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Pesrome. IIpedcmasaena nedagno npednocernas sxcnepmamu BO3 kraccugu-
Kauyusi onyxoneevix 3a004e8anuti KpoeemeopHoi u aumgoudnoi mxauu. Coenacro
amoli Kaaccuguxayuu, omoenvhole 3a004e8aHUs, 6APUAHMbL U ROOBAPUAHMBL MU-
e100UCNAACMUYEeCKUX CUHOPOMOB U OCIPBIX MUEAOUOHBIX NeUK0308 8blOeNSIOMCS

HQ OCHOBE KOMOUHAYUYU UUMOMOPPOA0LUHECKUX, UMMYHOPEHOMUNUHECKUX, MOAe-
KYAAPHO-2eHEMUYEeCKUX U KAUHUYECKUX NpU3HaKo08. OCHOGHbIMU KpUMepuamu 045
UX 8bl0eNeHUSA ABATIOMCS KOAUYECME0 OAAcmOoe U MapKepHbvle NPUHAKU, N0380A5-
rouwue onpedenums AUHEUHYI0 NPUHAONCIHCHOCb U YPO8eHb OughpepeHuposKY 310-
KauecmeenHo mpanchopMUupo8aHHbIX KAEHOK.

Ha1re mepBoe coob11ieHMe, B KOTOPOM 00CYXKIAINCh
IIpOOJIEMHBIC BOIIPOCH HOBOM KJIaCCU(DUKAITUY TEMO-
0J1acTO30B, IpeAyIoKeHHOI aKcrepramu BO3, ObL10 110-
CBSIIIIEHO XPOHUYECKUM MUeJIoJeiKo3aM 1 HO30JI0TH-
YeCcKUM (hopMaM, OTHOCSIIIUMCS K TPYIITIe MUEJIOIC-
IUIAaCTUYECKUX/MUETOIPOIN(pepaTUBHBIX 3a00JIeBaHIIA
[1]. B naHHO# myOauKauuy OyayT pacCMOTPEHbI HEKO-
TOPbIE aCTIEKTHI K1accuDUKALIUU MUETOIUCIUIACTAYEC-
kux cuHapomos (M/C), BnepBbie 000CHOBaHHO BKJIO-
YeHHBIX B KATETOPHUIO HEOILTACTUYECKMX 3a00JIeBaHU I
KPOBETBOPHOM TKaHU, M OCTPBIX JICITKO30B MUECIJIOU/I -
Horo mnpoucxoxacHus [2]. PaHee pasnuuHbie opMbI
MJIC, 3a601eBaeMOCTb KOTOPBIMU KOJIeOJIETCSI, 10 TaH-
HBIM pa3HbIX aBTOpoB [3—5], ot 1 o 4,1 Ha 100 000 Ha-
CeJIeHUSs, He BXOAWJIU B PYOPUKY «3710KaYeCTBEHHbIE
HOBOOOpa30BaHMST» MeXXIyHapOIHOM CTATUCTUICCKOM
KJaccugukauuu 6oJie3Heit U MpoOieM, CBSI3aHHBIX CO
sgopoBbeM (MKB-10) [6], ¥ MexayHapomHOM KJ1accu-
dukalm oHkosornyeckux 6osesneit (MKb-0O-2) [7].

MUWENOAUCNJIACTUHMECKUE CUHAPOMDI

MJC — rpymnria 3a6ojieBaHU i, B OCHOBE BOBHUKHO-
BEHMST KOTOPBIX JIEXKUT TTOBPEXICHUE TIOTUTTOTEHTHOM
CTBOJIOBOI KpOBETBOPHOI KJIeTKU. Bo3HuKao1ue Kio-
HaJIbHbIe HapyIleHUs XapaKTepu3yloTcs HeaddeKTHB-
HBIM TeMOII0330M, Pa3BUTHEM aHEMUMU, JIEMKOIIEHUHN
1/VTY TPOMOOITMTOTIEHU U Y TUCTIAaCTUIECKUMU U3Me-
HEHUSIMU KJIETOK OCHOBHBIX POCTKOB MUEJIOI033a IMPU
TUIIePKIETOYHOCTU KOCTHOTO Mo3ra. MJIC MoryT ObITh
TIEPBUYHBIMU WJIM BTOPUIHBIMU, CBSI3aHHBIMU C BIIMSI-
HUEM JIeKapCTBEHHBIX IpeIapaToB, MOHU3MPYIOIIei
panualuy Wi IeACTBUEM psiia TOKCUYECKUX (haKTOPOB.

ITpu MJIC Hanuure AUCILIaCTUYECKUX UBMEHEHU
B MUEJOMIHBIX KJIETKaX OJHOTO—TPeX POCTKOB I'eMO-
11033a coveTaeTcs ¢ yBeTMIeHeM KOJTu4ecTBa 0J1acToB
B nepudeprieckoii KpoBU 10 5% 1 B KOCTHOM MO3Te —

10 30% (110 kputepussm @Ab-kinaccudukanuu) [8]. B
IIpoliecce pa3BUTHS 3a00JIeBaHUSI IIPOUCXOIUT 3BOJIIO-
1TMsI KJIOHA TTaTOJTOTUYECKMX KJIETOK, HepeIKO CBSI3aH-
Hasl ¢ IpHOoOpeTeHNEM HOBBIX IIMTOTEHETUYECKMX aHO-
MaJINii, TIOBBIIIACTCSI PUCK TpaHC(hOPMAIIUH B OCTPBII
Jeriko3s [9, 10].

