LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

OcTpbi nMM$PO61aCTHLIN NIEUKO3

KnuHuueckune pekomeHdaumn MuHsapasa Poccuu - oetw - pepakumns 2025 ., ctaTyc «[MpumMeHsieTcs» Ha 04.11.2026 - MKB-10: C83.5, C91.0,
C95.0 - Poccuiickoe 06LeCcTBO AETCKMX OHKOJIOrOB 1 reMaTtosioros

OcTpbit TMMPOBMACTHbBIN 1ENKO3 — 3/10Ka4YeCTBEHHOE 3ab01eBaHNe CUCTEMbI KPOBETBOPEHWSA C NponudepaLmeit
OMyXONeBOoro KMoHa MMMpONaHbIX MpeAweCTBEHHNKOB, COCTaBNSAIOWEro He MeHee 25% A0epHbIX KNeToK
KOCTHOr0 MO3ra; numMdobnacTHas nMMboMa — 31oKa4yeCcTBEHHOE HOBOOHpa3oBaHWe 13 NpeaweCcTBEHHNKOB T-
UnM B-NMMOOLMTOB C OTCYTCTBMEM UM OF PaHNYEHHBIM MOPaXeHNEeM KOCTHOrO Mo3ra (<25% 6nacTos).
PexkomeHdaLMsA NOCBSLLEHa AMarHOCTMKE 1 MeYeHUIo AeTen U NOAPOCTKOB MnaLue 18 neT, Bkntoyas
CTpaTUOUKaLLMIO NO PUCKY, KOHTPOIb MOB, NpOoGUnakTUKy OCNOXHEHUI 1 Mokas3aHus K TT CK.

naBHOe

« OJ1J1 pnarHoCcTUpyIoT NpKY Hanuunmn 25% 1 6onee NMMeo61acToB B KOCTHOM MO3re; npu J1BJ1 onyxonesble
nM@Oo6nacTbl BHIABMAOT B GronTaTe NMGoy3na unm Apyroro o4ara, niespanbHON Mo aCUMTUHECKON
XMOKOCTU, @ B KOCTHOM MO3re MOXET BbITb [0 25% 61acToB.

[narHocTnyeckunin atan y pebeHka He OOMKeH 3aHnMaTh bonee 2 CyTOK; UCKITIOYEeHNe COCTaBNAoT
LUTOreHeTUYeCKme N MONeKynapHO-reHeTu4ecke CcnefoBaHus.

MOB — 04nH 13 OCHOBHbIX GaKTOPOB CTPaTUdMKALIMN: ee OnpeaensdoT B KOCTHOM MO3rre NPOTOYHOM LIMTOMETpUen
n/vnn MonekynsapHLIMM METOAAMM, UCNOSb3YSA OOMH U TOT XXe MEeTOA 1 OOHY pedepeHCHYo NabopaTopuio Ha
NPOTAXEHUM NeveHns. PekomeHaaunsa uveet YYP B, YO 2.

JleyeHne NpoBOAAT MO OOHOMY U3 CNELManbHO pa3paboTaHHbIX TEPaNeBTUUECKMX MPOTOKONOB C 3a4aHHbIMM
KOMBMHaLMAMK, 0O3aMK, CPOKaMK 1 O4epeHOCTLIO MPenapaTos; 3aMeHa NpenapaTos, NPOnyCKu U U3MEHeHWe
pexvMa He gonyckatoTtes. YYP C, YOO 5.

OCHOBHbI€ 3Tanbl Tepanuu — MHAYKLMS PEMUCCUK, KOHCONWAALIMS, PEUHAYKLMS B MPEAYCMOTPEHHBIX MPOTOKOMNOM
Cnyyasx v noafepXu1BatoLLas Tepanvst; No4AepXMBatoLLEe NeYeHre, Kak Npasunno, NpoBOAUTCS A0 O6LLEN
ANVTENbHOCTU Tepanum 2 roaa.

MpodunakTrKa 1 neveHne HenmponemnkeMmmn oba3aTernbHbl: MPUMEHSIOT MHTPaTEKANbHYIO XMMUOTepanuio, a
KpaHuanbHOe 0bnyyeHWe oCTaBNStoT AN OTAENbHbIX FPYNN MPOMEXYTOYHOIO U BbICOKOro pucka. YYP A, YOO 1.

