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XpPOHUYECKUI MUETOMOHOUMTAPHBIN JIEHHKO3
(XMMJI) B coorBeTcTBUM ¢ DpaHKO-aMepHKaHO-
opuranckoii (PAB) knaccudukanuein 1986 r., Hapsmy
C ellle YeTBIPEMSI HO30JIOTMUYEeCKUMU (hopMaMM, BXOTUIT
B COCTaB MUeoaUCILIacTHYecKuX cuHapomoB (MJIC).
Ha nomto XMMIJI nipuxonunocs 10 20% Bcex ciiydaes
MAC [1, 2].

Ho yxe B mepBoi#l pegakuuu kjiaccuduKauuu
Bcemupnoii opranuszamnum 3npaBooxpaHeHus (BO3)
2001 ., mpuinenmeit Ha cMeny @AB-k1accudukammm,
XMMUJI ObL rTepeBeicH B KATETOPUIO MUEIOIUCILIACTH -
YeCKMX CUHAPOMOB/MUEIOIPOIrhepaTUBHBIX HOBOOO-
pazoBanuii (MJIC/MITH) — kjioHaTbHBIX TIPOLIECCOB,
KOTOpBIE K MOMEHTY MaHU(eCTaIlui UMEIOT MOpdoJI0-
TMYEeCKUe U KJIMHUKO-1ab0paTopHble TPU3HAKU, TTPU-
cynie kak MJIC, Tak u MITH [3].

B rpynny MJIC/MIIH B cOOTBETCTBUMU € MOCIEI-
Hell MmonudunupoBaHHOU kKinaccudukanueinr BO3
2017 r. [4], Hapsaomy ¢ XMMJI, BXOomsIT aTUIIMYECKUIA
BCR-ABL I-oTpulaTeIbHbIi XpPOHUYECKUI MUEIO-
neiiko3 (aXMJI), 10oBeHWJIBHBINT MUEJIOMOHOIIMTAP-
HbIi neiiko3 (FOMMIJII), MJIC/MITH Heknaccudpu-
mupoanHoe (MJAC/MITH-H) u B KauecTBe «IIpel-
BapUTEJIbHOM» HO30J0THU4YecKoil ¢opmbel — MJIC/
MITH c konbueBbIMU cuAepoOIacTaMu U TPOMOOLIM -
to3om (M C/MITH-KC-T). Ha nomto XMMJI npu-
xonutcst 6osee 30% Beex ciygaeB M C/MITH. Tlo-
MUMO nepBuuHOro XMMIJI, BuIACNISIIOT BTOPUYHBIN
XMMUJI, cBsg3aHHBI ¢ paHee MPOBOAMBIIEICS Tepa-
nueit (t-XMMJI). JlaTeHTHBII nepuoa Mpu pa3BU-
tiu t-XMMUJI B cpenHeM cOCTaBJIsIET 10 LIECTH JIET.
ITpu BropruuHoM XMMIJI B KpOBETBOPHBIX KJIETKaX
BBISIBJISIIOT IIMTOTCHETUUECKIE aHOMAJIMU, OTIPEIeIIs -
IolIMe KpaliHe HeOJaronpusTHHIN MPOTHO3 U 0oJjiee
HU3KYIO0 BBIXKMBAEMOCTb OOJBHBIX [5].

OtnuuuTellbHBIM TIpu3HakoM XMMJI, B ocHoBe
BO3HUKHOBEHMUSI KOTOPOTO JIEXKUT MOpakeHue CTBO-
JIOBO¥ TeMOMOATUYECKON KJIETKM B KOCTHOM MO3-

u3 ghopm Muea00uUcnAaCmu4ecKux/MueaonposudepamuHbix Hogooopa306anuil,
Xapaxmepusyuweics Koau4ecmeom mMoHoyumos, npegviuarouum 1,0+ 10/,
omcymcemeuem caumuoeo eena BCR-ABL 1, codepacanuem baacmubix Kaemok
U NPOMOHOUUMO8 8 KOCMHOM M0O32€e U nepughepuueckoil Kposu, He 00Cmuaoujem
20%. B cmamuve npusedetst yumomopghosoeuteckue, UMMyHOpeHOMUnu4ecKue
kpumepuu duaenocmuxu XMMJI 6 coomeemcmeuu c nepecmMompeHHoll Kaaccu-
@uxauueii Becemuproii opeanuzauuu 30pasooxpanenus 2016 e. [Ipedcmaenervt
0000uennbvle dannwvle 0 524 60avrbix XMMJI, 06credosanivix 6 omoene oHkoce-
mamonoeuu Hncmumyma skcnepumenmansHoll namoao2uu, OHKoA02UU U paduo-
ouonoeuu um. PE. Kaseyxoeo HAH Ykpaunst na npomsycenuu 1996—2016 ee.

