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CTpyKTYypa U reHeTUKO-MMMYHOJONU-
yeckue 0COOEHHOCTHU OCTPbLIX
nenkosoB y aetei B llepmckom kpae

H3yueHbI BO3PACTHO-TIONOBAS U MOP(OIOrHIECKas CTPYKTYPhI, UMMYHOJIOTMYECKHE
u reHeTHueckue ocobennoctu y 116 gereii ¢ ocrpeiMu netikosamu (OJI). B crpykry-
pe OJI npeobaaganu ocTpslit umboobaacTHblii teiikos (OJII) - 82,8%, ocTpslit Mu-
enob6aactHbli Jeiiko3 (OMJI) — 14,6%, 6udenorunudeckuii seikos — 2,6%. B ne-
oM OJI u OJIJI rocToBEpHO yalle pa3BUBAJINCh Y MAIbYMKOB. BbIsIBI€HBI JOCTOBED-
HO 6osee pannas Manudectanusa npu OJUI no cpasaenmo ¢ OMJI, nosbimennas
yactoTa passurusa OJIJy gereii B Bozpacre 2-5 net. iMmMmynosorudeckas cTpykrypa
OJIJI xapakrepusoBarach npeobiaaganueM B-reiikosos (88,4%) max T-neiikoszamu
(11,6%). Jina B-OJIJI tunuyHa Gosiee paHHAS MaHUMECTAIUsA 110 CPABHEHUIO
¢ T-OJIJL. Boiasieno gocrosepHoe npeoodaaganue T-OJIJI vay B-OJIJ cpeau manm-
€HTOB-IIKOJIBHUKOB. B crpykrype B-OJIJI romuuuposanu npe-ipe-B (54,1%) u mpe-
B (44,3%) moxsapuanTst. T-OJIJI 661 npeacTasiaeH npe-T 1 KOPTUKAIBHBIM ITO/[Ba-
pUaHTaMU, KOTOPbIE BCTPEYAIUCH C oguHakoBoi yactoroit. IIpu OJIJI xpomocom-
HbIE IEPECTPOiKN OGHAPY)eHbI Y 58,3% GONBbHBIX (Yallle THUIICPIUILIONANA), TEH-
uble —y 30% (wame Tpancioxanus ¢ (12; 21) (p13; ¢22). Ilpu OMJI abeppaHTHDII Ka-
pHOTHII (pa3/IMYHbIC YUCIOBBIC, CTPYKTypHBbIC aHoMaanu) 3aduxcuposan B 75%
CJIydaeB; Ha MOJICKYJISIPHOM YPOBHE II€PECTPOMKH BbIsiBACHBI Y 40% sull, Y HOJIOBU-
HBI U3 HUX OOHapy:xeHa Tpanciokarust ¢ (15; 17) (¢22; ¢21).
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N.B. MERZLOVA, D.V. MERKURIEV, V.I. BATURIN, 0.E. NIKONOVA
Structure and genetic and immunological features of acute leukemia in children
of the Perm region

A study was made into age-gender and morphological structure, inmmunological and genetic peculiarities of 166 children
diagnosed with having acute leukemias (AL). In the structure of AL acute lymphoblastic leukemia (ALL) — 82.8% was found
to be predominant, as well as acute myeloblastic leukemia (AML) - 14.6% and acute biphenotypical leukemia — 2.6%.
Overall AL and ALL occurred significantly more frequently among boys. A significantly early manifestation of ALL was revealed
in comparison to AML, and also an increased frequency of progression of ALL in children aged 2 to 5 years. Typical for ALL
immunological structure was predominance of B-cell leukemia (88.4%) over T-cell leukemia (11.6%). Early manifestation
is more common for B-ALL than for T-ALL. A significant prevalence of T-ALL over B-ALL was detected among school-age
patients. Dominant in the structure of B-ALL were pre-pre-B (54.1%) and pre-B (44.3%) subvariants. T-ALL was represented
by pre-T and cortical subvariants which showed similar frequency rates. During ALL chromosome rearrangements were detect-
ed in 58.3% of patients (more often hyperdiploidy), transgenation — in 30% (more commonly translocation ¢ (12; 21) (p13; ¢22).
In patients with AML an aberrant karyotype (various digital, structural anomalies) was recorded in 75% of cases; at the molec-
ular level rearrangements were detected in 40% of patients, half of them were found to have the ¢ (15; 17) (¢22; ¢21)
translocation.

