OcobeHHOCTH OpraHu3sauumu
KapAuOXnpypruyeckom noMmoLlu
HOBOPOXAEHHbIM € Kputnueckumm BINC

YacToTa BPOXKAEHHbIX MOPOKOB Pa3BUTMA Y HOBOPOXKAEHHbIX 2-5%, U3 HUx 34% -
BlC.

Habntopaetcsa poct pacnpoctpaHeHHocTm BMNC ¢ 0,6 8 1930r. ao 1,9 cnyyana Ha
1000 »kmnBopoxKaeHHbIX B 1995r.

BINC, Tpebytouime KoppeKkunmn B Nnepnog HoBOPOKAEHHOCTU COCTaBNAOT -17-22%.

(European Registration of Congenital Abnormalities and Twins, EUROCATA -2018, J. Marelli n coast. B 2007 T. )



daKTopbl BAnAOLWME HA BO3HUKHOBeHuA BIC

XpomocomHble HapyLweHusa -5%

MyTtauum ogHoro reHa -2-5%

S

a) asiIko2os1u3M;

daKkTOpbI BHELWWHEN Cpeabl: 6) uHgbekyus;
5-15% 8) /leKkapcmeeHHbIe rnpenapamal;
2) peHma2eHoB8ckKoe U UOHU3Upyrouee

ob6ny4yeHue

N

NonureHHo-mynbTUdaKTOPHOE HacneaoBaHue -4-5%

AN

AN

MeTtabonnueckme HapyweHua -4%




BblaenatoT 4 nporHocTuyecKkme rpynnbl no
BbIXXnBaemocTtu npu BIC:

1. rpynna pucka-OAl, MM, AMIMN, Hepe3kni KC/TA-cmepTHOCTb Ha 1 roay
*U3HU - 8-11%;

2. rpynna pucKa- 6one3Hn mmokapga n nepukapaa, tetpaga Panno-  24-30%;

3. rpynna pucka-TMA, Ko Ao, cteHo3 Ao, atpe3ua TK, 6one3Hb 36wTtenHa, obuwmi
A-V KaHan, 1OC -36-72%j;

4. rpynna pucka-runonnasma o4HOro U3 Xelya04KoB, aTpe3uns Kl1anaHos C
MHTakTHOM MKTI, e AMHCTBEHHbIN Kenyaoyek, obLmnm apTepuanbHbi cTBON -79-
97%



* 1 n3 4 poamBsLLUNXCA HOBOPOXKAEHHbIX C NPeacTaBAEHHbIMM
nopokamm  umeet  Kputuyeckmn  BIC, Tpebyrowmnm

KoppeKLuum.

Crnc

TO nan AJTA ¢ AMKN

AJTA ¢ nHTaKTHOM MMKITT
TAONB

TMC

TpukycnnpanbHaa aTpesund
O6LWwmnin apTepmanbHbi CTBO

KoapKTauua aopTsl

ANOMC ot MK

AHOManmna I6WwTenHa

[lepepsbiB Ayrn aopThbl
EAMHCTBEHHbIN Xenyago4yek cepaua
KpuUTnyecknin aoptanbHbIN CTEHO3

AopTo-nerquoe OKHO

(Ewer AK. Pulse oximetry screening for critical congenital heart defects in newborn
infants: should it be routine? Arch Dis Child Fetal Neonatal Ed. 2014;99)



Kputnyeckoe coCTtoaHMue
HoBOpoXxaeHHoro npu BIC

* XapaKTepusyeTtca oCcTPbIM AePULUTOM CEPAEYHOTO
BblOpOCa, ObICTPbIM NPOrPeccUpoBaHMEM CepaeYHOMU
HeA0CTaTOYHOCTU, KNCNOPOAHbIM FO/I0AaHUEM TKaHEM ¢
Pa3BUTUEM AEKOMMNEHCUPOBAHHOIO MeTaboamyeckoro

aunao3a U HapyweHnem PyHKLUMN *KU3HEHHO BaXKHbIX
OpraHos

* KpuTtndeckue coctoaHma npu BINC Bo3HMKaOT Hanbonee
4acTo B Nepmoa nepexoda oT NpeHaTa/IbHOro K
NOCTHATa/IbHOMY TUNY KpoBoOobpaLleHnA B banKanwme
4yacbl, CYTKM NnNocne poxkaeHna pebeHka