re, SIBISETCS MEePCUCTEHTHBIM MOHOINUTO3. AGCO-
JIIOTHOE KOJIMYECTBO MOHOIIMTOB B MepudepruiecKoit
kpoBu mipesbimnaet 1,0+ 10°/n. KonmnuectBo 61acTOB
¥ MIPOMOHOIIUTOB B KOCTHOM MO3T¢ HE IOCTUTraeT
20%. OtcyrctByeT Ph-xpoMocoMa WiIM CIMTHBIN TeH
BCR-ABL]1 |6]. Ilpu Bepudunkanmm qrnarnosza XMMIJI
TaKxKe JOJIKHbBI ObITh UCKITIOUEHBI CTyJau C IIepecTpoii-
Kamu reHoB PDGFRA, PDGFRB, FGFRIw PCM1-JAK?2,
BCR-JAK2 vinu ETV6-JAK2. B xeTKax OqHOM WIu 60-
Jiee IMHUI MUEJI0M033a 0TMEYaloTCsl TUCTUIACTUYECKIE
U3MeHeHUs. Y OOJbIIMHCTBA OOJIbHBIX HAOIIOAAIOTCS
yBEJIUYEHUE KOJIMYECTBA JEHKOLIMTOB U MOHOIIMTO3,
COXPaHSIOIINICS Ha TMIPOTSLKEHUN He MEHee TpeX Me-
csueB. [1pu 3ToM HEOOXOIMMO UCKITIOUUTh APYTre BO3-
MOXHBIE TIPUIMHBI MOHOILINTO3a (HAJTMYME OITyXOJIeH,
MH(EKIIMOHHO-BOCITAJIUTEIBHBIX ITPOIIECCOB).

IMpuunHbl Bo3HuKkHOBeHUsT XMMIJI ocraiorcst He-
BeISICHeHHBIMU. [loararoT, 4TOo B pa3BUTHM 3a00Jie-
BaHMSI B HEKOTOPBIX CIyJasix MOTYT UIpaTh POJb He-
GyaronpusTHBIC (PAKTOPHI, HAIMYKME KaHILIEPOTe€HHBIX
BEIIIECTB B OKPYKAIOIIEH cpene, NelCcTBUe NOHU3UPY-
IOLLEN pagualuu.

ITokazatenu 3aboneBaemoctu XMMII B paznuu-
HbIX cTpaHax cocTtaBiusioT 0,37—0,40 Ha 100 000 exe-
ronHo [7, 8]. CpeaHuii Bo3pacT MaluMeHTOB, CPeAr KO-
TOPBIX NPE00Iagal0T MYXKUMHBI, KOJIe0JIeTCsl B Ipee-
Jax 65—75 ner [8, 9].

Kaunuko-eemamoaocuneckue npusnaxu. KnimHuko-
reMaToJIOTUYECKUEe U IIUTOMOPdOJIOrMIecKue MposiB-
JieHus y 6o1pHbIXx XM MJI upe3BblyaiiHO reTepOreHHBI,
HarmoMuHaloT Habmogatomuecss npu MJIC u MITH.
HepenknuMu SBISIOTCS TaKMe CUMITTOMBI, KaK clia-
00CTh, YMEHBIIICHNE MaCChI TeJa, TUXOpagKa, TeMop-
paruyeckue mposiBjieHus. Ouaru aKCTpamenyJIsspHOR
UHOUABTPALIMU OMPENESIOTCS B CEe3eHKe U Teve-
HU. Y 4acTU TMAaIMEeHTOB BBISIBISIOTCS JIUMdameHora-
THS, TTIOpaXKeHU KOXU, HAJTM4IMe 9KccyaaTa B OpIomI-
HOI ¥ TUTeBPaJIbHOI TTOJIOCTH, M3peaKa — HaPYIICHUS
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(byHKIIMM TTOYEK, COMTPOBOXKIAIOIINECS TTOBBIIIEHUEM
YPOBHS JI30IIMMAa B CBIBOPOTKE KPOBH U MOYE.

[Toutn y TpeTn OONBHBIX OTMEYAETCS ITOBBIIIIC-
HUE YPOBHSI UMMYHOTJIOOYJIMHOB B ChIBOPOTKE KPO-
BU, a 'y 5—6% BBISIBISIETCSI MOHOKJIOHAJIbHBII TTPOTE-
uH. Kak npaBuio, y maleHTOB MOBBIIIEHA CKOPOCTh
OCEIaHUS IPUTPOIIUTOB. AyTOAaHTHUTEIAa, KOTOPHIE MO-
TYT BKJTIOUYATh W XOJIOIOBEIC arTIIIOTUHUHBI, OTIPEIeIIs-
IOTCSI TOYTU Y MOJIOBUHBI O0JIbHBIX [10].

BrisiBnsiemast y 60nbHbIX XMMJI aHeMust 00bIYHO
HOpMOLIMTapHasl, THOTIa MakpolmTapHasi. YacTo otMme-
YaeTcsl yMepeHHasi TPOMOOLIMTONIEHUS M HAJIMYKE B Ma3-
KaX KpOBY aTUITMIHBIX KPYITHBIX TpoMOo1uTOB. [Tpn mc-
cJieoBaHUU NepUu@epruIecKoit KpOBU y YaCTU OOJIbHBIX
OIpeNesIeTCs HOpMaIbHOE U CHYDKEHHOE KOJTMYECTBO
JieiikouToB. OTMeYarolIniics B 3TUX CJTydassiX MOHOLIM -
TO3 COUYETAETCS C IPU3HAKAMU HEHTPOIICHUH.

