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BpoxaeHHble OPOKU cepiua — aHOMAaJUKM KaMep cepiua M KPYIHBIX COCYIAOB — 3aHUMAIOT JIMAUPYIOLIEe
MECTO Cpelld BCeX MaToJOruid pa3BUTHSA IUIofa. V3BECTHO, UTO CIIOpaIMyYecKue BPOXKIECHHBIE MMOPOKHU Cepila,
He 00yCIIOBIIEHHBIE XPOMOCOMHBIMH 3a00JI€BAHUSAMH, SBISIOTCS SMOPUONATHIMHU, CBSI3aHHBIMHU C BOCTAJICHHEM
B CHCTEME «MaTb—MOpHOH». llepenannblie U HeMepeJaHHbIC POAUTEIbCKHE auienu reHna HLA-DRBI moryT ae-
TEPMUHUPOBaTh BocnajgeHue. Llenp uccienoBanus — ONpeaeanuTb acCoLUalUy IEPeJaHHbIX U HellepeJaHHbIX Po-
nutenbekux anneneid HLA-DRBI co criopaiu4ecKUMU BpOXKICHHBIMH TIOPOKaMHK cep/ra y gereid. OocienoBano
48 ceMelHBIX Map (OCHOBHASI TPYIIIA), YbH JIETH MPU POXKICHUN UMEIH BPOXKICHHBIN MOPOK cepana. B KoHTpoIb-
HYIO TpyMITy BKIIOUYEHB! 132 ceMeifHble Mmaphl, POAUBIINE ABYX U Oosiee 3M0pOBBIX AeTel. Ompenensny 4acToTy
BcTpeuaeMocTH 14 anmneneit rena HLA-DRBI. BoisiBieHo, 4TO y Marepeil, IMEIONINX JIeTeH CO CIopandeCKUMHI
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BPOXKACHHBIMY TTOPOKAaMH Cepjilia, 4alle BeTpedancs amiens HLA-DRBI*1(0, uem y marepeil U3 KOHTPOIbHON
rpynnsl (p = 0,0132). Takke ycTaHOBIEHO, 4TO amienb HLA-DRB1*09 oTcyTCTBOBAN y MYXXYHH U3 CeMeH, NMe-
OIIHX JIETEH ¢ BPOXKJICHHBIMY ITOPOKAMH CEP/IIIa, ¥ BBIBISICS ¥ 11 My»X4iH B KOHTpOoJIbHOM Tpyre (p = 0,016).
AHanmm3 nepelaHHbIX W HENEepeJaHHbIX aJljleNiel Tokas3ai, uto auiens HLA-DRBI*]3 Jamie He niepenaBaics 1mo
HACJIEJCTBY ACTSIM, B OTJIMUUE OT Jpyrux ajuieneil. HoBble qaHHBIEC, TOITyUCHHBIE B IPOBEJCHHOM UCCIICIOBAHUH,
MOTYT OBITH HCTIOJIB30BAaHBI KaK B (DyHAAMECHTANBHON, TaK M MPUKIIATHON MEAUIIMHE — JUIs IPOTHO3UPOBAHUS PH-

CKa pa3BUTHUA BPOXKIEHHBIX IIOPOKOB CEpLa.

Knroueevie cnoea: epoocoennvie nopoxu cepoya, HLA-DRB1, nepedannvle annenu, Henepeoanuvie auieii.

DnuaeMuoJornyeckue ucciaenoanusa B Poc-
CHU M MHpPE CBUICTEILCTBYIOT O JIOMHHHUPO-
BaHUU BPOXKJACHHBIX TopokoB cepana (BIIC) B
CTPYKTYpE BPOXKICHHBIX IMOPOKOB U aHOMaJIUH
pa3zBuTus wioga [1, 2]. Tak, paHee mpoBeaeHHOE
HaMH WCCIIe/IOBaHUE TTOKa3ano, 4yTo B Kemepos-
ckoli obOmactu 3a msATWIeTHUH mepuonm (2011—
2016 roasr) uncio BIIC y HOBOpOXKACHHBIX AeTel
yBenuumiioch Ha 9 % [3]. Otmeuen poct Ha 0,8 %
n kputmdeckux BIIC, TpeOyromux Xupyprude-
CKOTO JICYCHHUS B HEOHATAIbHBIN nepuoa. HeonHo-
KpaTHO YCTaHOBJIEHO, YTO Y/IEJIbHBIM BeC cropa-
muaeckux BIIC 6e3 XxpoMOCOMHBIX 3a00JIeBaHHIA
u3 Bcex BIIC cocrasmsier 6omee 80 % [4]. UmeHHO
3Ty IPyMIly HOPOKOB CEPILia MOKHO pPAaCLCHUBATh
Kak 3MOpuonaruu, cGpopMHpOBABIINECS 32 CUET
AIBTEPUPYIONIETO KOMITOHEHTA BOCTIAJICHUS B CH-
CTeME «MaTb—3MOPHOH/TUION.

