. AKYTCKNN MEOULIMHCKNIA XXYPHAT

300POBbIN OEPA3 XXM3HW. MPODUNAKTUKA

DOI 10.25789/YMJ.2020.70.10
YK 616-053.2(571.56)

M.C. CassuHa, T.W. HenyHoBa, T.E. bypuesa, ["1. O6pasuosa,
B.l". YacHbik, C.A. EBceeBa, T.M. Knumosa,

M.IN. CnoboaynkoBa

BPOXXOEHHbIE MOPOKN CEPOLUA Y OETEW
KOPEHHOI'O HACEJNNEHUA PECIMYBJIUKA

CAXA (AKYTUS)

Llenbto nccnenosaHus 6bina oLeHka CTPYKTYpbl BPOXKAEHHbLIX MOPOKOB CepAaLa y AeTeln pasHbIX STHUYECKUX rpynm, NpoxueatoLmx B Pecrnybnuke
Caxa (AkyTus). B guHamuke 3a 10-neTtHuid nepuog B MNeanatpuyeckom LeHTpe PecnybnukaHckon 6onbHuubl Ne1-HLIM ctatucTnyeckn sHaummo
YBENUYNIOCH YUCIO HOBOPOXAEHHBLIX CO cnoxHbiMK BINC. Y geteit kopeHHbIX HapoaoB AkyTtum (skyTbl 1 KMHC) valle, yem y geten apyrvx
ATHUYECKMX rpynn, Habnoganuce CroXHble MOPOKV cepala.

KntoueBble crnioBa: Bpox/AeHHble NOPOKY Pa3BUTUSI, BPOXAEHHbIE MOPOKK cepala, caxa, KOpeHHble ManodncrneHHble Hapoael Cesepa.

The aim of the study was to assess the structure of congenital heart defects in children of different ethnic groups living in the Republic of Sakha
(Yakutia). Over a 10-year period, the number of newborns with complex CHD has increased significantly in the Pediatric center of the Republican
hospital Ne1-NCM. Children of the indigenous peoples of Yakutia (Yakuts and natives) were more likely to have complex heart defects than children

of other ethnic groups.
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BBepeHune. BpoxaeHHble NOPOKM
cepgua (BMNC) aenstotca MHorodakTop-
HbIMK 3a00NeBaHUsIMK, Ha BEPOSITHOCTb
NOSIBNEHNST KOTOPbIX BIUSAKOT FreHeTu4e-
ckue chakTophl, TeueHne 6epemMeHHoCTH,
CconyTCTByIOLUME coMaTnyeckue zabone-
BaHUS MaTepu, YPOBEHb XWM3HU CEMbMU
(n cBsA3aHHbIE C HUM OCOOEHHOCTW Mu-
TaHus) n ap. [5]. BeiseneHuto aktopos
pucka BINC 1 nepBuyHON npodunakTmke
X pas3BuTUA yaenswT 6onblioe BHUMa-
HMEe B CBSI3U C BEPOSITHOCTbIO WHBamNu-
OV3auMM N CHDKEHMUS KayecTBa XU3HU
pebeHka, 3HauYUTENbHbIMK 3aTpaTamMu Ha
BbICOKOTEXHOIMOTMYECKYH MEOULIMHCKYHO
NMOMOLLb.

MopaxeHus cepaeyYHo-cocyancTon
CMCTEMBI, MO AaHHbIM O6LLeHaLuoHanb-
HOrO perucTpa BpPOXAEHHbIX MOPOKOB
pasBUTUS,, UMEKT HambonbLUUA yaenb-
HbIA Bec, 3aHumas 18,1% [1]. B 2014 r.
3abonesaemocTtb BIC coctaBuna 400,5
cny4vasa Ha 100 Tbic. geten, B 2015 . —
439,0 [3]. B paznnyHbix pernoHax P® no-

