LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

XpoHuUuecKkum MMenonaHbIN NermKo3

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble, AeTH - pefakums 2024 ., ctatyc «[pumeHsaeTcsa» Ha 04.11.2026 - MKB-10:
C921 - HaumnoHanbHoe 06LLeCTBO AETCKMX FeMaTonoros, OHKOMOroB, ACCOLMaLMA COAENCTBISA Pa3BUTUIO FeMaTonornm, TpaHCPy3nonorum
1 TpaHCcnIaHTaLmMm KOCTHORO Mo3ra “"HalroHanbHoe reMaTonornyeckoe obLecTso”

XPOHUYECKNIN MUENOUAHbBIN NENKO3 — KIIOHanbHOe M1enonpondepaTMBHOe HOBOOBpa3oBaHWe, CBA3aHHOE C
TpaHcnokauven t(9;22) n xumepHbiM reHoM BCR::ABL1. PekoMeHaaLwms onvcbiBaeT NoATBepXAeH!e AnarHo3a,
onpeneneHune easbl U pucka, ANUTENbHYIO TEPaNUI0 MHIMBUTOPaMN TUPO3NHKNHE3bl, MOHUTOPUHI OTBETAa U
NnokasaHus K CMeHe neyeHns nnu annoreHHon TrCK.

naBHOe

« OnarHos XMJT noaTBepxaatoT TONbKO npw BbissneHnn t(9;22) (q34;q11) MeToaoM CTaHOapTHOro
LLMTOreHeTU4eCcKoro nccnenosaHma n/mnu xumepHoro reHa BCR::ABL1 meToaamu MNMUP nnn FISH.

®a3zy XMJ1 onpedensdioT Npy NOCTaHOBKe AMarHo3a, MPorpeccMpoBaH U cMeHe Tepanun. A ycTaHaBNMBaOT Mpu
HaMMuMmM XoTs 6bl OAHOI O KpUTEPUS: 15-29% 6NacToB B KPOBU UM KOCTHOM MO3re, CyMMa 6n1acToB U
npomuenoumnToB =30% npu 6nactax < 30%, 6a3odunbl B KpoBW =20%, NnepcucTrpytoLwas TPOMOOLMUTOMNEHUS
<100%10°/n BHe cBA3M C neveHmem nnm XA BbICOKOro pucka B Ph-nonoxutensHblx knetkax. BK — npu =230%
6nacToB N6 3KCTPaMedynNApHbIX 6NaCTHLIX UHPUNbTPaTaX.

Mocne noareepxaeHna XM/ UTK HasHavaloT BCeM naumeHTam exeqHeBHo, ANNMTEeNbHO U HenpepbiBHO; MepepbiBbl
MOTYT CHUXaTb 3PPEKTUBHOCTL NeveHns. OCHOBHaA Lerb — JOCTUXEHWE 60MbLLIOrO MONEKYNSPHOro OTBETA:
BCR::ABL1/ABL1 =0,1% no MexayHapoaHOW LKane.

Mpw BbIGOpe NTK yunTbiBaOT Gasy 601e3Hn, ConyTCTBYIOLLME 3aboneBanHns, CepaeyHo-COCyanCTbIN PUCK,
neKkapcTBeHHbIE B3anMoaencTaums U myTaumm BCR::ABL1. Bce MTK NpUMEHSAOT C OCTOPOXHOCTBIO MpU YOAMHEHHOM
QT, cepaeyHON HeJOCTAaTOUHOCTU, AUCHYHKLMM NEBOr0 XenyaouKa U apuTMUSX; cneyeT nsberaTb codyeTaHus ¢
NMHAOYKTOPamMu 1 nHrneutopamm CYP3A 1 cpencTsamu, yanuHsowmmm QT.

KonuuecTseHHbI BCR::ABL1 MccneaytoT kaxable 3 MecsdLa 00 AOCTMkeHns BMO, 3aTeM MoCTOAHHO He pexe
O[HOro pa3a B 6 MECALLEB.

OpueHTupbl onTuMansHoro oteeTa: BCR::ABL1 <10% yepes 3 Mecqua, <1% yepes 6 mecaues n <0,1% yepes 12
MecsLEeB.

Mpwv Heynade OByX 1 Bonee NMHUM Tepanum paccMaTpuBaloT nepexod Ha apyrov UTK, annoreHHyto TICK,
BK/TIOUEHME NaLMeHTa B KIMHUYECKOEe UCCrefoBaHme Unm nporpaMmy paHHero 4oCTyna K He3aperncTpupoBaHHbIM
NTK TpeTbero 1 nocnenytoLmx nokoneHun.