Key words: acute leukemias, children, age-gender structure, immunophenotypic and genetic features.
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OCprIC seiiko3nl (OJI) - 3a6osieBaHms, KOTOpPbIE
XAPAKTEPU3YIOTCA MEPBUYHBIM MOPaK€HHEM KOCTHOTO
MO3ra MOP(OJOTUYECKN HE3PEIBIMUA OJIACTHBIMHU KJIET-
KaMM C BBITECHEHUEM HMMH HOPMAaJbHBIX 3JIE€MEHTOB
reMorno?3a M HUHQUIbLTPAMEl pa3IuYHBIX TKaHEH
u opraHos [1-3]. /lanHas rpynma 3a601€BaHui y geTen
OT poxaeHus go 15 jet — camag obmmpHas cpefu Bcex
3JIOKa4eCTBEHHBIX HOBOOOpa3oBaHuil [4, 5]. Exxerogno
B JOI'Ll um. ®.I1. I'aaza I'Y3 IIKJAKD nocrtynaer xo 30
aeteit ¢ puepsble BulaBaeHHbIM OJI. Ha nucmancepaom
ydere y gerckoro onkosora Ha 01.01.2010 r. coctosit 112
Jetel ¢ faHHOI marosorueid. B Ilepmckom kpae Bomnpo-
caM, CBSI3aHHBIM C M3YYEHHEM OCTPBIX JEHKO30B B JIETC-
KOM BO3pacTe C HAyJHBIX MMO3UIUN, BHUMAHUSA MPAKTH-
4yecku He yaeuasioch [6]. He B monHOI Mepe M3ydeHBI
BO3PACTHAsA U II0JIOBAs CTPYKTYpbl 3TOH HaTOJOTUH,
OCOGEHHOCTU pacHpeeIeHns 3a00J€BaHUA B JIETCKON
MOMYJIALNY, COBEPHIEHHO HE U3Y4EHBI 3aKOHOMEPHOCTHU
MMMYyHO(EHOTHUIIA 1 GH0JIOTUY GIACTHBIX KJIETOK, a TaK-
K€ MHOTHE acCIeKTbl, KACAIOIMECs JeYEHUs, MPOTrHOC-
TUYECKOH 3HAYMMOCTU OTAEILHBLIX (PaKTOPOB, OLIEHKU
BBIKMBAE€MOCTH U OT/JAJICHHBIX PE3YJIbTaTOB JE€UEHUS.

B mactosmee Bpems B auarHoctuxke OJI Hapsagy
¢ MOP(}OIUTOXUMHUYECKUM HCCAEJOBAHUEM IMIHPOKO
HCIIONB3YIOT UMMYHOJIOTUYECKUE, IIUTOTE€HETUYECKUE U
MO-IEKYJISIPHO-TEHETUUECKUE METOJbI, UMelolee 60/Ib-
o€ MPOrHOCTHUYEeCKoe 3HadeHue [7-9]. At MeToab
NPpUMEHSAIOT TPU OOCJAEJOBAHUU M MOHUTOPUHTE
s¢pdextuBHOCcTH sNeueHusa y aereir ¢ OJI B JOI'L]
uM. @ II. TIaaza I'Y3 IIKJIKD. Tem HEe MeHee pe3yIbTaTel
TAKOM AMATHOCTUKH JIO CUX MOP HE MPOAaHATU3UPOBAHbI
1 HE COIMOCTAaBJIEHDI C UMEIONECss MUPOBOH U poccHiic-
KOH Hay4YHO-MH(OPMALIMOHHOH 6a30i1, IIO3TOMY IIPEJAC-
TaBJAAIOT GOJBIION MHTEPEC KaK JUI TEOPETUUYECKOTO
OCMBICJIEHUsI 3aKOHOMEPHOCTEH JIefKo30oreHesa, Tak
1 B MPUKJAJTHOM aCIEKTe JJIs YAyJIIeHUs] Pe3yIbTaToB
3(pPeXTUBHOCTH TEPAUH JAHHON IAaTOJIOTUH.

Llenb paboTbl: u3yunTh CTPYKTYpy OCTPBIX JEHKO30B,
UX HMMYHOJOIHYECKUN (PEHOTUII M OHOJOrudYecKue
0COGEHHOCTHU B IeTCKOM nonyaanuu Ilepmckoro xpas.

MATEPWUAJIbI U METO/1bl UICCNIE[IOBAHUSA

O6cnenoBansl 116 gereit ¢ ocTpbIM JIEIKO30M B BO3-
pacte ot 1 roma no 17 ner (B cpenHeM 5,7+0,4 ropa;
MeauaHa — b jier), Haxoaupmmuxcst Ha jgedenuu B JJOT'L]
nM. O.II. Taaza I'Y3 TIKJKD B nepuog ¢ 2001 mo 2009
rog. Jluarnos OJI BepudunuposaH Ha OCHOBaHHUU MOP-
(pOIMTOXMMHUYECKOTO HCCIECOBAHUS KOCTHOTO MO3ra.
Ciayuan Hemaud@epennuposansoro OJI B gaHHOU
rpyIie 60JIbHBIX HE HAGIIONAINCh.

HNmmynopenorunuposanue (MPT) 6GracTHbIX
KJIETOK BBIIIOJHEHO Y 75 GOJIbHBIX; I[UTOr€HETHIECKUI
AQHAIN3 NPOBEJCH Y 44 neTeil; MOJIEKyISIPHO-TEHETHIeC-

Kas JuarHoctuka — y 40 marueHToB. AHAIN3bI IPOBOH-
gu B ynaboparopusx Ha 6aze I'Y3 IIKJKD, a Taxxke
B 7a6OpPaTOPUU LHUTO- M MOJIEKYJISPHON TEHETUKHU
OJKDb Nel (r. Exkarepun6ypr). Jeru, nmeromme uMMy-
HO(EHOTUNINYECKHE MapKephl 3peyoro B-xierounoro
JIeiKO3a, KOTOPBIN B HACTOsINEEe BPeMsl OTHOCHUTCS
K TpyIIie HeXOKKMHCKUX uMpom [3], B raHHOM HCce-
JOBAaHUH He yuyacTBoBatd. Ilpu craTuctumyeckoil o6pa-
60TKe MaTepHasa UCIOJb30BaH Fkpurepuil CThioJeHTa
JUIs1 OIIpeieIEHUsI JOCTOBEPHOCTH pasanuuil. Pasamuns
cuuTaI foctoBepHbIMU TIpu p<0,05.

