BpoaxeHi Bagu cepusi.
[llarHocTuKa, KniHika



BpoXxaeHHbIe NOPOKU cepAaua

. 3aboneBaHWA, BO3HUKatoLLMeE
N3-3a pasnuUyHbIX HapyLleHUN
HOpManbHOro OPMUPOBAHNUSA
cepaua n oTxoaalmnx oT Hero
COCYAOB BO BHYTPUYTPOOHOM
nepuoae Unn oCTaHOBKW €ro
PasBUTUA Nocrne poXxaeHUs

« JlocTaToOuHO pacnpocTpaHeHHas
natonorusa cpeaun saboneBaHumn
cepAeUYHO-COCYAUCTON CUCTEMBI,
KoTopada ABnAeTcsa OCHOBHOW
NPUYNHOU CMEPTU AETEN
NepBOro roga »XU3Hu




BpoXxaeHHbIe NOPOKU cepaua

 YacToTa BlIC cocTtasnaeT o 30%
OT BCEX NMOPOKOB pPa3BUTUA.
JleyeHne BpoOXAEHHBIX cepaeYHbIX
aHoOManun BO3MOXHO TOMNbKO
XUPYPruiecKum nyTem

« bnarogapsa ycnexam
KapaUoOXUpyprum ctanm BOSMOXHbI
CINOXHbIE PEKOHCTPYKTUBHBIE
onepauun npu paHee
HeonepabenbHbiX BINC

« B atux ycnoBuax oCHOBHOU
3ajadven B opraHmsalmm nomoLn
aetam ¢ Bl1C aenaeTcs
CBOEBpPEMEHHAA AUarHocTUKa n
OoKasaHue KBanuduunupoBaHHOU
NOMOLLWN B XUPYPru4eCKON KNMUHUKE




®

THonorus

OCHOBHbLIMW NpUYUHaMK poxaeHWa aeten ¢ BIC aBnaoTea:
— XPOMOCOMHbBbIe HapyLleHUA - 5%
— MyTauma 1-ro reHa - 2-3%

— BMNUAHUE BHELWHUX haKTOPOB (anNnkKoronusm poauTeneun, Nnpuem
nekapcTBeHHbIX NpenapaToB, NepeHeceHHble BUPYCHbIE
WHdeKUUn BO BpeMA bepeMeHHOCTU U T.4.) - 1-2%

— nonureHHo-MynbTUdOKanNnbHoOe HacnegoBaHue - 90%

[TOMWMO STUOMOTMYECKMX, BbIAENAOT PAKTOPLI PUCKA POXKOEHUSA
pebeHka ¢ BlNC. K HUM oTHOCATCA

> BO3pacT MaTepu

» 3HAOKPWHHbIE 3aboneBaHUA CYNpyros

» TOKCUKO3 U yrposa npepbiBaHua | TpumecTpa 6epeMeHHOCTHU

> MepTBOPOXAEHHDbIE B aHaAMHE3e

» Hanu4uMe JeTen ¢ BpoXAeHHbIMU NOPOKaMK pa3BuTUsA y Gnmkanmnx
poAcCTBEHHUKOB

KonnyecTBEHHO OLUEHUTHL PUCK poxKaeHna pebeHka ¢ BINC B cemMbe
MOET TOMBKO FEHETUK, HO AaTb NPeaBapPUTENbHbINA MPOrHO3 KU
HanpaBWUTb poauTENen Ha MeanKko-OUONOTrMYECKYIO KOHCYbTaluto
MOXET W JOIMKEH KaxKa bl Bpay



N3mMeHeHnAa B KpoBOOOpaLLeHUN
cpa3y nocrie poxaeHus

® [pekpalleHUe KpOBOCHabXeHUA
nnaueHTbl (NoBbIlleHue
cuctemHoro CC, ymeHbLUeHUe
nputoka no HIB, sakpbiTue
BEHO3HOro NpPoToOKa)

® PacnpaBneHue
ousnonornyecKkoro arenekrasa
Nnerkux, CHWKeHue nerovyHoro
CC, yBenuyeHue nerovyHoro
KpoBOTOKA, HaYano
OKCUIreHaLuu B Nerkux

® 3aKpbiTUe apTepuUanbHoOro
npoTokKa (12-24 4yaca)

® YBernuyeHue NpuUToKa
OKCUIeHUPOBaAHHOU KPOBU B
neepoe npeacepave us
nerovHbix BeH (CAT 100%)

® 3aKpbITUe OBaNbHOroO OKHa
(HenonHoe B 30%-50%
cnyvyaeB)
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Knaccudukauus

1. BIC dbneaHoro TMna ¢ apTepuoBeHO3HbIM LYHTOM:
AedpeKT Mexokenyano4koBou neperopoaku (AMXII),
AedpeKT MexnpeacepaHon neperopoaku (AMIIM),
OTKPbITbIN apTepuanbHbIN NPoToK (OATrl);
OTKPbITbIN aTPUOBEHTPUKYNAPHBLIN KaHan (ABK)

2. BINC cuHero tuna ¢ BeHoapTepuanbHbIM LUYHTOM:
TpaHCNoO3MUMA MaructpanbHbIX cocyaoB (TMC),
TeTpaaa @anno (TP), Tpnaaga Panno, arpesus
TpukycnuaanbHoro knanaHa (ATK) u T1.A4.

3. BIC 6e3 cbpoca, Ho ¢ NpenATCTBMEM Ha NyTU
KPOBOTOKaA U3 Xenyao4KOB (CTEHO3bI JIErOYHOW

apTepun 1 aopThbl)

Takoe geneHue oxBaTbiBaeT 9 Hanbonee pacnpocTpaHeHHbix BMC



Knaccudukauus

-|. nOpOKH C HEUSMEHEeHHbBIM (MJ’IM Mano H3MeHeHHbIM) NeroyHbiM
KPpOBOTOKOM: aHOManum pacnonoxeHWa cepaua, aHoManmu Ayrm aopTbl, ee
KOapKTauuAa B3pOCcnoro Tuna, cTeHO3 aopTbl, aTpe3na aopTanbHOro KnanaHa;
Heg0CTaTOMHOCTDb KnarnaHa nero4Horo cTeosia; MMTpanbHble CTEHO3, aTpe3sna u
HeAOCTaTOMHOCTb KNnanaHa; TpexnpeacepaHoe cepaue, NOPOKW BEHEYHbIX apTepun 1
NnpoBoAALLEeN CUCTEMbI Cepala.