Mpw MyTaLmMmn T3151 ICNONB3YIOT NOHATUHUG UM aCLMMUHNG; MPU HEBO3MOXHOCTU MEPEKITIOUEHNSA Ha 3TN
npenapaTtbl U nx HeadOEeKTUBHOCTHN pacCMaTpuBatoT annoreHHyto T CK.

MepsuyHas npodpunakTrka XMJ1He pa3paboTaHa, MOCKOMbKY 3TUOMornyeckmne hakTopbl He yCTaHoBMNeHbI. [ocne
AVarHOCTUKM KItoYeBbl paHHee Hadvano NTK, NOCTOAHHLIM MpUEM NpenapaTos 1 ANCMNaHCEPHOe HabntoaeHve: He
pexe 0HOro pasa B TPUMECTP B NMEPBbLIA Mo/ U He pexe 0AHOrro pasa B nonyroave aanee.

OunarHocTuka

1. CobpaTb xanobbl 1 aHaMHe3: OLLEHUTb CUMMTOMbI MHTOKCUKALMK, MPOABNEHNS renaTo- 1 CnieHoMeranmu,
aHeMu4eckuit, TPOMBOTUYECKNIA M reMopparMyecknii CUHAPOMbI, HEBPOMOrMYeCKMe CUMMTOMbI, COMYTCTBYOLWME
3aboneBaHus, NpYHUMaeMble NpenapaTbl U Hanuume CMBNUHIoB; obLlee cocTosHve onpenennutb no ECOG. YYP C,
yOAas.

2.TpoBeCTV OCMOTP KOXM U CIIU3UCTbIX, NanbnaLmio nepudepuyeckmx mMMeoy3nos, onpeaenmTb pasMepbl neyeHmn 1
cene3éHkn NnepkyTopHo W nanbnatopHo. YYP C, YOO 5.

3. BoinonHnTb Y3W cenes3énkun ang oueHkun eé pasmepos. YYP C, YO 5.

4. BbIMONHWUTL Pa3BépPHYThIN OBLLMI aHaNN3 KPOBK C NENKOHOPMYNON U TPOMBOLIMTaMK, BUOXUMUYECKUIN aHaNN3
KPOBW; NPV aHEMUW OOMONHUTENBHO CCNEeN0oBaTb OOMEH Xene3a, PONMEBYIO KUCMOTY M BUTaMuH B12. YYP C, YO
5.
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5. ViccnenoBaTh KOCTHBIM MO3I LIUTONOMMYECKM AN onpeaenerHus Gasbl M MpoBECTU LUTOreHeTuYecKoe
NCCnefoBaHNE C KapuoTUMMPOBAHMEM AN BbIABNEHWS Ph-XpOMOCOMBI; XenaTenbHO aHanM3nmpoBaTh He MeHee 20
MeTadas. YYPC, yOO5.

6. Onpegenntb TMN TpaHckpunTa BCR::ABL1 MeToaoMm MNUP v konnyectseHHo namepntb BCR::ABL1p210 ang
nocrneaytoLWwero MoOHUTOPUHIa. INpu oTCyTCTBMM TUNYHOro p210 nccnepnosatb P190 1 p230 nnm CnNonbL30BaTh
FISH.YYPB, YOO 3.

7.PaccumnTatb puck no Sokal v ELTS y naumeHTa B X® 00 Havana neveHus.

8. Mpw OA nnmn BK gononHUTEeNbHO No NokasaHaM BbiMoNHUTL HLA-TUNnMpoBaHue, UMMYHOGMEHOTUNMPOBaHNE
6nacToB, LMTOXMMUIO, TPpenaHobuoncuio; npu BK — nccnenosaHve nukeopa.

INNeueHue

« [pu BNepBble BbisiBNeHHOM Ph-nonoxuTensHoM XMJ1 B X® npenapatamu NepBon IMHUK MOTYT BblTb UMaTUHWG 400
Mr/CyT, HUNOTUHWG 600 Mr/cyT B ABa nNpuéma, nasatnHuo 100 Mr/cyT nnm 603yTMHWG 400 Mr/CyT — B MOHOTEPaNuu.
OnauMmatuHnba YYP A, YOO 1; ana HunoTuHuba YYP A, YOO 2; ans nasatuHnba v 603yTrHuba YYP B, YOO 2.

B ®A 1 BK MaTH16 npumMeHstoT B fo3e 600 mr/cyT; B BK — B MOHOTEpanum nnv BMecTe € Apyrumu
MPOTUBOOMYXONEBbIMU NPenapaTamu. [Npr TOKCUYHOCTM A03Y UMATUHWMGA CHXAIOT; Ana X® npeayCMOTPEHb!
ypoBHw® 300, 400, 600 1 800 mr/cyT, ana ®A/BK — 400, 600 1 800 Mr/cyT.

