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0C000il epynnvl OCMPBIX ACUK0308, KOMOPble 8 HOBOM, NePeCMOMPEHHOM U3-
danuu knaaccugurayuu BO3 onyxonesvix 3a601e6anuili Kpo8emeopHoU U AUM-
gouonoit mrxaneii (2008), npedcmaenensvt nod pybpuxoil «Ocmpuie neiiko3ol

HAH Yxpaunwi, Kues, Yxpauna HeonpedeneHH020 AUHeliH020 npoucxoxcdenus». Juasnocmuxka smux peokux

hopm nelik03086 gvl3bl6aem cepvestble 3ampyOoHenUs nPU PYMUHHOU OUaeHOCMU-

Kimouessie ciioBa: ocmpoie etikosvl, ke, nockonsky mpebyem ocoboii muamensHOCHU U RPUMeHeHUs KOMNAEKCd MO-

OJuazHoCmuKa, MOAeKYASPHO-
ouonoeuuecke memoobl.

B cooTBercTBUM ¢ HOBOI1 Kinaccudpukauueii BO3
OITyXOJiel KpOBETBOPHOU 1 uMdouaHoi Tkanei [1],
K ocTphIM Jeiiko3am (JI) HeompeneaeHHOM Wi HesiC-
HOM (aHMI1. ambiguous) JMHUKU OTHOCSAT BapUaHThI 3a-
OoJIeBaHMS, TIPU KOTOPHIX B OJIACTHBIX KJIETKAX HE OT-
MevaeTcsl YeTKUX MPU3HAKOB IUGPEpEeHLIUPOBKH,
OTPENeISIONINX MPUHAJIEXXHOCTh K TOMY WJIM MHOMY
POCTKY TeMoroa3a. DTa IpyIna BKiodaeT JI, pu Ko-
TOPBIX 3]I0KAaYECTBEHHO TpaHC(OPMUPOBAHHBIE KIIETKU
HE UMEIOT JIMHEITHO-CITeNU(PUISCKIX aHTUTEHOB (AT)
(ocmputil nedupghepenyuposannwiii aetixkoz, OHJI), n Ta-
KHUe, Ipu KOTOphIX Ha Oactax (bi) onpenenstorcs Ar
0oJiee yeM OTHOM IMHUM, HO CTETNIEHb UX KCITPECCUM HE
TTO3BOJISIET YCTAHOBUTD TIPOMCXOKIEHHE 37T0KAYeCTBEH -
HBIX KJIETOK U C OTIPEIEICHHOCTBHIO OTHECTH K TOM WIIN
uHoi nuHuu. IocnenHsst noarpymnmna (ecmpote aeiiko-
36t co cmeuannovim henomunom, OJICD) MmoxeT comep-
KaTh MOMYJIIUUM b1, uMeroIe pa3TnyHyo NpUpoIy,
WJTV OJTHY TIOTTYJISILINIO CO MHOTUMU AT pa3TMIHbIX JIN-
HU Ha OMHUX U TEX XK€ JICHKEMUUYECKUX KIIETKaX. Y He-
KOTOPBIX OOJIBHBIX MOXET OIPENeISIThCS KOMOMHALIMS
YKa3aHHBIX TTPU3HAKOB.

Omnpenenenrie OJIC®D u HoBas TEPMUHOJIOTHST TTPHILI-
JIM HA CMEHY HAaMMEHOBaHUSIM «OCTPbI OMJIMHEHHBIN
JIEWKO3», TPUMEHSIBILIEMYCSI 111 0003HAYEHMST OCTPHIX
JI, copepxanux oTaenbHble nomyasiuuu b 6onee yem
OIIHO JINHUM, Y «OCTPBIi1 OM(PEHOTUITMYECKIIA JTEKO3»,
TIPY KOTOPOM OTIpeesIsieTcst ofHa rmomyJsiiyst bt c kosk-
cripeccueii AT KJIeTOK pa3TYHBIX TuHW [1—-3]. B psime
CJIydaeB MOCAeIHUI TEPMUH IPUMEHSUIN U 17151 0003HAa-
yeHus ounuHeitHoro JI.

Kateropust ocmpote aeiiko3vt neonpedeaennoezo auneti-
Ho20 npoucxoxcoenus (OJIHJIIT), momumo OHJI, BKITIO-
gaeT: OJIC® ¢ t(9;22)(q34;q11.2), BCR-ABLI; OJICD
c t(v;11q23), peapanxkupoBkoit MLL; OJICD, B/mue-
nounusiii (B/Mmu), HecnienmuumpoBaHHBIN MTHBIM 00-
pazom (HHUO); OJICD, T/muenounnsiii (T/Mu), HUO,;
OJIC®, HUO-penkue Tumbl; npyrue JI u3 KJIeToK Heo-
MIpeaeICHHOM IMHNM; TUM(OOIACTHBIN JICHKO3 /M-
(omy u3 ecrectBeHHbIX KieToK-Kuuiepos (EKK).

./l€l€_)UlﬂpH0-5Ll0/l02LlW€ClCLlX mecmoe.

