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[MTnaH nekuum

OnpepeneHne NOHATUA BPOXAOEHHbLIX MOPOKOB cepaua
Knaccudgumkauma BpoxaeHHbIX NOPOKOB cepaua
OnarHocTn4yeckue Kputepum BpoXaeHHbIX MOPOKOB cepaua

Moka3aHUA K XMPYpPruyeckom KoOppeKkumn BpoXXaeHHbIX MOPOKOB
cepaua
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PyHKLMA
cepaua

Cuctonundyeckum ooorem — 70 mn.

B cyTkn npoxoaut okono 5000
NNTPOB

OTO cocTaBnsieT 756 Beaep Boabl

[lepeBegem 120 MM. pT. CT. Ha
BOAHbIN CTONG 1 nony4um 15
METPOB — 3TO BbIiCOTA 4-X
9Ta)XHOro Aoma

Taknm obpasom opraH
nogHUMaET Kaxabi aeHb 600
BeZep Ha BbICOTY 4—r0 aTaxa 0e3
nepeabILLKu



CtpoeHue cepaua Aopta

IleBana neroyHasa apTepua

BepxHAAa nonasa BeHa CTBON NEroyHoi apTepuu

lpaBas nero4yHas JeBble NeroyHble BeHb
apTepus
) / NeBoe npeacepaue

MonynyHHbIW KNanaH @ A .

NEeroYyHoro cTeona HOHYHYHHbIﬁ KnanaH aopTbl

%)
~ b -

MNpasoe npeAcepave — SN . TeBbiit aTPUOBEHTPHKY-

NAPHbLINA Knanax

MpaBblit aTPUOBEHTPH-
KyNApHbIW Knana

JleBbli Xenyaoyek

. CyX0XWNbHbIE X0
[pasblu Xenyao4ek Y e

HWXHAA nonasa BeHa



KAK PABOTAET CEPJILIE?

(epaue yenosexa — 370 MblLLEYHbIH

AopTa — 310 rnaBHbIi COCY,
W3 KOTOPO0 KPOBb NOCTYMaer

OpraH, KoTopblii obecneuusaet BO BCE OpraHbl.
TOK KPOBM N0 KPOBEHOCHBIM
Cocyfjam.

O6oraiLexHas KuC1opojom
bejjHaa KucnopoZoM KpoBb N0CTy- KpOBb N0NaJaert B ieoe npea-
NeT OT TKaHeH N0 BeHam (epfue, a 3aTem i B NeBbil
B NpaBoe npefcepaue, a notom KeNny/ouex.
B KeNyJouex.

0CN1e 3aM0NHeHNs |Kp08b|0 ne-
[paBbiif Xenyaouek BbiTankusa- Bbiii XeNy0ueK COKpaLLaeTca
eT 3Ty KPOBb B JIEroYHble apTepHi M ¢ 60nbLLIOH CHOi BbIOpacbI-
W nerkue. B nerkux kpoBb obora- BaeT KpOBb B a0pTY.

LWaeTCA KUTI0POAOM.

(ep/ieuHblit KN — 3TO CYMTaHHbIE Ce-
KyHAbl: 0,1 cek — CoKpaLLeHus npea-
cepaus; 0,3 cek — COKpaLLeHus xeny-
[104KoB; 0,4 cek — nay3a.

KpoBb B cep/jLe nepekauuBaercs,
KaK HacoCOM, C TOMOLLIbIO
YepeAyloLuxca paccnabneHmii

W COKpaLLIeHUHA.



BBeaoeHue

o [leTckana kapguonorusa He nmvena obl JanbHeNLWero
pa3BuUTUS 6e3 coBpeMeHHON ANarHoCTU4YECKOmn
annapartypsbl. Tak, MCnonb3oBaHWE B KNMHNYECKOWN NpaKTUKe
yNbTPa3BYKOBbLIX METOAO0OB UccriegoBaHUs, BKNoYagq
LUBETOBYIO JONSfiepoaxorpaduio, No3BONUIo BbiABNATb
naTonoruo cepaua y nnoga, Kotopasa 3aMmeHseT
KateTepusauuio n aHrmorpagutio.

« OpHako, KakK Obl H 6bINM coBepLUEeHHbI ANarHOCTUYECKne
Npubopbl, OHMN HE 3aMEHAT KITMHMYECKOro MbILUrIeHUsA
Bpava.



OnpeneneHve BPpOXAOEHHbIX
NOPOKOB cepaua

* BpoxaeHHble NOPOKK cepaua — rpynna aHoManun nonoXxeHus,
MopdOonornmn CTpyKTYp cepaua u\nnm marmctpanbHbIX COCY0B,
NMPUCYTCTBYIOLLME C POXKAEHMUS, BO3HMUKAIOLLNIA B pe3ynbraTe
HapYyLUEHHOro U He3aBEePLLUEHHOrO UX Pa3BUTUSA B Nnepuop,
BHYTPUYTPOOHOIo pasBuUTuS.

« bonblune Nopokn HapyLatoT TOK KPOBM BHYTPU cepaua nnm no
bornbLlomy n\unm manomy Kpyram KpoBoobpalleHus.

* BpoxgeHHble NOpoKM cepaua sBnsaTcs Hanboree YacTbiMu
noeekramm n aBnAKTCA OCHOBHOM MPUYNHOWN OETCKOW CMEPTHOCTU
OT NOPOKOB Pa3BUTUS.

* [lo MKB - 10 nyHkTbI oT Q 20 fo Q 25 (BKNOUYMTENBLHO)



annaemMmuornorus

e Yactota BI1C cpean HOBOPOXAEHHbIX B MUPE COCTaBMSIET OKONMO
8% (8 Ha 100 HOBOPOXOEHHbIX) — 3 MECTO MOCsiE€ BPOXOAEHHbIX
NMOPOKOB HEPBHOW CUCTEMbI N ONOPHO-ABUraTeSibHOro annapara.

« B HacToswee Bpems onucaHo bonee 100 pasnuyHbix BIN1C 13 Hux
BCTpe4atoTcsl Hanbonee 4acTo:

« OMXIN — no 50% Bcex BpoxOeHHbIX MOPOKOB cepaua

e OMIM, OAIl, koapKkTauus aopTbl, CTEHO3 aOpPThl, KNanaHHbIN CTEHO3
nero4yHon aptepumn — oo 15%



[MpuunHbl BIIC

XpoMOCOMHbIe HapyLweHUusa — 5 %
MyTaumnsa ogHoro reHa — 3 %

Bo3gencremne HebnaronpuaTHbIX hakTOpoB cpeabl, OCOOEHHO B
KpUTU4eCcknn nepuog dopmMmmpoBaHUAa cepaedHo — COCyancTou
CUCTEMbI: arikoroyiu3am MmaTtepu, npnem fiekapCTBeHHbIX Npenapartos,
PEHTreHOBCKOE N3Nny4yeHune

NMonureHHo — mynbTUakTopHoe HacrneaosaHue — 90 %
Pasnu4yaloT gBa OCHOBHbIX TUMNa HacregoBaHUS — MOHOTEHHOe

M nonureHHoe. Npu MOHOreHHOM - NPU3HaK KOHTPONUPYETCS OAHUM
reHOM, Npu NONUreHHOM - HECKONbKNUMM reHamu. 'eHbl MoryT ObITb
floKanuM3oBaHbl B ayToCOMax U NOMoBbIX XPOMOCOMaX.

XapakTep nposBneHnst reHa MoXeT UATU NO AOMUHAHTHOMY U
PELEeCCMBHOMY MYTH.

UHdeKunoHHble 3aboneBaHus ( B HaCTHOCTU BPOXAOEHHas KpacHyxa)
MeTabonuyeckue HapyLleHUs — caxapHbin anabet, heHUNKEToOHYpus
CucTteMHble 6one3Hun coeguHUTENbHOU TKaHU



dakTopbl Bbi3blBawllue pasBuTue
XapaKTepHbIX MOPOKOB

Bo3gencreue ankorosns — rpu ankoronname matepu y nnoga
pa3BmnBaeTCcs aMopuodeTanbHbIM ankoronbHbin cuHapom B 30 %.
NMopoku ceppgua BosHuMKalT B 25 — 30 % crnyyaes, valle
doopmmpytorca AMXI, AMIM n oTKpbITbIN apTepuaribHbIU NPOTOK.

UHpmunpoBaHmne matepu BUpYyCcomM KpacHyxu B 1 TpumecTpe
bepemeHHocTn B 50 — 60 % crny4aeB npuBOAUT K pasBUTULO
BpOXOEHHOW KpacHyxu y nrioga ( Bo 2 Tpumectpe B 10 — 20 %) n
dopmMmunpoBaHuto xapaktepHon Tpuaabl ['perra — BI1C, kaTtapakTa,
rnyxorTa.



PaKkTopbl Bbi3biBakoLue pa3BuTue
XapaKTepHbIX MOPOKOB

U3 nekapcTBeHHbIX NpenapaTtoB TepaToreHHbIM 3dodeKTOM
obnagatoT B YaCTHOCTU NPOTUBOCYOOPOXHbIE NpenaparThl,
cogepxallime ruaaHTOUH — pa3BUTUE CTEHO3a JIeroO4YHOW apTepumn,
KoapKTauun aopTbl, NEPCUCTUPYIOLLIErO apTepmanbHOro npoTtoka wu
TPUMeTaAoOMUH - CrocobCTBYET (DOPMMPOBAHMIO TPAHCNO3NLNN
MarucTparnbHbIX cocyadoB, TeTpaabl Panno, rmnonnasum neBoro

cepaua

lMpenapatbl NUTUA NMEIOT n3bupaTenbHOE OEUCTBUNE Ha
TpUKycnuaansHbIn KnanaH — aHoManma 36wTtenHa, atpesns
TPUKYyCNMOanbLHOro KranaHa

K npenapaTtam, npuem KOTopbIX MOXET ObITb NPUYNHON
BO3HMKHOBEHUSA BPOXOEHHbIX MOPOKOB cepaua, a Takke OTHOCATCSH
aMmdpunTaMuUHbI, NporectareHbl, Bbi3biBatoLwne doopmMmmpoBaHme
CITOXHbIX BPOXOEHHbIX MOPOKOB cepAaua



Kputnyeckmne nepmnoabl BO34eUCTBUA TepaTo-
reHHbIX pakTopoB ana dopmuposaHusa BI1C

« [1na pasBuTUA npexae Bcero cepaua Hanbornee KpUTUYHbIMU
ABNSAOTCA NepBble 3 MmecsiLa pa3BUTUA IMOPUOHA:

* B TeueHune 6-n Hegenu npoucxoauT pasaeneHne npeacepanmn Ha
NpaBoe 1 NeBOE, N UX MNepeMeLLEHNE BBEPX N BMpaBo (CTaausa
TpexKkamepHoro cepaua).

« K KOHUY 2-ro mecsaua Xxenyagodek gennutcd npogosribHOM neperopoakomn
— CTagusA YeTbipexKaMmepHoro cepaua. B 310 Xe BpeMms
pasfenaiTcda nerodHas aptepus U aopTta, CoXpaHsaeTcs NMnLb UX
coeguHeHue.

* Ha 3-m mecsaue BHYTPUYTPOOHOU XN3HW NMPpouUcxoanT Hanbonee
WHTEHCMBHOE pa3BuUTUE cepaeyHON MblLLLbI, B 3TO XXe BpeMd
doopMUPYIOTCA LIEHTPbLI, perynmpyrouwme eatenbHOCTbL cepaua
(aTPUOBEHTPUKYNSAPHLIA U CUHATPUanbHbIN y3nbl). YactoTta
COKpalleHunsa cepaua B aTOT nepuog coctasndaet okono 30 B 1 MUHYTY.



Kputnyeckmne nepuoabl BO34eNCTBUA TepPaTOreHHbIX
dakTopoB ana popmupoBaHus BI1C

B cBA3M c TeM, YTO B 3TOT nNepuog NponcxoanT popmMmnpoBaHme u apyrmx
opraHos, BI1C Hepeako coyeTaroTcsl C APYrMMMU NopoKkamu pa3BuTus
(Npu oedrekTe MeXxKernyao4koBou neperopoakun y 25 % oeren
OOHapyXMBalOT N OApyrne MNOPOKU pasBuTUA).

Euwe ogHUM KpUTUYECKUM NepuoaomMm Ans pa3BUTUS KITMHUYECKNX
NposiBNEHNN NOPOKa cepala sIBNSeTCs MOMEHT poXxaeHusa (nepexos ot
BHYTPUYTPOOHOM K BHEYTPOOHOM XXN3HN).

CyuiecTBeHHbIe U3MEHEHUNS1 KPOBOOOpaLLeHUA NPOUCXOAAT B NepBble
Yyacbl U AHU NOCIie poXAeHUA pebeHKa:

MMEET MECTO YCUNEHME KPOBOTOKA B MaroM Kpyre KpoBoobpalleHus

3aKpbITE BEHO3HOIO W apTepuarnbHbIX MPOTOKOB, OBarNbHOrO OKHa,
yCTpaHeHne LYHTMPOBAHNSA KPOBU Yepes AaHHble 06pa3oBaHus

YyCTpaHEeHO (PYHKLMOHNPOBAHWE MMaLeHThbl

PakTopbl, BNmAoLNE BO BpeMS NepexogHou reMmognHaMmmn4eckoun
apgantauun: 3penoctb CCC, npeHaTanbHas 1 noctHatanbHasa acukcus,
rectaunoHHble (PakTopbl, TUM POAOB, TEHEHNE DEPEMEHHOCTMN.

feMmoauHamMuka HOBOPOXAEHHOIO pebeHka xapakTepusyeTcs
HecTabubHOCTbLIO: N0D0Ee OTKNOHEHME B roMeocTase (rMnoKcus,
ONCONEeKTPONIMTEMUS, aunaos), MOXET NPUBOAUTL K BO3OOHOBMNEHNIO
deTanbHOro Tuna KposoobpatueHust (cuHgpom MNMPK).



PeTanbHoOe KpoBOOOpaLLeHMe:

1) HanNM4Me NnayeHTapHoOro KPoBoOOpaLLEeHNS;
2) He(pyHKLMOHUPYOLWNIN Marblv KpYr KpOBOOOpaLLEHNS;
3) nocTynneHne KpoBm B DOMbLLOKW KpYr KpoBoObpalleHMa B 06xo4 masrnoro

Yyepes ABa NPaBOSiEBLIX WYHTa (CoobLEHMA Mexay NpaBon N NeBoun
nofioBMHaAMK cepaua v KpyrnHelMu KpoBeHocHbIMU cocyaammn) OO0, OATT.

