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PeneH3sus
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BBenenue

Bpoxnennsie nopoku cepana (BIIC) B Poccutickoit @enepannu (PD) — onna
U3 CaMbIX YacThIX ()OpM IMOPOKOB Pa3BUTHS, BBISIBICHHE KOTOPOW MPOMCXOAMUT B
nerckom Bospacte. Yactora Bcrpewaemoctu BIIC y gereir — 5-8 na 1000
XKUBOPOXKIEHHBIX. [l0 MOJIOBOMY NpPHU3HAKYy BBISBIEHO, YTO B ILIEJIOM, Malb4HKH
0oJiee MOJIBEP>KEHBI 3TOM MATOJIOTUH, YeM JeBoUKH (57% u 43% cooTBETCTBEHHO). B
NOCJIETHUE TOJbl MOKA3aTEIN 0 BBIABICHUIO JAHHOM MAaTOJOIMU CTajld HECKOJBKO
BBIIIIE, BEPOSITHEE BCeEro, Onarogaps NMPUMEHEHHUIO O0Jee COBEPUIEHHBIX METO/OB
(YyHKUIHMOHAJIBPHOM JMArHOCTUKH M BO3POCIIMM HHTEPECOM K JaHHOW Mpodiieme
Bpaueil pyrux cnenraidbHocTtel. [Ipum 3TOM, OTedeCTBEHHBIE aBTOPBI B CBOMX
MCCJIEIOBAHMSIX, OMMCHIBAs MOPOKHU Cepla, IPEACTABIAIOT OTIIMYHBIE APYT OT JApyra
MIOKa3aTeld, YTO B LIEJIOM HE JaeT OOBEKTHUBHYIO KapTuHY 1o cTpykType BIIC, BBHIY

OTCYTCTBHUA Ha TCPPUTOPHUU P® CANHOI'O PCTUCTPA BIIC cpean ACTCKOI'O HAaCCIICHUA.

Cpenn nerckoro HaceneHus 3a 2005-2015 rr. pacmpoctpanennHocts BIIC
yBennumiack Ha 62,3% cpeau nerer no 14 mer BxmounTenbHO W Ha 55,3% cpenn
nereid B Bo3pacte 15-17 ner. Yacrora ciiydaeB C BIEPBBIE YCTaHOBJIECHHBIM
nuarHo3oM y nereit 3a 10 set Beipocna cootBercTBeHHO Ha 87,1% u 31,0%. Ha 2015
rog B  JIeYEOHO-IPOPUIAKTUYECKUX  YUpekIeHuax  MwunzapaBa  Poccun
3apeructpupoBano 516407 cinyuae BIIC, uto Ha 41,5 Thic. 6ombie, yuem B 2014 .,

u3 Hux 116048 (22,5%) BbIsSIBIECHBI BIIEPBbIC.

Ha teppuropun Kpacnosipckoro kpasg 3a 2016 rom Ha mnepBoM MecTe B
CTPYKTyp€ MpeHaTalbHOW AUArHOCTUKU Ha BBISBIICHHE MATOJOTHM Pa3BUTHS ILI0/AA
Haxogarcs BIIC — 44,1%. V nerelt, 3a 3TOT K€ MEpUOA BPEMEHH, BBISIBICHO 1618
ciyyas BpOXAEHHbIX MOopokoB pa3sutus (BIIP). Ha nepBom mecTte — moOpoku
cepaeuno-cocyauctoir cucrembl (CCC) — 678 cmyuaeB, uto coctaBisier 41,9% ot
oO1iero yncia BoisiBJIeHHBIX BITP.