K OJIC® ne otHOocsiTcst ocTpble JI, KOTOphle MO-
TYT OBITh OTHECEHBI IO KIIMHUYECKMM WA MOJIEKYJISIp-
HO-TEeHETUYECKUM TTPU3HAKAM K IPYTUM KaTeTOPHSIM,
HampuMep octpbie MmuenongHsie JI (OMJI), accormm-
pPOBaHHBIE C TTOBTOPSIIOIIMMMCS TEHETUYECKUMU aHO-
MaJIMsIMM, TaKUMU Kak t(15;17), inv(16) umm t(8;21).
B nocnegHem ciydae Ha OJaCTHBIX KJIETKaX OCOOEH-
HO 4YacTO 3KCIpeccupyloTcs B-kieTouHble MapKepbl
[1]. [TomoOHBIM e 00pa30M He JOJKHBI ObITh OTHECE-
Hbl K T/Mu JI ciydau ¢ myrtauussmu FGFR1 (peuen-
Topa-1 cdakTopa pocra ¢udpodiacToB). B KauecTBe
OJIC® He IOKHBI KJIAaCCHU(ULIMPOBATHCS XPOHUYE-
ckuii muenosneiriko3 (XMJI) B ctanuu 61acCTHOTO KpU3a;
OMUJI, cBsI3aHHBINM C MUETOIUCTIIACTUYECKUM CUHIPO-
mMoM (MJIC); OMIJI, BO3HUKIIIMIA TTOC/Ie TIPOBeAeHHOM
Tepariy, XOTS IIPU BCeX STUX HO30JI0THYECKIX (hopmax
oTMeyvaroTcs bi co cMelraHHbBIM (heHOTUIIOM.

Ycranosnenne nuarHo3a OJIHJIIT Bo3MoXXHO TOJIb-
KO Ha OCHOBe UMMYHOGeHOoTuIIMpoBaHusl. [Tpenmyne-
CTBO CJIeIyeT OTAaBaTh TaHHBIM, ITOJTYYEHHBIM C TTOMO-
b0 TpoToyHOoM urodyopumerpuu (ITLP), mo3Bo-
JISIIOLMM OTIPENETUTh KOIKCITPECCUIO IUMMPOUTHBIX U
MUEIOUIHBIX AP GEepeHIMPOBOYHBIX AT HA OIHOU U
Tolt Xe KieTke. [IpyuMeHeHre MEeTONOB CBETOOIITUYE-
ckoit ummyHouuToxumun (M X) npeamnoururensHee B
CIIyJasix, TIe OTMEYAIOTCS IBE OTIpeneICHHbIC TTOITYIsI -
LMY JIEMKEMUYECKUX KJIETOK C pa3IMYHbIM (PEHOTUIIOM.
BaxHoe 3HaUeHME IS OTIpeneIeHUS] IOy JIeii-
KeMMYeCKUX KJ1eToK B- miu T-K1eTouHOro mpoucxox-
JIEHNS IMeeT KOMIUIEKCHOE IIPUMEHEHHE [INTOXMMIIE-
CKHX METOHOB (ompeneaeHre aKTUBHOCTH MapKePHBIX
(bepMeHTOB, 0OCOOeHHO MUeTonepokeunasbl) u [T D.

Muenonnnsiii KomnoHeHT mpu OJIC® moxeT ObITh
UAEHTUDULIMPOBAH claeayomm oopasom. [Tpu Hanm-
YW OIBYX WX OOJIee OTIPeaeICHHBIX ITOITYJISIINII IeiiKe-
MMYECKHUX KJIETOK, OMHA U3 KOTOPBIX UMEeT UMMYHO®de-
HoTunuueckue mapkepbl OMIJI (Ho He cocTaBnsieT 20%
0011IeTO KOJIMYECTBA SAPOCOIEPKAIINX KPOBETBOPHBIX
kJjetok). ITpu Hanuuuu ogHoi nmonyasuuu b, coot-
BeTcTByloueit B- unu T- octpoMy aumdbobiacTHO-
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My seitko3sy (OJIJT), Ha koropeix ipu ITH®P Hapsay ¢
JMMOONITHBIMHU MapKepaMy OIIPEICIISICTCS KOIKCITPEC-
cus muesornepokcraassl (MITO). BeisiBieHue mueno-
nnHeiX Ar CD13, CD33 u CD117 He MOXeT cUUTaTh-
CsI IOCTAaTOYHO CHEIU(UICCKUM IS MACHTUGDUKAITN
OJIC®. [pu HaMMYMK OHOM TTOTYJISIIIMY KJIETOK, CO-
OTBEeTCTBYIOIIMX KputepusM B- unu T-OJIJI, npu xo-
Topbix B b1 onpenensiiorcst HecoMHeHHbIE TU(depeH-
HUPOBOYHEIC TTPU3HAKY KJIIETOK MOHOIIUTAPHOTO PSIIA:
TOJIOKUTEIbHAS peaKIlns Ha HecTienpuIecKyro 3CcTe-
pasy Wi 3Kcrpeccus 6ojiee 4eM OJHOr0 MOHOLIMTap-
HOTO MapKepa, K Yuciy KoTopbix oTHocsTcss Ar CD11c,
CD14, CD36, CD64 u musoumm.