4) OAIl: gyktanbHasa TKaHb CTEHKM NPOTOKa YyBCTBUTENbHAsA K nNpocTarnaH-
OvHam rpynnel E 1 kncnopoagy, noaToMmy BHYTpUYyTPOOHO npoxogmmoctb OAr
NoL0epPXMBAETCA BbICOKOW KOHUEHTpaLmen npocrarnaHgMHOB NiaueHTbl U
HU3KUM napumnansHbiM gasrieHnem kucnopoda (pO2)

5) 3Ha4YUTENLHOE NpeBbILLEHNE MUHYTHOIO 00 beMa O0osbLLIOro Kpyra
KpoBOODpaLleHnsa (Hanndne npaBosieBbiX WYHTOB) HA4 MUHYTHLIM OOBLEMOM
Marioro Kpyra (HeyHKUNOHUpYLoWmMe nerkue)

6) obecrneyeHne BceX OpraHoOB Nioga cMewwaHHOU KpoBbHo (bonee
OKCUIreHMpoBaHHas KpOBb MNOCTYNAET B MNEYEHb, FOSTOBHOW MO3I U BEPXHUE
KOHEYHOCTHN); NpakTn4ecKkn oguHakoBoe (HM3koe) ALl B nero4yHom aptepum u
aopre.



OCOBEHHOCTW
KPOBOOBPALWEHWA TJTOLA

OT nnaueHTbl KpoBb MNoja, He NMOMHOCTbLIO0 HackILLEHHas
KUCIIOPO/IOM, OTTEKaeT Yepes NyroYHyH BEHY,
MPOXOAALLYIO B MyMNOBUHE.

OTctofa bonblias YacTb KPOBM MOCTYMNaeT Yepes
BEHO3HbIV MPOTOK B HUXHIOK MOMY0 BEHY, rAe
CMELLUNBAETCH C 1€30KCUreHUPOBaHHOW KPOBBLIO OT
HUXHUX obnacTeun Tena.

MeHblLas YacTb KPOBW OTTEKAET B JIEBYIO BETBb
BOPOTHOWU BEHbI, NMPOXOAUT YEPeES MNevYeHb U NeYeHOYHbIE
BEHbI U MNOCTYMNaeT B HUWXHKOK MNMOJTYH BEHY.

[To HUXKHEN Nonown BEHE B NMpaBoe NMpeacepane TeyeT
CMellaHHasi KpOBb, HachlLLEHNE KOTOPOW KUCTOPOI0M
cocTtasnset 60-65%.

[ToyTun Bes aTa KPOBb MNOCTYMNaeT Yepeas KraraHbl HUKHEW
MOJiON BEHbI HEMOCPEACTBEHHO K OBalIbHOMY OTBEPCTUIO
U HEPEI HEIO B JIEBOE MNpeacepane.
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Apantauuvsa nnoaa

 ApanTtauuio nnopa K ycrnoBusiM nnayeHTapHoro KposoobpalleHus
B TEYEHNE BCEro BHYTPUYTPOOHOro nepuoaa obecnevnsatoTt
creaytoLime akTopbi:

e yBenM4yeHne abixaTenbHOW NOBEPXHOCTU NaLEeHThI;
* yBennYeHmne CKOPOCTU KPOBOTOKA;
* HapacTaHue cogepxaHus Hb n sputpoumToB KpoBU Noaa;

* Hanun4dune HbF, obnapatouwero 6onee 3Ha4ynTENBHLIM CPOACTBOM K
Kncnopoay;

* HM3Kas NOTPEOHOCTb TKAHEN Nroga B KUCNOPOoae.



[Mocne poxaeHus pedbeHkKa u nepexona Ha
NeroYyHbIN TUN AbIXaHUA NPOUNCXOAMT:

KpoBOTOK Yepe3 nerkme Bo3pacrtaeT novtu B 5 pas, B 5—10 pas
CHUXXaEeTCHa COCyauUCTOEe CONPOTUBMNEHNE B ManoM Kpyre KpoBooOpaLLeHUsI.

Yepe3s nerkue rnporekaeTt BeCb 06bLEM CepaevHOro Bbidpoca, B TO BpeEMS
Kak BO BHYTPUYTPOOHOM nepuoge vepes Hux npoxoamno toribko 10 %
aTOro oobema.

Bcneacrteme yMeHbLIEHUSI CONPOTUBIIEHUS B JIEFTOYHOM pycrie, YBennieHus
NPUTOKa KPOBM B fieBOE Npeacepane, yMeHbLIEHNS AaBNEeHNA B HUXKHEN
NOSION BEHE NPOMCXOOANT nepepacnpeneneHne gasneHnsa B npeacepamsx,
LUYHT Yepes oBanbHOe OkHO nepectaeT yHkuMoHuposatb. OO0
3aKpbIBAETCS NOCPEACTBOM KanaHa nepBuUYHON MexnpeacepaHon
neperopogkn (MI1I1) co cTtopoHbl niesoro npeacepans. KpoBoTok yepes
OOO ymMmeHbLUaeTca B Te4eHme NepBbiX CYyTOK (24 4acoB) XXU3HU U K 4-5
OHI0 coxpaHsieTcda Tonbko y 47% neten. Bo3MOXeEH NepekpecTHbIN copoc
KPOBU «O1s1 pa3rpy3kn» npeacepann B nepnoae HoOBOPOXKAEHHOCTMU:
NPosIBNSIETCA NMPU Nnade nnm KOPMIEHUN NErKUM LIMaHO30M 3a CYeT
KpaTKOBPEMEHHOro cbpoca cnpaBa-HaneBo. AHaTOMUYECKOE 3aKpbITNE
OOO HabntogaeTca K 1-2 rogam.



[Mocne poxaeHunsa pebeHka n nepexona Ha

NlerouHbIn TUN AblIXaHUA NPONCXOAOUT.
CHMXEHME PE3NUCTEHTHOCTU JNTErOYHbLIX COCYAO0B (3a CYET YyBENUYEHUS
Pa02), ysennyeHne KpoBOTOKa YepPE3 HUX.

3aKpblBaeTcsa apTepuanbHbii NPOTOK (MosfiHas ero obnutepauusd
NPONCXOaNT Ha 2-3 MecsiLE XN3HN), MOLHBLIM CTUMYSIATOPOM 3aKPbITUS
NpPOTOKa ABMSAETCH MOBbILUEHME NapLUManbHOro HaNPSXXeHUs KMcrnopoaa B
KPOBW (B CBA3M C NEPEXOAOM HaA NIErOYHbLIM TUM AbIXaHWS).

3anycTeBaloT nraueHTapHble KOMMYHUKaunn. Beregcrteue npekpalleHuns
KpOBOOOpaLLeHNs npekpallaeTcs KPOBOTOK U MO BEHO3HOMY MPOTOKY,
KOTOpbIW 0bnuTepupyeTtcs. HaumHaoT yHKLMOHMPOBaTL Marnbiun
(Nero4HbIn) 1 B6OMbLLIOK KPYrM KpoBOOOpaLLEHNS.

YBenunuuneaetcda NOTPEOHOCTb TKAHEN B KUCNOPOAE.
Bca kKpoBb, BbIOpOLLEHHAA NpaBbIM Xenyao4vkoM, MPOXoauT Yyepes rerkme.

[lepBUYHaAA PyHKUMOHaNbHaa nepecTtponka npuBoauT K yBeNIMYEHNIO
NeBOXenyao4koBoro Belbpoca npumepHo Ha 25%. CuctemHoe ALl n
nepundpepuyeckasl pe3aucTeHTHOCTb COCyaoB 6OMNbLIOro Kpyra CTaHOBUTCS
BblLLE MO CPABHEHUIO C AaBfIEHNEM B JIErO4YHON apTEPUN U NETOYHbIX
cocynax.



[TaToreHe3s BI1C

HebnaronpusaTtHble doakTopbl, BO3OAENUCTBYS Ha NNod B KPUTUYECKME
MOMEHTbI Pa3BUTUA, HapyLlaloT oopMnUpoBaHne CTPYKTYp cepaua,
BbI3bIBAKOT AMCNSIACTUYECKNE U3MEHEHUA B ero kapkace. [lpoucxognt
HenonHoe, HenpaBwUibHOE UM HECBOEBPEMEHHOE 3aKpbITHE
neperopoaoKk Mexay npeacepanamMmun 1 xxenygodkamu, gedektHoe
obpa3oBaHue KnanaHoB, HEAOCTATOYHbIN NOBOPOT NEPBUYHOM
cepaevHon Tpybku ¢ obpasoBaHMEM anna3vpoBaHHbIX XKXENYOO4YKOB U
HenpaBUIIbHbIM PacCroSIOXXeHUEM MarnmcTpanbHbIX COCYOO0B.

[Tocne poxaeHust MOryT COXpaHATbLCA OTBEPCTUS, CBOMCTBEHHbIE
NS104HOMY KPOBOOBOpaLLEHMIO.



laToreHes

e NB - getu c nopokamm cepaua Kak npaBuUno poXxparTcs C
HOpManbHbLIM BECOM UMM He3HAYUTEeNbHOU runoTpoduen.

« 3OTO CBsI3aHO C TEM, YTO BONbLLUMHCTBO NOPOKOB cepaLla He
NPensaTCTBYOT HOPMaribHOMY BHYTPUYTPOOHOMY pasBUTUIO, Tak Kak
B 3TOT nepuo remoanHamMmuka nnoaa obblYHO He CTPadaEeT, a posrb B
cHabxeHnn nnoga obdoraweHHOW KUCNopoaoM KpoBbio bepeT Ha
cebsa nnaueHTa.

« KomneHcaumsa MOXET COXPaHATLCS N HEKOTOPOE BPeEMS Nnocre
POXOEHWA.



Knaccudwmkauusn (J1. bokepusa u
COaBTOpbLI)

NMopoku co copocom crneBa-HanpaBo («doneaHbIe»): OTKPbITbIN
apTepuanbHbIM NPOTOK, AedeKThblI MexnpeacepaHon u
MEXCKENYO04KOBOW Neperopoaok, obuiee npeacepane, aHoManbHbIN
OPEHaX NeroYHbIX BEH, OTKPbITbIN 06NN aTPUNOBEHTPUKYISIPHbIN
KaHan, 4edeKTbl aoOpTO-NIErO4MHON NEPEropoaku

NMopoku co copocom KpoBuU cripaBa-HaneBo («CUHUE»): TeTpaaa
danno, BapuaHTbl TPAHCNO3ULNKA MarucTpanbHbIX COCya0B, aHOManus
Q0WTENHA, aTpe3ns TPEXCTBOPYATOro KrnarnaHa, obLum
apTepuarnbHbIA CTBOS, BapuaHTbl eAMHCTBEHHOIO Xernyaodka, CUHOPOM
rmnonsasum neBoro cepaua, rmnonsasus NpaBoro XXenygoyka

NMopokn ¢ nepeKkpecTHbLIM COPOCOM: TE UMM UHbIE COYETAHUS
NOPOKOB NEPBOU U BTOPOW rpynr, HanpumMmep, aTpPUoBEHTPUKYNSAPHbLIN K
TeTpaga danno.



Knaccudwmkauusn (J1. bokepusa un
COaBTOpPbl)

NMopoku ¢ NnpenATCTBUEM KPOBOTOKY: KOapKTauna aopTbl, CTEHO3
aopTarnbHOro KnanaHa, CTeHO3 KrnanaHa fnerodHou aptepun, CTeHo3
MWUTpPAasibHOro KranaHa, CTeHO3bl BETBEWN NEro4HON apTepun

Mopoku knanaHHOro annapara: U30NMPOoBaHHbIe HapyLLEHWS
Pa3BUTUS aTPUO - BEHTPUKYNSAPHbBIX UMW NOMYNYyHHbIX KnanaHoB 6e3
coYeTaHus C APYrMMn BHYTPUCEPAEYHbIMU HapyLLUEHUSMU-Nponanc
(HeQOCTaTYHOCTh) UMM CTEHO3 MUTPANbHOIO U TPUKYCNUAANbHOMO
KnanaHoB, HeOCTaTO4YHOCTb KflanaHoB aopThbl U NEro4Homn apTepun

Mopokn BeHeYHbIX apTepun cepaLua: aHoMarnbHOe OTXOXAeHNe
YCTbEB KOPOHAPHbIX apTepuin, KOPOHAPHO-cepaeYHble PUCTYbI



CuHapomanbHasa Knaccudukaums
BlNC

1. BINC nposBnaowmnecs npeMmyLecTBeHHO apTepmnanbHOU
rmrnokKceMuen (XpoHnyeckasi rmnokCus, rmrnoKCUYECKU NpuUCTy,
FMMNOKCUYECKUIN CTATYC)

« A. BCneacTteue WYHTUPOBaAHUA BEHO3HOM KPOBWU B CUCTEMHOE PYyCI10
* b. Bcnegcrene ymeHbLUEHNS NIEMOYHOro KPOBOTOKA

« B. Bcneacteue pasobuieHns Manoro n 6onbLioro Kpyra
KpoBoobpalleHus

« [. Bcneacteue 3akpbiTna OAl npn AyKTyc-3aBUCMMOM F1ErO4HOM
KpoBoOpalLeHumn



CuHapomanbHasa Knaccudukaums
BlNC

« 2. BIC npoaBsnawwmecs npemmyLecTBeHHO cepaeyHouU
HepgocTaTo4yHocTbo (ocTpas CH, 3CH, kapanoreHHbIn LWOK)

« A. Bcrneacteme 06bLEMHON NEPErpy3Km
« bB. BCneacTeue Harpy3kn cConpoTUBIEHNEM
« B. BCrneacTteme nopaxeHust Mmokapaa

« [. Bcnencteue 3akpbitna OAl npun oykTyc-3aBUCMMOM CUCTEMHOM
KpoBOObpaLleHNN

« 3. BINC nposiBnsivowmecs npemmyLiecTBeHHO HapyLleHUAMU
puTMa (NoCTosiHHasA Taxukapaus, nonHas AB 6riokaga, napoKCU3mbl
Taxuvkapgun)



Knaccudumkauma BINC (no Mapaepy)

HapyweHue Bes unaHosa C uMaHosom
reMoauHaMuKK

C OATI1, AMIN, AM>KT1, ABK Komnnekc On3eHunHrepa,

oborawieHnem  aTpUOBEHTPUKYNApHas TMC, obwimnn

Manoro Kpyra KOMMYHUKaLKNA apTepuanbHbI CTBON

C obegHeHnem W3onupoBaHHbIM CTEHO3 NeroyHon bornesHb ®anno,

Manoro Kpyra aptepun (UMCJ1A) atpesund
TpexcTBop4aToro
KrnanaHa

C obegHeHnem U3onmpoBaHHbIN aopTanbHbIN
6onbLoro kpyra cteHo3 (MAC), koapkTauusi aopTbl

bes3 HapyweHusa [HekcTpokapauns, aHomanum

reMogMHaMWKN  MOSIOXKEHUSA O4Yr1 aopThl,
HebonbLon AMXI1 (MbilweyHas
4YacTb)



BlI1C c nepenonHeHmnem manoro Kpyra
KpOBOOOpaLLEeHUS

* [MopokKu ¢ nepenoriHeHUEM Marsrioro Kpyra KposoobpaiyeHus
coctaensaT 0o 80% Bcex BpOXOEHHbIX MOPOKOB cepaua

* /X 00ObeagmHAIOT HanM4ne NaToriorM4YeCcKoro CoOodLWEHNS Mexay
bonbLwMM 1 MarbiM KpYyrom KpoBoobpalleHua 1 (mepBoHaYarsribHO)
cbpoc KpoBU N3 apTepunanbHOro pycra B BEHO3HOE

« [lepenonHeHne npaBbix OTAENOB cepaua BedeT K MOCTENEHHOM nX
rmnepTpodun, B pe3ynsraTte Yero HanpasreHne copoca MOXeT
N3MEHUTLCS Ha NPOTMUBOMONOXHOE

« Bcnencteue aTOro passmBaloTCcs ToTanbHOE Nopa)keHue cepala u
HEeOoCTaTOMHOCTb KpoBOOOpaLLeHus.