CABBHWHA Maisi CemeHOBHaA — K.M.H., C.H.C.
AHL, KMI, maya_savvina@mail.ru; HENY-
HOBA Tysipa UBaHOBHa — Bpay-kapavornor
[MNepuHaTanbHOro LeHTpa AKyT. pecn. KivHNY.
6onbHuUbIl, acnupaHT CM6rMMy; BYPLE-
BA TatbsiHa EropoBHa — A.M.H., npod. MU
CB®Y um. M.K. AmmocoBa, B.H.C.-pyKOBOA.
nab. AHLL KMI, bourtsevat@yandex.ru; Ob-
PA3LIOBA lanuHa UropeBHa — O.M.H., O0O-
ueHt HMUL um. B.A. Anmaszosa; YACHbIK
BsivecnaB lpuropbeBuy — A.M.H., npod.
CnerriMy; EBCEEBA CappaHa AHaTto-
NbeBHa — K.M.H., C.H.c. AHLl KMI1, sarda79@
mail.ru; KMMMOBA TatbsiHa MwuxannoBHa
— K.M.H., goueHT M CB®Y, c.H.c. AHL, KMIT;
CNOBOAYUKOBA Mais MNaBnosHa — npe-
nogasatens Cr6rnrmy.

Kasatenu 3aborneBaemMoCTn U CTPyKTypa
BINC B 3HauMTENbHOM CTEMEHU OTNUYa-
loTCA Apyr ot Apyra.

B Pecnybnuke Caxa (Axkytus) ¢ 2000 .
paboTaeT pervoHarnbHbIi PerucTp, B Ko-
TOpbIA BHOCSTCA [AaHHble O POXOEHUU
AeTel C nopokamMu pasBUTUS, B TOM YUC-
e C BPOXOEHHbIMX MOpoKamu cepaua.
[aHHble 3TOro perncrpa SABNSAKTCA OC-
HOBOW NS UccriefoBaTenbCKow U cTaTu-
cTuyeckon paboTtbl no uayyexuto BI1C. B
2011 r. B PC (A) 3aboneBaemocTtb BIC
coctasuna 29,1 cnyyasa Ha 100 TbICc. ge-
Ten. Konnyectso BbisiBnsieMbix BINC cTa-
6UNbHO MOBbLILLAETCS, U MOPOKM cepaua
B TeYEeHMe OJIMTENbHOr0 BPEMEHU 3aHu-
MatoT BTOPOE MECTO B CTPYKTYpe MpUYUH
MnageH4yeckon cmepTHocTH [4].

leHeTnueckne akTopbl 4acto pac-
CMaTpuBalOT Kak OfHYy W3 OCHOBHbIX
npuymH passutuga BINC. BosamoxHo, aTo
06yCrnoBneHo HaKOMfEeHNEM MyTauui
reHOB B MOMynsauMu, B TakOM cry4ae
reHeTU4ecKMe NposiIBNEHUst MOTYT Yalle
BO3HMKaTb Cpeau W30NMpOBaHHbIX MO-
nynsuuni, rae BbiCOKa O0Msi Tak Hasbl-
BaeMbIX FOMOSIOKanbHbIX GpakoB M Ha-
LuoHanbHbix 6pakoB. Mo gaHHbIM AKyT-
CKOro pecnybrnmMKaHCKoro MeguLMHCKOro
MH(OPMAaLMOHHOIO LEeHTPa, 3a Mnepuos
2002-2006 rr. BI'1C okasanuce BTOpon no
pacnpoCTpaHeHHOCTN MPUYUHON CMEPTH
naumMeHToB B Bo3pacTte Ao 14 net cpeau
3BEHKOB, 3BEHOB, [ONTaH U Karmpos.
3a 1995-2012 rr. makcumanbHas 3a-
6onesaemocTb BIIC 3adukcupoBaHa B
OnekmuHckoM, YcTb-Marickom u Hux-
HekonblMckoM pawioHax PC (A). TMpwu
aHanuse 3abonesaemoctn BIC B pas-
nnyHbIX 30Hax Pecnybnukn Caxa (Aky-
TUS1) 3HAYUTENbHbIA POCT OnNucaH B Npo-

MbILLUIEHHOW, apKTUYECKOM N BUFONCKON
rpynnax pavoHos [4].

WccneposaHme cTpykTypbl BI1C B Aky-
TMK NO AaHHbIM 899 cny4vaeB nokasaro,
uTo 82,2% cocTtaBnsaT gedeKkTbl Mex-
xenygoykoBon neperopogku (MXKIM) un
mexnpencepaHon neperopoaku (MIMT),
8,9% — NOpoKM pasBUTUSA KPYMHbIX COCY-
0oB, 4,67% — kombuHnpoBaHHbie BIIC.

