FARTVIKA BEAEHUA < PYTYYECKA
BPOMAEHHbLIX MOPOKOB CEPOLIA Y
HOBOPOM AEHHbIX

MyctadpuH A.A.

Kadpeapa gerckon xmpyprumn. KasaHcKkown
[OCYyAapPCTBEHHON MEeANLNHCKUN YHUBEPCUTET.



«Kputnyeckue» BpoXXaeHHble NOPOKU cepaLa-

3710 BI1C, KOTOpPbIE CONPOBOXKAAIOTCA
HapyLeHNnemM BUTaNbHbIX GYHKLNN B
nepBble AHN N HeAeNN }KN3HU, UMetoLLIne

BbICORYHKO /1€TaJIbHOCTb NMPU eCTECTBEHHOM
Te4eHUNI.



Knaccudpumkauma Kputuyeckux BIriC

® BICc
(KoapKTauua/nepepbiB Ayrv aOPTbl, KPUTUYECKNI
CTeHO3 aopTanbHoOro Knanaxa, CIrJ1C)

® BlCc
(Bce BINC c aTtpe3nen KnanaHa J1A, KpUTUYECKUIA
cteHo3 J1A)

® BICc (TMA, TAOJB,
EXC c aTpe3nen oaHOro n3 aTpMOBEHTPUKYNAPHbIX
K/lanaHoB)

® BIC c BblpaXkeHHOW neperpy3Kkon 1ero4yHoro
KpoBoToOKa (bonbwmne AMHKIM, ABK, OAC, 3O0AIN)



HAWNArHoCcTuKa Kputuyeckux BIC

«30/10TOM CTaHAAPT» - NPeHaTa/ibHaA ANArHOCTMKaA

Llenb: CHU3UTb KOIMYECTBO HOBOPOXKAEHHbIX C
NOpPOKamMun cepaua, HECOBMECTUMbIMU C }KU3HbIO,
NJ1IaHMPOBATb poaopa3peLlleHne U paHHee onepaTuBHoOeE
NledyeHne HOBOPOXKAEHHbIX C «Kputndeckmmu BI1C» B
cneumanmsnpoBaHHbIX LEeHTPax.



Kputnueckunum BMC?

N3meHeHnsA noBeaeHUa HOBOPOXKAEHHOro (6ecnoKoicTso,
3aTOPMOKEHHOCTb, OTKa3 OT eAbl)

N3MmeHeHMA OKPACKM KOXKHbIX MOKPOBOB: LLEHTPa/IbHbIN LIMAHO3,
anddepeHUUPOBAHHbBIN UMAHO3, 61e4HOCTb, CEPOCTb.

N3meHeHUnA xapaKTepa nynbca, ALl, catypaunm Ha BEpXHUX U
HUXHUX KOHEYHOCTAX B ANHAMUKe

TaxnnHo3, Taxnkapauna nnm bpagmkagms, He cBA3aHHble ¢ 0buen
NaToN0rmem HoBOPOIKAEHHOro

Onuroypua

[Nlape3 Knwe4vyHmKa

[enaTOomeranma

[laTonornvyeckme Wymbl Npu POXAEHUN N B ANHAMMUKE

OTpuuatensHasa npoba ¢ 100% Kucnopoaom



Koapkralusa/nepepbis gyru aoptbi  CI/IC / CreHos KnanaHa aopTbi

‘ Hypoplastic Left Heart Syndrome

Coarctation

Paraductal

Tubular hypoplasia

At isthmus Between left common Between brachiocephalic
carotid artery and duct artery and duct

WD 7 | -, _
\' ¥ ~ : Aortic Valve

Stenosis

Interruption

At isthmus Between left common carotid Between brachiocephalic and
and left subclavian artery left common carotid artery

Source: Expert Rev of Obstet Gynecol © 2008 Expert Reviews Ltd




Kputnueckuu BMC?
[lyKTyCc-3aBUCMMaA CUCTEMHAA LUPKYAALUA

® W3meHeHMA noBeaeHUA HOBOPOXAEHHOTIO (6ECI'IOI-(OI‘/J1CTBO,
3dTOPMOXKEHHOCTb, OTKA3 OT e,ﬂ,bl)

® WN3mMeHeHUA OKPACKU KOXKHbIX MOKPOBOB: LEHTPA/IbHbIN LMAHO3,
AnddepeHUMpPoOBaHHbIN LiMaHo3, 6b1eaHOCTb, CEPOCTD.

