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OCTpbI MUENONAHbIA NENKO3
Image

“ T X -
T Y WY

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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OMJI ¢ yCTOﬁ‘IMBO BbiABJ1IA€MbIMUN TEHEeTU4eCKUMUN aHOMaJIUAMMU.

« OMN c t(8;21)(922;922);

e RUNX1-RUNX1T];

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

e CBFB-MYH11;

e OCTPbIN NpoMUesiounTapHbIn nenkos c t(15;17)(g22;q12);
PML-RARA;

OMJ c t(9;11)(p22;923);

MLLT3-KMT2A,;

* OMJ1 c t(6;9)(p23;q34);



DEK-NUP214; OMJ1 c inv(3)(g21g26.2) nnn t(3;3)(g21;926.2);
RPN1-EVI1; OMJ1 (merakapuobnacTtHbin) ¢ t(1;22)(pl3;913);
RBM15-MKL1;

OMJ1 c BCR-ABL1.
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OMJI € reHHbIMU MyTaULUAMMU:

e OMJ1 c MyTnpoBaHHbIM reHoMm NPM1;
e OMJ1 c bBuannenbHon myTaumen reHa CEBPA;
e OMJ1 ¢ myTnpoBaHHbIM reHoM RUNXI.
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OMJ1 c M13MeHeHusAMHU, CBA3aHHbIMU C MUeNoauCNnJa3vuen.

Image
MuenouaHble Heonsnasuu, cBsi3aHHbIe C npealwecTeyowen XT.
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OMJI1, no-ppyromy He cneuudpuumpoBaHHbie (NOS):

* OCTPbIN MUeNnobnacTHbIN NEeNKO3 C MUHUMASIbHON AN depeHLNPOBKON;

* OCTPbIN MUenobnacTHbIN Nenkos bes co3zpeBaHus;

* OCTPbIN MMenobnacTHbIN NENKO3 C CO3peBaHNEM;

* OCTPbIN MNENOMOHOH6ACTHbLIN NENKO3;

® OCTPbIN MOHO61ACTHbLIN/MOHOLUTAPHbLIN NTENKO3;

® OCTPbIN 3PUTPOMMENO3;

* OCTPbIN MerakapnobnacTHbIN NenKos;

* OCTPbIN Iernko3 n3 6basodpunnos;

e OCTPbIN NaHMMEN03 C MNenopnbposomM (CMHOHUMBI: OCTPbIN MMenounbpos, oCcTpbIn
MUeNocKNepos).



MuenoupHas capkoMa (CMHOHUMbI: 3KCTpaMeay sspHas MUesIonaHasn onyxoJib,
rpaHyJiouMTapHas capkoma, xJiopoma).
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MuenounpgHbie onyxosnu, cCBA3aHHbIe C CAHAPOMOM JlayHa:

TPaAH3UTOPHLIN aHOMaJIbHbIM MUETON033 (CMHOHUM: TPAH3UTOPHOE
MuenonponugepatTmsHoe 3abonesaHune (MIM3));

MWUEeNOUAHbIN NEeNKO3, CBA3aHHbIN C CUHOPOMOM [layHa.
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Onyxosb U3 NJIAa3MOLUTOUAHbIX AEHOPUTHbIX KJIETOK.
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OcTpble NenKo3bl HeonpenesieHHOW JInHum audcddepeHULUPOBKHU:

OCTpbIN HeanppepeHUNPOBaAHHbIN NENKO3;

OCTPbIN SIerKo3 cMelwaHHoro geHoTmna (OJICD) ¢ t(9;22)(q34;911.2);
BCR-ABL1;

ONIC® c t(v;11923.3);

e peapaHxupoBka reHa KMT2A;

OJ1ICo®, B/MmuenongHbin, NOS;

e OJIC®, T/MmnenongHbin, NOS;

e OJIC® NOS;

e OJ1 HeonpegeneHHon nuHun guddepeHymnposkn NOS.