W3BecTHO, 4TO (pOpMUPOBAHME M BBIHALIMBA-
HUEe OEpEMEHHOCTU SIBISETCS MMMYHHBIM (heHo-
MEHOM, a KJIETOYHBIE U T'YMOpPAaJbHBIE PEaKkIud B
MaTepHUHCKOM MHUKPOOKPYKEHUH SMOpHoHa (IU1o-
Jla) COMOCTaBHMBI C JIOKAJBHBIM BOCIAJICHUEM,
HAMpaBJICHHBIM Ha OJJIMMUHAIMIO Pa3IpakKUTEIs
(momyamtorerHoro smoprona) [5]. UccnenoBanue
JIOKaJIbHOTO M CUCTEMHOI'0 IIMTOKMHOBOTO cTaTryca
MaTepu Mpu GU3HOIOTHICCKON OEpeMEHHOCTH T10-
Ka3bIBaeT OaJlaHC MPOBOCTIAJMTENBHBIX U TIPOTHBO-
BOCITAJIUTEIBHBIX WHTEPICHKUHOB C HE3HAYNTEIb-
HbIM JIOMUHHMPOBaHHEM T-XenmepoB 2-ro THUIA.
B T0 xe Bpemsi mpu yrpose mpepbiBaHUs B paH-
HUE CpPOKM OEpPEeMEHHOCTH W PENpOAYKTHBHBIX
MOTEePSAX YBEIMYUBAETCS AKTUBHOCTH IMPOBOCIIA-
JUTENBHBIX IUTOKUHOB U XEMOKUHOB [6—8]. Yuu-
ThIBasi TOT (DAKT, YTO B SMOPHMOHAIBHBIA MEPHOX

MMMYHOKOMIIETEHTHbIE KJIETKU MAaTKU UMEIOT He-
MOCPEJCTBEHHBII KOHTAKT C SMOPHOHOM, HapylIe-
HUSl B PETYISIIMU MX aKTHBHOCTH MOTYT TPUBO-
JMTh K YBEJINYECHUIO () (PEKTOPHBIX KIETOUHBIX U
TYMOpaJbHBIX PEaKUil MAaTEpPUHCKOIO BPOXKICH-
HOT'O Y aJJalTUBHOTO UIMMYHHTETA 1O OTHOLLIEHUIO
K SMOpHOHY.

B sMOpuoHaNbHBIN TTEpHOI pa3BUTUS — ¢ 3-i
Mo 7-10 HEAEINIO TecTallii — y 4eJoBeKa (popMHu-
PYIOTCSI CEep/ILle U CEePlIeYHO-COCYANCTAasi CUCTEMA.
Bcero 3a 4 Henenu U3 yTONMIEHHOTO COCYya C CO-
KpaTuTenbHON QyHKIHEH GOpMUPYETCs YeThIPEX-
KaMEpHBIN CJI0)KHOOPraHU30BaHHBII OpraH c aB.-
TOHOMHOM COKpPaTUTEIbHON cucTemoi [9].

