOT B CTaLLMOHAPE U JHEBHOM CTaLMOHape, UMEIoLEM BO3MOXHOCTW AMarHOCTMKU 1 nedeHns OMIT.

« OKCTpeHHasa rocnuTann3aumns HyxxHa npu nemnkoumtax 6onee 100x10°/n, bebpunsHoOM nuxopanke v nHPekummn Ha
(OHE HEeNTPOMEHUM Nocne XMMHoTepanuun, reMopparnuyeckom 1M TPOMBOTUYECKOM CUHAPOME, HEOBXOANMOCTH
CPOYHOW FrEMOKOMIMOHEHTHOW Tepanun 1 ApyruxX CUCTEMHbIX HapYLEHNSX.

« MNnaHoBag rocnuTan13aLmns nokasaHa Angd NoATBEPXAeHNs AnarHo3a, AvarHoCTUKM peumansa, ovepenHoro Kypca
XvMmnoTepanuu, nnaHosom TICK, 3aMeCTUTENbHOW FEMOKOMMOHEHTHOW Tepanum 1 NNaHoBbIX
3KCTpaKopnopanbHbIX NpoLeayp.

LLikona CeyeHoBa - WkonaceyeHosa.pd/cr/131 - yuebHas BbKMMKa, CBEPANTECH C OPULMarbHbIM TEKCTOM KP 213



« MMauneHTa B NOHOW PEMUCCUM HANPaBAOT B TPAHCMNIAHTALMOHHBIV LLEHTP B TeUeHue 3 MecsLEeB AN pelleHus
Bornpoca 06 annoreHHon TICK.

« [py1 OMJ1 BO Bpemsi bepeMeHHOCTH NleveHne NPOBOASAT B CTaLMOHape MyNbTUANCLUMIIMHAPHOW KOMaHOoM C
y4acTveM remMaTosnora, akylwepa-rmHeKonora v aHeCTe3nonora-peaHMaTosnora; oTCpoyka neveHns 6onee 7 oHen
He pekoMeHAayeTCs.

YacTble Bonpochl

Kakow nopor 6nactoB noaresepxagaet OM/1?

O6bI4HO TpebyeTcs He MeHee 20% 61acTHbIX KNETOK B KPOBM UMM KOCTHOM Moare. Mpu t(8;21), t(15;17), inv(16) nnm
t(16;16) anarHo3 ycTaHaBMMBaOT HE3ABKCKMO OT NPOLLEHTa 6M1acToB.

YTO BXOAUT B NEPBUYHYIO AnarHocTuky OM/1?

Hy>Hbl 06LLMIN aHaIM3 KPOBUM C MOACHETOM NTENKOMOPMYTbl B Ma3Ke, MyHKLLMSA KOCTHOMO MO3ra C MUENOrpaMMOon 1
LMTOXMMMEN, UMMYHODEHOTUMMPOBaHNE, KaPUOTUMUPOBAHWE 1 MONEKYNAPHO-reHeTn4Yeckme nccnenosaHmns. MNpu
He[ocTaTke MaTepuana, OTCYTCTBUU MUTO30B U MeHee 20 MUTO3aXx, a TakKe Npu HOPMarbHOM KaproTune C ApKUMM
KIIMHWMKO-NabopaToOpHbIMU MPU3HaKamMu onpeneneHHbix BapnaHToB OMJT ncrnons3ytoT FISH.

KakoBa cTaHpapTHasa nHaykuma OMJ1y B3pocnbix 18-60 net?

pr BO3MOXHOCTU MHTEHCUBHOW Tepanumn UCMoSb3ytoT «7+3»: uutapabud 100-200 Mr/mM2 B TeueHue 7 OHEN Moc
OayHOpYybuLMH He MeHee 60 Mr/m2, naapybuumH 12 Mr/m2 unnm MMTokCaHTpoH 10 Mr/M2 B TedeHue 3 aHen. Beicokme
[003bl LMTapabuHa B MHOYKLMN HE PEKOMEHIYIOTCA.

YTo aenaTb Npu runepnenkoumnTose?
Mpwu nenkounTax bonee 100x10°/n HasHavaoT rnapokcukapbammg 50-100 Mr/Kr/cyT MakCUMyM Ha 3 OHS.

XUMUOTEpanuio HaUMHaIOT MNP CHXEHUM NenkoLnTos Ao 50x10°/n, a mpu OTCYTCTBUM CHUXEHNS 3a 2 OHA — 6e3
NPOAOMKEHNS r’MApOKCHKapbamMuaa; Npu NemnKkoLmMTapHbIX CTasax 4o06aBnaAnT 2-3 nenkountadepesa.

Korpa HyxHa annoreHHas TICK?
B nepBon pemuccum ee paccMaTpuBatoT NPEXAE BCEro NPy BbICOKOM UM MPOMEXYTOYHOM pUCKe C
HebnaronpuUsTHLIMU MONEKYNSPHBIMKU MapKkepamu, nepcucteHLMn MOB, ecnn peMmuccusi NoyYeHa He nocne nepsoro

KypCa UHAYKLLMW, UMK NPU OTCYTCTBUM UCXOLHOM FEHETUYECKOM CTpaTUdMKaLLMK. [Tocne QOCTUXKEHMS pEMUCCUM
nauleHTa HanpaensoT B TPAHCMNAHTALMOHHbINA LLEHTP B TEYeHne 3 MecsLeB.

BbIXr1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLEéHHaa BepCusa:
https://lwkonaceyeHosa.pd/cr/131-ostrye-mieloidnye-lejkozy. OpuumanbHbI MCTOUHMK: https://cr.minzdrav.gov.ru/preview-cr/131_2
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