® W3meHeHMA xapaKTepa nynbca, AL, catypaunm Ha BEpPXHUX U
HUXHUX KOHEYHOCTAX B AMHaMMUKeE (

)

TaxmnHo3, TaxmKkapama nnm bpaamKkaans, He cBA3aHHble C 0bLen
NaTO/NIOrMEeN HOBOPOXKAEHHOTO

O]

Onuroypua
[lape3 Knwe4yHuKa
[enaTomeranma

[laTonornyeckme lYyMbl Npn poxxkaeHnm n B AMHaMmnKe

© ©® ©® ® ®

OTtpuuatenbHas npoba ¢ 100% Kucnopoaom



HeoHaTanbHbIU CKPUHUHT

MecTo npoBeaeHus: poansibHble JOMa, OTAeNEHUA
bU3MONOrUN HOBOPOXKAEHHbIX, OTAENEeHNA NaTON0rUn
HOBOPOX/AEHHbIX NPU PpaHHEM nepesoe pebeHKa.

[ynbcokcnumeTpumsa (M3mepeHme HacbILLEeHNA KPpoBHU
KMCNOPOAOM Ha NPaBoON PyKe U HOore, ONTUMaIbHO
OAHOMOMEHTHO, NPU HAaANYNM OAHOTO MYNbCOKNCMETPA
nocaenoBaTeNbHO APYF 33 APYrom)

N3mepeHne ALl Ha BCeXx KOHEYHOCTAX

CpoKu npoBegeHuna: nocne 24 4acos }XU3HU HO He no3Ke 48
4aCOB XXU3HU, AN NMPUN YXYALLIEHNUN COCTOAHUA, €CAnN PeDEHKY
MmeHee 24 4acCoB KU3HM.



OcobeHHOCTH BeaeHnA NauUueHTOB C AYKTYC-
3aBUCUMbIM CUCTEMHDBIM KPOBOTOKOM.
*"[NocToAaHHOE BBeAeHuMe anbnpoctagauna B Ao3e 0,005-0,1
MKr/Kr/MuH

*TwaTenbHoe cobntogeHmne KMaKocTHoro 6anaHca c
orpaHMyeHnem NOoCTynaeHUsa XUOKOCTH

=InypeTuKkn AnAa noaaeprKaHma Mo4eoTaeNneHns B BO3PACTHOM
inanasoHe

= AHOTPOMNHbIE NpenapaTbl HE PeKOMEHJ0BaHbI

ABJ1 noka3saHa npu anHoO3, oTeKe Jsierkux : Bbicokoe PEEP : 4-6-
8 cm H20

=CTpOrmnit KOHTPO/Ib U CBOEBPEMEHHAs KOppPeKLUmsa CABUTOB
KLLIC

=JKCTPEHHAA TPAHCNOPTMPOBKA B KAPANOXUPYTUYECKNI
cTaumoHap



[MpenapaTtbl npoctarnaHauHa E

BA3AMNPOCTAH"

OYIOULO OULOGC ANNPoGTARN

BasanpocraH AnnpoctaH (anbnpoctagmn)
(anbnpoctagnn) «Schwarz «3EHTUBAY, Yexua
Pharma AG», fepmaHus 1 amn — 100 MKF

1 amn — 20 mKr

Anbnpocragun:
[0 IOCTUMKEHUS
abdeKTa -  Hr/Kr/muH

[lo3a oTKpbITMA OATll-
Hr/Kr/MuH
no3a-
BasocTteHoH HF/Kr/MUH

(anbnpoctagnn) AO
«KeBenbr» 3CTOHUA
1 anmn — 20 mKr



[lpenapatbl NpocTariaHauHa E

Ba3anpocTaH

Heo6xo0A4MMOCTb BpEMEHHOTO noagaep>XaHuma GYHKLUMOHMPOBAHUA apTEpUaNIbHOIo
NPOTOKA 0 MOMEHTA NPOBEeAEHUA KOPPUTMPYIOLLEN onepauun Npu BPOXKAEHHbIX
AYKTYC3aBMCUMbIX NOPOKaAX cepaua Y HOBOPOXKAEHHDIX (B T.4. NpU MUTPA/IbHOM

aTpe3uun, aTpe3nn IEro4HOM apTepurm, aTpe3numn TPEeXCcTBOPYaTOro KaanaHa, TeTpage

danno).

