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OCTpbI MUENONAHbIA NENKO3
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OCTpbLIN MUENoOUAHbIN JIEUKO3

OcTpbin MuenonaHbin nenkos (OMJ1) — kKnoHasnbHOe onyxneBoe 3abonesaHue,
CBSi3aHHOE C MyTauuen B KneTKe-npealecTBeHHNULEe remonoasa, cnecTBmeM KoTopon
cTaHoBATCA 610K anddhepeHUpPoBKU N BEeCKOHTPOsIbHaa nNpoandepaumns HespesnblX
MUEIONAHbIX KIETOK',

ToYHbIe NPNYUHBI BO3HUKHOBEHNA OMJ1 Hen3BeCTHbI, cCHUTaeTcs, 4To 3aboneBaHune
pa3BMBaeTCsA Mpu coveTaHun onpeaesieHHbIX PakTopoB. K HemoanduumpyemboiMm hakTopaMm
pucka pa3sBuTusa 3abosieBaHNA OTHOCATCA reHeTU4Yeckmne ocobeHHOCTH, BO3pacT cTapLue 65
net, My>ckou nos. Cpean moanpuumpyemMblx pakToOpoB pUcka CTporasi B3aMMOCBSA3b C
pa3sutmem OMJ] NoKasaHa A1 KYpPeHUs, KOHTaKTa C PpA4O0M XMMUYECKMX BELLEeCTB,
OEeNCTBUSA NOHU3MPYIOLLEro N3yYEeHUS, B TOM YUCJIE MPU JIEYEHNUN OHKOJI0MMYECKUX
3abonesaHnin’™,

Knaccucpukauusa saboneBsaHus

CornacHo Knaccudpumnkaunm BcemmpHom opraHusaumm 3gpasooxpaHeHusa (BO3) 2016 roaa
BblAENA0T ceaytolme Kateropuy OMJT’:
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OMJ1 € YCTOWYMBO BbiiBJIS€MbIMU FrEHETUYECKUMU aHOMAJIAMMU:

e OMJ1 ¢ t(8;21)(922;922);

e RUNX1-RUNX1T1;

e OMN c inv(16)(p13.1922) vnu t(16;16)(p13.1;922);

e CBFB-MYH11;

* OCTPbIN NpoMuMenounTapHbln nenkos c t(15;17)(q22;912);

e PML-RARA;

e OMJ1 c t(9;11)(p22;923);

MLLT3-KMT2A,;

OMJ ¢ t(6;9)(p23;934);

DEK-NUP214; OMJ c inv(3)(g21926.2) nnn t(3;3)(q21;926.2);
RPN1-EVI1; OMJ1 (merakapuobnactHbin) c t(1;22)(pl3;913);
RBM15-MKL1;

e OMJ1 c BCR-ABL1.



Image
OMJ1 € reHHbIMU MYTaLUAMMU:

e OMJ1 ¢ MmyTupoBaHHbIM reHomMm NPM1;
e OMJ1 c buannenbHon MmyTaumnen reHa CEBPA;
e OMJ1 c myTnpoBaHHbIM reHoM RUNXI.
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OMJ1 ¢ u3MeHeHUsIMU, CBA3aHHbIMU C MUenoaUucniasnen.
Image

MuenoupgHbie Heonsasum, CBA3aHHble C npeawecTeyowen XT.
Image

OMJI1, no-ppyromy He cneuucduumpoBaHHbie (NOS):

* OCTPbI MUeNobNacTHbIN NEeNKO3 C MUHUMaJIbHON AN depeHLNPOBKON;

e OCTPbIN MMenobnacTHbIN nenkos 6e3 co3peBaHns;

® OCTPbIN MMeNobnacTHLIN NENKO3 C CO3PEBAHNEM;

® OCTPbIN MNENOMOHO6IACTHbLIN NENKO3;

® OCTPbIN MOHO6/1aCTHbLIN/MOHOLMTAPHbIN NTENKO3;

® OCTPbIN 3PUTPOMUENO3;

