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Kyol MY
Kadoeapa negmaTpum
Ne 2

Bpo)xgeHHbie rnopoku

cépAla.
neanaTpnyeckme

dCrl1eKTbl

[loaroToBUAM CTYAEHTDI
5 Kypca 9 rpynnsl
neauaTpUYeckoro

daKkynbTeTa
[puropbesa tOnus
TkayeHko NpunHa

/i PykoBOAWUTENb K.M.H., AOLIEHT

Tpunb B.E.
KpacHogap 2018 .



VICTOKM geTckon Kapamnmonorum

« YunbsiM [apBen

B 1628 roay onybnukosan
KHUry «Mota Kopauc», B
KOTOpPOW Onucarn
B3aMMoAencTame 2
KpYros
KpoBOObpalleHUs:
JIEerOYHOro N CUCTEMHOIO




Adosibep Puk

= Benuknm HemeuKkum
dusmonor

=« B 1870 roay
pa3paboTtan u
BHEApW METOA
OLIEHKK cepaeyvHoro
BblObpoCa
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« B 1907 roay
onybnnkoBana
NnepBbIN aTnac
BPO>XXAEHHbIX
NMOpPOKOB

cepaua




BepHep ®opcmMmaH

« Hemeuknn Bpay

=« B 1928 roay

BNepBbie NPOoBeS
KaTeTepu3aLuio
NOJI0OCTW cepaua




Pobepm pocc

= BOCTOHCKUM
Kapanoxupypr

« B 1938 roay
BriepBblie B MUpe

nepessa3an OAl




{ - XeneH TayccuHe

= OcHoBaTenb aeTckoun

] Kapanonormu
§
| = VI3BecTHa cBOEN paboTon
B ‘Blue baby synarome'.

= 29 HOs6ps 1944 r.
' XeneH Tayccur u
\ Anbdpen bnenok nepsbiMU

B MUpPEe NMpoBeNu
XUPYPrmyecKkyto KopekLuto
T. ®anno

pebeHky 11 mMecsueB



AsnekcaHOp
Hukonaeeuy
bakyrnee

« Bnepsbie B Poccuun
nepeBda3an OAll B
1948 rony




bypakoeckuu
Bnadumup NeaHoeuy
akademuk PAMH,
dupekmop HL CCX

1966 —

71994 2e.

=« Bnepsble B 1965 roay

co30an oTaeneHne ang
NETEN paHHEro
Bo3pacTa ¢ Bl1C

« Co3aan

ukauuto JII

KJ1aCCUC



Sl PasnibKkoeCcKuu

l'eopauu
Jdeapdosudy,
Kapduoxupypa
npogeccop

/ OCHOBOMOMOXXHUK
~ Mopdonornyeckon
OLIEHKW CTEeNeHU
Nopa)keHus

| IeroYHbIX COCYZ0B Y

NauneHToB C BINC u
Bblcokown J1I



bokepusi Jleo AHMOHoO8UUY,
Kapouoxupype,

akademuk PAMH

c 1994 200a — dupekmop
| HL] CCX

| um. A. H. Bakyneea PAMH
1
|

1]
| 1]
1
P
:

= OCHOBOMONOXHUK
KJIETOYHbIX
TEXHOJIOMN

y 601bHbIX C BINC

|
|
j




UTto Taroe BI1C?

NPUCYTCTBYIO
e
npu
DOXAEHUN
pebeHka ¥
CONpoBOXAa
lomecs
HapyLLUEHNSM
"
BHyTpUcepae
YHOW




Bl'1C He aBngatoTcga!

Prolapsed Mitral Valve

Normal Mitral Valve

OAIl 6e3
remoanHaMmyeck
X HaAPYLLEHUN Y
HEJOHOLLUEHHbIX

OO0 MeHee 3 MM
y peten po 1 r.

OO0 6e3 cbpoca
MK

Blood Flow

Prolapsed Mitral Valve



ariudcemuonoaus BllC e Poccuu

BriC, 3aHumMalot
3 — e MecTo cpeaun
BPO)XAEHHbIX MOPOKOB
pa3BUTHUSA
i J ( nopokoB pa3BuUTUs
LHC un
& ornopHo-aBUraTenbHoro
arinapara)




PacrnipocTpaHeHHoOCTb BlIC

23 - 30% peten c BINC uMmeroT conyTtcrByrowme aHomanum XKT,
MOYEernoJioBon u KoctHou cucreMm, LIHC

[ Menashe V. etal. Moller]. NealW ., 1981]



anvugemuonorua BI1C

HactoTa «HoBbIX HabnwoaeHun» BINC
3a rog Ha 1000 poauBLLMXCA KNBbIMU

= [laHHble 40 neTHen gaBHocTu — 6/1000

» CoBpeMeHHbIe AaHHble 12 —16/1000




*ToJHO B POCE 5ro/JHO B

pOXXAaeTcs pOXXAaeTcs ;
20 - 22 Thicaumn getevi W 30 — 35 Teica4y geteu
c BliC c BlIC




B cTpykType OManMn cepaua

¢90 BapunaHTOB Bl1C

e 60nee 200
pa3/InyHbIX coyeTaHum BIIC







K Hamnbonee 4Yacto BcrpeyarowmmMcs BlIC
OTHOCST BIIC «60/1bLLIOW MSITEPKUX:

« AMXI - 27 - 42 %
s OAIN-6-10 %
s KOA- 4-6%
s 1. Panno 4 —-14%
«s TMC -2 %




e B cTpyKTYype
MpUYnH

M/1aZlEHYECKOMN
cMept — 11 %
cocraB/isioT BriC




Benyline atuonornyeckme
doakTopbl

MOPOKa

OKa3bIBaOLLINX
NaToNIOrM4YecKoe BANSIHME Ha SMbpUoreHes ¢
bopMmMpoBaHMEM 3MOPMNO — K hbeTonaTnm

HacneacTBeHHOM
npeapacrnonoXXeHHOCTN U NaToNOrMYecKkoro
B/IAHUSA Pa3NnYHbIX (DaKTOPOB Cpeabl




» QDaKTopbl BHELLUHEN Cpeabl

(BUpYyC Kokcakn, KpaCHyxu, NpocToro
repneca, LIMB, cbiBOopoTOYHOIro renaTtuTa,

BO36yauTENN TOKCOMa3M03a, CUPUIINC],
Tybepkynesa)
NleKapCTBEeHHbIe npenapaThl
(Al', opanbHble KOHTpaLUenTuBbl, NanaBepuH,

andeHnH, Mopdumn, HUKOTUH), ynoTpebneHme
kpenkoro koge (6onee 8 rp.) (C. Hachium1990),

ankoronun3am poautenen (30-49%)
3. (CA,C3CT)



 [eHeTnYyeckKkue dbakTophbl

1. [eHeTM4Yeckne Mytauun:
Cc-M KopTareHepa,
c-M MopdaHa
(AMIIr, AM)XKTI, OArl, T®)
2. AHOMa/Iun XpoOMOCOM:

Tpucomunsa 13 - ¢ —M [MaTay, Tpucommna 21-c-m
[layHa, MmoHocomMunsa 45 X - ¢-M LL.-TepHepa
(4AK, KoA, AMXTI)




[ unonna3us

« [Mnonnasug - HegopasBUTUE KaMmep cepala,
3(PEKTUBHYIO HACOCHYO MYHKLMIO BbIMOSTHSAET
TOJIbKO O/1Ha MOJIOBMHA cepAaLa

= JTO Hambonee TsHKkenble opmsl BIC:
CUHAPOM rurorviasmy JiIeBbIX OTAE/IOB cepaLia

