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COCTOSIHHE CHCTEMb! OJI-AOA KPOBH
A OTAEJAEMOI'O TOJIOBRIX OPrAHOB
KAK KPHTEPHU PA3ZBUTMSI NOCJEACT-
BHH TEHMTAJLHLIX HHOFEKUHH v
KEHIIMA

Ypaabckas rocyJapCTBEHHAS MEAHMUMHCKAA AKAACMHS
n YpanbCKHit HAYUHO-HCCACAOBATEIBCKHI MICTHTYT
AcpMaTo-Beneponoruy, r.Ekarepunéypr

HapyweHue penpoayKTHBHOM (DYHKIULN 51B.1A-
€TCA OMHKEM H3 IIABHBIX MOCNCACTBHH MCPCHECEHMBIN
ST [IpuBOAATCA AAHHBIE O TOM, “[TO GECILIOAHBIE
6paku H HeBbIHAWIKBAHHE GepevieHHoCTH B 3G - 8O-
90% cmuaes 06yC0BICHBI HMEBLIHMACS PAHEC H1H
B MOMCHT 3a4aTHs NOJOBBIMH HH(eKuuAMI {3, 5, 6).

(DOpMHPOBAHHE MOCAEACTRHI BOCAANMTCL-
HbIX 3a6oneBaHHii NONOBOIf cepsl BO MHOTOM 3aBH-
CHT OT COCTOSIHHA ATANTAUHOHHBIN H 3ALUHTHBIX CHC-
Tem opraHu3Ma. Hapyuichne dyrxanni cucrem azan-
TAUHH MPOABAACTCs, B YACTHOCTH, H3MeHeHuem 6a-
fAaHca Mexay obteil AHTHOKHCIMTEIbHOH AKTHBHO-
CTbIO H MEPEOKHCIICHHEM AHIIIOB [ 1. 2].

J1a BLUACHEHHMA COCTOSIHMA CHCTEMbI mepe-
KHCHOC OKMC/IEHHE JMINIAOB - AHTHOKHCIHTEILHAA
axtuBHoCcTh (FTOJI-AOA) B (hopMupoOBaHHA Hapylc-
Hull penpoAyKTHBHOI ¢(yHKiIUI ObLTH H3YCHBI 06-
pasubl KPOBH M OTIE;1EMOro MoJIOBBIX Opraxos 456
MEHIIHH C BOCMAIATENBHBIMI 32001€BAHHAMH TCHH-
TanHit (00yCMOBACHHBIMH  NJIAMILTHAMH, MHKOTUIA-
MAMH. [APAHCPELTAMH HAH APOACKENOAOOHbIMM IPH-
6amu poaa Kanmina). mpoweammx obcaeaoanue u
JledeHHe Ha 6a3e KOHCYABTATHBHOrO KabGHHeTa no au-
argocTHie, jeucHHmo H npodpuiakthke 3T mpu
ka(eape KOXKHBIX It BeHepiriecknx 6onelueil YI'MA ¢
1987 no 1994 r.r. ¥ 158 (34.7%) w3 "HHX Habmoaa-
JHCh Pa3THHBIC HAPYLICHHA PEMPOAYKTHBHOH (PyHK-
uuH, B Tom uncie y 49 (31.01%) ormeueHo nepsmi-
Hoe 6ecrioane, y 20 (12,65%) - MpHBBIHOE HEBbI-
HalKBanHe GepemeHnocty, y 40 (25.31%) - aauex-
CHT. XAaMUMHITHAN HH(pexuitt MACHTH(HLHPOBAHA v
122 13 158 xeHUuUIH ¢ HApYLICHHEM PCMPO.TYKTHBHOI
(ynxuun (77,.2%) ny 215 w3 298 6onbrbix 6¢3 Ha-
pywenns (72,14%).