T-xnerounslii KoMmoHeHT OJICD BBHISBIISIETCST Ha
OCHOBE BBIPaXXCHHOI 3KCIIPECCUU B IIUTOILIa3Me Ar
CD3 (cyCD3) Bo BcexX KJIETKaxX WIH B WX OTACIBHBIX
cyorionyngauusax. dkcnpeccuto cyCD3 nydine omnpe-
nenathb ¢ nomolbio ITH® ¢ ucnons3oBanmneM MkAT,
KOHBIOTHPOBAHHBIX C IPKUMU (DIIyOpoXpoMaMu (TUTIa
(¢uxospurpuna). [1pu usydenun koakcrnpeccuu CD3
B b MIIX MeToq0M HErmocpeacTBEHHO B Ma3KaxX WU
cpesax TpenaHobmonTaToB KocTHOro Mo3ra (KM) cie-
JIyeT YYUTHIBATh BO3MOXXHYIO PEaKIINIO € 3¢Ta (C)-1IeThIo
T-KJIeToYHOTro perenTopa, BEISBISIEMOM TAKSKE B IIUTO-
mia3me EKK, To ecTh peakuus He ABISETCS JOCTAaTOU-
HO crieuuuyecKoi 1y uaeHTudukauum T-KIeTok.

g ycTaHOBJIEHHMS TIPU3HAKOB B-KieTouHOMU
IubbepeHIMPOBKY, B OTJIMUME OT MUEJIOMIHON WU
T-xeroyHol, oTIpeneIeHUS SKCIIPECCHUH OTHOTO Map-
Kepa HemocTaTouHo. [Ipy HaTMImy oqHOM OIS
GJIACTHBIX KJIETOK ITOATBEPKIACHNEM MX B-KieTouHOM
MPUPOIBI CAyXXaT BeIpakeHHas 3kcrnpeccust CD19 B
COYeTaHMU C MOAOOHOM XK€ BKCIIpeccueit mo Kpau-
Hell Mepe ogHoro u3 ciaeayomux Ar — CD10, CD79a,
cyCD22 — unu cnabast peakiysi pu BbISIBICHUU AT
CD19 omgHOBpeMEHHO C CUIILHOM 9KCIIPECCUEH IBYX AT
W3 TIePeUNCIICHHBIX BBIIIE. B peakux ciyJastx o mpuHa-
JexxHocty b k B-rmHUM MOXXHO TOBOPUTE U TTPU OTPU -
natesnpHOM peakiuy Ha CD19, HO Ipu 3TOM He cieny-
eT 3a0BIBaTh 0 HeJmocTaTouHOM crienrduuaoct CD10

u CD79a (tabauua).
Ta6nuua
Mapkepbl, Heo6xoauMble ans onpeaeneHus J1 co CMelaHHbIM
(mixed) ¢peHoTunom

JNnHng Mpu3sHakn pns naeHTudukauum

MuenounaHas Muenonepokcuaasa (MMNO)

MoHouutapHas |2 u3 nepeuncnettbix Ar — CD11¢, CD14, CD64;
nM30UMM, Hecneunduyeckas acTepasa

T-knetoyHas ¢yCD3 nnu sCD3 (peako)

B-knetoyHasn* fpkas peakuus Ha CD19 n 1 u3 Ar: CD79a, cyCD22,
CD10; cnabas peakumsi Ha CD19 u spkas Ha 2 u3 Ar:

CD79a, cyCD22, CD10

* Heobxoauma 6onee wmpokas naHens MkAT.

®opmbr OJICD, nrnarHo3 KOTOPbIX OCHOBBLIBAJICS
Ha OHOM KpUTepuu (Harmpumep «oupeHoTUMmIecKuii
JIEiK03»), MOTYT TIpeTepreBaTh U3MEHEHUS U MIPU pe-
LUIMBE PaCO3HABATbCS KaK «OMJIMHEUHBIN JIEMKO03».
ITono6HbIM Xe 06pa3om nocie HeaHEeKTUBHOM Tepa-
MUY MPU MPOTrPecCUPOBAHUU 3a00JEBaHUS WIU TPU
peLuanBe y TaHHOW KaTeropuu 0OJbHBIX MOXET qua-
rHOCTUpOBaThCs «aucThlii» OJIJT umu OMIIL. Ipu aTom
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HabmogaeTcst peHOMEH, MONMYYMBIINI Ha3BaHUE «JTU-
HEWHOro nepekimoYeHus» [4].

A OJIHJIIT mrarHOCTHPYIOTCS KpaliHe peaKo U CO-
ctaBnstioT < 4% Beex cimydaeB ocTpbix JI. B meticTBuTennb-
HOCTHU K€ 4acToTa UX ellle Huxke. Bo MHOrMX ciyyasx
HeauddepeHmpoBanHoro JI mpu yriayoieHHOM u3yye-
HUU MOXKET ObITh YCTAHOBJIEHA IMPUHAIJIEXKHOCTb bl K
HEOOBbIYHOU KJIeTOUHOI JUHUU. Tak Ha3biBaeMble OU-
(peHOTUIIMUECKIE OCTpBIE JI, IMarHOCTUPYEMEIE Y psiaa
0obHBIX, Ha caMoM neie saBistorcss OJIJI unu OMJI ¢
TepeKPECTHOM SKCIpeccueii TMHEeITHO-CIIeLIM(PUIECKIX
Ar. OJIC® otMevaroTcsd KakK y AeTeld, TaK My B3pOCIIbIX,
¢ OoJtblieil yactoToll y mocinenHux [1]. B To xe Bpems
HEKOTOpbIe MOATUIIBI 3a00JeBaHus Oojiee YyacTo Aua-
THOCTUPYIOTCS Y aeTeit [5, 6].

