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Xpouuqecme MUenoupHbie
HOBOOOpa3oBaHUs

XpoHuyeckue
MuenonponudepaTuBHbie
HOBOOOpa3oBaHUs

XpOHUYECKUA MUENOUAHBbIA NIEUKO3

Kparkoe onucanue

» KnonanpHOe MuenongHoe HOBOOOpa3oBaHye CO CMeIIeH-
HBIM BJIEBO (B OOJIBIIMHCTBE C/Ty4aeB) HEMTPO(UIbHBIM
neitkonuTo30M U TpaHcmokanueit BCR/ABLI [t (9; 22)],
HeYacTo IPOSB/IAETCSA YBeIMYeHueM 4Yucaa 671acToB
(yckopenHas mnm 6mactHas dasa).

Knmandeckne npusHakn

» WBC (neitxorutsr) 212x10°/1 co cMmeleHueM rpaHyo-
UTOB BeBO (HerTpodmmmsa npu p230+ HelTpoduib-
HOM BapuaHTe).

» YacTo HabmomaoTcs 6asodunus u 503MHOGUNNA.

» AGCOMIOTHBINI MOHOLIMTO3 MOXKET HaO/MIOAaThCsl P 3a-
6oneanuy BCR/ABL p190+.

» Het yBenuueHus uupKymmpyoummx 61actos (<2%).

» [TaTonmornvyeckme M3MeHeHUsI KPOBU, KOCTHOTO MO3-
ra, CeJIe3eHKM 1 Ie4eHV HAaOII0AI0TCs B XPOHUYIECKOII
dase.

> DKCTpaMeRy/ULApHbIe ITOpaKeHN (KOXKa, Y3/Ibl, MATKNE
TKaH!U) MOTYT IPOSAB/IATBCA B 611acTHOM (ase.
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Mopdonorns KOCTHOro MO3ra

» IMIepKIeTOYHBIN KOCTHBIV MO3I C BBIPAaXKEHHBIM IIpe-
o6/ajaHMeM MUETIOV/IHBIX KJIETOK CO CMEIIeHHBIM BJIEBO
CO3peBaHMEM.

» MajeHbKye TUII0/I00MPOBaHHBIE METaKaPUOLIMTHI.

» Petuxynsapusiit ¢pubpo3 BappupyeT OT MUHVMMAIbHOTO
JI0 BBIP>KEHHOTO.

» 3aMeTHBII UOPO3 KOCTHOTO MO3Ta CO CKOIUICHUSAMM
MEJIKMX aHOMaJIbHBIX MeTaKapUOLUTOB, Ha0O/II0laeMbIX B
yCKOpeHHOII (ase.

MuarHocTuyecKne KpUTEPUU MPOrPECCUPYIOLIETO
3a00neBaHus!

YckopenHas dasa
ITo Kpaiinen Mepe, OHO U3 CIIEYIOLETO:
» YBemmuenne 6mactoB (10-19%) B KpOBM M1 KOCTHOM MO3TE.
» CroiiKkas crijleHOMeTannsA, He MIOAJAIAACs JIEYEHUIO.
» CTOVIKIII TeMIKOLUTO3 W/IV TPOMOOINTO3, He BOCIPUIM-
YUBBIN K T€pAIN.
» Croiikas TpPOMOOLMTOIIEHN S, He CBSI3aHHAs C TepaIyeil.
» bazogunusa (220% 6asodunos B KpoBn).
» JlOTIOMTHUTENIBbHBII LUTOTEHETUYECKUI TeeKT Mpu Io-
CTaHOBKE JIMarHO3a VIV BO BPEMS TEPaINM.

BbnacrHas ¢asa

ITo Kpaiinen Mepe, OHO U3 CIIEAYIOLETO:
» 220% 6/1aCTOB B KPOBY W/IV KOCTHOM MO3Te.
» JTVICKpeTHBIIT 9KCTpaMeny/ULIPHBII O/1aCTHBI MHQUIBTPAT.

! Ilpumevanne. Apantuposano us tabm. 2.01 us Swerdlow S.H.;
MexxTyHapoHO€e areHTCTBO 110 U3YYeHUIO paKa; BceMupHas opranusa-
1y 3ppaBooxpanenyet; u ap. Kmaccuduxanysa BecemmpHoit opranusa-
v 3paBooxpanenys (BO3) omyxoseit KpoBeTBOPHOI 11 mM(ONIHOM
TKaHell. JInoH: MeXlyHapOo/IHO€e areHTCTBO I10 M3YYeHMI0 paka, 2017.
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» Bonpuine ckorteHus 61acTOB IpM OMONCUYM KOCTHOTO
MO3ra.

VimmyHOpeHOTUTT

» Mueno6macTsl Ipy MUETOMTHOM 0/IaCTHOM Kpy3e MOTYT
9KCIIPECCHPOBATh MMEIOVIHbIE, MOHOLTAPHBIE, JPM-
TPOWIHbIE M/VIIM MeraKapuOLMTapHble MapKepsl, Ha-
npumep MPO, CD14, e-xkaprepun, CD61.