Bo BTOpOn 1 nocnenyowmx nmHuax 8 XO 1 ®A ncnonb3yoT HUNOTUHWG, Aa3aTUHWUG unv 603yTnHKG; B BK —
A3a3aTUHWG 1 603y TUHKG. [103bl: HUNOTUHKMG 800 Mr/cyT B X® 1 @A, na3atnHM6 100 Mr/cyT B XO 1 140 Mr/cyT B PA U
BK, 603yTnHM6 500 Mr/cyT. B BK gasatnHnb 1 603yTUHWG MOTYT NPUMEHATHCA B MOHOTEPaNUU U B KOMBMHALLMM C
NPOTUBOOMYXONEBLIMU MPErnapaTamu.

MoHaTUHWG Ha3HavaloT NpU PE3NCTEHTHOCTH UK HenepeHocumocTn UTK2, a Takxe npu T3151: uIcxoaHO 45 mr
O[VH pa3 B cyTKu; nocne gocTtuxeHuns MNUO 0o3y MOXHO CHU3KUTL A0 15 Mr/cyT. [MNpu cepaeyHO-CoCYyAMCTOM PUCKE Y
nauneHTa B XO 6e3 T315] HauanbHyo 03y MOXHO CHU3UTL 40 30 unn 15 Mr/cyT.

ACLMMUHME NPUMEHSAIOT NPW PE3UCTEHTHOCTU NN HENEPEHOCUMOCTH ABYX 1 6onee NTK v npu T3151. Bea T315I
no03a coctasnseT 80 Mr/cyT OAHOKPATHO 1K No 40 Mr aBax sl B CyTKu; npu T3151 — 400 mr/cyT no 200 Mr ABaxabl B
CYTKM.

o noaTeepxaeHua anarHosa n Hadana TK Ang yMeHbLIEHNS OMyX0NeBow MacChl MOXHO MCMONb30BaTb
ruapokcukapbamug 20-30 Mr/Kr/cyT C exeHenenbHbIM KOHTPOMEM reMorpammbl. g npobunakTrkm OCNoXHEHWN
NM3KnCa OMyxonu NPUMEHSAIOT XMAKOCTb A0 2-2,5 N/M2 Npu OTCYTCTBUM CEPAEUYHON HEAOCTAaTOYHOCTU U
annonypwuHon 300-600 mMr/cyT.

Mpwv BK npoBOAsAT NOMMXMMMOTEPANMIO MO CXEMaM OCTPbIX TENKO30B C YYETOM PEeHOTHMNa 61acTOB B COMETAHUN C
Hanbonee apdekTnBHbIM UTK; MOHOTepanua NTK gonycTtrmMa, ecrnv KOMBMHMPOBaHHOE NeYeHne HEBO3MOXHO.
AnnoTTCK BbINOMHAT NOCNe AOCTUXEHNS reMaTonornyeckon pemmccium bK.

Mpu X® ¢ HerTponeHnen n/vnn TpoMeOLIMTONEHVEN 3-4 CTeneHV BpeMeHHO npekpatuaoT UTK n exeHeaensHo
KOHTPOMMPYIOT OBLLMIN aHanmM3 KpoBu; BO30BHOBNAT nedeHue npu AYH >1,0x10°/n n tpomboumTax >50x10°/n. Mpu
LANUTENbHOM HENTPOMEHNM BO3MOXHO KPaTKOBPEMEHHOE NMPUMEeHeHWe dunrpactima 5 MKr/Kr/CyT NoAKOXHO.

Korpa HanpaBuTb M Kak Ha6nopaTb

« [py nopo3peHun Ha XMJ1 naumeHTa HanpaBnaloT Ha KOHCYNbTaLMIO B LEHTP aMbynaToOpHOW reMaTonornyeckomn/
OHKOMOrNYeCKOM NOMOLLIM UK NEPBUYHbIN FTEMaTONOrMYECKNIN KABUHET; NPU HEBO3MOXHOCTU BbINMOMHUTD
obcrnenoBaHue — B MEAMUMHCKYIO OPraHn3aLLmio, OKa3biBatoLLYO CneLmanu3vpoBaHHYO MOMOLLL MpK
remMaTosIorM4yeckmx 3aboneBaHusaX.

MnaHoBasa rocnnMTannaauma Hy>XXHa Ana TpaHCcy3nii Npr aHemMmm UM TPOMBOLMTONEHUN 3 CTENEHWU, KOPPEKLIMM
TOKCUYHOCTU NeveHus, obcnenoBaHns Ans Bblbopa TakTUKu 1 nposefeHns UTK nnu umtoctaTnyeckon Tepanmm
MpW CMOXHOW CONYTCTBYIOLLEN NaToNOrnu.