B xiretkax 60abHBIX OJIC® BBIABIAIOT pa3IndHbIE
TreHeTIecKre aHoMaamu. JIBe n3 Hux, t(9;22)(q34;q11),
t(9;22)(q34;q11.2), a Takxe TpaHCIOKALUU, ACCOLIUM-
poBaHHbIE C FTeHOM ML L, oTMe4aloTcsl 1OCTaTOUHO Ya-
CTO, aCCOLUMPYIOTCS C OIpeneJeHHbIMU KJIMHUKO-Te-
MAaTOJIOTMYECKMMU TIPU3HAKAMU 1 MOTYT paccMaTpu-
BaThCSI B KAYECTBE OTHCIILHBIX HO30JIOTHUECKIX (hOpM.

Ocrpsiii Henupdepenmuposannblii Jeiiko3 (OHJI)
(cunonumsl: octpslii JI, HUO; octpslii JI u3 cTBoJO-
BBIX KJIETOK) — HE BBISIBIISIETCSI 3KCIIPECCUSI MapKepoB,
CUMTAIONIMXCS cIeIU(pPUUECKUMU IS KJIIETOK JUMPOo-
WIHBIX ¥ MUCJTOUIHBIX TUHUMA. 1 MaeHTU(DUKAIITT
OHJI HeoOxonuMOo poBeAeHNE UMMYHO(MEHOTUITUPO-
BaHUS C UCIIOJIb30BaHUEM IIMPoKoit maHean MKAT mist
UCKITIOYEHUST HEOOBIYHOM TMHEHHOM MPUHAIIEXKHOCTH
JIEMKeMIUYECKUX KJIETOK (M3 IIPEAIIeCTBEHHUKOB MUE-
JIOUIHBIX VUIH TUTA3MOIIUTOMIHBIX ICHAPUTHBIX KJIETOK,
npenmectseHHUKOB EKK, 6a3oduioB) u Hu3koaudb-
(bepeHLIMPOBAHHBIX OITyXOJIel U3 HEreMOITOATUYECKUX
kierok. OHJI otMeuaercs KpaitHe penko. Onpeaensio-
muecd B KM u B mepudepuyeckoit kposu b, mpenmno-
JTaTaeMBIM HOPMAaJIbHBIM aHAJIOTOM KOTOPHIX SIBJISIETCS
TreMOTIO3TUYECKasl CTBOJIOBAs KJIeTKa, He UMEIOT LM -
TOMOP(OJOrMYECKUX MPU3HAKOB MUETIOUTHOM IUD-
(bepeHLIMPOBKU, TAIOT OTPULIATCIBHYIO PEaKIIMIO IIPU
IUTOXUMHUIECKOM OIIpeIeICHNN aKTUBHOCTH MHUEIIO-
TepOKCHUAA3kl M HecTleIMpIecKoit actepassl. [1pm M-
MYHO(DESHOTUITMPOBAHIH Ha TTOBEPXHOCTHBIX MeMOpa-
Hax b akcrnipeccupyeTcst He 6osiee ogHOro Ar Toit uin
nHoit tuHuun. Ha B mpu OHJI wacTo skcnpeccupyor-
cas Ar HLA-DR, CD34 u/mm CD38, MOXeT OTMeUYaThb-
¢S TTOJIOKUTEIbHAS peaKilvsl Ha TePMUHAIBHYIO Ie30K-
cunykaeotuauiatpancgepasy (TdT). Jleiikemuueckue
KJIETKM HEe UMEIOT crieinpruiecKux MapkepoB T-Ki1eTok
M KJICTOK MUEJIOMIHOM JIMHNHU (COOTBeTCTBeHHO cyCD3
n MIIO) u He 3KcIpeccupyioT B-KIeTOUHBIX MapKe-
poB (cyCD22, cyCD79a unu BeIpaxXeHHasl 9KCIIpec-
cust CD19). B HUX 0TCYyTCTBYIOT TaKKe crieluyecKue
MPU3HAKYU APYTUX JIMHUIA — KJIETOK MerakapuoLuTap-
HOTO PSiia U TUIA3MOLIMTOUAHBIX IEHAPUTHBIX KJIETOK.
YuuTeiBast 0O4eHb HEOOJIBIIIOE YHCIIO TIPEACTaBICHHBIX
B JOCTyIHOM nutepatype ciaydyaeB OHJI, naHHbIe o re-
HETUYECKUX MOBPEXKIECHUSIX U (haKTOpax MPOTrHo3a IMpu
37Ol (hopMe 3a00JIeBaHMST OCTAIOTCST HEBBISICHEHHBIMU.
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OJICD c t(9;22)(q34;q11.2); BCR-ABL1 — coctaB-
nsteT MeHee 1% Bcex octpbix JI. boabHbie XMJI co cMme-
[IAHHOM TTOMYJISILNeH JIeMKeMIIeCKIX KJIETOK B CTa-
A GJIACTHOTO KpU3a, COOTBETCTBYIOIIEH KPUTEPUSIM
OJIC®, He TOKHEBI BXOIWUTH B 3Ty KATETOpHIO. BhISABIIS-
eTCs KaK y IeTel, TaK U Y B3pOCJIBIX OOJIBHBIX, HO Y T10-
CJICMHNX 3HAYMTEIBHO Yale. KimmAandeckne mposiBire-
HUSI CXOTHBI ¢ HAOMOTAIOIINMMUCS TIPU IPYTHX (hopMax
JI. Kak u y maumenToB ¢ Ph* OJIJI, oTMevaeTcst BHICOKMIA
JierikouTo3. Bo MHOrux ciydasix B KpoBu 1 KM onpene-
JigeTcs: iTMMOopHas OIS ISHKeMUUYECKUX KIIETOK,
OIIHU M3 KOTOPBIX IO IIUTOMOP(OIOTMICSCKIM TTPH3HA-
KaM HalOMMUHAIOT TMM(bOOIIacThl, a Ipyrue — Mueaoona-
cThl. B psine ciydaeB He oTMevaeTcst TOJ0OHbBIX OTIINYM -
TEJbHBIX PU3HAKOB, B TOM YHCJIe CBSI3aHHBIX C CO3peBa-
HMEM KJIETOK MUEJIOUTHOM TMHUK. KIIeTK1 Takoro TuIa,
SKCITPECCUPYIOIINE TaKXKe TUM(PONITHBIC MAPKEPHI, BBI-
SIBJISIIOTCA TIpU 671acTHOM Kpuse XMJL.