- Il. Mopoku ¢ runepBoNeMUen Manoro Kpyra KpoBooopalleHuA:

1 )He conpoBOXAAKWMECH PaHHUM LIMAHO30M - OTKPbITbIWM apTepuarnbHbIA NPOTOK,
AedeKTbl MEXNpeaCcepAHON N MEXOKeNyA0Y-KOBOWN NeperopojoK, CUHAPOM
NMotamballe, aopTONeroyHbIU CBULL, KOApPKTaLMa aopTbl AeTCKOro Tuna

2) conpoBOXAalwWMecs LMaHO30M -TpUKYCcnuaanbHaa atpesna ¢ 60nbluMM AedekTom
MENOKENyA04KOBOW NePeropoaKu, OTKPbIThbIA apTepuanbHbIN MPOTOK C BbipaXeHHOW
Nero4YyHou rmnepTeHsnen U TOKOM KpOBU U3 NerovyHoro cTeona B aopTty

- lll. Mopoku ¢ runoBoNeMUen Manoro Kpyra KpoBooopalleHUA:

1) He Cornposoxiaawuwmecd ULMaHO30M - M3OHMPOBaHHbIM CTEeHO3 Nero4YyHoro CcTeola

2) conpoBoXxijarwwmecd UMaHO30M - TpPUaaa, TeTpajda U rneHTaga ¢>anno
TPUKYCNnaarnbHasA aTDEBMH C CYKEHMEM NNErovYyHoOro crteona i MmanbiM AECI)EKTOM
MENOKENyA04KOBOWN Neperopoikn, aHoManna 36wrenHa (CMeleHne CTBOPOK
TPUKYCNMMAANbHOIro KrnaraHa B I'lpaBbIM }Kenynoqu) rmnonnasnd npasoro Xenyaodka

- IV. KOMOMHUpOBaHHbIE MOPOKK € HapYLUeHUEM B3aUMOOTHOLUEHUU Mexay
pasnuUyYHbIMUKU oTAENaMU cepaua U KpynHbIMU COCYAaMU: TpaHCNO3UL WS aopThl
U nerovyHoro ctona (nonHaa " KOppMI‘MpOBaHHaﬂ) X OTXO)K,D,EHMe OT O4HOIo U3
KenyaoykoB, cnHapom Tayccur - BuHra, o6uwmmn aprepunanbHbIM CTBOJ, TPEXKaMepHoe
cepaue C eAMHbIM XenNyaA0o4YKoM U AP.



Knaccudukauma oowmx
TMnoB BI1C

U3onupoBaHH
ble
O6CTpYKTHBH
bie BIIC

C/NA, MC, AoC,
LGYGR
nepepbiB Ayru
Ao

BIIC c neBo-
npasbiM
cbpocom(aumn
aHOTHYHbIE C
yBe/NINYEHHbI
M JIErOYHbIM
KPOBOTOKOM

OAI, AMnn,
AMMKI, AB-
TELET
AopTo-
neroyHoe
OKHO

BlNC c npaBo- Chno)xHble

NeBbIM LMAHOTHYECKHE
cbpocom(umnan nopoku(pedexr
OTHYHBIE C bl CMELUNBaHNA)
YMEeHbLIEHHbIM

JIErOYHbIM

KPOBOTOKOM)

T®, ATpesus AOIMXK, EX,
JNA+AMXIN, TMC, TAAQNB,
Atpesua J1IAc OAC,

MHTaKTH M)KIN, I'mnonnasusa
TPpA, NneBoro cepaua
aH.J6wTeHHa



HapylueHue remognHaMUKuU npu
BPOXAEHHbIX NMOPOKaxX cepaLa

B zasucumocmu om cocmosHuUs
MaJsio2o Kpyea KposoobpaujeHus 8
opeaHusme 6osbHoeo ¢ BFIC
Habnrodaromes cnedyroujue
namoJsioauYyecKue U3MeHeHUS:

v’ * IPU HANMUYUU YBEJNIMYEeHHOrO
KPOBOTOKA B Jierkux (Nopoku 6negHoro
TUNa C apTePUOBEHO3HbIM LIYHTOM)
pazBUBaeTCcH rmnepBoneMmUs u
runepTeH3na Manoro Kpyra
KpoBooOpalleHuUa;

v" * IPU HaNU4YUKU o6eJHEeHHOoro
KPOBOTOKA B Nerkux (NopoKu cuHero
TUNa ¢ BeHoapTepuarnbHbIM WYHTOM) V
60NbHOro pasBUBaeTCA NTMNOKCEeMUA;




NuarHocTtuka Bl1C

® KnnHnyeckne gaHHble: +/- unaHos, CH, WwWymsbl,
nynbcauun, nepdpysna TKaHen, TOHbI cepalla

®* Rg rpyaHon KNeTku: oopma U pasmepbl cepala,
COCYAOB, NEroyHbIN KPOBOTOK

¢ OKI': 2.0.c., runeptpocdhuna xenyaoukoB
¢ 5XO: aHaTomua, gehekTbl, COpochl, KnanaHHbIW annapar

¢ KateTepusauuna cepaua: rasbl KpoBu, cOpochbl, AaBrneHUeE
B NMOMNOCTAX, AePEKTbl, MECTOMNONOXEHNE COCYA 0B

® CoyeTaHue ¢ pasHoobpasHbIMM aHOManUsaMu



Ddun3nonorus

YBENMUYEHHbIN
- NEroYHbIN
YMeHbLUEHHbIW KPOBOTOK:
NneroYyHbIv C6anaHcupoBaHHbIAGRCE K0 [ =L
KPOBOTOK: Nero4HbIN 1 cepaeyHas
CUCTEMHBI
|_I/| NOKCUS KDOEGTOK HeAOCTaTOUYHOCTb.
JleroyHas
rmnepTeH3ns
CAT<75% P
CAT>85%

CAT=75-80%



LinaHoO3 -

CopepxaHue B kKanunnapHon Kpoeu bonee 50 rinm BoccTtaHoBnenHoro Hb;
cHwkeHue PO, Huxke 75-85 %; nonuuntemun ( Het >45%)

J OTTeHOK (ronybon-T®; manuHoBbii- CJIA, aHoManuA 30WTeUHa;

cononetoBbIn-TMC; BHecepaeuHble: ( AnachparmanbHasa rpbhka,nobapHasn
amchusema))

v Jlokanu3auus

nepedepuyecku (aKpoLiMaHO3)= HENOCTOAHHLIN = COCYAUCTAS
AUCHYHKLNA ( PO, Hopma )- SAMEANEHUE KPOBOTOKA B KAMUINAPAX

-340poBble (CocyaucTana peakuma Ha xonoa)

= CH ( YMEHBLUEHWE CEPAEYHOI 0O BIBPOCA ), CENCUC, HAANOYEYHNKOBASA
HEAOCTATOYHOCTb.