Kaxk mpaBuiio, comep:xaHne MOHOILIUTOB B JICKO-
rpaMme mipeBbiiaet 10%, a abCoToTHOE KOJMIECTBO
MOHOLIMUTOB B nepudepuueckoii KpoBU KoJjiedieTcs
B npeaenax 2—5 ¢ 10°/1. B oTaenbHBIX CIydasx MOTYT
oTMe4aThcst 0osiee BricoKMe mokasatesu (> 8 ¢ 10°/1).
MOHOIINTHI IPEACTABIISIOTCS 3pEIBIMU, C HEM3MEHEH -
HBIMH TIUTOMOP(POTOTHIECKUMU TIpU3HaKaMu. JInImb
B HEOOJIBILIOM YHUCJIE CydyaeB OTMEUaeTCsl MOBbIIIEH-
Hasl 1OJbYaTOCTb SIJEP, HEXXHAsl CTPYKTYpa XpoMaTu-
Ha, HaJW4YKhe HeOOBIYHOM 3epHUCTOCTU B IIMTOILIA3-
Me. B mepudepmyeckoii KpOBU MOTYT OIIPEIeISITHCS
He3peJble KIETKU TPaHyI0IUTapHOro psiaa (TipoMue-
JIOLUTHI, MUEJTOLIMTHI), COAEPKaHUE KOTOPBIX HE Mpe-
Boimaer 10% ob1ero Kojinyectna JeidkouuToB. Co-
IepKaHue 03MHOMWIOB, KaK MpaBujIo, B Mpeaeaax
HOPMBI, a KOJIUYECTBO 0a30(pUIIOB MOXKET OBITH HE-
CKOJIbKO MOBBILIeHHBbIM. Ha GOJbHBIX ¢ 203UHODU-
JIueli, acCOUMUPOBAHHOMN cO cneuudUuUecKuMu 1u-
TOT€HETUYECKUMMU aHOMAaJIUSIMU, CleayeT oOpallaTh
0co00€ BHUMAaHHUE.

O061Iee KOJIM4YeCTBO 06JaCTOB M MIPOMOHOIIUTOB
BJIeiiKorpaMMme He JOJDKHO MpeBbiiaTh 20%, B IPOTUB-
HOM cJTy4ae J0JIKeH ObITh yCTAHOBJIEH JUAarHO3 OCTPO-
ro Jieiiko3a MUETOUIHOTO MPOUCXOXKIAEHUSI.

MoHOoUMTHI MHOTAA MOP(OIOTrMYECcKU MpeacTaB-
JISTIOTCSI aHOMAJIBHBIMU C TUIIEPCETMEHTUPOBAHHBIMU
aapaMu. B HUX onpenessroTcsT Mpu3HaK! He3peIOoCTH
(TIoBbILIEHHAs cTeneHb 0a30(UINK LIUTOIIAa3Mbl, Ha-
JIMYMe TpaHy B LiuToruiasme). MoxkeT oOHapyKuBaTh-
Csl HEKOTOPOE KOJIMYECTBO ITPOMOHOILIMTOB, HO MOHO-
0J1aCThI BCTPEYAIOTCSI PENKO.

Y 6onbminHcTBa 00J1bHBIX XMMIJI BBISBISIOT-
Csl TIpPU3HAKM TMCTPAHYJIOLMTON033a, YTO BbIpaxkaeT-
CsI B TIOSIBJIEHUU HEATPO(UIIOB C TUIO- WX aHOMAaJb-
HO TMIIePAO0AbYATHIMU SIAPAMU, HAUITMYUY aHOMaJIbHOM
3¢PHUCTOCTH B IIMTOTLIA3ME.

