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v’ Pestome

JKaxon coznuknu caknaw mawkunomu machugpu Kypa (2008) ymxup muenouonu neiikoznunz
IHZ KPR yupaiiouzan 2eHemuK afeppauuanapza 324 UMMYHOMEHOMUNNAPUHUNZ XyCYCUAMAapU
kenmupunzan. Takpopuii anopmanuAnIapHU MABMHCYOIUZUHU KYPCAMyeuu UMMYHOpeHoOmunuK
XyCycuamaapru aKc IMmupyeuu YymKup Mueaiouoiu 1eiuxkosnu xonamaap maceupnanzan. Lllynoaii
Kunub, demopnuunz cyak Kymuzuoa muenoud 6nacm xyxcaiupanapoa CD117"* CD34™, HLA-
DR***, CD38""*, ¢yMPO™*, CD13%™ CD33%™ CD56*, CD19%™ CD7%™ wummynogpenomunnu
nonynayus anuknanuwiu t(8;21) mpancnokayusacu maexicyonuzuza maxmun Kuaiuwi MYMKUH.
Bowrka 6emopoa neaxkemuxk onacmaapuunz 2 ma nonyaayuscu anuxianou:. 1) CD34, CD117
AHMUZENNAPUHUHZ IOKOPU IKCRPECCUACU2A I2a, ZPAHyioyumap ougdgepenyuannanum 6enzunapuza
92a oynzan emunmazan Xysycaupanap; 2) CD34, CD117uu ugpooanamaiouzan emyx xyxcaipaniap,
MOHOYUMONO0I3 64 ZPAHYIOUUMONO0I32a Hucbaman oudpgpepenyuayus édenzunapu o6unan CD2
AHMUZEHUHUHZ OUp2anuKoa IKcnpeccuacu Kaiicuxum, 0y 16-xpomocoma (inv (16) éxu t(16;16))
3apapaaunzannuzunu Kypcamaou. Yuunuu xonamoa, CD33 nan-muenoud anmuzenununz anux, oup
Xun IKcnpeccuacu2a 32a Oynzan onacm xyypcaipanap nonynayuacununz maexcyonuzu, CD13 nan-
MUENoud AHMUZEHUHUHZ CYCH IKCHPECCUACU 84 MUenouod Ipma dockuununz maprkepu CD117, CD9
éa CD64 anmuczennapununz nozumue 3xcnpeccuscu, cyMPO ea HLA-DR nunz canbuii
axenpeccusacu t(15;17) anomanusacunu b6awopam xunuw umxonunu oepou. bapua 6emopnapoa
uLy0Xanu Xpomocoma AHOMAIUANAPYU YU O2EHEeMUK MAXIUNLAP OUNaH MACOUKIaHOU.

Kanum cyznap: ymkup muenouonu neikos, abeppanm umMmyHopenomun, OKUMIU YUMOMEMPUSL,
UMMYHOeHOMURUK MaX .
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v Resume

The characteristic immunophenotypes of acute myeloid leukemia with the most common genetic
aberrations according to the classification of the World Health Organization (2008) are shown. Cases
of acute myeloid leukemia are presented, which immunophenotypic features specified in presence of
concrete recurrent abnormalities. So, detection in a bone marrow patient population blast myeloid
cells with immunophenotype CD117***, CD34***, HLA-DR™", CD38""*, ¢cyMPO""*, CD13%",
CD33%™ CD56*, CD19%™ CD7%™ has allowed to assume availability translocation t(8;21). In other
patient 2 populations of leukemia blasts were found out: 1) mature cells with high expression of
antigens CD34, CD117, with features granulocytic differentiation; 2) more mature cells, not
expressing CD34, CD117, with differentiation signs to direction monocytopoiesis and
granulocytopoiesis with co expression antigen CD2, that indicated in damages to 16 chromosome
(inv(16) or t(16;16)). In the third case population of blasts with bright homogeneous expression the
pan-myeloid of antigen CD33, weak expression the pan-myeloid of antigen CD13 and early myeloid
marker CD117, a positive expression of antigens CD9,CD64, cyMPO and negative on expression
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HLA-DR is found out, has given the possibility to predict presence t(15;17). In all cases, the
supposition has been proved by cytogenetic analysis.
Key words: acute myeloid leukemia, aberrant immunophenotype, flow cytometric, immunophenotypic
analysis.