LEHTPANbHBIW( FTEHEPANU3OBAHHLIW )-U3MEHEHWUE TPAHCOPTA O,
- CH ( cHmKeHUe cepaeYHoOro Bblopoca )

- Bone3Hu nerkux ( atpesunsa xoaH, AUCTpecc CMHAPOM, NnepBuUYHaa NI, NHeBMOHUA,
ateneKkrasbl, poaoBad TpaBMma )

- HapyuweHune cTpyKTypbl remornotuHa ( Mmetremorno6uHe Mma )



LinaHo3 -

v BblpaXXeHHOCTb

- 3aBUcUMOCTb CAT oT neroqyHoro KpoBoTtoka ( » 85% -

n30bITouHbIA JIK, 70-85% - c6anaHcupoBaHHbin JIK, <70% -
HeagekBaTHbIH JIK)

1. Co6¢cTBeHHbIN JIK ( cTeneHb CJ1A)
2. BoaMelleHUe Nero4yHoro apTepuanbHoro KpoOBOTOKa
{ npoTok- 3aBUcUMbIe BIC: Atpesua J1A, u ap.)

- 3aBUCUMOCTb OT KayecTBa CMelUUBaHUA JIEFTOYHOIO U
CUCTEMHOIO KPpOBOTOKa (CNnoXHble BIC ¢ HapyweHUeM
cMewnBaHua: AOMK, TMC, EX, TAAINB, runonnasua neBbixX

oTAenoB)



[MpuynHbI UMaHosa npu BI1C

1. [NpaBo-nNeBbIN BEHO-apTepUarnbHbIA LUYHT
(BHYTpUcepaevHble U BHYTpUAYKTalbHbIE
coobLeHuna, cTeHos J1A)

2. EAWHCTBEHHBLIU XenyaodeK ( cMellaHHbIN
CUCTEMHBIN U NEroYHbIN KPOBOTOK)

3. BblpaXXeHHbIW BEHO3HbIWN 3aCTOW B NMErKUX npu
JPKCH ( obcTpykTUBHBIE JIXK NOpOKK-
aopTanbHbIii U MUTPanbHbLIW CTEHO3LI)



AnddpepeHumnanbHagd AnarHoCTUKa
LMAaHO3a (rMNnepoOKCUYECKUN TecCT)

be3 BI1C C BIC
* 3HaYUTENbHOE * HeaHauuTenbHoe
noBbilleHne PO, noBbiLlLeHne PO,

bonee 220mm Hg ( MeHee 220 MM Hg)

* 3HaYUTENbHOE
nobllleHne CAT

* BJ1 ¢ PEEP (6on-
Hb MManuHOBbLIX M-H,
MEKOHNEBas
acnupauua u ap.)

* HeaHauuTenbHoe
nopbllleHne CAT

* NBJ1 ¢ nerkumm
napameTpamu



CepoeyHaa HeAOCTAaTOYHOCTD:
OCHOBHbIE KNUHUYECKNE MPOSABIIEHNS

* Kapaunomeranud

* Taxukapausa

®* Putm “ranona’” v ap. HapyLweHusa putma
¢ CHMXXeHue HanpaXeHuda nynbca

® Llym ( po 10% HOBOpPOXKAEHHbIX)

® OTeKkun

®* KapaunoreHHaa runotpocgpus

CH no MKK (JPK Heg-cTb-BIC c obctpykumen JIK):
OAbILLKa, 3aTPYAHEHNA B KOPMMIEHWN, “BraxXHble
nerkme”

CH no BKK ( [IPK Hea-cTb): YBenudeHue neveHu,
OTEKN, pacllnpeHne LWENHbIX BEH.



[[emoOguHaMn4yecKkue NsMeHeHuUsA
npu CH

I YacToTbl cokpaLLleHui

1 KoHeYyHo-gnacToNNUYecKoro pasmepa
KEnNy,04Ka

I koHeuHo-auacTonmyeckoro gasneHus
I npeacepaHOro aaBneHus

f pe3ucteHTHoCTU cocynoB bKK

| cuctemHoro kpoBoToKa



KOMneHcaTOpHbIe
MexaHuamMmbl TeyeHua CH

P uvacToTbl cokpaleHuit

PpaHk-CTapnMHroBCKUN MexaHu3M (nepBoHadvanbHoe
yryJulleHne cepacyuHoOn KOHTPaKTUMbHOCTU K
cepaeyHoro Bbibpoca)

AKTUBaLMA cUMNaTUYECKON HEPBHOW CUCTEMDbI

( CUMNAaTUKOTOHYCa, akTUBaUnua peHUH-aHrIMOTEH3NHOBOW
CUCTEMBbI)

2,3- andhochornuuepaTonB
I npeacepaHbIX HATPUNypeTUUYECKUX NenTUaoB (U3 CTEHKU-
CNOCOBHOCTb pacTArMBaHUA npeacepann)

[MnepTpodhmna Muokapaa



MpnunHbl CH Yy
HOBOPOXAOEHHbIX

| MuokapauanbHaa aucdyHKUuA ( acpuKCUA, cencuc,
rMNOrnMKeMua, MUOKapaurT)

Il Meperpy3ka gaBneHueM (Ao cTteHo3, KOAo, runonnasua neBblX
otaenoB cepaua)=JII - R-L wyHT - noaaep>xaHue CUCTEMHOrO
TOKa, HO < CaT. 3akpbiTue OAI - c-M Manoro Bbibpoca -
AeKoMMeHCcaluA.