HaunOonee 3HaYMMBIMU aJJIOTEHHBIMU AHTH-
reHaMH, 10 KOTOPbIM MOXeT (OpMHUPOBATHCA
MMMYHHBI KOH(IUKT MEXAY MaTepPUHCKUM HM-
MYHHBIM MHKPOOKPYXCHHEM W 3MOPHOHOM, SB-
nstoress Mosekyasl HLA — maBHOro xomiuiekca
TKaHEBOW COBMECTUMOCTU Yy 4esoBeka. Hccre-
JI0OBaHUE cynpyxeckux ajuiesned reHoB HLA u
COOTBETCTBYIOIIMX AHTUTCHOB BXOAHUT B JMArHO-
CTHYECKHE CTAaHAAPTHI MPU PENPOAYKTUBHBIX IO-
tepsix. Kpome toro, reast HLA II kacca (J0Kychl
HLA-DR, HLA-DQ) xomupyioT MOJEKYIbI, Ipe-
3€HTUPYIOLIUE AHTUT€Hbl UMMYHOPETYJIATOPHBIM
muMQonHUTaM, M TEM CaMbIM JIETCPMHHUPYIOT
3(h(PEeKTUBHOCT, UMMYHHBIX OTBETOB Ha KCCHO- U
sunoouoTuku [10]. IMeHHO ajuiesd U TeHOTHUITBI
3THX JIOKYCOB MMEIOT Hanbosee 3HauuMbIe acco-
LUAIUKU ¢ UMMYHOIIATOJIOTMYE€CKUMHU 3a00JI€BaHH-
sSMH (ayTOUMMYHHBIMH, ayTOBOCHAJIUTEIbHBIMH,
ameprudeckumu) [11].

Takum 00pa3oM, UMMYHHBIH KOHQIUKT B CH-
CTeMe «MaTb—3MOPHUOH/TIIION» MOXKET UHIYLHPO-
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BaThCsl Kak 3a cuerT MarepuHckux HLA, Tak u 3a
C4eT COOCTBEHHO aHTHTCHHBIX OTIIOBCKHX aJlIo-
renHbix HLA.

Lenp Hacrosilero MCCIENOBaHUS — W3-
y4eHHEe OCOOCHHOCTEH HacieqoBaHus ajuiesei
HLA-DRBI B cembsax, nmeronux aereit ¢ BIIC.

Marepuajbsl U MerToabl. I BBIIOJHEHUS
MOCTABJIEHHOW 1LI€TM ObUIO MPOBEIAEHO HCCIEN0-
BaHMe Ha 0a3e HayuHo-HccienoBaTenbcKoro MH-
CTUTyTa KOMIUJICKCHBIX TIPOOJIEM CepledHO-COCY-
IUCTHIX 3aboneBanwii (1. KemepoBo), omoOpeHnHoe
JIOKAJIbHO 3TUYECKUM KOMHUTETOM. Ponurtensmu
3aM0JIHEHO MH(OPMHUPOBAHHOE COIIacHe Ha yva-
CTHE B HCCIIEIOBAHNN.

OO6cnenoBano 97 xeHIIMH U 59 MyK4MH, U3
KOTOpBIX ObUTO 0TOOpano 48 cemeitHbx map (oc-
HOBHAsI TPYIINA), YbH JICTU MIPH POKICHUH UMEIN
BIIC, sTnonornyeckn HE 3aBUCUMBIE OT XPOMO-
COMHBIX 3a0oyieBaHuil U aHoManuil. B kauectBe
KOHTPOJIbHOW TpyMnIbl BEICTYNWIN 132 cemeiiHble
napbl, POAMBIIKE JIByX M 00Jee 3OPOBBIX JIETEH.
N3 cemeliHOro aHamHe3a CyIpPyroB OCHOBHOMU
IpyHnbl BBISICHEHO, YTO B HX POJOCIOBHOH MO
MaTepuHCKoH 1 otnoBckoi simHuu BIIC He BeTpe-
gancs. Cpenauii Bo3pact (Me (Q1; O3)) marepeit
OCHOBHOM rpymibl coctaBun 26 (18; 43) net, koH-
TpoibHOU — 27 (19; 44) ner; cpennHuii Bo3pact
OTIIOB OCHOBHOM rpymmnsl — 25 (18; 40) nert, koH-
TpoibHOU — 28 (20; 46) 7er.