Anno-TI'CK B nepBow peMnccum nokasaHa AeTsM U3 Fpynnbl BICOKOrO pUCKa N0 COOTBETCTBYIOLLEMY NPOTOKOIY,
OCOBEHHO MNpu HEBNAroNPUATHBIX FTEHETUYECKMX NMPU3HaKaxX, OTCYTCTBUM PEMUCCUM MOCTE UHOYKLMN NN
AnuTenbHoM nepcucTeHuMn MOB; nepen TpaHcnnaHTauuen CTpeMaTcs nonyunTs MOB-HeraTUBHYIO PEMUCCUIO.

OunarHocTuka

1. CobpaTb Xanobbl h aHaMHe3: CnaboCTb, MMXOPaaKa, KOCTHO-CYCTaBHble 60NN, KPOBOTOUMBOCTb, MHDEKLLUM,
nMMmdaneHonaTus, renaTocnieHoMeranus, Npu3Haku nopaxexus LIHC, cpeaocTerHns U auuek; yTOUHUTL paHee
NPOBOAMBLLEECS NEeYeHne, CONyTCTBYIOLME 6ONE3HU N MHPEKLIMOHHbBIV aHAMHES.

2.TpoBeCTU NOMHbLIN OCMOTP C OLLEHKOW 0BLLEero COCTOSAHWA, POCTa 1 MacCbl Tena, HEBPOIOrMUYeCcKoro cTaTyca, BCex
rpynn AMM@Ooy3noB, Pa3aMepPOB NeveHU U CeneseHKm, andek y ManbYmkoB, KOXHbIX NeNKeMUOB Y O4aroB MHGEKLLUM.

3. BbINONHUTL 06LLMIM aHan13 KPOoBW C NENKODOPMYNIOoN, BUOXMMUYECKUI aHanV3 KPOBW, KOarynorpammy 1 obLwmii
aHann3 Mo4u; 3T UCCNEeLOBaHMS HYXHbI 4151 OLLEHKM LMTONEeHu, 61acToB, QYHKLLMM OpraHOB, reMocTa3sa U1
NnepeHoOCUMOCTHU Tepanumu.

4. TMony4nTb KOCTHOMO3rOBOM MaTepuan nyHKUMen 13 3-4 aHaToOMUYECKMX TOYEK, a NPy NOJ03peHun Ha JTB/T — 13 4;
NPOBECTU M1ENOrPaMMy 1 06593aTelbHbIE LIUTOXUMUYECKME peaKLIM Ha MUMENOoNepoKCnaasy 1 Hecrneunpuyeckyo
acTepasy. CTepHanbHas NyHKUMS U3-3a pUcKa TaMnoHadbl cepiua He peKoMeHayeTCs.

5. MNpoBeCTU MHOMOLLBETHYIO MPOTOYHYIO LIUTOMETPUIO AN onpeaeneHus B- nnu T-nuHenHon nprHaanex+HocTw,
3penocTu kneTok, BapuaHTta OJTHJ1 1 ncxogHoro geHoTuna ong nocnenytowero MoHMTopuHra MOB.

6. BeinonHUTh KapuoTunuposarue, FISH n OT-TLP; B yacTHOCTU, nckatb BCR::ABL1, nepecTponku KMT2A,
ETV6::RUNXI, runep- 1 runogunnonamio, iAMP21 1 t(17;19) TCF3::HLF. Mpu noao3peHmm Ha BCR-ABL1-noao6HbIM
OqxenaTtenbHo nccnenosaTh nepectponiki CRLF2, ABL1, ABL2, JAK2, EPOR 1 PDGFRB.

7.Wccneposatb NMKBOP NpK AMarHOCTHKe 1 BO BpeMd NneyeHna: onpenenntb 6enok, FMIOKO3Y, ULMTO3 U KNeTKn nocne
LLMTONOrMYECKOM NOLrOTOBKM.
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INeueHue

« [1na OJ111 B Poccum ncnonb3ytoT npoTokonbl ALL-MB-2015 nnu ALL IC-BFM 2002, ona BT — LBL-2018; npu OJTH/1
CTaHOapPTHOro NPOTOKONa HET, MO3TOMY B NEPBON NIMHUK MPUMEHSIIOT MPOTOKOMbI neveHus O171. MHayKumto
NPOBOAAT B CTaLMOHapPE.

HOYKLWA LOMKHA BKKOUYATb HE MEHEE YETLIPEX KOMMOHEHTOB: MIOKOKOPTUKOU, BUHKPUCTUH, aHTPALLUKIIUH U
acnaparvHasy wnu naracnaprasy; 06bl4HO OHa ANWTCS 4-6 Henenb. KoHconuaaums 1 noaaepXuBatoLLas Tepanms
noa6MparoTCA No rpynne pucka v NPoTOoKOY.