B3AUMOCBA3b TEHETHYECKHUX AHOMAJIAM 1 UMMYHOPEHOTHIIMYECKHUX
OCOBEHHOCTEMU BJACTHBIX KJIETOK ITPU OCTPBIX MUEJIOU/HBIX JIEMKO3AX
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v’ Pestome

Maemca xapakxmepucmurxa umMmyHOpEeHOMUN0E OCMPBIX MUETOUOHBIX JICIIKO306 ¢ Haubdonee
Yacmo ecCmpeuarouUMUC 2eHeMUYEeCKUMI adeppayuamu co21acHo Kiaccuguxayuu Bcemupnoi
opzanuzayuu 3opasooxpanenusn (2008). Ilpeocmasnenst ciyuau ocmpvix MueaouOHsIX 1€lK0308,
UMMYHOeHoOmunuuecKue 0coOEeHHOCMU KOMOPLIX YKA3bléAlU HA RPUCYMCHIEUE KOHKPENHbIX
Ppexyppenmuubix anomanui. Tak, oonapysicenue 6 KOCHHOM MO32€ 00bHOZ0 NONYAAYUU OIACHHBIX
MUETOUOHBLX KIemOoK ¢ ummyHnopenomunom CDI117", CD34™", HLA-DR™", CD38"", cyMPO"™™,
CD13%™ CD33%™ CD56*, CD19%™ CD7%™ nozgonuno npeononoxcums nanuuue mpanciokayuu
1(8;21). Y opyzozo nayuenma oviiu oOHapyscenvl 2 NONYAAYUU JAEUKO3HBIX O1acmoes: 1) nespenvie
K1emku ¢ 6vicokoil Ikcnpeccueii aumuzenoe CD34, CDI117,c npuznakamu 2panynioyumapuon
oudhghepenyuposku; 2) 6onee 3penvie knemku, He Ixcnpeccupyrouwue CD34, CDI117, ¢ npusnakamu
ougpepenyuposku 6 HanpasieHuu MOHOUWUMONOI3A U ZPAHYIOUUMONOI3A C KoOIKcnpeccueil
anmuzena CD2, umo ykazvieano na noepexcoenue 6 16 xpomocome (inv(16) unu t(16;16)). B
mpembvem ciayuae npucymcmeue OIACMHOU NONYIAAUUU C APKO GbIPAINCEHHOU 20MO2EHHOIL
IKcnpeccuell naumuenouonozo anmuzena CD33, 6onee cnaboit Ikcnpeccuell nAH-MUETOUOHOZO0
anmuzena CD13 u pannezo cmaouecneyughuueckozo muenouonozo mapxkepa CD117, nozumuenoii
gkcnpeccueni anmuzenoe CD9, CD64, cyMPO u nezamuenoui no jykcnpeccuu HLA-DR, oano
603MOJCHOCMb RNPOZHO3UpOosamb anomanuio t(15;17). Y ecex nayuenmoe npeononazaemvle
XpOMOCOMHbBLE HapyuieHus noomeepounucsy UUMO2eHeMUYeCKUM AHAIUZOM.

Knrouegnle cnosa: ocmputii MueniouoHblii 1eiiko3, adeppanmublil UMMYHO(eHomun, RPOmMouHas
UUmMoMempus, UMMYHO(EeHOMUNUYECKUTl AHATIU3.

AKTYaJIbHOCTH
H pH OCTpBIX JelKo3ax OJacTHbE KIETKH pPaccCMaTpUBAalOTCSl KaK 3JI0KAYeCTBEHHbBIE aHAJIOIH
HOPMAaJIbHBIX KJIETOK Ha PaHHUX CTaausax TuMdo- u muenomnodsa [5]. [lo Habopy MeMOpaHHBIX 1