MyTauumu B reHe fms-cBsizaHHoOM Tupo3uHkKuHasbl 3 (fms-related tyrosine kinase,
FLT3) MmoryT npoBOANTb K MOBbILLEHHOW Npoaundepaunm onyxoneBbix KJIETOK U NX
YyCTOMYMBOCTU K anonTo3y. HecmoTps Ha To, 4To OMJ1 ¢ myTauuamm FLT3 (FLT3+)

He pacCMaTpPUBAETCA KaK OTAeNIbHasa KaTeropus, CKPUHUHE 3TUX MyTauun nmeet



MPOrHOCTUYECKYIO 3HA4YUMOCTb. MyTauunm B reHe FLT3 npucyTCTBYIOT npumepHo y 30%
MauneHTOoB C BNepBble BbisiBIeHHbIM OMJ1. Y 6onblien YacTu nauneHToB obHapyXnBaeTcs
MyTauuna BHYTPEeHHero TaHaemHoro gybnmposaHus (ITD), accoummpoBaHHas C
HebnaronpusaTHbIM NPOrHO30oM 3aboneBaHUs N BbICOKON YaCTOTON peungneoB, 0CoObeHHOo
Mpn BbICOKOM COOTHOWeHUN (> 0,5) MyTaHTHOro annens u aanensa AMKoro Tuna. Y 4actum
naLneHToB 0BHapyXMBaeTCH ToYeYHas MyTaLus B lOMeHe TUPO3UHKNHa3bI (TKD)®.
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Tak, y NaLuMeHTOB C BnepBble BbifABAeHHbIM FLT3-TKD
OM/J1 ¢ HopManbHbIM KapuoTUMOM, AOCTUTLLNX
MONHOW PEMUCCHMM NOCAE XUMUOTepanuu,

BEPOATHOCTb BbIXKMBaHWA 6e3 NpU3HakoB
3aboneBaHma cnycts 3 roga — okono 30% (puc. 1).
Toraa kak y naunentos c FLT3-WT («ankoro Tmna» —

Hanbonee YacTo BCTpeYatoLWMAca BapuaHT) OMJ

Pucynok 1. BeposatHocTe 3TOT Nokasatens 6bin paseH npuMepHo 60%’ (puic. PucyHok 2. BepoatHocTs
BbIKWBaHUA Oe3 npusHakos ) BbDKMBaHUA 6e3 Npu3Hakos
3aboneBaHmnA Yepes 3 roaa 3abosieBaHWs Yepes 3 roga

npu FLT3-TKD npn FLT3-WT

OOHaKo NporHocTnYeckoe 3HavyeHne mytauninm FLT3-TKD NONAHOCTbIO HE N3YYEHO, TakK Kak B
psage cnyvyaeB y NMauUMEHTOB C TaKMMM MyTauusamm Habnwopgaetcsa bonee HM3Kas
KYMyNaTMBHasA YacToTa peunansoB, bonee BbICOKME YpOBHU Be3peumnanBHom
BbKMBAEMOCTM 1 06LLEN BbIXKUBAEMOCTI®, B CBA3MN C YEM BAUSIHME JaHHON MyTaLuu
obcyxnpaeTcs.

ImarHocTuka 3aboneBaHusn
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AnarHo3 OMJ1 ycTaHaBMBatloT Npy o6Hapy>XeHumn = 20% 651aCTHbIX MUESIONAHbIX
KJ1eTOK B MNyHKTaTe KOCTHOro MO3ra uiam nepugepmnyeckon Kposu, n1nb6o, BHe 3aBUCUMOCTH
OT Kom4ecTBa 611aCTHbIX KNIETOK, MPY HAINYMN XapaKTepHbIX ana OMJ1 reHeTUYeCKUX
aHomanwmii: t(8;21) (q22; q22) AML/ETO, t(15;17)(q12; q11-12) PML/RAR-q, inv(16) nmm
t(16;16)(pl12; q23) CBF/MYH11, t(1;22)"*°.