COop nepudeprudeckoil KpOoBU y JIMIl OCHOB-
HOMl M KOHTPOJIbBHOM TpyNIl OCYLIECTBIISIIM U3
KyOUTanpHON BEHBI, B 00bemMe 5 mil. [eHOMHYIO
JIHK BbImensiv W3 JICUKOIMTOB Iepudepude-
CKOM KpPOBHM BCEX YYaCTHHMKOB HCCIIEIOBaHUS I10
cTaHJapTHOMy Imporokoiy [12]. Tunuposanue
HLA-DRBI 1poBOauiIM METOIOM TIOJUMEpas-
Hoit nennoit peakuuu (I1L[P) ¢ mcnons3oBanuem
Habopa peaktuBoB HIID «JIHK-texnonorus»
(MockBa) cOIIacCHO TPOTOKOTY TPOU3BOIUTEIS.
Ornpenensiny 4acToTy BCcTpedaeMocTu 14 anmeneit
reHa HLA-DRBI.

Cratuctuyeckyro 00paOOTKy MOJyYeHHBIX
JTAHHBIX OCYILECTBIISIIN MPY TTOMOIIH MTaKeTa Mpu-
knagaabix nporpamm STATISTICA 8.0 (StatSoft
Inc., CIIIA). Pacnipenenenue yacToT ajiesnei npo-
BEpsUIM Ha COOTBETCTBUE 3aKOHYy Xapau—BaiiH-

Oepra ¢ UCIOJIb30BAaHUEM KPUTEPUS «XU-KBAApaT»
IMupcona. [l cpaBHUTEIBLHOIO aHAIU3a MPUMeE-
Hsun TOUHBIM Kputepuid Pumepa. Pacnpenene-
HUE ajuleNiell CYMTAIN OTJIMYAIOIUMCS OT PaBHO-
BECHOTO pacnpeaeneHus Xapau—BaiinOepra npu
p <0,05.

OtnocutenbHb puck passutust BIIC ompe-
nemsuin Kak ortHomenwe mancoB (OUI) u mo-
BEepUTENbHBIA WHTEepBan k Hemy (/IU), paccum-
TaHHble MeTonoM Bynbda—XonaeitHa, KOTOpbIH
paccmarpuBaeT BO3MOXKHOCTH BbrunciaeHust OILL
no tabnuue 2x2 1 cllydaeB, KOrja oJHa 13 sde-
€Kk uMeeT 3HaueHue 0, mpu MOMOIIM MPOTPAMMBbI
GrafPad Prism 8.0.2 (CILIA). Koppexkmuto pe3yib-
TaTOB C yYETOM MHOKECTBEHHBIX CPAaBHEHUH IPO-
BOAMJIM IIpHU noMo1uu nonpasku FDR.

PesyabTarbl. AHanu3 aHKET pOIUTENIEH OC-
HOBHOW M KOHTPOJIBHOM IPyNI MOKA3aJl, 4TO COLH-
aJbHbIC, MEAMLIMHCKHUE U HACIIEICTBEHHbIE (haKTO-
pBl B MUHMMAJIbHOW CTETIEHU BIIUSIOT HA Pa3BUTHE
BIIC.

Pacnpenenenue yactorsl reHotunoB HLA-DRB1
no Bceil BeIOOpKe (0e3 pasjenieHus Ha TPYIIIbI)
COOTBETCTBOBAJIO OKUJAAEMBIM YaCTOTaM, pacCuu-
TaHHBIM B ypaBHeHHH Xapau—BaiinOepra.

Hcxons u3 paboueil runoTessbl 0 AEKOMIIEHCA-
LMY KIMMYHHOT'O KOH(DJIMKTA B CUCTEME «MaTb—3M-
OpHOH/IIO, IETEPMUHUPOBAHHOTO MATEPHUHCKHU-
MHU ¥ OTHOBCKUMU reHamu HLA-DRBI, npoBeaeH
CPaBHUTENbHBIN aHAJIU3 YaCTOThl BCTPEUAEMOCTH
amuiene reHa HLA-DRBI y marepeid, UMEIOLINX
nereit ¢ BIIC (ocHoBHas rpymnma), U Matepeu, po-
JUBIINX 30POBBIX J€TeH (KOHTPOJIbHAS TPYIIA).
BoisiBiaeno (puc. I), 4TO y JKEHIIMH, WMEIOLIUX
nereit co crnopaguueckumu BIIC 6e3 xpomo-
COMHBIX 3a00JIeBaHMH, Yalle BCTPEYAJICS aljelb
HLA-DRB1*10 rena HLA-DRBI (p = 0,0132) no
CPaBHEHUIO C KEHIIUHAMH KOHTPOJIbHOM TPyIIIbL.
IToxazano, uro O mus amnens HLA-DRBI1*10
coctaBuiio 15,35; 3To TOBOPUT O TOM, YTO JaH-
HBIH )KEHCKUH anienb o0s1ajaeT NOTEHIUPYOIIUM
sddexrom B pazsutuu cnopaaundeckux BIIC 6e3
XPOMOCOMHBIX 3200JIEBaHH B MOCIIEIYIONIEM I10-
KOJICHUH.