1)

2)

3)

4)

5)

6)

[1ToNYNHBbI PAa3BUTUA KPUTUYECKOrO
coctoAaHnA npu BI1C

Mepexop Ha neroyHblt TMN AbiXxaHusA, 3akpbiTne OAI Npu AYKTYC-3aBUCMMOM
KpoBoobpallueHnu;

BblpaXKEHHOE NPenATCTBUE KPOBOTOKY (BblparKEHHbI a0OpPTa/ibHbIN CTEHO3,
KOapKTaLua aopTbl, CUHAPOM rMMONAa3nn 1eBOro cepaua, KPUTUYECKUi
JIErOYHbIN CTEHO3);

HeaAeKBaTHbIM BO3BPAT KPOBU K JIeBOMY cepauy (TOTanbHbIM aHOMaNbHbIN
NPEHAX NEeroYHbIX BEH, aTPe3ns IEFOYHON apTEPUM C UHTAKTHOM
MEXKKeyA04KOBOW NEPeropoaKkomn);

Bblpa*KeHHas rmnepBoeMmsa Masioro Kpyra KposoobpalleHna n obbemHas
neperpyska cepaua (obwmin aptepuranbHbli CTBOA, 60NbLLON
nepnmembpaHo3HbIN NIMH60 MHOXKecTBeHHble AMMKI1, HeaOoCTaTOYHOCTb
aTPUOBEHTPUKYASAPHbIX KNanaHoB);

BblpaXKeHHas apTepuanbHan runokcemua (Npocrasa TpaHCNo3nLmS
MaruncTpasbHbIX apTepuii 6e3 AM:Kn, aTpesna NeroyHoin apTepum);

NLLIEMMA UIN TUNOKCUA MMOKapaa (aHOMaNbHOE OTXOXKAeHME NeBOM
KOPOHAPHOM apTepPUM OT NEroYHOM apTepmm, NPOCTan TPaHCNo3muma
MaruncTpasbHbIX apTepuin)



J1erouyHbIn TMN AblXaHUSA

- Cpasy nocne poxaeHnA KPOBOTOK Yepes nNerkne Bo3pacrtaeT noytm B 5
pa3, B 5—10 pa3 cHUXKaeTcAa cocyaucroe conpoTmBaeHne B MaJIOM Kpyre
KpoBOObOpaLleHuUs.

- YMeHbLUEHNA CONPOTUB/IEHUA B NETOYHOM pycae, NPUBOAUT K
YBE/IMYEHUIO MPUTOKA KPOBM B N€BOE npeacepane, nponcxoant
nepepacnpeneneHue AaBneHUA B npeacepanax, WYHT Yepes oBa/ibHOE
OKHO nepecTtaeT GYyHKLUMOHUPOBATD.

- 3aKpbIBaeTCA apTepPUasibHbI NPOTOK (MOLLHbIM CTUMYNATOPOM 3aKPbITUA
NPOTOKA ABNAETCA NOBbIWEHWE NapLUMaNbHOIO HaNpPAXEHUA KUCA0poaa B
KpoBM).

- 3aKpblTUE apTeEPUaNbHOIrO NPOTOKA NPUBOAUT K PE3KOMY YXYALLUEHUIO
COCTOAHMUA NAaUMNEHTOB C AYKTYC-3aBUCUMbIMK MPOTOKaMMU



[lYKTyC - 3aBUCUMbIE MOPOKWU

1. [lMopoKu c OyKmyc-3a8uUcumbim s€204YHbLIM KPpOB8OMoKom (cé6poc
Kpoeu Yyepe3 OAIl cneea-Hanpaeo)

*  KPUTUYECKUN CTEHO3 nnn atpesmna J1A
* TeTtpapga ®Pannio c KpUTUHYECKUM cTeHO30M Unan AJIA
* aTpe3nA TPexcTBOPYaATOro K/anaHa

* aHomasnuu dbwTtenHa Tmn C, D HOBOPOXKAEHHOIO
(«PyHKLUMOHANbHAA HENPOXOANUMOCTbY» JIEFOYHOW apTEPUN)