IMepBoHavyanbHO B cooTBeTcTBUM ¢ PAB-Kimaccudu-
Kaluei BhIACISUIM MSITh OCHOBHBIX KaTeropuit MJIC:
pedpaxrepHas anemust (PA) (30—40% Bcex GOJIbHBIX);
pedpakTepHast aHEMHUSI ¢ KOJIBIIEBBIMU CUAepoOIacTa-
mu (PAKC) (15-25%); pedpakTepHast aHEMUS C U3-
obiTKOM OstactoB (PAUB) (15-25%); pedpakrepHas
aHeMUs ¢ U30BITKOM 07acTOB ¢ TpaHcdopmaLueit
(PAUB-T) (10—15%); XxpoHWUYeCKUII MUETOMOHOIIM-
TapHBbIit Jieiiko3 (XMMJI) (15% naiueHTtoB). B HoBy10
kinaccupukauuio BO3 [2] Bomau cienymoiiue
Hozonoruueckue ¢gopmbl MJIC: PA u PAKC; pedppak-
TepHas uuToneHus: (MJIC) ¢ MyJIbTUJIMHENHON! TUCTT-
naszueit; PA (MIC) c n30bITKOM 0J1aCTOB; 5q° CUHIPOM,;
MJIC HekaccupULIUPYEMBIA.

M3 xaTteropun M/ C uckitoueH XpOHUYECKUI MU -
€JIOMOHOLUMTapHbIH Jeiiko3 (XMMJI), KkoTopblii BO-
11T, HApSIAY C aTUITYECKUM XPOHMYECKIM MUETIOJIeH-
Ko3oM (XMJI) 1 10BeHUJIbHBIM MHAEJIOMOHOLMTAPHBIM
JIEMKO30M, B KJIaCC MMETOIMCILIACTUIECCKIX/MUETIO-
nponudepaTuBHbIX 3a00jieBaHuUll. B To Xe BpeMs
BBIIEJISIOTCSI HOBbIE (popMbI 3a0oeBaHus. K HUM, B
YaCTHOCTHU, OTHOCHUTCS pedpaKTepHasl IIUTOIICHUS C
MyJbTuIMHeHoM auctasueit (PLIM/I), paHee ompe-
JeJsiBIIasicsl HEKOTOphIMU aBTopaMu Kak «MJIC He-
KJIaccUGUIIMPYEeMbIii», TaK KaK ee ObLIO TPYIHO OTHE-
CTU K OCHOBHBIM KateropusiMm MJIIC, BbiaeisieMbIM B
cootBeTcTBUM ¢ DAB-K1accudukanmeii [10, 11]. 3a6o-
JIeBaHWe XapaKTepU3yeTCsT, TOMUMO aHEMU U, HaJTWI -
eM OMILIMTOTIEHUH VUIM MaHIIUTOIIEHWW TIPU MCCIIeIO-
BaHMU Nepudepndeckoii KpoBu. MHorma y 00IbHBIX
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OTMeYaloTcs MPOosIBIIEHUS peddpakTepHOI TPOMOOIIUTO-
TIeHWU 1/ pedppakTepHO HEUTporeHUU 6e3 CoIyT-
cTByIollell aHeMUHU. JlUcriacTUdeckrue U3MeHEeHUs
00OHapyX1BaloT B KJIETKaX IBYX WU 0oJiee TMHUIA MUe-
Joroa3a. ¥ 6oibHBIX ¢ faHHo# ¢opmoii MIIC He Ha-
OsroaeTcs yBeJIMYEHUS KOJTMYeCTBa 0JIaCTOB B KOCTHOM
Moa3re (oHO Bcerna MeHee 5%). biacTHbIe KIIeTKY B TTe-
pudepuyecKoil KpOBU OTCYTCTBYIOT WJIM BBISBISIOTCS
KpaiiHe penko. [Tamouku Ayapa B IIMTOIJIa3Me KJIETOK
He 00HapyXUBalTCs, COAEpPKXaHUE MOHOLIUTOB B ITepH-
depryeckoit KpOBU He MOBBIIIEHO.

PaHee TakuM GOJBHBIM HepenKoO ycTaHaBIMBaIU
nuarHo3 PA 1 PAKC. B To xxe BpeMs 1o KITIMHUYECKO-
My TeueHuto PLIM/JI 6avxke k PAUDB u otiinyaercs ot
PA 1 PAKC BbIpakeHHOCTBIO TUCTPaHYI0LMTOINO33a.
Jucrnnactryeckre U3BMEHEeHUS B KJIeTKaxX 3puTpodac-
TUYECKOTO psijia MPOSIBISIOTCS HAIMYMEM SIep Hempa-
BUJIBHOU (hOPMBI, UX MHOTOJIOIbYATOCTHIO, BaKyOJIu-
3allMeil IMTOIIa3Mbl, MOSIBIEHUEM MHOTOSIIEPHBIX
3pUTPOOIACTOB U KJIETOK C METrajio01acTOUAHBIMU ITPU-
3HaKaMHU.

[Ipu uccreqgoBaHUM Ma3KOB U3 ITYHKTaTOB KOCTHOTO
MO3Ta, B OTJIMYME OT IPUTPOUAHOM TUIIEPILIa3UU U TUC-
SPUTPOTIOI3A, SBIISIONIUXCSI OCHOBHBIMU MPU3HAKaMU
PA u PAKC, npu PLUM/I oTMeuatoTcsl MpoOsIBIeHUS
MYJBTUIOTEHTHO! Tponudepaliud U AWCIUIa3un MpU
HeyBeJIMYeHHOM KoJnyecTBe 6;1acToB. B HeliTpoduiib-
HBIX TpaHyJIoIMTaX OOHAPYKMBAIOT TUITOTPaHYJISIPHYIO
LIMTOIIa3MY U/ WJIM TUTIOCETMEHTAIIUIO SIIep. AHOMATUU
MerakapuolUTOB MPOSBISIOTCS B TUIOA0JbYATOCTH
sep U/Wid HaTMIMd MUKPOMETraKapuOoIUTOB.

