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XpOHHUYECKUH MUECIOMOHOLUTAPHHIN JICiiK03
(XMMUJI) B coorBeTcTBUM ¢ PpaHKO-aMepUKaHO-
opuranckoii (PAB) knaccudukammeir 1986 r., Hapsamy
C E11IEC YETRIPHMS HO30JIOTHICCKHUMHU (DOPMaMH,, BXOIHIT
B COCTaB MUeJIogucIUIacTUIecKux cuHapomos (MJ1C).
Ha nomo XMMJI npuxomwiocs A0 20% Bcex ciiydaes
MIOCI1, 2].

Ho yxe B nepBoif peJakuuu KiaccuPUKamuu
BceMmuphoit opranusanuu 3apaBooxpaneHus (BO3)
2001 r., mpmmreanreif Ha cMeHy PAB-Kiaccudukamm,
XMMJI 661 IepeBEACH B KATETOPHIO MU EJIOTUCILIACTH -
9eCKHX CHHAPOMOB/MHEJIONPOIH (e pAaTHBHEIX HOBOOO-
pazosaumii (MJ1C/MITH) — KJIOHAJIbHBIX IIPOIIECCOB,
KOTOPEIC K MOMEHTY MaHM(eCTallni MMEIOT MOPGOJI0-
THYECKHE Y KIIMHUKO-JTA00pAaTOPHBIE IIPM3HAKH, IIPH-
cymrue Kak MJIC, Tak u MIIH [3].

B rpynimry MIAC/MIIH B COOTBETCTBHHU C TIOCTE]T-
Heil MmoguduLKMpoBaHHON Kiraccudukauueit BO3
2017 r. [4], Hapsany ¢ XMMJI, BxoAsIT aTUIIMYECKUIA
BCR-ABL I-oTpyunaTeTbHBIM XpOHHYIECKHH MUEIO-
neiiko3 (aXMJI), 10BeHWIbHBIH MHEIOMOHOLIMTAD-
Hblii nefiko3 (IOMMIT), MAC/MIIH Heknaccudu-
nupoanHoe (MIC/MIIH-H) 1 B Ka4eCTBE «IIpei-
BapUTEIbHOI» Ho30Jorudeckoil popmer — MJIC/
MIIH c xoJblieBBIMH CHAEPOOIACTAMH M TPOMOOLIH -
to3oM (MIC/MITH-KC-T). Ha nomo XMMIJI npu-
xomutcsd 6onee 30% Beex cayuaes MJIIC/MIIH. Ilo-
MHMO NepBHYHOTO XMMIJI, BHIACIAIOT BTOPHIHEII
XMMII, cBsisaHHBIH ¢ paHee NIPOBOAUBIIEHCS Tepa-
nueil (t-XMMIJI). JIaTeHTHBIH TIEpHOd MPH pa3BH-
™1H t-XMMIJI B cpenHeM COCTaBIISIET IO MIECTH JIET.
IIpu BropyyHoM XMMJI B XpOBETBOPHBIX KJIETKAX
BBISIBJIAIOT LIUTOTEHETHYECKME AHOMAJTHH, OIIPEICISA-
IOINE KpaiiHe HeOIarolpHuATHBIN IIPOTHO3 U Gojee
HU3KYIO BBXMBaeMOCTb OOJIbHBIX [5].

OrnnuurensHEIM IMpu3sHakoM XMMII, B ocHOBe
BO3HUKHOBEHHMSI KOTOPOI'O JIEXHUT IIOPaXCHUE CTBO-
JIOBOM reMOIIO3TUYECCKON KJIETKU B KOCTHOM MO3-

240]

u3 hopm MueA00UCHAACMUYECKUX/MULAONPOAUDEPAMUBHBIX HOB000PA308AH U,
XAPAKmMepu3yioueiics Kosudecmaom MoHOYUmos, npesviaiougum 1,0 107/a,
omcymcmauem caumnoezo 2ena BCR-ABL 1, cooepxcanuem 6aacmubix KAemok
U NPOMOHOUUMOB 8 KOCIMHOM MO32e U nepugepuyeckoli kposu, He docmuzarouem
20%. B cmambe npusedenv yumomopghonozudeckue, umMmyrnogeromunudeckue
kpumepuu ouazrnocmuxu XMM.JI 6 coomeemcmeauu c nepecMomperHol Kaaccu-
durayueii Bcemupnoii opeanuszayuu 30pasooxparnenus 2016 2. Ilpedocmasnent
o06006uennvie darnnvie 0 524 6oavnvix XMMJI, 06caedosannbix 6 omoene oHKo2e-
Mamonoeuu HHcmumyma sxcnepumenmanviol namonoeuu, ORK0A02UY U paouo-
buonoeuu um. P.E. Kaseyxoeo HAH Ykpaunv: na npomsiscenuu 1996—2016 ee.

