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OPUT'NHAJIBHAA CTATbA

NMMYHOT'EHETUYECKHME ACIIEKTBI @®OPMUNPOBAHUA
BPOXKJIEHHBIX IIOPOKOB KOHOTPYHKYCA
BE3 XPOMOCOMHBIX 3ABOJIEBAHUI1
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WccnenoBaHue mocpsiieHo n3ydeHuo poau reHa HLA-G 3’UTR B pa3BUTUN TOPOKOB KOHOTPYHKY-
ca. B uccnenosanue BkitoueHo 14 nereii ¢ retpanoit @ao u 103 ycioBHO-310pOBBIX pebeHKa. Tumnu-
poBanue HLA-G 3’UTR npoBOAWIM METOIOM aJljieb-ClieUndUUHON MoIMMepa3HOi LIEMMHONM peaKLuu
(ITLP), B coOoTBETCTBUU C MTPOTOKOJOM TTpousBoautens (Applied Biosystems, USA), ¢ nanbHeleii ae-
TEKIMEeW Pe3yabTaTOB B MOJMAKPWIAMUIHOM rejie. BoisiBeHo, uro B rpyrmre aeteii ¢ tetpanoit Pan-
JI0 ToMO3UTOTHBIN TeHoTunt HLA-G 3’UTR14-bp ins/ins BcTpevascsl CTATUCTUYECKU 3HAYMMO Yallle, 1o

CPaBHEHMUIO C TPYIINOI KOHTPOJIS.
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AKTYAJIBHOCTDb

Bo BceM Mupe BpoXIeHHBIE MOPOKM cepilla
(BITC) gaBnsitoTCS OMHOU U3 BEAYIIUX MPUINH UH-
BJIMAM3ALMM U CMEPTHOCTU B JAETCKOM BO3pac-
te. IlokazaHo, YTO UX YIOENbHBIN BeC Cpeau Bcei
BpPOXIEeHHOI mnarosoruu mnpesbimaer 50% [1].
IIpu stom, 60mee 80% BIIC gBnsiorcs criopaau-
yecKuMU (0e3 ceMeHOM MCTOpUU) U HE CBSI3aHBI
C XpOMOCOMHBIMMU 3a0oneBaHusIMU [2]. U3BeCTHO,
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4TO (POPMUPOBAHUE CEPACUYHO-COCYIUCTON CUCTE-
MBI NMPUXOIUTCI Ha 2—7 Hemeao dMOPUOHAIBHO-
ro repuoia, ¥ B 3TOT K€ BPEMEHHOU MepuoI UAET
aKTMBHOE B3aMMOJIEHICTBHE MOJIYaJJIOT€HHOIO M-
OprOHA C MaTePUMHCKUM MMMYHHBIM MMKPOOKpPY-
JKEHMEM, CXOXee MO KJIETOYHBIM U T'yMOpPaJIbHBIM
peakuMsIM C BOCHAJUTEIbHBIM OTBeTOM. JlekoM-
TMEeHCalMS BOCHAJIUTEILHOTO Mpollecca B CUCTEME
«MaTb-3MOPUOH/TII0A» MOXKET TpaHChOPMUPO-
BaTbCY B TEPATOrEHE3 Ceplia U COCYIOB.

BaxHoit Momnekysoli, orpaHUYMBAIOLIEH WM-
MYHHOE BOCIIaJIeHUE, SIBJISIETCS 3MOpHUOHaIbHas
HLA-G, xotopas OGi1oKHpyeT KUJJIEpHBIE perern-
topbl (KIR2DL4 1 ILT-2) MaTOYHBIX UMMYHOKOM-
METEHTHBIX JTMM(OLUTOB (HAaTypaJIbHBIX KMJJIEPOB
M HAaTYpaTbHBIX KUJIJIEPHbIX T-1UMMOLUTOB).

HMcxons U3 aTOro, BpoXIeHHbIE MTOPOKU KOHO-
TPYHKYCa pacCMaTPUBAIOTCS C TOUKH 3PEHUS BO3Iei-
CTBUSI aJIbTePUPYIOLIET0 KOMIIOHEHTA UMMYHHOTO
BOCIIaJIEHUs] B MUKPOOKPYKEHUUN 3MOpHOHA, KOTO-
poe Bo3HUKaeT npu KoHpuukTe o HLA B cucteme
«MaTb-3MOPHOH/IION» 1 OKA3bIBacT TepaTOTeHHOE
JIeiCTBYE Ha CEPAEYHO-COCYAUCTYIO CUCTEMY.

Hens. M3yunTh pacripenesieHue ajiesieil u re-
HoTtunoB HLA-G 3’UTRI14-bp y neteit ¢ mopokaMu
KOHTpPYHKYca 0€3 XpOMOCOMHBIX 3a00JIeBaHU.