CUHAOPDOM rurioria3nu ripaBbiX oT4€e/i0B cepalia

« Hanuume oTKpbLITOro apTepuaabHOro
npoTokaHannume oTKpbITOro apTeEPUAnNbHOro NPOTOKa
M OTKDbITOrO OBa/IbHOrO OKHA SABSAETCS XU3HEHHO
BaXXHbIM /11 BO3MOXXHOCTU pebEHKa A0XKUTb A0
BbINOJIHEHMS ONepaLUnn Ha cepaLe




OedeKkTbl 00CTPYKLUN

« [ledekTbl 06CTPYKLMM BO3HMKAIOT, KOraa
KNnanaHHbIX annapatT, apTepun nnu

BEHbl CTEHO3UPOBAHbI NN aTPE3UDOBAHbI

= OcHoBHbIe BIC:
CTEHO3 K/1araHa JIero4YHOU apTepuu

CTEHO3 aopTa/IbHOro K/iarnaHa
KoapKTaLuns Ao




QGQDGKTbI neperopoanKu

« CenTanbHad neperopoaka — CTeHKa,
pasgendiollas esblie oTaesbl
cepaua OT npaBbiX OTAENOB cepaua

= [pn pedekTax mMexrnpeacepaHon Nnu
MEXOKEYI0YKOBOU NMEPErOPOAKU KPOBb
NBUXETCA N3 NIEBON YacTu cepALla B Npasyio,
yMeHbLLas 3PpPEKTUBHOCTb paboTbl cepaua




C rmnepsonemMmunen
MaJsioro Kpyra

KpoBoob6pauieHus
(cbpoc kpoBu cneBa
Harnpaso)

AMXI, AMMN,
OAI, ABK,
KOoapKTauusa
aopThl

TMA, OAC,
AHOMaJIbHbIN
APEHaXX JIEroUYHbIX
BEeH, ABOMUHOE
oTXoXxaeHue
CoCcyaoB OT NpaBoro
Kenyaouka

C runoBonemuen
MaJioro Kpyra
KpoBOoOb6palleHus
(c6poc cnpaBa
HaJ1IeBo)

N301MpoBaHHbIN
CTEHO3 JIErO4YHOM
apTepum

TeTtpana ®anno,
aHoOManus
J6wwTEenHa,
aTtpe3una TK




C rmnoBonemMuem
6onbwioro kpyra Koapkrauus

KpoBooOb6paLie- AopThl,

HUs M30/IMPOBaHHbIN
CTEHO3 aopThl

bonesHb
TonounHosa-
bes HapyweHMa  poye,

reMmoaMHaMMKu AEeKCTpaKapavs




Knaccudpukaumsa BI'NC

BI'NC c ycuneHHbIM fieroyHsiM KpoBoTokoM: OAT,
AMIN, AMXT, OAC, TAAJIB, TMC+AMXIT

BINC c o6eaHeHHbIM fierodHbIM KpoBoTOKOM: UCTIA,
T. ®anno, EXXC co C/1A, aH. 26wwTenHa
SHC ¢ obcrpyrumen BTIDK: cteHo3 aopTbl, KOA

BINC ¢ napannenbHbIMM KpyraMn KpoBoobpallleHus:
TMC

CoueTaHHble BIC



a [Ipy HEKOTOPBIX MOPOKaxX Y HOBOPOXKAEHHbIX
OTKPbITbIN apTepUasibHbIN MPOTOK (AYKTYC)
MOXKET ObITb OCHOBHbIM U/IN [1aXKe
eIMHCTBEHHbBIM UCTOYHMKOM [OCTYI/IEHUS
KPOBU B JIEFOYHYIO apTEPUIO NI aopTy

= 3aKpbiTUE rPOTOKa NMPUBOANT K
3HaYNTEJIbHOMY YXYLLLEHMNIO COCTOSIHUSI, YacTo
He COBMECTUMOMY C )XU3HbIO

» B CBSI3M C 3TUM BaXKHO OrNpefesmTb
npuHagexxHocTb BlNIC K AYKTyC-3aBUCUMbIM
NN 4yKTyC-He3aBUCUMbIM aHOMa/TNSIM



« C obecneyerHnem yepes OAIl fiero4HOro KpoBOTOKaA:

= C obecneyeHnem yepe3s OAl CUCTEMHOIO KpOBOTOKA:

Hypoplastic left
heart syndrome

Small (hypoplastic) aorta

Small (hypoplastic
left ventriculum




« LLnpoknun cnektp BINC, accoummpoBaHHbIX

yalle C aTpe3nen aTpMOBEHTPUKYIAPHOIO
KnarnaHa, C MoJiHbIM CMELUEHUEM CUCTEMHOIO U

JTEFOYHOro KpOBOTOKA
s OcHoBHbIe BIIC:

ENMHCTBEHHBIV XXENYA0YEK cepala
ATpe3uns TPEXCTBOPYATOro KsarnaHa
Tetpasa ®asn/io ¢ aTpe3nen J1Iero4HonN apTepum
Ob6Lymn apTepuasibHbIN CTBOJT



BliC, mpebyrowue akcmpeHHoU
Koppekuuu

RZs |« OAMN y HeOOHOLWEHHBIX
i HOBOPOXAEHHbIX

e TO c atpe3nen J1A

o Kputnueckmnn creHos J1A
e CMHAPOM runonaasnu
NnpaBblX OTAEN0B cepala:
(rmnonnasus nnu
atpe3ua TK, DK,
OEREEERNY

cTteona J1A)

e Kpntnyeckasa KoA,

e [lepepbiB AYrn aopThbl




Bl'iC, mpebyrowue sakcmpeHHoU KoppeKuuu

= CnHppoM

rMnonsiasum neBbixX
OTAeNoB cepaua
(rmnonnasug unu
atpe3na MK, J1XK,
CTEHO3 WUKN aTpe3uns
aopTasibHOro

KnamnaHa, rmnonaasum
BOCXOASLLEN aOpTbl)

= TAOJIB
= TMC




[TpU4YmnHbLI pa3BUTUA
Kputnyeckmun coctossHuu npu BI1C:

= 3akpbiTne OAIll npu aykTyc-3aBncnMmoM BI1C
« Bblpa)xeHHOe nNpensaTcTBue KPOBOTOKY:

= HeapekBaTHbIM BO3BpaAT KPOBU K IEBOMY
cepady.
« BblpaxxeHHas runepsonemMms MKK n ob6bemMHas
neperpyska cepaua:

= Bblpa)keHHas apTepuanbHas rmMnoKceMUS:

» MilweMna n rmnokcug MUOKapAa.



» bbicTpoe nporpeccupoBaHue CH

» CMHAPOM Masnoro cepaeyHoro Bbibpoca
 MeTabonuyeckn aumao3

» CHAPOM NOSIMOPraHHOW HEAOCTAaTOYHOCTHU

» ECni He NpOoBOAUTCA SKCTPEeHHaa Tepanusa Unm
He BbIMO/IHAETCH onepaTUBHOE BMELLATeNIbCTBO,
pebeHoK nornbaeT B TeYEeHME NepBbIX AHEN UNU
Heaenb XXU3HU



1. @a3a agantaummn

= Bo BHYTpMnyTpOo6HOM nepuoae npu 6onblunHcTBe BIIC
OeKoMMeHcaunsa He pa3BUBAETCH

= C poxpaeHneM pebeHka HavynHaeT PYHKLUMOHUPOBATL
MKK ¢ nocnenytoLwimnM 3akpbiTUeM deTasibHbIX
kKoMMyHUKaunun: OAl, OO0, pa3obLieHne Kpyros
KpoBOObpalLleHUs

= [1poncxoauT CTaHOBNEHME KakK obLen, Tak u
BHYTpUCEPAEYHON rEMOANHAMUKN,

« HapylweHue reMoanHaMUKKU MPOSIBASETCS Pe3KUM
obeaHeHneM kpoBoobpalleHns B MKK, nonHbIM
pa3obLueHnemM Kpyros KpoBoobpalleHus,
Bblpa>XeHHbIM 3acTtoeM B MKK