BI'1C ¢ obeagHeHneM KpoBOODpalLleHUS

B ocHoBe NOpoKOB ¢ 06eAHeHUEeM Maroro Kpyra KpoBoobopatlieHus
Yallle BCero nNexuT CyXXeHune fierodHon aptepuun. HegoctaTtoyHoe
HacblleHNne BEHO3HOW KPOBU KUCMOPOAOM NPUBOAMUT K NMOCTOAHHOM
MNOKCeEMUN N LMAHO3Y, OTCTaBaHMUIO B pasBUTUN, POPMUPOBAHMNIO
nanbLueB B BUAe «bapabdbaHHbIX nano4yeky.

[Mpn nopokax ¢ obeaHeHMemM 6ONbLIOro Kpyra KpoBooobpalueHus
BbILLE MECTa CY>XXeHUs1 pa3BMBaETCS MMNEPTEH3US, PaCNPOCTPaHAIOLLIAACS
Ha cocyabl rofoBbl, NNEYEBOro nosica, BEpXHMX KoHevyHocTen. Cocyabl
HWXXHEW MOSTIOBUHbLI TENa Nony4yarT Mano Kposu. PassuBaeTcs
XPOHMYECKasi NEBOXENYA04YKOBas HEAOCTATOYHOCTb, YacTo C
HapyLUEHUSAMN MO3roBOro KpoBoobpatleHust nMMbo ¢ KOPOHaPHOW
HEeOOCTaTOYHOCTLIO.



‘pynnbl pyucka (NporHo3)

B nepByto rpynny BXoasiT NOPOKN C OTHOCUTENBHO
BGnaronpusaTHbIM UCXOA0M:

* OTKPbITbIN apTepuarbHbIN NPOTOK

o OMXIT v OMIMN

* Hepe3KO BblpaXeHHbIW CTEHO3 NIErO4YHOW apTepumn

« [JleTckaa cMepTHOCTb He npeBbiaeT B gaHHon rpynne 8-11%

 BTopas rpynna BpoXxaeHHbIX MOPOKOB cepaua:

« HonesHn muMokapga v nepukapaa

* TeTpaga Panno

e CmMmepTHOCTb BO3pacTaeTt B gaHHou rpynne 0o 24 — 30%



‘pynnbl pyucka (NporHo3)

TpeTblo rpynny BpOXAEHHbIX MOPOKOB cepaLa cocTaBnsaoT bonee
CINOXHbIE€ NMOPOKMU:

TpaHCno3nuus MmarmctparnbHbIX COCYO0B

KOapKTauus U CTEHO3 aopThl

aTpesus npaBoro npeacepaHoO-Xenyao4koBoro OTBEpPCTUS
bonesHb QoW TenHa

oOWMN aTPUOBEHTPUKYNSIPHLIA KaHar

OBOMHOE OTXOXOEHMe COCyoB OT NPaBOro Xenyaoyka
CMepTHOCTb AocTuraet B Tpetben rpynne 36 -52%

YeTBepTasn rpynna BpoXaeHHbIX MOPOKOB cepaua gaet Hambornee
BbICOKUMW NPOLIEHT CMePTHOCTU (79 -97%):

rmnonsiasmsa O4HOro 13 XXenyaoykoB
aTpes3ns KnanaHoB C MHTAKTHOW MeX>Kenyago4yKoBOW neperopoakou
eOVUHCTBEHHbIN Xenyao4yek



Knaccundpukauma taxectin
npeHaTasnbHO BbisiBfieHHbIX BlI1C

KaTteropu | Mopdonornyeckmne xapakrepucTUKu NMporHocTuyeckune
XapaKTepUCTUKHU
1 OTCcyTCTBYIOT MW rMNonnasnpoBaHbl KaMepbl cepaua, BINC asnstoTcs HeonepaberbHbIMY,
MarmncrtparlribHble COCyabl UJ1A KilaraHbl, UMEOTCA 06u_w|e HEeNnoOJIHOCTbHO KOppeKTa6eJ'IbeIMI/I nrn
KimanaHbl noanexawmmMum ToJ1IbKO nasirimatuBHbIM
onepaunam
2 Nmetotcsa 4 kamepbl cepaua v 4 KnanaHa, BINC 6e3 koppekunn npuBoasT K
Cd)OpMMpOBaHHbIe C Cepbe3HbIMU ,El,e(beKTaMI/I, BbICOKOM J1ieTalJibHOCTU, HO MOTYyT ObITb
noggaroLimnecda Koppekummn onepupoBaHbl N NMPU 3TOM COXPaHAETCA

ABYX XKelnyao4KoBoe KpOBOO6pa LieHune

3 NmetoTca 4 kamepbl cepaua 1 4 Knanaxa, OTHOCUTENBHO NPOCTLIE MOPOKU, HE
COOPMUPOBAHHBbIE C HE3HAYUTENbHBIMU AedeKkTamMm yrpoXkatoLLme XnsHu

4 3aborneBaHusl, BO3HUKLLNE HA (DOHE aHAaTOMUYECKN MaTonorum ¢ TepaneBTU4ECKUM
HopManbHO cchopMMpPOBaHHOTIO cepaLa nevyeHnemM u\unu HabnwaeHuem.

Onepauuu TonbKo nNpwu
3110Ka4€CTBEHHOM TEYEHMUM
3aboneBaHn4

5 OTKpbIThIN apTepuanbHbli TPOTOK, MEXNpeacepaHoe dusnonornyeckne KOMMyHUKaLumn BO
coobLieHne BHYTpUyTpoOGHOM nepuopae. Mocne



da3bl pazsutua BI1C

dPa3a nepBUYHON apganTauum — opraHm3m pebeHka npucrnocad-
NMNBAETCA K HapyLUEHNAM KpOBOODpaLLEHUS, BbI3BAHHBIM MOPOKOM.
XapakTepHo yBenmyeHne MHTEHCUBHOCTU OYHKLIMOHNPOBAHUS
CTPYKTYP MUokapaa.

[Mpn HEGONBLLUMX HAPYLLEHMAX KIMMHUYECKNE NPOosiBIIEHNS OONe3Hu
MOTYT ObITb Mano BbIPaXXeHbI.

[1pn 3HAYUTENBHLIX HAPYLLEHNAX reMOANHAMUKN NErko pa3BnBaETCS
OeKoMreHcauma. Y geten paHHero Bo3pacra JaXke CpaBHUTENbHO
NPOCTON aHaTOMUYECKNN NOPOK ( OTKPLITbIM apTepuanbHbI NPOTOK,
aeeKkT neperopoaok cepaua) MoXeT NpoTeKaTb OYEHb THXKENO.



da3bl pazsutua BI1C

dPa3a OTHOCUTENBLHOM KOMMEHCaUuuU - HacTyrnaeTt ecnvn OeTn He
nornbatoT B nepByto pasdy, 0bbIYHO 3TO NpomncxoauT nocre 2 -3 net
bonesHn. XapakTepHO HE3HAYUTENBLHOE YNny4lleHne B COCTOAHUN U
pa3BnTUN pebeHka (CyobekTUBHbIE XXanobbl YMEHbLUATCA UNK
ncyesaroT, pebeHoK CTaHOBUTCS 6oree akTUBHbIM, Jy4yLle
NpubaBnsieT B Bece, pexe BO3HMKAOT NPOCTYAHbIE 3aboieBaHus.

Mopdonormndeckn npouecc conpoBoXgaeTcst rmnepTpoduen un
OTHOCUTESIbHO YCTOMYMBOW rmnepdyHKUNEN CTPYKTYp cepaua, Ho B
TO Xe BpeMs NMoCTerneHHOo NpoONUCXoanT pasBuTue HapyLIeHNN
obmMeHa, npuBoasiLLeE K USMEHEHNIO CTPYKTYPbI U perynaumm

cepaua.
OnutenbHOCTb 3TOM dhasdbl MOXET ObITb NOOON.



da3bl pazsutua BI1C

TepMuHanbHaa ctagusa — HacTynaeT npu ncyepnaHum
KOMMEHCATOPHbIX BO3MOXHOCTEN, N3HALLMBaAHUN MUOKapaa u
ncyepnaHnn PerynaTopHbIX MeXaHM3MoB cepaua.

Mopdonornyeckn xapakrepusyeTtcsi pa3BuTUEM AUCTPOPUYECKUX U
nereHepaTuUBHbIX UIBMEHEHUI B CepaeYHON MbILLLIE U Pa3NUYHbIX
opraHax.

Kak npaBuno, Tpetbs cTaanst 6one3Hn 3akaH4nBaeTCsi CMEPTbIO
OOnbLHOrO.



®a3bl pazsutusa BI1C (Mopdonorus)

« @a3a nepBUYHOM aganTauumn — npucrnocodneHne B opraHn3me
pebeHKa K HapyLeHHOW remoanHamunke Bcneacteue BIN1C. XapakTtepHo
yBenuyeHne MHTEHCUBHOCTN (PYHKLUMOHUPOBAHUSA CTPYKTYP MUoKapaa.

e @da3a OTHOCUTENIbHOU KOMMEeHCcaunmn — COrnpoBOXaOaeTCs rmnepTpo-
domen n OTHOCUTESIbHO YCTONYMBOMN rMnepdyHKUMeEN, HO NOCTENEHHO
pa3BmMBaloTCA HapyLleHns obmeHa, NpuBoASLLUNE K UBMEHEHMIO
CTPYKTYpbI U perynauum cepaua.

e TepmumHanbHaa ctagus — MOPJONOrMYeckn U PyHKLMOHAIbHO OTNnYa-
eTCS KapanOCKNepo30oM, U3HaALLMBaAHMEM MUOKapaa N perynsatopHbIX
MexXaHM3MOB cepaLa.



Oowwme npuHuunosl guarHoctukum BI1C

 AHaMmHes3 (reHeTuyeckme 3abonesaHus, BINC y poaCcTBEHHMKOB,
TeYyeHne HacTosIen 6epeMeHHOCTN, BUPYCHbIE NHMEKLINK, NPUEM
MeauKkamMeHToB, 3aboneBaHusa matepu n 1.4.).

e XXanoObI (Nf10Xon anneTnT nnn BANOe cocaHne, ULMaHoa3,
HefocTaTovHas npubasBka Beca).

 dusnkanbHoe obcnenoBaHue:

* OCMOTp

* onpegeneHne nynbcaunn Ha nepudepundecknx cocygax, Al
e aycKynbTaumsa cepaua

* pasMepbl NeYeHn, Hann4ne nepudepruvecKknx oTEKOB



Oowwme npuHuunosl guarHoctukum BI1C

PeHTreHorpacua opraHoB rpyaHOU KNeTku (pasmepbl cepaua,
COCTOSAHME NTIEr0OMHOW reMoguHaMMKN, NaPEHXUMbI JTETKNX).

KT (putm, YacToTa, HanpaereHne 30C, BonbTax 3yoLoB).

Jxokapauorpaduma (onpegeneHne aHaTOMNUYECKNX OCODEHHOCTEN
CTPOEHMA cepaua, HapyLleHne BHyTpUcepae4yHon reMognHaMmmkn).

MPT, KT (cTpoeHune cepaua, nerkmx, opraHoB OPHOLLHOM MOMOCTH, NX
B3aMMHOE pacrosioXXeHue).

KaTeTepusauusa nonocrten cepaua (oOKkoH4YaTeNbHada oueHKa CTPOEHUS
cepaua — no nokasaHusaMm, OLEeHKa NIero4HOro CONpPoOTUBIIEHUS, AaBNEHUs
B KaMepax cepaua 1 marmctparnbHbIX cocyaax, OLEeHKa KOPOHapHOro
KPOBOTOKA, Hannmune naTtonorm4ecknx KOMMyHuKauumn).



[Toka3aHusa ansa reHeTU4YeckKoro
KOHCYNbTUPOBaHUA

« 3agep)xka MHTENMEKTyaribHOro pa3BmnTug
* MHOXeCTBEHHbIE BPOXOEHHbIE aHOMaNK
* Jlnueson gnucmopdunsm

* [lpn nogo3peHnn Ha reHeTn4eckne 3aboneBaHns NP HOpMasibHOM
KapuoTtune (B 3TOM CJly4ae rnokasaHo npoBefeHne unuToreHeTunyec-
KOro nccnegosaHus)

« 3agepxka pocTa, KoTopas He MOXET ObITb 0ObsACHEHA HANUYNEM
BI1C

* PebeHKy 13 cembun, B KOTOPON MMEKOTCA MHOTOYMUCIIEHHbIE BbIKNObILLN
M\nnm cubceobl ¢ BPOXKAEHHBIMWU AedeKkTamu.

« B cnyyae npeHaTtanbHOW AMarHOCTUKM NOpPOKa pa3BUTUS cepala
M\UINN BHYTPEHHUX OPraHoB.



NeuyeHue BIIC

Mpu nogasnsaoLWweM 60MbLUNHCTBE NOPOKOB cepALia nokasaHo
XUpypruyeckoe rneveHue.

e CpOKM (9KCTpPEHHOE, CPOYHOE UMK NI1aHOBOE) N BUA ONEPATUBHOIO
BMeELLIATENbCTBA (paankanbHasa, BcrnoMoraTtenbHast unn remognHa-
MUYECKasi KOppPeKUMS) onpeaenatnTca aHaToMUen nopoka,
COCTOsIHMEM pebeHkKa.

« TepaneBTn4ecKoe rie4eHmne nokasaHo Npu pas3BuUTUN KPUTUYECKOTO
COCTOSAHMSA (ANa cTabunusaunm coctoaHmns pebeHka nepen
ornepaTuBHbIM NOcobnem) n npu cepagevHon HeaOCTaTOYHOCTMN.

e Tepanua ocTpon U XpOHNYECKON cepae4YHOU HeaOCTaTOYHOCTU
He OTNIMYaIOTCA OT TaKOBOM NpPU ApYrux 3aborneBaHUsX.



Kputnyeckue coctosaHusa npu BI1C

Kputnyeckune cocrosaHua npu BIN1C Bo3HMKalOT Hanbornee 4yacto B
nepuog nepexoda OT npeHaTaribHOro K NocTHaTasribHOMY TuUMy
KpoBOoObpaLleHus.

Nx passuTne B Nnepmoae HOBOPOXOAEHHOCTN CBA3AHO C OTCYTCTBUEM
nn cnabomn BbIpaXX€HHOCTbIO KOMMNEHCATOPHbIX peaKkLni
(rmnepTtpoduma Mmmokapaa, konnarteparnbHoe KpoBoobpalleHue).