2. MopoKu ¢ OyKmyc-3a8uUcumbImM cUCMeMHbIM KPpo80OoMmMoKom (cbpoc
Kpoeu 4yepe3 OAIll cnpasa — Haneeo)

* CINIC, KpUTHMYeCcKana KoapKTaLuma aopTbl, a0OPTasbHbIN CTEHO3
3. MopoKu ¢ OyKmyc3asucumbim cmewusaHUeM Kpoeu

* TPAHCNO3ULUMA MArNUCTPaANbHbIX AapTEPUN

* HEKOTOpPble COYETAHHbIE MOPOKM (Manbno3nuua cocyaos)



OcCHOBHble cMHAPOMBbI Npu Kputndecknx BINC

* CMHAPOM apTePUANbHOMN TMMOKCEMUMU

* CMHOPOM HeJoCTaTOYHOCTU KpoBoobpalleHusn



ApTepunanbHaa rMNOKcCeMus

XapaKktepusyetca cHuXKeHnem PaO2 meHee 40 — 45 mm.pT.cT. n Sat
meHee 75% y HOBOPOXKAEHHDbIX.

ANUTenbHO UM Pe3Ko BblparkeHHas TMNoKCeMUA NPUBOAUT K
Pa3BUTUIO MeTabonnyecKkoro aumao3a, U3SMeHEHUO
3/1EKTPOJIMTHOrO COCTaBa KPOBU, OKCUAATUBHOMY CTPECCY, YTO
COMPOBOXKAAETCA NOBPEXAEHNUAMM OPraHOB HA YPOBHE

KNEeTOYHbIX MEMOpaH.

Heobxoanmo gnddepeHUmMpoBaTb KapanasibHbIN U
PECNUPATOPHbIN LIMAHO3.



PYHKUMOHAbHblE NPOObI

1. MMnepBeHTUAAUMNOHHAA Npoba

TexHuKa: B TeyeHue 5-10 MMH HOBOPOXKAEHHOMY NPOBOAAT TMNEPBEHTUNALMUIO C
yactoton 70-90 B 1 MmuH. Mpoby cuMTatoT NONOKNTENBHOW MPU NCHE3HOBEHUM
uMaHo3a (catypaumsa 6onee 95%).

Pe3ynbTat TecTa:
* [lpoba oTpuuatenbHan: BIC c npaBo-neBbiM LUYHTOM.

* [lpoba nonoxKutenbHan: eroyHble NapeHXMmaTo3Hble 3aboneBaHuA
(TpaH3uTOpHOE TaxmunHo3, CAP, nHeBMOHUK) ¢ noBbileHnem Pa02 6onee 100
MM PT.CT.

(Pu3zuonozuyeckasa cyuHocms NpobbI: rMnepBeHTUNALNA cHUXKaeT PaCO?2,
BbI3bIBAET AbIXaTeNbHbIM a/IKaa03 U NoBbilleHWe pH KpOBU, YTO B CBOIO o4epeab
CHUMaAET CNa3M JIErOYHbIX AapTEPUN, B pe3ynbTaTe Yero YyMeHbLUAeTcA NerovyHas
rmnepTeH3uns).



PYHKUMOHAbHblE NPOObI

2. lMpoba c nosnoxumenobHbIM 0aesieHUeM 8 ObIXamesbHbIX Nymsx

TexHuKa: N3ameHeHne cnocoba pecnmpaTopHoﬁ nogaepxkKu € uesiblo CosaaHumA
NMOCTOAHHOIO NONTOXKUTENIbHOIO AaB/1IEHNA B AbIXAaTEJ/IbHbIX MYTAX.

I'Ipo6a NONOXUTE/IbHAA, ECJ/IN YepPe3 10 MUH cTeneHb UKMaHo3a YMeEHbLUaEeTCA U
noBbllWaeTCA HacblleHNE KPOBN KUCZTIOPOA0M.

* [poba nonoxkntenbHas — NeroyHblie NPUUYMHbLI LMaHo3a, BINC c neperpyskown
Masioro Kpyra.

* [poba oTpuuatenbHana (umaHo3 ycunmsaetcs): BINC ¢ BHyTpUcepae4HbIM
LUYHTOM.

(Pusuonozuyeckas cyuyHocmeo: Bo3pactaeT PyHKLUMOHANbHAA OCTAaTOYHasA
eMKocCTb nierkmnx (POE), ynydluaeTca COOTHOLWEHUE BEHTUNALNA-KPOBOTOK B
NNETKUX).