Y 60MbHBIX A3YUCHBI CNEAYIOUHC MOKAATEH
KPOBH H OTAC/AEMOr0 MOMOBLIN OPraHOB MO H3IBCCT-
HBIM METOAHKAM [2]: OHEHOBAs KOHBIOTaLil HEHa-
CHIIUEHHBIN BBICITHX AHPHBIN, KHCOT, FHIAPONCPEKHCH
unuaos, TBK-akrusHbie MPOAYKTHI, KATATHMMECKAS

AKTHBHOCTb AHTHPAAMKAILHBIX (CYNEPOKCUAIHCMYTA-
3 - CO/D) M aHTHNCPCKHMCHBIX (KATAKIAMA. MCPOKCH-
1a3a) (PEPMEHTOB. A TAIGKE OOIIAN AHTHOKHCIHTC!1L-
Hai akTHBHOCTB (AOA). TMomyyeHHsle AaHHbIE npea-
CrapieHsl B Tabamue. Pesvisiater cpasmmsain ¢
rpynnoii 300poBbIX (ePTHALHBIN XKEHLTHH (40 sca.) -
NOCCTHTENBHHI KAGHHCTA Npo(). MEAOCMOTPOB.

Kax BiIHO 113 ZAHHBIX TABMIULL, Y GONBHBIN ©
FCHHTAMbHBIME HH(CKUIAMHE O3 HAPYWICHHA (DYHK-
LHH  PENpOIYKUMK HaHOO01CC 3IHAYHMBIMH ({3MCHE-
HIBIMH B KPOBH OBL10 CHIDKCHHC o0wueii nepokcnaas-
HOlt aKkTHBHOCTH M oOwel AOA kposH (cooTsercT-
BEHHO Ha 25,0 u 32. 5%), a B 0TAEAIEMOM MOIIOBLIN
OpriHOB Ha0T01AI0Ch 3HAUHTEMTLHOE CHIDKCHHE AK-
TBHOCTH COJl (Ha 73.2%) u obumeit AOCA (62,5%)
MO CPABHEHING C MOKA3ATSAAMH 340poBbIX JHU. CHi-
AaeHue obweit AOA KpPoOBH H OTACIACMOrO MOIOBLIX
OpraHOB OBL10 PACHEHCHO HAMH KAK THIHUMHBIE LI
H3YYCHHDbIX MONOBBIN HI(EKUHIT MPH3HAKIL BHC 3ABH-
CHMOCTH OT HATH'MA WIH OTCYTCTBHS HAPYLICHHI
$yTxuHiil perpoxyYKLMH.

Y GOMLHBIX C HAPYLUCHHAMH JAHHOH (YHK-
LHH OTMCUAIACH TA HE HAMPABACHHOCTB MOKA3ATEACH.
HO eule Gomee BripaskeHHas. Tak, casMble HU3KHMC 3HA-
4YeHw! nepokcnaassl u obmek AOA kposu ObLTH B
rpynne 60.1bHBIX C BTOPHUHBIM GCCNI0AHEM (COOTBET-
crBeHHo 190,08+16,5 MMome/a1 1 16,83£1.91%, a y
320poBbIX - 280.5+24.0 MMons/n u 40,7613 .81%).
Kpoxe Toro, ¥ G0JbHBIX C HAPYWIEHHAMH (YHKUH
JICTOPO/KACHHA, B OTRHC OT 60abHBIN 6€3 TAKOBBIN.
OTMEYATOCH JOCTOBCPHOC CHMACHHC COil KPOBH, IpH-
yeM CcamMad HH3KAA ce AKTHMBHOCTb Hadmoaanach y
KCHLIMH C MPHBLIMHBIM HEBBIHAWIHMBAHHCM OcpeNCH-
HocTH (67.0310,97 1 82,2943,18% COOTBETCTBEHHO).