re, SIBAACTCS IIEPCHCTCHTHBIN MOHOLIMTO3. AGCO-
JIIOTHOE KOJWYESCTBO MOHOLIMTOB B IlepudepruecKoi
kposu mpesbimaer 1,0+ 10%/1. KoamdecTBo 61acTOB
M IIPOMOHOLIMTOB B KOCTHOM MO3I¢ HE JOCTHUIACT
20%. OtcytcTByeT Ph-XpoMocoMa IM CJIHTHBIA TeH
BCR-ABL1 [6]. IIpu Bepudukaimu auartnosa XMMJI
TaKXe JODKHBI OBITH UCKITIOUEHBI CITyJay C IEPECTPOi-
KaMu reHoB PDGFRA, PDGFRB, FGFRI1u PCM1-JAK2,
BCR-JAK2wm ETV6-JAK2. B kietkax omHoi wim 60-
Jiee TMHIH MHEIONI093a OTMEYAIOTCA TUCTUIACTHIECKHE
M3MEHEHUsL. Y GOJIBINHHCTBA OOJIBLHBIX HAOIIONAIOTCS
YBEIMYECHUE KOJIMIECTBA JICHKOLMTOB U MOHOITUTO3,
COXpaHAIOIIMICA Ha MMPOTSDKCHUH HE MEHEE TpeX Me-
csaueB. [Ipu 317oM HEO6X0AMMO MCKITIOYMTH IPYTUE BO3-
MOXHEBIE ITPHIMHBI MOHOLIWTO3a (HAJIMIKE OITyXOJIeH,
MHGEKIIMOHHO-BOCTIATHTEIBHEIX ITPOIICCCOB).

IMpraunsl BosHUkHOBeHUsT XMMIJI ocTrarorcst He-
BBISICHCHHBIMH. Ilonaraior, 4To B pasBHTHM 3a60J1e-
BaHUsI B HEKOTOPHIX CIydasiX MOTYT UTPaTh POJib HE-
61aronpUsTHBIC (PAKTOPHI, HATHMYKNE KAHLIEPOTEHHBIX
BELLECTB B OKPYXAOLIEH cpeae, ICHCTBUC HOHU3HMDY-
IOINEH paTAaliiu.

ITokazatenu 3aboneBaemMoctu XMMIJII B pasmira-
HBIX cTpaHax cocTtaBstioT (,37—0,40 Ha 100 000 exe-
romHo [7, 8]. CpenHuit BO3pacT IAIMEHTOB, CPEIH KO-
TOPBIX IIPeoOIanaloT My>KUMHEI, KOJICOIETCHA B IIpeac-
nax 65—75 ner [8, 9].

Kaunuro-zemamonozuneckue npusnaxu. Knunuxo-
TeMaTOJOTHIECKAE U ITIUTOMOPMOTOrHIECKHUE TTPOSIB-
JeHus y 6oabHbIX XM MJI upe3BbIYaiiHO TeTepOTeHHBI,
HanoMuHaloT Habmopaonuecs mpu MJAC u MITH.
Hepenxumu aBIAIOTCS TaKWe CUMITTOMEI, KaK cla-
00CTb, YMEHBIIICHHE MACCHI TeJIa, JTUXOPaIKa, reMop-
parudecKue mpossieHuss. O9ard SKCTpaMenyJUIsIpHOi
MHOWIBTpAIMK OIIPEACIISIOTCS B CEIC3CHKE M IICUe-
HU. Y 4acTU NAlIMEHTOB BHISIBISTIOTCS JUMdaneHomna-
THSI, IIOPAXXCHUSA KOXH, HATMIKUE SKCCyaaTa B OpIoII-
HOH U IUIEBPAJIbHOM IOJIOCTH, U3PEAKA — HAPYLUECHUSA

OHKOJIOTUA o T. 20 ® Ne 4 » 2018



¢yHKIIMM TOYEK, COMPOBOXKIAIOIINCCI TTOBBIMICHUEM
YPOBHS JTU30I[MMA B CHIBOPOTKE KPOBH M MOYE.

IlouyTtH y TpeTH GOJBHBIX OTMEYAETCS IOBHIIIC-
HHE YPOBHS HMMYHOIIOGYJIHHOB B CHIBOPOTKE KpO-
BM, 4 YV 5—6% BHISBIISIETC MOHOKIIOHAJILHBIA TIpOTe-
uH. Kak npaBuiio, y aiiieHTOB IOBRIIIEHA CKOPOCTh
OCEIaHMSA 3pPUTPOLIMTOB. AYTOAHTHUTEIA, KOTOPHIC MO-
I'YT BKJIIOYATh U XOJOJOBBIE arTIIOTHHIHEL, OIIpeIeIIs -
IOTCS IIOYTH Y NMOJIOBMHEI 60MBbHEIX [10].

BriasisieMas y 6onbHEX XMMJI aHeMusi 0OBIIHO
HOPMOLIMTapHasi, THOTIA MaKpoLMTapHas. Yacro otme-
gaeTcs yMEpEHHAS TPOMOOIIUTOIIEHHS U HAIMIUE B Ma3-
KaX KPOBH aTHITMIHBIX KPYITHBIX TpoMOOo1UTOB. ITpu nc-
CJIEHOBAHMH IIEPHGEPHUICCKOU KPOBH Y 4aCTH GOJILHBIX
OMpEIEAETC HOPMATBHOE WJTM CHIDKEHHOE KOJIMUECTBO
JeUKoLMTOB. OTMEYAIOITMIACS B 3THX CJTy4asX MOHOLIM-
TO3 COYETAETCS C IIPH3HAKAMU HENTPOIIEHHUH.