MoonoepxmBatoLLlas Tepanus COCTOUT 13 eXeAHEBHOro NpuemMa MepKanTonypuHa 1 exeHeaenbHoro
MeToTpeKkcaTa; A03bl 060MX NMPenapaToB KOPPEKTUPYIOT MO NenkounTam. Lieneson opueHTup ans
MepKanTonypuHa — CTabunbHble nenkoumTsl 2 000-3 000/Mkn, 6e3 annasnm 1 nosbiweHud Boilwe 3 000-3 500/mkn.

Mpw Ph-nonoxutensHomM O1/Tmnu OJTH/T ¢ BCR::ABL1 k xuMmmoTepanumn fobasnsaoT TKU: 06bI4HO HaunHaoT C
MMaTUHNGA; MPKU PedpPaKTEPHOCTH, HENEPEHOCUMOCTHM UK My TaLmax ABL1 BO3MOXeH fa3aThHMG 80 Mr/m2/cyT, a
npu Head®dekTBHOCTM TK BTOPOIro NokoneHus — noHaTnHnG 20-25 mr/m2. Mpu BCR-ABL1-nogo6HomM Of1/1¢
n3ameHeHusamun ABL1, ABL2, PDGFRB nnut CSF1R npuMeHsioT uMatuHmnd 300-340 Mr/M2/cyT nnu fasatuHmnt 60-80
Mr/M2/CyT.

MpodunnakT1Ky CMHAPOMa N3KnCca OMyxonn HaunHaIoT B NepBble AHM NeYeHUs: rmapaTaums, NoaaepxaHue omypesa
100-250 Mn/M2/4, KoppeKLMs aNeKTponuToB 1 annonypuHon 10 Mr/kr/cyT B 2-3 npuemMa B TeveHue 5-8 aHen,
Makcumym 500 Mr/cyT.

MpodUNaKT1Ky NHEBMOLIMCTHOW MHEBMOHWM MPOBOAAT KO-TPUMOKCA30/10M 3 pa3a B He[esto B OANH NPUeM: 5 Mr/Kr
no TpumeTonpumMy nnm 20 Mr/Kr no cybGaMeToKcasosny BHYTPb; MpenapaT He NPUMEHSIIOT B Neprobl
BbICOKO[O3HOIo MeToTpeKcaTa.

Mpw BIM-OJ1J1 BbicOKOr0 prcka ¢ Bbicokor MOB nocne BbICOKOAO3HOW XMMUoTepanuu Ang 4ocTuxkeHns MOB-
HeraTtusHOM pemuccun nepef T CK npuMeHsaoT 6bnMHaTyMoMat: AeTAM A0 45 K — HernpepbiBHO 5 MKI/M2/CyT B AHM
1-7, 3aTeM 15 MKr/m2/cyT B oHW 8-28; oeTaM Taxenee 45 kr — 9 1 28 MKr/cyT COOTBETCTBEHHO.

Mpu nuxopanke Ha GoHe HenTPOoneHun: OQHOKpaTHas TemnepaTypa =38,3 °C nnu =37,8 °C, coxpaHsioLLasca He
MeHee yaca, — NoBo[ pacLEeHMBaTb COCTOSIHME Kak MHOEKLMIO, HeMeaIEHHO HavaTb AMMUPUYECKYIO
aHTWbBaKTepuanbHyo Tepanuio 1 NPOBECTH BaKTEPMONOrnyeckoe 1 nydyeBoe obcneaoBaHne. AHTUbaKTepUansHyo
Tepanuio NPOAOXaT A0 pa3peLleHns HENTPONEHUN.

Korpa HanpaBuTb U Kak HabnogaTb

« focnuTanu3MpoBaTh NNaHOBO MNP NEPBUYHOM MOAO3PEHUM Ha 310KaYEeCTBEHHOE 3ab01eBaHne KPoBK A
ANarHOCTUKM MNW NPY HEOOXOAMMOCTWN OYEPEAHOro 3Tana Tepanuu, KPOMe NoAAEPXKMBAIOLLETO NEeYeHUs.

* IHOYKLMIO peMUCCUM U NEYEHNE NALLMEHTOB BLICOKOIO pMCKa MPOBOASAT B CTaLMOHAPE; BbICOKOAO3HbIN
MeToTpeKcaT AONYCTUM TOMbKO B FreMaTONOMMUYECKOM LLEHTPE C BO3MOXHOCTLIO U3MEPSITb €ro KOHLLEHTPAaLMIO B
KPOBM.