* OCTPbIN MerakapnobnacTHbIN NenKos;

e OCTpPbIN Nenkos n3 6azohunnos;

e OCTPbIN NAaHMMNEN03 C MNenopnbpo3oM (CMHOHUMBI: OCTPbIN MMenounbpos, oCcTpbIn
MNENOCKNEPO3).
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MuenoupHasa capkoMa (CUHOHUMbI: SKCTpaMeayInsapHas MMenonaHas onyxosib,
rpaHynoLUTapHas capkoma, XJopoma).
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MuenounpgHbie onyxoJsiu, CBA3aHHble C CUHAPOMOM [layHa:

TPAH3UTOPHbIA aHOMasIbHbIA MUENOMN033 (CMHOHUM: TPaAH3UTOPHOE
MuenonponudgepatTmsHoe 3abonesaHune (MM3));

MNENIOVAHbIN NIeNKO03, CBA3aHHbIN C cMHAPOMOM [layHa.

Image

OnyxoJsib U3 NJIa3MOLUTOUAHbIX AEHAPUTHbLIX KJIETOK.

Image

OcTpble NnenKo3sbl HeonpenesieHHON IMHuM aucddepeHULUNPOBKHU:

* OCTPbIN HeandpepeHUNPOBaAHHbIN NENKO3;
* OCTpPbIN NENKO3 cMeLwaHHoro eHoTmnna (OJICD) ¢ t(9;22)(q34;911.2);



BCR-ABL1;

ONIC® c t(v;11923.3);

e peapaHxunpoBka reHa KMT2A,;

OJ1C®, B/mmnenongHbin, NOS;

ONCO, T/mnenongHoin, NOS;

ON1ICP NOS;

OJ1 HeonpepeneHHon nnuHUN gnddepeHunposkn NOS.

MyTauum B reHe fms-cBsi3aHHOW TUpPO3uHKMHa3bl 3 (fms-related tyrosine kinase,
FLT3) MoryT NnpoBOAUTb K MOBbILLEHHOW NMposndepann ornyxoneBbliX KJIeTOK N UX
YCTOMNYMBOCTM K anonTo3y. HecMoTpsa Ha To, 4To OMJ1 ¢ myTauuamm FLT3 (FLT3+)

He pacCMaTpMBaAETCA KakK OTAesIbHasA KaTeropus, CKpUHUHI 3TUX MyTaunnm nmeet
MPOrHOCTUYECKYIO 3HAYMMOCTb. MyTaumnm B reHe FLT3 npucyTCcTBYIOT npuMepHo y 30%
nauueHTOoB C BrepBble BbiABAeHHbIM OMJ1. Y 6osbluen YacTn nauneHToB obHapyXxnBaeTcs
MyTaunsa BHYTpeHHero TaHaemMHoro aybnumposaHus (ITD), accoummpoBaHHas ¢
HebnaronpmnATHbLIM NPOrHo3oM 3abosieBaHUSA U BbICOKOW YaCTOTOW peunamsos, 0CObeHHO
NMpv BbICOKOM COOTHOWeEHUN (> 0,5) MyTaHTHOro annensa v aanena oUKoro tTuna. Y 4acTtm
NnauneHToB 0BHapPYy)XMBAETCs ToYeYHas MyTauusa B JOMeHe TUPO3nHKUHa3bI (TKD)®.
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Tak, y nauMeHTOB C BNepBble BbiABAeHHbIM FLT3-TKD
OM/J1 ¢ HopMa/bHbIM KapUOTUMOM, JOCTUTLLMX
MOJHOA PEMUCCUM NOC/IE XUMUOTEPanUK,

BEPOATHOCTL BbDKMBaHWUA Be3 NpusHakos
3abonesanua cnycts 3 roga — okono 30% (puc. 1).
Torpaa kak y naumenTos c FLT3-WT («ankoro Tna» —

Hanbonee YacTo BCTpedarowmiica BapmaHT) OMJI

Pucynox 1. BeposTtHocts 3TOT Nokasatens 6bin paseH NpumepHo 60% (puc. PucyHox 2. BepoatHocTs
BbDKMBaHMA Be3 npusHakoe 2, BbDKMBaHUA be3 NpusHaKoB
3aboneBaHunA Yepes 3 roaa 3abosieBaHWs yepes 3 roga

npw FLT3-TKD npn FLT3-WT

OOHaKo NPOrHOCTUYEeCKoe 3HavYeHne MyTaunin FLT3-TKD NONAHOCTbIO HE N3YYEHO, TaK Kak B
psne cayyYaeB y MauUWMEHTOB C TaKMMM MyTauusamm Habnwogaetcsa 6bonee HM3Kas
KYMyNaTMBHas 4YacToTa peunanBoB, 6onee BbICOKME YpOoBHU Be3peumnanBHon
BLIKMBAEMOCTU U 06LLLEN BbKMBAEMOCTU®, B CBA3MN C YeM BAUSHME OAHHOW MyTaLuu
obcyxnpaeTcs.