Kak npaBuio, cogepXaHue MOHOIIUTOB B JIEHKO-
rpamMMe TipeBrimaeT 10%, a abCoMIOTHOE KOJIMIECTBO
MOHOIIUTOB B IepUPEPHICCKON KPOBH KOJIeOnIeTCs
B npenenax 2—5 ¢ 10°/:1. B oTaebHBIX CIIydasx MOTYT
0oTMe9aThCs 60JIee BRICOKME moxasarenu (> 8+ 10°/1).
MOHOLMTHI ITPEACTABIAIOTCS 3PE/IBIMK, C HEU3MEHEH-
HBIMH TUTOMOP(OJIOTHISCKUMHI ITpU3HaKaMu. JIMImb
B HEOOJIBIITOM YHCJIE CJIyIaeB OTMEUAETCS IIOBBIIMIEH -
Hasl J0JIbYaTOCTh ANEp, HEXHAs CTPYKTYpa XpOMaTH -
Ha, HAIMYKUE HEOOBMHOM 36pHUCTOCTH B LIMTOILIA3-
Me. B nepubepruyeckoil KpOBM MOIYT OINPEACISTHCS
He3peJble KIETKH TPaHyJIOLMTapHOTO psaa (IIpoMue-
JIOLIUTHI, MHEJIOLIMTHI ), COAEPXAHUE KOTOPEIX HE ITpe-
Bhitraer 10% obinero konudecTBa JiekouToB. Co-
JIepXaHHe 303MHODWIOB, KaK IIPAaBUIIO, B IIpeneiax
HOPMBI, a KOJIMYeCTBO 0a30(MI0B MOXET OBIThH He-
CKOJIBKO IOBBIMIEHHRIM. Ha 601bHEIX ¢ 203UHODU-
JIEeH, aCCOLMMPOBAHHOM CO CIEITM(UICCKIMH LU~
TOTCHETUYCCKMMHU aHOMAIUAMU, CJICIyeT 00pallaTh
0co00e BHUMaHUE.

OO01ee KOIHMYECTBO 6JaCTOB U IIPOMOHOIIMTOB
BJeiiKorpaMMe He JOJDKHO NpeBhiuaTh 20%, B IPOTHB-
HOM CiTyyae TOJDKEeH ObITh YCTAaHOBJIEH JHArHO3 OCTPO-
TO JIEHK03a MUCJIOMITHOTO IIPOUCXOXICHHA.

MOHOIUTH MHOTAa MOP(OIIOTHYECKH IIPEeICTAB-
JISIIOTCS. aHOMAJIbHBIMU C TUIIEPCETMEHTUPOBAHHBIMHU
siipaMy. B HUX onipeleNsIoTCsl MPU3HAKA HE3PEJIOCTH
(TOBRILIICHHAS CTCNICHD 6230 MIMH IIMTOILIA3MEI, Ha-
JIMYMe TPaHyJI B IUTOILIa3Me). MoxeT 00HapyXK1BaTh-
Csl HEKOTOPOE KOJIMYECTBO MPOMOHOIIMTOB, HO MOHO-
0J1aCThI BCTPEYAIOTCS PEIKO.

VY 6onapmuHcTBa 60AbHHX XMMJI BHABASIOT-
csl TIPU3HAKK THUCTPaHYIOLUTON033a, YTO BEIpAXAcT-
CsI B IIOSBJICHUY HEUTPOGDUIOB C THIIO- WJIM AHOMAJIb-
HO TUIIEpAOIBYATHIMY SIIPaMU, HATHIHH aHOMAJIBHOM
3ePHUCTOCTH B ITUTOILTA3ME.