2. ®a3a KoMreHcauuu:

« KapawasibHble KOMNeHcaToOpHble MEXaHU3MBbI:
YBEIMYEHMNE aKTUBHOCTU (PEPMEHTOB LMK
a3pobHOro okucneHns (CyKUuuMHaTaAernaporeHassbi),
BCTYMN/IEHNE B AEUCTBUE aHa3POObHOro obMeHa, 3aKoH
®paHka-CtapnuHra, runeptpoduns KapanoMUOLIMTOB

= OJKCTpaKapauasibHble KOMIMEHCaTOPHbIE MEXaHNU3MBI.
akTnBaums CAC (ysennyenme YCC n ueHTpanusaums
KpoBooObpallleHnst), noBbllleHne akTuBHOCTU PAAC:
noBbilLeHne ALl coxpaHaeT aAeKBaTHOE
KPOBOCHabXXeHne, 3aepXKKa XXNAKOCTU NMPUBOANUT K
yBenndeHunto OLK

« CTUMYISUNSA 3pUTPONO3TUHA NPUBOAUT K YBEIMYEHUIO
KOSIMYECTBA 3PUTPOLIMTOB M reMornobuHa, NoBblLLas
KUCIOPOAHY0 EMKOCTb KPOBMU



3. Pa3za MHUMO20 bs1a2onosyyusi

= [lepuoa, koTopbi obecnevnBaeTcs
KOMMNEHCAaTOPHbIMK BO3MOXXHOCTAMWN OpraHu3Ma.

= 2 1 3 da3bl TeyeHnsa BINC — onTnuManbHoe BpeMa Ans
npoBeaeHns paanKasbHbIX onepaTMBHbIX
BMeLlaTeNbCTB.

4. ®a3a AeKoMrieHcaumu

= VCcTOLEHne KOMNEHCATOPHbIX MEXAHM3MOB U Pa3BUTUE
pedpakTEPHOU K JIEYEHMIO CEPAEYHOM
HeAo0CTaTOYHOCTH, (OpPMMPOBaHNE HEODBPATUMBbIX
N3MEHEHMN BO BHYTPEHHMX OpraHax.



« KapaunanbHbii cuHAPOM (KapAnanruy, oapblLLKa,
cepauebueHne; npu ocMoTpe — 61eaHOCTb, LiIMaHo3,
HabyxaHne 1 nynbcaumst cocyaoB Leun, aedopmauus
rPyAHON KNETKW; MasibNaTtopHO — U3MEHEHUS
XapaKTEPUCTUK NepUdepnYecKoro nynbca, U3MEHEHME
BEPXYLLEYHOro TO/4Ka Npu rmnepTpodun/amnatauuu,
CUCTONNYECKOE/ANaCTONMMYECKOE KOLLAYbe
MYPJIbIKaHbE MpPU CTEHO3aX; NEPKYTOPHO —
KapAWOMEranus; ayckynbTaTMBHO — U3MEHEHUS
DUTMUYHOCTW, CU/bl, TEMOpPA, MOHOIMTHOCTWN TOHOB,
NOsIB/IEHME XapaKTepPHbIX LWYMOB U T. A.)



« CUHAPOM cepAe4YHOU HEQOCTaTOYHOCTH
(ocTpas, xpoHudeckass CH, oapblLie4yHo-
LIMaHOTUYECKNE NPUCTYNbI)

« CUHAPOM XPOHNYECKOU CUCTEMHOM MIMOKCHUMN
(oTcTaBaHue B OP,

rMNOKCMMNYECKME 3HAKN Ha nepudepun)

« CUHAPOM AbiXaTesibHbIX pacCTPOUCTB (Ualle
npu BINC c oboralieHmnem Manoro Kpyra
KpoBoobpalleHUs )



OCHOBHbIe K/IMHu4Yeckue rnpossneHus BliC

« biegHoOCTb, LLMAHO3
KOXXHbIX NOKPOBOB

» HepocTtaTouyHas npubaBka B
Macce Tena

= OAbILLUKA

« NMaToOJIOrnyeckKme LyMmbl B
cepaue npy ayckysnbtauuu

» TAXUKapaus

» U3MEeHeHMe rpaHuvl cepaua
(runepTpodpus)

« renaToMeranus




OcnoxHeHusi BIIC:

» CepaeyHast HegoCTaTOYHOCTb
« bakTepmanbHbin sHaokapanT (umaHoTudyeckmne BI1C)
« 3aTshkHasa nHesmoHuns (BMC ¢ runepsonemmen MKK)

» JleroyHas runepTeH3nsa nnu CUHAPOM DU3EHMEHrepa
(BINC c oboraweHnem MKK)

« CuHKOMe BcneacTsne cMHApPOMa Manoro Bblbpoca
BMNMOTb A0 OCTPOro HapyLlueHUs MO3roBoro
KpoBoobpalleHns (Mo UweMNYeckoMy Tuny — npu
LimaHoTmnyeckmnx BI1C;

Nno remopparmyeckomy tmny — KoA)
» CTEeHokapauUTUYECKUN CUHAPOM, MHMDAPKT MMOKapaa
(CTeHO3 aopThl)
» OpblleyHo-UmaHoTnveckue npuctynol (TG, TMC)
« PenatmeHas aHeMmns — npu unaHotTuydeckmnx BI1C



Koppekumns xpoHndyeckon CH
JledeHune JII

JleyeHune oabllleYyHO-LUMaHOTUYECKUX
npuctynos (OLI1)

JleyeHne apuTMnm

JleyeHne nweMmnn MMokKapAaa



» AnypeTunkm:

" BEPOLLINUPOH

ALAL T

= UHrnburtopol AlNO

s [JANrokcuH




JleyeHne nero4yHom rmnepTeHs3nn

= Opoopen FDA

= Iloxa3aH 00JLHBIM C
II-I1I ®K (BO3)




JleyeHne nero4yHom rMnepTeH3nn

= Yyywaet rnobanbHyto
cokpatumocTb XK

= YBennuyumBaeT
ONaCTONMYeCcKoe
3anonHeHune JHK

= YMEeHbllaeT
pemMoaennpoBaHue
XXenyao4ykoB

=« [IMHaMKWKa 3aMeTHa K 4
MeC. Tepanmu




JleyeHue HPC

. MponpaHonon - 1 Mr/kr/cyT. B

2-3 npuema

Metonposnon - 1 - 2 Mr/Kr/cyT. B
2 npuema

i ATeHonon - 0,5 - 1 Mr/kr/cyT. B
1-2 npnemMa

« buconponon - 2,5-5 mr/cyr.




dapmakonormnyeckasa Koppekums
nwemMmmm mmokapaa

« [lpnmMeHeHue
Ny
(\( 0
®
-,

CUMMMNAaTOMUMETUKOB
(ponamuH, AobyTaMuH),

« HanpaBneHo Ha ynydileHue
HaCoOCHOW (PYHKLIMM MMOKapaa
3a CYET BNUAHMSA Ha
KOHTPAKTU/IbHbIN CTaTyC

= B pedpaKkTepHbIX CUTyaumsIx
MCNOJb3YIOT HOpaApeHanuH
NN Me3aToH




Josse Russe® Ronabkd Cohwn

Hurponpyccwa HarTpmna

obecneynBatoT
reMoANHaMNYeCcKyo
Pa3rpy3Ky MMoKapaa
(CHWXAOT NOTPebHOCTb
MWoKapaa B KMCopoae),
CrOCOOCTBYIOT y
YYULLEHUNIO KOPOHAPHOU