B 10 xe BpeMs B OTACAAEMOM MONOBBIX Op-
FAHOB, HAMPOTHB, OOHAPY)KEHO MOBLILICHHE AKTHBHO-
crt COJ y 60abHBIX ¢ HAPYIICHHIMH PEIPOIYKTHB-
HOH (DYHKUWH, B CPABHEHHH C OOMbMBIMH 0€3 TaKo-
BBIX. H OMATh HAHOOJBIHASI PA3HHLIA OTMEYEHA TNpPH
NPHBBLIIHOM HCBBIHALIMBAHHK GepemenHocTH (41.48+
3.02%, y 3moposbix 28,3016.30, v 6osbHBIX 6€3 Ha-
pywenuit 7,.5810.04). Y 370it #e rpymIml OTMEUECHbI
caMbic HH3IAIC 3HAUCHKA obweit AOA oTaemsemMoro
M010BBIN OPTAHOB, KOTOPBIE JOCTHIa.TH JAKE OTPHLA-
TenbHbIX BemrHH (-1.73+£0.87%. y 3noposbix 32.83+
3.21%, y 6oabubx Ge3 mapywenmii - 12.34+2.01%).
JTO MOIJI0 ABHTBCH PE3V.ILTATOM HAIMMHA B OTIAC-
NAEMOM HPOOKCHAAHTOB - BEUIECTB, HHIYUMPYIOLIHX
nepexucHoe okucieHne. KoHuentpauus ruaponepe-
KHCCH JMIIOB - OCHOBHBIX ACCTPYKTHPYIOLIHN i
TOKCH'HBIN MPOAYKTOB B OTACIAECMOM MOJIOBBIX Opra-
HOB - MMERA TEHACHIBNO K NOBBILUCHIZO. MPITIEM Y
AEHILHN ¢ NEPBHHBIM OCCILIOAHCM, TaK XK€ KaK H ¢
amHeKCHTOM, oHa Ha 77.8 u 40,0% npepbimana noka-
3T 300POBBIX JHL. 1T03TOMY HEKOTOpOE yBEJIrc
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Mokasatenn cuctembl MOJI-AOA y XEHLMH C FTeHUTaNbHbIMU MHDEKUMAMU ( XNaMWAHNHOW, MWKOLLLLIMCHHOW,rapAHepenicC3HoM, KaHANL03HOW)

1 HapyLUeHNeM FeHepaTUBHON QYHKLMM

MNoka3aTenu

KPOBb

[JvieHoBble KOHbtOraTbl. MMob/N
Mvpgponepuikncy, E450
TBK-aKTvBHbIC Mpog,, MKMosib/n
COof, %

Katanaza, MMonb/n
Mepokcngasza,MMonb/n

ObLpsAs ACA, %
OTAENAEMOE

JvieHoBble KoHbtoratbl, MMONb/
Mvgponepukncy, E450
TBK-aKTvBHble NPog,., MKMO/b/N
COf, %

ObLups AOA, %

MPUMEYAHNE:

* - pas3nnuma C rpynno 3[0poBbIX UL, fOCTOBEPHBI (p<0,05);
** - pa3nnuns ¢ rpynnoii 601bHbIX AKL, 6e3 HapyLUEeHWIA TeHepaTUBHOM gyHkuun JOCTOBEPHBI (p<0,05).

300poBble Nuua

n=40

29,43+4,47
0,26+0,025
2.10+0,12
93,3+2,16
8,92+0,25
28,05+24,0
40,76+3,81

27,72+1,24
0,045+0,007
0,80+0,14
28,30+6,30
32,83+3,21

BonbHbIe 6e3

HapyLIeHUs

reHepaTUBHON
hyHKUMM N=298

28,38+1,97
0,25+0.015
2,06+0,07
82,29+3,18
10,50+0,35
210,78+14,4*
27,42+3,50*

26,48+1,48

0,052+0,008
0,67+0,13
7,58+0,04*
12,34+2,01*

BosbHbIe ¢ HapyLLUEHNEM FeHepaTUBHOM (yHKUMK, N=40

6ecnnogue |
n=49

27,67+1,83
0,195+0,019
2,245+0,11
70,67+4,54*
11,25+0,48
205,50+19,20*
21,83+2,52*

27,66+1,14
0,08+0,01"*

0,73+0,13
27,47+5,48**
13,24+2,30*

6ecnnoave-11
n=49

27,62+1,83
0.25+0,019
2,31+0,11
71,47+2,01*
11,2910,16
190,08+16,5*
16,83+1.91**

24,89+1,29
0,058+0,006
0,72+0,13
22,04+1,98**
3,73+0,94**

nepBUYHOE

HeBblHaLLMBaHue. n=20

27,33+1,59
0,21+0,017
2,15+0,09
67,03+£0,97**
11,03+0,20
190,46+19,4*
22,39+2,64*

27,85+1,13
0,055+0,007
0,57+0,18
41,48+3,02**
-1,73+0,87**

aHEKCUTDI,
n=40

25,82+ 80
0,27+0,013
1,83+0,08
71,75+2,00*
5,04+0,18**
204,0+15,2*
25,62+1,98*

26,81+1,16

0;063+0,004
0,72+0,14
8,66+2,04*
7,25+1,19**
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PucyHok