B Ma3Kkax 13 CTepHAILHOTO ITYHKTATA KOCTHOT'O MO3Ta
y > 75% GONBbHBIX OTMEYaeTCs TUTIEpKIIeTouHOCTh. Ha-
psgy ¢ 3TUM (DHKCHPYIOT CIIy4al ¢ HOPMOKIICTOYHBIM
KOCTHEIM MO3TOM M JIaXe IIPHU3HAKW TuIomiasuu. I'u-
TePILIa3HA KOCTHOTO MO3Ta 00YCIIOBIIEHA, TIPEXKIE BCETO,
NpoyM@epaIHeii KIIETOK TPaHy/IOLIMTAPHOTO Y MOHOLIM-
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TapHoro psaa. [1pu 5ToM 0TMevaeTcs TAKKe YBETHIeHHe
KOJIMYECTBA MOJIONBIX M HEe3PEIBIX KIIETOK 3pHTpoOIa-
CTUYECKOTO psAna. ¥ 6onbmuHCTBa 60MbHEIX XMMJI
TIPY UCCJICIOBAHUMA KOCTHOT'O MO3Ta OMpPEEIsSIeTCS Ha-
JIMIME AUCTPAaHYJIOLMTON033a, a HodTH ¥ 50% — muc-
3PUTPOTI033a (HONBYATOCTD SIIEP, TIOSBJICHUE 3PUTPO-
MIHBIX KJIETOK ¢ MEraio0JIACTOMIHBIMM IIPH3HAKAMU).
¥ 70—80% maneHTOB BRIABJISIOTCS MPHU3HAKY JTHUCME-
TAaKAPHOLIMTOII033a — HAJIMYME MUKPOMETAKAPHOLIMTOB
WIM MEeTraKapHOIMTOB ¢ aHOMAJIbHOH AOJIBYATOCTHIO
simep. Ilpy rUCTONOrMYEeCKOM H3YdEHHM TPENaHoOmo-
IITATOB KOCTHOTO MO3Ta OIpelesIsieTCsI THIIEPKIETOY-
HOCTh C YBEJIMYEHHEM KOJIMYECTBA HE3PEIBIX KIETOK
TrpaHyIoLMTapHoro psina. CogepxaHue 0JIaCTOB M ITpO-
MOHOIIUTOB MOXET OBITh IOBBITIEHHEM 10 20% . BEISIB-
JISTIOTCS O9AXKKH M MHOTTIA MapaTpaOeKyIpHbIe HHOIE-
Tparbl 13 CD123-110J10XUTENBHBIX TUIA3MOLIMTOMIHEIX
JEHAPUTHBIX KIETOK, HICHTU(DHIMPYEMBIX IIPH HMMY-
HOTMCTOXMMMYECKOM HCCIenoBaHy. Hepenko BbisIBIL-
IOTCS IIPU3HAKK MHET0hHOpo3a.

Tuneprutasusa mMdaTdeckux y3a0B mpu XMMIT
HabOogaeTcs HevyacTo. B myHKTaTax MIM THCTOJIOTH-
YEeCKHX IpeliapaTax Ipy 3ToM ompenensercs aubdys-
Hast MHOWIFTpaLuA 01acTaMy MUSTIOMIHOMN ITPUPOIHI.
B peakux ciyuasix reHepaau3oBaHHAsI TUMGbaTeHoIIa-
THSI MOXET OBITh IIEPBHIM IIPOSBIIEHHEM 3300/ IeBAaHHS.
IIpu 3TOM B IMMdATUIECKHX Y3JIaX OOHAPYXKMBAIOT-
Csl TaK Ha3bIBacMble IUIA3MOLIMTOMIHEIE MOHOLIMTHI
C OKPYIVIBIMU SIIpAMU C HEXHOU CTPYKTYpOH XpoMa-
THHA U YMEpEeHHO 0a3zodmipHOI tmToria3zmMoi. JlaH-
HBIC IUTOXMMHYECKOTO UCCICIOBAHHMS ITOATBEPXKIAIOT
HMX MOHOLIMTAPHYIO TIPHUPOLIY.

B Tabmuue npuBeAcHB KPUTCPHH YCTAHOBICHHSA
auarHo3a XMMUJI B cOOTBETCTBHHM ¢ ITOCJaeaHEH Kitac-

cudukanmeit BO3 2017 r. [4, 6].
Ta6nuua
Kpurepuu auarnocruku XMMJ1 (BO3, 2016)

DnuTenbHulii yCTORYMBRIA MOHOUMTO3 (> 1-108/n) B nepudepuye-
CKOii KPOBM C OTHOCUTE/ILHBIM COAEPXaHWEM MOHOLMTOB B NEAKOrpaM-
ue 2 10%

Hecooteetctaue kputepusm BO3 ans puarnoctuku BCR-ABLT* xpo-
HWMYECKOrQ MUENONEiko3a, NepBMYHOr0 Muenodubpoaa, MCTUHHOM NonK-
LMTEMUM, 3CCEHLMANBHOI TpOMOOLMTEMUM*

OtcyTcTBUMe A0KA3aTeNwCTB NEpecTpoiiku reHoB PDGFRA, PDGFRB,
FGFR1 wnu PCM1-JAK2 (RONXHbl GbiTb MCKIIOYEHBI B CAYYasiX C 903MHO-
dunuen)

< 20% 6nacToB B KPOBM M KOCTHOM MO3re™*

Awvcnnaaus B ogHoM unu Gonee NUHKIA Muenonoaaa. Mpu oTcyTCTBUM
WU MMHUMASTbHBIX NPU3HAKaX MUenogucnnaaun guariod XMMJ moxet
ObiTb YCTAHOBNEH NMPH BHINONHEHUM APYTUX YCIOBWA

NpuoGpeTeHHbe KNOHANLHBIE LIUTOTEHETHYECKME MM MONEKYNISIPHO-
TEHETMYECKME aHOMAUM B KDOBETBOPHBIX KNETKaxX™ **

MoHouuTo3 (paHee BuSBAEHHBIA) COXpaHAETCs MO kpaiiHed Mepe
Ha NPOTSIXEHUM TPex u Gonee MecsLeB

Wckmoyens BCe APYrHe NPMYMHN MOHOLUTO32
lpumeyanns
*Cnyyan MIMH mMoryT conpoBoXpaTbCA MOHOLIMTO30M M CMynupoeaTs XMMJL. Ue-
xmounTb XMMJ1 nomoraet uayyeHue netopun Goneanu, Hannume npusHakos MMH
B KocTHOM Mo3re u MIMH-accounmpoBanHbix myTaumid (JAK2, CALR wnn MPL).
**BRacTh M 3KBMBANEHTH GNAcTOB BKIOYAIOT MHENOGNAcTH, MOHOBNACTL M NPOMO-
HOLMTH. an onpeaeneHnn coaepxaHua 6nactoB DOIXHB 6biTb MCKMIOYEHB aHO-
MabHBIE MOHOLMTH.