OKCTpeHHas FocnnTanm3aL/ms nokasaHa npy reMopparmyeckoM CMHAPOME Ha GOHE TPOMBOLIMTOMEHUM, aHEMUM C
MUMOKCUYECKMM CUHAPOMOM, MHDEKLIMOHHBIX OCMIOXHEHWSIX, TOKCUYHOCTM Tepanum 3-4 CTENEHW U ApyruxX
XM3HEYrPOXaIOLLMX COCTOSHUSIX.

AnnoTT CK paccMaTpuBatoT nNpu Heyaade AByx NMuHu UTK, Heyaade MTK2 B nepBow MUHWUK, 3aTSHXHbBIX
peunaBmpyoLLMX UuToneHnsx, T3151 npu HeadOEKTUBHOCTH NOHATUHMGA U/1nu acLIMMUHKGA, a Takxe npu BK nnu
nporpeccuposaHnm B ®A nocne JOCTUXEHUS BTOPOn X®.
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YacTble BOonpochl

Kak okoH4aTenbHo noaTBepAnTb AnarHo3 XMJ1?

HyxHO BbiiBUTb t(9;22) (g34:911) METOAOM LIMTOrEHETUUYECKOrO MCCNENoBaHNS U/UMN XUMEPHbIN reH BCR::ABL1
mMeToaom MUP nnm FISH. OfHUX n3aMeHeHuin 06LLero aHanm3a KpoBu 4518 OKOHYaTeNnbHOW BepudUKaLLMm HeJOCTaTOuHO.

Kakune KpuTepum oTnnyaroT XpoHMUeckyto pasy, pasy akcenepaumm n 6nacTHbIA Kpua?

X® ycTaHaBnMBatoT Npu OTCYTCTBUM Npn3Hakos @A 1 BK. ®A — npun 15-29% 6nacTos, Cymme 671acTOB U
npomuenounTos =30% npu bnactax <«30%, 6a3opunax =20%, nepcucTupytoLien TpomeéoumToneHmn <100x10°/n, He
CBA3aHHOW C Tepanuen, nnv XA Beicokoro pucka; bBK — npu =230% 6nacToB nnu akcTpameaynnsapHbix 61acTHbIX
NHPUIbTPAaTAX.

Kakon UTK BbiGpaTb B nepson nnHUM npn X® XM/1?

BO3MOXHbI UMaTUHWG, HUNOTUHNG, Aa3aTUHWO UNK BO3YTUHNG B MOHOTEpPanuX. BbIBOp 3aBUCUT OT COMYTCTBYOLWMX
3aboneBaHWN, CepAeYHO-COCYAUCTOr O pUcKa, NeEPEHOCUMOCTHN N HEOBXOANMOCTHU U3beraTh cneunpuyeckon
TOKCUYHOCTU; Hanpumep, HUIOTUHWO NPOTUBOMOKAa3aH B MEPBOW IMHUM NPW ULLeMUYeCcKon 6onesHn cepaua,
LlepebpoBacCKyNsAPHbLIX 1 OKKIMTIO3NMOHHBIX 3860/1eBaHUSAX Nepudepryeckmx apTepun.

Korpa cuntaTtb oTBeT Ha UTK HegocTaTOUHbIM?
Heynauen cuntaloT, B yacTHOCTU, BCR::ABL1 >10%, noaTBEPXAEHHbIN MOBTOPHO Yepes 1-3 Mecsua, OTCyTCTBME

MOMHOro reMaTonornyeckoro oteeta nnn Ph+ > 95% yepes 3 mecsua, BCR::ABL1 >10% uepes 6 MecaueB 1 >1% vepes
12 MecsueB. MNpu Heydaye nMaTHNba nepexondT Ha UTK2 ¢ y4EToM MyTaLMi U NEPEHOCUMOCTM.

YTo penaTb Npu BbigBNEeHUM MyTauumn T3151?
NTK nepBoro v BTOPOro nokoneHunin ManoapoekTnsHbl npu T3151. PekoMeHayoTCa NoHaTUHNG U aCUUMMUHWG; Npu

HEBO3MOXHOCTU UX MPUMEHEHUA NN HEIDPEKTUBHOCTM crnedyeT uckatb HLA-MaeHTUYHOro JoHopa u
paccmaTpmBaTb annoll CK.

BbIXn1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BepCusa:
https://lwukonaceveHosa.pd/cr/889-hronicheskij-mieloidnyj-lejkoz. OpuumanbHbIM UCTOUHKK: hittps://cr.minzdrav.gov.ru/preview-cr/889_1
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