PYHKUMOHAbHblE NPOObI

3. lunepokcuoHasa npoba

TexHuKa: gbixaHne 100% kncnopogom B TeveHune 10 muH,
noc/ie Yero CPaBHMBAKOT HACbILLEHME KPOBU KNC/IOPOAOM

(caTypauuto) Ha NpPaBoOn U IEBOU PYKe METOA0M
NYy/1IbCOKCUMETPUM.

Mpu pa3Huue HacbiweHna 20% n 6onee npoba cuntaeTca
NONOKNTE/IbHOMW.

[Mpoba oTpunuatenbHana: Het OAT.
[Mpoba nonoxKnutenbHan: AyKTyc — 3asBncumbin BIC.



CnHApOM HeaJOoCTAaTOYHOCTU
KpoBoobpaLlleHnn

CUHAPOM HEeAOCTAaTOMHOCTM KpoBOObOpaLleHUsa —
naTosiorMyeckasa HeCOCTOATENbHOCTb cepAaLa KakK
Hacoca, obecneymBaloWEero ageKkBaTHoeE
KpoBoobpalleHue.

[TpnymHamm pa3BnUTMA cepaeyHoun
HeA0CTaTOYHOCTM B BO/IbLUMHCTBE CAyYaeB
ABNAOTCA Kputnyeckue BIIC.



[MpUUMHbI cepaevyHon HegocTaToyHocTm npu BIC

* [leperpy3ka ob6bemom (NopoKu c bonblLMMM NeEBO-
npaBbimu cbpocamu, TAJ1B, HeAOCTaTOYHOCTb KNaNaHOB

cepaua)
* [leperpys3Kka conpoTUBAEHUEM (KPUTUYECKME a0OPTa/IbHbIN U
NEeroYyHbIN CTEHO3, KOAaPKTaLUmMsa aopThbl)

* [MNOKCMYEeCcKoe UM nwemmyeckoe noparkeHne mmokapaa
(NopoKun conpoBoXaatoLMecs BbiparKeEHHOW TMMNOKCEMUEMN,
aHOMaJIbHOE OTXOXAEeHUe NeBOU KOPOHAPHOU apTeEPUU OT
JIero4yHoro cTBona)



KnnHnueckue npusHaKu cepaeyHoun
HEeAO0CTaTOYHOCTU Y HOBOPOXAEHHbIX

YCUJIEHHAA NOT/INBOCTD,
cnabocTb cocaHus,
BANOCTD,

TAaXUMNHO3,

TaxuKapaus,

HU3KUW Anypes,

OTEKMN,

apUTMUMN,
renaTocnaeHomeraaus.



CepaeyHan HeaoCTaTOYHOCTb Ha NEPBON Heaene XU3HU
noasnAaeTca npu cneayrowmx BrC:

Mpu pyHKyuoHupyrowem OAI

1. CI/1C c 6onbwinm anametpom OAT]

2. OAC

3. Ko Ao c AMXTI

4. Pe3KO BblparKeHHbI a0pTa/ibHbIMA CTEHO3

Mpu HedbyHKYuoHuUpyrowem OAI

1. TAONB

2. ledeKT 3aKNaaoK saHA0KapAa

3. Kapanonatua (AnchyHKUMA MMOKapaa)
4. Hapgykenyao4vkoBaa Taxmkapams, aputmums
5. EXXC

6. Cencuc



OCHOBHbIMU 300a4aMU OKYyWepCKo-
HeoHamosio2u4yeckKou cnyxcbol aenaromecs

1. CBoeBpemeHHanA NOCTaHOBKa ANarHo3a:

BbiAaBNeHNEe GaKTOPOB pUCKa porkaeHua pebeHka c BMNC
aHTeHaTaNbHAA AMArHOCTUKA: CKpuHMHrosoe IXO-KI nnoaa
BblABAEeHWe npun3Hakos BMC npu nepBUYHOM OCMOTPE HOBOPOKAEHHOTO (HEOHATaIbHbIW 3Tan)

NHCTPYMEHTabHOEe 06cneaoBaHMe C LUenblo AeTain3aLmnm NopokKa n onpeaeneHnsa TakTUKn
BeAeHuA