Omaum w3 cambeix yacto Berpedamommxcs BIIC  sBusercs  nmedexr

MexmnpenacepaHoi neperopoaku (JAMIIIT), mo pa3auyHbIM UCTOYHUKAM,
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MpeCTaBICHHBIN B 2,5-16% ciydasx, ¥ IpeACTaBISIONINI cOO0H COOOIICHNE MEXTY
nesbiM nipencepaueM (JIIT) u mpaseim npeacepauem (I1I1), u conpoBoxknarommiics
MaTOJOTUYECKUM KPOBOTOKOM CJIEBA HAPABO B BHIMICYNOMSHYTBIX Kamepax cepAila.
Yame medext HaOMOMAETCS y MAMEHTOB XKEHCKOTO moja (2:1). OKoIo MOJIOBUHBI
JAMIIII, BBIABIEHHBIX IPU POKACHUM, 3AKPBIBAIOTCS CAMOCTOSTEIIBHO K KOHILY
MEPBOIO TOJla KU3HU, OJJHAKO TaKOW OJIArOMPUSATHBIN MCXOJ 3aBUCUT OT pa3Mepa U
JIOKaNu3aluyl TOpOKa, a TakKke OTCYTCTBUS COUYETAHHBIX IIOPOKOB cepaua u
comyTcTByromux  marojmorui. Hexortopeie  Bapuantel  JIMIIII  mportekarot
OCCCUMIITOMHO B TEpPBBIE€ TOJBl JKU3HU, M KIMHUYECKOE TMPOSBJICHUE IOPOKa
BO3HUKAET YK€ BO B3pPOCIOM BO3pACTe, BCTPEUAIOTCA M TSKEIO MPOTEKAIOIINE
neheKThl, KOTOpbIE TPEOYIOT CPOYHOM XUPYPIUUECKOM KOppeKuU. BhIsiBiIeHO, 4TO
Bo3HUKHOBeHHEe  JIMIIII  4Wame ~ HOCHUT  MOJMATHOJIOTHUYHBIM  XapakTep:
HEOJaronpusTHOE BIUSHUE OKpYXalolie cpeapl Ha (QOPMHUPYIOMIMICA TUIOJ,
BO3pPACT, BpPEAHBIC MPUBBIUKK U HAJUYUE XPOHUUECKUX TMATOJIOTUH Yy MaTepw,
nepeHeceHHble MH(EKIMOHHBIE 3a00JeBaHUs MaTepu BO BpeMs OepEeMEHHOCTH,
TaKke OOJIBIIYIO POJIb UTPAET HACIEICTBEHHBIN (haKTOp — XPOMOCOMHBIE, TeHHBIE,
F€HOMHBIE MyTalMu. XPOMOCOMHBIE MYTalldd U CUHIAPOMAJIbHBIC MPOSBICHUS
peructpupytotca y tpetu aereud, ¢ BIIC. IIpu atom Ha Tepputopun PO ouennr mano
JAHHBIX 00 W3YYEeHMHM B3aUMOCBs3M Bo3HUKHOBeHus JIMIIII y gereit c
nouMoppu3MaMy TeX WM UHBIX TE€HOB B MOMyJsMU. ECTh NaHHble 00 M3yuyeHUU
ananu3a accormaruu noaumopduzma CI154A rema CYP1A2 ¢ puckom pa3ButrueM
BIIC JIMIII nnoma B KpacHomapckoil mnonmynsiiuv, OJHAKO CTAaTUCTUYECKU
3HAUMMBIX pa3nuuuii B yactorax ayenedl nmonumoppuzma CI154A rena CYP1A2
Mexay rpymnmnoi 6ompHbIX JIMIIIT (n=48) u rpynmoit koHTposs (n=232) He ObLIO
yctaHnoBJieHo (p>0,05).

Onpenenenune JMIIIT

JMIIIT oTHOCHTCS K TpyIIne BPOXKACHHBIX MOPOKOB CEPALA, C HNPOSIBICHUEM
MaTOJOTUYECKOTO COOOIICHUsT MEXAYy JIEBBIM M TIpaBbIM mpencepausmu [7,15].

Coo0mieHne Mexay AByMs IPEICEPAUSIMU SBISETCS Pe3yIbTaTOM MPOSBICHHUS
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HapylIeHUsI Pa3BUTHUS MEPBUYHON U BTOPHUYHOW MEXMIPENCEPIHBIX MEPETOPOIOK U
SHAOKAPAUATIbHBIX BATUKOB.
Irroaorus JMIIII