CObc MDAO

PucyHok. Mokasatenu cuctembl MOJ1-AOA y XeHWNH C XNaMUAHAHON TeHWTanbHON MHpeKunen 6e3
HapyLleHus (a) 1 ¢ HapyLleHneM (B) penpoay KTUBHOW Gy HKLMK, B TOM YMUC/e C MePBUYHBbIM (C), BTOPUYHBbIM (d)
6ecnnogmem, NepBUYHbIM HEBblHAaWMBaHWEM 6GepeMeHHOCTU (e) M agHekcuTamu (0- CnioWwHas AUHKA
nokasaTenu A0 NeYeHns, NPepbIBUCTAs - MOC/E NeYeHns. Ha OKPY>XXHOCTW - NMOKasaTenn 340pOBbIX UL,



AKYIIEPCTBO H THHEKO/IOTHA

HHC AKTHBHOCTHt KATQJIA3BI ¥ BCEX OOMBHbia. »a HC-
KTIOMCHHCM FPYIILL C QIHCKCHTOM. MOANO 0ObsIC-
HHI L Kak KosmncHcatopHoe. [TpH aZHeKCHTE e TaKoil
KOMIICHCALITH ¥¢ HABTH0IA10Ch, H PH BBICOKOH KOH-
UCHTPALMH THIPOTNIEPEKHCEH B OTIEHEMOM OTMEUECHO
PEIKOC CHIDKCHHC AKTHBHOCTH KATANA3bl KPOBH (HA
13.3%) u COJl otaensemoro (Ha 69,3%), T.c. npouc-
XOJAHMAO 73AMETHOEC YTHETCHHE AHTHPATHKNIBHBIN M
AHTHIEPCKHCHBIX JEPMCHTOB.

Takin 00pa3oM, HAMH OTMEUCHBI ICTKHE
pasnnuHsA B MOKA3ATENAX. NaPAKTEPIYIOLIAN CHCTCMY
ITOJ1-AOQA. v KEHUBH C YKA3AHHBIMH HH(CKIAMH
63 HAPYIICHHH M C HAPYWICHHAMH PENpOIYKTHBHOK
()YHKUMH. YTO OCOOCHHO HATIAIHO ACMOHCTPHPYETCH
npH rpadHuccKOM H300PDKEHHI NOKA3ITECICH B BHAC
pAIHAIBHBIX rpadHKOB (PHCYHOK). [lpH nepsiriHoMm
fecnyoaHK  (AHArPaMMa C) HAOMOAACTCHA  SAMETHO
BBICOKOE COAEP/KAIMHE MAPONECPERUCCH B OTACIACMOM
M0;1I0BLIX OPFHOB H HH3KOS B KPOBH, HECMOTpS Ha
aocratounyr aktiBHocTs COJl otaemscmoro u no-
BBILEHHE KATAI35! KPOBH. DTH H3MEHCHHN CKOPCE
BCCTO CBHAETC/ILCTBYIOT O JHCTOPMOHAIBHBIN, MMMY-
HOMATO/OMIMECKHX TTPOLECCAX H TOKCHUECKOM B.MA-
HHH HIPONMEPOKCHAOB HA TKAHH PENPOIYKTHBHBIX
OPriliOB. YTO MPHBOJMT K HAPYINCHIIO ONNOAOTBOpPE-
uua. [pu BropuunoM Oecrioant (anarpamma d) or-
seruaeres Huskaa obwas AOA u KpoBH, H oTAeIC-
MOTO MOJOBBIX OPraHOB, YTO B KAKOH-TO CTENECHH NOI-
TBEP/KIACT, ITO HMEHHO JAHHBIE HH()CKUHH ABHIHCDH
npuuKHOil Oecmioamsa. TIpH MPHBLIMHOM HCBBIMALUH-
BaHHH OCPEMCHHOCTH (AMArPAMMA €) NAPAKTEPHbLMH
OCODEHHOCTAMHM ABLIIOTCA  KpaifHE HImKas ol
AOA 0TIen1eMOro MOJ0BBIX OPraHOB H OMEHb BbICO-
KAA M0 CPABHECHMIO C HOPMOH, H 0CODEHHO NO CpaBHC-
HIB0 ¢ OosbHbIMEH 6e3 HApVIUEHHH PenmpoOSyKTHBHOM
dyuxunn (amarpasma a), akrnsiocts COJ] otacase-
moro. Takue Mokas3aTean MPH BBICOKOM COACPMAHHH
I'HIPONEPCKMCEH MOIVT CBHIETENbLCTBOBATH 00 HX
TOKCH4YECKOM BJIISIHHH HA CM3HMCTBIC NMOMOBLIX NYTEl,
FJABHBIM OOPA30M IHAOMETPIS, M CROOCOOCTBOBATH
OTTOP’KEHINO ILIOAHOTO AHua. AQREKCHT XapaKTepH-
3YETCA PE3KHM CHIDKCHHCM BCEX MOKA3aTesed Kpome
rigponepexkncel KpoBH H OTAEIEMOro, KOTOpoc Aoc-
TOBEPHO IPEBBILUACT HOPMY (aHarpamma f). 310 Mo-
HET CBHACTENLCTBOBATH TOILKO O TOM. 'ITO HC Ta ILTH
HHAA ONPEACCAHHAS HH(EKUUA 3IECh HIPACT NEPBYIO
CKPHIMKY. ACHCTBHTEIbHO, H3 OOCICAOBAHHBIN HEH-
wHH THb Y 35.44% BocnaaumenbHbi npouecc 6bLa
00yCcnoB:1eH MOHOHH(EKLHMEH, Y OCTAIbHBIX 64,56% -
COMETAHHEM C JPYTHMH TMOAOBBIMM  HH(EKUILIMH.
[Tpres HaubonEe HACTBIMH OBLTH COMCTAHHA NJAMH-
aui ¢ rapadepesviami (12,66%), xaMuaui ¢ rapa-
HepesiamMu u ypearnasmamu (10,76%), xnamuamii ¢
ypemaasmamn (8,23%). xnaMuauit ¢ apoxokenoaod-
HbIMH rpubamu Kadmiaa (6,96%). CoueraHHe ueThl-
PCX Pa3IMMHBIN MH()EKUHA NPHU AMUCKCHTAX OTMeEe-
HO Y 7.5% >KEHIUHH, NATH Pa3ubIN BO3OyaMTENCH
BbIBIEHO Y 2,5%. MHatie roBopa. y >KeHILMH C aaHekK-