Ecnu He npoBOAUTCA 3KCTPEHHAs Tepanus Unn ornepaTuBHOE
BMeLLaTENbCTBO, pebeHOK nornbaeT B Te4EHNE HECKOSIbKMX YacoB
Unn gHew.



[MpUYMNHbBLI pa3BUTUA KPUTUYECKUX
coctosaHuu npu BlC

* Pa3BuTne KPUTUYECKNX COCTOSAHUIMA ODYCOBMEHO:
* OCTPbIM AedULUTOM cepae4Horo Bbibpoca

e ObICTPbIM NPOrpeccMpoBaHNEM cepAEYHON HEOOCTAaTOYHOCTH,
KMCNOPOAHbIM ronnogaHNeEM TKaHEU C pa3BUTUEM OEKOMMNEHCHU-
POBaHHOIro Metabonmyeckoro aunao3a u HapyLeHUemM OyHKLUNN
XN3HEHHO BaXXHbIX OPraHoB

* BblpaXXeHHOW apTepuanbHOW rMrokcemMmen (TpaHcnosnums
MarmcTparbHbIX apTeEPUN, aTPe3nNa NErovYHbIX apTepUin)

* NWEMMEN UMK TMMOKCUEN MUOKapaa (aHOManbHOE OTXOXAEHWe
NeBOn KOPOHAPHOW apTepun OT JIero4HON apTepumn, TpaHCNO3nNLNS
MarnmcTpasibHbIX COCy40B)



Tepanus KPUTUYECKNX COCTOSAHUMN
BIMNC

Tepanusa nposognTcs Ha ooOHEe MOHUTOPUPOBAHNA caTypauun,

onpeaeneHns KLLC 1 nakTata KpoBu, BUOXMMUYECKUX NoKasaTenen
KPOBMW.

1. I'pn NOBTOPSAIOLLMXCS arnHO3, OCTPOU cepaevYHON HEQOCTAaTOYHOCTH,
LLIOKE —MHTYOauns. BeHTunsauma no BO3MOXHOCTU NpOBOAUTCA
BO3ayxoM. Bo3amoxxHo gobaBneHune Kucropoga anst 4OCTUXEHUS
catypauumn 75-85%.

2. [Npn unaHo3e NpoBegeHME TMNEPOKCUYECKOro TeCTa: BAbIXaHUE
100% kucnopoga B TeveHmne 10 muHyT. CoxpaHeHne HU3KOro ypoBHSA
caTypaunm roBopuT 0 BbiCOKOMN BepoAaTHOCTM BIC.

3. JleyeHne runoTeH3nn: N30TOHNYECKNU PacTBOp HATpUA xnopuaa,
Ba30MNpeccopbl Mo NokasaHUsM.

4. Oins nogaepxaHus OAll npu AyKTyC 3aBUCUMbIX MOPOKax
(oTkpbITUS OAI) npocTtarnaHgvH E .



[Topoku cepaua npoTteKkatoLime ¢
LUMAHO30M («KCUHUEN)

Mopoku cepaua ¢ npeMmMmyLLecTBEHHO NpaBo-rieBbIM COPOCOM KPOBMU:
coctaBnaT Ao 15% Bcex nopokos cepaua n 1\3 scex kputnvecknx BI1C
1. Mopoku c oboraweHnem Manoro Kpyra KpoBooopatlieHus:
KomMmnnekc OnseHmeHrepa

TpaHcno3numa marmctpanbHbIX COCyd0B

O6wnn apTepuanbHbIA CTBOS

2. Mopoku ¢ obegHeHUEeM Marioro Kpyra KpoBoobpatieHus:
bone3Hb ®anno
ATpesunst TpeXCcTBOPYaTOro KrnanaHa



[Mopoku ceppgua ¢ npenmyLLecTBeHHO npaBo-
rieBbIM COPOCOM KpOBM

OTNNYNTENBHON XapaKTEPUCTUKON MNOPOKOB AaHHOro Tuna ABMNSIETCA
TO, YTO NPU3HaKN LMaHO3a y AeTEN B NpoLiecce pa3BepTbiBaHUA
KINMMHWYECKOWN KapTUHbI NOPOKa NOABNSATCA B pes3ynbraTte
NOBbILLEHNS KONMYECTBa peayumMpoBaHHOro remornoouHa
apTepuaribHOu KpoBW.

LinaHo3 kak BeayLimin npusHak MOXXeT HabnoaaTbCs C pOXAEHUS Unn
NOSIBUTLCS B paHHEM JETCTBE U 3aBUCUT, Kak npaBuio, ot cobpoca
BEHO3HOW KPOBW B apTepuarnbHOe Pycro U OT HeAOCTaTO4YHOro
NMOCTYNNEHUsI KPOBU B MarbiiA KpYr KpoBoobpalleHus.

Linanos npun BIN1C nmeet HekoTopble 0COBEHHOCTN:

Penko nosasnserca cpasy nocrie poxxgeHust (MckrodeHmne — 00oresHb
danno, TMC).

[TepBble NpU3HaKkM cepoBaTo — CUHEN KOXM MOSABAAKOTCA CHa4vana Ha
ONCTarbHbIX OTAENax KOHEYHOCTEN (OCOBEHHO Ha HUXHUX).

LInaHoTH4yecknin oTTEHOK NpUobpeTatoT Npexae BCero noaoLLBbI.
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BI1C c oboraweHmnem manoro Kpyra
KpoBOOOpaLleHnsA

Komnnekc OnseHmeHrepa — apnsgetca ocobbiM BapmnaHTom OMXKIT1
« OBwmn apTepunarbHbIN CTBOJT
« TpaHcno3numa marncTparnbHbIX COCYya0B

« [lpu ero coyetaHum ¢ Apyrmmm nopokamm (KOMNeHCUpyoLLNMn
KOMMYHUKaLUMAMM) OTHOCUTCS K MOPOKaM CMeLLUaHHOro tuna (MoXxet
NMPOUCXOONTb Kak NpPaBO-IeBbI Tak U NEBO-NMpaBbIn COPOC KPOBK)



OTKpbITbIN apTepuanbHbIA NPOTOK

Nckriovas HegoHoLWEeHHbIX aeTen, y kotopbix OAI npucyTcTByET B 20 -
77% (4actoTta obpaTHO NponopumoHarnbHa reCTalMOHHOMY BO3pacTy U BeCy),
OH cocTtaBnseT 5-10% Bcex BI1C.

PeTporpaaHbiy OTTOK KpOBM B AnacTorsny 13 aoptbl B JIA cHuXKaeT
OpraHHbIN KPOBOTOK, NPOBOLMPYET ULLEMUIO, Pa3BUTUNE S3BEHHO —
HeKpoTU4YecKkoro aHTepokonuta, aucdyHkumo LIHC. N36bITOYHBIW NEroYHbIN
KPOBOTOK, Hapsaay ¢ Hu3knm CB npoBoumpyeT passButme pecnmpaTtopHoro
OUCTpecc — cuHgpoma.

Cnenyet noMmHUTb, 4TO OAIl 3To He Tonbko BIIC, HO 1 cnacuTenbHasn
KOMMYHMKaLUUA, nogaepXxueatowas Xn3Hb npm MHOMMX KPUTUYECKUX NMOPOKax
cepaua y HOBOPOXOEHHbLIX OeTeN:

NMOC - yepes OAIT n3 J1A B Ao ocyLeCcTBAAeTCAa CUCTEMHAsA LMPKyNaums,
3aKpbITUE NPOTOKA CMEPTESBHO!

TMA c nHTaKkTHOU Mexokenyno4vkosomn rneperopoakon — OAI, Hapsay ¢ AMIT
— OQMH N3 BaXXHEULLMX NCTOYHUKOB CMeLLUNBaHUA.

Kputnueckumn CA, nepepbIiB oyru aoptbl, oBeHUnNbHbIN TN KA — OAI
OCHOBHOW NUCTOYHUK CUCTEMHOWN LIMPKYNALUN.

ATtpe3us JIA ¢ MHTaKTHOM MexxKkenyaodkoBoun neperopoakomn — OAI
€OWHCTBEHHbIN UCTOYHUK KPOBOTOKA.

TP kpanHaa coopma — OAIl BaXkHENLLNW NCTOYHUK NEFOYHOro KPOBOTOKA.



3aopoBoe cepaue OTKpbITbIW apTepuanbHbii NPOTOK
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OTKpbITbIN apTepuanbHbLIU NPOTOK

 OAIly HegoHOWweHHbIX aeten, nmerowinx Hn3koe J1ICC, OATl
BbI3bIBAET TSXKENYIO Neperpy3ky oobemom neroyHoro pycna n 3CH
n3-3a oobeMHon neperpysku JIK.

 OAIl 6onbLKnX pa3mepoB y AOHOLIEHHbIX AeTeU, MMEKLLMX B
TeyeHune nepBbix 1-2 Heaenb Bbicokoe JICC, noatomy knuHuka 3HK kak
npaBuno He pa3BuBaeTcs. Ho, no mepe cHmxkeHus JICC, pa3BmnBa-eTcs
Tshkenas 3CH. Ecnun pebeHok nepexusaeT npossrneHnss 3CH, To kak
NpaBuUno, 3TO BbI3BaHO POPMUPOBAHMEM ODOCTPYKTUBHOIO
3aborneBaHUs COCyaoB NEerknx K Bo3pacty 6 mecsaueB. bonee peaknmu
OCNOXHEHUAMMN ABNAIOTCA: AyKTanbHaa aHeEBPU3Ma, aHeEBpPU3Ma
aopTbl, aHeBpu3ma J1A, paccrioeHme aopThl.



OTKpbITbIN apTepuanbHbIA NPOTOK

AnekTpokKapauorpadus:

npu Hebornbwom OAl IKI - He nameHeHa

OOnbLUON LWYHT Yepes3 NPOTOK 00yCnoBnNMBaeT NosiBreHne nNpmM3HakoB
rmnepTpodumn NeBoro Xxenyago4dka

* O0ObIYHO PEMMCTPUPYETCS Y3KNN U BbICOKUIM 3ybeL, R B neBbIX rPyaHbIX
oTBegeHnax (V6)

* Y HOBOPOXOEHHbLIX, 0COOEHHO HEQOHOLIEHHbIX, ¢ bonblinm OATT
perncTpupyertcsa nHeepcust 3ybua T v genpeccus cermeHTta ST, 4To
OoTpaXkaeT MWeMMNI0 MMoKapaa NeBoro Xenyao4ka ( H1M3Kas
KopoHapHasi nepdy3usi)



TIIpH 3NeKTP OKAPIHOTIPAPHH B HATATLHEX CTAUAX TEHCHUS OAIL. pemc*:pnpyrom
TPH3HAKH neperpymm JIEROTO TIPEACepIHsS M THIEPTPOPHH ITEBOTO JKEIyJ0TKA. 3
JaNbHEHIIeM K HHM IPHCOSIHHSIOTCS IIPH3HAKH IEPErpysk | mePTPO(bm rpass ;,
OTHEIOB.
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OTKpbITbIN apTepuanbHbIA NPOTOK
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OTKpbITbIN apTepuanbHbIA NPOTOK

JleyeHue:

Y HeOOHOLLEHHbIX OEeTEN UCMOSb3YT KOHCEPBATUBHOE NleYeHne
NHOgoMeTaumMHoMm nnn nbynpodeHom (nepeaga gosa nHgometaumnHa 0,2
MI\Kr, NOBTOpHble 2-3 BBeaeHus B gose 0,1-0,2 Mr\Kr ¢ npomexyTkamu
12-24 yaca. KoHcepBaTuBHOE rieyeHune ycnewHo y 79% HeoOHOLEHHbIX
neten. INpn HeadbPeKTMBHOCTU MeaNKAMEHTO3HOIO fledeHns nokasaHa
cpoyHas nepesaska OAll (Npu COOTBETCTBYIOLWMX YCIOBUAX aCENTUKN
nepessaska unu knunmposaHme OAIT MOXeT BbINOMHATLCA B nanate UT
oTaeneHus). Y OOHOLWEHHbIX AeTEN MeAMKAaMEHTO3HOE fIeYeHMe He
adbdekTnBHo! JleueHne nHgomeTaunHoOM NPOTUBONOKA3aHO Npu: rnunep-
bunmpybnHemMmmnmn, Nno4e4HON HeJoCTaTOMHOCTU, CENCUCE N Koaryro-
naTuax.

Hanuune OATl, Bbi3biBatoLwero KnnHuky 3CH, aBnaeTcs nokasaHMeM K
XUPYPrnyeckomy riedeHuto B Bo3pacte 2 — 3 MecsiLeB.



OTKpbITbIN apTepuanbHbIA NPOTOK

Y 60NbLWMHCTBA NALUNMEHTOB KOHCEPBATUBHOE NEYEHNE U «BbhKMAATENb-
Hasi» TakTUKa MMEET NoSoXnTeNbHbIN 3P deKT. JInwb HebGonbLIOK
NPOUEHT HeOOHOLLUEHHbIX HOBOPOXAEHHbLIX HY>XOAETCHA B XUPYpPruyeckom
3aKpbITUX NPOTOKA.

Xupypruyeckasa KOppeKuus:

Xupypruyeckas nuraums NpoToka OCTaloTCsA CTaHAapTHbIMU B YCTPaAHEHUN
OTKPbITOro apTepuarnbHOro NpoToKa.

Y ctapwunx geteun anga 3akpbitna OAl BO3MOXHO UCMNOb30BaHME
KaTeTepHbIX MeToAMK (MNPOBOSIOYHbIE KaTyLLKK, amnnaruepbl). Octatou-
Hble LUYHTbI NoCre NpUMeHeHNs 3aTUX METOAMNK BCTPeYarTCs 4OBOSIbHO
yacTo (00 21% y rpyaHUYKOB), YTO Bbl3biBAET XPOHUYECKUI reMOnns u
TpebyeT NOBTOPHOro BMeLLaTenbCTBa



OnepaTtmeHoe neveHne OAT




SHAOBACKY NIIPHAS ONEPALUA NO SAKPLITUIO APTEPUANILHOIO NPOTC

Henonb3yerca npu AHaMETpe npoT
Gonee 3 MUANUMETPOB

MPYXHHKA
WHenonb3yerca npu AMaMeTpe NpoToKa Mekee 3 mm



OedeKkT mexnpeancepaHoun
neperopo.qlm (AMXI)

AOMXI — BpoxaeHHasa aHOMarnbHass KOMMYHUKaUUs MeXxay neBbIM U
npaBbIM nNpeacepaveMm.

 YacroTta: 7% cny4yaes cpeau Bcex BIIC.

