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Aunnomauusn. B Oannoii cmamve paccmampu8aomcs NPUYUHbL 8PONCOEHHBIX NOPOKOM
cepoya. A makace packpwvieaem cywrocmu Snudemuonoeuu, Ilamoeenesza, kiaccuguxkayuu u
CUMNIMOMO8B 8PONCOCHHBIX NOPOKOM cepoya. [Ipusoosmces pexommenoayuu OJisi OUACHOCTUKU U
Jle4eHUsl BPOACOEHHBIX NOPOKOM cepoyd.

Knroueewnie crhoesa. 9nudeMu0ﬂozuﬂ, npu4duHsl 6p03f€()eHHblx nOPOKOM cep()ua, namoceHres,
ocnooicnenuss TUIT

TREATMENT OF CONGENITAL HEART DISEASE

Abstract. This article discusses the causes of congenital heart disease. And also reveals
the essence of epidemiology, pathogenesis, classification and symptoms of congenital heart
disease. Recommendations for the diagnosis and treatment of congenital heart disease are given.

Keywords: epidemiology, causes of congenital heart disease, pathogenesis, complications
TYP.

TUG'MA YURAK KASALLIKLARINI DAVOLASH

Annotatsiya. Ushbu magolada tug'ma yurak kasalliklarining sabablari muhokama
gilinadi. Shuningdek, tug'ma yurak kasalligining epidemiologiyasi, patogenezi, tasnifi va
belgilarining mohiyatini ochib beradi. Tug'ma yurak xastaligini tashxislash va davolash bo'yicha
tavsiyalar berilgan.

Kalit so'zlar: epidemiologiya, tug'ma yurak kasalligi sabablari, patogenezi, asoratlari
TYP.Sorbentlar

BBEJIEHHUE

Bpoxnennsiii mopok cepaua (BIIC) — nedext crpoenus cepaua M (MIM) KpPYNHBIX
COCYJIOB, UMEIOIIUICS Yy OOJIBHOTO C POXKAE€HUS. BOIBIIMHCTBO BUIOB paka HapylIatoT KPOBOTOK
B cepAlle Wiu B OONBIIOM M MajloM Kpyrax KpoBooOpamienus. [lopoku cepana sBIsStOTCS
HanboJiee PacIpOCTPAaHEHHBIMH BPOXKICHHBIMH Je(eKTaMH W OCHOBHOW TNPHYMHOW CMEpTH
JleTed U3-3a MOPOKOB PA3BUTHSI.

[Tonnas mH(poOpManusg 0 BPOXKIEHHBIX MOpOKax cepaua. dnuaemuonorus. Urto Takoe
BPOKACHHBIN MOPOK cepana. Cpeau HOBOPOKIEHHBIX YacTOTAa BPOXKIEHHOTO NOpPOKa cepiaua
coctaBisger 1% (omun u3 100 nereit). Ilo yactore Bo3HMKHOBeHHs TYP ycTymaer Toibko
BPO’KIACHHBIM IIOPOKaM Pa3BUTHsI HEPBHOU CUCTEMBI.

MATEPHUAJIBI U METO/1bI

[TpuunHbI pa3BUTHUS BPOKIECHHOTO TOPOKOM cep/ilia. BposkAeHHBIN MOPOK cep/ilia MOXKET
OBITh BBI3BAH T€HETUYECKUMH (HACIEACTBEHHOCTh) WJIM JKOJOTHYECKUMHU (IKOJTOTHYSCKUMH)
(dakTopamMu, HO OOBIYHO MX coueTaHueM. HamOosnee M3ydeHHBIMH NPUYMHAMHU BPOKIACHHBIX
IIOPOKOB cepJilia SBISIOTCS TOYEUHbIE MyTAllMM WJIM XPOMOCOMHBIE MyTAallUd B BUJE AEIELUN
w gymukamui yyactko JIHK. OcHOBHBIE XpOMOCOMHBIE aHOMAJIMM, TaKU€ KaK TPUCOMUU
21, 13 u 18, cocraBmstor npumepHo 5—8% ciyuaeB TYP. Tpucomus 21 sBrsercs Haubonee
pacnpoCTpaHEHHOW T'€HETUYECKOW NMpUUMHOM. HexkoTopele T'eHbl CBSI3aHBI C ONpEAEICHHBIMU
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3a0oneBaHusAMH. MyTaluu TSOKENOW Ienu Oenka o-Muo3uHa cepaeuyHod meimnbl (MYH6)
CBSI3aHBI C JIe(heKTaMy MEKKOMITApTMEHTHOTO Oaphepa.