PE3YNbTATbI NCCNEAOBAHUA U UX OBCYXXAEHUE

B cTpykType n3ydaeMbIX reMOOIaCTO30B 3HAYUTEILHO
npeob6azan ocTpbiii muM@obaacTHei aeikos (OJLUI) —
82,8% ciyqaes. IlpakTryecku y Kax/Joro mecToro 60Jb-
Horo (14,6% ciy4aeB) perucTpUpPOBAIM OCTPBIA MHEJIO-
6sacTHbIN Jeiiko3 (OMJI). B exHUYHBIX cirydasx HaGIIO-
nam 6upenorunmdecknii OJI (c sxcnpeccueii mapkepos
MUEJIONJHON U TIM(pOUITHON JIMHU).

B nenom OJI focToBEpHO Yale pa3BUBaINCh Y MaJTb-
YHKOB, Ye€M y AeBOYeK, — cooTBeTcTBeHHO 60,3 1 39,7%
($<0,05); OJIJI yame BCTpEYANTNUCh Y MAILYUKOB — COOT-
HomeHnune 1,6:1 (epagux 1); OMJI Taxxke wyame
OTMEYaJINCh Y MAILINKOB — cooTHOMmeHue 1,43:1, Ho 3TO
pasImyue HeJOCTOBEPHO. budenoTunmnyeckuil ocTpbIi
JIEUKO3 PETrUCTPUPOBAIN C OJAMHAKOBOU YaCTOTOH
cpeau MAIbYMKOB U I€BOYEK.

OJIJI passuBascs y feteii B Bo3pacTte oT 8 mec jjo 12
sert (B cpenreM 4,7+0,3 roxa, meauana — 2 roga); OMJI -
y 60JbHBIX 6ojee crapmero Bospacta (p<0,001) — ot
1 roga 7 mec 5o 14 ner (B cpexnem 7,5£0,9 roga, meana-
Ha - 5 net). [l OJIJI xapakTepeH BO3PACTHOM MUK 3a-
6osieBaeMoCTH, puxogsamuiics Ha 2-5 xet (epagdux 2);
npu OMJI Takoll BO3pPAaCTHONH 3aKOHOMEPHOCTH HE
OGHAPYXEHO.

Wayuenue cTpykrypsl OJI y neTeii pa3sindHbIX BO3-
PACTHBIX TPYIIl IIO3BOJUJIO BBIJEJIUTH CJEAYIOLINE
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Tpachuk 2
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Tpachuk 4
WmmyHonoruyeckaa cTpyktypa 0JU1 y pneren
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CTHBIX Ipynn (10 3 get n 4-6 ser) cxoxa (gpagux 3)
" XapaKTepHSyeTCH 3HAYUTEJIbHDbIM HpCO6JIa[[aHI/I€M
OJIJI max OMJI (coornomenue 9,7:1-12:1). ¥V nerein
TaHHBIX Bo3pacTHBIX Tpynn OJIJI B 1,6 pasa wame
HaGJIIOJAICH Y MAIBYUKOB, YeM Y ieBodek. YTo kacaercs
OMJI, To cpeau nereil B BO3pacTe A0 3 JIET 3TOT Bapu-
aHT JIeiKo3a HAGIIOAAIN OJUHAKOBO YACTO U Y MaJIb4H-
KOB, U y I€BOYEK, TOINA KaK CPeJu AeTel, 3260 IeBIIINX
B Bo3pacTe 4-06 JIeT, ero B /[Ba pas3a Jalie PerucTpUpoBa-
JIN y MaJIbYMKOB.

¥ marnueHTOB IKOJBHOrO Bo3pacra (7-17 ier)
crpykrypa OJI Beimtagena mnave. O6pamaeTr Ha cebst
BHUMaHUE BBICOKMII yaenbHbiil Bec OMJI (29,4%) cpenn
obmero yncira 3a6ojaeBmux — oH B 3,1-3,8 pasa npesbI-
maeT ‘{aCTOTy B ,prTI/IX BO3paCTHbIX rpynnax. Kp0Me
TOrO, TOJBKO IS GOJIBHBIX IIKOJIBLHOIO BO3PacTa OBLI
xapakTepeH 6udenorunudeckuil Bapuant OJI. B sroit
BO3PACTHOU TpyIIle MaJbUMKU Yallle, YeM JAEBOYKH,
6osesu OJUI (1,61:1) m OMJI (2,33:1). Cpenu obmero
yncaa obcreoBanabix 60abHbIX ¢ OJI 6onee 2/3 (69%)
IPOXUBAIA B TOPOJE, OCTATIbHBIE — B CEIbCKOM MeECT-
voctu. [Ipakruaecku 1/3 3a6oiesmux (31%) — sxxurenn
r. [lepmu.