ITpy UMMYHODEHOTUITMPOBAHUHN JIEHKEMHUIECKIX
KJIETOK OIpenesiioTcss MapKepbl B-KJ1eToK U KJ1eTOK
MUETOUIHOM MMHUU, MHoraa T-nmuMdo06aacTh 1 MUe-
JT06macTel. Mi3penka onmmchIBaOTCs ciaydan ¢ GeHOTH-
MMYECKUMU TIPpU3HAKAMU TpeX JuHui. [1pn Mojeky-
JsipHO-TeHeTudeckoM uccienosanuu (FISH u ITLP),
nmomMuMo TpaHciaokauuu BCR-ABL 1, onpenensiioTcst 10-
TTOJTHUTEJIbHBIC [IUTOTeHeTUUeCKKe aHoMaauu. [TocTy-
JINpYeMbIii HOpMaJIbHBII aHAJIOT — MYJIBTUTIOTCHTHEIC
KJIETKU -TIPEIIeCTBEHHUKH (001I1Ie MUEJIOUITHO/ITMM-
onaHbBIe KIIETKU-TIPEAIIECTBEHHUKH ).

IIporHos mpu JaHHOM 3a00JIeBaHUM XyXKE, YeM TIpU
npyrux hopmax OJICD [5]. HesicHo, Xy»Ke 1 OH, YeM TIPU
Ph* OJIJI. IIpenmnonaraeTcst, 4To BJie4yeHUM OOJIbHBIX C 9TOI
dopmoii JI MOryT HAalTH THTUOMTOPHI TUPO3MHKIHAZHL.

OJICD c t(v;11q23); peapamxkuposkoit MLL — pen-
Kas ¢opmMa JI, KoTopast AMarHOCTUPYETCS B OCHOBHOM
y IeTeil, 0COGEHHO Y HOBOPOXIEHHBIX [5, 6]. Bo MHO-
rux ciaydasx OJUJI ¢ tpancnokamusmu MLL otMedaeT-
CsI 9KCITPECCHSI MUEJIOMIHO-aCCOIMNPOBaHHBIX AT. Ho
He BCe OHM COOTBETCTBYIOT KPUTEPUSIM,, TTO3BOJISTIOIIM
otHecTH nX K OJICD.

KnuHuyeckue nmposiBjaeHuUs TogoOHBI HaOI0Aa10-
IAMCS TIpU ApyTux (popmax octprix JI. Kak u mist npy-
rux octpeix JI ¢ TpaHcnokauusmu MLL, xapakTepeH
BBICOKUIA JleiikounTo3. Hanbosee yacto onpenesser-
cs nuMopdHas nonyasuus ba. OgHu U3 HUX Mo UU-
TOMOPGhOJOTMYECKUM TTpU3HAKaM HAallOMMHAIOT MO-
HOOJacThl, a Apyrue — aumdobiactel. B HEKOTOPBIX
CJTyJasix BBISIBIISTIOTCS TOJIBKO KJIETKU THTIA Henudde-
peHnupoBaHHbIX b, Ciydau, mipefcTaBieHHBIE UC-
KJIIOYUTETbHO MOHOOJIACTaAMU CKOPEE BCETO SIBJISIIOTCS
OMUJI ¢ TpaHcnokauueit MLL.

ITpn MMMYyHO(MEHOTUTTMPOBAHUU B OOJIBIITMHCTBE
cIyJaeB MOXHO pacrio3Hath nomnyssiiuio CD19%, CD10-
IIpo-B-KiIeToK-peAIecTBEeHHUKOB, 9YaCTO TAIOIITNX
MOJIOXKUTENIBHYIO peaklnio pu BeisiBieHuu Ar CD15.
Okcnpeccus apyrux B-kinerounsix At (CD22 u CD79a)
cnabag. Hapsimy ¢ 9TUM, Kak mpaBuUjIo, ONpeaeisieTcs
OTIEeIbHAS TTOITYJISIIUS MUCTOMIHBIX JICMKEMIUECKIX
KJIETOK (0OBIYHO MOHOOIacTOB) [6, 7]. Koskcmpeccus

MITO na numdounHbeIx b gaBnsgeTcs KpaiiHe peaKoii.
IIpu ctaHmapTHOM KapyMOTUITUPOBAHUHN VTN IIPUMEHE -
Hun FISH-meTona ormevaeTcs peapaHXXuUpoBKa reHa
MLL, HanboJee 4aCTbIM ITAapTHEPOM sIBJsIeTCS TeH AF4
Ha xpoMocoMe 4(q21) [6]. OnucaHbl TakxKe TPaHCIIO-
kaumu t(9;11) mt(11;19). IToMmuMo 3TOrO, MOTYT OTME-
YaThCsl IPYTHe BTOPUYHBIC IUTOTCHETHYECKIE VITH MO-
JIEKYJISIPHO-TeHeTUUeCKIE aHOMAJTUM.