B Ma3kax n3 cTepHaIbHOTO ITyHKTaTa KOCTHOTO MO3Ta
y > 75% GOJbHBIX OTMEYAETCS TUIIEPKIIETOYHOCTh, Ha-
psiay ¢ 3TUM (PUKCUPYIOT Clydald ¢ HOPMOKJIETOUHBIM
KOCTHBIM MO3TOM M Jaxke MpU3HaKU runoruiazuu. ['u-
TepIuIa3us KOCTHOTO MO3Tra 00YCIIOBJIEHA, TIPEKIIE BCETO,
nponmdeparreii KICTOK TPaHyIOUTaPHOTO K MOHOLIH-
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TapHoro psiga. [1py 3ToM oTMevaeTcst Takeke yBeJTudeHre
KOJINYECTBA MOJIOIBIX M HE3PEJIbIX KJIETOK 3PUTPOOIIa-
CTHUUYECKOro psifa. Y OoJiblIMHCTBA 00JIbHBIX XMMIJI
TIPU MCCIIEIOBAHNY KOCTHOTO MO3Ta OIpeIeIsieTCs] Ha-
JIMYMe AUCTPaHY/IOLUTOI033a, a moutu y 50% — auc-
SPUTPOTI033a (IOTBUATOCTD SIIACP, MOSIBICHUE 3PUTPO-
WIHBIX KJIETOK C METrajo0IacTOMIHBIMU TIPU3HAKAMM).
V 70—80% mauueHTOB BBISBISIOTCS IIPU3HAKU AMCME-
rakaproInTON033a — HAJIMI1e MUKPOMETaKapruoIIUTOB
WM MerakapuouuToB ¢ aHOMaJIbHOM J0JbYaTOCThIO
saep. I1pyu TUCTOIOTMYECKOM M3YyYEeHUHU TPEITaHOOHUO-
MTaTOB KOCTHOTO MO3Ta ONPEeNesieTCs] TUIMepKIeTOY-
HOCTb C YBEJIMYEHHUEM KOJMYECTBA HE3PENbIX KIECTOK
rpanyjaouutapHoro psiza. ConepskaHue 0J1acTOB U TTPO-
MOHOLIMTOB MOXET ObITh ITOBBIIIEHHBIM 10 20%. BoIsiB-
JISTFOTCSI O9aKKM ¥ MHOTIA ITapaTpadeKyIsIpHbIe MTHWITb-
Tpathl 13 CD123-M0M0XNUTEIbHBIX TIa3MOIIUTOUTHBIX
MEHIPUTHBIX KJICTOK, NACHTU(DULIMPYEMBIX TP UMMY-
HOTMCTOXMMIYIECKOM MCCIefoBaHN. Hepeako BEISBISI-
[0TCS MMPU3HAKU MUEI0GhUOpo3a.

Tuneprnasus tumdarnyeckux y3aos npu XMMJI
HaOogaeTcs HeyacTo. B myHKTaTtax WM TMCTOJOTU-
YeCcKUX Mpernaparax npu 3ToM onpeaensiercs: nuddys-
Hast THGUIBTpALMST 61acTaMU MUACTIOMIHOM IIPUPOIHI.
B penxux ciydyasix reHepajinM3oBaHHas JuMdbaaeHona-
THUSI MOXET OBITh ITEPBBIM TTPOSIBIICHUEM 3a00/1eBaHUS.
IIpu 3ToM B nuM@aTndecKux y3iaax oOHapyKMBAIOT-
csl TaK Ha3bIBaeMble IIa3MOIUTOUIHBIE MOHOILIUTHI
C OKPYIVIBIMU SIAPAMM C HEXXHOM CTPYKTYpPOM Xpoma-
TUHA U YMEPEeHHO 0a30(UIbHOI IMTOIIa3Moil. laH-
HBIE IUTOXUMUIECKOTO UCCIIeIOBAHMS TTOATBEPKIAIOT
X MOHOIIUTAPHYIO IIPUPOIY.

B Tabnuiie mpuBeneHbl KPUTEPUH YCTAHOBJICHUS
nuarHoda XMMIJI B coOTBETCTBUU ¢ MOCJEIHEN Kiac-

cudukaumeit BO3 2017 r. [4, 6].
Tabnuua
Kputepun puarnoctuku XMMJ1 (BO3, 2016)

[inuTenbHblil yCTOMYMBLIA MOHOLMTO3 (> 1+ 10°/n) B nepudepnye-
CKOVi KPOBW C OTHOCUTENbHBIM COLlEPXaHNEM MOHOLMTOB B IEKOrpam-
me > 10%

Hecootsetctaue kputepusm BO3 png auarHoctukn BCR-ABLT* xpo-
HWYECKOro MUEeNoneiiko3a, nepeuYHOro Mnenopnubposa, NCTUHHON nou-
LMTEMNN, SCCEHLMaNbHON TpoMboLmMTEMUN™

OtcyTcTBUE f0Ka3aTeNbCTB nepectpoiku reHos PDGFRA, PDGFRB,
FGFR1 wnu PCM1-JAK2 (BonXHbI 6bITb UCKITIOYEHbI B Cy4asix C 903MHO-
dunueit)

< 20% 6nacToB B KPOBM W KOCTHOM MO3re**

[ucnnasns B oaHoI uiu 6onee nuHWiA Muenonoasa. Mpu 0TcyTCTBUM
UAN MUHAMAnbHBIX NPU3Hakax muenogucnnaum guarios XMMJ1 moxet
ObITb YCTAHOBMEH NPU BbINONHEHWM APYIUX YCNOBUIA

Npno6peTeHHble KNOHaNbHbIE LMTOTrEHETUYECKIME U MONEKYNSIPHO-
reHeTMyeckne aHoManum B KPOBETBOPHBIX KNeTkax™**

MoHOLWMTO3 (paHee BbISIBAEHHbIN) COXPAHAETCS N0 KpalnHen Mepe
Ha NpoTsiXeHun Tpex u bonee mecsiLeB