Taxkum ob6pazom, TMMQPOOIACTHRIN BapHUaHT MpPeos-
JIAJIAET B CTPYKTYPE OCTPOI JIEUKEMUHN y AETEU Pa3HOTO
Bo3pacta. Ha momo OMJI npuxonurcsa He 6osee 1/6
gactu Bcex OJI, mprueM JaHHBINA BUA JE€HKO3a BCTpeYa-
eTcs ¢ 60JIbIIEH YJACTOTOH ¥ AI[UEHTOB IMKOJIHHOTO BO3-
pacta. Jxs OJIJI TunndaHa JOCTOBEPHO 6ojIee paHHAS
MaHu@ecrarusg no cpapaenuio ¢ OMJL ITpu OJIJI 3a60-
JIEBAaHUE JIOCTOBEPHO Yallle Pa3BUBAETCSA Y MaJIbYUKOB.
ITpu OMJI focToBEpHBIE OTINYUS IO IOy HE OIpese-
JIAIOTCS, XOTS HMMEeTCHA TeHJAEHIUsA K Gojiee JacToMy
Pa3BUTHUIO IIATOJIOTUU CPERH JIMI[ MYXCKOIO IOJA.
PazsuTue OJI 60s1ee xapakTepHO A JeTel, IPOKUBAIO-
IUX B TOPOJAx.
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Ilpu MOpOJOrn4ecKkoM HCCIEROBAHUU KOCTHOIO
Mo3zray 6oabHbIX OJIJI 661111 ArarHocTupoBansl L1 n L2
BAapUAHTBI 3a00JI€BaHUsA, KOTOPbIE XapaKTepPU30BAINCh
HarareM OJ1acTHBIX K1eToK Menkux (L1) mwmm cpexnnx
(L2) pasmepos.

Y nmereii ¢ OMJI cormacHo FAB-xinaccuduxanmm
GBI BBIICJIEHDI IIECTh BAPUAHTOB Jeiko3a: M0 — MuHMT-
MaIbHO AuddepeHIupoBaHHbI; M1 — Mueno61acTHBINA
6e3 cozpeBaHus; M2 — MUETI06TACTHBINA C CO3PEBAHMUEM;
M3 - mpoMuenonuTapHbIit; M4 — MHETOMOHOOIACTHDIH;
M5 — monO6IacTHBIN. C HAMOOIBIIEH YACTOTONH PEruCT-
puposanu Bapuantbl MO u M5 (o 29,4%); Heckosnbko
pexe — M3 (17,6%). He 6bL10 OTMEYEHO HHM OJHOIO
caydast pasBUTUSL OCTpPOro »purpodaactHoro (M6)
U OCTpOro Merakapuo6iaactHoro (M7) 1eiko30B.

Y 69 u3 96 gereit ¢ OJIJI mpoBeaeHO MMMYHOpEHO-
tunuposanue (MPT) kocTHOrO MO3ra, KOTOpO€ MO3BO-
JINJIO BBIJEIUTb JBa MMMYHOJOTHYECKUX BapHaHTA!
OJIJI, mpoucxomsmuil U3 KJIETOK-IPEAIIeCTBEHHIKOB
B-mum¢ponnros (nau B-neitkos) u OJUJI u3 ki1eTok-npes-
mecTBeHHUKOB T-mumdonnrtos (T-reitkos). Ha pomo
B-xnerounsrx Jeiko3oB mpuxoamnocs 88,4% Bcex
caydaeB 3Tol narosioruu; T-kjeTouHble JIEHKO3bI COCTA-
B 11,6% (coorHomenue 7,62:1). Ilpu atom T-neiiko-
3bl Y MAJIBYNKOB BCTPEUAINCH B 7 Pa3 4ame, IeM y AeBO-
uek. [Ipu B-rnefiko3ax Takoe npeobdiajanue 6bU10 MEHee
BBIpaKeHHBIM (1,3:1).

Cpeannit Bospact narnuenros ¢ B-OJLI (5,1£0,4 ro-
ga) nu T-OJIJT (8,0+1,0 rox) AOCTOBEPHO OTINYAIUCH
($<0,05). ITpu conoCTaBI€HNH YaCTOTHI BCTPEYAEMOCTHU
3TuX AByX BapuaHToB OJIJI y eTeli pa3HbIX BO3PACTHBIX

Auazpamma. Cmpyxmypa OJIJT u3 xaemox-npeduecmeennuxos

B-rumpoyumos

33,3 %

YV (N

[l Npe-npe-B 01N Mpe-B 0JIN

B MNpo-Bomn

rpynn (zpagux 4) oKazaxoch, YTO M3ydaeMble BETUIH-
HBI CpeAN AeTeU A0 3 JIeT, paBHO Kak u 4-6 JeT, 1ocTo-
BEPHO HE OTINYAIOTCA, 0HAKO Josa B-OJLJI B 3THX 1BYX
rpynnax npesbiiiaia yuciao crydaes T-OJUI B 2,5 paza
cpenu geteit jo 3 et U B 3,5 paza — cpesu NaIUEeHTOB
4-6 ner. C apyroii cTopoHbI, 3,/4 6GOJBHBIX CPEAN JIUI]
IIKOJBHOTO Bo3pacTta (7-17 smer) cocraBisiu geTu
¢ T-neiixozamu, Torga Kak yJeJbHBIA BeC IAIUEHTOB
¢ T-OJIJI B ipyrux Bo3pacTHBIX rpymnmnax — no 12,5%.