lll O6bemHaa neperpyska ( Ha ypoBHe cocyaoB - OATll, OAC, AJl
OKHO; Ha ypoBHe xenygoukon - AVDKI, EX 6e3 CJ1A, AB-kaHan;
CUCTEeMHbIle apTepuo-BeHO3Hble pucTynbl)= 1-2 Heg N. C 34
Hea cHwkeHue JIIN - >L-R cbpoca - > JIK - aunaraumua
Xenyao4koB - CH

IV AputMuu: TaxmaputMUu( cynpaBeHTPUKYNIAPHaA, TpeneTaHue U
dhubpunnaumua npeacepaun)

BpaanaputmMum (nonHbin AB 6n10K)




MpuunHbl CH y neten
nepBOro Mecsaua >Xu3Hu

| ObbemHasa neperpyaka ( Ha ypOBHE COCY/10B -
OAl1,0OAC, AJl OKHO; Ha YpPOBHEe XeNnyao4KOB -
naonupoBaHHbin ANMXXIT, AMXKI1+TMC,
OMMKT1+TA, BEXX; Ha ypoBHe npeacepauni-
TAJIB, Ho He npocToun AMIIIT)

Il AHoMmanuu muokapaa ( dnbpoanactos
SHAoKapAaa, rmukoreHosbl |l - boneaHb Nomne,
BUPYCHbIE UHPEKUMOHHBIE MUOKaPAUTHI,
bonesHb KaBacaku)

Il BropuyHasa CH ( 6oneaHu noyek, rmnoTUpeos,
CENnCcUc, rMnNepToHnA)



kaTqucme coctosinus npu BIIC y

HOBOPORKIACHHBIX

A 4

COCTOMNHHA

A4

CocToaHNA, 3aBHCHIIHE OT
(e TATLHLIX KOMMYHHKALMI]

L

" JIYKTY C-3aBHCHMOCTh

JleroyHas qyKTyC-
BaBHCHMAas LIUPKYJIALUA

CHcTeMHasA JYKTYC-

CHHIPOMBI

ApTepuanbHas
THITOKC EMHSA
IIPOTP ECCHPY IO ast

CepaeuHasn

3dBHCHMad IHPKY JIALIHA

"D opaveH-3aBHCHMOC Th

M Ductus venosus-3aBHCHMOCTD

CocToAAHHA, He 3aBHCALIHE
oT (peTaAJIb HbIX
KOMMYHHKAIHH

HEAOCTATOYHOCTD

JlerouHas
THIIEPTEH3UA




BapuaHTbI NPOTOK-
3aBucumoctu npu BIlIC

1. YnyyweHue cmelumeaHus

NEro4yHoro U CUCTEMHOrO AEPBUYHO -

KPOBOTOKa <@
2. Bo3melleHune neroyHoro

apTepuanbHOro KPoBOTOKa

3. YnyJdlweHne CUCTEMHOro
KPOBOTOKA (

nepBUYHO - HU3KUHN

CUCTEMHbLIN BbIBpocC




/\
aprP02>220 mm Atp PO2<220Mm
b-au Jerknx,t+/-
Henuanorudeckue | BIIC ¢ b-nu nerxnx
BIIC INHAHO30M
| /\
0
CAT>70% u N CAT<70%u | p02<220 mm| | PO2>220Mm
R oA HIL i HH3KHI CHCTeMHBIH l I
KPOBOTOK Bt b B-uu cocynos, JII', 6-HH
IIpoToK IIpoToK napeHXHMbI napeHXHMbI
He3aBHC | | 3aBHCHMBIIi l
MMBIii 1
PGFl < 2XO cepaua
|
, CenrTocrommus, __
XHpPYprus
— JlaJabHeHlIaA TAKTHKA -«




BeneHue aykryc-zaBucumbix Bl1C

0,05 - 0,5 mKr/kr/muH




Yem mosbiie O0JIEHOTO
OOCYKJaI0T HA KOHCHIRYyMaX,
TeM OOJbIle BEPOITHOCTH TOTO,
YTO HUKTO He MOHMUMAET, YTO

IMPOUCXOIHUT, U UTO C HUM JICJIATh
(3axons! [lImuriiepa ams HCOHATOIOTHH)




5 cTyneHen nOCTaHOBKM
auardHo3a BlC

OndobepeHumnpoBaTtb LMAaHOTUYECKUA UNU
aumaHoTtuvecku BIrC

AHanns KNUHNYeCKUX AaHHbIX ( KNUHUYeCKas
KapTUHa, Nynbcaunn U KpoBOTOKMU, |l TOH, WyMm, Rg
rpyaHoON KNneTKU- NerovuHbii KPOBOTOK U pa3Mepbl
cepaua, 3KI)

UMaeHTUUMKaUMAa No KNUHUYeCKUM HaXoaKaMm

Bonee andpdepeHumnpoBaHHbin [13 Ha OCHOBaHUU
nepekpbIiBaroLWMX C-MOB

Ha4yano nevyeHusa ( NpoToK-3aBUCUMOCTbL, CH,
LMaHO3, LWOK = 0bbeMbl, MHOTpONbI, PGE1, 3XO,
CEnToOCTOMUSA, XUPYpPrusa)



[[TaBHbIN reMOANHaAMNYECKNI
3PP EKT — LUYHTUPOBAHNE

« OAMIMN

« ONMXI

« OAI

o OAMMM+AMKI

 OOLWKMK apTepuanbHbIW CTBOJ (truncus

arteriosus)

« AHOMarbHbIX APeHaX NeroYHbIX
BEeH



AMIT

Pat Lynch



L“VI)I(I-I (BIMNC ¢ neBo-npaBbiM COPOCOM - ALIUAHOTUYHbIA C
yBeJIM4eHUeM JIero4Horo KpoBOTOKa)

Pat Lynch




Coobuwexnue
Mexay aopTomn
W NerovyHon
aprepuen

Mocne onepauwn

Der persistierende Ductus arteriosus (PDA)




OAMOMN+OMXKn

Increased
Blood Flow
<+ Tolungs

V3D

Enlarged

Left
Yentncle

COMPLETE ATRIO-VENTRICULAR SEPTAL DEFECT




|-|0.I'IHI:>II71 AB-KaHa.I'I (B|'|C aLUMaHOTUYHbIN C

yBeNnnYeHUeM nerovyHoro Kposotoka: AMIMIM nepBUYHbIU, NPUTOYHbIN
AMMXI, pacwenneHue TPUKYCNUAaNbHOro U MUTParbHOro KnanaHoB)