KocBeHHBIM yKazaHueM Ha To, uTo PLIM/I saBnseT-
csl camocTosATeNbHOI hopmoit MJIC, cny>kUT BbIcOKast
yacToTa aHoMalnuii xpomocoM (y 40% GonbHbIX). Ha-
OJIr0a10TCS CII0XKHBIE abeppalliy WIIK U30JMPOBAaHHbIE
aHoMasuu 5-1 u 7-1 xpoMocoM, Bkitodas del(5q) [12].
Yacrora PIUM/I cpenu npyrux ¢opm M C cocrtasisier
5—-10%. Jannasa dopma MJIC umeer HeGIaronpusT-
Hoe TeyeHHe. MennaHa BBKUBAEMOCTH COCTaBIIsIeT 24
MeC U 3aHMMaeT MPOMEXYTOUHOE MECTO MEXIy IoKa-
3atensgsMu y 60abHbIX PA/PAKC u PAUB. [IporHos Bo
MHOTOM oOIpefeisieTcss TaAKUMU (haKTopaMu, KaK Bbl-
pakeHHOCTb LIMTOTIEHUM U AUCIIa3uu. JlocToBepHbIe
JaHHBbIe 0 yacToTe TpaHchopMauuu PLIM/I B ocTphIit
JIeiK03 MoKa He MOJTYYeHHBI.

HosbiMm B cyoxknaccudukayu MIC sgBisieTcst U BbI-
JenaeHue 5q° cuHApoma (c aenenueit JIMHHOTO Iiedya
5-11 XxpOMOCOMBI), UMEIOIIETO PSII OTIMYUTETbHBIX
MOpPGhOJOrMYecKUX U KIMHUYECKUX TMPU3HAKOB. 5q°
CHHJPOM BO3HUKAET de novo y 00JbHbBIX, paHee He MO -
BepraBIlIUXcs AeHCTBUIO JIEKApCTBEHHBIX MpeTapaToB
WIM Jy4eBOI Tepanuu. Y MaleHTOB OTMEYaloT yMe-
PEHHYIO WY BhIpaKEHHYI0O HOPMOXPOMHYIO MaKpOIIU-
TapHylo aHemuio. KoanyecTBo JeKOUMTOB U TPOM-
OOLIMTOB B KPOBU HaXOAUTCS B TMpenesiax HOpMbl WIN
cjierka yBeJnvyeHo. B KocTHOM Mo3re yMeHbIlIeHO KO-
JIMYECTBO MOJIOJBIX U HE3peJbIX KJIETOK 3pUTpodIIac-
TUYECKOTO psifia, HabogaloTes AUCIIacTUIeCKUe 13-
MEHEeHUs B rpaHyionuTax. OMHUM U3 Hauboiiee Bax-
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HBIX TIPU3HAKOB SIBJISIETCST HAIMYKE YBEJIMYEHHOTO KO-
JIMYecTBA METaKapuOIIUTOB C OKPYTJIBIMU, OBAJIbHBIMU
sanpaMu. B TpemaHoGMomnTaTaX KOCTHOTO MO3Ta oIpe-
JeJISTIOT TUTIOTIIA3UI0 KJIETOK 3PUTPOOIacTUIECKOTO
psna, CKOTIEHUSI METaKapUOLIMTOB C OOIIMPHOM IIUTO-
TJIa3MOM B BUJIE KJIACTEPOB, 0YaroByi0 MHMUILTpAIIHIO
JTUM@OLMTaMU U TIJIa3MaTUYeCKUMU KieTkamu [10].

B HoBoli knnaccudukanum MJIC coxpaHeHbI Takue
Ho3zoJiorndeckue ¢popmbl, Kak PA u PAKC, npu Koto-
PBIX HapyIIeHUs] OTMeYaloTcsl TIPEeMMYIIeCTBEHHO B
KJIeTKaX 3puTpodactudeckoro psaa, u PAWUDB.

ITpu nuapentTudukaunu PAWUB onpeaensiioniyum siB-
JITeTCs Hammaue 6J1acToB — oT 5 10 19% B KOCTHOM Mo3re
1 110 5% B niepudepudeckoit KpoBH. B He3penbIx 1 3pe-
JIBIX TPaHYJOLIMTaX, KJIeTKaX 3pUTPOoOIacTUIeCKOTO
psAlla U MeTaKaprOILIMTaX BBISBISIOT MOP(hOIOrMYecKre
M3MEHEeHHUS] — OT He3HAYUTEeTbHBIX aHOMAUIA CTPYK-
TYpHI SIApa ¥ IIUTOIIa3MBI 10 BBIpaXKEHHBIX AUCILIAC-
TUYECKUX M3MeHeHui. [ToMuMo aHeMuu, y GOJIBHBIX
OTMeyvaloT HeUTPOTIEHHIO, TTOSIBJICHIE arpaHy TSI pHbBIX 1
TUTIepTrpaHyISIpPHBIX OpM, TUTIOCETMeHTaLIMIO siiep. B
nepudeprIecKoil KpOBM MOXHO OOHApy>XUTh He3pe-
JIble TPaHYJIOIUTHI, IIPOCOIepXKAIINe KIETKH 3PUTPO-
6macTudeckoro psaa. [IouTu cTob Xe 9acTo y 60IbHBIX
BBISIBIISTIOT TPOMOOLIMTOTIEHU IO C HAJTMIMEM T'MTaHTCKHUX
¢ opM TPOMOOLIMTOB I MUKPOMETaKapUOLIMTOB B ITEpU-
depudeckoit kpoBu. B Ma3kax U3 MyHKTaTa KOCTHOTO
MO3Ta yBeJIMYeHHOE KOJIMYECTBO OJIACTOB, KaK MpaBu-
J10, coYeTaeTcs ¢ yBeIMYeHUEM KOJTMIeCcTBa ITPOMMEIIO-
IIUTOB ¥ HaTWYMeM TUCTUIACTUYECKUX M3MEHEHUI B
KJIeTKax IpaHyJIoIuTpapHoro psjaa. [lamouku Ayspa B
UTOIIa3Me 0JIACTOB He OIpeAesiioTcsl. BripaxkeHbl
MPOSIBIEHUS TUCIPUTPOII033a; HATUUNE TOTbYaThIX
Snep, saep ¢ MerajJo0JIacTOMIHBIMY ITpU3HaKaMu, MHO-
rosiiepHbIe KIeTKU. MoryT oOHapy>KMBaThCs Meraka-
PUOIIMTHI MAJIOTO pa3Mepa U MeTaKapUOIUTHI ¢ TUITO-
JOJIBYATBIMU SIIPAMMU.