Pony myxkckux amneneit HLA-DRBI B pas-
BUTUU UMMYHHOTO KoHGuukTa nmo HLA B cucrte-
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Puc. 1. Pacnpenenenue amieneii HLA-DRBI B rpynmnax 0OCIEIOBAHHBIX KEHIIWH: ¥ — yCTaHOBJICHBI

CTaTUCTUYCCKH 3HAYUMBIC PA3JININA MCKAY IpylnamMmu

M€ «MaTb—3MOPHOH/TUION MOMKET CBOIUTHCS K
JETEPMUHUPOBAHUIO Y SMOpPHUOHA BBIPAKEHHBIX
aJJIOTeHHBIX CBOMCTB. [IpoBeneHHOE cpaBHEHME
4acToThl BcTpeuaemoctu amienet HLA-DRBI 'y
MYKYMH OCHOBHOM M KOHTPOJBHOW TPYIIl CBHJE-
TEJILCTBOBAJIO O MPOTEKTUBHOM pontu HLA-DRB1*09
(puc. 2): maHHBIA aJUIeNb OTCYTCTBOBAT Y MYKUMH
OCHOBHOW I'PYIIIbI ¥ BBIABISLICA y 11 My’K4uH B KOH-
tpoabHO# rpynne (O = 0,09, AN 95% 0,0054—
1,59; p=0,016).

OnHUM U3 BO3MOXHBIX MEXaHHU3MOB (HOpMU-
poBaHusi UMMyHHOTO KOH(puKkTa o HLA B cucTte-
Me€ «MaThb—AMOPHOH/TUIO MOXKET OBITh COBME-
ctumocth cynpyroB no HLA. CpaBHenue dactor
BCTPEYAEMOCTH OOLIUX ISl CYNIPYTOB ajuienei u
reHoTunoB HLA-DRBI B OCHOBHOM U KOHTPOJIb-
HOM rpymnmax He 0OHApYXHJIO CTaTHCTUYECKH 3Ha-
YUMBIX OTIUYHM.

Jlanee OBLIM COMOCTABICHBI YacCTOTHI POAM-
TEJILCKUX TIEPeaHHBIX W HE TMEepeIaHHBIX peOeH-
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Puc. 2. Pacnpenenenue amwieneit HLA-DRBI B rpynmax 0OCIICIOBAHHBIX MYXUYHH: ¥ — yCTaHOBJICHBI

CTAaTUCTUYCCKHN 3HAYUMBIC PA3JININA MEXKAY IpylramMu
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Ky ajuleliel B rpynmne cemMed, UMEIOLIUX JeTel
¢ BIIC. KonnuecTBO cemMelHBIX Map COCTABUIIO
48. IlpoBeneHHBIN aHAIU3 MOKa3aji, 4TO ajliellb
HLA-DRBI*13 uaie He HacJegoBaJICsI HETHMU
(p =0,042). CTouT OTMETHUTD, YTO MO OCTAIBHBIM
annensam resa HLA-DRB 1 cTaTUCTUYECKH 3HAYU-
MBIX Pa3IU4Mid He OBUIO YCTAHOBIICHO.

Hcxons U3 rumoTes3sl 0 TOM, 4TO HaIU4Yue 00-
MIMX aJjieNied y CympyroB MM MaTepHu W TUIONa
NPUBOIUT K HEXENATeJIbHbIM HCX0/aM OepeMeH-
HOCTH, JJajiee MPOBEICHO CPaBHEHHE MEePEIaHHbIX
U HE TepelaHHbIX JeTSIM OOIIUX U pOIUTENeH
amnenert HLA-DRBI. Iloka3ano, uro u3 48 wc-
cienyeMbix cemeil B 22 ciyudasx (45,8 %) cynpy-
I'M UMEJIH coBIiagenue no auiensMm HLA-DRBI,
OJTHAKO TOJIBKO B 16 ceMbsax oburue amienu Obuin
yHaclie0BaHbl AeTbMHU: B 5 ciydasx (31,25 %) —
oT oboux ponutenei, B 8 (50 %) — Tonbko OT Ma-
Tepeit, B 3 (18,75 %) — Tonpko ot ormoB. Takum
00paszoM, B OOJBITUHCTBE CIy4YaeB OOIINE aNJIeH
OKa3aJIMCh yHACIEIOBaHbI OT MaTepei.