VICKI04€eHbI BCE APYrE MPUYMHBI MOHOLMTO3a
lpumeyanns
*Cnyyan MIMH moryT conpoBoXaaTbCst MOHOLMTO30M U cumynupoBats XMMJI. Uc-
knounTts XMMJ1 nomoraeT u3yyeHue nctopum 60nesnu, Hanuave npusxakos MMH
B kOoCTHOM Mo3re n MIMH-accouunpoBantbix Mytaunit (JAK2, CALR wnn MPL).
**BnacTbl 1 9KBMBANEHTbI 671ACTOB BKIIIOYAIOT MMEN06AACTbI, MOHOBNACTHI 1 MPOMO-
HOLITBI. an onpepeneHnn cogepxaHus 6nactos JOJIXHbI ObITb MCKITIOYEHbI AHO-
ManbHble MOHOLMUTHI.

***MpK HaNM4YUM COOTBETCTBYIOLMX KIMHNYECKNX JAaHHbIX AMArH03 MOXET ObiTh
NoATBEPXAEH NPy BbIBNEHNM accoLnmpoBanHbix ¢ XMMJT myTaumii reHoB (TET2,

SRSF1, ASXL1, SETBP1).




B MomudunupoBanHoii kinaccudpuxkanuu BO3
(2017 .) mpemmaraeTcs MpOBOIUTH ITPOTHOCTUYECKY 3HA-
yuMmoe noapasnesnienre XMMII Ha Tpu ITpyIIIbI ¢ y4eTOM
TIPOTIEHTHOTO COAEPXKaHUsT OJIACTOB M TIPOMOHOITUTOB
B KOCTHOM Mo3re U nepudepudyeckoit Kposu. K katero-
pyn XMMJI-0 otHOCsITCST Ccitydau ¢ HamuueM < 2% 6i1a-
CTOB B Iiepuepr4ecKoii KpoBu 1 < 5% — B KOCTHOM MO3-
re. [Ipu XMMUJI-1 conep:kaHue 0J1aCTHBIX KJIETOK B KPO-
BU COCTABJISAET OT 2 10 4% 1/uiu oT 5 10 9% — B KOCTHOM
Mmoszre. [1pu XMMJI-2 KoiauyecTBo 6J1aCTOB B KPOBU CO-
cTaBisieT oT 5 10 9% u B KocTHOM Mo3re — ot 10 10 19%
MpY HATMIWH B IIMTOIIA3Me KJIETOK Majlouek Ayapa.

OrmpaBOaHHBIM TaKKe CUMTACTCST BBIICICHUE «ITPO-
mdepaTUBHOTO» (KOJIMYECTBO JIEHKOIIMTOB B KPOBU
> 13+ 10°/1) 1 «IUCIIACTUYECKOTO» (KOJIMYECTBO JIeii-
KouuTtoB B KpoBu < 13+ 10°/1) tunos XMMJI, umero-
WX PSI KIMHAYECKUX U MOJIEKYJISIPHO-TEHETUIECKIX
OTJIMYMIA, 00yCIIOBIICHHBIX abeppanusiMu B RAS/MAPK
CUTHAJIbHBIX ITyTSIX.

Pezyavmamot yumoxumuueckux uccaedosanuii. Ipu-
MEHEHUEe LIMTOXMMUYECKUX METOIOB MIpaeT BaxKHYIO
pOJIb B YCTAHOBJICHUHU TIPUPOIBI TTATOJIOTUIECKUX KIIe-
ToK Tipy XM MJI. O6Hapy:K1nBaeMble B KOCTHOM MO3Te
" ieprdepruIecKoii KpOBYM TUCTUIACTUICCKY N3MEHEH -
HbIe MMEJIO0JIACTHI U 00Jiee 3pesible KIETKU rPaHyI0Iu -
TapHOTO psifia Jal0T YMEPEHHYIO 1 BbIPAXXEHHYIO peak-
LIMIO TIPY OTpeieICHUM aKTUBHOCTU MUEIOTIEPOKCHIA -
3p1 (MI10), HapTOT-AS-D-Xs10parieTaractepassl (XAD)
U TIpU OKpaIIWBAaHUM JIMIINIOB CyIaHOM YepHBIM B.
B kj1eTOUHBIX 3JIeMEHTaX MOHOIIMUTAPHOTO psina peak-
LMl IPU BBIsIBJIeHUU akTUBHOCTH MITO u npu okpa-
CKe Ha JUMUIbI cliabasi Wi oTpulaTeIbHast. AKTUB-
HOCTh XAD B MOHOOJIACTaX, IIPOMOHOIIUTAX M MOHO-
LIMTaX He oTpeaeisieTcs. MapKepHOM IS KIIETOK 3TOTO
psina SIBIIIeTCS BhIpasKeHHAas ITOJIOXKUTEIbHAS PeaKIIis
MpU ONpeneIeHUM aKTUBHOCTU Hecneuuduueckoi
a-HadTUIaueTaTacTepa3bl U KUCION Hecreuuduue-
CKOI1 3cTepa3bl. AKTUBHOCTB KUCIOH (pocdaTasbl B MO-
HoOJacTax, TPOMOHOLIMTAX U MOHOoLUTax cjiabas [11].

