CnHMe nopokum cepaua



BIIP - aHomanum cTpoeHua cepAua
N KPYMHBIX COCYAOB,
dopmumpywmeca B nepuos
SMOPUOHANBHOI O pPas3BUTUA, B
pe3ysibTaTe KOTOPbIX BO3HUKAKT
HapylweHna remMoANHAMUKM

8-14 Ha 1000 HoBOpPOXAEHHbLIX



Knaccuomnkauma no
KJIMHUNYECKUM MpPOABJIEHUAM

C cuctemHom

* D-TpaHcno3unyus o AMXIT * AOpTasibHbIN
MaruncTpanbHbIX o MMM CTEHO3
apTepun * BHyTpucepgeuHsle * KoapkTauus

 TeTpaga Panno nedekTbl (AV- aopPThl

« Obwmn KaHan) * lepepbiB aopThl
apTepuasnbHbIl « OAN « CINN0C
SULo _ « Crnoc « C-m lloHa

¢ Kputnueckunu _ e KnanaHHbII
CTEHO3 Jiero4yHou CTEeHO3 J1erOUHOI
apTepun apTepuu

 AHOMaANunA
JbwTenHa



CnHUEe MNOpPOKU - MNOPOKU C
npenmyleCTBeHHbIM COPOCOM
KPOBW CrnpaBa HaneBo,

COMNPOBOXAANTCHA LMAHO30M




TeTpaga ®anno

« CaMbli pacnpoCTpaHeHHbIN

* bosibllaa 4yacTb KpPOBU TeuyeT,
MUHYA Nerkue, rnosToMmMy B aopTy
NoCTynaeT ra1laBHbIM 06pa3oMm
BEHO3HAaA KPOBb C HU3KUM
CoAepxXaHneMm Kucsaopoga
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300POBOE CEPALE TETPAAA ®ANNO

OEKCTPAMO3HULIUA AOPTDI

NETOYHbIN CTEHO3

BEOEKT
MENXOKENYA0YKOBOM
NEPEFOPOAKM

TMNEPTPODMUA
NPABOrO XENYHOHKA




HekoppurnpoBaHHbIA MOPOK

[I[POrHO3 3aBUCUT OT CTeneHwu
CTeHO3a JIero4Hon apTepun

[lpnynHEl cMepTU: Tpombosmbonusg,
cepgeyHas Hejf0CTAaTOYHOCTh,
SHAOKAPANT



[lannnaTuBHOoe BMelWaTe/IbCTBO

* NlokazaHna: S02<70%

* YpoBeHb HGB >190 r/n

* YacTbhle ojbllleyHO-UMaHOTnYeckumne
npuctynel (2-3 pa3a/peHb)

AnnTenbHaa Tepanua 6eTa-6nokaTopamu
ConyTcTBYyWaa naTosoruns

-BPOXAEeHHble BHecepjeyHble aHoMannu
-NHPEKLUMNOHHbIE OC/IOXHEHUA

-OCTpoO€e HapyleHne MO3roBoro
KpOBOObpauweHuns



CncteMHO-1eroyHsie
aHAaCTOMO3bl

1-m aTan - aHAacTOMO3 MO

bnenoky (myHT Mexay

HOAKHDHMHHOM apTepmeM 7 mmMmr

BEeTBbI0 /1er0OYHOU

apTepun Ana obecrneyeHus

aleKBaTHOrO
NeroyHoro KpoBOTOKaA )

Aortic branch

Aorta

artery
(to lungs)

This procedure
di blood from
an aortic branch
to the pulmonarg
artery, allowing blood
to flow to the lungs
to receive oxygen.