» JInmdobmactel mpu 61acTHOM TUMGPONAHOM Kpu3e
OOBIYHO 9KCIIpeccUpyrT Mapkepbl B-numgobmacTos
(CD19, PAX5, TdT), nHOr#a sKkcIupeccupyoT MapKepsl
T-nmumdobnacros (cCD3, TdT).

I'enernka

» Knaccnueckas tpancnokauyss BCR/ABLI [t(9;22) (q34.1;
q11.2)].

» M3odopmsl crmroro 6enka BCR/ABL: p210 (ocHOBHOIT),
p190 (BTOpOCTenenHsiii), p230 (penko).

» HeraTMBHO 11 ApyruMxX MyTaumit/TpaHCIOKALMI, CBS-
saugpix ¢ MPD (JAK2, CALR, MPL, PDGFRA/B,
FGEFRI).

ITIpegocTepexxeHNsA M 0COOEHHOCTH

o AOGcCOmOTHBIT MOHOLMTO3, UMUTHpYIonmit CMML,
MoxeT 6bIThb B p190+ CML.

o 3aMeTHBII TPOMOOIMTO3 MOXKET MMUTVPOBATH
3CCEHIMAIbHYI0 TPOMOOIVITEMIIO.

o BripaxenHas HeilTpoduausa mpu HeNTpoduib-
HOM BapMaHTe XPOHNMYECKOTO MIEIONIHOTO JIel-
ko3a (XMJI) (BCR/ABL p230+) MOXXeT UMUTUPO-
BaTbh XPOHNYECKUIT HEMTPOPUIbHBIN JIEVIKO3.

o XMJI ¢ peTuKyINHOBBIM puOPO30OM MOXKET UMMU-
TUPOBATh [IEPBUYHBII MUeT0PrOPO3.
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IuddepeHnmanbHbI FUATHO3

» JleiikemMouiHass peakumsa (TOKCMYecKas TPaHYIALNA,
orcyTcTBMe 6a3odmany, BBICOKUII IOKaszarenb LAP
(neiikonurapHas menovyHas ¢ocdaraza), BCR-ABL-
OTPULATETbHBIIN).

» Atummusbsiit XMJI (TpoM6oLUTONeHNS, TPEXIMHEeTHAS
mucrnasusi, BCR-ABL-oTpuiiaTebHblit).

» CMML (abCOMWOTHBI ¥ OTHOCUTENbHBII MOHOI[UTO3,
nucrasus, BCR/ABL-oTpuLjaTe/bHBIIT).

» DcceHnmanbHas TpoMbonureMuss (MHOTOYMCIIEH-
Hble YBeJMYEHHbIe I'MIeprIoOaabHble MeraKapJMOIUTBHI,
BCR/ABL-orpunatenbHble, IEPEMEHHO IOTOXXUTEIbHbIE
B otHoureHuy myTtauyu JAK2, CALR win MPL).

» VictuaHasa nonunuteMus (IOBBIIIEHHBI TeMOIIo0nH/
reMaTOKpUT, NMaHMMeno3 (TpexuHelHas nponudepa-
VA1), TTOJIOKNUTeNbHasg MyTanua JAK2).

» [lepBuunsbiit Muenodpubpos (1eirKoapuTpo6HIaACcCTO3
(ampocopepskalye SpUTPOLUTHI, JAKPOLUTBI U MIe-
JIOUTHBIN CABUT BJIEBO B mepudepudeckoM MasKe) OT
yMEpPEeHHOTO [0 BbIpakKeHHOro ¢ubposa, ocTeockKie-
P03, MHOTOYMC/IEHHble aHOMAajbHbIE MeraKapMOLVTHI
C HeperyIsApHbIMU TUIEPXPOMATUUYECKUMU AJPaAMU,
BCR/ABL-otrpuunarenbuble, CALR-oTpunarenbpHble,
CALR2-orpunarenpuble wim mytanusa MPL).

» XpOHNYeCKNT HeNTPOUIbHBIN JeliKko3 (HelTpo-
bunus ¢ MUHUMaNbHBIM cBUTOM BieBo, BCR/ABL-
orpunatenbublit, CSF3R-11onoXurenpHble MyTaLINN).



XpoHunueckue MuenonponudepaTieHbie HoBoobpasosaHna 29

XPOHUYECKMI MUENOVAHbLIA NEenkos. J1emKouMTo3 C MOBbIWEHHbLIM
copgepxaHnem 6asounoB (Masok nepugepuHeckon KpoBw)

XPOHMYECKNIA MUENOUAHLIA Nenkos. YBennveHne 6a3odunoB m 303u-
HOMNOB (Ma30K MNepuepnyeckon KpoBm)
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XpOHUYECKNA MUENOUAHBLIA NENKO3. [MNEepKNeTO4HbI MUENOVAHLIN
KOCTHbIN MO3I (CTepXHeBas 6Guoncus)

XpOHI/I‘-IeCKI/II7I MUWENOWOHbIA NENKOo3. YBENUYeHWe MarnbiX runonobu-
pOBaHHbLIX MerakapmnounToB