JAMIIII 3aHMMaeTr TpeTbe MECTO CpeAu MHOPOKOB CEpALA U TEM CaMbIM,
ABJIIETCSI BEChbMa PACIPOCTPAHEHHBIM BapHaHTOM BPOXKICHHOI'O MOpPOKa cepAla,
3a0oneBaeMOCTh  KoTOporo cocrasisier 56 Ha 100000 KMBOpPOXKIECHHBIX.
Pacno3naBanue KIMHUYECKH HE MPOSBISIONINXCS 1€(EKTOB, BBIBIISIONINXCS TONBKO
npu s3xokapauorpapuu (9xoKI'), mo mociegHUM OIEHKAM YBEJIWYUJIO MOKA3aTeNH
3aboneBaemocTtu 10 100 cmydaeB Ha 100000 >XkMBOPOKIECHUM, T/Ie BBISBICHO OKOJIO
65-70% marueHToB ¢ BTOpUYHBIM AchektoM, u MeHee 50% c nmepsuunbsiM JIMIIIIL.
N3 Bcex BbIsBIEHHBIX ciiydaeB okoio 40-50% coctaBisioT AedeKThl BEHO3HOTO
CHUHYCA, IPUYEM, IPEUMYIIECTBEHHO Y JIEBOYEK.

bonpmmmuacrBo  JAMIIII  sABnsitoTCA  CIOpaJiMuecKMMUA M IPUYMHA  UX
BO3HMKHOBEHUS 1O KOHIIA HeusBecTHA. llpu M3yueHun HaciencTBeHHOro Qakropa,
Biusitoiero Ha passutrre JMIIIL, Obl0 WM3yyeHO, YTO CpeAu POJACTBEHHUKOB
NIATOJIOTMYECKOE COCTOSIHUE HACJIEYyETCs 110 ayTOCOMHO-IOMUHAHTHOMY Tully. IIpu
U3YYEHUU TEHETUYECKUX AHOMAJIMM, BIMSIONIMX HA Pa3BUTHUE MEXIPEICEPIHOTIO
CENTAJbHOTO TIOpOKa pPa3BUTHA, ObLIM BBISBICHBI MYyTallUM B TPAHCKPHUIILIUU
CEpACUYHON MBIIIIBI, peanu3yroluecs: yepe3 Takue reHsl, kak: NKX2-5, GATA4 u
TBXS5, MYH6, ¢ nmokanm3zanueit Ha xpomocome 14ql2. IIpu n3ydyeHMn BTOPUYHBIX
ne(eKTOB B COYETAHUU C HAPYLICHUSIMH MPOBOJUMOCTH CEpJla, B YACTHOCTH, C
aTpUOBEHTPUKYJsIpHOU Onokanori (ABB), Obia BbIsIBJICHA CBS3h C MYTaIlMell TeHa
NKX2-5. Puck Bo3nukHOBeHMsI BTopuyHOro JIMIIII HaMHOrO BBIIIE B CEMBSIX, TJIC
BcTpeuaroTcsi 3abosneBanuss CCC, ocobeHHo kornaa naedext mmeercs y OpaTta WM
cecTpsl cubca.

Bropuunsliii 1eekT 4acTo BCTpEUarOTCsl B TEHETUYECKUX CHHAPOMAax XOJTa-
Opama, Dmnuca Ban Kpesenwsna, Hynana, [layna, banna-Kuapu, u Spxo-JleBuna.
Hanpumep, npu cunapome Xonra-Opama (mytarus NKX2-5), IMIIII nabmronaercs

B 60% ciayyaeB. Y MalMEHTOB ¢ TpHUcOMHEW Mo 21 XpoMocome, BTOPUYHBIA U



NEepBUYHBIA Je(eKThl MEXKIIpEACepIHON neperopoaku coctaBisitoT 42% u 39% ot
YKCJIa OCHOBHBIX BPOKJIEHHBIX 3a00J1€BaHUM Ccep/illa, COOTBETCTBEHHO.

JIMIIII siBnsieTcst pe3yIbTaTOM BO3JACHCTBUSI MHOTHX (DAKTOPOB, IIPEXKJIE BCETO
F€HETUYECKUX M DOKOJOTMYECKHX. Takke HM3y4eHO, 4TO BO3JIEHCTBUE HEKOTOPBIX
BellecTB BbI3biBaeT Bo3HUKHOBeHHEe BIIC B Buae JAMIIII, a uMeHHO >THUIIOBBIH
CIUPT, KypeHUe, 0COOCHHO B IMEPBOM TPHUMECTPE OCPEMEHHOCTH, TPHUEM HEKOTOPBIX
anTuaenpeccanToB. Cpenu ¢GakTOPOB pPHICKA CO CTOPOHBI MAaTepd OTMEYAIOT
caxapHblid TUaleT, KEHIUH C MOBBIIICHHBIM MUTAHUEM, BO3pACT MaTepH cTapiie 35
JIET.