***[IpH HATMYHH COOTBETCTBYIOLLIMX KIMHHYECKMX AAHHbIX AMArHO3 MOXET GbiTb
NOATBEPXAEH NPH BbIABNEHHH acCOLMMPOBaHHBIX ¢ XMMJ1 MyTauuid revos (TET2,

SRSF1, ASXL1, SETBP1).




B MoaudpuuupoBanHo# kinaccudpukanuu BO3
(2017 r.) mpeyiaraeTcsi MpOBOIUTH MPOTHOCTUYECKHA 3HA-
quMoe roapasnencHre XMMUJI Ha TpH IpyIibl ¢ y4eTOM
IPOLIEHTHOTO COAEPXaHUsI GJIACTOB M IIPOMOHOLIUTOB
B KOCTHOM Mo3re M Tiepudepuieckoii Kposu. K katero-
pr XMMIJI-0 orHOCATCA CiTy9au ¢ HaymmuueM < 2% 6m1a-
CTOB B ITepyepHUIeCcKOii KpOBU M < 5% — B KOCTHOM MO3-
re. ITpu XMMJI-1 conepxaHue 61aCTHBIX KJICTOK B KpO-
BH COCTaBJIAET OT 2 10 4% /vy oT 5 10 9% — B KOCTHOM
moare. ITIpu XMMJI-2 KomudecTBO 6,1aCTOB B KPOBH CO-
cTaBlseT oT 5 10 9% u B KocTHOM Mosre — oT 10 1o 19%
IIpY HAJIMYWH B LIMTOIUTA3ME KIICTOK MAJIoMeK Ayapa.

OlpaBIaHHBIM TaKXe CIWTACTCA BEUIEIEHHE «IIpO-
nuepaTUBHOTO» (KOIHMYECTBO JICHKOLIMTOB B KPOBU
> 13+ 10°/1) ¥ «TUCIUTIACTHYECKOTO» (KOMIECTBO JieH -
KOUMTOB B KpoBH < 13 * 10°/1) TvmoB XMMJI, umero-
KX PSAI KIMHUYECKHX M MOJICKY/ISIPHO-TCHETHYECKIX
OTIMYMIA, 06ycIIOBIeHHBIX abeppamusavu B RAS/MAPK
CHUTHAJTHHBIX ITYTSIX,

Pe3zysvmamut yumoxumuuecxux uccaedosanuii. 11pu-
MEHEHHE LIMTOXUMHUYECKHUX METONOB UIPAeT BAXHYIO
POJTh B YCTAHOBJICHHMH TTPUPOIBI IIATOJJOTMYECKIX KIIe-
ToK nipy XMMJI. O6HapyX1uBaeMbIe B KOCTHOM MO3re
M rIepu(epHIECKOM KPOBH TUCIUIACTHIECKU U3MEHEH-
HBIE MUEIO0IACTH U 60JIee 3peiThie KIIETKHU IpaHyIoIH-
TApHOTO psijia JAIOT YMEPEHHYIO ¥ BRIDAXCHHYIO peak-
LIMIO IIPH OIIPEACIIEHUH AKTHBHOCTH MUEITOIICPOKCHIIA-
3u1 (MIIO), Hadrom-AS-D-xiopatieratacrepassl (XAD)
M TIpH OKpAIIMBaHWH JIMITHIOB CYyTaHOM YepHBIM B.
B KJI€TOYHBIX 37IeMeHTaX MOHOIIMTAPHOTO psAfa peak-
1M TIpH BBISABJICHKMM akTUBHOCTH MITO u rmpu oxkpa-
CKE Ha JIMIIUABI C1a0as WM OTpULATE/IbHAS. AKTHB-
HOCTh XAD B MOHOOJIaCTaX, IPOMOHOLIMTAX X MOHO-
LINTAaX He ompexne/sercsa. MapKepHO# IJIst KJIETOK 3TOTO
psaa SIBISIETCS BEIpaXKEHHAS TIOJIOXUTETbHAS peaKIlvs
IIPH OIPEICICHUH AKTUBHOCTH HECIeLUUDUUECKOMH
a-HadTWwIaleTaTacTePa3bl M KUCI0il Hecneuubuae-
CKOM 3cTepasbl. AKTMBHOCTE KHMCION ¢ocdaTassl B MO-
HoOJ1acTax, MPOMOHOIMTAX ¥ MOHOLMTaX ciabas [11].