LUTOIJIa3MAaTUIECKUX AaHTUI€HOB MOMKHO YCTaHOBUTH JIMHEHHYIO NPUHAIUIEKHOCTb, CTaIUI0
IuQpepeHINpoBKH U (QYyHKIMOHAJIbHOE COCTOSHME KieTkd. Kak mnpaBuwio, onpeneiaeHHbINH
MMYHO(DEHOTHUI JIEHKO3HBIX KIIETOK SBIISIETCS CIEACTBHEM CTPYKTYPHBIX MEPECTPOCK XPOMOCOM.
[ToBTOpSstOIIMECS] XPOMOCOMHBIC HApYIIEHHS, OOHAPY>KUBACMBIE B JIGHKO3HBIX KIIETKAX MUEIOHTHOTO
NPOUCXOXKJICHHS, OTPaKEHBl B HAa3BAHUSIX HO30JOTMYECKMX (DOPM OCTPHIX MHUEIIOMIHBIX JIEHKO30B
(OMJI), kortopele B kinaccudukanuu BcemupHoil opranuzanum sapaBooxpaneHus (BO3) 2008 r.
cocTaBistoT noArpyniny «OMIJI ¢ moBTOpsIOIMMUCS (PEKYPPEHTHBIMH ) TEHETUYECKUMH aHOMAITUSIMIDY
[10]:

-OMJI ¢ t(8;21)(q22;q22); AML1/ETO (toxe, uto m RUNX1-RUNX1T1 B 4-u3manuu BO3);
-OMJI ¢ inv(16)(p13.1922) wmm t(16;16)(p13.1;q22); CBFB-MYH11,

-Octpsiit npomuenonutapuslii neitko3 (OIUI) ¢ t(15;17)(q22;q12); PML-RARA;

-OMJI ¢ t(9;11)(p22;q23); MLLT3-ML;

-OMJI ¢ t(6;9)(p23;q34); DEK-NUP214;

-OMJI ¢ inv(3)(q21;926.2) wm t(3;3)(q21;926.2);RPN1-EVI1;

-OMJI (merakapuobnactaslii) ¢ t(1;22)(p13;q13);RBM15-MKL1

-OMUIJI ¢ myrarueii rena nykimeohocmuaa NPM1(ycnosHas hopma);

-OMJI ¢ myranueit rena CEBPA (ycnoBHast ¢popma.
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Kaxxmast 13 yka3aHHBIX CTPYKTYPHBIX IIEPECTPOEK XPOMOCOM MPHUBOAUT K 00Pa30BAHUIO CIUTHOTO
reHa, KOAMPYIOIIEro XHMEpHBIH OeloK. OTH XPOMOCOMHBIE HAapyIIEHHUs acCOLMUPOBaHBI C
abeppaHTHBIM MMMYHO(EHOTUIIOM JEWKO3HBIX KJIETOK, II03TOMY HMMMYHO(MEHOTHIINYECKUN aHaIN3
JTaeT BO3MOKHOCTb 3apaHee NpeAronaraTb HalIW4yhe ONpEeAENICHHONM TeHEeTHMYECKOW aHOMaluM IpHU
COOTBETCTBYIOIIIEM UMMYHO(EHOTHIIE OJacTOB W TMpeABapUTEIbHO Iu(PEpeHIINPOBATh PASINIHBIE
BapranTel OMJI [7, 10]. B Takux ciay4asx Ha HEepBIA IUIAH BBIXOAWT MPOTOYHAS IIHUTOMETPHS Kak
camblii  OblcTphlii MeTox aHamm3za. K  Hambojee 4YacThIM XPOMOCOMHBIM  a0eppaiusim,
COITPOBOKAAIOIIMMCS XapaKTePHBIMH UMMYHO(EHOTHITHIECKUMHI 0COOEHHOCTAMH, OTHOCATCS: 1(8;21),
IIpH KOTOpOoM HaOmomaercs ciabdas crermeHb (dim) sxcmpeccun antureHoB CD13/CD33 n manmmuwne
koskcnpeccuu CD19/CD56; inv(16) wmm t(16;16), mpu KOTOPBIX BBISBISIOTCS JBE MOITYJISIIUN
OITyXOJIEBBIX KJIETOK C MHEIOIMTAPHONW U MOHOOMAcTHOU AnddepeHIMPOBKON 1 HAIMYKE IKCTIPECCUN
aatureda CD2; t(15;17), mpu xoTopoii oOHapyKHUBaeTCs SKCIIPECCHs MapKepOB TPaHyJIONHUTAPHOM
nmud hepeHIrpOBKY B coueTannu ¢ oTcyTcTBrueM skcripeccun HLADR.  Tpanciokanus t(9;11) Taxke
ABJISIETCSl TOCTATOYHO YACTOM, MO3BOJISIONICH BBIICINTh KOHKPETHYIO HO3050rn4eckyro hopmy OMIJI
M, KaK IMpaBHJIO, BCTPEYAETCA MNPH OCTPHIX MOHOIUTAPHBIX W MHEIOMOHOIMTAPHBIX JeHKo3ax
o French-American-British (D®ADB)-knaccubukanum (OMJI-M5a TN OMIJI-M4).