IdvwarHocTtuka 3aboneBsaHuna
Image

OvarHos OMJ1 ycTaHaBnmBatoT Npy obHapy>xeHun = 20% O6,1aCTHbIX MUEJIOUAHbIX
KJIeTOK B MyYHKTaTe KOCTHOIr0 MO3ra uam nepudepunyeckon Kposu, nnbo, BHe 3aBUCUMOCTU
OT KomyecTBa 61aCTHbIX K1IETOK, NPU HaJIn4Mn XapakTepHbiX ana OMJI reHeTU4YeCKUX
aHoManumi: t(8;21) (q22; q22) AML/ETO, t(15;17)(q12; q11-12) PML/RAR-a, inv(16) nnu
t(16;16)(p12; q23) CBF/MYH11, t(1;22)"*”.



Onsa nogTeepxaeHnsa gnarHosa OMJT pekoMeHLOBaHO NpoBefeHne cnenyroLwnx
nabopaTopHbIX uccneposaHnin'’:

e 00NN (KNNHNYECKNI) pa3BEPHYThIA aHAIN3 KPOBWU;

* LIMTONIOrNYECKOe NccrieoBaHMe Ma3ka KOCTHOro Mo3ra (Mumenorpamma);

* UIMMYHO(EHOTUNMPOBaHNE FreMOorno3TUYECKUX KJIeTOK-NMpeaLllecTBEHHUL, B KOCTHOM
Mo3sre (UPT-nccneposaHue);

e UNTOreHeTn4YecKoe NccrefoBaHe KapnoTumna acnmpaTa KOCTHOMO MO3ra;

* CKPUHWHI MyTaLun B reHax, accounmmpoBaHHbIX ¢ OMJI.

MeTopabl neyeHuas OMJ

Bbibop onTuManbHOW TakTUKM nevyeHns OMJ1 3aBUCUT OT MHANBUAYANBHON KINHUYECKON
KapTuHbI 3aboneBaHns y nauneHTa. Ha cerogHsaWHNN geHb rNaBHbI NPUHLKUN Tepanum
OMJ1 — MakcnMasibHO 3hPEeKTUBHOE JleHeHe C MUHUMaJIbHbIMU HeXXeslaTesIbHbIMU
nocneacTBUAMN ONK NaumeHTa. IPPEKTUBHOCTb U Be3onacHoCTb Tepanun OMJT 3aBUCAT
OT CNeunPUYHOCTU LMTOCTAaTUYECKOr0o BO3OENCTBNA N AOCTATO4YHOr0 CONPOBOANTENLHOIO
nevyeHuns.

Tepanus OMJ1 COCTOUT U3 HECKOJILKUX 3Tanos"™>’:
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KOHCONMAaLMA E
MHAYKUMS noAdepxvBaroLlas
ﬂi? pemuccumn / £ anno- 8 8
pemMuccuy; 8 Tepanvs.

TrCK;

NMHpyKuMA peMUCCUnM — HavasibHbIN Nepunog Ie4eHmns, Lesiblo KOTOPOro ABnseTcs
MaKCMUMasibHO BbICTpOE M CyLeCTBEHHOE COKPALLLEHME OMYX0J1€BOW MaCChl U OOCTUXKEHNE
MOJIHON PeMUCCUN.

KoHconupauusa peMmuccum — BTopbiM 3TanoMm Tepanum ocTporo nenkosa (OJ1) asnaetcs
3aKpensieHne OOCTUrHYTOro NPoTUBOONYyxoseBoro aggekTa (06bl4HO 1-2 Kypca). B
HacTosiwee BpeMs B BONbLLINMHCTBE CyHaeB KOHcoAnpaumsa - Hanbonee arpeccmBHbIN U
BbICOKOLA03HbIN 3Tan npu sevyeHnn OJ1. 3agayen 3Toro nepmnoa ABJASETCHA MO BO3SMOXHOCTU
ewle 6osbliee yMeHbLIEHMEe YNCa OCTAOLLUXCA MNOCAE UHAYKLUN JIENKEMNYECKUX KI1ETOK' .