* 15-30% 300poBbIX AeTen UMEKT HEPYHKLMOHMPYIOLLIEE OBallbHOE OKHO

* peako OMIIIT asnaeTca pesynsratoM reHeTU4Yeckn eTepMUHNPOBAHHOIO
3aboneBaHus

Tunbl gecdeKToB MexnpeacepaHOU Neperopoaku:
e BTOpu4HbIN OMIIM - n3-3a HegOpa3BMTOCTU KrlanaHa B obnacTtu
OBasSIbHOMo AMKMU

* nepBuYyHbIn OMIMN — gedekT pacnonaraetTcs B HWKHEN YacTu
Nepropoakun; ambprosiorndeckn aToT NOpokK BxoanT B CTPYKTypy BINC ¢ ABK,
HO MOXET ObITb U CAMOCTOATENbHbLIM

* AedreKkT KOpOHapPHOro CUHyca pacrnornaraeTca B BEpXHen Yyactu
neperopoaKkn N 4acTo covYeTaeTcs C YaCTUYHbIM aHOMalbHbIM OPEHaXeM
neroyvHbix BeH B I vnu B BI'B

« oblee Npeacepaune — Npu 3ToM NOPoOKe OTCYTCTBYET MexXnpeacepaHas
neperopoaka



HedekTbl MexnpeancepaHou neperopoaku
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OedekT mexckenyao4koBOou neperopoaku
AMXI)

AMXI — BpoXXOeHHbIN NOPOK pa3BUTUA NMEPEropoaKn, B pesynbsraTte 4Yero
dopmMmupyeTcst coodLleHne Mmexay neBbiM U NPaBbIM XENMya04YKOM.

[OedeKkT MOXeT ObITb N30NTMPOBAHHON aHOManuen nnun ABnaeTcs
COCTaBHOM 4YacCTbHO CITIOXKHOIo Nnopoka cepgua (tetpaga ®anno, NonHbIn
OTKPbITbIN aTPUOBEHTPUKYNAPHLIWM KaHamn, TpaHCno3uuusa MarmctparnbHbIX
cocyaoB).

N3onupoBaHHbIM nopok OMXKI1 BcTpeyaeTcs B 2-6%, B 20% siBnsietca
COCTaBHOM 4YacCTb KOMMSIEKCHOrO Nopoka.

[Tocne asyctBopyaToro aoptanbHoro knanaHa — JMXXI1 asnsetca camoun
4acToW BPOXOEHHOMW aHOManueun cepaua.

AMXI asnaetca Hanbonee 4YacTbiM NPOSIBNEHNEM XPOMOCOMHbLIX CUHA-
POMOB.






OedekT Mexkenyao4koBou
neperopoaku AMXI)

PacnonoxeHue aeeKkTtoB MexKeriyao4koBOU NeperopoaKku:

nopJsieroyHble UNu HaarpeodelwkoBblie (MHpYHANOYNAPHbIE)
—(pacnosioXeHbl HUXKe KranaHa fiero4Hom apTepum B OTTOYHOW 30HE
NpaBoro Xenyao4ka); obycrnosreHbl aHOMarimen akToMe3eHXmanLHom
MuUrpaumen TkaHu

MeMOpaHo3HbIe (pacnonoXxeHbl B cybaopTtanbHomn obnacty Bonunsm
cenTarnibHOM CTBOPKMN TPUKYCNMAANbLHOMO KnanaHa); CBs3aHbl C
aHoManuen BHyTpMUcepOAEUYHbIX TOKOB KPOBU

AV — kaHarnbHoOro Tuna (pacnonoXxeHbl B TOW e obnacTtu 4To u
nepnmemMbpaHo3Hble AeeKTY, HO YyTb HUXKE U KNepeaun)

MblILLIEYHbIe (BO3HMKAIOT Ha PaHHMX CTaguax popmMmpoBaHUS
MbILLIEYHOW YaCTN NeperopoaKkm, HacTto ObiBaltOT MHOXECTBEHHbIMU —
«aedeKkT no TNy WeBenyapckoro cobipay); obycrioBieHbl aHoManuemn
rmbenun KneTok



AByxmepHoui DXO-KI' B npoexknun
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HOPOKH cepAaLa (AedeKT MeAIKeTY10MKOBOH

HEPLEropoaAKH )

A 18T e




OedeKkT mexkenyao4koBOU Nneperopoaku
AOAMXI)

ManeHbKue aedekTbl C HeOONbLLWKUM fleBO-NpPaBbIM COPOCOM:

N3-3a Toro, 4To Manble AedeKkTbl co3garoT NpensaTcTBme Ansa cBob6ogHoro
cbpoca KpoBU, Takne aedekTbl Ha3blBaOT PECTPUKTUBHBIMU, OrpaHn4n-
BalOLLIMMU, MPU KOTOPbIX rPaanEHT gaBreHnsa Ha aedekrte npesbiwaeTt 20
MM.PT.CT. [laBrneHne B NpaBoOM Xeflyagoyke OCTaeTcs HopMarsibHbIM, rnnep-
Tpodusa LV oTcyTcTBYET, AecaTtypauum HeT, 06beM NIEro4HOro KpoBOTOKaA
yBenu4yeH HesHauynTenbHo.

CpenHue pgedekTbl C YMepPeHHbIM NOBbILEHUeM CoOCyanucToro
COMNPOTUBIIEHUSA B NErkux:

[1aBneHue B NpaBoOM XXenyagovke He JOCTUraeT CUCTEMHOIO YPOBHS,
cocTtaBnasa 30-60 MM.PT.CT., Tak Kak Ha gedeKkTe UMEETCH rpagueHT
OaBneHus, ogHako o6beM NIEro4HOro KPOBOTOKA MOXET NpeBbILLIAaTh B
1,5-2,5 pa3a 06bemM cnMcTteMHOro KposoTtoka. Onpegenaerca ymepeHHas
avnnartaumoHHas runeptpodusa LV ns-3a neperpysku ero n3dbITOYHbIM
NEero4yHoM KpoBOTOKOM. [lndpdoy3Hasi CnocoOHOCTb NErkux He cTpagaer,
OrpaHn4YeHns Nero4HOro KPOBOTOKA HET, NPaBO-f1eBOro LLUYHTA HET,
NO3TOMY HacCbILWEHWE apTepuanbHON KPOBU HOpMarbHOeE.



OedekT mexckenyaoudkosou neperopoaku OAMXKI)

Bonblwune aedekTbl C CyWeCTBEHHO NMOBbIWEHHLIM (HO 0OpaTUMbIM)
JNlero4yHbIM COCYAUCTbIM CONPOTUBIIEHUEM:

Paamepbl Taknx edeKToB, Kak npasuno, paBHbl UIN NPEBLILLAIOT AUaMETP
KOPHA aopThbl 1 HE CO34al0T CONPOTUBIIEHUS NOTOKY KPoBU. Npn Taknx
bonblunx gedektax oba xenygodka pyHKUMOHUPYIOT Kak eguHasi NosiocTb,
No3TOMY pacnpeneneHne obbema cepaeyvyHoro Bbibpoca Mexay CUCTEM-HbIM
N NerodHbIM pycriom OyaeT 3aBUCETb OT pPasHULbl CONPOTUBIIEHUIA B 3TUX
cocyaax. [loaTtomy, noka y HOBOPOXAEHHOIO pebeHkKa CyulecTBYeT BbICOKas
dom3nonornyeckasa nerodHas runepTeHsus, cbpoc vYepes gedekt dyaer
HEe3HaYUTENbHLIM U KNUHNYECKNE MPOABIIEHNS MOTYT OblTb MUHU-MaArNbHbLIMM.
[Mo mepe noHmxkeHus PVR (B Hopme cooTHoweHne PVR\SVR 3a nepsble 2-3
Heoenu Xn3Hu noHmxaetca ¢ 1:1 go 1:20), conpoBoxaato-Lyerocs
yBENMYEHNEM FIErOYHOIo KPOBOTOKA, HapyLlaeTcs ra3oobMeHHas QyHKUNA
nerkmx, nosisnsaetca knuHuka 3CH. Ha nepsom rogy XXnsHun npu Hanm4mnm
bonbworo VSD PVR ocTaetcs BbICOKMM, HO HUXe cUCTeMHOro. Noatomy ans
TaKNX OETEN XapaKTepHa Bblpa)KeHHad runepBoneMmd fnerkux ¢ neperpyskomn
LV o6bemom, a RV neperpyxaeTcs NoBbILLEHHLIM COCYANC-ThIM
conpoTmBneHnem nerknx Bo Bpems nnada n npu 6ecnokoncTse MOXeT
NOSABNATLCA LIMAHO3 N3-3a BPEMEHHOIO U3MEHEHNS HanpaBlieHUs LWYHTa C
NeBO-NpaBoro Ha npasBo-feBbIN.



OedekT mexckenyaoudkosou neperopoaku OAMXKI)

Bonblwune aedekTbl C CyWeCTBEHHO NMOBbIWEHHLIM (HO 0OpaTUMbIM)
JNlero4yHbIM COCYAUCTbIM CONPOTUBIIEHUEM:

Paamepbl Taknx edeKToB, Kak npasuno, paBHbl UIN NPEBLILLAIOT AUaMETP
KOPHA aopThbl 1 HE CO34al0T CONPOTUBIIEHUS NOTOKY KPoBU. Npn Taknx
bonblunx gedektax oba xenygodka pyHKUMOHUPYIOT Kak eguHasi NosiocTb,
No3TOMY pacnpeneneHne obbema cepaeyvyHoro Bbibpoca Mexay CUCTEM-HbIM
N NerodHbIM pycriom OyaeT 3aBUCETb OT pPasHULbl CONPOTUBIIEHUIA B 3TUX
cocyaax. [loatomy, noka y HOBO-pPOXOEHHOro pebeHka CyulecTByeT BbICOKas
dom3nonornyeckasa nerodHas runepTeHsus, cbpoc vYepes gedekt dyaer
HEe3HaYUTENbHLIM U KNUHNYECKNE MPOABIIEHNS MOTYT OblTb MUHU-MaArNbHbLIMM.
[Mo mepe noHmxkeHus PVR (B Hopme cooTHoweHne PVR\SVR 3a nepsble 2-3
Heoenu Xn3Hu noHmxaetca ¢ 1:1 go 1:20), conpoBoxaato-Lyerocs
yBENMYEHNEM FIErOYHOIo KPOBOTOKA, HapyLlaeTcs ra3oobMeHHas QyHKUNA
nerkmx, nosisnsaetca knuHuka 3CH. Ha nepsom rogy XXnsHun npu Hanm4mnm
bonbworo VSD PVR ocTaetcs BbICOKMM, HO HUXe cUCTeMHOro. Noatomy ans
TaKNX OETEN XapaKTepHa Bblpa)KeHHad runepBoneMmd fnerkux ¢ neperpyskomn
LV o6bemom, a RV neperpyxaeTcs NoBbILLEHHLIM COCYANC-ThIM
conpoTmBneHnem nerknx Bo Bpems nnada n npu 6ecnokoncTse MOXeT
NOSABNATLCA LIMAHO3 N3-3a BPEMEHHOIO U3MEHEHNS HanpaBlieHUs LWYHTa C
NeBO-NpaBoro Ha npasBo-feBbIN.



OedekT mexkenyao4koBOU Neperopoaku
AOAMXKI)

B oTBeT Ha ANUTENbLHO CYLLECTBYHIOLLYIO TMNEPBOSIEMUIO Manoro Kpyra
KpOBOODpaLLEHNS B NEMOYHbLIX COCyaax pasBuBaETCs rmneptpodus
rMagKkoMbILLEYHOro cros, rmnepnsasma MHTUMbl C POPMUPOBaAHUEM B
HUX K rogoBanioMy BO3pacTy OpraHUYeCKNX 0OCTPYKTUBHbLIX
nameHeHnn. C coopmmpoBaHmemM ob6CTPYKTUBHOW NaTonornm B cocyoax
nerknx npekpatlaerca neso-npasbin copoc vyepes VSD. C
NpekpaLleHneM rmnepBoieMmmn nerknmx NnpekpallaeTcss oobemMHas
neperpyska LV, ymeHblUaeTCa MHTEHCUBHOCTL LUyMa Hag gedeKkTomMm,
nosiBnsietca akueHT Il ToHa Hag PA, pebeHok nepectaeT boneTtb
BpoHxMTamMu n NHeBMOHUSAMU. HO, BCe Yalle NossiBNSIETCA LMaHO3 U
TaxmnHo3. K 2-3 rogam nosiBnsieTcss CTOMKNN NpaBo-IieBbIN COpPOC U
KITMHMKA «Nero4YHoro cepaua» (CMHOpOM OnN3eHMeHrepa).



CuMmnToMoKOMMNNeKc dn3eHmMeHrepa

e CuHAapoM AnseHMeHrepa passuBaetcs npu soicokux AMXI1, B
pesyrnberaTte 6bICTPOro NPOrpeccupoBaHns NIErOYHOW rMNEPTEH3UMN,
Korga gasrieHMe B NpaBbix OTAenax cepaua u CUCTEME NEro4Hom
apTepun rnpesBbIlLaeT CUCTEMHOE M BO3HUKAET yxXe obpaTHbI NpaBo
neBbI COPOC KPOBU. ABNAETCA OQHUM U3 CaMbIX TSKENbIX
OCINOXXHEHUN.

« PasButne cMMTOMOKOMMNEKca OMN3eHMeEHrepa CBUOETENbLCTBYET O
HeonepabenbHOCTU NOPOoKa.



TevyeHUe Nero4YHoOu rmnepTeH3Inu

 [unepBonemunyeckas pasa - NPOUCXOQUT NepernosiHeHNe Manoro
Kpyra KpoBoobpalleHns 3a cHeT boriee HU3KOro AaBneHus B NpaBbIX
oTAenax cepaua v fierodHOM apTepuun No cpaBHEHUIO C JNTIEBLIMU.
Bo3HMKaeT HeCcoOTBETCTBME COCYAMUCTOro pycrna obbemy nportekato-
Len Kposu. ['lpn 3HaYNTENBHOM COpPOCE MOXET pa3BMBaTbLCH PaHHAS
cepaeyvyHaa HegoCTaTOMHOCTL YXe B 3Tou dhase.

 CwmMewaHHan ¢pasza — KOMNEHCATOPHLIM CNa3M NeroYHbIX COCyaoB C
NOBbILUEHMEM NIEFOYHOr0 CONPOTUBMNEHUA U AaBNEHUsI B NIErO4YHOMN
aptepuu (pednekc Kutaesa) ansa sawnTbl OT runepsonemmn. B aty
da3y cobpoc kKpoBM 0BLIYHO CHMXKAETCHA, HAYMHAKOT Pa3BUBATLCS
OOCTPYKTMBHbLIE U3MEHEHUS JNTIEMOYHbLIX cOCcyaoB (0ObIYHO nocne 3
ner).

 CknepoTtunyeckasn hpasa — xapakrepmsyeTcs pasButnem Heobpartu-
MbIX U3MEHEHWNW B COCyadax Nerknx us-3a AfnTenbHOro cnasma u
rmunepsosieMun. PasBnBaetca HeobpaTmasi fierovHasi rmnepTeH3us.
MoXxeT MeHATLCSA HanpaereHne cbpoca KPoBU Ha NpaBoO-NeBOE,
nosiBNSETCs unaHo3s. B aTy ctaanto pasBmBaeTca XpOHMUYeCKas
cepgeyHasi HegoCTaToO4YHOCTb.