Ipynna pereit, crpagalomux B-neiikosamu, oxasza-
JIACb MMMYHOJIOTUYECKU Te€TepPOreHHOU (Jduazpamma).
B 3T0ii rpynmne onpeaeasyinch TpU UMMYHOJIOTHYECKUX
nozasapuanTa B-OJUJL: mpo-B, npe-B u nmpe-npe-B seiiko-
3bI. C HanbO0IbINElH YaCTOTON PErUCTPUPOBATH ITpe-TIpe-
B 1neiiko3 (common-BapHaHT), UMEIONUH (PEHOTHUI
CD10, CD19", clg, slg, u mpe-B xeiikos (CD10*, CD19",
clg*, slg). JIummb y oHOTO ManueHTa 66U BEpUPUITIPO-
BaH npo-B-knerounwrii OJIJI (CD10, CD19", clg, slg).
OrmMmeueHo, uTo 'y 25,4% 60JIbHBIX C JIeiiko3amMu u3 B-kire-
TOYHOM JINHUH BBISBJICHA yMEPEHHAS KOIKCIIPECCUS MU~
exonaHbIx win T-mum@ongnbix Mapkepos. Haunboiee
gacTo perucrpuposBatu koskcrnpeccuio CD33" (9,1%),
a taxke CD13" B coueranun ¢ CD33" (taxxke 9,1%).
Y eJUHUYHBIX OOJBHBIX HAOJIOAAIH KO3KCIPECCUIO
CD15%, CD13" (Muesnouasbie aHTUreHbI), a Takke CDH6'
(HaTypaibHble Kruulepbl) B codetanun ¢ CD2" (T-mum-
¢ouuter).

T-neiiko3, noaTBepxACHHBIN ¢ tomMowbo MOT y 8
GOJILHBIX, IO COBOKYIHOCTU AHTUTE€HHBIX MapKEpOB,
3KCIPECCUPYEMBIX 6JIACTAMHU, TAKXKE ObLT HEOZHOPOAECH.
Opnako B ommmune ot B-OJLJI npu aToMm BHAe JIeliKo3a
HaGJII0AJIOCH TOTBKO JBA NMMYHOJIOTHYECKUX MOABAPH-
anrta: npe-T-neiikos ¢ ¢gpenorunom CD7', TDT',CD3",
CD2, CD1la (50% pgereit) 1 KOPTUKAIBHBIIN IOABAPHUAHT
¢ ¢enorunom Gracros CD7', TDT',CD3, CD2", CD]la,
CD4" wm CD8 (50% pereit). ¥ 62,5% G6GOJAbHBIX C
T-OJIJI perucTpupoBain KO3KCIPECCHIO IPYTUX MapKe-
poB, Hanbosee yacTo — MHueIongHOro Mapkepa CD33
(50%), pexe — B-tumdounanoro mapkepa CD10 (12,5%).

Taxum o6pa3oM, UMMYHO(EHOTHIINPOBAHUE KJIETOK
KOCTHOTO MO3Ta BBISIBWIO, YTO HanboJee 4acTo (II0YTU
B 90% ciydaes) y gereit OJIJI umeer mecro B-xierounoe
MIPOUCXOXAEHNE, IIPU 3TOM CaMble PACHPOCTPAHEH-
HbI€ MMMYHOJIOTUYECKHE IOABAPUAHTLI — mpe-npe-B
u npe-B-reiikosbl. Pazputne Jeiikosa U3 KJIETOK-TIPES-
HNIECTBEHHUKOB B-1uMdonnTos 60see XapakTepHO A
JeTeil paHHEro M JOIIKOJIBHOIO BO3pacTa. T-1elKo3bl,
BCTpEYAACh IPEUMYIIECTBEHHO Y JIeTel MKOJIbHOTO BO3-
pacta, ObUIM 3HAYUTEJBHO 00Jiee PEIKUM COOBITHEM.
HMMmyHONIOTMYECKHM OHHU OBLIM IpeAcTaBieHbl mpe-T
1 KOPTHKAJTbHBIM BAPUAHTAMU, KOTOPbIE€ OIPEAEIIN
C OJIJMHAKOBOM YAaCTOTOM.