A\cnonb30BaHMe

(peononurntoK1UHa)



fledext
MEXNDEACepAHOH

PSSO N ctpoc = [MaTonorus »xeHckoro
e i nona
npeacepane
« 4HacTo npogaBngeTcs
peAcepaue 6eccMMNTOMHbIM

cepaeYHbIM LLYMOM
= CuMNTOMBI CepaeyHoU

Mia HEeAOCTAaTOYHOCTU
R NPOrpeccMpyoT OYEHb
Mpasei MeaIEHHO

IKEeNYAONEX
=« BapuaHThbl NleyeHns
3aBUCAT OT pa3Mepa U
filokanmsauunn gedekTa




Knaccuukauyusa LMIIl]

— Heopa3BuTume
MIM: oTcyTcTBUE Bonee 1\2
NaoLwaan neperopoakm

— edeKThl
ccpopmupoBaHHon MMM
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KRETZTECHRIK COMPUTERSONOGRAPH C320-5

- BU3Yyanu3npyeTcs
NIOKanNn3auus U pasmep
nedekrta, obbeMHas neperpyska
NpaBbIX OTAEN0B CepAaLa,
napaziokcanbHOE ABUXXEHUE
MXKTT

noaTeBepXxaaet Hanndme AMIIIT:
npoxoxaeHue 3oHaa n3 11 B
J1I'l. HacbilweHne Kucnopoaom
kKposwu [I1: pasHunua 10 % wn
bonee — abcontoTHbLIN MPU3HAK
ApTEPUOBEHO3HOIO LWYHTA




[loka3aHus K Kapouoxupypaudeckou
Koppekuuu emopu4yHoz2o LMIIl1

e BO3pacT
e BennunHa gedekrta 6osee 8 MM,
o [Iporpeccupytoiast ob6beMHas neperpy3ka MK

e PecbpakTepHas K CUMNTOMAaTUYECKOW Tepanuu
CH




BapuaHmabi
Xupypau4eckoz20 fiedeHuUs
emopu4yHozo LMIIr1

3aKpbITNe aedekrta

OKKJTHO3MIOHHOM
CUCTEMOM

I.  ylMBaHMe pedekTta

2. MJ1ACTUKA AedeKTa
3arn1aTon




LMMXIT1

= Hanbonee

PACNpPOCTPaHEHHbIN
BINC

= [1pocTon B nnaHe
NMarHOCTUKMK

« CyllectByeT 60nbLUOE
KOJINYECTBO
aHAaTOMUYECKNX

BapVaHTOB, KOTOPbIE
onpeaensaoT NPorHo3
TAaKTUKY BeAEeHUS




Mopapornoaudeckue sapuaHmepi! MK

» Manble pedektbl — 0,2 — 1 cMm.
» CpeaHue pemekTbl - 1,2 — 2 cMm.
= bonbline aedeKkTbl - 2 - 3 CM.

» [lepnmeMbpaHo3Hbiv (61 — 80 %)
« MbiweyHbin (5 — 20 %)



« YacTble pecnupaTopHble UHPEKL UK
= [aXWNHO3, OAblLLKA, BNa)XHble XpUnbl B JIerkux
= Cucronnyeckuu wym p. Makc. 3-4 M/p
Y NIEBOro Kpas rpyavHbl, MPOBOAUTCA Ha CMUHY
« Cucrtonnyeckoe apoxkaHue

= Pacwennenue II ToHa Ha NeroyHown apTepum

= YBeJInyeHue neBbiX OTAEN0B cepala
« [ MNOKCMMMYecKme 3Hakm Ha nepudepun



JKI" — runeptpodusa JDK:
BbICOKMU R V5-6,
rnyboknn S V1-2
ywunpenme 3ybua P I, II
V5-6; HapylweHue
NnpoLeccos
penonspu3aLnm
(cMeLlleHne cermeHTa ST),
BOB/IEYEHME NMPaBbIX
OTAEN0B MNMpwu
nporpeccmpoBanumn JII

PeHTreHorpaus —
YCUIeHMne Nero4yHoro
PUCYHKa, CrNaXXeHHOCTb
Tanun cepaua, BblbyxaHue
ayru J1A, c-M aMmnyTauumu.




MHcmpylweHmaanb/e mapkepb! LIMXT]1

a IXO-KI —
BU3YyanusnpyeTcs

% gt floKanu3aums u pasmep
nedekta MXT],
ONNATaUnS U
rMnepTpomus Kamep
cepAua

« KaTertepnzauns nonocren
cepaua noaresepXxaaeT
Hannuue aedekrta u
BepuduumpyeT
NoBbILLEHNE AaB/IeHUS B
K, J1A




[edeKkTbl ManbiX pa3MepoB Yy NMetoT
TeHAEHLUMIO K caMO3apalleHnio B 1 — 4 .

3aKpbITUe cpegHuUxX pa3MepoB NPOUCXOAUT Y

Manble gedekTbl (TosoumnHoBa — Poxke) He
B/AUSIOT Ha NPOAO/MKUTENBHOCTb N KQ4YeCTBO
XXN3HU

[1pn 6onblUNX AedeKkTax — 601bHbIX
nornbatoT Ha 1 roay Xu3sHu (MakcMManbHO A0 6
MEC. XXU3HW)
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» KnunHunyeckue kputepum:

CMeHa TeMbpa WwyMa B cepaue

= LnaHos

= [MNepTpodunsa NeBoro xenyaoyka
« [Jungataumsa NeroYyHom apTepum

« [lporpeccupyiowas runepsoneMung
MKK




[loka3aHus K oriepamusHoMy JieHeHU!o.

e OTCYyTCTBME TEHAEHLMUUN K CTOHTAHHOMY
3aKpbITUIO AecdeKToB K 4 rogam

e PedppakTtepHas k Tepanuu XCH
e [NlosaBneHme npusHakoB JII'

¢ PeunauBupyrowime 6poHxo-sieroyHbie
3aboneBaHus

e NH(dEKLMOHHDbIN SHAOKAPANUT B aHAMHe3e ‘



Xupypau4deckoe nevyeHue LMK

=« CpokK onepaTMBHOIO
BMellaTeNnbCTBa

.. (7 onpenenseTca pa3MepoM U
=  JIoOKanu3auuen pedekTa
« bonbline
HEpPeCTPUKTUBHbLIE
nedeKTbl ornepupyroTcs B
TeyeHune nepsBbIX 6 Mec.
XXU3HU

« PagnkanbHasa Koppekuus
— nnacTuka aedeKTa
3an/1aTou

= JHAOBACKYNAPHOE
3aKpbIiTMe AedeKkTa




s JJIeMeHT
dheTanbHOro

KpoBOObpaLleHUs

« Obnutepupyetcs B
TeyeHune nepsbIX
CYTOK XXU3HMW

= Hanbonee taxeno

Right Atrium NPOTEKACT Y
HEAOHOLUEHHDbIX

Right Ventricle



TaxmMnHo3, pecnnpaTopHbIK ANCTPECC C-M
CUCTONO-ANACTONMNYECKUN «MALUNHHbIN»

LLIYM, JTydLle BCero BbIC/YLLUMBAETCS BO BTOPOM
Mexxpebepby cnesa OT rpyAuHbI

«lMoanpbIrnMBaoLnK MynbC»
bonbllagd CMCTONO-ANAaCTONNYECKasa pa3HuLa

Al



= JKI[ - B HayanbHbIX
CTaansx
PErNCTPUPYIOTCS
NPU3HAKN Nneperpy3ku
NIEBOro npeacepans u
rmnepTpodun Nesoro
iEmml| OKeyaoudka
S = B JanbHENLEM K HUM
- NpucoeguHATCA
NPU3HAKN Neperpy3Kku
N rmnepTpodumn
NpaBbIX OTAE/OB.