CHTAMH HAG:DOMLICA GAKTCPHAMLHBIH BATMHO3, Map-
KCPOM KOTOpOro ABHIHCH I'le,ElHCpC."L"lhl H MHKONIa3-
Mbl, @ MpHOAKTEPHATBHOM  BACHHO3C  YCAOBHO-
NATOTCHHAA AHAIPOOHAA ()I0PA BIATATHILI BO3PACTI-
€T B [EOMETPHYECKOH MPOrPEeCCHH. YTO HEH30CIHMO
NPMBOAMT. K BOCXOIAILEH HHICKIHH.

Q6N L1 BCEX KEHIMH C HAPYLUCHHAMH
PENpOIYKTHBHOH (DVHKIMH, YTO OTHMAJI0 HX OT
60.1BHBIX O¢3 HApyLUEHHH, 6bL10 A0CTOBEPHOC CHHAKC-
uue axktiuBHocte CO/l B Kpasu H MOBBILCHKE (32 HC-
KTIOMEHHEM OOMBbHBIX C AAHEKCHTOM) €C AKTHBHOCTH B
OT/ACNIAEMOM fI0NOBBIX OpraHoB. Takma 00pazon.
HMEHHO 3TH MOKA3ATETH, MO HAMCMY MHEHHIO. MOTYT
CTYKHTL KPHTEPWIMH MPH MPOTHO3HPOBAHHH PA3BH-
THA HAPYLICHHIH PEMPOTYKTHBHOMR (DY HKIHH Y JKEHLIMH
¢ rCHHT:IBHBIMK HHeKmviMu. UTo KacacTes nporHo-
CTHMCCKHN KPHTCPHEB €€ BOCCTAHOBJICHHS, TO Mbl
OCTAHOBHANCH Hi TAKOM HHTErPAJILHOM MOKA3ATCIC.
KaK 00WAs AHTHOKHCAMTEIbHAA AKTHBHOCTH KPOBH H
OTACTACMOrO, KOTOpBIii BKTOMAET (DCPMEHTHBIC H
HC()CPMEHTHBIC MEXAHH3Mbl YCTOHMHBOCTH K Depc-
OKHC.IEHHIO.