PesynapTaThl IHUTOr€HETUYECKOTO WCCJIEOBAHUSI
koctHOro Mo3sra mpu OJIJI 66111 n3yueHs! y 36 60TbHBIX:
HOPMaJIbHBIN KaproTui ooHapy:xeH y 41,7%, natoiaoru-
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geckuit —y 58,3%. B cTpykrype aGeppaHTHOr0O KapuOTH-
na npeobragana runepautuionaus (23,8%), B aByx ciy-
9JasgX COIPOBOKAABIIASACA CTPYKTYPHBIMHU II€PECTPOIiKa-
MU — UHBEPTUPOBAHHOM AYIUIMKALIMEN ydacTKa JUIMHHO-
ro mieda xpomocomsl 1 — dup(1) (¢32; ¢21) n nenermeit
xpomocoMmsl 6 — del (6) (¢ql5; g22). Pexxe perucrpuposa-
JI1 HECIy4alHyIo COaJaHCUPOBAHHYIO TPAHCIOKALMIO
t (11; 14) (p13-15; gl1), koTOpyIO OGHAPYKUBATH Y Jie-
Teit ¢ T-knrerounsim OJIJI. ¥ oxHoro manueHTa gaHHast
TPAHCIOKAIMSI COYeTatach ¢ TpaHciaokanueit ¢ (X; 7)
(422; ¢32), y apyroro — c¢ Tpanciaoxanueii ¢ (8; 11) (p22;
g13). B eAMHUYIHBIX Caydasx oOGHAPYKUBAIU TPAHCIOKA-
uu t (6; 14) (¢27; q12), ¢ (1;4) (¢21; p15), ¢ (12; 21) (p13;
q22) m t (9; 22) (¢34; ¢22); neneruio xpomocomsr 11 — del
(11) (423), mepecTpoiikn ATMHHOTO IUIEYa XPOMOCOMBI
12. Y nBonx manueHTOB ObLI BBISBJICH CIOXHBIA KapHO-
Ty B ogHOM cityuae oGHaPYKUIN COYETaHHE TPAHCIIO-
karui ¢ (1; 12) (421; p13) u ¢ (9; 12) (p12; p13) c nenenn-
eit del (9) (¢22) npu AUIUIONAHOM KOJUYECTBE XPOMO-
coM. Y JIpyroro manyeHTa OOHAPYKEH OIyXOJIEBbIN KJIOH,
cocrosamuii u3 48 XpoMOCoM, COIEpKAIUNA AFICOMUIO
X-XpOMOCOMBI, TPUCOMHIO XPOMOCOMBI 21, MOHOCOMMIO
XpoMOocOoMBI 20 1 MAPKEPHYIO XPOMOCOMY.

Ilpu MOIEKYJIAPHO-TEHETUIECKOM HCCIIEJOBAHMM,
nposeaeHHoM y 30 gereit ¢ OJIJI, reHHbIE peapaHXu-
poeku o6Hapyxennbl B 30% ciyuaes. Hanbonee wacro
BbIABJSLIN TpaHciaokanuio ¢ (12; 21) (pl3; ¢22) u ee xu-
mepubiii Tpanckpunt TEL/AMLI (20%). Y eanHn4HbBIX
GOJIBHBIX BbIsIBICHBI TpaHcaokauu ¢ (9; 22) BCR /ABL;
t(4;11) MLL /AF4; ¢t (1; 19) E2A /PBX, a takxe genenus
del (1) (p32) SIL-TAL.

Ilpu conocTaBieHNN UIMMYHOJIOTHYECKOTO U GHO0JIO-
rudeckoro perotunos y naruerTos ¢ OJIJI otmeueno,
YTO IpU JIeHKO3aX B-KJIeTOYHOro NponCXoXACHUS HaU-
6oJiee YaCcThIMU T€HETHYECKIMHU HAXO/KAMH ObUIN TUIIEp-
JAUILIOUMST XpoMocoM u Tpanciokanms ¢ (12; 21) (pl3;
¢22), obHapy;keHHble cooTBeTCTBEeHHO Y 33,3 1 20% 06c-
aepoBaHubix. Jlas T-xkiaerounoro OJIJI 6oiee cBoii-
cTBeHHA TpaHciaokarus t (11; 14) (p13-15; ¢l 1), sapern-
crpuposanHas B 25% cirydaes.

ITpu OMJI mHUIMAIbHOE IUTOT€HETUIECKOE HCCIIe-
JOBAHHE MTPOBEACHO Y 8 60MbHBIX. AGEpPAHTHBIN Kapu-
ortun 3adukcuposad B 75% ciaydaes (6 mereil); clIox-
Hble U3MEHEHH KapUOTHIIA — Y 3 IAILIEHTOB. ¥ OJXHOIO
M3 HUX OOHApYXeH MO3auIU3M THIOJUIUIOMANS / IUII-
Jlonus,/ OKOJIOTETPAJUIUIONANA IPU HAJIUIUU TPaHC-
Jokanwmii ¢ (6;22) (p24; q11), ¢ (7; 14) (p13; ¢31), nenennmii
del (1) (p35) u del (11) (¢23), MoHOCOMUM Y-XPOMOCOMBI;
y BTOpOro — fejenus xpomocomst 17 — del (17) (pl11) B co-
YeTaHUH C MOHOCOMHEI XPOMOCOMBI 9 M KOHCTHUTYLHO-
HaJTbHOM MHBepcuel xpomocombl 9 (9ph); y TpeTbero —
KOHCTUTYLIMOHAJIbHAS TPUCOMUsA XpoMocoMbl 21 B coue-
TAHUU ¢ TpaHciaokarweit ¢ (12; 17) (p13; p13) u nenenneir
del (11) (¢23). Y Tpoux feTed AMarHoCTUPOBAIN YHCJIO-
BbIE HApYMIEHUs KapUOTHUIA (TPUCOMHUS XPOMOCOMBI 8,

MOHOCOMHSI XpPOMOCOMBI 21, MapKepHast XpoMOCOMa).