B nutepaType BcTpevawTcs [AaH-
Hble, YTO Y KOpeHHbIX HapopgoB Cesepa
vawe poxgatotes getn ¢ BI1C. B psge
nccnenoBaHun BbisiBNeHo, 4Yto BIMC wu
pasnuyHble BPOXAEHHbIE NOPOKN pa3Bu-
TUS Yalle BCTpevalTcs y AeTel HeHUeB
B fAmano-Heneukom AO [4, 2]. Pacnpo-
CTPaHEHHOCTb M PUCKM POXAEHUS AeTen
¢ BMNC y npeacraBuTenen KOPEHHOro Ha-
cenenuna PC (A1) getanbHO He N3yYeHbl.

B cBsisn c 3TMM Uenbl MccnenoBa-
HUA BbINO M3yYeHne OUHAMUKU U CTPYK-
Typbl BPOXOEHHbIX MOPOKOB cepALia y Ho-
BOPOXAEHHbIX Pa3HbIX 3THUYECKUX Fpynn
HaceneHust Pecny6nukn Caxa (Akytus).

Matepuanbl u mMetoabl uccnepo-
BaHUA. PeTpocnekTuBHOE KIMHUYeCcKoe
nccrnegoBaHue npoBegeHo Ha Oase [Me-
puHaTaneHoro LueHTpa Pecnybnvkan-
ckor 6onbHuubl Ne1 — HaumoHanbHoro
ueHTpa meauvumHbl (ML PBNe1-HLIM).
B aHanu3 6binv BKMKOYEHbI BCe criyyau
BMNC (n=1824) cpean HOBOPOXOEHHBIX,
POOMBLLMXCA XMBbIMM 3a nepuoabl 2001-
2003 rr. n 2013-2015 rr. MNepBnyHON Jo-
KYMEHTauMen cranu craTtucTuyeckme
KapTbl cTauuoHapHoro 6onbHoro (popma
Ne066/y-02) 1 cTaumoHapHbIe >XypHarnbl
(dbopma Ne010y).

HaunoHanbHOCTb poguTenen onpe-
gensnacb no camougeHtudmkaumm. K
NpeacTaBUTENsIM  KOPEHHbIX HapOAOB



AKyTUM ObINM OTHECEHBI AKYTbI U KOPEH-
Hble ManouucrieHHole Hapoabl Cesepa
(KMHC) — 9BeHbl, 3BEHKW, [JOMraHbl,
tokarmpsbl, Yykdan. Kpome aToro, yuntbiBa-
NUCb criegyrolime rpynnbl: pycckue; Ha-
poabl CpegHen Asum (KUprusbl, TagXKNKN,
y36ekn); Hapoabl KaBkasa (4euveHubl,
WHryLIW, apMsiHe); npeacTaBuTenu Apy-
rMX HauMOHanbHOCTEN (KyMbIKM, Xakachl,
YKpauHLbI, NONSKN, HEMUbI, TaTapbl, Oy-
pAThHI).

Bce cnyyaun BINC 6binv pasgeneHsl Ha
3 rpynnbl. B 1-t0 rpynny Bknoyanu HOBO-
poxaeHHbix ¢ BMNC 6e3 npusHakoB cep-
AevHon HepocTaTovHocTh (CH); BO 2-t0
- BMNC ¢ CH | cteneHn, ®K | ctenenu;
B 3-to rpynny - BMNC ¢ CH I-Il ctenenn,

®K |l ctenenn n 6onee. Y Bcex nauueH-
TOB 3-M rpynnbl AuarHo3 cnoxHeix BIC,
Kpome axokapamnorpadyecknx METOAOB,
Obin NoATBEPXAEH KOMMBIOTEPHOM TO-
Morpadmen ¢ KOHTPACTHbIM yCUNEeHnem
cocynoB, aopTorpaduven, cenekTuBHOMN
KOpOHapoaHruorpadguen.

CraTtucTnyeckme pacyeTbl BbINOSHE-
Hbl C MOMOLLbIO NMpOrpaMMHOro obecne-
yeHns IBM SPSS Statistics 17 (IBM®,
CLA). MNpwn cpaBHEHUN TPYMNN UCMOMb30-
Bann kputepun lNupcoHa X2. Kputude-
CKOE 3HaYeHWe YPOBHSI 3HAYUMMOCTU Mpu
NpoBEpPKE CTAaTUCTUYECKUX TMNoTe3 npu-
HUManocb paBHbIM 5%.