ITporro3 npu manHoi dopme JI moxoii [6, 7]. Bomb-
HbIX ¢ B/Mu JI ¢ tpanciokansiMu ML L gacTo ievat uHa-
ye, yeM nanpeHToB ¢ OJIJI ¢ mono6GHOI TpaHCIOKalMeH,
HO JI0Ka3arenbcTBa 3(h(PEeKTUBHOCTH MOJOOHON Teparuu
TTOKa OTCYTCTBYIOT.

OJIC®, B/mu, HUO — kpaiiHe penkas ¢opma 3a60-
JIeBaHUs1, cocTaBiistolas okojio 1% Beex JI, ¢ Mmapkep-
HBIMU Ipu3HaKaMu B-mmmdbonnHeIx kietok u b mue-
JIOMITHOM ITPUPOIBI, HO He MMEIONIAST BEIIIIE YITOMSIHYTBIX
TeHEeTUYECKUX aHOMaJIMii. BBIsIBIsIeTCs y ieTeit v B3poc-
JIbIX. B O0JIbIIMHCTBE CityyaeB 0;1aCTHBIC KJIETKU KPOBU
n KM 6e3 0coOBIX OTIIMYUTENbHBIX ITPU3HAKOB 110 1IU-
TOMOPGOJIOTHH HATIOMUHAIOT JIECMKEMUUYECKIEe KICTKHI
npu OJIJI unu npenctapaeHbl TMMOPMHON MOy IsIe i
KJIETOK, OJTHY 13 KOTOPBIX HATTOMUHAOT JIMM(OOIACTHI,
a mpyrue muenooaactsl. MITO-nosoxuTeIbHbIe MUEIO-
0J1aCTBI MJIM MOHOOJIACTHI, KaK IIPaBUJIO, SKCIIPECCUPY-
0T AT, aCCOLIMMPOBAHHEIE ¢ MUCJIOMIHBIMY KJIIETKAMH,
BKJtouast Ar CD13, CD33 wiu CD117. Penko Habmo0-
JaeTCsT 9KCIIPECCHST TAKOTO MapKepa 6oJiee 3pesTbIX Kie-
ToK B-nmunuu, kak CD20 [7].

B GosbimHcTBe cnydaeB B/mMu OJICD onpenessiiorcst
pa3IMIHBIC KIIOHATIBHBIC [IUTOTCHETUICCKIC aHOMAJIH —
del(6p), anHomamuu 12p11.26 del(5q), CTpyKTypHBIE aHO-
MaJIMM XPOMOCOMBI 7, HO YacTOTa MX HEMOCTaTOUHO BBI-
COKa, YTOObI CUYMTATHLCS CIIeL(UIECKON IJIsT 3TOM TPyTI-
nwl J1. IIpeamnonaraemblit HOpManabHbIA aHAIOT OJIACTHBIX
KIIETOK T1pu maHHO# (popme OJICD — MyIBTUTIOTCHTHAS
TeMOITO3THYECKAs KJIeTKa-TIPEAILIeCTBEHHUK (OOLLIMIA 1151
B-mumbonuToB 1 KIeTOK MUEJIOUIHOTO Psiia) I KIIeT-
Ka-TIPEAILIECTBEHHUK OHOM JIMHUU, UMEIOIEH pEaKTUBU -
POBaHHY0 1M (HEPEHIIMPOBOYHYIO TIPOTPAMMY JIPYTOM JIK-
HIM TeMOITO3THIECKIX KIIETOK |8, 9].

B/mMu octperii JI umeeT Tuioxoii porHo3, 3a KOTOpbIi
B 3HAYMUTEJILHON Mepe OTBETCTBEHHbI TeHETUUYECKHE T10-
BpexneHus [7].

OJIC®, T/mMu, HUO — penkast opma, COCTaBISTIO-
mas < 1% Bcex JI. [InarHocTUpyeTCs KaK y AeTel, TaK U
Y B3pOCIIBIX. Y IeTeli OTMeYaeTCsi OTHOCUTENIBHO Yallle,
yeMm B/Mu OJIC®D, u He UMeeT 0COOBIX KIMHUYECKUX
NposIBIIEHUU. Y OoNbLIMHCTBA O0OIBHBIX bil, He UMero-
IIHe OCOOBIX OTIMYUTEIbHBIX MMPU3HAKOB, MOP(OIIO-
ruyecku HanomuHatot OJIJI. MHorna npeacTaBiieHb
JUMOPGHBIMU KIIETOYHBIMHA TTOMYJISIIHSIMU, TP 5TOM
OIHU JIeKeMUYeCKUe KJIEeTKM HAIIOMUHAIOT JUMbO-
0;1aCThl, a APYTUE MUEIO0ACTHI.