Moppep>xuBaroLwiee sie4eHue — Npoaos/HKeHne UNTOCTaTUYeCcKoro Bo3AenCcTBUS B
MeHbLINX A03aX, YeM B NMepunoa MHAYKLUNU/KOHCONNAALNN PEMUCCANA, NN UHOTO
(TapreTHoro) Bo3AencTBUs Ha BO3MOXHO OCTaIOLLUINCA OMyXO0JIEBbIN KJIOH'.

MpodumnakTuka HeMposienkeMum Heobxognma rnpu evyeHn HEKOTOPbIX BapnaHTOB
OMJ1 — NPOMMEeNoLUNTAaPHOro C NenkoumnTo3oM > 10 x 10°/1, MMeNoOMOHO- 1
MoHo6nacTHoro, OMJI ¢ akKcTpamMmenyNAAPHbIMU Nopa)KeHnaMu, OMJ1 ¢ HULMANbHbLIM
nenkoumTosom 30 x 10°/n n 6onee. MpodpunakTuKa HEMPOIENKEMMIN NPOBOAUTCS Ha BCEX
3Tanax nevyeHnsa OMJ1, Ha4yMHaa C UHAYKUNN PEMUCCUN.

Image

MHAYKU,MOHHYIO Tepanuio OMJ1 uutToCcTaTU4EeCKUMHM npenapatTaMmm peKkoMeHnoBaHoO



Ha4YyMHaTb Cpa3y Nocje NOATBEePXAEHUSA AUarHosa nNpM oTCyTCTBUMU
npoTusonokasaHmMin®'’. B Tex ciyyasx, Korga Heo6xoaMmo nposeaeHne
LOMOJIHNTENbHBIX 1Tab0PaTOPHbLIX UCCIEA0BAHMA A8 AeTalIbHOW XapaKTepPUCTUKM
KJMHUKO-MaTOI0rMYyeckux ocobeHHocTen 3aboniesaHns 1 Bbibopa onTUMaibHON TaKTUKK
neyeHuns, oNycTMMa 0TCPoYKa Havana Tepanun’. OTCPoYKa Havasa Tepanuy Ha KOPOTKUIA
nepuog (5-7 AHen) OoT HaYasa ANArHOCTUKKN 3aboneBaHmns He BANSEeT Ha 3DPEKTUBHOCTb
Tepanuu, nokasaTenn paHHel IeTalbHOCTU, a TakKXe OTAaNIeHHbIe pe3yibTaTkl Tepanuu
OMJI.

MauveHTaM rpynn BbICOKOro N NPOMEeXYTOYHOro pUcKa, naumeHTam ¢ HopMaJibHbIM
KapnoTmunom n HebnaronpmaTHbIMN MOJIEKYIAPHBIMU MapKepaMn peKoOMeHL0BaHO
npoBeAeHmne ansioreHHOM TpaHCNaHTauMm KOCTHOro mo3sra (anno-TKM)

NN TPaHCMaHTaUUM anforeHHbIX FEMOMO3TUYECKUX CTBONI0BLIX KNeTok (anno-TIr CK) Ha
3Tane MoCTPEMUCCUOHHOW Tepanuu. MNMauveHTam rpynnbl 61aronpusaTHOro NPorHo3a
TaK>XXe pekoMmeHOoBaHoO nposegeHue anno-TKM/anno-TI CK npu HegoCTU>XXeHnn
NOCTOSHHON peMuccum nocne 1-ro kypca nHoykuumn**°.