O6cy:xknenue. PaHee HamMM KOJIJIEKTUBOM
OBLJIO TPOBEACHO HCCJEIOBAaHUE IO OIpeielie-
HUIO BIUSHUS MaTepUHCKUX amteneid HLA-DRBI
Ha MpeApacHoNioKeHHOCTh K pas3Butuio BIIC
[13], onHaKO OHO UMEJIO PsiJl OTPAaHUYECHUH, CBSI-
3aHHBIX C pPa3MepOM KOHTPOJIBHOW BBIOOPKH.
B HacrosmeMm uccneqoBanuu, B OTIUYHUE OT Mpe-
IBITYIEero, chopMupoBaHa KOHTPOJIbHAS TPYII-
na, BKJIIOYaronas B ceds Kak poauTesel, Tak u
neTeli 0e3 MmaToJ0rHui, YTO MO3BOJIMIIO B ITOJHOM
Mepe OLICHUTbH HACJIeJ0BaHHE aJlleJield JaHHOTO
reHa, a TaK)Xe BBIIBUTH aCCOIMALUM C HU3yyae-
MOH IaTOJIOTHUEH.

C mno3uuuu COBPEMEHHOTO MPEACTABICHUS
00 MMMYHHBIX MEXaHU3MaX pa3BUTHUA OepeMeH-
HOCTH (HOPMHPOBAHUE TOJEPAHTHOCTH K IOIY-
aJJIOTEHHOMY 3MOPHOHY CBSI3aHO C aKTHBalUen
T-perynaropHbIX MaTOYHBIX JHUM(OLUTOB, KO-
TOpblE CEHCUOUIM3UPYIOTCS AJJIOAaHTUTEHAMHU
OTIIOBCKOTO TPOMCXOXKJICHHUS MOCPEICTBOM HX
pacro3HaBaHUs COBMECTHO C COOCTBEHHBIMH
HLA II xkmacca (HLA-DR, HLA-DQ) [10]. Umen-
HO 3TOT ()EHOMEH MOXKET 00YCIIOBIMBATH OTPAHH-
YeHHE WM aKTHBALUIO 3(PPEKTOPHOrO UMMYHHO-
TO OTBETa MUTOTOKCUYECKUMHU WU KWIJICPHBIMH
T-KJeTKaMu Ha MoJIyaJlJIOTeHHbIN 3MOPHOH.

MHorouucieHHble HCCIENOBAHUA B pPaMKax
npoekra «HLA u Gone3Hu» mokazaiu accolua-
TUBHBIC CBsI3U ajutenst HLA-DRB1*13 co cmaOeiMu
COOCTBEHHBIMH AHTUTEHHBIMU cBoMcTBamu [11].
HNmenHo HemocTaTodyHOE MPEACTABIECHHE «CBOE-
r0» MOXKET YTHEeTaTh aKTUBALUIO T-peryisiTOpHbIX
MaTouHbIX JuM@ouunToB. [laHHas cyOonomymnsuus
TUMQOIMTOB OTPAHWYMBAET ATOCTICIIH(PHIECKOe
nerictBrue nutokcuyecknx T-numdonuton. Kpome
toro, IL-10 u TGF-b, cunTe3upyembie peryasTop-
HbIMU T-muMdonmTamMu, BIUSIOT HA BPOXKACHHBIN
UMMYHUTET, a 3HauuT, Ha BocnajeHue [10]. Co-
OTBETCTBEHHO, HEIOCTaTOYHasl AaKTHBALMA ITOH
cyonomymsiiuu  T-xennepoB OyaeT BIAUSTH M Ha
JIEKOMIICHCAIIMIO BOCHAIMTEIBHOTO Tpolecca B
CHCTEME «MaThb—MOPHOH/TITONY.