VIHcmpyMeHmarbHbIe Kpumepuu
duacaHOCMUuKU

PeHTreHorpadpua cepaua
- OTMEeYaeTcs YBenyeHme
pa3MepoB
KapAnoTOopaKaibHOro
nHaekca (Kapawnomeranus)

[pU3HaKkn ANacTonmM4ecKoun
neperpy3ku neBbiX OTAENO0B
(Crna)keHHOCTb Tainu,
MOrPY>XEHHOCTb BEPXYLLKU

cepaua B Anadparmy
B nerknx orMedaercd

YCUNTEHME NEro4yHoro
PUCYHKA



fad
-



= B cnyyae Hea(

BHYTpuBEHHOE BBeAeHne NHIIMbUTOpOB
npocTtarnaHanHa (MHAoOMeTaLuuH)

CxeMa BBegeHuss UHOQoMeTauMHa:

[IpMeHdaeTca y HeAOHOLUEHHbIX
HOBOPOXXAEHHbIX

D eKTUBHOCTb NiedyeHnsa 80%

NIeHeHUne

DC

HEKTUBHOCTU XUPYpPruyeckoe



A3zoTeMusd
TpombouuToneHus
llweMnsa KneyHuka

BHyTpuyepenHoe KpoBou3ngaHue
Cencuc



« [1pn ecteCTBEHHOM Te4YeHUU
NPOAO/KNTENBbHOCTb XXU3HU 60/1bHbIX
coctaBnget 20-25 net

« [locne 12-Mecqa4yHOro Bo3pacrta peako
NPOUCXOAUT CMNOHTAHHOE 3aKpbiTHe
apTepuanbHOro NpoTokKa



OcnoxHeHusi OATlT

« CepoeyHas
HegoCTaTOYHOCTb

= JleroyHas
rmnepTeH3ns

» MHDEKLNOHHBIV
SHAOKAPANT

= AHEBpU3Ma aopThl
M\WInM NroyHon apTepuu




[loka3aHus K ornepamugeHOMY JieHeHUo

» [Mnepsonemma MKK y
HEeOHOLLUEHHOrro
HOBOPOXXAEHHOI0

» [1porpeccupytowias
CH

» BO3pacT cTtapuie
2 — X ner

J() / /i Iﬂ’ y g



AMPLATZER®

Duct Occluder OT K p b I Toe
ornepaTMBHOE fleyeHne

OAIl - BbINoONHAETCH
[0CTYNoM Yepe3 6efipeHHY1o
apTeputo y 6onee crapmx
OETEN; UCKTIOYEHNS
COCTaBNSAOT AEeTU C
6onbluimM pa3mepoM OATT




KoA — 10 % om ecex

kpumu4veckux Bl1C
MoXXeT NposABNATLCA B
pPa3Hble Nepuoabl XXU3HU

Y HOBOPOXXAEHHbIX YacTo
NPOSIBNSETCA KpUTUUYECKOU

obcTpyKumen (QyKTyc-
3aBUCUMbIN NMOPOK)

YeM bonee paHHSA
AnarHoctuka KoA, tem
BblLLe BEPOATHOCTb
HanM4yna AONOJIHUTENIBHOIo
BI1C: OAIl — 70%, AMXI1 —
53 %




KoapKrauusa aopTbl: 0bLive cBeaeHuUs

@ PacnpocTtpaHeHHoCTb: 0,2 — 0,6 Ha 1000 HOBOPOXAEHHbIX

KoA coctasnsaert 6 — 8% Bcex BpOXAEeHHbIX NOPOKOB cepAaLa

—_p—

Yacto coyetaetca ¢ OAll, AByCTBOPYATbIM a0pPTa/IbHbIM

a knanadom, AMMI1, aHOManuaMmM MUTPANbHOro KnanaHa

@Hame boneT ManbYnKkm Yem AeBOYKM (COOTHOLWEHMe 4:1)
MOXeT HOCUT CNy4anHbIM XapaKTep, HO Yallle ABNAeTCA
Vv’ @HaCHEACTBeHHbIM 3aboneBaHnem




[0n10BHasA 60/b, rOIOBOKPYXXEHNE, HOCOBbIE KPOBOTEUEHMS,
cepauebuenune, oablllika, 396K0CTb, NOX0N0AaHNE HUXKHUX
KOHeYHoCTeN, 6011 B MKPOHOXXHbIX MbILLLIAX NPKU Xoabbe.

Hun3kas TenepaHTHOCTb K (OU3NYECKUM Harpy3KaMm

XOpOLLO pa3BUT BEPXHUM MOAC, MEHEE - HMKHUU (durypa
r’MMHacTa, erMneTckon dpeckn).

BuanMasa nynbcaumst Konnartepanen Ha cnmHe, 60KOBbIX
MOBEPXHOCTAX FPYAHOU KIETKU, MEXPebepHbIX apTEPUMN.

OCHOBHbIM NMPU3HAKOM SABJIAETCH

CUCTONMMYECKMI LLIYM Ha cocyaax Luen, CrieBa B
MEXI0NaTO4YHOM MPOCTPAHCTBE.



CumnTomMbl U KIUHUKA KOadpPKTaluuUuun aopTbl

KoapKTauusa aopTbl y AeTel cTapLuero
BO3pacTa U B3POC/bIX

— CHMXXeHMe TONePAHTHOCTU K GU3MUYECKOM Harpy3Ke

—  YTromnaemoctb u 6011 B HUIKHUX KOHEYHOCTAX

— MosbiweHue apTepruanbHOro AasNeHUa U
CBA3aHHbIE C 3TUM COCTOAHUEM CUMNTOMbI

— YacTble HOCOBbIE KPOBOTEYEHUA

— Ocnabnexue (npu HenonHou popme KoapKTauum)
unu orcyrcreue (npu nonHon popme) nynbea Ha
apTepUAX HUMKHUX KOHEYHOCTEN

— [pagueHT apTepuanbHOro AaB/IeHUA MeXAay
BEPXHUMM U HUXKHUMMU KOHEYHOCTAMM (rpaguenT
6onbwe 20 Mm PT CT - NOKa3aHue K onepaumm)




Kpumud4eckasa Koapkmauyusi aopmel y
HOBOPOXKOEHHbIX

» [YKTYC-3aBMCUMbIN MOPOK

= KpOBOTOK B HMXXHUM YacTu Tena
ocyluectendetca yepes OAll, ero

J 3aKpbITME NPUBOAUT K ObICTPOMY
Pa3BUTMIO METABOIMYECKOro aumao3a,
NoYe4yHoOn HeJOCTAaTOYHOCTU, OPraHHOW
runonepdy3nm n rmbenn pebeHka

v TpebyeTcsa TUTpoBaHWE NpocTarnaHanHa
anga obecneyeHns agekBaTHOMO
CUCTEMHOr0 KpOBOTOKA C NOCAeayoLWnM
3KCTPEHHbIM OMepaTUBHbLIM JIEYEHNEM

OnepaTuBHOE IeYEHNE 3aKIH0YAETCS B
pe3eKLUMN y4acTKa KoapKTaumm u
Ha/TIOXKEHUSA aHACTOMO3a

KOHEL-B-KOHEL,
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AnarHocTuKa KoOapKTaLuum aopTbl

» Ixokapduozpadusn c usmepeHue 2padueHma apmepuanbHo20 0asneHUsA Ha
nepewelike aopmoi
Haubonee pacnpocTpaHeHHbIM BaAPUaHT NEPBUYHON ANATrHOCTUKM !

v o3B0NAET OLEHUTb aHaTOMMIO a0PTbl U 30HbI KOAPKTaLUK, pasmepbl Ayru
aopTbl, BbIABUTL COMETAHHbIE aHOMANMM Pa3BUTUA cepaua

v [lo3gonsem onpedeaume NOKA3AHUA K onepayuu!

v' BbINOAHMMA KaK y AieTel, Tak U Y B3POCAbIX
» PentreHorpadma rpyaHoin knetkm (B npamon u 60KoBOM Nnpoexkynn)