Pesyasmamul ummynogpenomunuposanun. Ha no-
BEPXHOCTHBIX MEMOPaHaX CyOCTpaTHBIX KJIETOK KOCTHO-
IO MO3Ta ¥ IIepudepudecKoil KpoBU 60IbHEX XMMJI,
KaK IpaBUIIo, ofpeiensiioTest anTureHsl CD33 u CD13,
B HOpMe 3KCITpecCHUpyIoNmecs Ha 60BIMTMTHCTBE KPOBET-
BOPHBIX KJIETOK-TIPEMIIECTBEHHUKOB, HE3PEIRIX U 3pe-
JIBIX KJIETKAX MOHOLIMTAPHOTO M TPAHYJIOLMTAPHOTO psia.
Bkcnpeccusa antureHoB CD14 u CD68 sipngercs Bapua-
6epHOI. B yacTHOCTH, CHIDKeHHAA 3Kcpeccus CD14
MOXET OTPaXaTh OTHOCUTEIBHYIO He3peJIOCTh MOHO-
1ToB. MoxeT Habmonarecs Taxke abeppaHTHasI 9KC-
npeccusa aHturenos CD56, CD2 [12, 13], cHikeHHas
akcnpeccus antureHoB HLA-DR, CD13, CD15, CD64
w CD36, acuHXpoHHast 3KcIpeccus aHTureHa CD34
Ha CO3peBaloIINX KiIeTKax. boiee yeM y 59% naimmeHToB
B ITOITY/ISILIMM MOHOIIMTOB OTMEYCHA CHIDKEHHAS KC-
npeccusa anrureHa CD11c [14]. PesymbraThl MIMMyHO-
(beHOTUIIMPOBaHUA B PSIZIE CIIyIaEB MOTYT ORITh UCIIOIb-
30BaHBI B AU depeHIMaTbHON quarHocTuke XMMIT
¥ PEaKTUBHOTO MOHONMTO3a. K YuCiTy MOROOHRIX KpH-
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TepUeB MOXET OBITh OTHECEHA TTOBHIIIIEHHAS SKCITPEC-
cus antureHa CD56, Hayaue abeppaHTHOI SKCITpec-
CHM IBYX WM 60J1ce aHTUTEHOB [ 15] b0 HamyuMe B Kpo-
B 6oiiee 90% CD14*CD16~- MoHo1uToB [16]. B KpoBH
y 60mpHBEIX XMMJT npy “MMYHOG €HOTHITHPOBAHUH MO~
XeT ORITh TaKKe 0OHApYKeHa MOMYIALMA LIMPKY/TMpY-
omux CD14"CD43*CD687CD4* 1ru1asMOLIMTOMIHBIX
IEHIPUTHBIX KIETOK [17].

Peszyasmampt yumozenemu4ecK020 U MoACKYAAPHO-
2EHEeMUH4eCcK020 aHAAU3a. AHOMAJTUU KAPUOTHIIA OTTpeTe-
Jsoted y 20—40% 6onpaex XMMJL. Haubosnee yacThi-
MM KJIOHAJIBHBIMU [IUTOTCHETHYECKUMH aHOMAIMSIMM
ABJIAIOTCA TpUcoMUst 8, MoHocomust 7, del(7q), aHo-
mamu 12p, Brmodas del(12p), del(20q), del(5q), Tpu-
comus 10, del(11q), Tpucomust 19 u Tpucomus 21 [18,
19]. Ocobyio noarpymry B coctase XMMJI cocTaBisa-
10T MALMEHTHI ¢ U30aupoBaHHoi i(17q). Hamruwue sio-
OBbIX HIUTOICHETHIECKHMX AHOMAJIMH, KpoMe -Y, aCCOLIU -
HUpyeTcsl ¢ HeGIarompUsATHHIM ITPOTHO30M.

Tlouru y 90% 6onbpHRIx XM MJI BHISIBASIIOT pa3iii-
HOTO poia MOJIEKY/IIPHO-TCHETHUSCKUE aHOMAH [18,
19]. Hanbosnee 4yacTo onpenensaior MyTalliui ICHOB, BXO-
IISIIHAX B COCTAB SIIUTCHETUYECKUX perystropoB (TET2,
AXL1, DNMT3A), KOMITOHEHTOB cIU1aiicocoMul (SF3B1,
SF3A1), TeHOB THPO3WHKIKHA3 U (PaKTOPOB TPAHCKPHII-
unu (JAK2, KRAS, NRAS, FLT3, RUNXT), reHoB, pea-
rupyloiux Ha nospexnenusa JHK (7P53) [20].