2. Ctabununsauma cocroaHmA

onpeaeneHue NoKasaHum gna NnpuMeHeHus npoctarnaHgmHa E1
pecnupaTopHaa nogaeprkka (MB/)

cTabunnsaumna remognHaMmnKu

KoppeKumsa metabonnyeckmnx HapyweHuit (KOC)

KOpPEKLUMA HapyLLEHNI CO CTOPOHbI APYrMX OPraHOB U CUCTEM

3. OnpeaeneHne TaKTUKH

KOHCy/NbTaUUNA CNeunainmcTtonB
onpeaneneHne Cpokos onepaTnBHOrro 1ie4eHnA

4. OpraHM3auma TPAHCNOPTUPOBKU B CNELMAIN3NPOBAHHDbIE KapAUOXUPYPruYecKUe yupexxaeHus



TaKTMKa BeaeHuA npu BoliasaeHHom BI1C

1. BINC c gykTyc —3aBucumbim cucteMmHbim KpoBoToKom (CI/1C, KoAO, Ao
CTeHO3)

* MMpocTtarnaHanH E1 (annpocTtaH, BasanpocTaH), HayanbHas A03a 50 Hr/Kr/MuH ¢
Lenblo noaaepaHua B OTKpbITOM cocToAHMM Ductus arteriosus . C uenbto
OTKPbITUA apTepnUasbHOro NPOTOKa NCMOAb3YeTCA MaKCcumanbHaa aosa: 100
Hr/Kr/MuH.

 CyTb NpeaonepaunoHHOro seaeHmnA 60NbHbIX 3aKNHOYAETCA B AOCTUHKEHUN
6anaHca mexKay NeroYHbiM U CUCTEMHbIM KPOBOTOKOM. [locTaToO4YHaA U
onTMManbHaa caTypauna — 75%

 KOC: uenesoe pH — 7,35, pCO2 > 45mm pT cT ( Ans nosbiweHms JICC)
* [lpu oTeKke nerkux : ebicokoe PEEP : 4-6-8 cm H20
* [1o BO3MOHOCTU HE MPUMEHATbL BbICOKME A03bl Ba30NPECCoOpOB, KUCNOPOA,

* Manble go3bl gonamuHa (5 MKr/Kr/MuH) okasbiBaloT MMHMMA/IbHOE AeNCcTBUE
Ha Qn/Qc, HO yBENMUYMBAIOT MUHYTHbIM 06bem cepaua, A0CTaBKYy KMCA0POaa U
YMEHbLLAOT CTENEHb rTMNOTEH3UMN.



TaKTUKa BegeHuUA

2. BIMNC ¢ AyKTYyC — 3aBUCUMbIM N1ero4yHbiM KPOBOTOKOM

(KpuTnyecknit KnanaHHbIW CTEHO3 NerovHou aptepun, AJIA, ATpesns TPUKYCNNAANAbHOro
KnanaHa, Tetpaga ®anno c AJIA c AMMKI, AHomanua d6wTerHa (tun C, D).

Be,ﬂlyLLI,I/IM CUMNTOMOM ABNAETCA LI,EHTpaI'IbeIIZ LNaHO3 , yBeI'IMqMBaI-OLLI,I/IIZCFI B BO3pacCTe 2-3
CYTOK. [lOKa3aTeNbHbIM ABAAETCA TEeCT Ha rMnNepoKCcuio.

* [poctarnaHauH E1 (annpocTtaH, BasanpocTtaH), HayanbHana A03a 50 Hr/Kr/MuUH.
PekomeHAayeTcA BO3MOXKHO PaHHEE UCNO/Ib30BaHME MUHUMA/IbHbIX 3PPEKTUBHbIX A03:
10 Hr/Kkr/muH. (koHmpons IXO-KI o6a3ameneH npu CHuUXeHuu 003bl
npocmaanaHouHa)

* YBennuntb gotaumto O2 c uenbto cHUXKeHua JICC: soamoxkHO a0 40% npu
0653aTeNIbHOM YC/I0BMUW HaNaxXeHHOW MHPY3nKM npocTornaHaunHa. . Llenesas catypauusa
He HKe 70%.

* YmepeHHana runepseHTUnauma (Pa CO2 35 mm pt cT) ans cHuxkenms JICC.