Ilpu MOJIEKYJIAPHO-TEHETUIECKOM HCCIIEOBAHUM,
nposefeHHOM y 10 wenoBek, cnenuduueckue Xpomo-
COMHBIe aHOMaIMH OOHapyxeHbl Y 40% o6cienoBan-
HbIX: TpaHcraokanuu ¢ (15; 17) (¢22; ¢21) PML/RAR«
(20%), ¢ (9; 11) (p22; ¢23) MLL/AF9 (10%) n nuBepcust
inv (16) (p13; ¢22) CBFB/MYH11 (10%).

Takum 06pa3oM, LUTOr€HETUYECKOE HCCIE0Ba-
HU€ IO3BOJIMIO OOHAPYKUTb aHOMAJIBHBII KapHOTHUII
y 58,3% nereit ¢ OJINI uy 75% - ¢ OMJI. Hau6oxee
YaCTBIMU HaXOAKAMU IIPU IUTO- U MOJIEKYJISPHO-TEHe-
TyeckoMm aHanuse npu OJUJI y neteit 611 runepaun-
Jlonjus GJIACTHBIX KIETOK U TpaHcaokarus ¢ (12; 19).
OMJI - reHeTndeckn 6oJjiee TeTEpOreHHOE 3a00JeBa-
HUe, IIPU KOTOPOM PETUCTPUPOBAIN GOJIBIIOE KOJTHYe-
CTBO Pa3HOOOPA3HBIX HYHCJIOBBIX U CTPYKTYPHBIX
aHOMAJIUH.

CBesieHUs, IOJTy4eHHbIE HAMU B OTHOLICHUU 3IIHJie-
MHOJIOTUU OCTPBIX JIEHKO30B, B OOIIEM CXOJHBI C JIITE-
PaTYPHBIMU JAHHBIMH: KaK OTE€YECTBEHHbIE, TAK U 3apy-
GE’KHbIE ABTOPBI, XAPAKTEPU3Ys IAHHYIO IATOJIOTHUIO,
MOAYEPKUBAIOT 3HAYUTEJIBbHOE IIpeodsajaHue JuM@o-
6JIACTHOTO BapHaHTa OCTPOro JEHK03a HaZ MUEJI00I1acT-
HBIM; 06oJjiee JacToe pasBUTUE 3a00JI€BAHUA Y MaTb4U-
KOB, 4eM y jJeBodek; Hammuue npu OJIJI BozpacTHOTO
IMKa 3200J1€BA€MOCTH, NPUXOJAIIETOCH HA PAaHHUN U
JOIIKOJBHBIA Bo3pacT [10, 11]. B npoBegenHOM HCCIIe-
JAOBAHUU MBI, OZIHAKO, HE BBISABIIN IIOBBIIIEHHOI YaCTO-
TbI 3a60seBaemoctu OMJI neteit B Bo3pacte 10 1 roxa,
Ha YTO YKa3bIBaeT psij aBTopos [12].

PesyabraTpl MMMYHO(EHOTUIIMYECKOTO, a TaKMKe
LIUTOr€HETUYECKOTO U MOJIEKYJISPHO-TEHETHUYECKOTO
HCCIEAOBAaHUI Y 00CIE€IOBAaHHBIX OOJIBHBIX TAKXE CO-
IOCTABUMBI C JAHHBIMH OTE€YECTBEHHBIX U 3aPyOeKHbIX
ucciaegosarenei [13-15]. Curenyer, ogHako, 3aMETUTD,
uyto B nonyadanuu gereid Ilepmckoro kpast mo cpasHe-
HUIO C OOLEPOCCHUCKUMU M MHUPOBBIMU JaHHBIMU
[5, 13] ma momo mpe-B-sapmanta OJIJI mpuxoautcs
HECKOJIBKO OoJIbIllasgl 4acTb BCEX B-KJIETOYHBIX JIEUKO-
30B.