XpoHuuyeckne obanTtepupytome 3abonesanHua aptepuii l1-IV ctagum (no knaccudumkaunm PoHTernHa). 06AUTEPUPYIOLWMA SHAAPTEPUUT C TAMKENOM
CTeneHblo "'nepemexatoLteinca’ XxpomoTbl (MPY HEBO3MOXKHOW XMPYPTUUYECKOM PEBACKYNAPU3ALIUM HUKHEN KOHEYHOCTH), 06AUTEPUPYIOLLUIA
aTepoCcKNepos, anabetmyeckas aHrmonaTums, 06aMTepUpPyLLMIA TPOMbaHrMKUT (6onesHb broprepa), cMHAPOM PeitHO ¢ TPOPUUYECKUMM HapPYLLEHUAMMU,
BACKY/IUT, CKNEPOAEPMUISA, CYSOPOTM MKPOHOMKHbIX MbILLLL, MOBPEXAatoLLee BAUAHME GU3NYECKUX PaKTOPOB, 0COBEHHO CBEPXMPEAE/IbHON BUBpaLUM.

JleyeHne HapyLLIEeHNI 3peKL MU HEUPOTreHHOM, COCYAUCTOM, MCUXOTeHHOM MAN CMEeLLaHHOM 3TMON0TUKM; NpoBeaeHne papMaKoaormyeckom npobsbl B
KOMM/IEeKCe AMarHoCTUYECKMX TECTOB NPU HapyLLEHUM SPEKLUMN.

AnnpocTaH

MoKasaHUA K NPUMEHEHUIO

XpoHuyeckue obanTtepupyrome 3abonesaHma aptepuii KoHedHoctew Il - IV ctagmum (no Knaccudumkaumm PoHTeliHa), conpoBoXaatoLmecs
601MM B COCTOSIHUM NOKOA UM TPODUUYECKMMMN UBMEHEHMAMU (06UTEPUPYIOLNIA SHAAPTEPUNT C TAXKENON "NepemeskatoLieinca
XPOMOTOWM", KOrAa XMpypruyeckoe BMELIATENIbCTBO HE MOKAa3aHo; aTepOCK/Iepo3 apTepuin KOHeYHOCTE; AnabeTMyeckas aHrMonaTus;
60/1e3Hb broprepa, CMHAPOM PeliHO € TPOPUUYECKMMM HaPYLLEHUAMMU; BaCKYINT NPU CUCTEMHOW CKNEPOLEPMUM; HAPYLLEHMS

nepudepunyeckoro KpoBoobpalleHna B pesyabTaTe BO34ENCTBMA CBEpXNpeaebHoM Bubpaumm).

Heo6x04MMOCTb BpEMEHHOIO COXpaHeHUA GYHKLMOHUPYIOLLLEro apTepruanbHOro
NPOTOKAa A0 npoeeaeHunAa peKOHCTPYKTUBHOIO KapANOXUpypru4eckoro
BMeLlaTeN1bCTBa NPU BPOXAEHHbIX AYKTYC3aBUCUMbIX NOPOKaXxX cepaua 'y
HOBOPOXAEHHbIX.




OcnoxKHeHus, cBA3aHHbIe C Tepanuen
annpocTaguiom

CepaeyHo-cocyamncTas cuctema: cCHuxKeHue AL, bpaguKkapana, Taxmkapams,
OCTaHOBKA CepAaLa, paclumpeHne nepudepuyecknx cocyaos - 16%

[biXxaHne : anHOo?3, Yale Yy HOBOPOXKAEHHbIX C BECOM MEHee 2 Kr B TeYeHMue
NepBOro Yaca seBeAeHumA npenaparta, runoseHTnaaumna — 10%

LHC: nosblweHne Temnepatypbl Tena, cygoporn — 16%
HKKT: anapes, HOK — 4%

[MouKkun: yxyaweHne GyHKLUM, NOYEeYHaa HeAOCTAaTOMHOCTb, OTEKM
rematypusa, aHypma — 1%

MeTabonmyecknit HapyweHuaA: TMNorMnKemMms, rmnoKkanbumemus, - 3%

CepTblBatowana cucrtema Kposu: 1BC-cuHApPOM, KPOBOU3NNAHME B MO3T
KpoBOTeYyeHUe aHeMus, TpomboumuTonenus, -3%

HepBHoe BO36yrKaeHUe, BANOCTb (NpM Nepeao3npoBKe), BAIOE COCaHue
HapyweHune putma cepgua, AV -6,10kaaa
PUCK MHPEKLMNOHHbBIX OCTIOXKHEHUN - -3%



[Mpy BOSHUKHOBEHWUWN OC/IOKHEHUM
pekomeHayeTcsa Mo BO3MOMKHOCTU CHU3UTb
[03y npocTtarnaHgunHa. Kak npasuno,
nobo4YHble 4eNCTBUA NPOXOAAT B TeYEeHUEe
HEeCKO/IbKMX YacoB.