Onsa nogTeepxaeHnsa gnarHosa OMJT pekoMeHL0OBaHO NpoBefeHne cnenyoLwnx
nabopaTopHbIX uccneposaHnin'’:

e 00NN (KNNHNYECKNI) pa3BEPHYThIA aHAIN3 KPOBWU;

* LLMTONOrNYEeCKoe NccrefoBaHMe Ma3ka KOCTHOro Mo3ra (Mmenorpamma);

* NIMMYHO(EHOTUNNPOBAHNE FreMOMNO3TUYECKNX KJIeTOK-NpeaLlleCcTBeHHUL, B KOCTHOM
Mo3sre (MPT-uccneposaHue);

* LIMTOreHeTn4yeckKoe nccaegoBaHne KapnoTuna acnmpata KOCTHOrO MO3ra;

® CKPUHWHI MyTauuW B reHax, accoummpoBaHHbIX ¢ OMJI.



MeTopnbl neyeHus OMJ1

Bbibop onTuUManbHOM TakTUKM nevyeHnsa OMJ1 3aBUCUT OT MHANBUAYANBLHON KINHUYECKON
KapTuHbI 3aboneBaHnsA y nauneHTa. Ha cerogHAaWHNUN AeHb rNaBHbIM NPUHLMUN Tepanum
OMJ1 — MakcnmMasibHO 3P PEeKTUBHOE JieHeHe C MUHUMaJIbHbIMU HeXXeslaTes/IbHbIMU
nocneacTBUSAMM AN4 nauneHTa. dpdeKTUBHOCTbL 1 6besonacHoCTb Tepanun OMJ1 3aBucaT
OT CNeunUYHOCTU LUTOCTAaTUYECKOro BO34EeNCTBNA U AOCTATOYHOr0 CONPOBOANTENIbHOIO
nevyeHuns.

Tepanua OMJ1 cOCTOUT M3 HECKOJIbKUX 3Tanos"*’:
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KOHCOMMaaUns E
NHAYKUWA NnoAAep>KMBaroLLan
ﬁ Aykd peMuccun / £ anno- 8 8 Adep “
peMuccui; 8 Tepanus.

TrCK;

MHAYKUMA PEeMUCCUM — HaYvyaslbHbIA Neprod Ie4EeHUS, Liesblo KOTOPOro SABASAETCS
MaKCMMaJibHO BbICTPOE 1 CYLEeCTBEHHOE COKpaLLEHNE OMYXO0JIEBOM MACChl U AOCTUMXKEHME
NOJIHOW pemMunccuun.

KoHconupauusa peMuccum — BTopbIM 3Tanom Tepanun ocTporo sienko3sa (OJ1) anaeTcsa
3aKpensieHne OOCTUrHYTOro NPoTUBoOONyxosieBoro aggekTa (06bl4HO 1-2 Kypca). B
HacToslee BpeMsa B BONbLUMHCTBE Cly4YaeB KOHCOAMAauUma - Hanbonee arpecCnBHLIN n
BbICOKOAO3HbIN 3Tan npu nevyeHun OJ1. 3agaven 3Toro nepmona sBASETCA N0 BO3MOXKHOCTU
ewle 6osiblee YMeHbLUEHME YAC/1a OCTALWMNXCSA MOC/e UHAYKLUN NeNKeMNYeCKMX K1eToK .

Moppep>xuBaroLiee sie4eHue — Npoao/HKeHnNe LNTOCTaTUYeCKoro Bo3AenCcTBUS B
MeHbLNX A03aX, YeM B NMepunon MHAYKLUNU/KOHCONNAALNN PEMUCCAN, NN UHOTO
(TapreTHoro) Bo3AenCcTBUsA Ha BO3MOXHO OCTAIOLLUINCA OMYX0JIEBbIN KJIOH'.