CuMTOKOMNIEKC An3eHMeHrepa

* KnnHnyeckn cambiM paHHUM MPU3HaAKOM SBMAETCA LMaHOo3 ryb, LLeK,
nanbues. BHa4ane oTTeHOK ManuHoOBLIN, 3aTeM Nepexoasimn B
CUHWUN, a 3aTeM PUOSETOBLIW.

« [losaABnATCA M3MEHEeHUs1 AncTanbHbIX danaHr B Buae «bapabaHHbIX
nanoyeky.

« XapakTepHO HapacTaHue oAbILLKMN U orpaHn4yeHne pmanyeckoun
aKTUBHOCTU. MoryT oTMe4yaTbCs HOCOBbIE KPOBOTEYEHMUA.

* AycKkynbTaTtuBHO — ycuneHue akueHTta |l ToHa Ha nero4Hou aptepum,
ocnabneHue wyma. lNpun ayckynsraumm Nerknx MoryT BbICIyLLINBATbLCS
3aCTOMHbIE MenKony3blpyaTbie XPUnbil.

« CumMnTOMbI HEQOCTATOMHOCTN KpoBoobpalleHusa |l — Il ctenenu nerko
pa3BMBalOTCA YXKe B nepBomn dhase.



IInarHocTuka

* Rg:

* YCWUJIEHME COCYOUCTOro PUCYHKa JIerkmx

* TeHb JIEr0OYHOM apTepmKN yBenunmyeHa, npnsHakm BEHO3HOro 3acTos

* pasmMmepbl cepaua MoryT ObiTb YBEMNUYEHLI 3a CHET 0OOUX XKENya04KOoB

e OKI:

* NpU3HaKM Neperpyskm u rmnepTpodmmn obounx Kenyagovkos C
NnogABNeHneM JOMUHUPOBAHUA NPaBOro

* uHorga — 3amennieHne AB — npoBefeHns no xenygovkam



IInarHocTuka

- IXO KT

* yBENIMYEHME KOHEYHOIO CUCTONUYECKOrO U AMacTONTIMYECKOrO
06bEMOB NPUHOCSILLIENO U BbIHOCSILLErO OTAENa NpaBoro Xenyaouka.
YMEHbLUEHNE pa3MepoB NEBOrO Xenyaodka (nponopumoHarnbHoO
CHUXEHNIO MUHYTHOIro obbema)

* nponabupoBaHne CTBOPOK KianaHa fiero4Hon apTepun,
Bblpa)keHHast TPUKYCnuaanbHas 1 neroyHas peryprutaums
BCNeACTBME FEroYHON rmnepTeH3nm



Evolution of Eisenmenger Syndrome

ASD, VSD, or complex Over time, PVR T PVYR Ts: shunt reverses:

defect T Qp and/or PAp, resulting in R-to-L - Eisenmenger
with L-to-R shunting bi-directional flow syndrome: T cyanotic



Normal heart Eisenmenger syndrome

Increased
blood flow
to lungs

o

septal defect

CuHAPOM JN3EHMEHIepa OTNUYaercn or rerpank Panno orcyrcramem
crenosa J1A
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TpaHcno3numa MmaructTpanbHbIX
cocypoB (TMC)

e TpaHcno3uuus MarucTpanbHbIX COCYAO0B — BPOXOEHHbIN NOPOK

NPV KOTOPOM UMEIOTCS ABa MOJTHOCTbIO Pa300LLEHHbIX Kpyra KpoBo-
obpalleHust: aopTa OTXOAUT OT NPaBOro Xenyao4dka, a nerovyHas
apTepus oT NeBoro.

bes3 gononHuTenbHbIX KOMMYHUKauun (nepcuctmpyrowwmnim OAIT,
OMI, AMXKIT) oetn He XKN3HECNOCOOHHbI.

Yactota 12-20 %

Ualle BCcTpevaeTca y Manbs4mKoB



TpaHCNO3ULUMA KPYNHbIX COCYAOB.

PacnonoxkeHue BHYTPUCEPAS4HbIX MNoanasa TpaHcno3nymA
CTPYKTYP B HOpME. MarMcrpanbHbiX COCYA0B.







TpaHcno3numMa MmarucTpanbHbIX COCyAOB
(TMC)

e TMA B 40 — 50% He umeet OMXKI1 (npoctasa TMC)

B 25% covetaetca ¢ AMXI1

B 25% covetaetca c AMXI1 + CJ1A

« B10% c KAunTllOA

« c obcTpykumnen soixoga B JIXK B 5 — 19%

* C aHOManbHbIM OTXOXAEHUEM KOPOHapHbIX apTepuin B 33%
e AHaTOMMA U pu3nonorua cepaua:

« Aoprta pacnonoxeHa knepeau ot JIA n otxogut ot 'K, BbIHOCA
O0EeO0KCUreHMPOBaHHYIO KPOBbL B CUCTEMHOE pycro. JlerodHas
aptepua (JIA) pacnonoxeHa nosagu aopTtbl, oTXoauT OT JIXK 1
HeCceT OKCUreHUPOBaHHYIO KPOBb B JIErO4HOE PYCIlo.






TMC (remoanHamMmumKa u KnMHUYecKue
NPosBNEeHUS

B nepunoae BHYTPpMYyTPOOHOIro pasBuTuUsa Marblin Kpyr He
NPUHUMAET y4acTua B KpoBoobpalueHnn, noatomy TMC He Bnunsiet
Ha HOpMarnbHOe pa3BuUTUE nnoaa.

* [locne poxgeHusa nogaepxaHue XusHu y getem ¢ TMC BO3MOXKHO
TOJSIbKO NPU HalnMMyun LUYHTOB CO34atoLLnX MEXUUPKYNATOPHOE
cMewmBaHue. TakmuMmmn yyactkamn ansi CMelmnBaHns MoryT ObiTb:

e BHyTpucocygmctblie KOMMYHUKaLUM:
« OBanbHOE OKHO

« [OMIMN

o IOMXIT

 BHecepae4YHble KOMMYHUKaLUMN:

« OAIl

* AOpTO — nerovHble Konnatepanu



TMC (remoanHaMuKa U KNMHUYECKne
NposiBNeHus

Cpasy nocne poxageHus JIXK Hepeako nmeeTt MmeHbLluMe pasmepbl Yem DK
N3-3a HeJorpy>XeHHoCTn o6bemMom. Bo BHYTpMYyTPOOGHOM COCTOSIHUM U A0
KoppeKunmn nopoka cucteMHbiM saendetcs XK. [Noka cylwecTtsyet
domsunonormndeckasa nerovHasa runepteHsus (1.5 — 2.5 Hegenu nocne
poxaeHus) JIXK nmeet nocTtHarpysky cpaBHUMYKO ¢ cuctemHbiM K. B
bonee no3gHMe CPOKU OT POXKAEHUS N NO MEPE CHUXKEHUSA NErOYHOro
COCYOUCTOro COMnMpoTMBIIEHNA «TpeHnpoBaHHOCTb» JIK yxyawaetcs. OH
CTaHOBUTCS BCE MEHEeE CNOCOBHbIM B3ATb Ha cebs1 PYHKLNIO CUCTEMHOIO
XXenyno4ka nocrie aprepuanbHOro nepeknioveHus.

C 3akpbiTem OAI1 B 1-2 cyTkM nocne poXXAaeHus U Npu Hanmyum
PECTPUKTUBHOIO MeXnpeacepaHoro coobLleHns, pa3smBaeTcs
kpuTndeckas runokcemust Sa0,, < 40%, runepkanHms 1 CMeLLaHHbIV
aungos.



TMC (remoaMHaMuKa n KnUHN4YeCKune
nposiBrieHus

* KnuHuyeckne nposiBrieHnst pasBnBatoTCs cpasy nocrie poXxaeHus.
Onpegensowmnm pakTopom SABNSETCA CTeNEeHb CMELLMBaHUS
apTepuanbHon n BeHO3HOW KpoBW. [Npn cBoboaHOM cMeLmBaHnum cbpoc
KPOBM UMEET NEPEMEHHOE HanpaBneHue, YTo n obecneymsaet
BO3MOXHOCTb ra3oo0bMeHa.

« C poXaeHus COCTOSAHUE TSXKenoe, OTMeYalTCs oblLlKa, LMaHo3.

* [lpn ecTeCTBEHHOM TEYEHUN NMOPOKa OTMEYATCS TPYAHOCTU CO
BCKapMnuBaHMeM pebeHka 1 nporpeccupytoLas rmnotpodus.

« XapakTepHbl MOBTOPHbIE MHEBMOHUM.



TMC (remoauHaMuKa U KNTMHUYECKue
nposiBrieHns)

Kak npaBuno yxe Ha BTOPOM MECSLIE XU3HN pa3BUBaOTCHA AUCTPO-
duyeckme mM3MeHeHus B cepile 1 cepaedyHas Hea4oCTaTOYHOCTb C
NosiBNIeHNeM Taxukapamm, NOCTOSAHHOW OAbILLKW, renatomeranum u
3aCTOS B NErkux.

BbICTpO pa3BuBaeTca nerovHas runepTeH3uns.

[lepKyTOPHO MOXXHO OTMETUTb PacCLUMPEHNE rpaHunL, cepala B
NONepeYHnKe n pexe BBEPX.

Al cHMXeHo.

AyckyrnsTaTuBHas KapTuHa HE UMEET XapaKTepHbIX YepT 1 onpeae-
naetca KomneHcmpyowmmMmmn kKommyHukaumammn: npu OAT n OMIT
LLYM MOXeT oTcytcTBoBaTtb, npv AMXKIT wym B Il n 1Y mexpebepbe
cnesa OT rpyauHbl, NPU JIErO4HOW rmnepTeH3nmn — akueHT |l ToHa.



TMC (KnuHU4YecKne nposBreHus)

* [lpwn pe3kon rmnoKcCeMmnn MoryT pas3BmBaTbCA rMnoOKCeEMUYECKne
NPUCTYNbI: BHE3AMHO NOSABAITCA OECMOKOMUCTBO, BO30YXOEHME,
HapacTaloT odblllKa U LMaHo3, BO3MOXHA NOTEPsi CO3HAHUS
(0bMOpOoK, cyaoporu, anHoa).

* [lpuctynbl npogommkarTca OT HeCKoNbknx MMHYT 0o 10 -12 yacos.

* Y petenn ¢ TMC oHUM NpoTEKaOT O4EHDb TSXKESO.



T

MC (auarHocTuka)
Rg:
YyCUIIEHME COCYOQMNCTOro PUCYHKA MOXET ObITb HOPMaribHbLIM MpPw

HebonbLUNX pasmepax KOMMYHUKaLMA 1 06egHEHHbBIM NpW
COMYTCTBYIOLLEM CTEHO3€e NEero4yHon aptTepum

yBenuyeHne pasmMepoB cepaua, KoTopoe MMeeT popMy «aunua,
nexauiero Ha 6oKy»

COCYOUCTbIM NYYOK Kak NpaBusio Y3KUN B nepeaHe3agHen npoekumnm
N paclumpeH B 6OKOBOM

IKI:

npu nonHon TMC — npusHakn runepTpodunmn npasbiX OTAENOB
cepaua, ogHako OHM He crneuudunyHbl; YacTo oTknoHeHne 30C
BNEBO; K XapaKkTEPHbLIM NMpuU3HakamM OTHOCUTCHA HEMOMHas Unu
nonHasa AB — bnokapga, Habntogaemasa y 70% 60nbHbIX






TMC (anarHocTtuka)

e JnekTpokapauorpadus

e [OMarHOCTUKa OCHOBaHa Ha UaeHTUdUKaLMN KenyaoyKoB U
MarmcTpanbHbIX COCYAOB, ONpeaeneHnn nx NPOCTPaHCTBEHHOTIO
B3aMMOPACIONOXEHUS N OTHOLLEHUS K XKernyaoykam

* YTOYHSIOTCS CONYTCTBYIOLLIME MOPOKM cepaLa

* Ha COBpPeMEeHHOM 3Tarne JaHHoe nccriegoBaHue siBAAeTcs OgHUM U3
Hanbonee MHPOPMaTUBHbIX

e 3oHAOMpoOBaHUeE NONIOCTEN cepaua ¢ aHruonynosmMmoHorpadumen
* TOYHbIW, HO MHBA3MBHbLIN METO[

* MO3BOMSAET NOATBEPAUTL UMN YTOUHUTL AMarHo3, a Npu onepabdenb-
HOCTW pebeHKa elle U npeaBapuTenbHO onpeaenuTb 06bLEM
NPEeacTOALErO XMPYPrmyeckoro nevyeHus

e CneumanbHass KoMnbloTepHasa Tomorpadus

* MO3BOMSET CO30aTb C MOMOLLbI KOMMbIOTEPHbLIX NPOrpamMmm Tpex-
MEPHYI0 PEKOHCTPYKLMIO cepaLa U MarmcTparnbHbIX COCY0B



TMC (npeponepaunoOHHOEe nevyeHue)

« 1. ObecneveHne cocyancToro pycna.

2. Nndbysna Pg E1 B pose 0,05 -0,02 MKHKr\MmH packpbiBaeT
apTepuanbHbIi NPOTOK, YBENUYMBAET 00OBbEM NIEMOYHOIO KPOBOTOKA,
npuToK K J1lN, o06bem wyHTa cneBa — HanNpaBo Ha MeXnpeacepaHom
coobuieHnm, ysennymeaeT Sa0, >65% (4acto fo 75-80%).

« 3. B otcytctBun agpdpekta ot Pg E1 1 npn Hann4imum pecTpmKkTUBHOIO
MeXnpeacepaHoro coobleHmna HeobxoanmMo CPOYHO BbIMOSTHUTD
npouenypy PawknHga (6anoHHYO aTpMocenTOCTOMMIO).

* 4. Hannune noboro n3 npru3HaKos: SaO2 < 60%, Hann4me aungo3a,
HapyLleHMe CUCTEMHOM LMpKynaumn, Tpebyet nepesoga Ha VBJ1.
Cepauusi, Mmopernakcauusi CHuxatoT notpebneHue kucnopoaa u
yrny4dwarT COOTHOLLEHNE OOCTaBKM U NOTPebneHna kucnopoaa.
KynuposaHue aungosa cHmxkaet JICC, ysennunaet 00beM NEro4HOro
KPOBOTOKA W yryJllaeT CMeLLnBaHUE.

5. B pegkmx kputnyeckux cutyaumax moxet notpedosatsca SKMO.



BeneHue aHectesun npn TMC

1. NopaepaHue Ycc, KOHTPaAKTUNBHOCTU U NpeaHarpy3kn, YToobl
obecneynTb OOCTaTOYHbIN CEPOAEYHbIN BbIOPOC.

« 2. IHdpy3ua Pg E1 ana nogaoepxaHnsa oTkpbiTbiM Al y oyKTanbHO
3aBUCUMbIX NMaLMEHTOB.