I'eHeTHuecKue MyTallMy BbI3BIBAIOTCA JEHCTBUEM TPEX OCHOBHBIX MYTareHOB:

@dusnuecKue MyTareHbl B OCHOBHOM IPEACTABISIIOT CO00M MOHU3UPYIOIIEE U3TyUYCHHUE.

XUMHUYECKUE MYTareHsl - JIaku, KpacuTesu, (PeHOJbl, HUTPAThl, OEH3MUPEH MPHU KypeHUU
tabaka, ynoTpeOJeHUN aJKOTOJIsl, TUAAHTOUH, JIMTHHA, TAIUAOMUJ, TEPATOTCHHBIE MpEnaparsl -
aatuouotuku u [IBT, NYQP u ap.).

buonornyeckue MyTrareHsl — B OCHOBHOM HaJM4YUME€ B OpraHU3ME€ MaTepu BHpYyca
KPacCHYXH, BBI3BIBAIOLIETO BPOXKAECHHYIO KPACHYXY y IUIOJIa M XapakTepHyr Tpuany I'perra —
BPOXK/ICHHBIE TOPOKH CEpALa, KaTapakTy M IIyXoTy; Takxke OMOJIOrn4ecKUM MyTareéHOM MOKET
CIIy’)KUThb HaJIM4YMe€ Yy MaTepu CHCTEMHOM KpacHOHW BOJYAHKH, CaXxapHOro jauadera,
(eHUITKETOHYPHH.

Benymmmu sSBISIFOTCS ABa MEXaHU3MA!

1. Hapymenue cepie4HOi reMOJMHAMUKHA — HANpsHKEHHUE OTIENIOB cepala Mo o0beMmy
(KJ1anmaHHass HEAOCTATOYHOCTh U A€(PEKTHI 10 THITY CENTAIBHBIX Ae()EKTOB) MM PE3UCTEHTHOCTH
(1edexThl MO TUIY CTEHO3a COCYIOB WM OTBEPCTUH) — MCTOLICHHE 3aJeHCTBOBAHHBIX
KOMIIEHCATOPHBIX MEXaHU3MOB (ToMeoMeTpHsi AHperna). K Pe3HUCTEHTHOCTH U TeTepOMETPUU
@®panka-CrapnuHra Kk o0beMy) — pa3BUTHE TUIEPTPOUU M JUIIATallUd Kamep cepaua —
pa3sBUTHE CEpACYHONH HEIOCTAaTOYHOCTH (M, COOTBETCTBEHHO, HAapYIIEHHE CUCTEMHOM
TEMOJIMHAMUKH ).

2. HapymeHue CHUCTEMHOW TE€MOIMHAMHMKH (aHEMHs TIOJHOTBI Majoro Kpyra
KPOBOOOpAIIIEHNUs, aHEMHsI OOJIBIIOT0 KPyra KPOBOOOpAIIEHNUs) Pa3sBUTHE CHCTEMHON THIIOKCUU
(MpenMyILIECTBEHHO LUPKYIATOPHONW B OENBIX JIETKMX, TEMHUYECKOW B CHHUX JIETKHX, a TaKKe
BEHTWISIIMOHHOW U TU(y3HOW TMIOKCHM NPHU OCTPOM JIEBOXKEIYI0YKOBOW T'MIOKCHM). cOOM
MOJKET).