MpodunakTruka HeMponenkKeMmm HeobxoanMma Npu Ne4eHNN HEKOTOPbIX BAapUaHTOB
OMJ1 — NpOMMENIoLMUTAPHOrO C JIENKOLMUTO30M > 10 x 10°/51, MUeNOMOHO- 1
MoHo6s1acTHoro, OMJI ¢ aKCTpamenyNAsApHbIMU NopakeHnaMmu, OMJ1 ¢ HULUMaNbHbLIM
nenkounTosoM 30 x 10°/n n 6onee. MNpodnnakTKa HeMpoenkeMmm NPOBOANTCA Ha BCEX
3Tanax nedyeHmsa OMJ1, Ha4ynMHaa C UHAYKUUN PEMUNCCUN.
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NMHAayKUuMOHHYIO Tepanuio OMJ] uuToCcTaTUYECKMMMU NpenapaTaMyu peKOMeHa0BaHo
Ha4YuMHaTb Cpa3y nocjse NoATBEepP>XXAEeHUA AuarHosa npuv oTCyTCTBUM
npoTtusonokasaHun >, B Tex cayvasx, Korga HeobxoanMmo nposefeHne
AONONHUTENbHbIX NabopaToOpHbIX NCCNEefOBaHNA ONA AeTaJIbHON XapaKTePUCTUKN
KJIMHMKO-NATO/I0rn4ecknx ocobeHHocTen 3aboneBaHnsa n Bbibopa oNTUMabHON TaKTUKN
nevYeHns, 4ONyCcTMa OTCPOYKa Havana Tepanun’. OTCpPoYKa Havasla Tepanum Ha KOPOTKUIA
nepuog (5-7 gHen) oT Ha4vasia ANarHoCTUKKM 3aboneBaHns He BANSET Ha 3PPEKTUBHOCTb
Tepanuu, NoKasaTesin paHHEN NIeTalIbHOCTY, @ TakK)Xe OTAaJIeHHble pe3ybTaTbl Tepanum
OMJ1.



NMauveHTaM rpynn BbICOKOro N MPOMeXXyTOYHOro pucka, naumeHTam ¢ HopMaJibHbIM
KapnoTurnom n HebnaronpmAaTHbIMN MOJIEKYIAPHBIMU MapKepaMn peKoMeH40BaHOo
rnpoBefeHmne ansioreHHOM TpaHCnaHTaumMm KOCTHOro mosra (anno-TKM)

WM TPaHCMJIaHTaUUM anaoreHHbIX reMorno3TUYeCKUX CTBOI0BbLIX KeToK (anno-TI CK) Ha
3Tane NnocTpeMUCcCUoHHON Tepanuu. NMayneHTam rpynnel 61aronpuaTHOro NPorHo3a
Tak)Xe peKkoMeHA0BaHO nposefeHue anno-TKM/anno-TI CK npu HegoCTMXXeHnn
MOCTOAHHOW peMuccun nocne 1-ro Kypca nHaykuumn'*.

Ha pucyHkax 3 u 4 npeacTtasneHbl obobuarouwme cxeMbl pekoMeHayemoro siederHmna OMJ y
pa3HbIX BO3PACTHLIX FPYMM MaLMeHTOB B COOTBETCTBUU C KJIMHNYECKUMUN PEKOMEHAALNSAMN
Accoumnaumnm oHkonoros Poccum n HaumoHanbHOro reMmaTosiorn4yeckoro obwecrtsa 2020

1
roga .

Image

Bapocnele nauveHTel ¢ OMJT monoxe 60 ner

TunupoBaHMe nayueHTa ¥ Ha4ano noucka goHopa ansa anno-TICK
¥

WHaykuwa: kypc 7+3
(nayHopyGHLUH 60 MrimZ)

