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OnarHocTuka nepsmnyHoro mmenogpmnbposa
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AnarHoCcTuka nepBUY4YHOro
Mmuenocdudbposa

CornacHo knaccngpunkaumm BO3 2017 r., gnarHo3 NM® ocHoOBLIBAaETCA Ha CcoveTaHuu
KIMHNYECKNX, MOPKOSIOrNYeCcKnx, MoIEKYNSAPHbIX XapakKTepuctuk. Kputepmu ans
yCTaHoOBIeHUs npedunbpo3Hon 1 pubposHon ctagum MM pasnuyatotcs (Tabn. 1, 2)°.

Tabnuua 1 — [uarHoctuyeckne Kputepum npedunbposHon ctagum MM (BO3 2017 r.)*

Image

KpuTepuu OnucaHue

BoneLiue kputepun 1. Nponndepauns MerakapruoLMToB C NpU3HaKkaMu aTunumn® 6es petukynnHosoro ¢nbéposabonee
1cTagum (Md-1), conpoBoXAaOLWEAACH NMNepKNeTOUYHOCTLH KOCTHOMO MO3ra, He COOTBETCTBYHOLLe A
BO3pacTy, rpaHynouuTapHoi nponvdepaL e u YactTo CHKeHHbIM 3pPUTPOMNo330M.

. HecootsetcTBue kputepmam BO3 ans gnarHoctnkmn XM/, UM, 3T, MAC nnn apyrmx
MuenonponndeparMBHbIX HOBOObpaszoBaHWiA*".

3. O6HapyxeHune myTauuii B redax JAK2, CALR unn MPL, npy 0TCYTCTBUM 3TUX MyTauWii — Hanuuue Apyrnx
KNOHaNbHbIX MapkepoB (ASXL1, EZH2, TET2, IDH1/2, SRSF2, SF3B1) unau oTcyTCTBME PETUKYNMHOBOTO
¢$urbpo3a manoi cteneHu (cteneHs M®-1) peakTMBHON NPUPOALI (MHBEKLMIN, ayTOMMMYHHbIe
3aboneeaHus, COCTOAHUA XPOHUYECKOro BOCNANEHKNA, BONOCATOKNETOUHbIA NeiKo3 unu gpyrue
numéonponupepaTUBHbie HOBOOBpa3oBaHWUSA, MeTacTasbl ONyxone v XxpoHuyeckue
UHTOKCKKALMN)***.

no

Maneie kputepum + aHeMus, He CBA3aHHAA C CONYTCTBYIOLLMMMU 3ab01eBaHNAMU;
+ NeikoumnTo3 He MeHee 11x10%/n;

* Manbnupyemas crnjeHomeranms;

* nossiwexne NIAT BbILLE HOPMBI.

AwnarHos: Bce Tpy 60NbLWINX KPUTEPUA + 0AUH MaNbIA KPUTEPWIA

- /

MpumMmeyaHue.

* OT MasiblX 00 KPYMHbIX MErakapuoLnuToB C He3penon Mopdoaiormen — HapyLUeHHbIM
A0epPHO-LUTOMJa3MaTUYECKMUM COOTHOLLUEHMEM, aTUMNYHBIMU TMNEPXPOMHbLIMU
rmnonobynapHbIMU/ypoanBbIMu sapamMm, ¢ GOPMUPOBAHUEM PbIXJIbIX U MAOTHbBIX
KNlacTepos.

** YicknoyeHmne UM ocHoBaHO Ha YPOBHAX remornobuHa n rematokpuTa. OnpegenexHmne
MacCbl LMPKYANPYOLWNX 3puTpounToB He TpebyeTcsa. Het BCR-ABL1. HeT an3sputponos3a
N oucrpaHysonossa.

** MaymeHTbl ¢ 3aboneBaHUaMN, NPUBOAALLNMUN K peaKTUBHOMY Muenocdpunbposy.



Tabnvua 2. AnarHocTuyeckue Kkputepumn pudbposHon craguu MM (BO3 2017 r.)*

Image

Kputepun OnwucaHune

BonbLune kputepmmn 1. Mponvdepayms MerakaproLUTOB C NPU3HaKaMM aTUNMN B COYETaHNM C PETUKYIMHOBbLIM N/ 1nn
KonnareHoBbIM $pnbpo3om cteneHr 2 unn 3 (MP-2 unn M®-3).

2. HecootseTcTBUe kpuTepusm BO3 ana anarHoctuku 3T, UM, XM, MAC nnn apyrinx
MuenonponvpepaTUBHLIX HOBOOBPa3oBaHWIA.

3. O6Hapy>xeHne MyTaunii B reHax JAK2, CALR unu MPL, npy OTCYTCTBUM 3TUX MyTaLMiA — Hannyue apyrux
KNOHaNkbHbIX MapkepoB (ASXL1,EZH2, TET2, IDH1/2, SRSF2, SF3B1) uan oTcyTCTBME PETUKYIMHOBOMO
dunbposamanoii ctenern (cteneHb M®-1) peakTuBHOW NPUPOAbI (MHeKLUMK, ayTOUMMYHHbIE
3aboneBaHunsA, COCTOAHUA XPOHUYECKOro BOCNAaNEHUA, BONOCAaTOKNETOUHbI Neiiko3 unv apyrue
nvmoonponmdepaTrBHble HOBOO6Pa3OBaHNA, MeTacTaskbl OMyXoNner Uamn XxpoHuyeckmne
WMHTOKCUKALLMN).

Manbie Kputepumn *+ aHeMWs, He CBA3aHHas € CONYTCTBYIOLWVMM 3a601eBaHNAMY;
NelikoumnTo3 He MeHee 11x10°/n;

nanenupyemas craeHoMeranus;

nosbiweHme 14T Bbille HOPMbI;

NeikoapuTpobnacros.

[AuarHos: Bce Tpy 60/1bLUNX KPUTEPUS + OAVIH MasbliA KpUTepuii

Image

OOsA3aTenbHble KPUTEPUM:

e [lepBUYHO OMaAarHOCTUpPOBaHHAA corsacHo kputepuam BO3 3T nnn UMM,
e ®nbpPo3 KOCTHOro Mo3ra MF 2-3 no EBponenckonm cncteme rpagauunn.

JonoJIHUTesNibHble KPpUTEepuu:

AHEMUSA NN CHUXKEHME KOHLEeHTpauum remorsiobuHa He MeHee 4yeM Ha 20 r/n

OT UCXOOHOWN;

NenikoapuTtpobnacTnyeckasa KapTuUHa rnepmndepmnyeckon Kposu;

YBenmyeHve pa3MepoB cesie3eHKkn (Nanbnmpyemas ceneseHka 6osnee yem Ha 5 cm
BbICTYMaeT 3a Kpan pebepHon ayrn);

MoBbileHne ypoBHSA JIOIT B CbIBOPOTKE KPOBW;

e [losiB/IeHNE KOHCTUTYLMOHAIbHbIX CAMMTOMOB.



Mpu BbiIsBNEeHun TpaHchopmauum B noct-UM, noct-3T MP TakTUKa BepeHusA
nauuveHTa TakKaf Xe, Kak npu NMMo.,

CnNUCoK nuTepaTypbl

1. WHO Classification of tumours of lymphoid and hematopoietic tissues. Lyon: IARC;
2017,585.
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