« CTeHTUpoBaHue OAIll, BeTBen JIA

» TpaHCNOMVMHANbHAA 6anoHHaA
Ba/IbBY/1I0M/1aCTUKA KJ/1AaNaHHOI O
cTeHo3a JIA -




PagnKkanbHoe Xupypruyeckoe
neyeHune

[loka3aHng:

1. CocTtoaHme naumeHta (HGB<180-190; SO2 B
aopTte>/70-75%)

2. AHaToOMMYyecKme KpuUTepun:
A) JNIAU>250

b) OtcyTtctBme runonnasum MX N K (KAO NX>40
M/ M2

B) ®B>50

[) OTCyTCTBME MHOXECTBEHHbIX KPYMHbIX
KonnaTepanbHbIX apTepui

3. [emognmHammnyeckme Kputepuu
(CUMKK/CUBKK>0, 65 ; UI2JIK/ CUMKK>0, 55)



Xo4 onepayun

1. MpoaonbHas BEHTPUKYNOTOMUS

2. WcceyeHne MHOYHAMOYNAPHOIO
CTEeHO03a
3. MnacTtuka AMXIT 3annatou

4. llnacTmka BbiBoAdAwero ortaena [X
3anaaToun



CenTtanbHana cBA3Ka

HapxenyaoukoBbin
rpebenHb

MNapuetanbHas
CBA3Ka

AMXN

Pacceuenune MK




AopTanbHbin Knanad

JononHuTencHbI NONepeYHbIn pa3pes

Knanax neroyHoin aptepun



Jakporogas 3annara
=N
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KopCeHapHbii
CHHYC

AB-yaen u nyyok Muca

&, ,.'-'/’tAIIZ( 5
OBop AMAKIN
CocoukoBan
MbiLUL3 KOHYCa
H 3apepwenHan

KOppexuwns




3annata wa AMAKN

Nesan \
NerouHan o

apTEPHn ——— Qg '\
Tednorosnin Paspes

TaMnoH
Npagan

NErovHan

apTepus

AHTMONNACTHKA
3annaTon




BO3MOXHble OCJ/IOXHeHUSs

« OCTaTO4YHAA Nero4yHasd peryprurauuns

* OCTATOYHbLIN CTEHO3 BbLIBOAHOIO TPAKTa
X

« PekaHannsauna AMXII

* HeAoCTaTOYHOCTb TPUKYCAUAANBLHOMO
KnarnaHa

e CTeHO3 wuanm runonna3snga sertsen JIA
« AB-6nokapa

e CTeHos3 I rUnonsa3us BeTBewu
IeroYHOU apTepun




TpaHCNO3MUMA MarucTpanbHbIX
apTepui

1. TMA C MHTAKTHOM MexXenyAo4YKOoBOW
neperopogKowu

2. TMA c pepekToMm Mmexkenyno4koBou
neperopoaku

3. TMA c AMXM c obcTpykumenm BbIBOAHOIO TpaKTa
NeBOro xenypodka

4. TMA ¢ AMXIM ¢ O6CTPYKTUBHOW 60/1€3HbLI0
NeroyYyHslX COCyZO0B

MHOIO CO4HETAaHHbIX TMOPOKOB



[ eMOANMHaMUKa

* PasobuweHne 60/1bWOro N Masoro Kpyros
KpOBOObGpalleHns

* JPPEeKTUBHLIM /1erOYHOW KPOBOTOK 3a cueT
cucTeMbl ¢peTanbHbIX KOMMYHUKaALWNA

Aorta
Pulmonary m '
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Xmpypruyeckasa TaKTUKa

1.Het AMIIT npouenypa
Rashkind (banoHHasa atpnocenTocToMus)

2. Ecto AMII'T gocTaTo4yHbIX pa3mepoB

|

Koppekuunst 6e3 aTpuoCenTOCTOMUM



* «30/10TON CTaHZapT» onepauuns
apTepuvanbHOro nepexkaioyeHns B
nepeble ABe HeAeNn XU3HU