Cy1iecTByeT MHOXKECTBO Kilaccu(UKaluil BpoXKIeHHBIX Ae(eKkToB. BpokaeHHbIe MOpoku
cepla yCIOBHO JEJNAT Ha 2 TPYMIIbL:

1. benas (aprepuanbHas U BEHO3Has KPOBb HE CMELIMBAIOTCS, C JIEBO-NIPAaBBIM TOKOM
KpoBH). BxitouaeT B ce0s 4 rpynimsl:

— Ilpu oborameHun Maaoro Kpyra KpoBooOpalleHusi (OTKpbITas apTepualibHas TpyOka,
neGeKT MEeXIKelyI0uKoBOro Oapbepa, HePEeKT MexKenyrIoukoBoro Oaprepa, AB-
COOOIICHHE U JIp.);

— Ilpu ocnabneHun Maynoro kpyra KpoBooOpalleHus (M30JMPOBAHHBIM CTEHO3 JIETOYHOMN
apTepuu u 1p.);

— Ilpu ocnabneHun kpyra OOJBIIOrO KpOBOOOpalieHHsl (M30JIMPOBAHHBIA AOpTaIbHBIN
CTE€HO03, KOAPKTallusl a0PThI U Jp.);

— be3 3HaunTEeNFHOTO HAPYIICHWS CUCTEMHOW TeMOJUHAMUKH (PACIONIOKEHHE Cepala -
IpaBo-, JIEBO-, ME30KapMs, JUCTONHMS CepAla - IEHHOE, IPYIHOE, BEHTPAILHOE).

2. CuHuii (¢ mpaBo-J€BBIM TOKOM KPOBH, CMEIIEHUEM apTepHaIbHOW U BEHO3HOM KPOBH).
Bxuttouaer 2 rpymisl:

IIpu oOorameHun MajJoro Kpyra KpoBooOpamieHus (IOJHas — TPAaHCIO3UIUS
MarucTpalbHbIX COCYJ0B, KOMIUIEKC Dif3eHMeHrepa U Jp.).

[Ipu ocnabnenun Manoro Kpyra BpaieHus (terpana Panio, aHoManus J0mTeiHa 1 ap. ).
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B 2000 romy 6puta pazpaborana MexxayHapoaHasi HOMEHKJIATypa JJisg CO3JaHusl oOmIei
CHUCTEMBI KJIacCU(UKAIIUU BPOXKICHHBIX J1e(DEKTOB.

['urnormasust MOXKET TMOBPEIUTh CEPIIle, OOBIYHO MPHUBOJS K MPABOXKEITYTOYKOBOW HITH
JICBOKETYJJOYKOBOM HEIOCTATOYHOCTH. DTO 03HAYAET, YTO TOJHKO OJHA CTOPOHA CEPJIa MOXKET
3¢ (EeKTHBHO MEPEeKavYnBaTh KPOBb K TEIy U JIeTKUM. [ MImoruia3us cep/a BCTpedyaeTcs peaKo, HO
310 HambOonee cepresHas popma TUIL. Takue cirydan Ha3bIBAIOT CHHIPOMOM THITOTUIA3HH JIEBBIX
OTJICJIOB Cep/illa IPH MOPAKESHUU JICBOK TIOJOBUHBI CEP/Ila M CHHIPOMOM THIIOTUIA3HH MPABBIX
OTIENIOB Cepilla TPU IMOPAKECHUU NPABBIX OTAEIOB cepiana. B o0oux ciydasx Haaudue
OTKPBITOTO apPTEPHAIBLHOTO TPOTOKA (TaK)Ke OTKPBITOTO OBAILHOTO OKHA, ©CJIM THITOTUIA3US
3aTparvBaeT MpPaBYyI0 CTOPOHY cepjlla) HeoOXOAMMO Uil COXpaHEHHs JKHU3HM peOeHKa N0
olepanuy Ha Cepile, MOCKOJIbKY 0e3 3THX METOJOB KPOBb HE MOMKET LUPKYIHPOBATh B
opraam3Me. (WM B JIETKUX, B 3aBUCUMOCTH OT CTOPOHBI TopaxkeHus ceppana). CepueduHas
TUIIOIIIa3ust 0OBIYHO MPEACTABISIET COOOM TOIY00M MOPOK CepIa.