B HoBoOI1 KitTaccudukauuu BO3 oTcyTcTBYeT TaKkast
dopma MJIC, kak PAUB-T, kputepusimu s Bbijae-
JIeHUs KOTopoii B cooTBeTcTBUM ¢ DAB-Ki1accupurka-
LUel CIYXUJIO BRISIBICHME B KOCTHOM Mo3re 20—29%
6sracToB, Hamuure 5—29% 61acToB B mepudepuIecKoit
KPOBU WJIM OTIpeiesIeHre KJIETOK, COMEePXKaIMX ITaloy-
KM Ayapa B IIUTOILIa3Me, IIpu 6ojiee HU3KOM (MeHee
30%) conep>xaHUM 6JACTOB B KPOBU 1/MJIM KOCTHOM
Moare. B cooTBeTcTBUM co cTaHmapTamu Toii ke @AB-
Ki1accduKallMy IMarHo3 OCTPOro MUETOUTHOTO ek -
K032 OBLT IIPaBOMOYEH TTPU HATUYKMU B KOCTHOM MO3-
re He MeHee 30% OacTHBIX KIeToK. JlaHHBIE TTOCTe -
HUX UCCIeNOBaHUI MOKa3alu, YTO Yy OOJbHBIX TIPH
KoJndecTBe 0jacToB B Tipeneinax 20—30% (PAWB-T)
MIPOTHO3 TeYeHUs 3a00IeBaHUS MPAKTUIECKU TaKoil
Ke, KaK y TTallMeHTOB C cofiep>KaHeM 0JJacTOB B KOCT-
HOM Mo3re, npeBblinatineM 30%. Ha ocHoBaHMY 3TO-
ro skcnepThl BO3 npullin K BBIBOAY, UTO MTOPOT CO-
JnepxXaHus 6;1acToB sl nuarHocTuku OMJI moxer
ObITh cHIKeH 10 20%, B CBSI3U ¢ YeM OTTagaeT HeoOo-
XOJIMMOCTh BbIAeJdeHUsT Takolt KaTeropun MJIC, kak
PAUB-T [2].
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NEKL WA
OCTPbIE MUENIOUAHBIE JIEAKO3bI

B nocneaHue roabl NpeAnpUHSITH HONBITKA BbIIE-
JIEHUSI B KauyecTBe OTAEJbHBIX 3a00JIeBaHUN psaa
MOJIEKYJISIpHO- ITUTOTeHeTUYecKNX KaTeropuii OMJI.
OCHOBO¥ 11 3TOTO MOCIYXUIW HaOI0AeHUS, TTO3BO-
JIMBILIME YCTAHOBUTD, UTO PsiJ cielu(pUIecKUX LIUTOre-
HeTUYeCKUX aHoMmasuii y 6oabHbIX OMIJI meteit u B3poc-
JIBIX MOJIOXKe 45 JIeT coueTaeTcsl ¢ XapaKTepHbIMU LIUTO-
MopdOJOTUYECKUMMU TIpU3HAKaMU OJACTHBIX KJIETOK U
OTJIMYMTENIbHBIMUA KIMHUYECKUMU MpU3HaKaMu. OnHa
U3 TaKMX XPOMOCOMHBIX aHoManuit — t(15;17)(q22—
24;q11-21) TecHo cBs3aHa C OCTPBHIM IIPOMUETOLUTAP-
HBIM JielikozoM (OMJI M3 o PAB-kitaccuduKamnim).
Jpyrue, B ToM unciie HauboJiee yactbie ipu OMJI reHo-
tunbl — t(8;21)(q22;q22) n inv(16)(p13;q22) — He 0OHa-
PYXMBAIOT CTOJIb YETKOI KOPPEJSILIMU ¢ MOP(OIOru-
yeckuMU BapuaHTamu OMJI. OmHako skcnieptsl BO3
COWIM BO3MOXHBIM BBIACJIUTD B IpejiaraeMoit Kjaaccu-
dukaumu cienyroniye crneurudruieckKrie MoJaeKyIsipHO-
reHeTuyeckue Kareropuu: 1) OMJI ¢ 1(8,21)(q22,;922),
AML 1 (CBF-)/ETO; 2) ocmpbiii npomuesoyumapHolii Aei-
xo3ct(15;17)(q22;q11-21) u éapuanmoi, PML/RAR- o; 3)
OMUI ¢ anomanvHbIMU 303UHODUABHIMU 2DAHYAOUUMAMU 8
Kocmuom mozee — inv(16)(p13q22) uru t(16,16)(p13;922),
CBF-f/MYH11;4) OMJI c anomanusmu 11q23 (MLL). Cny-
Yyau ¢ yKa3aHHbIMU cieIM(PUUECKUMU LIUTOTEHETUYEC-
KUMM aHOMAIMSIMU Jaxe ¢ HU3KUM cofepKaHueM OJ1a-
CTOB, B IIPOLLJIOM AuarHoctuponasinuecs kKak MIC, B
HacTos11Iee BpeMs JOJKHbBI KIacCu(pULIMPOBATLCS KaK
OMUJLI. Iocne mpoaoKUTETbHON TUCKYCCUHU C WIeHAMU
KJIMHUYECKOTO KOHCYJIBTaTUBHOTO COBETa IMaTOJOTU
MPUILIN K BBIBOAY, YTO MOXKHO pa3padoTaTh MopdoJo-
rMyeckue KpUTepuu, Mo3BoJISIolle pacno3HaTh Win
XOTsI ObI MPEANOJOXUTEIbHO BBIACIUTD YKa3aHHbIE Ka-
Teropui (popmbl) OMJI, KoTophle 3aTeM MOTJIU Obl ObITh
MOATBepKACHEBI ITpU reHeTUYecKoM aHaau3e [2]. Hapsi-
JIy ¢ 3TUM ToKa coxpaHeHbI (popMbl OMJI, KoTophle He
MOTYT OBbITh TTOApPa3ieieHbl Ha OTIAEIbHbIE KaTeropuu
TakKuM o06pa3oM. OHU B OCHOBHOM COOTBETCTBYIOT BbI-
nengeMbIM 1o PAB-kiraccudnkay BapranTam OMUIT:
OMJI ¢ MUHUMAJIBHBIMM TIpU3HaKaMu AuddepeH1LIu-
POBKU, 0€3 MPU3HAKOB CO3peBaHUsI, C TIpU3HAKAMMU CO-
3peBaHUs, OCTPBIA MUEIIOMOHOLMTAPHBIN JIETKO3, OC-
TPbIA MOHOLIUTAPHBIN JIEIAKO3, OCTPBI 3pUTPOIEIKO3,
OCTpbINi MeTaKapuOLIUTapHBIN JEMKO03, OCTphIi 6a30-
(GUNIbHBIN JIEHIKO3, OCTPbIii MAaHMUEN03 ¢ MUET0PUO-
po30oM.