| Monkan pemuccka nocne 1 kypea? |
Aa i Her
4
KoHconwaupytowwan Bropoi 7+3 (ecnu % GnacTHbix
Tepanus: KneTok GonbLUe HCXOQHOTO, TO
nosTopeHue T+3 Tepanua BTOPOA NUHUM)
v
pemucera nocne 2 kypea?
fa i Her
MpoTokonk
AEHEHUA PEDPAXTORHX
el 28 Kypea ¢ BOL M kocins
HECNEAOBAHHE
i MonekynapHo-reHeTHiecKoe | Her
e S —N—Se.S.—_ p
AO Havana neveHus e R Ae T KM ettt
na T S a [ ————
| | Amno-TKMmoweTGorme | | »HepocTiskeHue nonHoi pemuccum nocne 1 kypca
! Benonwena . H - »Ipynna npoMexyTOUHOTO pHcka i
[ er ) + #Ipynna BLICOKOTC pUCKka i
L ECTE NOKAZAHNA K ANA0-TKM* o ﬂpa‘nm

PucyHok 3. Cxema ne4veHuns OMJ1 y nauneHTOB Bo3pacTom ao 60 neT

MpumMmeyaHue.

Kypc 7 + 3:

1) untapabuH 100 mMr/m2 B/B 2 pa3a B CyTKM B 1-7-11 AHM B KOMBUHauUUK ¢
nayHopybuumnHom 60 mr/m2 B/B 1 pa3 B AeHb B 1-3-1 AHN AW MUTOKCAHTPOHOM 10 Mr/m2
B/B 1 pa3 B AeHb B 1-3-11 gHn nnun ngapybmumHom 12 mr/m2 8/B 1 pa3 B AeHb B 1-3-11 OHW;
2) unmtapabuH 200 Mr/M2 B/B KPYrsi0CyTOYHO B 1-7- AHM B KOMBUHaL MK C
nayHopybuumHom 60 mr/m2 B/B 1 pa3 B AeHb B 3-5-1 AHN NN MUTOKCAHTPOHOM 10 Mr/m2
B/B 1 pa3 B AeHb B 3-5-1 gHn nan npapybuumnHom 12 mr/m2 B/B 1 pa3 B AeHb B 3-5-1 gHW.

BAL, — BbiCOKME A03bl unuTapabuHa.
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Bzpocnbie nauvenTsl ¢ OMI crapwe 60 ner

MauMeHT NoAXoaAVT ANA YHACTUSA B KNMHUMECKO

uccnenoBaHue Ha ECOG 0-1 Her
Kypc 7+3 Kypc 7+3 B estoner T\ Mer
(Aayuupyﬁuuwﬂ 60 mr/m2) (nayHopyBuUmH 45 mMrim2) ECOG 01
60-70 ner + ECOG=22
1 unu 70-80 net
i MonHan pemuacm nocne 1 wpca ; -
ha . Pa i Her
Kochnu.qupymmaﬂ Tepanusa: | BnacTueix knetok >30%
MOBTOPEHWE MHAYKUMOHHOIO Kypca T — orapws 80 et
Y nauvertos 60-65 net — Bonpoc Da Her ;
06 anno- "[‘I'CK e ——————————— .
2NNHarveHan Tepanug

: + v
i I'Ionuaﬁ MHCCHA MOCNE 2
5 L i = b ( MALU-28 ) ( AzauMTanH )
Kouconmnnpymmaﬁ Tepanua: MAL| unu I'Ipnl'paMMbl OLl::lCel'iHa
NOBTOPEHWe MHAYKLMOHHOTO Kypca Tepaniu pethpakTepHbIX opM nocne 4-70 Ky,
Y nauventos 60-65 neT — Bonpoc OMIN unu coepx1BaIoLLEa K GnY HET MPOTpECCIM
06 anno-TICK NOAAEPKMBAIOWEAA Tepanva

PucyHok 4. Cxema nevyeHns OMJ1 y nauneHToB cTapwe 60 net

NMpuMmeuaHue.

ECOG — Llkana oueHkn obuiero coctossHMA nauneHTa BocTtouHom o6beanHEHHOWN
oHkKonorunyeckon rpynnsl (The ECOG Scale of Performance Status); MAL, — manble Oo3bl
unTapabuHa.

Cnucok nuTtepaTypbl
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