» Ynbrpassykosasa gonnaeporpadma c UamepeHnem MHAEKCOB JaBNEHUA Ha
pyKax u Horax

» CeppeuHoe 30HAMpPOBaHUE

v MNo3sonser onpeaenutb CTPOEHME KPYNHbIX COCYA0B, NOATBEPAUTL UK
ONPOBEPrHYTb reMOAMHAMMUYECKY 0 3HAYMMOCTb NaToNOMMu U
BHYTPUCEPAEYHYIO aHAaTOMMIO

» MPT unm MmarHUMTHO-pe30HaHCHaA Tomorpaduma: YacTo UCNONb3yeTca y AeTen
CTaplero so3pacta 1 B3pOCAbIX

> KomnbrotepHasn 'romorpad)nn C KOHTPpacTUpoBaHnem




npaBorpamMma,
neperpyska
NIEBOr0
Xenyaodka,
NPU3HaKM
KOpOHapHOW
HeOCTaTOYHOCTM



= AopTasibHag
KOHUrypaums cepaua
» PacwimnpeHue

BOCXOASLLEro OTAENa
aopThl

» CMelleHune
KOHTPAaCTUPOBAHHOIO
nuLLeBoaa BNpaBo

»  Y3ypaunsa HMKHUX
kpaes I1I-VIII pebep B
3a4Hen 4acTu



[loka3aHus K aHrmorpagpuyecKkomy
NCC/IE0BAHNIO!

» PelneHne Bonpoca o NOBTOPHOW onepaumnu
» [logo3peHne Ha aHeBpuaMy Ao
» [logo3peHne Ha KanbumMHO3 Ao
» [lOAQO3pEeHME Ha aTUMUYHYIO
NIoKanm3auuio cyxeHuda Ao
» HescHbIM gmMarHos



[loka3aHus K oriepauuu npu koapkmauuu
aopmael abcosiromHsbie

OnTMMaanblﬁ'BOB : fa R
Xxupypruyeckoro jieyeHnazKoA \
-4 -1




[lpomueorioka3aHus K orepayuu:

s JHAOKAPAUT
s BblpaXkeHHbleé U3MEHEHNA MUOKapAa

» CepaeyHasd HeJoCTaTOYHOCTb, He
noaaaroLLlasca KoHcepBaTUBHOMY
JIe4eHUIo




pe3eKkuUmsl CYy)KEHHOro y4yacTka aopTbl C aHACTOMO30M
«KoHeL, B koHeL» (C. Crafoord)

(M. De Bakey)
NN aHaCcToMO3 «boK B HOK» Be3 pe3eKkunmn cyXeHus
(Bernhard)

(Vosschulte)

C UCMOJIb30BAaHNEM
neson noaktoumyHon aptepmmn (Shumacker) nnu
3annaTtbl U3 cMHTETNYeckon TkaHu (Vosschulte)



C 3aMelleHneM
LIMPKYNSIPHBIM TPAHCM/IaHTATOM:
KOHCEPBUPOBAHHbIM apTeEPUanbHbIM
romoTpaHcrnnaHtaTtoM (R. Gross);
rodppmpoBaHHbIM CUHTETUYECKUM COCYANCTbIM
npote3oM (M. De Bakey)

C UCMO/Ib30BaHNEM NIEBOV
noakno4myHon aptepum (A. Blalock),
ceneseHo4Houn aptepun (Glenn)

rodpMpoBaHHLIM
cocyanctbiM npote3oM (M. De Bakey)



Xupypruyeckoe ie4yeHme KoapKTauum aopTbl

v OauH u3 Hanbonee
pacnpocTpaHeHHbIX BapUaHTOB

NnevyeHnA KOapKTauunum aopTbl

v Ucnonb3yeTca ANA KOppeKuum
runonnasuu (HegopasBuUTHA)

AUCTaNbHOTO OTAENa AYyru aopThl

4 - OKOHYaTeNbHbIA BUA Onepauum HaNOXEeHUA aHacTamosa
«KOHEeL, B KOHeLu» C NNacTUMKOW AUCTAaNbHOro otaena
rpyAHOM aopThl

NGIO




JHA0BACKYNAPHOE IeYeHUE KOAPKTaL MK aopTbl

Ho Mocne

Mpoueaypa CTEHTMPOBAHUA KOAPKTALWUM a0pPThl
(aHruorpaduyeckan KapTuHa)




TMC: 370 AYKTYyC-3aBUCHUMbIN TOPOK!

« TMC - BIlC, aHaToOMn4yecKkyto OCHOBY
KOTOPOro COCTaBAET HEMNpPaBUJIbHOE
PACMOJIOXKEHME A0PTbl U JIEFOYHOW
TREHGTOQMLHR HATHETPRILHBI CORYE0R dpTeEPUN OTHOCUTESIbHO APYI ApYyra U
nx obpaTHOE OTXOXAEeHWNE OT
XENyao4KoB cepaua

« 0653aTenbHbIM YC/IOBUMEM SABNSETCS
CMELUMBaHME KPOBU Ha NpeacepAHOM
WIN XEeNya04KOB YPOBHE

(000, AMXI)
s ITMC 4-9 % ot Bcex BlIC

— Tpaucnonuum MarHCTPNbHbIX
cocynon







LinaHo3 c poxxaeHus (3aBUCUT OT CTENEHN CMeLleHns
KpOBW)

TaxmnHo3 6e3 Npu3HaKoB pecnnpaToOpHOro AUCTpecca
YacTo npu ayckynbTaumMm OTCYTCTBYET LUYM, €CNIU TOJIbKO

NOPOK He co4veTaeTca ¢ pecTpuktmBHbIM AMXI1 nnum
CTEHO30M JIerO4YHOU apTepumn

Cepae4yHass HeaoCTaTOYHOCTb HAUYMHAET
NMpOrpeccMpoBaTh HauMHas Co 2 - 4 HEAENU XXU3HU

YMepeHHas kapanoMeranus, aHoManbHas opMa cepaua
(«nLO Ha 6oKy>»)

[pn yBENMYEHUM NEFOYHOIrO KPOBOTOKA YCUNEHUNE
JIErOYHOr0 PUCYHKa



EcTecTBEeHHOE TeyeHMe NopokKa oYeHb TaXenoe

PebeHOK poXxaaeTcs B CpOK C HOpMasibHOM MacCcou
Tena, HO B NEPBbIE Yacbl MOCAE POXAEHUNSA MOABNSAETCS
AMDPY3HbIN LIMAHO3 KOXXM, OCOBEHHO BblpaXXEHHbIN Ha
nepndepmm — UMaHO3 N1ua, KUCTen, CTon
CoCTOsSiHME KpanHEWN CTEMEHN TSHKECTU 0OYyCNOBNEHO
TSXKENON apTepuanbHOU MMNOKCEMUEN

OablWKa, Taxmkapamsa nosaBnaoTca vyepes 1-2 yaca
nocrie nepeXxatns nNyrnoBuHbI

OTMeYaeTca Nporpeccmpytolee yxyaleHme
COCTOSIHMSA: pebeHOK BSASbIN, 3aTOPMOXEHHbIU, NTETKO
OX/TAXKAAETCH



= [1pn 3aKpbITKN beTaNbHLIX KOMMYHUKALIMK
OCTpas rmnokKcns NpMBOAUT K Pa3BUTUIO
NONMOPraHHON HEAOCTAaTOYHOCTU U
rmbenn HOBOPOXAEHHOIO B TeYeHme
HECKOJIbKUX YacoB

= [1pn BbDKMBaAHUK pebeHKa B TeyeHune
HECKOJ/IbKUX HeAleNb HapacTaeT cepaeyHas
HenoCTaTOYHOCTb, ObICTPO pa3BMBAETCH
TSHKenas rmnoTpodus