OMJI ¢ NOBTOPAIOIUMHUCS UTOreHeTHIECKUMHI

AHOMAJIUSMH

OMIJI ¢ 1(8;21)(q22,q22), AML I (CBF-)/ETO. Yxa-
3aHHas TpaHCJIOKallMg OTHOCUTCS K YMCIy HauboJee
YacThIX HUTOTeHEeTUYeCKUX aHoMmanui mpu OMJI, oco-
OeHHO y neTeil. AccollMupoBaHa B IIEPBYIO OYEPENb C
BapuaHToM OMJI M2, BhifeisieMbIM B COOTBETCTBUU C
DAB-xkiraccuduKaimeii (4acTora ee y AeTei COCTaBIISA-
eT40%, y B3pocibix — 20%). 3HaYUTEIbHO pexXe BCTpe-
yaeTcsa npu OMJI M1, OMJI M4 u MJIC [13—135]. baa-
CTHBIC KJIETKHU MpU 3ToM BapuaHTe OMJI umeror psn
XapaKTepHbIX 0COOEHHOCTE!: MpeodianaHue MUETO-

onactos I11 Tuna, HanMuKe Najgouek Ayspa, BbIpaxKeH-
Hasl peaklMs Ha ITlepoKcraasy, akecnpeccus B-kineTou-
Horo aHTureHa CD19. Y B3pocibix 00JbHBIX MPU Ha-
Ju4unu t(8;21) oObIYHO XOpolllasl peaklus Ha XUMUHO-
Teparuio, BbICOKa YaCTOTa pEMUCCUIA U OTHOCUTEIbHO
BBICOKA MeIMaHa BbIKMBaeMOCTH [16]. ¥V merteii mpu
OMIJIt(8;21) mporHo3 MeHee b6JaronpusTeH. B pesynb-
Tare TpaHcaokauuu noMmeH RHD rena AML 1, nokanu-
30BaHHOTO Ha XpoMmocoMe 21q22.3, coBmelaeTcs ¢
MpakTUYeCKU UHTAKTHBIM TeHoM ETO (MTGE8 vnu
CBFA2T1) na xpoMocoMe 8q22. [TponyKT ruGpuaHOro
TeHa COXpaHseT CITocoOHOCTh K cBs3biBaHMI0 ¢ THK 1
numepusauuu ¢ CBFB, ogHako B pe3yiabraTe yTpaThl
TpaHcaKTUMBaLlMOHHOTO noMeHa AML I He B3auMopeii-
CTBYEeT C aKTMBallMOHHBIM KoMIuiekcoMm p300/CBP, a
HaJuyue B ero coctaBe reHa £ 70 NMpUBOAUT K CBS3bI-
BaHUIO KopernpeccopHoro komriekca N-CoR/m
Sin3A/HDAC. [TonaratoT, uto pazsutue OMJI c t(8;21)
SIBJISIETCS CJIEICTBUEM TOTO, YTO XUMEPHBIM MPOIYKT
TpaHciaokauuu AML 1- ETO, Bbi3bIBasi HapylIeHUS
AML I-3aBUCUMO TpaHCKPUITLUU U AUCPETYISILIUUN
aKTUBHOCTHU JIpyTUX reHoB (B yactHocTu, MEF, HOX),
MOXET BIMSTH Ha mpoliecchl 1uddepeHIIMPOBKU U
WHAYUMPOBATh Mpoaudepalnio TMMMbOUTHBIX KJIETOK-
MpeaIeCTBEHHUKOB.

Bo3moxxHOCTh UAeHTU(DUKAIIUM JAaHHOTO BapUaH-
Ta OMJI 3HaYuTeIbHO BO3pOCia Mocje BHEAPEHUS B
KJIMHWYECKYIO MPAaKTUKY LIEMHON MOoJMMepa3Hoil pe-
akuuu (RT-PCR) [15].