IMpu nmmyHodenoTunmmpoBanuu Ha MITO-mono-
SKUTEJIbHBIX MUEI00J1acTax MM MOHOOJIACTaxX, Kak Impa-
BWJIO, 9KCIIPECCUPYIOTCS IpYyrue MapKephl, aCCOLUM-
pOBaHHbBIC C KJIETOUHBIMU 3JIEMEHTAMHU MMEJION033a,
Bkmoyass CD13, CD33 wim CD117. Ha b, Bxogsmux
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B cocTaB T-KJ1eTOYHOro KOMITIOHEHTa, moMumo cyCD3,
4acTo 9KCIPECCUPYIOTCs Apyrue T-KIeTOYHbIe MapKe-
pHl, Bkiodasgs CD7, CD5 u CD2 [7]. B 6onbmmHCTBE
CJTy4aeB BBISIBJISIIOTCS KJIOHAIbHBIE XPOMOCOMHbBIE aHO-
MaJiuy, HO UX 4acTOTa He CTOJIb BbICOKA, YTOOBI ObITh
MpU3HAHHOM criendudeckoii as JI ykazaHHO rpyIi-
16l JIaHHBIE TOCTYITHOM JIUTEPATyPhI HE TTO3BOJISIIOT OT-
BETUTH Ha BOIIPOC 00 OTIIMYMSIX B 9aACTOTE Pa3HBIX TeHE-
TUYECKUX aHOMAJINIA B OJIaCTHBIX KJIETKAX ITPU OCTPBIX
B/mu u T/mu J1. IlpeanonaraeMblit HOpMaJibHbIM aHa-
JIOT — MYJITUIIOTEHTHAsI TeMOITO3TUYECKasl CTBOJIOBAsI
kinerka. CoBpeMeHHasI cxeMa KPOBETBOPEHUS HE I10-
3BOJISIET OTBETUTH Ha BOIIPOC O HAJTMYUM OOIIIETO IIpe-
IeCTBeHHMKA T-KJIeTOK 1 KJIETOYHBIX 3JIEMEHTOB MU -
enomnoa3a. Ckopee BCero, B OCHOBE pa3BUTHS TaHHOM
¢opmnbl JI texxut TpaHcopmaiys TMMQGOUIHON KIIeT-
KU-TIPEIIIeCTBeHHIKA, PEAKTUBUPOBAHHOTO Ha BEITION -
HEeHMe MUEJIONIHON T hepeHITNPOBOTHON ITPOTpaM-
MblI [8, 9]. IIporHo3s 3a6o/eBaHMsI HEOIArOMPUSITHBINA.

Penxue tunsi OJIC®, HUO — oTMmeyatoTcs pen-
Kue ciaydau JI, Ipu KOTOPBIX B OJIACTHBIX KJIETKaX BbI-
SIBIISIIOTCS IpU3HAKU T- u B-IMHETHO KOMMUTALINN.
[Tpu ucnonb3oBanuu KputepreB EBpomneiickoii rpym-
bl 10 uMMyHoMeHoTtunuposanuto JI (EGIL) mis BbI-
neneHust ougpenorunudeckoro JI (koappuumneHT > 2
I71sT 60JIee YeM OMHOM JIMHUU KIJIETOK, TIPU 3TOM 2KC-
npeccus Ar CD79a onteruBaeTcs 2 myHKramu) [ 10] ga-
crora B/T-xnetounoro JI 3aBblieHa, Tak kKak CD79a
MoxeT onpenensatbes v npu T-OJIT [11]. T1pu uccie-
noBanuu T-xnetounbix OJIJI Hanuuue Ar CD79a u
CD10 He MOXeT paccMaTpUBaThC KaK CBUIETEIBCTBO
B-xnerounoit nuddepennmupoBku. OnMmMcaHbl TaKXKe
peaKue ciyvyau ¢ MpU3HaKaMU TpeXJIMHeHoi nudde-
peHuupoBku (B-, T- u muenounHoit). Yucno mnogoo-
HBIX HAOJIIONEHNI HEBEJIMKO, YTO HE JaeT BO3MOXKHO-
CTH OIICHUTD KIIMHUYECKIE TIPOSIBIICHNUS, TCHETUICCKIE
HapyIICHUS U TIPOTHO3.

o HacTosIIero BpeMeH! B IOCTYITHOM JIUTEpaTy-
pe MBI HE BCTPETUIU coob1ieHuit o B- wnu T/meraka-
puonutapHoM u B- wiu T/3purponeiikose. Bozmox-
HO, 3TO 00YCJIOBJICHO TE€M, YTO OOIINIA MPeaIIeCTBeH-
HUK 3PUTPO- M METAKAPHOIIUTOB, OJIVKANIIINIA TTOTOMOK
TTOJIMTIOTEHTHOM CTBOJIOBOM KJIE€TKM, OTHOCUTCS K Of-
HOM BETBU I'eéMOI1033a, a KJIeTKU-TPeAIecCTBeHHUKYU B-
u T-numbouutos — k apyroii [12]. Kcratu, 1o cux nop
HE MOXET CUUTATHCS JOKA3aHHBIM CYIIeCTBOBAaHUE 00-
el KieTKu-npeamecrseHHuKa B- u T-numponosza.