MMocne JaeueHNsA ITOT MOKA3ATEIb H3IMEHAICH
PA3HOHANPABACHHO, Y ACTH DOILHBIX OH MOBBILLAICS.
y ApVTHX OCTaBAICA 6e3 Hi3MeHeHus Hau ciue foace
cuickancs. IlpH mpoBeaeHHMH PETPOCMEKTHBHOIO aHa-
M3 BOCCTAHOBACHHS PENPOTXYKTHBHOH (yHKuMH V
samux GO/IbHBIX OKA3anoCh, ‘ITO 3a06EPEMEHCHH M
POMILAH HMEHHO TC >KEHUIMHBI, ¥ KOTOPBIX MOCIE Je-
YCHHS MOIOBbIX HH(EKLHHA OTMEUANOCH 3HAMHTEIbHOC
nospiwieane AOA no CpaBHCHIZO € MOKA3ATCAAMH 10
JICHEHHS, ¥ OCTATbHBIX (YHKUHA TAK H OCTAACH MOKA
HE BOCCTAHOB.ICHHOIH.

Takim 00pa3oM, KOMILNEKC HCCIEA0BAHHH,
BR/UOMAIOIUMH HM3Y4CHHE THAPONCPCKHCEH JMMBAOB.
CYMCPOKCHIAMCMYTA3bI, KaTAnalel H OOWICH aHTH-
OKHC/IHTEJILHOH AKTHBHOCTH KPOBH H OTAELAEMOro
M0JIOBBIX OPTaHOB, MOXKCT AATh ‘IETKHC MNpeacrashe-
HiE 0 (POPMHPOBAHMH MOCICACTBHI TECHHTATbHBIX
HH(CKUHHA. B HACTHOCTH HAPYIUCHHA ()YHKUHH penpo-
AVKUMH, & [ABHOC ONPEACHHTbL MPOIHO3 €e BOCCTi-
HOBJ/ICHHA TIPH QAEKBATHOM JICUCHHH
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A.l". Ceprees, M.B. Ctpuranesa,
P.A. BaHoB, J1.I'. ®eunHa

BbIABTEHVNE MWHNMANBHOIO YPOBHA
OKCIMPECCUW BCR-ABL F'EHA TPU
“ADULT” TUME XMN Y AETEN

MexpernoHanbHblii AeTCKUA OHKOreMaTonornyccKuii
ueHTp OAKBE Nel, r.EkatepmHbypr

MopaBnatowee 60MbWNHCTBO CNy4YaeB XPOHU-
4yeckoro MuenoumTapHoro neiikosa (XMJ1) xapakTe-
pu3yeTcs Hanumumem B OMYXOMEBbIX KfeTKax YKOpo-
YeHHOW 22-oi (Punagenshuiickoit nam Pli) xpomoco-
Mbl, KOTOpas 06pa3yeTcs BCNeACTBME PeLMNPOKHON
TpaHcnokaumm t(9;22). Pe3ynbTaTOM [aHHOW TpaHc-
nokaumm sensetca (opMupoBaHue xumepHoro BCR-
ABL reHa, 3Kcnpeccus KOTOPOro urpaeTt Bedy Luylo
ponb B natoreHese XM/ [7].

XPOHWYECKNIA MUEeNounNTapHbIA Neliko3 y AeTel
ABNAETCA OTHOCWUTE/IbHO PefKUM  Mwuenonponudgepa-
THBHbIM 3a60fieBaHNEM C Heb6naronpuMaTHbIM MPOrHO-
30M. Tak HasblBaeMblil “B3pocnblit” (adult) Tun XM/
accollLWpoBaH C HanM4mem B OMYXONeBbIX KneTkax Ph
XPOMOCOMbI, B TO BpeMS Kak npu “HBEHUNbHOM"
(juvenile) Tune Ph xpomocoma u gyl oLy oL uii
BCR/ABL reH He o6HapyxwuBawTca. [lnarHoctuka
XM/ y peTeid 3aTpyfHeHa, NOCKOMbKY [Aaneko He
BCerfa rno AaHHbIM LUTONOTUU W LUUTOXUMUU MOXKHO
0[JHO3HalLO MNOATBEPAUTb WAN OTBEPrHYTb [MArHo3.
3a60neBaHNAMN, MMeEWUMKN cxogHble ¢ XMJT knu-
HUKO-nabopaTopHble MNPU3HAKWU, SBASKOTCA XPOHUYe-
CKUIA  MWENOMOHOLHTapHbI neliko3 (XMMJI), oT-
[leflbHble cnyyay MWUenogmcnnacTuyeckoro CUHApoma,
a TakxXe PpsAfj Natonoruii, ConpoBOXAatoLMXca nei-
KEMOWHbIMW peakumamn. BaxHeihwum auddepen-
LManbHO-ANarHOCTMYECKUM npu3HakoMm “adult” Tuna