Ocmpotiit npomuenoyumapuuiii aeiikoz [OMJII ¢
1(15;17)(q22;q11-21) u sapuanmoi, PM1/RAR-c]. TpaHc-
nmokatms t(15;17)(q22;q11-21) omnpenensercss y 95%
OOJILHBIX C OCTPBIM MPOMUEIIOIIUTAPHBIM JIEMKO30M KaK
NPV TUTIEPTPaHyJISIPHOM, TaK U P MUKPOTPAHYJISIPHOM
(OMJI M3 u OMIJI M3v) BapuaHTe, BbIACISIEMOM B CO-
otBeTcTBUU ¢ DAB-Kiaccudukayeit. [Tpu aToii TpaHc-
JIOKAIIUU B pe3yJbTaTe CAUSHUS OIYXOJIeCyIpecCOpHO-
ro reHa PML, nokaiu3oBaHHOro Ha XxpoMocoMe 15q, ¢
T€HOM pellenTopa a-peTUHOeBOU KUcIoThl (RAR-a) Ha
xpoMmocome 17q obpasyeTcsl THOpUIHBIN reH PML-
RAR- a v 3KcTipeccupyeTcsl COOTBETCTBYIOIIUIA XUMep-
HbIli 6esoK. RAR-«a xuMmepHble 6eIK1, Kak IoJjarator,
OJIOKHPYIOT MocjeIoBaTeIbHYI0 aKcnpeccuio HOXTreHoB
B xo1e nuddepeHIUPOBKY MUETOUIHBIX KIeTOK. AHO-
MaJibHOe B3aumogeicTBue Mexay HUMU 1 N-CoR-ko-
peNnpeccOpHbIM KOMILJIEKCOM, MO-BUAMMOMY, UTPaET
OCHOBHY!10 poJib B matoreHe3e OMJI M3 u peakuiuu neli-
KEMMYECKHUX KJIETOK MpU TepareBTUYEeCKOM MpUMeHe-
HMU TTPOU3BOIHBIX pETHHOEBOM KUCIOTHI [ 16].

B nmocnenHee BpeMs [l BBIIBJIEHUS XUMEPHOTO
TpaHckpunTa PML-RAR- « Bce dalie MpUMEHSIOT Me-
toa RT-PCR. OH no3BossieT uaeHTUGUIIUPOBaTh aTH -
nu4Hble BapuaHThl OMJI M3, Tpu KOTOPBIX TAKXKE MO-
KET OBITh TOCTUTHYT OJIaTONMPUSTHBIN TepareBTHUYe-
ckuit acpdexr.

B 10 xxe Bpemst OMJI M3 He siBAsIeTCSI TeHETUUYECKU
OITHOPOIHBIM 3a00sieBaHueM [ 17, 18]. OnicaHbl ankTep-
HaTUBHBIE TPAHCIOKALIUU, IPU KOTOPHIX OOIbHbBIC He-
YYBCTBUTEIbHBI K IPOBEICHUIO Tepaliii peTUHOUIA-
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mu. K ux yncny otHocstes t(5;17)(q32;q21), npu Ko-
Topoit reH RAR-a obpa3yeT XUMEepHBIN TPAaHCKPUIIT C
reHoM HykjieodocdhamMuHa Ha xpomocome 5q32 u
t(11;17)(q23;q21), mpuBonsias K ciusiHu reHa RAR- o
ureHa PLZF, kogupyoliero oquH U3 (pakTopoB TpaHC-
KpUILIMU Ha xpoMocoMe 1123 [17].

OMUI ¢ anomanbHbIMU 303UHOPUABHBIMU 2PAHYAOUUMA -
mu 6 kocmuom mosee [inv(16)(p13g22) unu t(16;16)(p13;922)
CBFp/MYHI11X]. llpu nanHoii d¢opme OMJI B KocCT-
HOM MO3Te Hapsay ¢ OJJaCTHBIMU KJIETKaMU OTmpee-
JsieTcst 60JbII10e KOJUYECTBO 203MHOMDUIBHBIX MUe-
JIOLIUTOB U 3PEJIbIX 303UHO(PUIBHBIX TPAHYJOLUTOB
C KPYITHBIMU TUITONOJbYATHIMU SAPAMU, JaI0IIUMU
abeppaHTHYIO TOJOXUTEJIbHYIO peakllMio Ha XJop-
aleTeTICcTepasy.

B OosnbIIMHCTBE cilydyaeB OCTPhIi MUEJTOMOHO-
0J1aCTHBIN JIEHIKO3 ¢ 203MHOGMINell KOCTHOIO MO3ra
(OMJI M435o nio PAB-ki1accudurKag) IpY HATTIUHN
inv(16)(p13q22) nnu meHee 4yacto t(16;16)(p13;q22)
XapaKTepu3yeTcsi OTHOCUTENbHO 01aronpusTHBIM MPo-
THO30M. inv(16) MOXeT OIpeAe/siThCS IIPU TAKUX Bapu-
aHTax 3aboxeBaHus, Kak OMJI M2, OMJI M4 u
OMIJI M5, amtoutn y 30% GosbHBIX ¢ inv(16) He HabIO-
JlaeTcs KJIACCUYECKUX MOP(DOJOTMYECKUX MPU3HAKOB
OMIJI M4Do [19]. Kak inv(16), Tak 1 t(16;16) mpuBogsar
K custHuIo TeHa CBF-f Ha xpoMmocome 16(q22) ¢ reHOM
MYH11, XonupyouuM TSLKeTylo Lelb MUO3UHA TJajl-
KHX MBIIIII, JTJOKAJIM30BaHHBIM Ha XpoMocoMe 16(p13).
B pesynbrare npakThueckyd B KOOUpPYIOLIas Mocie-
JoBaTeJIbHOCTh TeHa CBF-[3 BXOIUT B TMOPUIHBINA TeH
CBF-B/MYH11, a obpazyoimuiics XdiMepHbIA MPOAYKT,
KOTOPBIIi MOXET OBITh BBISIBJIEH MPU UCIIOJIb30BaHUU
RT-PCR, coxpaHsieT cmocOOHOCTh K TeTepouMepu3a-
1IUY C 0(-CYOBeTUHULIEH TPAaHCKPUTTIIOHHOTO KOMITIEK-
ca AML1/CBF-p. Boamox#o, HapymieHue JIHK-cBs3bI-
BaOIINX W/WJIN TPAHCAKTUBUPYIOIINX CBOWCTB 3TOTO
KOMILJIeKca MHAYLIMPYET Mpoliecc 3I0Ka4yeCTBEHHOM
TpaHc(opMalLuy KIETOK.