Jpyrue JI U3 KJIeTOK Heonpeae eHHOi JMHUM: B PSC
cliyyaeB 0J1aCcTHBIE KJIETKU TpU JI MOTYT 3KCIIPECCUPO-
BaTh KOMOMHAIIIO MapKePOB, KOTOPass He TTO3BOJISICT
KJ1acCH(UIINPOBATH NX B COOTBETCTBUU C M3JIOXKCHHBI-
Mu Bbite npuHIMnamMu Kak OHJI uimu OJIC®. Hanpu-
Mep, Y HEKOTOPBIX OOJIbHBIX Ha JIESMKEMUYECKMX KIIETKAX
MOTYT BBISIBIIATBCS T-KJI€TOUHO-aCCOIMUPOBAHHBIE, HO
He T-kiIeTouHo-crienmduIecKre MapKepsl, TaK1e Kak
CD7u CDS5 (6e3 cyCD3), a Takske MACTIOMIHO-aCCOLH -
upoBaHHbIe, Takue kak CD33 u CD13, 6e3 MIIO. Ta-
Kue Caydau JIydlle paccMaTpUBaTh KaK OCTpbIe HEKJIac-
cupunmpyemsie J1. I[Ipu ncnonb3oBaHum 6osee MUPO-
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Koil maHenu, Bkiaovawlueit MKAT kK HoBeluMm, He
CTOJIb YaCTO UCIIOIB3YeMBbIM MapKepaM, moao0HbIe JI,
BO3MOXHO, YIACTCS KJIIacCU(PUIIMPOBATh O0JIee TOTHO.

JlnmdodaacTasiii Jeiiko3/mmboma u3 EKK: nuarto-
CTUKa HOBOOOpa30BaHWIA 3TOro TUIA KpaiftHe 3aTpynHe-
Ha, O YeM CBUIIETEJbCTBYIOT IIPOTUBOPEUMBBIC TaHHEIC,
MIMEIOIIHecs] B IOCTYITHOM TTepaType. MHOIMe ClryJan,
paHee cuutaBuimecs EK-nefiko3aMu Ha OCHOBE BbISIBJIE-
Hus akcrpeccun N-CAM (CD56), B HacTosiiiee BpeMst
pacrno3HarTcs Kak JI 13 m1a3MOLUTOUIHBIX IEHIPUT-
HBIX Ki1eTOK [13, 14]. ITomoGHBIM Xe 00pa3oM ocTphlii JI
3 muenonnHbix/ EK-xnetok [15], koTopslit, Kak Tipeano-
JIaTaJIoch, BO3HUKAET 13 npenmecTtBeHHKoB EKK [16],
MMeeT IPUMUTUBHBIN UMMYHOGhEHOTHI, HEOTIMIUMBII
ot OMJI ¢ MUHUMAaJTEHBIMM TTpU3HAKaMU TUDhEpeHIIN-
poBku. Ha paHHUX 3Tanax pa3BUTHsI Ha TPEAILIECTBEHHU -
kax EKK He skcnpeccupyrotcs crienbuiyeckre MapKe-
phlI [17] v otMevatotcst Ar, BoisiBasieMble ripu T-OJLJT,
Bkmovast CD7, CD2 u naxke CD5 n cyCD?3 [18]. Takum
obpazoM, nupdeperunarvs T-OJLJT u onyxoneit uz EKK
KpaiiHe 3aTpynHeHa. bosiee cnieniduryeckue MapKephl,
orpeaessIoNIrecs Ha 0ojiee 3pesibIX KIeTKax, TaKue Kak
CD16, penxo 3KCIpecCUpYIOTCS ITPU TEX WIK MHBIX hop-
max ocTpbix JI. MccrenoBaHue Apyrux MapkepoB, CYUTa-
IOILMXCSI OTHOCUTENBHO OoJiee crienduyeckumu (CD9%4
i CD161), npu octpeix JI mpakTHyecKy He TTPOBOIU-
Jock [17, 19]. MOXXHO HafesThCS, UTO JOCTYITHOCTE O0Jiee
crnetupuueckux MmapkepoB EKK, Bki1touasi maHem aHTH-
TeJ1 K MMMYHOIJIOOY TMHOMOAOOHBIM peLienTopaM KuJlie-
poB (KIR), mo3BoauT yTouHUTH NpUpOay 3a00JIeBaHMSI.

HuarHo3 nuMdoOIacTHBIN JeiKko3/mmMdboma n3
npenmectseHHUKoB EKK ycTtaHaBiuBaloT npu Ha-
qaun akcrpeccun Ar CDS6, Takux accolMupoBaH-
HBIX ¢ He3pedabiMu T-kaeTkamu MapkepoB, kak CD7
n CD2 1 gaxe cyCD3 1 mpu oTcyTcTBUM B-KI1e TOUHBIX
Y MUEJIOUTHBIX MapkepoB [20]. ['eHbl peenTopoB UM-
MYHOTIJIOOYJIMHOB U perienTopa T-KIeToK UMEIOT 3apo-
nbiieByto (germline) KoHdurypauuio [16], 4To mo3Bo-
JISIeT UCKITIOYNTh JI M3 OJaCTHBIX IJIa3MOIIMTOMIHBIX
IEHIPUTHBIX KJIETOK.
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ACUTE LEUKAEMIAS OF AMBIGUOUS
KINEAGE

D.F. Gluzman, T.S. Ivanovskaya, N.I. Ukrainskaya,
V.A. Nadgornaya, L.M. Sklyarenko, V.N. Zinchenko,
0.M. Kostyukevich

Summary. The problems relating to the diagnosis of
the particular group of acute leukemias referred to as
«Acute leukemias of ambiguous lineage» in the new
revised edition of WHO classification of the tumors of
hematopoietic and lymphoid tissues (2008) are reviewed.
The diagnosis of these rare forms of leukemia runs into
serious difficulties in routine diagnostics requiring the
particular thoroughness with the involvement of the
complex of molecular biological techniques.

Key Words: acuye leukaemias, diagnosis, molecular
biological techniques.
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