*  }/36bITOYHOE ouwlenavymBaHue : uenesou BE +2-+4 ana cHuxkeHua JICC
[loBbIWEHNE CUCTEMHOIO COCYAUCTOro CONPOTUBNAEHUA : Ba30ONPECCOpPbl: ONTUMANIbBHO
MCNONb30BaHME Me3aTOHa U HopagpeHanHa.



TaKTUKa BegeHuUA

3. BMNC c napannenbHoi Nero4yHOM U CUCTEMHOMN LUUPKyaaLUuen

BeayLmni CUMNTOM : LIMaHO3, NOSIBAAIOLWMIACA Cpas3y Nocsie poXxKaeHUs
6e3 Kakux 1Mbo Apyrmx NnpmM3HaKos NaTo/Nor1u.,

* (OcHOBHa“A NPUYNHA: TPaAHCNO3NUNA MAalrnCTpa/ibHbIX COCyA0B.

TakmukKa eedeHuA:

e 1. MNpocrtarnaHauH E1 50-20-10 Hr/Kr/mMunH ana noaaep»KaHus B
OTKpbITOM cocToAHUM Ductus arteriosus.

* 2. [llpun catypauymmn < 65-70% : BEpOATHOCTb PECTPUKTUBHOIO
Foramen ovale, noka3saHo npoBeaeHne 6ann1o0HHOU
aTpMoCcenToCTOMUM.



Crpateruna ynpasneHua npu Kputnyeckom BI1C

* PopopaspelleHne AO0/KHO MPOUCXOAUTb YEepes Kecapeso
ceyeHume B KapauoueHTpe nnm 6a1M3mn KapanoueHTpa.

« KomaHpa KapAVOXMPYPros, PEeaHNMaTOo/I0roB "
nepdy3nosoroB A0aXKHA ObITb FOTOBA OKA3aTb 3KCTPEHHYIO
NMOMOLLb HOBOPOXKAEHHOMY.

 Yxo4 W NedyeHue [OONXKHbl OCYLLEeCcTBAATbLCA COBMECTHO C
aKyllepom- TMHEKO/NIoOroM, [AeTCKMM  KapAuo/iorom WU
KapAMOXUPYProm.

Colaco SM, et al. Neonates with critical congenital heart defects: Impact of fetal diagnosis on immediate and short-
term outcomes. Ann Pediatr Cardiol. 2017 May-Aug;10(2):126-130.



NNetanbHocTtb ot BINC 2017r.

< 9.90

9.90 - 23.70

23.70 - 39.50
39.50 - 55.10

W >5510

BpoXxgeHHble aHOManuu cepaeyHo-cocyaucTton CUCTEMBI
ABMNAKTCA CaMbIMWN pacnpoCTpPaHEHHbIMU B CTPYKTYpe
BPOXXOEHHOW NATOMNOrMn, N 3aHMMaeT TPETbE MECTO Cpeau
NpUYNH geTckon cmepTHocTu nocrie natonorun LUIHC 1 onopHo-
aBuratenbHOro annapara.
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CTpyKTypa Kputnyeckmnx BI1C, onepuposaHHbix 8 HMUL
UM. akaa. E.H. MewankunHa 3a nepuopg 2014-2018 r.r.

TMC 124 5-7%
Crnoc 42 14-17%
KoAo 52 1,9%
Atpesuna TK, J1A 64 3,1%
AHOManua bwrenHa 16 50-60%
TAANB 25 4%

O6wmn ApT. CTBON 7 14,3%



Mporpecc B AeTCKOU KapanoXmpyprum
NOBNAUABLLUMU Ha paHHee onepaTuBHOE
BMeLLaTe/IbCTBO

* [peHaTanbHaa ANArHOCTUKA

* YcoBepuweHCTBOBaHHbIe annapaTtbl MK

* YNy4ylweHHbIN WOBHbIM MaTepuan

* [lporpecc B aHeCTe3noN0rM4eckom nocoomm

* YcoBepLleHCTBOBAHME XNPYPIrNUYECKNX METOAUK

* Pa3Butue MHTEePBEHUMNOHHbIX METOAUK ANATHOCTUKU U
nevyeHuA

* Pa3Butne petanbHOU XUPYpPrum

Edelson J et al. Recent Progress in Pediatric Cardiologyand Cardiosurgery. Progress in Pediatric Cardiology 2017.