OMUJI ¢ anomanusmu 11g23(MLL). TpaHcnokauu c
BoBJeyeHreM reHa MLL (myeloid-lymphoid leukemia)
(npyrue Ha3BaHus — ALL- 1, HRX, HTRX1), noxaiu3zo-
BaHHOTO Ha XxpoMocoMme 11q23, BoisiBisitoT mpu OMJI,
BO3HUKAIOIIUX de novo, U BTOPUYHBIX, a TAKXKE MPU He-
KOTOPBIX (popMax TUMEPOOIACTHBIX U OMEeHOTUTTNYEC-
KMX Jieiiko30B [16]. [TpogykTom skcrpeccnu reHa MLL
SIBJISIETCS SIIEPHBINA O€JIOK ¢ MOJIEKYJISIpHOII Maccoii
431 k]I, oTHOcs1IUIiCcs K cKapdoaa-cynepceMeiicTBY
($aKTOpOB TpaHCKPUIILMU, coaepKaiuii Tpu AT-hook
MOTHBa, ABE€ MOCJIEI0BATEIBHOCTU TUMA «LIUHKOBbIE
Manablibl» U MeTUITpaHchepasHblii noMeH. [Ipeamnona-
raeTcs ero yyactue B peryassunu HOXreHos [20]. Yera-
HOBJIEHO TakXe, 4To MLL HerocpeacTBEeHHO B3auMO-
neiictByeT ¢ 6e1koM GADD34, oTHOCSIIMMCS K CUCTe-
Me pernapaliioHHbIX cucteM JJHK.

W3BectHO 6osee 30 BUAOB TpaHCIOKALIMI XPOMOCOM,
IPU KOTOPBIX TIPAKTUYECKH MAEHTHYHbIE 5-y4acTKN
MLL (xogupytomue AT-hook MOTUBBI U MeTUJI-

NEKL WA

TpaHcdepasHBI JOMEH, HO He ITOCIeIoBaTeIbHOCTH
THIIA «LIMTHKOBEIE MaJTbLIBI» ) [IEPEHOCSITCS Ha pa3IMyHbIe
TeHBI-TTapTHepbl. CYUTAETCS, YTO KPUTHIECKIM COOBI-
THEM B JIEIKo30TeHe3e SIBIIgeTcs HapylneHne GyYHKIINT
reHa MLL B pe3ynbTaTe TpaHCIOKAIIMK, a TAKXKE UHTH-
oupoBaHue MLL-xuMepHBIMU OelKaMM 3KCIPEecCUU
reHoB HOX. Ho nipu 3ToM He MCKJIIoYaeTcsl U aKTUBHasI
POJIb TeHOB-TIaPTHEPOB.

Tak, npu TpaHciaokauuu t(9;11)(p22;923), ocobeH-
Ho vactoii ipu OMJI M4 u OMJI M5 (o 25% y nereii ¢
OMUJI M5), naptHepoM MLL siBnsetcs reH AF9, xkonu-
pYIOINii (haKTOp TPAHCKPHUIIILIUY C MOJICKY/ISIPHOM Mac-
coi1 63 x]1, 6oraThlif ocTaTKaMU ITPOJIMHA U cepuHa. [1o-
JlaraloT, 4To 3Kchpeccusi xumepHoro 6einka MLL-AF9
CTUMYJIUPYET Mpordepaiio MUSIOUIHBIX KISTOK-
TIpeIIeCTBEeHHUKOB, a JISMKO3 pa3BUBaeTCs TIPU Jeii-
CTBHMU BTOPOTO TpaHC(HOPMUPYIOIIETO (haKTopa.

ITpu Tpancaokauuu t(11;19)(q23;p13.3) npouc-
XonuT nepemeineHue reHa ENL (LTG19, MLLTI),
006J1a1aI01Iero BEICOKOM CTEIIeHbIO TOMOJIOTUH C Te-
HoM AF9, ¢ xpomocoMsl 19 K 5'-KoHIy reHa MLL Ha
11q23.

IIpu 6auskoit Tpanciokanuu t(11;19)(q23;p13.1),
HabJrogamueiics nmpeumyiiecrseHHo rpu OMJI M4 u
OMUJI M3, B mipoliecc BoBJieKaeTcsl IPOKCUMAaJIbHO pac-
MOJIOXXKEeHHBIN Mo oTHoweHuto K FNL reH FELL.

Cirygan ¢ yKa3aHHBIMH CITEHU(GUISCKIMH LIUTOTe-
HETUISCKUMU aHOMATMSAMHU ¢ HU3KUM COAepKaHUEeM
0JTaCTHBIX KJIETOK B KOCTHOM MO3Te, KOTOpPBIE paHee qV-
arHoctupoBaiu kKak MJIC, B HacTosi1iee BpeMsl cleayeT
knaccuduiponaTh kak OMIJI [2]. TTocie aeTanbHOTO
ormrcaHus MOopGhOJIOrNISCKUX TTPU3HAKOB YKa3aHHBIE
dopmber OMJI 6ynyT BeiAeneHbl 13 MAB-Kiaccuduka-
WA U PacCCMOTPEHBI B Ka4eCTBE CaMOCTOSITEIbHBIX. B
TOC/IeHEN COXPAHSIOTCS JIUII ITOATUTILI, HE MMEIOIITIE
OITMCAHHBIX BBIIIIC aHOMAIHIA.

Pan TpaHcinokauuii ¢ BopiedueHueM reHa MLL, Ta-
Kue, Kak t(4;11), t(11;19), BbIABISAIOT TaKXKe MPU OCT-
PBIX JIeiiKo3aX TUMPOUTHOTO IporcxoxaeHus (mpe-B
u O-OJIJI), B-OJIJI ¢ Koakcripeccueil MUETOUIHBIX
aHTUTEHOB. DTO MO3BOJIAET TPEAITOIOXNUTD, U4TO JIeH-
KemMHnyeckasi TpaHcgopmalus ¢ yyactueMm reHa MLL
TIPOMICXOIUT Ha YPOBHE ITOJTUIIOTEHTHBIX TeMOITO3TH-
YeCKHX CTBOJIOBBIX KIIETOK.