B noarpynmy OMJI ¢ moBTOpsIFOIIMMHUCS T€HETHYECKUMHU aHOManuAMHU B 4-i pegaxkiuu BO3 Taxoke
ObUTM BBEJICHBI JIBE YCIOBHBIE (BpeMEHHBIC) HO30JIOTHUECKUE (DOPMBI C HaIMYMEeM MYyTallUi TeHOB
NPM1 u CEBPA. Myrammu rera NPM1 orHocaTcs k umciny Hamboliee 4acTO TOBTOPSIOIIUXCS
reHeTHyecKux noppexaeHuit mpu OMIL.  [{st momHO#M XapaKTepUCTUKA 3TUX (POPM U BBIJISICHUS UX B
OTJIEJIbHBIC HO30JI0THUeCKUe (POPMBI HEOOXOAMMBI IOTIOJIHUTEIIbHBIC UCCIeA0BaHusI [9]. DTH BapuaHThI
OMUJI mpencTaBisiroT 0cOOBI HHTEPEC C YI€TOM UX OJIArOMPHUATHON MPOTHOCTUIECKON 3HAYMMOCTH IS
MAIMEHTOB C HOPMAJIbHBIM KapUOTHUIIOM. Y BCeX OOJBHBIX C HOPMAJIbHBIM KapUOTHUIIOM, BKIIFOUAs TEX,
y koro ooHapyxuBatotcs mytaiu NPM1 u CEBPA, BaxxHbIM sBJISICTCS OOHAPY)KEHUE MYTAIlUi TeHa
FLT3. Xoras OMJI ¢ mytanusimu FLT3 He paccMmaTpuBaeTcs Kak OTICNIbHBIA BapuaHT 3a00JeBaHUs,
JJaHHbIE MYTalUU MOTYT CIY>XUTb INPOTHOCTHMYECKHMMH KpuTepusimu. Tak, mpu BeisaBieHun OMII-
M1/M2 ¢ couetanHbIM oTcyTcTBHEeM dKcnpeccun CD34 u HLA-DR, nomnonHUTENBHO K UCCIICTIOBAaHUIO
mytanuu reia NPM1, MokHO pekoMeH10BaTh HcciieoBanre Ha Hamuure MmyTanuu FLT3-1TD, kotopas
CBsI3aHa ¢ HEOJIArONPHUSTHBIM IPOTHO30M.

OcTpblii MueJONIHBIIH Jieiiko3 ¢ t(8;21)(q22;q22);RUNX1I-RUNXI1TL. DToT BapuaHT JieiKo3a
cocraBisieT okoio 5% Bcex ciyuaeB OMJI u 10% OMJI-M2 no ®Abknaccupukanum 1 BcTpedaercst
NPEUMYIIECTBEHHO y MOJIOABIX NanreHToB. Peako auarHoctupyercst y neteil 10 3 jeT u 'y OONbHBIX
crapiue 60 ner. [Ipenmnonaraemplii HOpMaJIbHBIN aHAJIOT — MUEJIOUIHASL CTBOJIOBAs KJIETKA C MOTEHUUEN
nuddepeHIMPOBKH 0 HeHTpodmibHOMY psiny. B Tpancimokammio t(8;21)(q22;q22) BOBjCUEH TeH
RUNX1 (AML1), komgupytomuii a-cyObennHuIly reTepoaumMepHoro oenkoBoro kommiekca CBF (core
binding factor) u ren RUNXITI (ETO) [1].