ITpu m3yyenun xkapuortuna gereit ¢ OJI Mb1 o6paTn-
JI1 BHUMaHHE Ha TO, YTO Y MHOTUX GOJIbHBIX OGHapyXKe-
HO HECKOJIBKO JICHIKO3HBIX KJIOHOB, YTO IOATBEPKAAET
COBPEMEHHBIE IPEACTABICHUSA O KJIOHATBHON 3BOJIIO-
uuu Jeiko30B [16]. Y wactu GOJIBHBIX BBISIBJICHBI HEC-
JIydaifHple XpPOMOCOMHBIE aGeppaluu, HAIN4Yue KOTO-
PBIX XapaKTEPHO JUIS Te€X WIM MHBIX Mopgosoruyec-
KMX WIM UMMYHoJorndeckux sapuantos OJI, ux ce-
nuduka TogpobHO U3I0XKeHa B auTeparype [17-19].
C 1pyroif CTOpOHBI, HEPEAKO BBIABISAIN Hecrenudu-
YecKHe epecTPOiKU, YIIOMUHAHUE O KOTOPBIX B JIUTE-
PaTypHBIX HMCTOYHHKAX MBI HE HAIIU, HAIpUMep,
rpanciaokanus t (X; 7)(¢22; ¢32) y 6oapHoro ¢ T-xie-
touHbiM OJIJI miau tpanciaokanus ¢t (1; 4) (421; plb)
y manueHTa c npe-npe-B OJLIL
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BbIBO/1bl

1. B gerckoit nonysiuu Ilepmckoro xpast npeo6-
JagaeT JUM@OOGIACTHBIII BapPUAHT OCTPOM JIEMKEeMUU
(82,8%), coxpausiomuii BeAyyio pos B crpykrype OJI
y AeTeli pasHoro BospacTta. Ha gomo OMJI npuxogurcs
14,6% Bcex OJI, mpudeM JaHHBINA BUJ JIEHKO3a BCTpEYa-
eTcd ¢ GoJbIIed YacTOTOH y MAaIMeHTOB HIKOJBLHOTO
Bospacrta. IIpu OJIJI 3a6oneBaHme JOCTOBEPHO dalle
pasBuBaeTcs y Manbuukos. IIpu OMJI mocrosepHble
OTJINYUSA IO TIOJY HE ONPEAETAIOTCA, XOTHI UMEETCS TEH-
JEHIUA K 60JI€e JaCTOMY Pa3BUTUIO IATOJOTUM CPean
JINLL MyKCKOTO TIOJIA.

2. Jna OJIJI no cpasHeHu1o ¢ OMJI TunuyHa gocTo-
BEPHO 6ojiee paHHAS MaHU(ECTALUSA, IPU STOM OTYET-
JIBO HPOCJIEKUBAETCS MK 32a60JI€BAEMOCTHU B BO3PACTe
2-5 ner. Ilpu OMJI Bo3pacTHast TpeHJOBasA MOJEIb
3a60J1€BAEMOCTH HOCUT HPAMOJUHEUHBIN XapakTep,
CBUJIETEILCTBYS] 00 OTCYTCTBMU BO3PACTHBIX IHKOB
Pa3BUTUSA 3TOrO BAPUAHTA JEHKO3a.

3. Nmmynosornyeckast crpykrypa OJUI xapakrep-
Ha BBIPAKEHHBIM IpeobiraganueM B-reiikoszos (88,4%)
Hay T-refixkozamu (11,6%); coornomenune B-OJIJI/
T-OJUI - 7,62:1. inst B-OJUJI tunudaHa JOCTOBEPHO GO-
Jlee paHHASA MaHU(ecTanus 1o cpasHenuio ¢ T-OJLJL
Brigsiensl gocroBepHoe npeobiazanue T-OJLJI Han
B-OJIJI cpeau manmyeHTOB-IIKOJbHUKOB M TEHAEHIIUS
K yBeanueHuio 9actoTbl B-OJIJI cpenu nmanneHTOB BO3-
PACTHBIX TpynIl A0 3 jgeT u 4-6 jeT.

4. B crpykrype B-OJLJI 3HaunTEIBHO IPEOGIAIAIOT
npe-npe-B u npe-B nMMyHONMIOTMYECKME MTOABAPUAHTEI.
T-OJIJI nMMyHOJIOTUYECKH IIpeCcTaBIeH npe-T u kopTu-
KQJIbHBIM TOJBAPUAHTAMH, KOTOpbIE MMEIOT OJNHAKO-
BYIO YAaCTOTY BCTPEYAEMOCTH.

5. Yacrora BBISBJIEHHUS T€HETUYECKUX IIEPECTPOEK
npu OJIJI B XojA€ IUTOTr€HETUYECKOTO HCCAETOBAHUA
cocraBuia 58,3 %; npu 5ToM HanboJIee YaCTast HAXO/[KA —
TUNEPAUIIONUA XPOMOCOM B OJACTHBIX KJIETKaX.
MoJieKyIIpHO-TEHETUUECKOE HCCIEJOBAHUE BBLIABUIO
HaMU4ue peapamxkupoBok B 30% ciydyaes, mpuieMm
¢ 6osbIIEN PETYAAPHOCTBIO OOHAPYKMBAIU TPAHCIOKA-
muto ¢ (12; 21) (pl3; ¢22). Ilpu OMJI abeppaHTHBII
KapuoTtui 3apuxcuposan B 75% ciaydaes, OH XapakTe-
PEH Pa3IMYHBIMU YUCJIOBBIMU U CTPYKTYPHBIMU aHOMa-
ausMA.  MoJekynapHas JUAarHOCTUKA II03BOJIHJIA
BBISIBUTH FeHeTHUYeCKHe nepectpoiiku y 40% u, y mo-
JIOBUHBI U3 HUX OOHapy:KeHa TpaHciaokanus ¢ (15; 17)

(422; g21).
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