[IporekTBHOE JI€iCTBHE OTLIOBCKOIO aJlIesist
HLA-DRB1*09, 00Hapy»eHHOE B HaIlIeM HCCIIeIOBA-
HUH, TpeOyeT JaibHeiiero uzydenus. B vactnocty,
JUTSL TIONMMMOP(HBIX JIOKYCOB C OOJBIIMM KOJIHYe-
CTBOM aJuleJield BIOJHE BEPOSITHA M30UPATeIbHOCTh
B HACJICIOBAHUH TE€X WJIM MHBIX aJlieneil npu (Gusmo-
JIOTHYICCKHX M TIATOJIOTMYSCKUX COCTOSHUSX [14].

[IpoBenenHoe uccieq0BaHUE YCTaHOBUIIO, YTO
co criopanuaecknmu BITC 6e3 XxpoMoCOMHBIX 3200-
JIEBaHUHM y J€Tel acCOLMMPOBaHbI HEMepelaHHbIe
aienu HLA-DRBI. Ctout OTMETUTb, 4To B pado-
te K.A. Guthrie et al. mokazana poJib HemnepeaaH-
HbIX ajuienedt rena HLA-DRBI B dbopMupoBaHHU
peBmarounHoro aprtputa [15]. M30uparenpbHOCTD
B HACJIEIOBAHUH, B T. Y. 3@ CYET MEHOTHYECKOro
npeiida, B renax HLA Il knacca Obiia mokaszana He-
omnHokpatHo [16, 17]. TIpoGiema nM30HUpareIbHOTO
Hacnenoanus HLA I knacca kak ¢aktopa pucka
B (hopMHpOBaHNH BPOXKIEHHBIX IOPOKOB M aHOMa-
T pa3BUTHS TpeOyeT JalbHEHIEero n3y4eHusl.

Hano orMeTuTh, 4T0 B HACTOSIIIEM HCCIIEIOBA-
HUU 4acTOTa BCTPEYAEMOCTH COBMECTUMOCTH CY-
npyroB, umeronux aeteit ¢ BIIC, mo HLA-DRBI
ObUIa CONOCTAaBUMa C TAKOBOHW Y CyHpyTroB, HMEIO-
LIMX 3710pOBbIX JeTeil. CrnenoBarenbHo, (akT Ha-
PYLIEHHOIO0 UMMYHHOTO pacrno3HaBaHus nmo HLA
B CUCTEME «MaTb—IMOPHUOH/TIIION» HE aCCOLUUPO-
BaH ¢ ¢popmupoBanuem cnopaanyeckux BIIC 6e3
XPOMOCOMHBIX 3a00JICBaHHM.

KonguaukTt uaTEepecoB. ABTOPHI 3asBISIOT 00
OTCYTCTBHH KOH(DIIMKTA HHTEPECOB.
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FEATURES OF THE INHERITANCE OF HLA-DRB1 ALLELES
IN FAMILIES HAVING CHILDREN WITH CONGENITAL HEART DEFECTS

Congenital heart defects (CHDs) are structural anomalies of the heart or great vessels occupying
a leading place among fetal pathologies. It has been shown earlier that sporadic CHDs unrelated to
chromosomal diseases are embryopathies associated with inflammation in the mother-embryo system.
Transmitted and non-transmitted parental HLA-DRB1 alleles can determine inflammation. This research
aimed to identify the associations of transmitted and non-transmitted parental HLA-DRB1 alleles with
sporadic CHDs in children. We examined 48 families having children with CHDs (main group) and
132 families having two or more healthy children (control group). The frequency of 14 alleles of the
HLA-DRB1 gene was determined. HLA-DRB1*10 was found to be significantly more common in mothers
having children with sporadic CHDs than in the control group (p = 0.0132). Moreover, fathers of children
with CHDs had no HLA-DRB1*13, while it was identified in 11 men from the control group (p = 0.016).
The analysis of transmitted and non-transmitted alleles showed that HLA-DRB1*13 was less often
inherited by children, compared to other alleles. The new results obtained in this research can be used
both in fundamental and applied medicine to predict the risk for CHDs.

Keywords: congenital heart disease, HLA-DRB1, transmitted alleles, non-transmitted alleles.
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