= B cnyyae agekBaTHOM TakTUKKN HabntoaeHns u
NIEYEHNS, @ TaK)Ke CBOEBPEMEHHON — [0 MecsLa
— XUPYPru4yeckon Koppekumnmn nopoka y pebeHka
(TaK KaK TOMIbKO B 3TOT Nepuoj BO3MOXHa
paguKanbHaa KOppekums MeToaoM
apTepuanbHOro NepektYeHns MarucTpasbHbIX
COCYy0B) NMOJIHOCTbIO BOCCTAHaB/IMBAIOTCH
usmonormyeckas reMogmMHaMmKa, TeMnbl PocTa
N pa3BUTUA, duU3nyeckasa n B nocaenyroLlem
couunanbHas aganTtaums

= ECnu Koppekumsi nopoka NpoBOAUTCS MO3XKE —
ncxoabl MeHee 6naronpuUsTHbI



LuazHocmuyeckue Kpumepuu TMC
8K/1r0HaroM:

x JJ/IEKTPpOKapaAnorpagpuveckme
NPU3HaKN rmnepTpodpum
NpaBoro npeacepans u
NpaBoro Xenyao4yka —
BbICOKMW 3ybeL P B
«npaBbix» oTBeaeHunax — III,
V1-3, rnybokue 3ybubl S B
«neBbix» — I, V5—-6 un
BbICOKMe 3ybLbl R B
otBeaeHuax III, V1-3




LuazHocmuyeckue Kpumepuu TMC
8K/1r04arom:

Bl  PeHTeHosIOrMYecku: BbICOKO
cneynpuyHbIMU rpU3HaKamm
ABJISIIOTCA:

= Kapanomeranus, smueobpa3Has
KOH(Urypaums TeHU cepaua

= Y3KWI COCYANCTbIN MYYOK B
nepeaHe3agHen npoekunmn u
pPacCLUMPEHHbIN B HOKOBOW
NpoeKL MK

= JIEBOE MNOJSIOXXEeHne ayrun aopThbl (B
60/MbLINMHCTBE CNy4aEeB)

= 00efHeHne pUCYHKa Nerkux npu
CTEHO3€e JIErO4YHOW apTepUn Um
ero oboraweHune npu pedexkrax
NeperopoaKku




ObecneunTb CHMXEHME NOTPEOHOCTEN OpraHM3Ma B KMCIIOpoae
C NOMOLLIbIO CO3AaHNA TeMnepaTypHOro, MuU3n4ecKoro
KOM@OpTa — YC/I0BUS KIOBe3a, C BO3BbILLUEHHbIM MOJSIOXXEHNEM
BEPXHEN YaCTU Ty/OBULLA

[leneHaHne co cBO6OAHbIMU FPYAHON KNETKOW N pyKaMu

OrpaHnyeHne 3HepreTnyeckmx 3aTpaT Ha (PU3NOI0rMYecKyto
Harpy3ky (KopM/ieHune vyepes 30H/)

[oanep>xka KpOBOTOKa Yepe3 apTepuanbHbi NPOToK (MHAY3KS
XXWAKOCTEWN, NnpocTarnaHanHa E)

Koppekuuns metabonnyeckux caBuros, Npu HeE0bXoaAnMMoCTN —
NCKYyCCTBeHHas BeHTunaums nerkux (UBJ1) 6e3 nobasneHus
KMCNopoaa BO BAbIXaeMyto CMeCb, B peXXnMe, UCKoYaloLLEeM
rMNEPBEHTUNALIMIO N NMPU OAHOBPEMEHHOW MHY3UK Npenapara
npocTtarnaHamHa E



= [1pn yrpo3e 3aKkpblTUSa OYKTYC-3aBUCUMbIX MOPOKOB
06beM MHDY3UK N KOPMJIEHUS YBENMYNBAIOT A0
110-120% oT HOpMasibHbIX NOTpebHOCTEN Ha POHE
NMOCTOSAHHOW OLIEHKW Anype3a. YCTaHOB/IEHO, YTO
NPUPOCT MAcCChbl TeNna Yy HOBOpOXAeHHOro Ha 5% 3a
1-2 cyToK cTabunmnsupyeT dyHKLUIO apTepuanbHOro
NPOTOKa



Heobxoanmo ans
noaAep>XaHUs OTKPbITOro apTepuanbHOro NpoToKa,

Xenaembin ypoBeHb cnepyet
n3beraTb rmnepokcuu, rMNEePBEHTMALIMM

Tshkenas rmnoKCeEMUS, COXPAHAOLLIMNCS
MeTabonnyeckmn aumao3 Npu HaaMymMmM OTKPbITOro
OAIll aBnseTcs nokasaHueMm K

(bannoHHaga aTpnMoCcenToCToOMUA) ANg YNyUlleHUs
CMeLMBaHUsS KpoOBU Ha NpeacepAHOM YpoBHE

Heobxoanmo B

Onepauuun (remoanHaMm4yeckas
KoppeKLuns)

(aHaTOMMYecKas KoppeKkums)



« [lanavaTtuBHble BMeLlaTe1bCTBa He0bX0aAnMbI B rnepBble AHU
XXU3HW ANS YBENMYEHUS pa3Mepa eCTeCTBEHHOro nm
CO3[aHns NCKYCCTBEHHOro aedekra Mexay MasnbiM U 60NnbLLInM
Kpyramm KpoBoobpalleHus

= JHAoBackynsapHas 6an/10HHag arpuocenTocToMus (onepauus
PalLiKMHAa) 1 OTKPbITas aTpMOCEnTIKTOMUSA (pe3eKkuus
MeXnpeacepaHon neperopoaku no bnenoky—XeHnoHy)

« K uncny reMokoppurnpyowmx BMeLllaTenbCTB OTHOCATCS
onepaunn Mactapaa n CeHHUHra - BHyTpunpeacepaHoe
NepeKkItodeHNE NOTOKOB apTepuanbHON N BEHO3HOW KPOBU C
MOMOLLbIO CUHTETUYECKOW 3anaTbl, PN 3TOM Tonorpadus
MarncTpanbHbIX apTEPUM OCTAETCS MPEXHEN, MO
BHYTpUNpeacepAHOMYy TYHHENO U3 NNErO4YHbIX BEH KPOBb
NOCTYNaeT B NpaBoe Npeacepane, a U3 NosbixX BEH - B JIEBOE




Right Aortic Arch

Over-riding Aorta

Subgpulmonic
sienosis

Right ventricular
ypetraphy




= B ocHOBe HapylleHn reoaguHaMUKU rpu T.
danno NexuT 2 aHaToMmnyecknx gakTopa:
CTEHO3 BbIBOAHOIMO OTAe/a NpaBoro
Xenyaoydka u aedekT MexkenyqoyKkoBou
neperopoaku



. C paHHUM MNPOSIBIEHNEM
BbIPAX>XEHHOIO LiMaHO3a M OfbILLKU

- — LIMAHO3 MNOSIBMSIETCS B
PaHHEM BO3pacTe, Koraa pebeHoK HauynHaeT
XOOUTb
. XapaKTepu3yoLLLascs
O bILLEYHO-LIMAHOTUYECKUMWN MPUCTYNaMU
= OopmMa NosB/IEHNEM LIMaHO3a

B Bo3pacTe 6—10 neT), Koraa okpyxatouime
60/1bHOr0 Ha4YMHAOT 3aMeYaTb MosB/IeHne
CUHEBbI ry6

= TeTpaabl Panno



LInaHO3 nposABAAeTCcd nocne HeoHaTalbHOro
nepuoaa

Ecnn unaHo3 npoaBnsgeTca Yyepe3 HeCKO/1bKO 4YacoB
Nnocne poXXaeHus:

KnnHnyeckne npusHaku cBsi3aHbl CO CTEMNEHbLIO
0OCTPYKLIMM BbIXOAHOIO TpaKTa NpaBoro »enyaouka

BonbHble KaXxeKTU4YHbl, BAbl, aANHAMUYHbI
OablliKa No TUny AUCMNHO3

CvMnTOMbI «6apabaHHbIX NanoveKk» 1 «4acoBbIX
CTEKON»