Pesyasvmamut ummynogpenomunuposanusn. Ha mno-
BEPXHOCTHBIX MEMOpaHax CyOCTPaTHBIX KIIETOK KOCTHO-
ro Mo3ra u repudepuueckoit KpoBu 00abHBIX XMMIJI,
KaK MpaBuJio, onpeaenstorcd aHtureHsl CD33 u CD13,
B HOpPMeE 3KCITPECCUPYIONINECST Ha OOMBITMHCTBE KPOBET-
BOPHBIX KJICTOK-TIPEIIIICCTBEHHNKOB, HE3PEIBIX U 3pe-
JIBIX KJIETKAX MOHOLIMTAPHOT'O 1 TPAaHYJIOLIMTAPHOTO PsIIa.
Okcnpeccus antureHoB CD14 u CD68 siBiisieTcst Bapya-
6enbHOM. B yacTHOCcTH, cHIKeHHas skcnpeccus CD14
MOXKET OTpaxkaTh OTHOCUTEIBHYIO HE3peI0CTh MOHO-
UTOB. MOXeT HaOMOnaThCsl TaKKe abeppaHTHAsT SKC-
npeccus antureHoB CD56, CD2 [12, 13], cHIKeHHas
skcnpeccus antureHoB HLA-DR, CD13, CD15, CD64
ni CD36, acuaxpoHHas akcnpeccus antureHa CD34
Ha CO3peBaloLLIMX KiIeTKax. bonee uem y 59% nanmeHTOB
B TIOIYJISIIAA MOHOILIUTOB OTMEYeHa CHIKEHHAsT 3KC-
npeccus antureHa CD11c [14]. Pe3ynbsraTel UMMYyHO-
(EeHOTUTTUPOBAHUS B PSIAE CIy4aeB MOTYT ObITh UCTTOb-
30BaHbl B AuddepeHanbHoi nuarnoctuke XMMJI
1 peaKTMBHOTO MOHOLINTO3a. K 9mciy momoOHBIX KpH-

TEPUEB MOXET OBITh OTHECEHA TTOBBIIIIEHHAS KCIpec-
cug antureHa CD56, Hanmune abeppaHTHOM SKCIIpec-
CUU IBYX WK O0Jiee aHTUTEHOB [ 1 5] mnbo Hanuyue B Kpo-
Bu 6osiee 90% CD14*CD16~ moHouwmToB [16]. B kpoBu
y 60sbHBIX XM MJI npu uMMYHO(EHOTUITUPOBAHUY MO-
JKET OBITh TAKXKe OOHApY:KEeHa MOMYJISILIUS LIUPKYIUPY-
omnx CD147CD43*CD68*CD4* 1u1a3MOLMTOMIHBIX
JNIEHAPUTHBIX KJIeTOK [17].

Pe3yavmamul yumozenemuuecko2o u MoAeKyAAPHO-
2eHemu4ecK020 anaiusa. AHoMaavy KapuoTura ornpeje-
nstrotest y 20—40% 6onpHbIx XMMUJL. Hanbosee yacThbi-
MU KJIOHAJbHBIMHU IIUTOTEHETUIECKUMK aHOMAJIUSIMU
SBIISIIOTCS TpucoMus 8, MoHocomus 7, del(7q), aHO-
manmu 12p, Bmouas del(12p), del(20q), del(5q), Tpu-
comus 10, del(11q), Tpucomus 19 u Tpucomus 21 [18,
19]. Ocobyto noarpymnmy B coctaBe XMMJI cocrapisi-
IOT IMMALMEHThI ¢ M30oIMpoBaHHoOI i(17q). Hanumuue mio-
OBIX IIUTOTCHETUYECKIX AHOMAJIHI, KpoMe - Y, aCCOLIM -
MPYETCS C HEOIAronmpUsITHBIM MIPOTHO30M.

[Moutn y 90% GonbHbIXx XM MJI BBISIBISIIOT pasind-
HOTO pOJa MOJIEKYJIIPHO-TeHeTUYeCKe aHoMalIuu [ 18,
19]. HauboJtee 4acTo onpeaesssroT MyTalluy TeHOB, BXO-
ISIINX B COCTAB SIIUTCHETHUECKUX PeTyIsiTopoB (TET2,
AXL1, DNMT3A), KOMITIOHEHTOB cruiaiicocombl (SF3B1,
SF3A1), reHOB TUPO3UHKKMHA3 U (DAKTOPOB TPAHCKPUII-
uvu (JAK2, KRAS, NRAS, FLT3, RUNXI), reHoB, pea-
rupytomux Ha moBpexneHuss JHK (TP53) [20].