» OKCTpeHHas rocnuTanusaLmns Hy>KHa npu modoMm yxXyaLeHuu, TpebytoLeM MHTEHCUBHOM Tepanuu, BKIoYas
nenkounTos 6onee 100x10°%/n, GpebprnbHYIO MMXOPaAKY UM MHDEKLIMIO NPU HENTPOMNEHUK, reMopparuyeckunin nm
TPOMBOTUYECKMI CUHAPOM, HEOHBXOAUMOCTb SKCTPEHHOIO NEPEnMBaHMa KOMMOHEHTOB KPOBU 1 Apyrue
CUCTEMHbIE OCMTOXHEHUS.

« [pu peunamse ONJ1/T1BJ1 NpOBOAAT TEPanuO BTOPOW NTIMHUK MO NPOTMBOPELLUANBHOMY NPOTOKOIY C Y4EeTOM
BPeMeHu, nokanusawmm n UMMyHOdEHOTUMa peLnamBa.

YacTble BOnpochl

Kakow nopor 6nactos noarsepxaaet ON1/1?

IvarHos OJ1/1ycTaHaBNMBatOT NPW Hanuunm 25% v 6onee 6r1acTHbIX KNeTOK B KOCTHOM MO3re, COOTBETCTBYOLLMX
nMMeobnacTam no MopPONOrnYeCKUM 1 LIUTOXUMUYECKUM NpusHakaMm. [ng onpeaeneHns nHuM 1 BapuaHTa
3abonesaHna 0693aTernbHa NPOTOYHasA LUTOMETPUS.

Yem OJ1/1 oTnnuvaeTca ot J1B/1 no KpUTepusaM KOCTHOro Mo3ra?

Mpw OJ1/1 B KOCTHOM MO3re BbIABMAT 25% 1 6onee numdobnacTos. [Mpu JT6/1 0CHOBHOE NopaxeHue HaXOANTCH B
nuMmdoy3ne nnu apyrom opraHe, a 4ons 61acToB B KOCTHOM MO3Ire MOXET BblTb MeHee 25%; AnarHo3 NoATBepXaatoT
nccnenoBaHWeM BUOMNCKK UK ONYXONEBOW XMUAOKOCTU.

LLikona CeyeHoBa - WkonaceyeHoBa.pd/cr/529 - yuebHas BbXXMMKa, CBEPANTECH C OdPULMaIbHbIM TEKCTOM KP 213



Korpa u kak KoHTponupytoT MOB?

MOB ornpenensioT B KOCTHOM MO3rre MPOTOYHOW LIUTOMETPUEN U/ MONEKYNSPHbIMU METOAAMU B KOHTPObHbIE
TOYKW, NPedyCMOTPEHHbIE MPOTOKONOM. [N19 pELLEHNI O NEYEHUM HYXHO UCMONb30BaTb OAWMH METOL U OOHY
nabopaTopuio; y NaLMeHTOB BLICOKOrO pucka 1 npu peuunavse MOB KOHTPONMPYIOT Nocne Kaxaoro atana Tepanmu
nepepn peleHnem o TICK.

HyxHa nu BceM naupeHTaM ¢ OJ1/1 nyyesas Tepanus Ha LIHC?

HeT. BceM Heobxoanma NpodunakTnka nnm neveHne Hemponemnkemmm C MHTpaTekanbHon XuMmoTepanuen, a
KpaHwabHoe 061y4YeHne NPUMEHSIOT TOMNBbKO Y OTAE/bHbIX MaLUMEHTOB C MHMLIMANbHOM HEMPOeNKeMmnen nnm
OpYrvMu HebnaronpuaTHbBIMU GakTOpaMm Mo NPOTOKONY.

Korpa npw OJ1/1 po6asnsoT TKNA?
TKW pobasnsatoT K cTaHdapTHOM Tepanum npu Ph-nonoxurensHom ONJ1u npu ONHI ¢ BCR::ABLT; npn BCR-ABLI1-

nogobHom OJ1J1— npu MyTauumsx nnv nepectponkax ABL1T, ABL2, PDGFRB nnv1 CSF1R. B 60MblWHWHCTBE CriyYyaeB
HaYMHAOT C UMaTUHWBA, a NPV pedpPaKTEPHOCTU NN HEMEPEHOCUMOCTH NEPEXOdAT Ha Apyron TKU.

BbIXv1MKa caenaHa no TeKCTY pekoMeHAauUmmn 1 He 3aMeHsieT ero. MonHbI oduLmanbHbIi TEKCT, KanbKynsaTopbl 1 COKpaLLEHHasa BepCHs:

https://lukonaceyeHoBa.pd/cr/529-ostryj-limfoblastnyj-lejkoz. OdunumanbHbI MCTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/529_2
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