JledeKThl OOCTPYKIIMK BO3HHUKAIOT MPH CTEHO3E WJIM aTPETH3AIMH CEPJICUHBIX KIIAIIAaHOB,
aprepuii U BeH. OCHOBHBIMH TIOPOKAMH SIBIISTIOTCS CTEHO3 JIETOYHOT'O KJIAallaHa, CTEHO3
AOpTAJILHOTO KJamaHa M Koapkrauus aoptbl. CTeHO3 JABYCTBOPYATOrO KIamaHa U
cy0aopTanbHBIl CTEHO3 BCTpeyaroTcss peako. JIroOoW CTeHOo3 WM aTpe3usi MOTYT BBI3BaTh
YBEJIMYEHHUE CEPALIA U TUIIEPTOHHUIO.

PE3YJIbTATBI

[Teperoponka mpeacTaBiseT coOOW TKAaHEBYIO CTEHKY, OTACIISIONIYIO JIEBOE CEpIIe OT
npaBoro. [lpum nedekrax Me}xOKeTyJOYKOBOTO WM MEXOKETyJO0YKOBOTO Oapbepa KpOBb
HAaYWHACT MNEPCTCKAaThb M3 JICBBIX OTIACJIOB CCpAla B IIPaBbIC, YTO CHMHKACT 3(1)(1)€KTI/IBHOCTB
paboter  cepama. JlehekT  MEXOKETyJOYKOBOM — TMEPEeroponKH  SBISETCS  Hambojee
pacnpocTpaHeHHbIM TUIioM TYP.

l'onyOble mopoku cepilla Ha3bIBAlOTCA TaK MOTOMY, YTO OHM BBI3BIBAIOT IIMAHO3, MPH
KOTOPOM KOKa CTAHOBHUTCSI CHHEBATO-CMHEW H3-3a HeJOoCTaTKa KHciopoaa B opranmsme. K
TaKUM TMOPOKaM Pa3BUTHS OTHOCATCA MEPCUCTUPYIOLIUN apTepHUaIbHBIA CTEPXKEHb, TOTATbHAS
AHOMAJHUS CIIMSHUA JIETOUHBIX BEH, TeTpaaa Daiio, TPaHCIO3UIIMS MAaruCTPalbHBIX COCY/OB, a
TaKXeE BpO)K)IeHHBIﬁ CTCHO3 TPUKYCIIMJAJIBHOTO KJIallaHa.

CBuHHHA:

®  A0pTaJbHBINA CTEHO3;

o Jledekt MexKOMIapTMEHTAPHOTO Oapbepa;

o JledekT MeXOKETyIOUKOBOH TIEPETOPOJIKH;

®  CTEHO3 JABYCTBOPYATOIO KIIAMaHa;

®  JIEKCTpOKapIus;

e  VYBOEGHHE BHIXOJIa U3 JICBOTO )KETyJ0UKa;

e  VYBOEHHE BBIXOIHOTO OTJEJa MPABOTO KETyJ0UKa;
e aHomanus DOIITeHHa;

®  CHHJIPOM THUIOIUIa3HH JEBBIX OT/EIIOB CEP/IIIa;

e ['mmoma3zus mpaBBIX OTAEIOB CEP/LIA;

®  CTEHO3 MUTPATHHOTO KJIaNaHa;

®  arpe3us JETOYHOU apTepuu;

e  BpoxIeHHBI CTEHO3 KJ1anaHa JEro4Hor apTepuu;
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e Tpancno3unus MarucTpaiabHbIX COCYOB:

e  IpaBas TPAHCIO3ULUA

®  CEHUCTPO-TPAHCIO3ULUSA

e  BpoIEHHBIN CTEHO3 TPEXCTBOPYATOIO KIalaHa;
e  CTOlKMI apTepuanbHbIi CTEPIKEHD;

Hedekr xemynoukoBoro Oapbepa. HexkoTopbie COCTOSHUS MOPaXarOT TOJIBKO KPYITHBIC
COCY/IBI, PACIOJIOKEHHBIE HEMOCPEICTBEHHO PSAOM C CEpJIIEM, HO UX YacTO KIACCUPHUIUPYIOT
kak THUII:

e Koapkranus aopTsl;

e  ATpesus aopThl;

e  OrtkpsbITas aprepuanbHas TpyOKa;

e  UYactuyHas aHOMaMs COEAMHEHUS JIETOYHbBIX BEH;

e ToranpHas aHOMaIUs COEAUHEHMS JIETOYHBIX BEH.

e HexkoTtopsble u3 NOpOKOB OOBIYHO BCTPEUAIOTCS] BMECTE!
e Terpana ®anno;

e neHTaga Kanrpemia;

e  Cunapowm lllona/kommiekc [llona/anomanus [lona.