Ha pucyHkax 3 n 4 npenctasnaeHbl obobuiaolime cxeMbl pekoMeHayeMoro nevyeHna OMJ y
pa3HbIX BO3PACTHbIX FPYMM MauMeHToB B COOTBETCTBUU C KJIMHNYECKUMUN PpEKOMEHAALNAMN
Accounaumm oHKosoros Poccnm n HaunmoHanbHOro rematosornyeckoro obwectea 2020

1
roga.
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Bapocnble nauveHTsl ¢ OMJ1 monoxe 60 net

TunupoBaHWe NauveHTa ¥ Ha4ano NowWcka goHopa ansA anno-TrCK
A 4

WHaykuma: Kype 7+3
(payHopyBuumH 60 mrim2)
. A ] )
| MonHan pemuccua nocne 1kypea? |

Oa i Her
h ;
Konconnaupytowan Bropof 7+3 (ecnmn % BnacTHbix
Tepanua: KNeTox GONbLUE HEXOOHOTO, TO
nosTopeHue 7+3 TEpanwa BTOPOA NuUHWM)
I MUCCHA nocne 2 kypea?
fa Her
NpoTokone
PRUSHAA PODRAXTEPHMX
2-3 kypea c BAY OMIN HNH KNHHABCHODE
HECnefoBaHne
MonekynspHo-resetuieckoe | Her
| WMCCMEROBEHWE BLINOMHEHD 1
AO Haana nevenis e e
na  E— T S fla e —————ys
i | Aano-TKMmoxer Geme | | »HepocTivkeHue NONHOA peMuccuy nocne 1 Kypca
BLINONHEHA Her . »Ipynna NPOMEKYTOMHOIG prcka

: »Mpynna BBICOKOTO pUCKa
Tepanua
A

PucyHok 3. Cxema neveHmnsa OMJ1 y nauneHToB Bo3pacTtom Ao 60 neT

MpuMmeuyaHue.

Kypc 7 + 3:

1) umtapabuH 100 Mr/mM2 B/B 2 pa3a B CYTKM B 1-7-1 AHN B KOMBUHaLMKM C
nayHopybuumnHom 60 mr/m2 B/B 1 pa3 B AeHb B 1-3-1 AHWN WIN MUTOKCAHTPOHOM 10 Mr/m2
B/B 1 pa3 B AeHb B 1-3-11 gHM nan nagapybuumnHom 12 mr/m2 B/B 1 pa3 B AeHb B 1-3-1 OHW;
2) unTtapabuH 200 mMr/mM2 B/B KpyrnocyTo4yHo B 1-7-n aHn B KoMbMHauUmm ¢



nayHopybuumnHom 60 mr/m2 B/B 1 pa3 B AeHb B 3-5-1 AHN NN MUTOKCAHTPOHOM 10 Mr/mM2
B/B 1 pa3 B AeHb B 3-5-11 AHWM nnn ngapybuumnHom 12 mr/m2 8/B 1 pa3 B AeHb B 3-5-11 gHW.

BAL, — BbiCOKME A03bl LnTapabuHa.

Image
Bzpocnble nauvenTsl ¢ OMI crapwe 60 ner
uccnegoBaHue 113 ECOG 0-1 Her
Kypc 743 Kypc 7+3 esToner ) HMer
(nayHopyBuLMK B0 Mrim2) [AayHopyﬁuunH 45 mr/m2) ECOG 01
60-70 net + ECOG=22
| TMonkas pewsicos noone 1 Kypca 4 unn ?0;30 L)
oa ) Ba { Her
MNauwenT
NIOBTOPEHAE MHAYKUHOHHOIO Kypca orapwe 80 net
Y nauuertos 60-65 net — Bonpoc ;
{ 2NNHarveHan Tepanug
i 1 A 4 ¥
H I'Ionuaﬁ EMCCHR NOCE 2
Kouco.nmnupymmaﬁ Tepanua: MAL| unu I'Ipnl'paMMbl OLI.:::B ;qm:;lt;l’iHa
NOBTOPEHUE MHAYKLMOHHOTO Kypca Tepanim pethpakTepHsIx (opM nccnz 4?&'0’953
Y naupentos 60-65 net — Bonpoc OMI unw coepKUBaIOLAR K 1M HeT nporpecein
06 anno-TICK NOAASKUBAILIEA TEPANUA

PucyHok 4. Cxema nevyeHns OMJ1 y nauneHToB cTapwe 60 net

NMpumMmeuaHue.

ECOG — Llkana oueHkn obuiero coctosiHMA nauneHTa BocTtouHonm o6 beanHEHHOWN
oHKonorunyeckon rpynnsl (The ECOG Scale of Performance Status); MALW, — manble 0o3bl
unTapabuHa.
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