Daxmopsl npoznosa. I1petoxeHus 10 BEIIEICHUIO
JMOCTYITHRIX KIWHUKO-Ta60paTopHbix HaKTOpOB Mpo-
rHO3a 6a3HMpYIOTCS Ha PE3YJIbTATAX HCCIICTOBAHMIA 00JTb-
1 rpyrm 6omsHbIX XMMJIL. Tak, U. Germing u coas-
Tophl [21], obenenoBasime 212 mamuentoB ¢ XMMJI,
IOCTATOYHO yOEemTUTEIHLHO IOKA3aJIM, UTO (pakTopamu
HeOaronpUsTHOTO MPOrHO3a MOTYT ORITh COiepXaHue
61aCTOB B KOCTHOM Mo3re > 10%, ypoBeHb reMorioou-
Ha < 120 I'/n1 u nokasarenay abCOMOTHOTO COMEpXaHUS
TUMGOLIMTOB B KpoBH > 2,5« 10°/11. YcTanonnena mnps-
Masi KOPPEJISILIMOHHAS CBSI3b C IUTOXKMM IIPOTHO30M IIOBbI-
IIEHHOTO COMEPXKAHMS B KOCTHOM MO3Te 203HHO(MHIOB
u 6asodutos [22]. TTpu aToM 6a30¢HIHS KOCTHOTO MO3-
ra, 10 MHEHHUIO aBTOPOB, MOXET CITY>KUTh HE3aBUCHMBIM
KPUTEPHEM PHUCKA TpaHC(HOpMALIMHK B OCTPRIA MUEIIOM/I -
HEIH JTeiiko3. M. Breccia u coaBTops [23] CBA3BIBAIOT HE-
OIIArOIPUSTHBIN MPOTrHO3 TeIeHNUSI 3200JIEBAHUS C KO-
9eCTBOM JIEHKOIIMTOB B KpoBH > 13 ¢ 10%/11, TpoMGOITH-
Tonienmeit (< 100+ 10°/1), KommuecTBOM JIMMGOLIMTOB
B KpOBH > 2,5« 10°/1 ¥ TUCTUTIACTHYECKMMH H3MEHEHH-
SIMH B KJIETKAX TPEX OCHOBHBIX POCTKOB IeMoI1033a. bo-
Jiee HU3Kas BBDKMBAEMOCTH 60JTHHEIX OTMedeHa IIPH KO-
JIMJEeCTBe JIEUKOLIMTOB B KpoBH > 15+ 10°/11, comepxa-
HHMH TpoMOGoImTOoB < 100 * 10°/71 11 HayMIMu aHeMuH [24].
Tlo MHeHMIO emTe OTHOM rpyIITBI aBTOPOB [15], K 9ucTy
¢axkTOopoB HEOJArONMPHATHOTO MporHo3a mpu XMMIJIT
JTOJDKHBI OBITh OTHECCHBI JIEHKOITNTO3, BLICOKOE COIEP-
XaHHe MOHOLIUTOB U TUM(OLIMTOB, CHYDKEHHE KOJTMIe-
CTBa TPOMOOILIMTOB, HAJIMYMC IIMPKYIUPYIONTHUX B KPO-
BY HE3PEJIBIX KJIETOK IPaHyJIOLIMTAPHOIO psAa M BHICO-
KO€ ITPOLIEHTHOE COAEPXAHHKE 6JIACTOB B KOCTHOM MO3IE.
C 5TMHU JaHHEIMH COTJIACYIOTCS Y PE3YIIBTATHI UCCIIEO-
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BaHMI Apyrux aBropos [25]. @axTophl pucka TpaHcdop-
mar XMMJI B oCTpEILi MMEJIOMTHBIH JICHKO3 C YBEJIH-
yeHueM ynciia CD34-1oJ10XUTeIbHEIX 0J1aCTOB paccMa-
TpuBaioTcst M. Patnaik u coaBropamu [19].

Kak u mpu MZIC, nipeioxXeH psifi CHCTEM TSI IIPO-
rHo3upoBaHMs TedeHuss XMMIJI [25], mpoxomsmiix B Ha-
CTOSITIIEE BPeMSI UCTTHITAHUS B IPAKTHIECKUX YCIOBHSIX,

B PedepeHTHOI 1ab0paTOpUM OTHENa OHKOTEMa-
Tonorud MHCTUTYTa 3KCIIE PUMEHTAILHOM IIATOJIOTHH,
oHKojioruH 1 paguoouonorun (USIIOP) mm. P.E. Ka-
Berikoro HAH Yxpavxnl Ha ripoTsckeryy 1996—2016 .
NpoBejeHa YTOYHEHHAsI AMarHocTuka 524 ciyyaeB
XMMJI (307 MyxuuH, 217 XeHIMH) cpeay GOTbHBIX,
HaIpaBIseMbIX C IeNbI0 YTOYHEHHON NMarHOCTUKH
M3 FTeMaTOJIOTHIECKUX OTAEICHU A KJTMHUK W OHKOTUC-
maHcepoB Kuesa u 20 obnacreit YkpauHsl. /IluHaMuka
ciydaes XMMII, ararHOCTHPOBAHHBIX ITO roAaM, IIPe-
craBieHa Ha puc. 1. Ha puc. 2 npowuiiocTpupoBaHoO
pacnpeaencHe 6oapHBIX XMMJI, 1MarHocTHpOBaH-
HBIM 33 YKa3aHHBIM IIEpHOJ, 10 BO3PACTy CPEIH MyX-
yuH (Bo3pacT 26—90 ner, MemuaHa 66 JieT) ¥ XeHIIHH
(Bo3pacr 22—89 ner, MenuaHa 67 JeT).