Psan aBTOpOoB cBsa3biBaOT BO3HMKHOBeHue JIMIIII ¢ TpaHCKpuUIIIMOHHBIMU
(dakTopamu, y4acTByrole B KapauoreHese, a MMeHHO NKX2-5, GATA4 u Tsxenas
uenb MYH6. JIMIIII, roe mpucyTCTBYIOT XpPOMOCOMHBIE aHOMAJIUU, UMEET MECTO
nepuuut (paxktopa Tpanckpuniuu TBXS, mposBistomuiics B CHHApOMax XoJiTa-
Opama, Dnuca Ban Kpepenpja.

NKX2-5 — 6enok, KogupyeMblii OJHOUMEHHBIM T€HOM, WTPAIOIIUN BEIYIIYIO
poJib B 0Opa3oBaHUU KaMep CEpAlla W Pa3BUTUU MPOBOMSIIECH CHUCTEMBI cepila.
Paznuyaror Heckonbko BapuaHTOB NKX2-5, KoTOphIe CITOCOOCTBYIOT 00pa30BaHHUIO
nedeKTOB B TEPEropoaKax cepAlla W BO3HUKHOBEHHMIO TeTpaabl damno. OmHako
CaMbIM 4YacTbIM Je(EKTOM, CBSI3aHHBIM C MyTalMed B TpaHcKkpunuuu reHa NKX2-5
apisiercst [IMIIIL. Yacrora Bctpewaemoctu [AMIIIl mpu napymenusax NKX2-5 B
CIIOPAIMYECKUX cllydasix Bapsupyet oT 1% 10 4%, a y nui| ¢ ceMeHOW NaTooruen

0k0J10 8%.
Knacenpuxanusa JIMIIII

[lo imaccupukaumu JMIII gensitci  Ha 3 OCHOBHBIE — TPYIIBL:
1. IlepBuuHBIi 1eeKT MEXIPeICEPAHON TEPETOPOIKH
2. Bropuunslii 1eheKT MEeXIpeaCcCepIHON EPETOPOAKU
3. JledexT BeHO3HOTO cuHyca (sinus venosus defect)

[TepBuunslii nedekt — nehekT MeMOPaHO3HOI MEPEropoaKy U BXOAUT B TPYIILY

MOPOKOB IO/ HA3BAHUEM — aTPUOBEHTPUKYJIsipHAst KoMMyHuKaius (ABK).

6



Hedext BeHO3HOrO cHMHyca — JMe(EKT MEXKMPEICEpIHON MEepEeropoKku B MECTe
BHEJPEHUSI TOJIBIX BEH, MOYTH BCETJIa COIMPOBOXKIACTCS YAaCTUYHBIM AHOMAJbHBIM
JPEHAXKEM IPABBIX JIETOYHBIX BEH.

Bropuunslii neeKkT MEXIpeacepAHoll Neperopoiku — AepeKT NepBUYHOM
MePEropoKHA, B 3aBUCUMOCTH OT MECTa PACIOJIOKEHUS MOXKET OBITh: IIEHTPaIbHBIH,
NepeTHUN, 3aJHUM, HWKHUH, BepXxHUi. J/[Ba m Oonee nedekra HaA3bIBAIOTCA —
MHOKE€CTBEHHBIMHU JeeKTaMU MEXKIpeacepaHo meperopoaku. OcTaHOBHMCS Ha

ATOM BapuaHTe 0osiee MoApOOHO.