OmnyxosieBble KIETKH 3TOW HO30j0rH4Yeckod ¢opmbl OMJI yacTo 3KCHpPECCHPYIOT HE TOJBKO
MUEIIOUIHbIE MapKepbl, HO U MapKepbl TUM(OUIHBIX KIIETOK. biacTel 00bIYHO CIAOOTIO3UTHBHEI 110
naHMuesnongHeiM  Mapkepam CD13 u CD33 [6]. Dta 0coO€HHOCTH accOLMHPOBAaHA TOJBKO C
TpaHciokauuei t(8;21) u He BcTpevaeTcs npu Apyrux Bapuantax OMIL

Okcrpeccust CD56 nMeeT HebnaronpusaTHOe MporHocTuieckoe 3Havuenue. Hapsany ¢ CD19 moryt
9KCIPECCUPOBATHCS U pyrue B-kieTounsie anTureHsl - PAXS u muromnazmatudeckuiit CD79a wun T-
kaerounslii anTuren CD7. Ilpu nanHom Bapmante OMJI mpakThuecku Bce 01acThl SKCHPECCHPYIOT
CD34, CD117 u MPO. HMHorna B OmMyXoJNeBBIX KJIETKAaX OMPEAEISAIOTCS NMPU3HAKW ACHHXPOHHOTO
co3peBanus, nposBisttouecs B kodkcnpeccud CD34 u CD15. B HekoTopsIX citydasix 00HapyKUBAeTCs
cnabas sxcnpeccust TdT. Takum oOpa3om, riiaBHOH MMMYHO(MEHOTHNINYECKOH ocobenHocThio OMJI
t(8;21)(q22;q22) siBnsieTcst TO, YTO Ha OIYXOJIEBBIX KJIETKAX CHIDKEHA DKCIPECCHUs MMaHMHUEIIONIHBIX
mapkepoB CD13/CD33 u yacto HabmomaeTcs sKcnpeccus JUuMGOUIHBIX aHTHIeHOB. JlaHHas dopma
OCTPOTro JIeliKko3a OOBIYHO XapaKTEepPH3YeTCs XOpoLleld peaklHued Ha Tepaluio, BBICOKOH 4acTOTON
HACTYIJICHUS TOJTHON PEMHUCCHH U ATTUTENbHBIM IIEPUOIOM BEDKMBAEMOCTH O€3 POSBIICHHUS IPU3HAKOB
3a00JIeBaHus B CITydae JIeUeHHs BRICOKUMH JI03aMH TUTapabuHa B aze KoHconuaau [1].

OMUI ¢ inv (16)(p13.1 q22 ) num t(16;16)(p13.1;922);CBFB-MYH11. OcTpblit MHETOUTHBIN JISHKO3
¢ aHomamusaMHu 16 xpoMocombl cocTaBisieT 5—8% Bcex OMIJL. Tlo ®AB-knaccudukanuu COOTBETCTBYET
OMJI-M4. Berpeuaercs MpeMMyIIeCTBEHHO Yy JIMIl MOJIOIOTO BO3pacTa, HO MOXKET JHAarHOCTHPOBATHCS BO
BCEX BO3pacTHbIX rpynnax. IlpeanonaraeMplii HOpMaibHbBIN aHAJIOT — FEMONOATUYECKAs CTBOJIOBAs KIIETKa
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C MoTeHIMaIoM Ju((GEepeHIIMPOBKH B KIETKH I'PaHyJIOIHUTAPHOTO M MOHOIMTApHOTO pAna. B neiko3HbIx
KIIETKaX y OOJBIIMHCTBA OOJNBHBIX ¢ naHHbIM BapuantoM OMIJI onpexnensiercs inv(16)(pl3.1;q22), Menee
yacto t(pl6;16)(p13.1;,q22). 11 B TOM, U B ApyroM ciydae IpOUCXOAUT ciussHue reHa CBFB Ha JUIMHHOM
wieye 16 xpomocomsl (q22) ¢ MYH11 Ha xopoTkoMm miiede Toi ke xpomocomsbl (pl13.1) ¢ oOpasoBanuem
XHMEPHOTO TeHa.