Bo3spactHoe pacripenereHuie 6ompHEIX XMMUJI, mia-
THOCTUPOBaHHBIM B PedepeHTHOI TabopaTopuH, B 11e-
JIOM COOTBETCTBYET H3BECTHOMY I10 JAHHBIM JOCTYITHO#M
JIMTEPATYPHI IJI APYTHX CTPaH IT0OKA3ATEIIO0, XOTS Cpel-
HHIT BO3pacT GOJIbHBIX HA MOMEHT YCTAHOBJICHMS 1T~
ar{o3a HeCKOJIBKO HIDKE, YeM B cTpaHax amana. Yro
KacaeTcs ¢Bsisd 3aboneBaeMoct XMMJII ¢ mourens-
HBIM BO3IEHCTBHEM paTUaIliH B IIOCTIEPHOOBLTECKHI
TEPUO/, TO 3TOT BOMPOC TPeOYET NATbHEMUINEro UCCIe-
JIOBaHWST HA OCHOBE CO3Ialomelics B OTeNne 6a3bl TaH-
HBIX 60JIBHBIX OHKOT¢MaTOJIOTMICCKMMH 3a001€BaHU -
SIMU U3 Pa3HbIX PETHOHOB YKpPauHHI.

Pa6ora BBIIIOIHEHA ITPH ITOAIE PXKE LIEACBOI KOMII-
JIEKCHOM MEXTHUCLIMIUTMHAPHOM MPOrpaMMBI HAYIHBIX
uccnepopanmii HAH Ykpaunnl «MoneKyIsipHBIe H KJIe-
TOIHBIE GUOTEXHOIOTHH )15 IOTPeOHOCTE N METUIMHEI,
MMPOMBIIIEHHOCTH Y CETHCKOTO X03s1iicTBa» (Ne rocpe-
ructparmn 0115U002969).
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AIATHOCTUKA XPOHIYHOIO
MIEJIOMOHOLUMUTAPHOIO JIEKKO3Y
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C.B. Kosaav, A.C. Horimyr, M.II. 3aseaeeuy,
0.0. Dirvuenros, O.M. Baxyavuyx

Incmumym excnepumenmanvHoi namonoeii, onkoaoeii
i padiobionoeii im. P.€. Kaseyvxozo HAH Yxpainu,
Kuie, Yxpaina

Pesiome. Ananizyiomocs oani docmynHoi Aimepamypu
ma pe3yabmamu 61acHUX 00CAi0xceHb asmopie cmo-
COBHO KAIHIK0-1a60pamopHUX 03HAK XPOHIYHO20 Micn0-
MOHoyumapHoeo aeiixozy (XMMJI). XMM.JI ¢ odniero

3 (hopm mienoducnaacmuyHux/micaonponichepamuerux
HO80YmM@opers, 045 AKOI XapaKmepHUMU € KiabKicmb
Monoyumig, axa nepesuwyye 1,0+ 10P/a, éiocymuicmo
anumoezo zera BCR-ABL1 i emicm Gaacmuux Kaimux
ma npomoxouumie y Kicmxoeomy Mo3xy i nepugepuy-
HoOT Kposi, wo He docszae 20%. Y cmammi nasedero
yumomopgonoziyni, imyrogpenomunoei kpumepii dia-
eHocmuku XMMUJI eionogiono do nepeansanymoi xkaa-
cugixayii Bceceimuboi opeanizayii oxoporu 300poe’s
2017 p. HasedeHo y3aeanvreni dani npo 524 xeopux
XMMUJI, o6cmescerux y 6i00ini onxocemamonoeii In-
cmumymy eKchepumMernmanvHoi namonoeii, OHK0A0-
2ii i padiobionozii im. P.€. Kaseyvkozo HAH Yxpainu
enpodosc 1996—2016 pp.

KinrouoBi cioBa: XpOHITHII Mi€JIOMOHOITUTAPHUIA
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DIAGNOSIS OF CHRONIC
MYELOMONOCYTIC LEUKEMIA

L.M. Sklyarenko, D.F. Gluzman, 1.S. Ivanivska,
S.V. Koval, A.S. Polishchuk, M.P. Zavelevich,
A.A. Philchenkov, A. M. Vakulchuk

R.E. Kavetsky Institute of Experimental Pathology,
Oncology and Radiobiology, NAS of Ukraine,
Kyiv, Ukraine

Summary. The available literature data and the results
of authors’ own studies on the clinical and laboratory
Jeatures of chronic myelomonocytic leukemia (CMML)
are presented. CMML is a myelodysplastic/myelo-
proliferative neoplasm with monocyte count of at least
1.0+ 1(?°/1, without BCR-ABL 1 fusion gene and with
Jewer than 20% blasts and promonocytes in bone mar-
row and peripheral blood. Diagnostic criteria of CMML
as well as morphocytochemical, immunophenotypic
and cytogenetic characteristics of CMML according to
2017 revision of WHO classification are reviewed. The
data on 524 CMML patients diagnosed at the Oncohe-
matology Department of R.E. Kavetsky Institute of Ex-
perimental Pathology, Oncology and Radiobiology in
1996—2016 are summarized.

Key Words: chronic myelomonocytic leukemia,
diagnostic, WHO classification.
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