O6Lwun aprepuanbHbIN CTBOJ

A

Ventricular
septal

‘ ‘ \" defect

TRUNCUS ARTERIOSUS



AHOManNbHbIA ApPeHaX NerovyHbiX BeH

Hepatic Vein

TOTAL ANOMAL OUS
PULMONARY YVENOUS DRAINAGE



[NaBHbLIUK reMOAUHAMUYECKUN IMPEKT —
3aTpyaHeHue BbiOpoca U3 npaBoro
xXenyaoouka

 KnanaHHbIX CTEHO3 FIeroYyHOU apTepum
 TeTpaga ®anno

* Atpesusa J1IA ¢ AMXII

* ATpesusa J1A 6e3 OMXII
 TpukycnuganbHasa aTpe3us



A3onupoBaHHbLIU KianaHHbIW
CTeHO3 Niero4yHou aprtepun

Thick Right Yentncle

PULMONARY YALVE STENOSIS



TeTpaga ®anno

(BI'IC ¢ NpaBo-neBbiM cOpocom - ANPKI, knanaHHbIM U NoAgKNanaHHbIA cTeHo3 J1A,
AekcTpano3nuua Ao, runeprtpodcua MK, AMMNM)

Thick Right Ventndle

Die Fallot'sche Tetralogie

TETRALOGY OF FALLOT



ATtpe3us J1A 6e3 OAMXI

PULMONARY ATRESIA-INTACT SEPTUM



Atpesuda J1A ¢ AMXIT

(BMNC ¢ npaBo-neBbiM cOPOCOM C NPOTOK-3aBUCUMbIM NEroYHbIM KPOBOTOKOM:
Atpe3una MNA, AMXIM, rmnonnasua ctBona J1A ¢ xopownmMmn pasmepamm Betsen 1A, OAIN)

A/ G-

e ___ Collateral
- ¢ ’ Vessel
\ . =]

PULMONARY ATRESIA-VSD



TpukycnuoanbHas aTpe3us

(BINC ¢ npaBo-neBbiM COPOCOM.
TpukycnuaanbHaa atpesua, pecTpUKTMBHbIA OVDKT], runonnasua NMXK, pectpukmueHbii OMNM)

Reduced
Blood Flow
Tolungs

Thick ASD

Pulmonary ——
Valve

N
Absent TV

B
omall RY

TRICUSPID ATRESIA




[ NaBHBIN reMoANHaAMUYECKUNA SADPEKT —
3aTpyaHeHWE BbIOpOCa 13 NeBOro
Xenyaouka

 AopTaribHbIX CTEHO3 (KrnanaHHbIN)
 Koapkrauuda aopTbl

* [Mnonnasusa neBbLIX OTAENOB

« CybaopTanbHbIX CTEHO3



AopTanbHbIU CTEHO3 (KNnanaHHbIN)

AORTICYALVE STENOSIS




Koapkrauusa aopThl

COARCTATION OF AORTA




[ Mnonna3va neBbIX OTAENOB

(BMNC ¢ npoToK- 3aBUCUMbIM CUCTEMHBIM KPOBOTOKOM:
MfMnonnasuAa neBbiX oTAENOB cepaua. MuTpanbHaa U aopTanbHas
aTpesua, AMIMN, OAI)

~ ____ AorticValve

Namow
Mitral Valve
Small

Left Ventnde

HYPOPLASTIC LEFT HEART




CybaopTanbHbIU CTEHO3

<

\ ___Shelf

__Thickened
Left Ventncle

SUBAORTIC STENOSIS



[ NaBHbIN reMogNHaMUYECKUN SADPEKT —
napannesibHag UMpKynaums

 TpaHcno3uumua MarucTpanbHbIX COCYAOB
« KomnnekcHaa TMC
« TMC ¢ AMXI1 u knanaHHbIM CTeHO30M J1A



[lpoCcTaa TpaHcno3nuus
MarmcTparnbHbIX COCyOOB

(MpoToK- 3aBUcUMbIN BMNC ¢ unaHo3om:
MpocTtas TpaHCNO3UUKMA MarncTpanbHbIX COCYAOB ¢ MHTAKTHOW MeNOKeNyA04YKOBOU
neperopoakomn)

SIMPLE TRANSPOSITION



KomMmnnekcHaa TMC

COMPLEX TRANSPOSITION




TMC ¢ AM>XI v knanaHHbIM
cTeHo3om J1A

TGAWITHVSD & PS



I1BOMHOE OTXOXAeHUe cocyaoB OT NpaBoro
Xenyaouka,

(BMNC ¢ unaHosoM:
TpaHcNoO3ULUUA MarucTpanbHbIX cocyaoB, O MXKI)

Venincle

DOUBLE INLET VENTRICLE



TaKTUKa Npu KPUTUYECKUX
BI1C «cuHero» tuna

JleyeHue

BI'IC ¢ NpoTOK-3aB/C/MbIM
KPOBOTOKOM

BI'C ¢ NnpoToK-3aB/CVIMbIM
KPOBOTOKOM

MpocTornangmH E1

D,a (cnegntb 3a PO2 )

ﬂa (cneanTb 3a
MeTaboIMYecKM auio30M)

Ecrm
UBJ1, nnrybaums TpchI-g,;)):’(lfllSs;EﬁlM il Az
PEEP Her [a 510 mm)
Kucnopop Aa Hert
Mou4eroHHble Ecnu Hy)xaaeTrca Oa
OAwvurokcuH HeT HeT
HHOTpOIIbI CKOp€e HET CKOpe€Ee aa
IToxa3zaTesu KpoBU Hct > 45% Hct>45%



JleyeHUe KPUTUYECKUX
coctosaHuu npu BlIC

Kucnopopg ( He Bceraa!!)
Koppekuunsa metabonmnyeckoro aunaosa
Koppekuusa runornukeMmm
UHTYyOauna, UBJI