Daxmoput npoenosza. I1penoxxeHNS MO BBIICICHUIO
TMOCTYITHBIX KIIMHUKO-J1a00paTOPHBIX (haKTOPOB IIPO-
THO3a 6a3upPyI0TCS Ha pe3yJIbTaTax UCCIe0BaHUI 00JTh-
mmx rpynn 6oabHbIx XM MIJI. Tak, U. Germing u coaB-
Tophl [21], obcnenosasiue 212 mameHToB ¢ XMMJI,
MOCTATOYHO yOeOMTEIHbHO TTOKAa3alld, 9TO (paKTOopaMu
HeOJIarOIIPUSATHOTO IIPOTHO3a MOTYT OBITH COIEPKaHNE
6J1acTOB B KOCTHOM Mo3re > 10%, ypoBeHb reMOrIo0u-
Ha < 120 I'/71 1 moka3zaTesu abCOMIOTHOTO CONEPXKaHUsT
JM@oLMTOB B KpoBu > 2,5 ¢ 10°/1. YcTaHoBjIeHA mpsi-
Masi KOpPeJISILIMOHHASI CBSI3b C ITIOXUM ITPOTHO30M ITOBBI-
IICHHOTO CONMEPXKaHUs B KOCTHOM MO3T¢ 303MHO(DIIOB
1 6azoduiios [22]. [Tpu aTOM 6a30bUIMsSI KOCTHOTO MO3-
ra, 10 MHEHUIO aBTOPOB, MOXET CITy>KUTh HE3aBUCUMBIM
KpUTepUeM prcKa TpaHC(HOpMaIIMKU B OCTPhI MUEJIOU -
HbI JTeiiko3. M. Breccia u coaBTopnl [23] CBSI3BIBAIOT He-
OJIATOIIPHUSITHEIN ITPOTHO3 TEUCHMST 3200 ICBAHMSI C KOJIH -
YeCTBOM JIEHKOIIUTOB B KpoBU > 13« 10°/11, TpoMGOILIM-
toreHueit (< 100+ 10°/11), KonuyecTBOM JTUMMPOLIUTOB
B KpoBHU > 2,5+ 10°/11 1 IUCTUIACTUYECKUMU U3MEHEHH -
SIMM B KJIETKaX TPEX OCHOBHBIX POCTKOB remMorio33a. bo-
JIee HI3KasT BBLKMBaeMOCTB OOJTbHBIX OTMEUCHA TTPU KO-
JINYECTBE JIEMKOLUTOB B KpoBu > 15 10°/11, cogepxa-
Huu TpoM6o1ToB < 100 * 10°/1 v Hamuumuu aHeMuu [24].
ITo MHeHUIO ellle OAHO rpymIibl aBTOPOB [ 15], K yuciy
¢akTopoB HebMaronpuATHOro MporHo3a mpu XMMJI
TOJDKHBI OBITh OTHECEHBI JICKOIIMTO3, BBICOKOE COMEP-
>KaHe MOHOITUTOB 1 TMM(DOIIUTOB, CHUXKEHHE KOJTJe-
CTBa TPOMOOIINTOB, HAJIMUKE TUPKYIUPYIOIINX B KPO-
BU HE3PEJbIX KJIETOK IPaHyJIOLUTAPHOIO Psiia U BbICO-
KO€ ITPOIICHTHOE CONepKaHKe 0JIACTOB B KOCTHOM MO3Te.
C 5TUMM JaHHBIMU COTJIACYIOTCST U PE3YJIBTaThI MCCIIEIO-
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BaHMi1 ApYTrux aBTOpoB [25]. DakTophl prcka TpaHCchOop-
mauuu XMMUJI B ocTpblii MUETOUIHBIN JISMKO3 C yBEIn-
yeHreM yrcia CD34-mooXuTeTbHBIX 0J1aCTOB paccMa-
TpuBaiotcsd M. Patnaik n coaBTopamu [19].

Kak v npu MJIC, nipenyioxeH psi CUCTEM JJIsI TTPO-
rHo3upoBaHus TeueHuss XMMUJI [25], mpoxonsiiumx B Ha-
CTOsIIee BPeMST UCITBITAHUS B TIPAKTHUECKUX YCITOBUSIX.

B PedepeHTHOI1 1abopaTopun oTaesia OHKOreMa-
tonoruu MHCTUTYTA 9KCIIepUMEHTaIbHOM MaTOJIOTUH,
oHkoyioruu u pagnoduonornu (MBITOP) um. P.E. Ka-
Beuikoro HAH Ykpautbl Ha npotsikeHun 1996—2016 rr.
MpoBeIeHA YTOUHEHHAsT TUarHOCTHKA 524 ciyJaeB
XMMUJI (307 myxumH, 217 KEHIINH) cpeau OOJIBHBIX,
HaIIpaBIISIEMbIX C IEJIbI0 YTOYHEHHOM TMArHOCTUKU
W3 TeMaTOJIOTMYECKUX OTIEIeHU N KITMHUK M OHKOIUC-
naHcepoB KueBa u 20 obnacrteit YkpauHsbl. JInHaMuka
cirydaeB XMMUJI, nuarHOCTMPOBaHHBIX T10 TOJIaM, TIPe/T-
craBjieHa Ha puc. 1. Ha puc. 2 nmpouaocTpupoBaHoO
pacnpenenaeHue 60apHbEIX XMMJI, nuarHocTHpoBaH-
HBIM 3a YKa3aHHBIN MEPUOI, TI0 BO3PACTy CPEaU MYyXK-
yuH (Bo3pact 26—90 jieT, MearaHa 66 j1eT) U KeHIIUH
(Bo3pact 22—89 yiet, MenaHa 67 JieT).