» 3. M3beraTb | pe3sncTeHTHOCTH NnerovHbix cocyaos (PVR), 4Tobbl He
YXYOLWNTb NEroO4YHON KPOBOTOK, CHUXKEHME KOTOPOro NpuUBEOET K
YXYALLEHMIO CMeLLBaHNS 1 CHUXeHuto Sa0,,.

4. He cneayet gonyckatb | obLiero cocyamcToro conpoTmBneHus
(SVR) no otHoweHuto k PVR, Tak kak aTto npmBegeT K | peuupkyns-
i CUCTEMHOW BEHO3HOMN KPOBM 1 NMOHU3NT Sa0.,,.

« 5. He ponyckaTb pa3suTus runepkanHnum n aungosa (MpuBoauT K
PVR, NOHWMXEHUIO KOHTPAKTUIBbHOCTH, 1 Sa0.,,

!



TMC (neyenue)

TMC — abconoTHOe nokasaHue K onepaTUBHOMY fie4eHuio!
MO BO3MOXXHOCTWN OHO [OSMKHO NPOBOAUTLCA KakK MOXHO paHbLUe

npu codetaHnn ¢ MXI1 B nepsble 1-2 mecsubl Xu3Hu (6e3 JMXKIT
Ha NepBON HeOENE XXN3HW)

NMannuaTtuBHbIE onepauunn.

KaTeTepusauunsa cepaua y HOBOPOXKAEHHbIX, 0COOEHHO HaXOAALLIMXCS
B KPUTUYECKOM COCTOSIHMM, NS NPOBeaeHNs «3aKpbITOMy» OanfioHHON
aTpnocenTocToMUn No PalkuHay

OTKPbITad atTpnocenToCToMus

PagukanbHasa KoppeKuua HarnpasrieHa Ha UcnpasrieHMe HapyLlleH-
HOM reMoAHaMUKN U YCTPaHEHUIO CONYTCTBYOLWMX NOPOKOB cepaua
(TN onepaunn 3aBUCUT OT BapuUaHTOB MOpoKa)



TMC (nporHo3s)

NMporHo3 HeGnaronpUATHLIU

* NpPW ecTEeCTBEHHOM TeuyeHun nopoka 89% peten nornbaet B Te4eHne
3 — 6 mecsLueB

* B nepsble Hegenn — 00 30% OonbHbIX
« B nepBble 3 mecsua — 70%

* B Te4dyeHune 6 mecsaueB — 75%

k1 rogy—90%



Oowuun aptepuanbHbiu ctBon (OAC)

« OAC — nopokK , Npyn KOTOPOM OT OCHOBaHWUS cepaua oTXoaUT OOUH
KPYMNHbIW cocyA C MOSynyHHbIMU KIlanaHamMmu, nog KnanaHamu
pacnonaraeTca KpynHbl 4edeKT MeXKenyao4koBon neperopoaku.

« fBngaetcs pegkum nopokom. YactoTta okono 5%.

e [eMogmMHaMM4YeCKM XxapakTEPHO pa3BUTME rMNEepPBOsIEMMM Marioro
Kpyra ¢ ObICTpbIM pa3BUTUEM U MPOrPECCUPOBAHNEM JTETOYHOWN
rMNepPTEH3UMN.



Oowun Hopma
apTepuaribHbIU CTBOJT




OOLLKMIN apTepmanbHbIn CTBOI

« TMopok cepaua, npu KOTOPOM OT
OCHOBaHUs cepaLa 0TXOAMUT OJWH COocyA,
oBecneynBaroLLnii CUCTEMHOE, NEroYHoe
U KOpPOHapHOEe KpoBooGpaLleHue

AopTanbHbli U NEroYHbIN KrnanaHbl
cchopmMmupoBaHbl pasgernbHo, HO
o6beanHeHbl B 06LWMN knanaH

« YacTtoTta cpegu Bcex BINC 1,1%
Cpeaun kputuyecknx nopokos 3%

- JIA OTXO4AT OT KOPOTKOro

neroYyHoro cTeona
- JIA oTXo4AT pa3genibHo OT 3a4HEeN CTEHKU
cTBona
OpHa unu oBe J1A oTxoaAaT oT DOKOBbIX
CTEHOK CTBONa




TeyeHue nero4yHoOU runepTeH3Inumn

OOwWwme NpUHLUUNLI AN BCeX NOPOKOB C oboralieHnem manoro
Kpyra:

fMnepBonemunyeckan pasa — npomcxoamT nepernosiHeHNne Manoro Kpyra
KpoBOODpaLLeHns 3a cHeT boree HM3KOro AaBreHUs B NpaBbix oTaenax
cepAua u fierodHon apTepuu no cpaBHEHUIO C fieBbIMU. Bo3HUMKaeT
HEeCOOTBETCTBME COCYAMUCTOro pycna obbemy npotekatowen kposu. Npu
3Ha4YNTENBHOM COpPOCE MOXKET Pa3BUTLCA PaHHAS cepaeyvHasi HedocTa-
TOYHOCTbL YK€ B 3TOU hase.

CmewaHHas ¢pasa — KoMneHcaTopHbIN CnasMm ferovHbIX COCyaoB C NOBbI-
LLIEHWEM JIero4HOro ConpoTUBIIEHUS N OABIIEHNA B JIETOYHOW apTepun
(pedonekc Kutaesa) ans 3awnTbl OT runepsonemun. B aTy dasy cbpoc
KPOBW OOLIYHO CHUXKAETCH, Ha4YMHaKOT pa3BUBaTbCS OOCTPYKTUBHbLIE N3ME-
HEHNS NeroYHbIX cocyaoB (0ObIYHO nocre 3 fneT).

Cknepotuyeckasn asa — xapakrepusyeTcsi pa3sBuTMeM HeOOpaTUMbIX
N3MEHEHUIN B cocydax JIErkMx n3-3a AnuTeribHoro cnasma u runep-
BorieMun. PasBnBaetca HeobpaTmasi fieroyHasi rmnepTeH3us.



OAC (KnnHu4veckue nposiBreHus)

B rpyaHom Bo3pacTte — 3aTpyaHEeHUs nNpu rpyaHoOM BCKapMIIMBaHUU,
ofbllKa, Kawerb, YacTble NPOoCTyaHble 3aboneBaHus, nepexogdwme B
NMHEBMOHMUIO, Nporpeccupyrowias rmnotpodus (Yaiwle no Tuny rmnocTa-
TYpbl), BANOCTb, CNaboCcTb, yTOMIAEMOCTb.

C paHHero Bo3pacTta B CBA3M CO CMELUMBaHNEM apTepuanbHON N BEHO3-
HOW KPOBM HabNogaeTcsa LMaHo3s.

XapakTepHO bbICTpOe pa3BuUTUE CepaedHON HEQOCTAaTOMHOCTH (Oonori-
HUTENLHO NPUCOEAUHAKTCA Taxukapausd, 3acCTOUHbIE ABITIEHUA B OOMbLUOM
N ManoMm Kpyre KpoBoobpalleHus).

NManbnauua: BepxyLwedHbl TONYOK - PasfnmMToOn, YCUNEHHbIU, CMeLLEH
BIiIEBO U KHM3Y. [1pn neperpyske npaBoro xenyagovka — anuractpasibHaga
nynbcauyna. CHMUXKEHME CUCTONNYECKOro apTepuarbHOro gaBneHus,
anacTtonuyeckoe — B npegernax HopMmbl.

MepKyTOpPHO: rpaHuLbl cepala paclumpeHbl B 06e CTOPOHbI.

AyckynbraTtuBHO: || TOH Ha J1A ycuneH, HO He paculenseH, cucTonmyec-
KWW NPOAOIMKUTENBbHLIN rPyObIv LWYM Ha BCeN cepaedHon obnacTblo,
npoBoaALMnNCA Ha cnuHy. [Npu ayckynstayum nerkmx MoryT BblCnyLiMBaTb-
CH 3aCTOMHblE MENKOMNy3blpyaTble XPUrbl.



OAC (anarHocTuka)
Rg:
3Ha4YUTESIbHOE yCUneHmne cocyamncTtoro puCyHKa nerkmx
TEHb cepAua paclumpeHa 3a cHeT 060MX XKenyao4yKkoB
T€Hb COCYOMCTOro ny4yka unm y3kasa unm 3Ha4ynmTenbHO paclumpeHa
4YaCTO — NpaBopacnonoXeHHad gyra aopTthl

IKI:

nonoxeHne 30C HopmarnbHOE, NPMU3HaKK Neperpys3kn npaBoro
npeacepanst n NpaBoro Xenyaodka nnn obonx Xenyagovykos

IAXO — KI': B HacTosILWee BpeMsA — OCHOBHON MeTo4 ANAarHOCTUKM:

onpenendercs WMPOKUN MarncTpanbHbIM cocya, NepecekaoLwmin
(«BEPXOM CUASALLNNY ) MEXKENYOOYKOBYHO NMEPEropoaKy C BbICOKUM
OMXKIT; He Bn3yanmnanpyeTtca BbIBOOHOW OTAEN NPaBoro Xenyao4dka u
KrnanaH fiero4yHoOn apTepumn, MOXHO YTOYHUTL MECTO OTXOXOEHUS BETBEU
neroYHou apTepumn

OnddepeHUnanbHbIU AUarHo3s:
LedeKkT mexokenygo4ykoBOW Neperopoaku
TpaHCNO3nUNS MarmcTparnbHbIX COCy40B



OO0mui apreprajbHbIA CTBOJI

Rtg rpynHou KJIeTKH

7 O0bIYHO YMepeHHAas!
KapIHOMer aJIusi

1 1 Jlerounpiii COCYIUCTBIN
$ucymm H3-3a
JIETOYHOT0 KPOBOTOKA

' 30% uMerT npaBylo Ayry
A0PThI




OO0 aprepuaAsbHBIN CTBOA

Yacrora: 1:10 000 B cTpykrype BIC - 2-4%

NMporuoa:
NeranbHoctb: 80-90%
BbKMBaeMocCTb: Nocne onepaunm (MckyccrTeeHHbIA CTBON nerouHon aprepun) Ao 5 ner -85%

AopTtonynbMOHanbHbIN AopronynbMOHanbHbIN AopTronynbMOHarnbHbIN
crBon crBon B pexume LIOK CTBOIN: B UEHTpe aopra,
(cocya-«Hae3gHuK») narepanbHO OTXOOAT

BETBM NerovyHon
aprepum










OAC (nporHo3s)

lNporHo3 3aboneBaHusA 6e3 nevyeHUa HebGnaronpuUATHLIN:

65% geten c obLWmMmM apTepuarbHbIM CTBOSIOM NOrmMbatoT B TEYEHME
nepBbIX 6 MecsaueB XN3HN, 75% Ha NepBOM roaly XU3HU

onepaTuBHOE nedyeHune truncus arteriosis 3aBUMCUT OT aHATOMUYECKUX
ocobeHHOoCcTEN

ero Heo6XxoaAMMO NPOBECTU MaKCMMarbHO GbICTPO MOCIE BbIABNEHUS
NopokKa

BOonbHbIX, AOCTUTLLINX BCErO NULLb ABYX — TPEXIETHErO BO3pacTa,
OonepupoBaThb CIOXHO



BI1C ¢ o6eaHeHnem manoro Kpyra
KpoBOOOpaLleHUsA

bone3Hb ®anno (Tpuapa, TeTpaaa, neHTtaga)

Tpunaga ®anno — KnanaHHbIW CTEHO3 nerodHown aptepuun, OMIM,
rmnepTpodma rnpaBoro Xxenyno4ka

Tetpaga ®anno — MHYHOANOYNAPHLIN CTEHO3 NIETOYHON apTepum,
Bbicokun OMXKT1, TpaHcnoanumsa aopTel BNpaBo («BEPXOM cuasiLas
aopTay), rmnepTpodusa npaBoro xenygo4ka

NeHTapa Panno - HPYHaANOYNAPHbLIN CTEHO3 NIETOYHOW apTepPUH,
OMIT, Beicokun [MXKI1, TpaHcno3uums aopTel BpaBo, rmrnepTpo-
donsa npaBoro Xenyaoudka

ATpe3us TpexcTBopyaToro KnanaHa

Bone3Hb J0WITEeNHa



bone3Hb Panno

3TO OAMH U3 CaMbIX YaCTbIX NOPOKOB, MPOTEeKaLWMUX C LUAHO30M.
Hanbonee pacnpoctpaHeHHou chopmon aBnsaetTca TeTpaga Panno
CTEHO3 JIEro4HOU apTepun

Bbicokun JMXIT1

TpaHCno3nuus aopTbl BNPaBo

rmnepTpodunst NpaBoro Xenyao4ka

YactoTta coctaBnser 11 —13% cpeaun Bcex BINC u 4% cpean
Kputndeckux BI1C

Mopdonorus:

1. AedeKT MexcKernyoo4KoBom rneperopogkn (HEPECTPUKTUBHLIN)
2. OOCTPYKUMSA BbIXOLHOrO TpakTa NpaBoro Xenygoyka:
noakranaHHas, KnanaHHas, HagknanaHHas

3. AeKcTpano3nymsa aopThbl

4. rmneptpodmsa NpaBoro Xenyaodka

U3mMeHeHUna KoppenupyroT Mexay cteneHbr oocTpykummn BOMXK n
pa3mepom\aHatomuen J1A



3noposoe cepaue Cepaue ¢ Tetpagon ®anno

CreHo3 knanaHa

[exkcTpanoauums
JIETQYHON apTepnn a0pThl
HedekT
MEMOKENYA0MKOBOM
NePeropoaKn
[vnepTpodus

NPaBoro Xenyno4yka




[emoguHamMuka npu Tetpage Panno

« HapylweHns remogMHamMukn AeTepMUHUPOBaHbI CTEMNEHbIO CTEHO3a
NIeroyHoun apTepum nnu nHhyHambynspHoro otaena npaBoro
Xenyaouka.

* [lpn ymepeHHOM CTEHO3€e NIEro4HOM apTepun BO3SMOXEH TOK KPOBMU
N3 NEBOro Xenyaoudka B npasbin («bnegHas» nnun aumaHoTu4YHas
TeTpaga ®anno).

* [lpwn Bblpa)XeHHOM CTEHO3€e nerodHon aptepun n 6onswiom OMXKIT
3HauyMTeNnbHas 4YacTb BEHO3HOW KPOBWU M3 NPABOro Xerygoyka vyepes
OMXXT1 1 cmelleHHY0 BNpaBo aopTy nonagaeT B 00MbLION Kpyr
KpoBOODpaLlEeHMS.

« BenunuuHa aptepuanbHoi caTypaunmn ABNSETCs NPSIMbIM OTPaXXeHN-
eM BeIiMYMHbI NIErOYHOro KPOBOTOKA.