MATEPUAJIBI U METO/1bI

OO6cnenoBaHo 14 nmereit ¢ AMarHo3oM TeTpajaa
danno 6€3 XpOMOCOMHBIX 3a00J1eBaHU (OCHOB-
Hag rpynmna) u 103 HepoICTBEHHBIX TOHOpPa (KOH-
TpOJbHas Tpymma). MaTepranioM IUIsT UCCIeaoBa-
Hus nocayxuia reHomHas JHK, BeiaeneHHas us
JTMMQPOINTOB TIepudeprUIECKOil KPOBU, METOIOM
¢deHOoI-XJIOPOOPMHON BKCTpaKUUU. AMIIUGU-
KalMIo MOJMMOP(GHBIX Yy4aCTKOB T'€HOB IIPOBO-
nuiau MetonoM TP, B cooTBETCTBMU C MTPOTOKO-
oM npomsBoautenst (Applied Biosystems, USA),
C JaIbHEUTIIe 371eKTpOoPOpPEeTUUECKON TeTeKIINei
pe3yabTaToB B 7,5% moauakpuiaMUIHOM Tejie.

CraTtucTuyeckyto o0pabOTKy AaHHBIX IPOBO-
JUJIU C TIOMOILbIO TIporpaMmbl Statistica 8.0. (Stat
Soft Inc., CIIIA). PaBHoBecue Xapau-BaiinO6epra
OInpeAessiii MpUu MOMOIUN KPUTEPUA XU-KBaaApaT
ITupcona. /1151 OLIEeHKU pUCKa BBIUMCISIIIOCH OTHO-
menue 1maHcoB (OR) u 95% noBepuTenbHBIN MH-
tepBan K Hemy (CIl). Pasnmmuns cunrtainch ctaTm-
CTUYECKU 3HAaUYUMBIMU TIpu ypoBHe p<0,05.

H. C. Jleesa u op.

PE3VJIBTATBI 1 OBCYX/JIEHUE

[IpoBeneHHoe wuccienoBaHMUE IOKa3ajao, 4TO
pacnpenenenue reHoturnoB HLA-G 3’UTR (14-bp
del/del; 14-bp ins/ins; del/ins) neteit 06enx rpyIimn
He OTKJIOHSJIOCh OT PAaCUYETHBIX BEJIMYMH, MOJY-
YEeHHbIX T10 ypaBHeHMI0O Xapau-BaiinOepra. Bbi-
SIBJIEHO, YTO B OCHOBHOW TpyIINeE IeTel ¢ MopoKa-
MU KOHOTpYyHKyca (terpama dajjio) TOCTOBEPHO
qarre BCTpevaycsd TOMO3UTOTHERIN reHoTunm HLA-G
3’UTR ins/ins, MO OTHOILIEHUIO K KOHTPOJbHOI1
rpymie (5,48% npotus 3,84%, p<0,05; OR=3,57;
95% CI=1,51-8,44).

I[Ipn romosurotHom reHorturie miona HLA-G
3’UTR ins/ins mpoucXoauT ymianHeHue Ha 14 bp
mmuHBL 3° UTR, 94TOo mpuBOIUT K YMEHBIIEHUIO
ycroitunBocTu TpaHcaupyemoin PHK k nefictButo
depmenToB PHKa3. CHikeHe SKCIIpecci MoJie-
kynsl HLA-G Ha kieTkax sMOproHa CBeJeT K M-
HUMYMY OJOKHMpPOBaHHWE KWIJIEPHBIX PELEITOPOB
(KIR2DL4 u ILT-2), yTo noBJieyeT 3a cOOOI aTaKky
smbpurona NK-mmmponuramum matkm [3]. Jekom-
MeHcalus KOH(MJIUKTa B CUCTEME «MaTh-9MOPUOH/
IUIOM» TIPUBEIET K 3aIlyCKy MMMYHHOI'O BOCIIaJie-
HUS, aJIbTEPUPYIOIINI KOMIIOHEHT KOTOPOIO MO-
2KET OKa3bhIBaTh TePaTOreHHOE ACHCTBUE U IIPUBO-
IuTh K pazsutuio BITC.

BbIBO/JL

B maHHO#T paboTe ycTaHOBJIEHA ITOJOXKUTEIb-
Hasl accolialusi roMo3urotTHoro reHotuna HLA-G
3’UTR ins/ins ¢ puckoM (hOpMUPOBAHUS CIIOpAA-
YeCKOT0 BPOXKIEHHOIO MTOPOKa KOHOTPYHKYca (Te-
Tpaga Maio) 6€3 XpOMOCOMHBIX 3a00JIeBaHUIA.
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IMMUNOGENETIC ASPECTS OF THE FORMATION OF CONGENITAL
CONOTRUNCUS WITHOUT CHROMOSOMAL DISEASES
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The study showed the role of the gene HLA-G 3’UTR in the development of congenital malformations
of conotruncus. The study included 14 children with tetralogy of Fallot and 103 healthy children. HLA-
G 3’UTR typing was performed by amplification of polymorphic gene sites by allele-specific polymerase
chain reaction (PCR), in accordance with the manufacturer’s Protocol (Applied Biosystems, USA), with
further detection of results in polyacrylamide gel. The study found that in the group of children with a
tetralogy of Fallot homozygous genotype HLA-G 3’UTR 14-bp ins/ins met statistically significantly more
often than in the control group.
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