Pe3ynbratbl U o6cyxaeHue. Bcero
3a 2 nepvoga Obino 3aperncTpupoBaHo

Pacnpenenenue aereii mo rpynnam BIIC u nepuoaam Had/1oaeHUs1

Mepuon I'pynna BIIC .
1-51, n (%) 2-1,n (%) 3-1,n (%)
2001-2003 rr. (n=697) 519 (74,5) 31 (4.4) 147 (21,1)
2013-2015 rr. (n=1127) 494 (43,8) 153 (13,6) 480 (42,6) <0,001
Bcero (n=1824) 1013 (55,5) 184 (10,1) 627 (34,4)

Ilpumeuanue. p - AOCTUTHYTbIH YPOBEHb 3HAUMMOCTHU IIPY CPABHEHUU JIBYX HEPUOIOB.

22020 7AW =

1824 cny4as BINC y HoBOpOXAEeHHbIX. U3
HUx 697 cnyyaeB — 3a nepuog 2000-2003
rm. u 1127 cnyvaeB — 3a 2013-2015 rr.
Mpn geneHun geten Ha rpynnbl No cTe-
neHn BblpaxeHHocTn BINC BbisiBNEHO,
410 B 44,5% cny4aeB nMenunce NpusHaku
cepoeyHor HegocTtatoyHoctTu (Tabn.t).
Bo BTopom nepuoge (2013-2015 rr.) cra-
TUCTMYECKN 3HAYUMMO YBEMNUYUIIOCH YMC-
no feTel ¢ NnpuM3HakaMy JeEKOMMeHcaLmm
BINC (p<0,001 npwn cpaBHEHUWN 2-1 1 3-1
rpynn ¢ 1-n).

B tabn. 2 npeacraeneHo pacnpeaene-
HMe JeTewn Mo HaUMOHAINbHOCTAM poanTe-
nen. bonee 60% marepei 1 oTUOB onpe-
nenvnm cebs Kak sikyTbl, okono 20% — kak
pycckue, 0ONSA KOPEHHbIX MarovucreH-
HbIX HapogoB Cesepa coctaBuna 5,0%
cpeon matepen n 3,4% — cpegun OTUOB.

[Mpu y4yeTe HauMOHanNbHOW NpuHaa-
NeXHocTn obonx poauTtenen Obinn Bbl-
penexbl 2 rpynnel (Tabn. 3) — MOHOHa-
uMoHanbHble (MaTb U OTeL, OQHOW HaLuu-
OHanNbHOCTU) U CMELLUAHHON HauMoHanb-
HOCTU (pa3Hble HauWMOHaNbLHOCTN y Ma-
Tepu u otua). [lona geten CMeLlaHHbIX
HaumoHanbHocTewn coctasuna 7,7%. MNpwn
CpaBHEHUN MOHOHALMOHaNbHOW rpynmbl

Tabnuua 2

Pacnpenenenue aereii ¢ BIIC (n=1824) no 3THM4YeCKOii NPUHAAIEKHOCTH poauTe el

HanmoHanbHOCTh MaTepu HanuonanbHOCTB OTHA
HanmonansHocTh o 5

n % n %
SIKyTBI 1205 66,1 1205 66,1
Pycckue 447 24,5 447 24,5
DBEHKH, DBEHbI 62 3,4 31 1,7
Jpyrue KMHC: nonrassl, FoKarupsl, 4yK4u 30 1,6 31 1,7
Haponsr KaBkaza 26 1,4 37 2
Haponst Cpenneit Azun 16 0,9 19 1
Jlpyrue: KyMbIKH, XaKacbl, YKPaUHL[bI, HOJISIKH, HEMIIBI, TaTapbl, OypsIThI 36 2 52 2,9
He ykazana 2 0,1 2 0,1

MoHo- ¥ cMeLIaHHble HAllMOHAJIBHOCTH ¥ rpynna BIIC

I'pynna BIIC
HanmonanbHOCTh poguTeneit Bceero, N 1-s1,n=1013 2-1,n=184 3-s1, n=625
n % n % n %