BospacTtHoe pacnipenenenue 6oabHbIx XM MJI, nua-
THOCTUPOBaHHBIM B PedbepeHTHOIT Taboparopui, B 1ie-
JIOM COOTBETCTBYET U3BECTHOMY I10 IAHHBIM JOCTYITHOM
JIATEPATYPBI TSI APYTUX CTPaH MOKAa3aTeIo, XOTsI CpeJi-
HUIA BO3pacT OOJbHBIX HA MOMEHT YCTaHOBJICHUS U -
arHo3a HeCKOJbKO HMXe, 4eM B cTpaHax 3amaga. Yto
Kacaetcs cBsi3u 3aboneBaemMocTu XMMIJI ¢ naurtenb-
HBbIM BO3EHCTBUEM paiMallMi B IOCTYEPHOOBUILCKUIA
TIEPHUOI, TO 3TOT BOIIPOC TPEOYET TaIbHEUIIIeTO UCCIIe-
MIOBaHUS Ha OCHOBE cO3Iatoleiics B oTaesne 6a3bl JaH-
HBIX 0OJIbHBIX OHKOT€MAaTOJIOTMUYECKUMU 3a00JI¢BaH -
SIMHA U3 Pa3HBIX PETMOHOB YKPaWHEI.

PaGora BbIMoTHEHA TIPH ITOIIEPKKE 1IEIeBOM KOMIT-
JIEKCHOU MEeXIUCIUIUIMHAPHOM MPOrpaMMbl HAyYHbIX
uccnenoannit HAH Ykpaunbl «MosekynsipHble U Kie-
TOYHbIE OMOTEXHOJIOTUM [1JIsI TOTPEOHOCTE METULIMHBI,
TIPOMBIIIJIEHHOCTU U CETBLCKOTO X03sicTBa» (N rocpe-
ructparuu 0115U002969).
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OIATHOCTUKA XPOHIYHOI O
MIEJIOMOHOLUTAPHOIO JIENKO3Y

JI.M. Cxaspenxo, /[.D. Inysman, T.C. Isaniscoka,
C.B. Kosaav, A.C. IHoaimyx, M.II. 3ageaesuu,
0.0. Diavuenxos, O.M. Baxyavuyx

Inemumym excnepumenmanvHoi namoanoeii, onkonoeii
i padiobionoeii im. P.€. Kaseyvkoco HAH Ykpainu,
Kuis, Ykpaina

Pe3srome. Ananizyromscs dani docmynuoi aimepamypu
ma pe3yabmamu 6AACHUX 00CAi0NCeHb agmopie cmo-
COBHO KAIHIK0-1a00pamopHUX 03HAK XPOHIUHO20 Mi€ENO-
MoHOuumaproeo aetikosy (XMMJI). XMMJI € oouicio

3 hopm mienooucnaacmuuHux/mienonponighepamueHux
HOBOYMEBOpPeHb, 051 AK0I XapaKmepHUMU € KinbKicmo
MoHoyumig, saxa nepesuwiye 1,0+ 10°/1, eiocymuicmo
3aumoeo 2ena BCR-ABLI i émicm 6aacmuux Kaimun
ma npoOMOHOUUMIE y KICIK0BOMY MO3KY i nepughepuy-
HoI Kkpoei, wo He docsieae 20%. Y cmammi nasederno
yumomopgoaoeiuni, imynogpeHomunoesi kpumepii dia-
eHocmuxu XMMUJI 6ionogiono do nepeensiHymoi kaa-
cughikayii Bceceimmuvoi opeanizauii oxopoHu 300p08’s
2017 p. Hagedeno y3zaeanvheni dani npo 524 xeopux
XMMUJI, o6cmexcenux y iddini onkoeemamonoeii In-
cmumymy eKCcnepumMeHmanbHoi namonocii, OHK0A0-
eii i padiobionoeii im. P.€. Kaseyvkoeco HAH Ykpainu
enpodosxc 1996—2016 pp.

Kiio4oBi cioBa: XxpoHiYHUIT Mi€JTOMOHOLIUTAPHUIA
JIeiiko3, niarHocTuka, kinacudikauis BOO3.

DIAGNOSIS OF CHRONIC
MYELOMONOCYTIC LEUKEMIA

L.M. Sklyarenko, D.F. Gluzman, T.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
features of chronic myelomonocytic leukemia (CMML)
are presented. CMML is a myelodysplastic/myelo-
proliferative neoplasm with monocyte count of at least
1.0+ 10°/1, without BCR-ABL 1 fusion gene and with
Sewer 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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