Y neten c Becom meHee 2 Kr 4yactoTa
OCJZIOKHEHWUW BblLLEe



BINC c AyKTYyC-3aBUCUMbIM /1erO4YHbIM
KPOBOTOKOM

®
®

KpUTUYEeCKUM KnanaHHbIU CTEHO3 1IEFOMHOW apTepUn
ATpe3una Nero4yHon apTepUn C UHTAKTHOMN MEXKIKENYA0UYKOBOM
neperopoakon u ¢ AMMKIT

ATpe3na TPUKYCNMaaabHOro KnamnaHa c atpe3nen N1ero4yHou
apTepuu

Kputnueckasa tetpaga ®anno

dopMbl e4MHCTBEHHOIO eNnyao4vKa cepala ¢ aTpe3nen KnanaHa
JIETOYHOMN apTepumn

AHoManusa 36wTtenHa (HeoHaTanbHaA popma)



ATpe3ua KnanaHa 1ero4yHon aptTepuu,
KPUTUUYECKMN CTEeHO3 KnanaHa J1A

BbiparKeHHbI «barpoBbIn»
LMAHO3 C POXAEHUS,
nporpeccnpyrownm Ha dpoHe
3aKpbiTUa OATll. ApTepuasbHaA
rMNoOKcemums.




OcobeHHOCTU BeaeHUA NaLUEHTOB C AYKTYC-
3aBUCMMbIM JIEro4YHbIM KpOBOObOpaLleHnem

®
®

MocTosiHHOE BBeAeHue anbnpocTtagmna B gose 0,005-0,1 mKr/kr/muH
NHPY3MOHHAA Tepanus ¢ YMepeHHbIM NON0XKUTeIbHbIM 6anaHCcoOM

MBJ1 noKka3aHa npu anHo3 WA TAXKENOW TMMNOKCEMMM C NAKTAT-aLUA030M C
ymepeHHon runepseHTUnAumneen (Pa CO2 35 mm pTcT)

N36biTOYHOE olenaymBaHme : uenesom BE +2-+4 ana cHuxkenuna J1CC

YeBennuuntb gotaumnto O2 c uenbto cHmKeHmAa J1ICC: Bo3amoKHO A0 35% npwu
06A3aTeENBHOM YCNOBUN HaNAXKEHHOM MHPY3NM NPOCTarIaHAMHA.

[loBbiWEeHne CUCTEMHOIO COCYAMUCTOro CONPOTUBAEHUA : BA30MNpPEeCcCcopbl:
oNnTMMaJibHO UCMNOJIb3OBaHNUE Me3aTOHA U HOPadpPEHA/IUHA.

JKCTPEHHasA TPAHCMOPTUPOBKA B KAPAMOXUPYTMYECKUM CTaLMOHAP.



BIMNC c pedpektamu cmeLunBaHuUA KPOBMU,
AYKTYC-3aBUCUMbIe, dopameH-3aBUCUMbIe

® TMA 6e3 IMI1 gocTaTOYHbIX Ppa3mepoB
® TAOJIB

® EXC c aTpe3nen ogHoro n3
aTPUOBEHTPUKYAAPHbIX KNAaNaHOB C
PECTPUKTUBHBLIM MeXnpeacepaHbim
coobLeHnem



[MaTodur3nonorns KposoobpalleHus
npu npocton TMA

HopmanbHoe pa3sutne
nnoga

d N'emoanHammnyeckas
KatacTpoda nocne
POXOEHUS

1100% netanbHOCTbL Npu
OTCYTCTBUU peTanbHbIX
cbpocoB nnun gpyrmux
NOPOKOB, COEAUNHSOLLNX
KpYyru KpoBoobpalleHns




ToTaNbHbIN aHOMA/IbHbIN ApPEHaXK
NNeroyHbiX BeH

3
i




KucanopoaHasa npoba

TecT ¢ gbixaHnem 100%-HbIM KNCnopoaoMm.