Onucans! peaxue caydaun OMJI u xpornueckoro muenoneiikosa (XMJI), npu KOTOPbIX OXHOBPEMEHHO
BeIIBIIIOTCA inv(16)(p13.1;q22) m 1(9;22)(q34;q11.2). IIpr XMJI oHM 0OBIYHO aCCOLMHUPYIOTCS C IIEPEX010M
B (pa3y akcenepanuu wiud OJacTHOTO kpu3a [2]. JIeliko3Hble KIETKH y OONBIIMHCTBA OONBHBIX C JAHHON
hopmoit OMJI xapakTepHu3yrOTCs CJI0KHBIM IMMYHO(QEHOTHITOM. OrnpenensroTcst pa3Hble MOMYIISITIT
omacroB: wioHbl MuenobmactoB (OMJI-M1/M2 mo ®Ab-knaccudukamum) KOTOPBIE DKCIPECCUPYIOT
aHTUreHsl rpanynonutapaoro psua CD13, CD33, CD117, CD15, CD65 u mono6mactoB (OMJI-M5a/b o
DAb-kmaccupuKanum), AKCIPECCUPYIOIINX AHTHTEHBI
mMoHonuTapaoro psma CD14, CD4, CD11b, CD1l1c, CD64, CD36 [1, 2, 5]. Dkcnpeccusi MOHOIIUTAPHOTO
antureHa CD4 ormeuaercs npubnusutensHo B 20% ciydaeB. B muromnasMe Bcex THUIIOB OJaCTOB IpU
nmaaHor ¢opme OMJI oOpraHO TpHcyTcTByer MPO. Jlnst 61acToB Takke XapakTepHa BBIpaKCHHAsS
3KCIpeccus IMHeHHOHeorpaHuueHHbIX MapkepoB — HLA-DR, CD34 (06s14H0 Ha Muenobaacrax), CD38.

Yacto HaOmIONAeTCs ACHHXPOHHOCTh CO3pPEBAHUSI OJIACTHBIX KIIETOK U BBISABISETCS KOIKCIPECCUS
MUEJIONIHBIX aHTUTeHOB H aHTureHa CD2 (oOyciioBiieHa 303WHO(QHIAMM), KOTOpas HE CUYUTACTCS
cnenu¢puUecKoll INpH yCTaHOBIEHMM auarHo3a [8]. Pe3ynbTaThl KIMHUYECKHX HCCIEAOBaHUI
CBUJICTETIBCTBYIOT O BO3MOXHOCTHU JTOCTIDKEHUS JUITMTENIFHOM MOJHON PeMUCCHU Y OOJNBHBIX MPU JICUCHUU
UTapa0MHOM B BBICOKMX J033aX B (hpa3ze KOHCONHMIALUH, OJHAKO CPOKH BBDKHBAEMOCTH Y MOKHJIBIX
MAIEHTOB HIKE.

IIpu Hamuumu mytanwmii reHa KIT oTmedaeTces Tsxenoe TeueHue 3a007eBaHuUs U BBICOKHM PUCK Pa3BUTHUS
peunanBoB. bonee OmarompuATHBIM MPOTHO3 OTMEYaeTcss Y OONBHBIX INPH HATUYUH TPUCOMHH 1O 22
XpPOMOCOME B Ka4eCTBE BTOPHYHOM aHOMAaNHH [2].

OcTpblii  nmpoMuenouuTapHblii  Jeiiko3 ¢ t(15;17)(q22;q12); PML-RARA.  Octpsiit
npomuenonutapHsiil neitkos (OIUI) ¢ t(15;17)(q22;q12) xapakrepusyetca npeobnananueMm B 11K u KM
aHOMAaJBHBIX TIpomuenonuToB. [lo ®AB-kiaccudukarmm cootBeTcTByeT Bapuanty OMJI-M3. Brigenstor
THNEPrPaHyJIApHbIM (TUIMWYHBIA) M MMKPOTpaHyJISpHBIA (TUnorpanyssipHsiit) Bapuantsl OILJI. OILI
coctaiseT 5-8% Bcex OMIJL. 3aboneBanue BeTpedaeTcs MPEUMYIIECTBEHHO Y JIUIT ITOXKUIOTO U CPETHETO
BO3pacTa, HO MOXET IUArHOCTHPOBATHCS W Y MOJIONBIX Jroneil. O0a BapHaHTa 9acTO COIPOBOXKIAIOTCS
CHHJIPOMOM JIHCCEMHMHUPOBAHHOTO BHyTpHcocyauctoro caepteiBanus (BC). Ilpeamonaraemsrit
HOPMAaJIBbHBIH aHANOT — MMENOHHAs CTBOJIOBAsl KJIETKA C IMOTEHLUHUAIOM K IU(QEpPeHIIUPOBKE B KIETKU
rpanynonuTapro tuauy [2]. [Ipu nanHo# Gopme ocTporo jeiko3a reH o-perenTopa peTHHOEBOH KHCIOTHI
(RARA) Ha 17q12 coenuHsAETCS C TEHOM siJiepHOTO peryistopHoro ¢akropa (PML, reH mpoMueonuTapHoro
neiiko3a) Ha 1522, yro nmpuBoauT K oOpazoBaHuio cinuTHOro reHa PML-RARA. Mmmynodenotun OILI
SIBIISICTCST BRICOKOCTICIIH(DVHIHBIM.