Mononayuonanvrnocmu, 6 mom wucie: 1682 930 55,3 173 10,3 579 344
SIKY TBI/SIKY ThI 1153 601 52,1 131 11,4 421 36,5
pycckue/pycckue 414 261 63,0 35 8,5 118 28,5
KMHC/KMHC 47 22 46,8 5 10,6 20 42,6
Ipyrue/qpyrue (COBIagaronie HaluOHAIBHOCTH) 68 46 67,6 2 29 20 29,4
Cmewanuvle HAYUOHATILHOCMIL, 8 MOM HUCTe: 140 83 59,3 11 7,9 46 32,9
SIKY TBI/PYCCKHE 36 21 58,3 3 8,3 12 33,3
sskyTel/ KMHC 45 23 51,1 2 4.4 20 44 4
SIKYTBI/ ApyTHE 23 18 78,3 2 8,7 3 13,0
pycckre/ KMHC 10 3 30,0 1 10,0 6 60,0
npyrue HannoHansHocTH /KMHC 5 3 60,0 1 20,0 1 20,0
JIpyTHe CMELIaHHbIe (HECOBNAAIOIINe HAIIMOHAIBHOCTH) 21 15 71,4 2 9,5 4 19,0
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Pacnpenenenue gereii no rpynnam BIIC B rpynnax KOpeHHbIX M HEKOPEHHBIX
HapoaoB SIkyTuu

['pynna BIIC
['pynma Bceero, N 1-1,n=1013 2-s1, n=184 3-51, n=625 P
n | % n | % n | %
KopeHHble 1 HeKopeHHBbIe Hapobl SIKyTHu™
Kopennsie 1319 691 52,4 145 11,0 483 36,6 <0.001
HekopeHHbIe 503 322 64,0 39 7,8 142 28,2 ’
KMHC u gpyrue HanpoHaisHOCTH**

KMHC 107 51 47,7 9 8,4 47 43,9 0,097
Jpyrue 1715 962 56,1 175 10,2 578 33,7

IIpumeyanue. B Ttabn. 4-5 * — k xopeHHbIM OTHeceHbl skyThl 1 KMHC, HexopeHHbIM

— MNpeACTaBUTEIN JAPYTrux HaHHOHaJIBHOCTeﬁ;

**¥ — KyTBI W TIPEACTaBUTENH JPYTHX

HAI[MOHAIBLHOCTEH OTHECEHBI B TPYIITY «JPYTUE»; P - TOCTUTHYTHIH YPOBEHb 3HAUMMOCTH TPH

CpaBHEHHH TPYMIL.

CpaBHenue pacnpenesenus no rpynnam BIIC B niunamuke

I'pynma BIIC, n (%)
Tpymma | Tlepuon, roxst |- N M i3T5~ 2184 | 30,0625 | P
KopenHble 1 HeKOpeHHBIE Hapoabl SIKyTHI™
20012003 | 211 | 171(81,0) | 5(2.4) | 35(16,6)
H <0,001
CKOPEHHMIE ™15 501s | 202 | 151 (517) | 34 (1L,6) | 107 (36,6) | 00
2001-2003 | 486 | 348 (71,6) | 26(53) | 112(23,0)
Kopentisie 2013-2015 | 833 | 343 (41.2) | 119 (14.3) | 371 (44.5) | 0001
KMHC u gpyrue HanmoHamIbHOCTH ™ *
20012003 | 27 | 23(852) 0(0) 4(14.8)
<
KMHC 20132015 | 80 | 28(35,0) | 9(112) | 4338 | %!
2001-2003 | 670 | 496 (74,0) | 31 (46) | 143 (21,3)
Apyrne 20132015 | 1045 | 466 (44.6) | 144 (13.8) | 435 @a1.6) | 00!

W Tpynnbl CMELLaHHOW HauVOoHanbHOCTH
He BbISIBMEHO CTATUCTUYECKUN 3HAYMMBbIX
pasnuunii B pacnpegenexdun rpynn BrC
(p=0,544).