/IMarHOCTHKA U KJIMHUYECKAsl KAPTUHA

VY nereit Bropuunsiii JIMIIII vaiie Bcero ce Bcero nporekaeT 6€CCUMITOMHO U
MOATOMY OCTaeTCsl HEAUArHOCTUPOBAHHBIM JO TMOJPOCTKOBOro Bo3pacta. I[lpu
OoJsblIoM JieeKTe TMEPEeropoJIki MpHU MaJbIallid  ONPENENAeTCs IMyJIbCallus
nerouHoit aprepuu (JIA) Bo II mexpebepne cieBa ot rpyaunsl. Ilpu ayckynbranuu
MPOUCXOJUT BBICIYLINBAHUE CUCTOJIMUYECKOTO IIyMa Haj JIETOYHOW apTepuen m3-3a
YBEJIMYEHHOTO O0beMa M3roHseMoll KpoBu wu3 mpaBoro xemymouka (IDK) wu
pacuernenue Il Tona cepia BCiaeaCcTBUE OTCTABAHUS JIETOYHOTO KOMIIOHEHTA.

Jlereli ¢ Takoi ayCKyJIbTaTUBHOW KaPTUHOM NPUBJIEKAIOT K MEAULIMHCKON TTOMOIIIH.

YuuteiBas, uro npu JIMIIII B neTrckoM Bo3pacte, peIKO pa3BUBAIOTCS CUMIITOMBI
CEepACYHON HEAOCTATOYHOCTH, 3HAUUTEIBbHBIN pa3Mep IIYHTA MPUBOAUT K JTUJIATALIAN
MpaBbIX OTJACJIOB CepAla, KOTopble Bu3yamsupyrorcs Ha OIXxoKI'. OOGmupHbIe
neheKThl TPeOYIOT XUPYPTUUECKOTO 3aKPHITHS, BO M30€KaHHUE JOITOCPOYHOTO PUCKA
3aCTOMHOM CEpJICYHOM HEIOCTAaTOYHOCTH, MEPLATEIbHON AapUTMHUU, U, PEXKE,
JIETOYHBIX COCYIAUCTBIX 3a0oneBanuii. OmHaKo, TOCIEe KOPPEKIIMU TOPOKa,
CYIIECTBYET BEPOATHOCTD JOJITOCPOYHOIO PUCKA PA3BUTHS MEPLATEIBHON apUTMUU
u uHcynbTa. JMIIIl y HOBOpOXXAEHHBIX B OOJBIIMHCTBE CIy4acB HE BHI3BIBACT
CEpbE3HBIX HAPYIICHUN U 3aMETHBIX CUMITOMOB. ETMHCTBEHHBIN NpU3HAK 00JIE3HU —
CHUHEBATBIA OTTEHOK KOKH B MOMEHT POXICHUS. Y HOBOPOXKICHHBIX JIETEN TOJIINHA

CTCHOK HpCI[CGp,III/Iﬁ 1 JAaBJICHHUC B HUX IIOYTHU OAWMHAKOBEIC, IIOOTOMY apTCpHUalibHaA
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KpOBb U BCHO3HAaA HC CMCIUIMBAIOTCA M HAI'PY3Ka Ha XXCIYJOYKH HC BO3PACTACT. Yy
MaJlbIIIeHn IICPBOT'0 MCCiAa IOPOK ITPOABIIACTCA TOJIBKO HO6J'I€I[H€HI/ICM N CUHCBATbBIM
OTTCHKOM KOKH BOKPYT pPTa, KOTOpBIfI IMOABJEACTCH IIPH IIJIAYC NI OCCIIOKOMCTBE.
HepBLIC CUMITTOMBI IOSBIISIIOTCS Ha 3-4 MCCALC NN K KOHITY Ioaa. Ecan OTBCPCTHUC

B MEXIIpeACcCepIHOM neperopoake Hebombioe (10 10-15 mMm), To 60J€3Hb CKPHITO

MMPOTCKACT ACCATUIICTUAMUN, HC BbI3bIBAs CCPHC3HBIX HOCJ'IGI[CTBI/If/'I.