* lanNMaTUBHLIN BapuaHT 3akK/wyaeTcs B
CYXMBAHUN NIEFOYHON apTepun

* [l[py mocTaHoBKe AmarHosa nocne 1
Mecdaua, nocsie nannmaTuBHbIX
onepaunini MOXHO BbIMOJIHATL OMNepauunio
npeacepaHoOro nepeknyeHus



ApTepunanbHoe nepek/nyeHne




NeroyHas
apTepwA

ApTepuanbHan
CBA3Ka




A

Pazpe3 Ana mobunuatmm
KOPOHApHOW apTepuu

budypkauus
NeroyHoum aprepum



d- =% AHacTomo3

“\\\ Mexay
\j KOpPOHapHbIMU
aprepuamu

N NEroYHOM apTepunein

Aopta nosagu

Budypraumn
NICrOH1I0OM apTCpUMn

YwwnsaHue aopTbl




AHacTomo3
MeXay aopToun
1 NeroYHomn
aptepuei

| 9

3aBeplueHHan KoppeKkLyna



AHOMaNNA DbuTenHa

AHoManuna dowTtenHa — cnoxHoin BINC,
OOYyCIOBEHHbIN CMELLEHMEM CEMTallbHOW
n 3agHen ctBopok TKun
XapaKkTepuayoLmnca IJJl/IpOKOI/I
BapnabernbHOCTbH
BapWaHTOB MOPOK: i

Normal Ebstein’s Anomaly






Ebstein Anomaly

1. Abnormal Tricuspid
Valve

2. Trisupid Valve
Regurgitation

3. PFO or ASD

4. Large Right Atrium



AHaTOMMYeCKue npusHaku A3

KpenieHne CTBOPOK TPUKYCAUAANBHOIMO KhaamaHa K
npunexawemy MMoKapay

CMeleHne cenTanbHOW W 3agHen cTBOpoK TpK Humxe
PM6pPO3HOro KoNbLA B MNpaBbii Xenygoyek

ANNaTauMs NPUTOYHOM 4YacTy MNPABOro Xenyzo4ka

N36bITOYHOCTb TKaHW nepeaHen cTBopkn TpK C
deHecTpaumnamMm

pa3nnyHaa cTeneHb HegocCcTaTodyHOCTU TpK
yBennyeHHoe rnpasoe npeacepaune

pa3inyHaa BbipaxeHHOCTb umaHo3a (50% vmewnT WyHT B
Buae 000 wam AMMM)



loKkasaHuA K XUpypruyeckKkomy

* rnodaByeHune

NeyeHuio

CAMIOTOMOB WJIN CHWXeEHWne

TONEPaAHTHOCTN K (U3NYeCKOW Harpyske

yem 90%)

* Nporpeccwu
PEHTreHor
* Nporpeccwu

UMaHoO3 (HachllleHe KPOBM KMUCNOPOAOM MeHee

napagokcanbHble 3M60/1NK

pyolas Kapgmomeranma rno AaHHbIM
DadUN FPYAHOW KNeTKu

pywaa aAnnatayna [NX nnn yxyaueHwue

cucrtonnyeckonm GyHkumm X



Tpexcreopuarbiit

Konbyo AnA aHHynonnacTuku

STIWENNIMPOBAHHEA
Kamepa MK —=




McKyccTBeHHbIR KnanaH

VicceyeHne TpexcTBopYaroro knanaHa

ATpranuinposaHHan
Kamepa N



MepeaHsn CTBOPKA
B 8M/le napyca

OraeneHne
nepeaHein CTBOPKN

QenecTpauma
/4\ CAVIBLUMXCA XOPA
=7 I\

MNAuKauma aTpranu3npoBaHHon
Kamepsol MK

33aKOHYEHHAA BEPTUKANbHAA

A nnuKkayva
e I



Konbuo
ANA aHHYNONNACTUKK

Mosopor
nepeaHen CTBOPKU

MosTopHoe npukpennetine 3aBepLIeHHan KOPPEKUNA
nepeaHeit CTBOPKM



. Io \)e, Conjfinuul