WHoTpoOMNHaa Tepanuns, AUroKCUH
Mo4eroHHble

TeMnepatypHbIN peXnm (KyBe3s)
[MapeHTepanbHOEe NUTaHune
CentocToMUSA

Xupyprua

MpocTornaHauHbl, UHAOLUUH



OnepabenbHocTb BIC

* [lpn unaHotTunvecknx copmax BINC Hanuymne cbpoca
BEHO3HOW KPOBW B apTepuarnbHYO UNKU CMeELLeHne KpoBU
BEeAYT K YBENUYEHUIO 00 bEMA KPOBU B DOMNbLUOM Kpyre
KpoBooOpaleHNa N YMEeHbLUEHWUIO B Marnom, YTo NMpuBoAUT K
CHWKEHUIO HaCbIWEHNA KPOBU KNCNOPOAOM (TMNOKCEMUN) U K
NOABMNEHUIO LUMAHO3a KOXXN U CrU3UCTbIX. Ana ynyJleHuns
AOCTaBKWN KUCopoa K opraHam U NoBbilLEeHNA
3PDEKTUBHOCTU BEHTUNALMU MPOUCXOAUT Pa3BUTUE
KonnartepanbHOro KpoBoobpalleHNa Mexay cocygamm
OonbLUOro U Manoro Kpyra KpopootpatleHusa. [Nepectpouka
KonnaTteparbHOW ceTU KpoBOooOOpaLLeHUA NPOUCXoaunT B
cocygax Bcex opraHoB. OcoOeHHO 3TO BbIpa)XeHO B cocyax
cepaua, nerkux U rornoBHOro Mosra.



OnepabenbHocTb BIC

 bnarogapsa KOMNeHcCaTOPHbIM MeXaHU3MaM COCTOAHNE
60NbHOro ¢ UuaHoTudyeckumm popmamu BlNC, HecmoTpSA
Ha TAXXenble HapyLweHUa reMoguHamMmnukn, MOXXeT ObITb
ANNTENbHO YAOBNETBOPUTENBHBIM, HO MOCTENEHHO
KOMMEHCaTOPHbIE MeXaHWU3Mbl UCTOLLLAIOTCA,
AnuTenbHaa runepdyHKUMAa MUuoKkapaa NnpMBoaunT K
PasBUTUIO TAXKENMbIX HEODpaTUMBIX AUCTPODUUESCKUX
U3MEHEHUN B cepaeyHon MbiwLe. [ToaTomy
onepaTtuBHOE BMeLWaTENbCTBO NPU UMAHOTUYECKNX
nopokax (pagukanbHoe Unu nannuaTuBHoOE) NoKasaHo B
CaMOM paHHeM JEeTCKOM Bo3pacTe.



Ecnu Bel HE MmOxeTe
ONpeAeNIUTh, YTO IMPOUCXOTUT C
peOEHKOM, TO MTO30BUTE XHUPYPTa.
OHH TOXE HIUErO HE BBIABAT, HO
TOYHO YTO-HHOYOb C HUM

CACIAXOT. ( 3akousl [TInmuTiepa s
HEOHATOJIOTUH )




TakTuka XMpypru4eckoro rfie4eHus

TakTuKa okaszaHud nomolum 6onbHbIM ¢ BIN1C cTtpouTtcs

prwW N

C YYETOM TeYeHUs NopokKa, 3hheKTUBHOCTH
KOHCepBaTUBHOIO NeYeHns, BO3MOXXHOCTU U PUCKa
npoBeAeHna Xupyprmu4veckoro nevyeHus. Mocne
yCTaHOBJIEHUA ANarHo3a Heo6XoAUMO pPeLlnTb:

. Kak neuntb 6onbHoOro (Me,D,MKaMeHTOIBHO Ui

XUpYypruvecku)?

. OueHnTb CﬁaﬂaHCMPOBaH HOCTb J1ero4Horo

KPOBOTOKA

. Onpe.u,envm: CPOKWU BbINMNOJIHEHUA OlNnepalnun.

BblﬁpaTb TAKTUKY XUPYPIrn4ecKoro neveHums



Knaccuukauna . Kirkiin u coasr. 1984)
CPOKOB OMepPaTUBHOroO fNeYeHns

0-a rpynna - 6onbHble ¢ BIC, ¢ He3HaYUTENBbHbLIMU
HapyLwWeHNAMU reMogNuHaMUKN, KOTOPbIe HE HYXAatoTCH
B onepaunmn

1-a rpynna - 6onbHbIE, COCTOAHME KOTOPbIX MO3BOMNAET
NpoOBECTU onepauunto B NNaHOBOM nopaake ( Yepes rog u
bonee)

2-4 rpynna - 6onbHble, KOTOPLIM ONepauua NokasaHa B
onmxanwne 3-6 mec.

3-a rpynna - 6onbHble ¢ TAXXeNbIMWU NpoasneHnamMn Bl1C,
KOTOPbIX HEODX0ANMO OnNepupoBaTh B TEYEHME
HECKONbKNX HeAenb

4-a rpynna - 0onbHble, HY)XAaloWMeca B 9KCTPEHHOU
onepaunn (B TedeHne 48 4 nocne rocnutanusayun)



B 3aBUCNMOCTI OT Bnaa BO3MOKHOW

OMNePaUNIN K Turley n coart. B 1980 r. npeanoxuny
pasgenutb BINC Ha 3 rpynnbl:

« K 1-U 2pynne OTHOCATCA TakMe Hanbornee 4YacTo BCTpeYvaroLmnecs
nopoku, kak OAI, AMXKM, AMMM, YyacTM4HO OTKpbITEIN ABK,
KoapKTauusa aoprl CTEHO3 U HEAOCTATOYHOCTb MUTPANbBHOIo U
aopTanbHoro knanaHos. [1puU ycTaHOBNEHUU AaHHbIX NOPOKOB
€eAUHCTBEHHbIM BbIOOPOM MOXET ObITh onepauua. OHa MOXeT ObITh
OTIOXEHA, €CNU HapyLleHUA reMOAUHAMUKU HEPESIKO BbIpaXeHbl, a
BO3pacT pe6e|-||<a M Macca Tena CrNULIKOM Manbl (donee no3gHuUK
BO3pacT U gocTaTOMHaA Macca Tena CHUXakT PUCK BbINONHEHUSA
KapaAUoXUpypruyeckux BMeLlaTenbLCTB)