OMLI ¢ myasTimHeitHOM muciasueit, OMJI u MIC,
CBsI3aHHbI€ ¢ peanecTBY0MIEel Tepanueii

MynsTWIMHEWHAS OUCTIIa3us pacIiio3HaeTcsT Ipu
HaJINIUU TUCTUIACTUYECKMX ITPU3HAKOB B IBYX WJIN 00-
Jiee JIMHUSX TeMOITOITUIECKIX KIIeTOK. BrIpaskeHHas
TpexJIUHeHas Aucruia3usi otMevaeTcst yacto npu MJIC
¥ 11o4TH B 15% cirygaeB OMJI, BO3HUKAOIIUX de novo
[19]. ITnoxo# rporHo3 u'y 6oabHbIX ¢ OMJI ¢ MynbTU-
JIMHEeMHOU AucIuia3reii, pa3BUBILIMMCS Ha (hOHE TIpe-
mectBytomiero MJIC [2]. Ctonb ke HeOaaronpusiTeH
TIPOTHO3 IIPY BTOPUYHBIX JICKO3aX, BOSHUKIITNX ITOC-
Jie TIPOBEICHUS Tepaluy ATKWIUPYIOIIMMU TIperrapa-
taMu. [1pn aTrX hopmMax eiiKo3a, COUeTAIOIINXCS C Xa-

OHKOJTOTUA o T.3 » N2 1 2001



NEKU WA

paKTepHBIMU LIUTOTeHETUYECKUMU aHOMaNUsIMU (3q,
-5,5q,-7,7q",+8,+9,11q", 12p, -18, -19, 20q", +21,
t(1;7), t(2;11), cIO)KHBIMU aHOMATUSIMU KapuoOTHUIIA),
4acTo 0OHapy>XMBaeTCsl MyJIbTUIMHEHHas IUCIIA3Us,
aMHorIa runorpoardepaTuBHoOe (TUITOIIACTUYECKOe)
COCTOSTHUE C MYJIBTUJIMHEWHOM TUCIIIa3uei, HaTTOMU-
Harwweirt MJIC.

Takue Xe HMTOTeHEeTUYeCKHe aHOMaJIUU 4acTo
BBISIBIISIIOT Y 0071bHBIX MJIC, He cBSI3aHHBIMU C pa-
Hee IIpoBeleHHOM Tepamnueit, u npu OMJI, pa3BuB-
mumcs de novo, 0COOEHHO y JI0/Ie MOXUJIOTO BO3-
pacta [2]. IIpegmoiaraioT, YTO B OCHOBE BO3HUK-
HOBEHMS BCeX 3TUX 3a00JieBAaHUM MOTYT JeXaThb
CXOJHBIE TeHETUYECKUE MOBPEXIEHMS, OOYCIOBIEH-
Hble Bo3aelicTBEM (DaKTOPOB OKpYKalollleil Cpeabl,
WM ATporeHHble. DKcnepThl BO3 mpunepXxuBalooTcs
€IMHOr0 MHEHMS O TOM, YTO BBISIBJIEHUE MYJIbTUJIU-
HellHOI NUCIUIa3ui B MOMEHT YCTaHOBJIEHUS AMa-
rHO3a, Halu4KMe B aHaMHe3e MUeIOAUCIIa3uM U yKa-
3aHUE Ha MPOBeJeHME MPEAUIECTBYIOIIEH Tepanuu
AJKUJIMPYIOIIMMU MIpernapaTaMy MOTYT OTpaxkaTb 00-
1I1e MaTOTeHeTUYEeCKME MEXaHMU3MbI U UX CJIEIYeT OT-
HECTHU K YUCY HEOIAaronpUSITHBIX MTPOTHOCTUYECKUX
¢dakTopoB.

Pa3zBuTHE BTOPUYHBIX OCTPBIX JIEHAKO30B (B OCHOB-
HOM MMEJIOUTHOTO MPOUCXOXKAEHHUS, HO B HEKOTOPBIX
clydasix U IMM@POUTHOT0) MOXKET ObITh TaKXKe CBsI3a-
HO ¢ paHee MPOBOAUBIIEicsS Tepallreii C UCITOJIb30Ba-
HHEM UHTUOUTOpPOB Tonmouzomepasnl 11 (anunomo-
GUITOTOKCUHOB U AoKcopyoulirHa). [Ipu HUX, Kak
MpaBUJIo, OOHAPYKUBAIOTCS LIUTOTEHETUUECKHUE aHO-
MaJluu, accolurpoBaHHbie ¢ OMIJI, pa3zBuBalomMcs
de novo [2]. HanbGomnee yacTbIMU U3 HUX SBISIIOTCS
TpaHCJIOKaLlMU ¢ BoBiedeHueMm 11923 (MLL), pexe
BcTpeyvaroTes t(8;21), inv(16) wau t(15;17). B npenia-
raeMoii HoBoii kinaccudukauuu BO3 onyxoseBbiX 3a-
0oJieBaHUII KPOBETBOPHOM U TMMQOUIHON TKAHU UX
BBIZIEJISIOT B OTAEAbHYIO IMTOATPYIIITY, OTIMYHYIO OT BTO-
PUYHBIX JIEIKO30B, BBI3BAHHBIX JEUCTBUEM aJIKMJIU-
pYIOIIMX MpenapaToB.
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A NEW WHO CLASSIFICATION

OF NEOPLASTIC DISEASES

OF THE HEMATOPOIETIC AND LYMPHOID
TISSUES. Il. MYELODYSPLASTIC
SYNDROMES AND ACUTE MYELOID
LEUKEMIAS

D.F. Gluzman, V.A. Nadgornaya, L.M. Sklyarenko,
LYV. Abramenko

Summary. A new WHO classification of hematologic
malignancies was recently proposed. In this classification,
distinct diseases, variants and subtypes of myelodysplastic
syndromes and acute myeloid leukemias are defined based
on a combination of morphology, immunophenotype, and
genetic and clinical features. The blast count, lineage
commitment and level of differentiation of the neoplastic
cells are the major markers of the categories recognized.

Key Words: myelodisplastic syndromes, acute
myeloid leukemias, classification.
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