OMJI ¢ t(9;11)(p22;q23); MLLT3-MLL. B xmaccupukammun BO3 2001 r. (3-¢ m3manme) ota
Ho3oJorHuYeckass ¢Gopma Jeiikoza umena HazBanume — OMJI c anomamumeit 11q23 (MLL). pyras
Tpancnokanus MLL, kpome Toii, uto BoBimekaeT MLLT3, nomkna ObiTh ykazaHa B aumarHose. [pyrue
anomanu MLL, takwe kak yactuuHas TaHaeMHas ayonukanus MLL, He JO/DKHBI OTHOCHUTBCS K DTOM
kareropun. MLL (HRX) yuactByer B 00pa3oBaHHU CIUTHOTO TeHA TPH TPAHCIOKANHUIX C BOBICUCHHEM
11923 [2]. Jannas ¢popma OMII BcTpeuaetcs B m000M Bo3pacte (y B3pocibix 2% ot Bcex OMJI), vame y
nereit (9-12% OMUII). IIpeamonmaraeMblii HOPMAJIBHBIM aHAIOT JIEHMKO3HBIX KIETOK - T€MOIIOITHYESCKAS
CTBOJIOBasl KJETKa C MYJIbTUJIMHEWHBIM MOTeHunuanoMm. TpaHcmokamms t(9;11)(p22;q23), xak mpaBuiio
BCTpPEYAETCs MPU OCTPBIX MOHOIIMTApHBIX M MUEJIOMOHOIMTApHBIX JieHko3ax (coorBeTrcTByeT OMIJI-MSa
i OMJI-M4 o ®AB knaccndukanun), maoraa — npu OMUJI ¢/6e3 npusHakoB co3peBanus (OMJI-M1/M2
o ®Ab-knaccudpukanun). [Ipu nannoit gopme neiikoza B 80—100% cirygaeB SKCIPECCUPYIOTCS aHTUTEHBI
CD33, CD4, CD64, HLADR, CD11b, CD15, CD38, pexe CD34, CD13, CD14.

OMUJI ¢ myramusimu rena NPM1. Tlpu stom tame OMJI, Bo3HMKaIomeM, Kak mpaBwio, de novo u
BKITIOUEHHOM B KauecTBE YCIOBHOH (provisional) Hozomormdeckoit popmsel B knaccudukanuio BO3 (2008),
MyTanuu noasepraercs 3k30H 12 rena Hykiaeopocmuaa NPM1. Myrannu rena NPM1 otHOCSTCS K uncmy
Hanbonee 4acTo MOBTOPSIFOLUXCS FEHETUYECKUX HOBPEXICHUI npu OMJL
C BozpacToM ux dactoTa yBenuuuBaeTcs (y neteil -2-8%, a y B3pocibix - 27-35%). Myrtaunun NPM1
COYETAIOTCS C HOPMAIBbHBIM KapuoTHroM. [Ipmmepno y 40% 6omeueix OMJI ¢ myrtamusmun NPM1 B
HEOIUTACTHYECKUX KJIETKaxX B Ipolecce pa3BuUTHA 3a0oeBaHus oOHapyxuBaeTcs ciuTHeIA reH FLT3-1TD.
IIpenmonaraemplii HOpMasbHBIM aHanor Jeiko3HbIX Kierok mpu OMJI ¢ myranusmu rema NPM1 —
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reMoIodTH4ecKkass cTBojioBasg kierka [3]. Ilpm kimmHMYeckoM oOcCieqOBaHMM Yy OOJBHBIX MOTYT
00HApYXMBATHCSI IKCTPAMENY/UIIPHBIE OYardW IOPaXEHUS B JECHAX, JIMM(ATHUECKUX Y3/IaX, KOXKE.
DeHoTUNMYECKHE 0COOEHHOCTH AaHHOH (hOpMBI JIeiiko3a MOTYT COOTBETCTBOBATH Jitobomy PAB-nonTumy,
3a uckiroueHueM OMJI-M3 [4]. VcraHOBIEHa TeCHas CBsI3b MEX]y OCTPhIM MuelIoMOHOnUTapHbIM (OMII-
M4) u mororutapaeM (OMJI-M5a u, ocobenno, M5b) neiiko3amu 1 HanuaueMm mytanuu resa NPM1. B
nocnenneM ciaydae mytauuud NPM1 obHapyxuBatoTcst B neiiko3Hbix kieTkax 80-90% OonpHBIX. Kpome
TOr0, MyTAIlMK ATOTO THIA onpenersitores mpu OMII ¢/6e3 nmpuzHakoB cozpeBanus (OMJI-M1/M2) u npu
octpoM 3putpoieiikose. (OMJI-M6).