* Bo 2-10 2pynny BXOAAT CNOXHble UUAHOTUYECKME NOPOKK, TaKNe, Kak
TeTpaga danno, cTeHO3 NeroyHOU apTepumn, aTpe3uA NEro4YHoOu
apTepum 1-ro TMNa, TPAHCMNO3ULIMA MarucTparnbHbIX COCYAOB U Ap.
Bbibop Mexay paguKkanbHOW M NannmaTMBHOMN onepaunen 3aBUCUT OT
aAHAaTOMUYECKOU TAXKECTU NOPOKA, CTENEHU TMNOKCEMUU U MacChl Tena
pebeHKa

» K 3-u epynne oTHocATcA BIIC, npu KOTOPbIX BO3MOXHA TOMNBKO
nannuMaTMBHaA UNU reMOANHaMMUYECKana KOppeKUUA nopoka. K Hen
OTHOCATCA pasNUiHble BapUaHTbl CNOXHbIX MOPOKOB: aTpe3ud
TPUKYCNUAaNbHOro U MUTpanbHOro KrnanaHoB, ABYXKaMepHoe cepale,
CUHAPOM rMnonnasuu NPaBoro U NeBoro cepaua, eAMHCTBEHHbIN
Xenyaouek cepaua u ap.



XNpypruyeckoe neyeHume

PagukanbHas KOoppeKuund NpocCTtbiX HEOCNTOXHEHHbIX
NOPOKOB He MNnpeacrtaBriderT TexXHNYeCKUX pr,D,HOCTeﬁ
AnsA CI'IGLIM&J'IMSMDOB&HHOI?I Kapnuoxmpyprmqecmﬁ
KIMMHUKMWN.

» Mpu AVMXKI v AMIMMN BbinonHAeTCA yILMBaHUE UK NJTAaCTUKA
AeceKkToB 3anfaTou

» Mpu OAI - nepeBA3Ka NPOTOKa

» Mpu BblpaXXeHHOW NTMNOKCeMUU NepBbIM 3TanoM y 60NbHOro
¢ BlC npoBoauTCA nansivaTUBHaA onepauua - HanoxeHue
Pa3NU4YHbIX MEXCUCTEMHbIX aHAacTOMO30B . lNocne
npoBeAeHUa onepauuu yny4laeTca HacblleHue KpoBH
KUCJIOPOAOM, HTO No3BonAeT pedbeHKy pasBUBaTbLCA B
Oornee 6NaronpuUATHbIX ycnoBuax. BoinonHeHue
ABYX3TanHbIX onepauuu, No JaHHbIM Pa3fiIMMHbIX aBTOPOB,
He TOJIbKO He YBeJINMUMBAEeT PUCK BMellaTesIbCTBA, HO
VMeHblUaeT NeTasibHOCTb NPU paauKanbHOW KOppeKUuu



[Tpn aHaToOMU4YeCcKu CnoXHbix BI1C

B cny4yaax, korga oTCyTCTBYIOT UMW HEAOPA3BUTHI
pas3fnnyHble oTAenbl cepala (aTtpeauns
TPUKycnuganbHOro U MUTPanbHOro KnanaHos,
€N WHCTBEHHbLIN Xenyao4eK cepala,
ABYXKamMmepHoe cepale n T.4. ) BbIMONMHEHUE
paguKkanbHoOW onepauumn He npeacTaBnseTcs
BO3MOXHbIM U €AUHCTBEHHOW onepaLlnen MOXeT
ObITb FEMOANHaMUYecKkas KoppekLns
BHYTpUcepae4YHON reMoguHaMUNKN , Kotopas
NO3BONAET pasfennTb apTepuanbHble u
BEHO3HbI€ MOTOKN KPOBU, HE YCTPaHAA NONHOCTLIO
aHaTOMU4YecKue NOpPoKnU. K HUM OTHOCATCA
pasnuyHble Mogndukaumum remoanHammnyeckon
koppekumun no metoay ®oHTeHa, MacTtapaa u
CeHunHra



OﬂepaLl,l/I‘r'l HOpBy,D,a (rMnonnasus nNesbiX 0TAEMoB)

Norwood Stufe |

Norwood Stufe Il

Hemifontan Operation
Norwood Stufe Il
Fontan Operation



Koppekuua TeTpagbl Panno

Die Fallot'sche Teeralogie ' Korrektur der Faliot’schen Tetralogie




CyXeHue neroyHou aptepun




Onepauunsa 'neHHa




Cxema by-pass

Die Herz-Lungen-Maschine (HLM)




KoHcepBaTuBHasa Tepanua OATl

NHpomeTauunH

0,25 Mr/kr Kaxkable 12 YyacoB
B/B TpU pasa




OnepaTuneHoe reyveHne OATT




JleroyHaa runepTeH3us

* [lpumepHo 50% AeTen nepBoOro roga XxX1U3sHU ¢ 0onbLUUM
cOpocCOoM KPOBU B Manbli Kpyr KpoBoobpalleHnsa 6e3
XUPYPruiyeckon NoMoLLM NnordaroT Npu ABNEHUAX
cepaeuHoOn He4OCTaTOUHOCTH

» Ecnu pebeHok nepexxXnBaeT 3TOT KPUTUYECKUA Nepuoa,
TO K roAy B pes3ynbTare cnasma MneroyvHbix apTepuorn
yMeHbLUaeTcsa cOpoc KpoBM B Marblil KPYr M COCTOSHUE
pebeHka cTabunusnpyeTtcs, o4HAKO 3TO YIyulLEeHNe
KacaeTCcH TONbKO CaMOYyYBCTBUSA BOMbHOro, Tak Kak
OAHOBPEMEHHO HaYMHAIOT Pa3BUBATLCA CKIEPOTUYECKNE
npouecchbl B cocyaax Nerkmnx

« CyllecTBYeT MHOIo Krnaccudukalumm neroyHou
rMNepTeH3nu



PaKTopbl, BNUdAoLWMe Ha
noBbiweHue JICC

JlerouyHas BA3OKOHCTPUKUUA UN3-3a
TNMMNOKCEMUUN U aUlUNAO03a

[ToBbIlWEeHUe NEeroyHoro KPpOBOTOKa U3-3a
neso-npasoro wyHTta (OAIl, AMXI u 1.4.)