Knunuyeckue nposiBieHus 3aBUCST OT BHJA U TSDKECTH Mopoka cepaua. CHMITOMBI
4acTO MOSBJIAIOTCA B paHHEM Bo3pacre, HO Hekoropele THUIIel moryr ocraBaThes
HE3aMEUEHHbIMU Ha NPOTSHKEHMM Bce JKu3HM. HekoTopble 1eTM He UMEIT HUKAKUX
CHUMIITOMOB, B TO BpeMs KaK y JIPYIHX MOTYT OBITb OJIbIIIKA, IIMaHO3, OOMOPOKH, IIyMBI B
cepaue, HEAOPAa3BUTHUE KOHEYHOCTEW W MBIIIL, IJIOXOW aIlleTUT WM HU3KUKM POCT, a TaKKe
yacTele pecnuparopHble MHQeKknuu. llpu BpOXIEHHBIX MOpOKax CepAlla LIyMbl B Ceple
HOSBIISIOTCS M3-3a €r0 HEMPABMIIBHOTO CTpoeHMs. VX MOXXHO OOHapyXWUTh IpU ayCKyJbTallUH,
HO HE BCe IIyMbI B Cep/ilie 00YCIIOBIEHbI BPOXKAEHHBIMU TOPOKAMHU CEP/LIA.

OBCYKI1EHUE

Taxoke KIMHUYECKUE MPOSIBIEHUS BPOXKIEHHOIO MOPOKa Cep/lia MOXKHO 0ObEANHUTH B 4
CHUHJpOMA:

KapnuanbHelif cunapom — 6011 B 001aCTH cepAla, OJbIIKa, cepledneHne, HapyeHus
CepACYHOM EATEIILHOCTH U IPYTUE KAIOOBI.

[Ipu ocmoTpe - ONeIHOCT, WM IMAHO3, HAOyXaHWE W TYJbCAlMs IIEWHBIX BEH,
neopmanusi TpyJHON KJIETKH 10 THITYy "BbIstauBaHus’ cepana. [Ipu manpmanuu - u3MeHeHHe
apTepHalIbHOTO JIaBJIEHUS M XapakTepa nepudepuueckoro mnyiabca, M3MEHEHHE XapakTepa
BBICOKOYACTOTHOTO ITyJIbCa IPU IMIATALNN JIEBOTO JKEIYJ0UYKa, MOSBICHUE CEPACYHOTO ITyJIbCa
pU TUNEPTPOGUN/INITATAIIMH [TPABOTO JKEIIYI0UKA, CUCTOIMUECKOE/ TNacTOINYeCKoe "KOIIaybe
MypJIbIKaHbe" TpU CTEHO3aX.

[lepkyTOpHO pacuMpeHne TpaHul] CEpALIA B COOTBETCTBUU C YBEIMUYEHHBIMU OTAEIaMHU.
[Ipn ayckynpTanuy OTMEYarOTCSl U3MEHEHHUs pPUTMa, CHJIbI, MOHOJIUTHOCTH 3BYKOB, IIOSIBIIEHHE
XapaKTEPHBIX IS KaXXJA0I0 OPraHa UIyMoOB H JIp.

CunapoM  cepAedYHOM  HEJAOCTAaTOYHOCTH -  OCTPhIM WM XPOHHYECKUH,
IIPABOXKEITYJOYKOBBIN WM JIEBOKEITYJOUYKOBBIH, OBIIIKA-IIMAHOTUYECKUE IPUCTYIIBI U JIP.

CuHApOM XpOHMYECKOH CHUCTEMHOM THMIIOKCMM — 3aJiepXKKa pocTa U pPa3BUTHA,
CHUMIITOMBI 0apa0aHHBIX NAJIOYEK M IECOYHBIX YacOB U JP.
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CuHIpOM pecnupaTOpPHBIX HapylleHuil - npeumymiectBeHHO npu TAIl ¢ oboramenuem
MaJioro Kpyra KpoBooOpaiieHus).