Mpu panbHerwem aHanuse B OOHY
rpynny Obinn obbeauHeHbl AETWU, OAUH
unu oba poauTens KOTopbix 6binu npea-
CTaBUTENSIMM KOPEHHbIX HapogoB Pe-
cnybnukn Caxa (AkyTns) — aKyTbl unm
KMHC (tabn. 4). Npw cpaBHeHnn faHHOW
rpynnbl C rpynnon geter Apyrux Hauu-
OHamnbHOCTEN YCTaHOBMEHbl CTaTUCTU-
YeCKku 3Ha4YMMble pasnUuMs B 4vacToTe
cnyvaes BINC c npusHakamun gekomner-
cauum (p<0,001 npw cpaBHeHUn 3- 1 1-i
rpynn; p=0,004 npv cpaBHeHUn 2-i n 1-i
rpynnet). Mpu BblgeneHun rpynnel eTew,
oavH nnun o6a poauTens KOTopbIX SBNS-
totca npegcrasutenamm KMHC, npocne-
XKMBAIOTCS aHanornyHble TeHAEHLMUN, HO
pasnuuust He JOCTUraloT YpPOBHS CTaTu-
CTUYECKM 3HAYUMBbIX.

3a 10-netHuii nepuop BbISIBIIEHO
ymeHbLUueHne gonu 1-i rpynnel BIC 3a
CYeT yBenuyeHuns gonemn 2-n u 3-i rpynn
BO BCeX 3THMYeckux rpynnax (tabn.5).
Tak, B rpynne HEKOpPEeHHbIX OoMsi AeTen
2-i rpynnbl yBenunumunace ¢ 2,4 o 11,6%
(p<0,001), 3-1 rpynnbl — ¢ 16,6 8o 36,6%
(p<0,001), cpeou KOpeHHbIX Aons 2-i
rpynnbl — ¢ 5,3 go 14,3% (p<0,001), 3-n
rpynnbl — ¢ 23 go 44,5% (p<0,001) co-
oTBeTcTBeHHO. Ecnmn yuntbiBate KMHC
OTAENnbHO, TO 34eCh Takke HabnogaeTcs
yBenuyeHve gonu geten 2-in rpynnel ¢ 0
0o 11,2%, 3-n rpynnel — ¢ 14,8 go 53,8%
(p<0,001). Y npencraButenen opyrmx Ha-
LMOHanbHOCTEWN aHanornyHble nokasarte-
NN COCTaBUMN COOTBETCTBEHHO BO 2-1
rpynne 4,6 n 13,8%, B 3-i rpynne — 21,3
1 41,6%.

3akntoyeHune. Takum obpasom, pe-
3ynbTaTbl MCCNEAOBAHWSA MOKasanu, YTo
B AvHamMuke 3a 10-netHui nepuog B Me-

puHatansHoMm LleHTpe Pecny6nvkaHckow
©6onbHuLbl Ne1 — HaunoHanbHOro LeHTpa
mMeguumnHel (ML PBNe1-HLIM) ctatuctu-
YeCKU 3HaYMMO YBENUYUIIOCH YMCIIO HO-
BOPOXAEHHbIX ¢ Bornee cnoxHeimMu BINC
(c npusHakamu pekomneHcauum). pwu
CpaBHeHUU T[pynnbl AeTen poauTenen
O[HOWN HaLMOHAamNbLHOCTM U rpynnbl AeTen
CMELUaHHON HauMOHanbHOCTM He Bbl-
ABMEHO CTATUCTUYECKU 3HAYUMbIX pas-
nnuun B pacnpegenexnuu rpynn BIMC. Y
AeTeNn KOPEHHbIX HapodoB AKYTUM (SKy-
ToB 1 KMHC) vawue, yem y geten apyrux
STHUYECKUX rpynmn, Habntoganuce Gonee
cnoxHele BIC.

Paboma ebirnonHeHa 8 pamMkax membl
HUP ®IFBHY «AHL KMI1» «MoHumo-
puHe cocmosiHusi 300posbsi Oemeli Pe-
cnybnuku Caxa (Skymus)» (Ne eocpe-
eucmpauyuu: 0120-128-07-98), 6a3osol
yacmu eoc3alaHusi MuHucmepcmea Ha-
YKU U 8bicwe2o obpasosaHusi PO (CBOY
um. M.K. Ammocoea) u npu ¢chuHaHcogoU
noddepxke epaHma POOU (Ne18-05-
60035_Apkmucka).
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