XMJ1 B aTuX cnyyasx fBAseTca 06Hapy>XKeHue B ony-
X0/ieBbIX Knetkax Pli XpOMOCOMbI LUTOreHETUYECKUM
MeToZOM unu xumepHbix BCR/ABL TpaHCKpPHNTOB C
MOMOLLLI MOMMepasHoi LenHoi peakuyun (MLP).

Bonpocbl natoreHesa XMJ1 y pgeTteid  npeg-
CTaBNAT 0COObIi MHTEpeC B CBA3WM C MMEHLWMMUCA
COOOLLEHMAMN O pasIMYHOM YpOBHE 3KCMpeccuu
BCR/ABL reHa, BblIBNSIeMOM C MOMOLLbIO MOaAMMe-
pasHoli LenHomn peakumun, npu XMJT B oCTpoOil 1 Xpo-
HMYeckoi asax 3abonesaHus [3, 4, 6, 8].

B paHHoii paboTe npeAcTaB/eHbl pe3y/bTathl
KapuoTunmposaHua n MLIP-4MarHoCTUKN TpaHCc/oKa-
UHH 1(9;22) y 12 nauveHTOB C HampaBWTeNbHbIM fM-
arHozom XMJ1 B Bo3pacTe oT 1roga fo 14 net. B
KaX[oM cry4yae WcCnefloBan HeCcKosbko 06pa3Los
KOCTHOTO MO3ra, MOflyYeHHbIX B pasNnyHble CTaguu
3aboneBaHus. LiutoreHeTnyeckunii aHanu3 MpoBOAUAN
no CTaH4ApTHON MeToauKe AuddepeHunansHoli G-
oKpackH xpomocom [5]. ML P-aHann3 PHK, BbigeneH-
HO M3 NpPo6 KOCTHOro Mo3ra, NPOBOAWAW MO paHee
onucaHHoM}' metogy “rHesgHoii” OT-MLP (o6paTHas
TpaHCKpMNuUua ¢ nocneaytoweii gyxatanHoi [MLP).
O6paTHYI0 TPaHCKPUMLMIO OCYLLECTBASAN C UCMONb-
30BaHueM “random” npaiimepa [1].

TpaHcnokauHa 1(9;22)(ql3;934) 6bina o6Ha-
pyXeHa LMUTOreHeTUYeCKUM MEeTOOM Yy LecTW nauu-
eHTOB. Y Tpex 60MbHbIX XPOMOCOMHble abeppaLun He
66NV BbISABNEHbI. B Tpex cnyyasx kapuoTun onyxone-
BbIX KNEeTOK OMpefenunTb He yAanoch.

XumepHble TpaHckpunTel BCR-ABL T1una
b3a2. HanMume KOTOPbLIX CBUAETENLCTBYET O paspbiBe
reHa BCR B 60/1blUOM KnacTepe Touek paspbiBa (M-
ber), 6binv BbIABMEHbI Yy CEMW NALHETroB. Y MATK
60/bHbIX He 6bl1I0 0OHAPYXXEHO XUMEPHbIX TpaHc-
Kpuntos. PesynbTathl MLP ¥ uMTOreHeTU4eckoro
nccnefosaHns coBnanu BO BCeX ciyvaax. Y natu Ph-
HeraTuBHbIX W/mnu BCR/ABL-HeratuBHbIX nNauueH-
TOB AuarHo3 “XMJ1” B nocnegytoueMm 6bl1 CHAT
(tabn. 1).