Bpau crtaBuUT nuarHo3 «BTOPUYHBIA JTePEKT MEXKIpencepaHON MEeperopoaku» Ha
OCHOBAaHUM TaKUX PE3yJbTAaTOB 00cienoBaHUs: OJEIHOCTh KOXKH, CEpAEUHBIN ropo,
mymsl B cepaue, mpu OKI' - neperpyska npaBoro kemny104ka, HApyLUIEHUE YaCTOThI U
pUTMa COKpAILEHUW CEepAlld, HA PEHTreHorpaduu yBEIUYEHHE MPABON MOJOBUHBI
CepAla, pacCIIUPEHHE KPOBEHOCHBIX COCYJOB B JIETKUX, YBEJIMYECHHE JIETOYHOU
aprepuu. IIpu 30HAMPOBAHUM IOJOCTEN CepAlUA: IMOBBIILICHHOE JABICHUE KPOBU B
IIPABOM XKeJTy104Ke, 00JIbIIOE KOJIMYECTBO KHCIOPOAa B KPOBH MPABOTO JKETYJ0UKA
u sieroyHoit aprepun. Ha OxoKI" OynyT oTMeuaThesl CleIyomne NpU3HaKu: HaJIuune
nedekTa B MEKIPEACEpIHON MEeperopojke, IBHKEHHUE NEPEeropoJkd BO BpeMs
COKpalleHUsl NPEICEpArN, OIpPEAEIseT pa3Mep OTBEPCTHA, TOK KPOBH M3 JIEBOIO

npeacepaus B mpaBoe Wik Ha000POT.
IpuHuunbI JIeyeHust

Ecnu y Bac unu y Bamero pebeHka 00Jie3Hb HE BBI3BIBAET TSKEJIBIX CHUMITOMOB, a
MPOSIBIISICTCS] TOJBKO OJIBIIIKOMN TOCie (PU3NMUECKUX HArPy30K U YTOMIIIEMOCTBIO, TO
HET HEOOXOMMOCTH B omneparui. B OonbIIMHCTBE ciiydaeB JOCTaTOYHO 1 pa3 B Tof

nenath Y3U cepaua u kapauorpammy.

Onepatsi — €AMHCTBEHHBIN 3(PPEKTUBHBIA METOJ JEUYECHHs] BTOPUYHOTO JedeKTa

MEXKIIPEACEPAHON NIEPETOPOIKHU.
[Tokazanus K onepauuu:

e YCHJIICHHC CUMIITOMOB M YXYAIICHUC COCTOSHHUA,

e HapYIICHHUS PUTMa COKpAIICHUI cepua;
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YBCIIMYCHUC JABJICHUA B COCYyAaX JICTKHUX

40% KpoBH MEPEXOAUT U3 JIEBOTO MPEICEpIUsl B IPaBOE.

XKenarenpHO cnenarb ONEpalMiO A0 TOro, Kak BO3HUKHYT HEOOpaTHUMbIE
HapyILICHUs B JIETKUX, CBA3aHHBIE C CY)KEHUEM MEJIKMX apTepuil U cOOM CcepieyHOoro
putMa. Omnepauuss mnpu  JAePeKTe MEXNPEICepAHON NEPErOpOAKH  SBIISETCS
€IMHCTBEHHBIM J(PQEKTUBHBIM METOAOM JieueHHs. JlIoasM, y KOTOPBIX €CTh
CUMITOMBI 00JI€3HH, HEOOXOAMMO MPOBECTU €€ KaK MOYKHO PaHbLIE — IO TOTrO, KaK B
JIETKUX WU CEpALEC Pa3OBBIOTCS TsDKENble HapyuleHusd. Ecim chenars onepanuio Ha
paHHUX CcTaausAxX OOJE3HU, TO ITO COXPAHUT Ballle 3I0POBbE U MOMOKET MOJIHOCTHIO

M30aBUTHCS OT MPOOJIEM C CEPJLIEM.

Ecnn HapYIICHUA B pa60Te cepaua BBI3BIBAIOT 3aACPKKY B POCTC, TO OIICPALIUIO

H€O6XOIIPIMO caciiaThb B 4-5 ner.

2. Ecau cocTosiHUE cTajio yXyAaTbCAa B IIOAPOCTKOBOM BO3pPACTC, TO OIICPAIIUIO

nenmarot B 15-16 jer.

3. Ecnu Gone3np BriepBbIe BHISIBICHA BO B3POCIOM BO3PACTE, TO ONTUMAIILHBIM

cuutaercs Bo3pact 35-40 ser.
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