B 6macrax mpu OMJI ¢ myranusmu reHa NPM1, nomumo muenounnsix anturenoB CD13, CD33 (apkas
skcripeccusi) u MPO, wacto oOHapykuBaeTcs SKcHpeccHss MapkepoB TH((EepeHIIMPOBKH  KIETOK
MOHOITUTAPHO-MaKpOdaraibHOTo psina, B oM yncie CD14, CD11b u CD64. Y cTaHOBIEHO, 9TO HE3aBUCHMO
oT CTEIICHH 3pENOCTH, OITyXOJIEBEIC KIICTKU HETaTHBHBI o AHTHUTCHY
CD34. B cityuae OMJI-M1/M2 HabmronaeTcs couetanHoe otcyrcTBue skcnpeccud HLA-DR u CD34.

3aki04eHue

CoBpemenHas kiaccuukanuonnas cucreMa BO3 omyxoneil KpOBETBOPHBIX U JTHM(BOUIHBIX TKaHEH,
CO3llaHHAsT HAa  OCHOBE  OOBCAMHEHHOTO  aHANIW3a  KIMHUYECKUX,  IUTOMOP(OJIOTHYCCKUX,
UMMYHO(CHOTHITHYECKIX M IUTOTCHETHUECKUX NAHHBIX, IMPOJOJDKAeT COBEPIICHCTBOBATHCA. B sTOM
aCIeKTe OCTpPBIC JICHKO3bI MPEICTABIAIOT cOOOW TeTepOreHHYIO IpyIny 3a00JeBaHUN C pa3HOOOpPa3HBIM
AHTUTEHHBIM TIPO(WIEM, T/ie TJIABHBIM TUATHOCTHYCCKAM M TPOTHOCTUYECKUM TPH3HAKOM SIBIISIOTCS
MIOBTOPSIIOIIIECS XPOMOCOMHBIE aHOMaldWd. TeM He MeHee, MMMYHO()EHOTHIIMPOBAaHHE C IIOMOIIBIO
MYJIBTUIAPAMETPUIECCKON TMPOTOYHON IIUTOMETPUH ITIO-TIPEKHEMY UTPAET BEAYIIYIO POJIb B THATHOCTUKE
9THX 3a00JICBaHWH, TaK Kak IO3BOJIAET OBICTPO M TOYHO YCTAHOBHUTH JIMHCHHYIO MPUHAIJICKHOCTDH
TpaHCc(HOPMHUPOBAHHBIX 0JIACTOB U CTAIHIO, HA KOTOPOH Ipoun3omen 0JIoK ux auddepeHInPOBKH, TOT 1A KakK
Ha TIOyYeHHE PE3YNIbTATOB ITUTOTEHETUYECKOTO aHali3a M JAPYTUX HCCICHOBAaHHN TpeOyeTcss ropasno
oonpiie  BpemeHu. COBpEMEHHBIE TEXHHKA HMMMYHO(EHOTHIIMPOBAHUS AalOT BO3MOXHOCTH VIS
uneHTHUKAMKA ~ aOepPpaHTHOr0  MMMYHO(DEHOTHIIA, AaCCOLUHPOBAHHOIO C  COOTBETCTBYIOIIHMMU
PEKYPPEHTHBIME XPOMOCOMHBIMA a0eppanusMH, ITO IO3BOJISIET CACTATh IPEAOI0KEHIE O HATHINH dTHX
HApPYIICHUI W MMeeT OONBINOe 3HAYCHUE i TUPPEepeHIUATHLHON MUATHOCTUKA M OLCHKH IMPOTHO3a
3a00JIeBaHMUSL.
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