[lonoXkeHmne Ha KOpToYKax Nocse HarpysKku
[edopMaums rpyaHON KNETKN KpanHe peaka



[lpn ayCkynbTaumm cepaua cnesa OT rpyAnHbl BO
[I-TIT Mmexxpebepbe cnblleH rpybbint CUCTOTMYECKUN
LLIYM

NHTEeHCMBHOCTb Konebnercs B 3aBUCMMOCTU OT
CTENEHMN CY>XEHNS BbIBOAHOrO otaena X n J1A, 11 ToH
HaA IeroyHon aptepuen ocnabneH

Cucronmyeckoe apoXaHue BAO/b IEBOro Kpas

rpyAVHbI
CUCTONMYECKUU LLIYM YMEHbBLLAETCSA N0 Mepe
NporpeccupoBaHns MNOpPoKa



Cna3M BbixoaHoro otaena MK

CHW>XeHne CMCTEMHOro CocyamcToro
COMpOTUBNEHNS (MPOBOLIMPYETCA TUMOBONEMUEN,
nernapataumen)

[1pUCTYN YaCTO BO3HMKAET BO BpeEMH
6ecnokoncTBa, Nocne eabl, akTa Aedekaunm

Bo3HMKLIas rMnokcemMms CTUMyNNpyeT
AbIXaTesbHbIWM LEHTP, BbI3bIBAET rMMNEPNHO3,
YCUINBAETCS LIMAHO3, BSNOCTb, MPOMNazaeT WyM
Haa o6n1acTblo cepaua, B TSOKENbIX CTy4yasix
noTepsi CO3HAHUS, CyA0pOru

Tepanus HanpaBiieHa Ha CHMXEHNE COCYANCTOrO
COMPOTUBNIEHNS B MANIOM Kpyre KpoBooOpalleHus
1 NOBbILUEHNSA CUCTEMHOIO COCYAMNCTOrO
COMPOTUBNEHMUS




Ycnokoutb pebeHka

Ob6ecneunTb Noaavy KMcnopoaa Yepes Ha3albHble KaHKN
U1 NULEBYIO MACKy, BO BPEMSA TAXENO0ro Npoao/HKUTENTBHOIO
NPUCTYMNa MOXeT NoTpeboBaTbCs BCOMOraTesibHas
BeHTUNAUMa nerkmx mewkom AMBU

Knee-chest position (yBennumBaeT cucteMHoe cocyamcToe
CONPOTMB/IEHME, YMEHbLLAET NPaBO-1eBbIN COPOC KPOBM
yepe3 AMXI)

Bonemnueckas Harpy3ka 10-20 mn/kr (5 % p-p rnoko3bl, nnm
(OU3MONOrMYECKNI P-P)

[OMK 100 Mmr/kr

[ns NnpodunNakTUKN BO3SHUKHOBEHMS OAbILLEYHOro
LIMAHOTMYECKOro NpPUCTyrna Ha3HavatoTcs beTa-6/10kaTopsb!
(nponpaHonon, HavyanbHas ao3a 1 mr/kr/cyT)



3HAYUTENIbHOE OTK/IOHEHUNE
3NEKTPUYECKON OCU cepALia BrpaBo

[1pn3Haku rmuneptpodumn X He
COMPOBOXAAKOTCA PE3KO BblpaXX€HHbIMU
NpU3HaKaMn Neperpysku n gunatauuu

Hannyume npu3HakoB Neperpys3ku JIeBoro
XXenyaoyka 3aCTaBnsdeT npeanoioXnTb
Kakne-nnbo AornosIHUTENbHbIE aHOMANNK

AB - 6n10kaaa, pa3nnyHbie BapuaHThl
CMHAPOMaA €NabocTn CMHYCOBOro y3/a




HebonbLLOe yBennyeHme
pa3MepoB cepALa co
CMELEHNEM ero rpaHuL
B/1IEBO C MPUNOAHATHIM
NIEBbIM KOHTYPOM 3@ CYEeT
runepTpoduun MX (dpopma
nepeBsiHHOro 6alumayka)
J1ero4YHbI PUCYHOK OBbIYHO
obefiHeH, N NULb Y
60/bHbIX C Pa3BUTbIMU
KonnatepansiMmn oH
[IOCTATOYHO XOpOLLO
BbIDaYXXeH Uiy aaXke vcuneH



- IEMOHCTPUPYET KnanaHHbIN 1
NOAKNanaHHbIN JIErOYHbIN CTEHO3

[ Mnonna3unio KoJibLa Nero4yHoro KianaHa, 1ero4yHoro
CTBOJ1a N MNMPOKCNMaJIbHbIX OTAENIOB JTIEMOYHbIX apTepvwl

Jlokaumsa MXKI no3BonsieT BMAeTb AedeKT, onpeaennTb
€ro /I0Kannsauuio 1 pasMepbl

Yaoaetca onpeaennTtb pacllupeHne U cMeLlieHne aopThl
BNpaBo

[py ponnnep-sxokapanorpacumn B IEFOYHOM CTBOJE
perncTpupyetcsa TypbyneHTHbIM CUCTOMNYECKMIA MOTOK,
BO3MOXHO paccunTaTb rpaAiEHT AaBNIEHMS MEX/Y NPaBbiM
XXENYJ04YKOM U NErOYHON apTEPUEN



ABISIETCH
Hanbonee MHPOpPMATUBHBIM METOAOM
INArHOCTUKMU

Bbicokoe aaBsieHne B NpaBoOM
Xenyaouke

I3MepeHune rpagmeHTa AaBlieHnua Mexay
NpaBbIM XENYyA0UYKOM U NIErOYHOM
apTepuen

HW3Kaga OKCUreHauna KpoBU B aopTe



3aBUCUT OT MHAUBUAYANbHOM
aHaTOMUM MOPOKa, MOXET
COCTOSATb U3 OHOTO UK ABYX
3TarnoB

1-n 3Tan — aHaCToMOo3 Mo
brnenoky (WyHT Mexay
NOAK/TIIOYNYHON apTeEpPUEN U
BeTBbto JIA ang obecnevyeHus
a1eKBATHOro SIero4HOro
KPOBOTOKA)

2-01 3Tan — paavKanbHas
Koppekums (ycTtpaHeHue
cTeHo3a BOIDXK, 3akpbiTne
AMXKI1)

Xupypruyeckasa Koppekums
BbIMO/IHAETCA B Te4YeHue
NepBOro roaa >Xm3Hu



OHMK
MaHUdEeCTHbIM MHDEKLMOHHbBIN SHAOKAPAUT
CeppeyHasa aekoMneHcauums

Kaxekecust ¢ NosmopraHHou
HeOCTaTOYHOCTbIO

AKTUBHbIN TybepKynes nerkmx




JleroyHas rmnepTeH3ns
Tpombo3 aHacTomMo3a
[lepern6 J1A Ha CTOpoHe aHaCTOMO3a

[lekoMneHcauma JIXK npu LWWMpoKoMm
aHaCToOMO3€e

HPC 1 npoBoANMOCTU



25% perten yMmnparoT B TEYEHME NEPBOro roaa >M3Hu

CpeaHasa NpoAo/MKNTENBbHOCTb XXU3HU HeonepmpoBaHHbIX
60nbHbIX — 12 NeT, B peakunx cny4dasix 6onbHble
NOXUBAKOT Ao /5 net

OAbIlEeYHO - LmMaHOTUYEeCKMe NpUCTynbl Hepeako
npoxoaaTt nocne 3 ner

[locneonepaunoHHas NETANbHOCTb NPU PaanKaibHOW
Koppekuun — 5-16%
dusmnyeckasa akTMBHOCTb B paHHME CPOKMK nocne

onepaumm ®oHTeHa cooTBeTcTBYET 30—42% BO3pacTHOM
HopMbI, Yepe3 1 rogq — 80%