OueHKy pesynbraToB TecTa NPoBOAAT Yepes
10-15 muH. nocne gbixaHua naumeHTa 100%-
HbIM KUCMOPOAOM

Y BornbHbIX € “cepaedHbIiM’ LmaHo3om pO2
BO3pacTaeT He boree, yem Ha 10-15 Mm prT.
CT., TAK KakK BeMM4nHa KoHueHTpaunmn O2 B
NErkux NPakTU4yeCckn He BAUSAET HA BENUYUHY
NpUMeECU BEHO3HOM KPOBU K apTepuarnibHOU Ha
YPOBHE BHYTPUCEPAEYHbIX COOOLLIEHNI

BospacTtaHne napuuanbHOro gaBneHuns
Kncnopoaa bonee 4yem Ha 20 MMpTCT
CBUAOETENBLCTBYET O NIErovHbIX npobrnemax.




TaKTUKa BeAeHUA NaumeHToB ¢ gedeKkrtamm
CMeLLUMBaHUA KPOBU, AYyTyC-3aBUCMMbIe, pOopamMeH-
3aBMCUMDbIE

®
®
®

[MocToAHHOE BBeAeHMe anbnpocTtaanna
TwaTtenbHoe cobatoaeHne KNOKOCTHOro banaHca

MBJ1 noka3aHa Npu anHO3 UIU TAXKENOW TMNOKCEMMM C TIAKTAT-
aumaosom
NcknouyeHne oKkcureHoTepanmm n NnpuMeHeHUA Ba3oanaaTaTtopos

Mpu nposeaeHnn MBJ1 ontumanbHoe ananasoH pCO2 45mm/Hg,
venesasd Sa02 He meHee 75 %,

JKCTPEHHAsA TPAHCNOPTUPOBKA B KAPANOXUPYITUYECKNI CTaLlMOHaP

[Mpun catypaummn < 65-70% : BepOATHOCTb PECTPUKTUBHOIO
MeXKnpeacepaHoro coobuleHna, NokasaHo nposeaeHue
6aNN0HHOMN aTPMOCENTOCTOMUM



Cxema npoBeAEeHUA NpoLeAypbl
PalLKMHAS

dlMpeanoxeHa Rashkind
and Miller B 1964 roay

dlMNpouenypa PawkuHaa
nofd KoHTporiem IXO-KI
BbIMOSIHEHA BMepBble
Allan L. B 1982 roay

-----

KaTtetep
PawkuHaa




BINC c Bbipa*keHHOW Nneperpy3Kou N1ero4Horo
KPOBOTOKA

-6onbwimne AMMKIT
-ABK

-OAC

-30ATl



HecbanaHCcUpoOBaHHbLIN AErOYHbIN
KPOBOTOK

«bnegHblie» BINC go onepauun

Copoc kpoeu B JIA yepes cenTtarnbHble
nedoekTbl /unn Ha ypoBHE MaructTpanbHbIX
aptepun (OATIT)

JlerovyHasa runepemus

CuctemMHaga runonepdysns (NOYKu,
KMLLEYHUK, MO3I, cepaLe)



HecbanaHCcUpoOBaHHbLIN AErOYHbIN
KPOBOTOK

KomMmneHcaToOpHbIN MEXAHN3M —
NOCTOAHHbLIN Ccria3M NeroYyHbIX COCy0B
(«J1eroYHbIN 3aMOK>»)

[1To mepe B3pocneHna — runeptpodus
NIeroYyHbIX cCocyaoB, nepexon Nero4yHou
rMNepeMmnmn B NIErOYHYI0 rMnepTeH3unto



HecbanaHCcUpoOBaHHbLIN AErOYHbIN
KPOBOTOK

@ [1pnymnHa gekomneHcaumm — nageHue OJICC
® bnegHocTb

® [Nepudpepnyeckuint cnasm

® Taxukapous

® ['MnoTeH3una (gnacrtonunyeckas)

® Onurypus

® Aumoos

® 9Aneauusa/genpeccus ST Ha OKI

® OTekK nerkmx




3aKpbITUE «Aero4YHOro 3aMKa»

® [ mnokcuns

® [ MnepkanHus
®Aunaoos

® KatexonamuHbil



UHTEHCUBHAA Tepanus AeroyHou
rMnepemMuu

OrpaHnyeHune XugkocTtu (2 Mmn/kr/y)
dypocemun
[lonamuH 5-10 mMKr/kr/MuH

[Tpn HU3KOM cepaevyHOM BblDpoOce, HU3KOM
anacrtonundeckom All, «KOpOHaPHbIX»
nameHeHuax ST + agpeHanuH (0,05-0,1
MKI/KF/MUH)

ckniovyeHne nrodbiX Ba3oannaratopos (B TOM
yucne, gobytamuHa)




Cnacunbo 3a BHUMaAHUeE
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