YMeHblueHue o6bemMa cocyaucToro pycna
Nerkux us-3a runeptpodun meguanbHoOro
CINosA MENKUX NEroyHbiX apTepun

[MpebbiBaHMe B paoHaxX BbICOKO HaA
YPOBHEM MOpS



JleroyHasa rmnepTeH3uA :

da3bl pa3BUTUA

1. T'unepBoneMunyeckasa (yBenmvyeHume
obbema - CH. [laBneHue n cocyaunucroe
conpoTtusneHue MKK B HOpme)

2. CmelwlaHHasa (cnasm CocyA0B -
yBENMUYEHNE AABNEHUA N COCYANCTOrO
conpoTtusneHna MKK - ymeHbLUEHUE NEBO-
NPaBoro LUyHTUpOBaHUSA)

3. CknepoTtunyeckas



JleroyHaa runepTeH3us

» [lpekanunnapHasa (apTepuanbHada)- yBennyeHune
COMNPOTUBMNEHUA B apTepuosniax n Mernkux
apTepuax.

- BlC ¢ yBEJIMMEHHBIM JTErO4YHbIM KPOBOTOKOM

* [locTKanunnapHasa (BeHO3Had)- yBeNU4YeHUe
KA B neBom xenynouke, JI['1, 1 NerovHbIx
BEeHax.

- MUOKapAUTLI
- BI'NC c obetpykumen JIPK n aHomanun MK
* [lepBUYHaZd



JleroyHaa runepTeH3us

Knaccudpukaluug, OCHOBaHHaA Ha BeENMUYUHE AaBreHnda B NEro4HoOM
apTepun, cTeneHn copoca KpoBM M COOTHOLLEHWUW ODLLIENErO4YHOro
COMPOTUBIEHNA K NoKazaTenam DOonbLUOro Kpyra KpoBoobpalleHUs

(B.W. bBypakoBckuni 1 coapt., 1979)

Cragmun OTHOWEHME CUCTONUYECKOro COpOC KPOBH NO OTHOW CHMIO OrHOwenme oduwero
MMNePTEHIUN AABNCHUA B NCrOYHOM CTBONG K MUHYTHOMY 06LOMY NErOMHOr0 COCYAMCTOro
K CHCTEMHOMY apTepPHUan bHOMY Manoro xpyra CONPOTHRNCHHUA

| xpoeoongqemn B % | K CUCTCMHOMY

Ao 30
>30 30

" B cpeanem S0—60 30
A >40 <60

e <40 >60
') Cnpasa-naneeo 100

IA (HOpMma)
16

CornacHo 3Tou kKnaccudpukauum, donbHble AenAaTcA Ha 4 rpynnel, rae | u lll
cTaguA pasgeneHbl Ha noArpynnel A U b. BonbHbIe |A rpynnbl UMeEOT
HebonblWWe HapyLWeHUA reMoAMHaMUKN U HY)XKAAKTCA B HabnaeHuu
Kapauonora. Y oonbHbiX |IB u |l rpynnel cTaBUTCA BONpoc 00 onepayuu.
INNero4HaA runepTeHsus B 3TUX rpynnax HOCUT hyHKLNMOHaNbHbIU XapaKTep



OnepabenbHocTb BIC

« Y 6onbHbix lll rpynnbl npu 6onblioM cOpoce KpOBU B MasiblA KpyT
U3MeHEeHUA B JIErOYHbIX cocyaax 3HaYUTeNbHO Oonee BbipaXeHbl. Mpu
llIA reMmoguHaMHUYECKOU rpynne BO3MOXXHA paguKanbHaa KOppeKUuua
NopoKa, U AaBrieHUe nocrne onepauuu cHwkaetcd. B lIIB u IV rpynne
XUpypruyeckoe nevyeHue He nokazaHo. AuddepeHymnanbHbIi QUArHo3
mMexxkay A u b rpynnaMu cnoxeH, U HepegKo And peweHUa Bonpoca
00 onepadenbHOCTU NOPOKA Heo6xo,qMMO BbINOJIHUTL
BHYTPUCOCYAUCTOE YNbTPA3BYKOBOE UCCTiegoBaHUe UW/Unu OMONCUro
Nerkoro AnA U3y4eHua Mopcponorm4yeckux U3BMeHeHMH B JIETOYHbIX
cocynax. AnAa oueHKU 3TUX U3MeHeHUH HaunboJiee YacTo UCNOJNb geTca
Knaccudpukauua, npeanoxeHdana . Xutom u K. 3aBapacoMm B 1958 r

FucTonornvyeckme U3MeHeHUA B NeroYHbiX cocyaax

_ Cragwa | 3meHeHMA

——5 | HeXpomianpy 0w apTepmnT



JleyeHue kpusosB JII'

M'MnepBeHTUNALMA 100% Kncnopoaom ¢ cosaaHUEM
pecnupaTtopHOro ankanosa

Co3aaHue meTabonuyeckoro ankanosa
PH>7.,5

Cepnatauma ¢ MUMopenakcauumeu
UHOTpONHLIe Npenaparhl

WHTpaBeHO3Hble nerovHble BasoAnnAaTaTopbI(
HUTpopenapartkbl, NPOCTOrMaHANH)

UHranaTopHble BasoaunaTtatopbl (OKCUa a3oTa)



BbiBOAObI

AHanu3 u 3TaNnHOCTb OLUEHKUN BCeX KINMHUYECKUX
AdHHbIX NMNO3BOJIAET NpaBUlIbHO NMNOCTaBUTe ANAlNHO3

To4yHaa anddepeHunanbHaa AMarHoCcTMKa NopokKa
AONMXHa NpoBOoAUTCH B crneumnanusanpoBaHHOM
oTaeneHnu ¢ ucnonb3opaHnem 3XOKI n apyrnx
MeTOA0B

OueHKa Nero4Horo 1 CUCTeMHOro KPOBOTOKa
ABNAeTCA OCHOBOU B Bbl60pe TaKTUKW Jie4vHeHNA
HOBOPOXAE€HHbIX, HAXO04AWNXCA B KPUTUHECKOM
COCTOAHNUA

[MpaBunbHaa n cBoeBpeMeHHas NocTaHoBKa
ANarHo3a 3anor ycnewHoro XMpypruvyeckoro
nevyeHus