JlanHble 11a00OpaTOPHO-UHCTPYMEHTANBHBIX METOJOB HCCJeIOBaHUS BapualOeiabHbl B
3aBUCUMOCTM OT KOHKpPETHOro Buaa paka. Cpeaum BeAaylmMX CTWIEH MOYXKHO BBIICINUTD
W) (13 %1015 (H

OKI (mpaBast niu jaeBasi rpamMma, pa3jaudHble BApUAHThl apUTMUI U Ap.).

[Tanopamuasi pentreHorpagusi cepauna (C MUTpaJdbHON KOH(pUTypauuell npu majaom
o0OoramieHUH KpOBOOOpalleHUsT W  aopTalbHOM KOHUrypauued npu ocinabieHuu) U
KOHTPACTHBIC PEHTI'€HOJIOTHYECKHE METOIbI (aHTHOTpadusi, BEHTpUKYJIoTpadus u ap.).

Ok30-OKI" (0CHOBHOM METOJ - TTO3BOJISIET YBHIETh MOP(OJIOTHIO ITOPOKA U ONPEICITHTh
(GYHKIIMOHATIBLHOE COCTOSTHUE CEP/IIIA).

Honmnep-3x0-KI' (1mo3BosisieT onpeaenuTh HalpaBlIEHUE KPOBOTOKA — OIPEJEIHUTH
pETypruTanuio u TypOyJIeHTHOCTD).

Jleuenne TUII B OCHOBHOM MOXKHO pa3feliUTh Ha XUPYpPruueckKuil (B OOJIBLIIMHCTBE
CIIy4aeB TOJIBKO paJIMKaJIbHBIIN) U TEpaneBTUUYECKHUI (4aCTO BCIIOMOIaTEIbHBIN) BUbI JICUEHUS.

Xupypruueckoe jJeueHue. ITo 3aBUCUT OT (ha3bl MOpPOKa:

B nepBoii (aze — omnepauus 1o Noka3aHUsAM HEOTIOKHOM momouu (Ipu oOorameHuu
MaJIOro Kpyra KpoBoOOpalleHHsi — HCKYCCTBEHHBIH CTEHO3 JIeroyHoW aprepuu 1no Mrosepy-
AnbOepty, mnpu ocnabieHMM — HUCKYCCTBEHHas aprepuanbHas TpyOka). OpnHako
11€J1€C000Pa3HOCTh ITUX ONEpaLUil SIBJISIETCS HEONPEAECIEHHON U OY€Hb MHANBU1YaJIbHOM.

Ha BTOpom sTanme — miaHoBasi omnepanusi (KOHKpETHas MO0 KOHKPETHOMY JAe(deKTy).
Cpoku BBINONHEHUS SBJISIOTCS CHOPHBIM BOIPOCOM U DETYISPHO IEpecMaTpuBaroTCs (B
JUTEpaType BPEMEHHON MEPUOJT BapbUPYET OT BHYTPHYTPOOHOTO 110 IMyOepTaTHOTO MepHroaa, HO
oTMeuaeTcsl OoJjblllasg TEHJEHIUS K BBINOJIHEHHUIO OIlepaluu Ha Oojiee paHHMX cpokax). B
TpeThell pasze onepanus He MOKa3aHa.

BBIBO/IbI

B penkux cinyyasx nokasaHo paJukaibHoe JeueHue. KinaccuueckuM mpuMepoMm siBIIsSeTCst
OTKPBITBIM ~ apTepUalbHbIi  NPOTOK, TPU  KOTOPOM  BBEJCHHE  HMHJOMETAllMHAa IO
COOTBETCTBYIOILIEH CXeME MPUBOJUT K OOIUTEpAIN apTEPUATILHOTO NMPOTOKA.
CuMnTOMaTHYECKH JIeuar:

— OcTpas JIeBOXKeIy104KOBasi HeJIOCTaTOYHOCTh (CepAeyHast acTMa, OTEK JIETKUX ).

— 3aapIXaTeabHO-IIMAaHOTUYECKHUE TPUCTYIIBI.

— XpoHHuueckas cep/ieyHasi HeI0CTaTOYHOCTb.

— Aputmus.

— HMmemusa muoxapaa.
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