HopmMmanbHoe cepaue Terpapa ®ann

JlerouyHas apTepus YCUneHHbIn
BEpXYLWeYHbIi
TONYOK

ApTepunanbHas KpoBb

MNpaeoe
npeacepave



Terpaga ®anno

© AedexT Mexokenys. Neperopoaky |

@ creHo3 nerouHoi aprepmm ,'

€ runeprpodun npae. xenygouka /

) aexcrpanoanyus aoprbi |
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TeTpapa Panno (KNMHUKa)

XKano6bbl U aHamMHes3:
OETN Kak NpaBuno poxaarTca JOHOLWEHHbIMK, 6e3 npu3HakoB 3BYP

nocne poXKaeHUs KNMHUYECKne NPosiBNeHnst pa3BmMBaloTCA TEM paHblue,
4yem Oonee BblpaXkeHbl CTEHO3 KlanaHa Nero4Hon apTepum 1
TpPaHCMNo3unLMs aopThl

XapakTepHbl oAbllLKa, LMaHo3 co 2 — 3 MecsiLa XXU3HW, 3aTpyaHEHNS Npu
BCKapMIMBaHnK (M3-3a OAbILLKK), MPOrPEeCcCUMpPYIOT MPU3HaKK rmnoTpodum

OcmoTp
aedpopmaunm rpygHomn KNeTkn He XxapakTepHbl

K OCODEHHOCTSIM «CMHNX» MOPOKOB, COYETAIOLLNXCS C CYXKEHMEM
Nnero4yHom apTepum (npexae Bcero tetpaabl danno), Kpome ToTanbHOro
LiInaHO3a OTHOCAT U3NONEHHY0 NO3y OTAbIXa HA KOPTOYKax U OAbILLEYHO
— LNAHO — TUYeckme (MMnoKcCeMmMYecKkne) NpUCTynbl, CBSA3aHHbIE CO
CMacTUYECKNUM CY>XEHNEM BbIHOCSILLIErO TPaKTa NpaBoro »eryaodka.



TeTpapa Panno (KnNMHUKa)

e XapaKTepHo noHwmxeHHoe ALl n nynbcoBoe AaBrieHne

* MOXET BbISABNATLCA CEpPAEYHbIN TONMYOK HAa OCHOBaAHUK cepaua
 [lpu nepKyccuu:

* rpaHuuUbl cepaua B rnpegenax HopMbl UM HECKOMBKO pacLUMpPEHbI
BIEBO

AycKkynbrauums:

e CrieBa OT rpyauHbl Bo 2 -3 Mexpebepbe rpybbiin CUCTONMNYECKNN
LLYM

npu aTpe3nm Nero4HoOn apTepumn Wwyma MoxXeT He BbITb

Il TOH Hag nero4yHom apTepuen ocnabneH



TeTtpapga Panno (KNMHUKA)

TMnokcu4yeckmne nnu rmnepunaHoTnyeckme npucTynbli.
npegcrtaBidroT ONacHOCTb AJ1A XXU3HN

YaLle Cny4yarTcd y nauyneHToB MMerLLmnx unaHo3

ABJNAKOTCA NOKa3aHNeEM K CPOHHOMY XNPYyprm4eCKoMy BMeLlaTeribCTBY

napokcmM3amManbHOe rmnepnHoa3 — Ha4anbHOEe KNMMHUYECKoe NposiBleHne
npuctyna (y4yalleHune n yrnybneHune abixaHua, HapacTaHuMe uyaHo3a U
rMNOKCMM C NocrnenyoLwmm passmtneMm oo6Mopoka, BO3MOXHO pa3BuTme
CyOO0pOr C BEPOATHbIM NneTanbHbIM UCXOA0M)

MNepPnHoO9: yBeENNMUYMBAET KNUCNOPOAHOE NoTpebneHne 3a cYeT yBenmye-
HUA paboTbl AbixaHua, nHayumpyet | CCC, yto B AanbHenwem | R-L
LUYHTUPOBAHWE; MOHMXAET BHYTPUrpyaHOE AaBrieHne U NpuBoauT K yBe-
NUYEHUI0 CUCTEMHOIO BEHO3HOIO NMPUTOKA, YTO NMpu Hann4nMm MHQYHOan-
BynsipHOM OB6CTPYKUNM NPMBOANT K | NpeaHarpy3ku RV un yBennyeHuo
R-L wyHTa; Taknm obpasom , Hapsay C 'TI'IOTpe6J'IeHVIF| O, npovcxoaut |
PaO, n | PaCoO.,,.



[MNnoKcu4yeckue Unu runepumnaHoTu4ecKue
anICTyI'IbI (ne4vyeHwue)

HasHaueHune 100% kucnopoga

« Komnpeccusi begpeHHbIX apTepmn nnmnm NoMoYb NauueHTy CECTb «Ha
kopTouku» anst | CCC c uenbto | R — L wyHTa. ManyanbHas komn-
peccusi 6proLLIHOM aopTbl 0CODEHHO 3adh(PeKTUBHA BO BPEMSA aHECTe-
3un. Ecnn rpyanHa y)ke oTKpbITa, XUPYPr MOXET PYKOW CXaTb
BOCXOASILLYHO aOpTy, YTODObI YBENMMYNTL CONPOTUBIIEHNE K N3rHA —
Huto Yepes LV n | R-L wyHT.

 HasHadeHue cynbcpaTa mopdusa (0,05-0,1 Mr\kr), KOTOpbIN Bbi3biBas
cefaTauuio NauneHTa MOXET NpeKkpaTUTb MMNepriHoa.

« HasHauyeHune kpuctannoungHoro pacteopa B oobeme 15-30 Mn\kr.
YcureHue npeaHarpysku yBenuyumT pasmep cepaua, KoTopblil MOXET
yBENMMUUTbL nameTp Nyt oTtoka ns RV.

* HasHauyeHne NaHCO,, 4ToObl yMEHbLUINTb TSKECTH METAbONMYECKOrO
aunpgo3sa. Koppekuusa MeTa6on|/|qu|<oro aunpao3sa Hopmanuayet CCC un
YMEHbLUAET rmnepnHos. BeeaeHne bukapboHaTta B Te4eHME npuctyna
(B OTCYTCTBUM NOCTOAHHOIO MOHUTOPUHIa ra3oB KPOBW) TUTPYETCSH
no3amm 1 — 2 MMOIb\KT.




'MNnoKcn4yeckne nnu runepumnaHoTN4YecKue
NnpUCTynbI (Ne4yeHue)

Me3saToH (doeHnnadpmH) gaeTcss OTHOCUTENLHO B bonbLlinx gosax (5 — 10
MKI\Kr B\B) 60Mt0OCHO 1 nHdysmen 2 — 5 MKr\Kr\MmH gns CCp 7
yMeHbLeHns R — L wyHTupoBaHus.

B- agpeHOMNUMETUNKN abCOSOTHO NPOTUBONOKa3aHbl. YBENUYEHNE
KOHTPaKTUIIbHOCTU, KPOME 3TOro, Cy3uT U 6€3 Toro CTeHO3MPOBAHHbIN
NHQYHONOYNAPHLIN OTAE.

HasHa4yeHue nponpaHonona (beta-agpeHobnokatop) 0,01 — 0,1 mr\kr nnm
acmonona (bpesnbnoka) 0,5 Mr\kr ¢ nocneaytowen MHY3nMen ero B 4ose
50-300 MKMKr\MUH MOXET YMEHbLUNTb MHPYHONBYNAPHbBIA cna3M 3a cyeT
YrHETEHNSA KOHTPAKTUIIbHOCTU. KpoMe TOro, 3ameasieHne YCC MOXET yrydLlunTb
OnacTonnyeckoe HanomnHeHne ( 3a c4eT npeaHarpysku), yBenmunTb pasmepsbl
cepaua v yBenuuuTb B gnamMmeTpe nyTmn ottoka us RV.

[Mpn HEadPEKTNBHOCTN KOHCEPBATUBHOW Tepanuu (C y@eTOM NpoBOAVMMOM
MBJ1) n HEBO3MOXHOCTU BbIMOSTHEHNA SKCTPEHHOW onepauun, Kak MeTo
peaHnmauunm, MOXET UCMONbL30BaTbCA AKCTpaKkoprnopanbHaa MmembpaHHas
okcureHauus (OKMO).



bone3Hb Panno (AMarHocTukKa)

PeHTreHorpadpuna rpyaHOU KNeTKu:
pa3mMepbl cepaua HopMarsibHble

BepxyLlKa npunoaHsTa, umeetca 3anageHme ayrm J1A, 4yto npnaoaet
cepauy Bua aepeBaHHOro balumadka

NEroYHbI COCyaAUCTbIA PUCYHOK 00eaHEH B COOTBETCTBUM C
TSKECTbO OOCTPYKLMM BbIXOAHOIO TpakTa NpaBoro Xenyaodka

B 25 — 30% cny4aeB oyra aopTel n3rnbaeTcst Bnpaso

o OKI:
oTknoHeHne S0C BnpaBo
NPU3HAaKN Neperpysku n rmneptTpodumn npasbix OTAENOB cepaua






Puc. 9. 3KI' npu Tpuage ®anno.
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bone3Hb Panno (AMarHocTukKa)

IXO KT

HenocpenCTBEHHO OrnpeaenaTcd Bce aHaTOMUYEeCKNEe KOMIMOHEHTbI
TeTpaabl Panno: creneHb JIErOYHOro CTeHO3a, BENMYnHa CMeLLEHNUS
aopTbl, pasmep OMXKI1 n BbipaXkeHHOCTb rnMnepTpodumn npaBoro
Xernynodka

 30oHAMpPOBaHUE NoriocTen cepaua

* BbICOKOE [JaBMNeHne B NpaBOM XKeNyJo4Ke, CHMKEHNE HacCbILLLEHUS
apTepuanbHOM KpOBM KMCITOPOAOM, NPOXOXAEeHWe KaTeTepa 13
NpaBoro Xenyaoyka B aopTy

*  Npun HeobXoaANMMOCTN BbINOMHAKTCA aopTorpadus, rnesas
BEHTpUKynorpadus



Pucyrok 1. Mccnnegoesarnme cepgua
HoBopoOoXxXgeHHoro. CkaHmnpoBaHvie no gJIimHHOM ocH
cepoua. Aopra (AO) pacwuwumperHa, pacrioJsioXxXeHme ee
Hag MeXxOoKenygod4dKoBoum neperopogkon («cugssuiasi
Bepxom aopTta»), LV — nesbint >xenygoyvex, LA —
nepoe npegecepaove, RV — npaebii >xenygoYekx.
Hdedexkr mexoxenygodykoBou neperopogKkvi yKkazaH
cTpesikamu




Ventricle



Terpasa Pasro npu AByXMEepHOM
CKAHUPOBAHUHY B MIPOECKIIUN IIATH

KaMep







AHrmokapauorpamma npu tertpage dPanno



[IpaBocTOpOHHAA
BEHTPUKYAOTrpadpusa IIPH TETPAAE
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bone3Hb Panno

e OudpcpepeHunanbHaa guarHocTuka:
BapuaHTbl 6onesnn danno
TpaHCno3nuns MarmcTparnbHbIX COCyO0B

OBOWHOE OTXOXOEHUE dOpPTbl U nero4YHom aprepumn ot rnpaBoro
KeJnyaodka

* 00WMK apTepmnanbHbIW CTBOS
* aTtpesnd TpUKycnmaanbHOro KnanaHa
*  ©OWHCTBEHHbIN XeNnyao4vek cnpaea

 [lpn eCTeCTBEHHOM Te4Y€eHUN CpenHAA NPOAOINKUTENBbHOCTb
Xn3Hum 12 -16 ner

e AOCONIOTHO NOKa3aHo ornepaTuBHoOE feYvyeHune!
* [lpu KpanHux dpopmax — onepaTtuBHOeE fie4yeHue B 2 dTana:

e LUyHTMpyOWana KoppeKuusa no nokasaHMsam B nepuoae
HOBOPOXOEHHOCTU

e PapukanbHasi — onTumMarnbHO B 4 — 6 MecsaueB, HO HE NOo3Xe 6 -7
net



ATpe3us TpexcTBop4YaToro KnanaHa
(ATK)

e ATpe3usa TpexcTBop4aToro KrnanaHa xapakrepusyertcs
OTCYTCTBMEM COOBLLEHNS MeXay NpaBbIM Npeacepanem u
XXeNyAo4YKoM, NpaBbli XXenyaodek yMeHblUeH B pasmepax.

* bes komneHcupyrowmx kommyHukauum (OAl, ONMXKIM, OMIN —
NPUCYTCTBYET BCeraa) UMpKynaums KpoBmM HEBO3MOXKHA.

UacTtota — 1% Bcex BpoXXAeHHbIX MOPOKOB cepALua B Bo3pacTe Ao 1
roga.



TPUKYCINUOANBHARA ATPE3UA
HOPMA

MNPABOE
NPEACEPAVE

KNAMAH
NErOYHOM
APTEPUU

TPUKYCMUOANbHbIN
KNAMAH

NPABbIA
XENYAO4EK

NOPOK

LEDEKT
MEXMNPEACEPAHON
MEPErOPOAKM

OTCYTCTBME
TPUKYCNUOANIBHOIO
KJTAMNAHA

YMEHBLLEHHbIA
NPABbIN
XENYAOHEK

JIEBOE

_ NPEACEPAME

MEXNPEACEPAHAR
NEPErOPOAKA

NEBbIA
XEAYAOHEK

AEDEKT

_ MEXXEAYAOYKOBOW

NEPErOPOAKH



ATK (remoanHamuka)

« TpukycnuganbHoOe OTBEPCTUE OTCYTCTBYET, NpaBoe npeacepane He
coobulaeTca ¢ npasbIiM Xenyao4komM. Becb cMcteMHbI BEHO3HbIN
BO3BpAT OCYLLECTBIIAETCA B JIeBOe Nnpeacepane Yyepes mexnpea-
cepaHoe cooblleHne, NnpeacTaBneHHOE WWUPOKUM OTKPbITbIM
OoBanbHbIM OKHOM.

* B neBom npencepann KpoBb U3 NEroYHbIX BEH M BEH BOMbLLOIO Kpyra
MONMHOCTbIO CMELLUMBAETCH, NOSTOMY CTEMNEHb MMMNOKCEMUN 3aBUCUT OT
BENMNYMHBI JIEFOMHOIO KPOBOTOKA.

* W3 neBoro xenynoyka KpoBb MNOCTYMNAET B aOPTY, a TakK Xe 4yepes
aeMekT Mexokenygo4ykoBOM Neperopoakun (Yepes rnpaBbliv XKeENyao4vek)
NN OTKPbITLIN apTepuarnbHbIN MPOTOK.



ATK (remoanHamuka)

[Mpn HeGoNbLUOM AedekTe MEXKENYQ0YKOBOMN NEPEropoakn N Heao-
pPa3BUTOM MNPaBOM Xenyaoodke ¢ 00CTPYKUMEN BbIHOCSLLIETO TpakTa
Nero4yHom KpoBOTOK OYEHb Marl.

Pexxe nedekT mMexckenyao4ykoBOM Neperopoakn oTCyTCTBYET BOBCE,
NMEeEeTCs aTpe3uns KnanaHa Nero4yHon apTepun n BblpakeHHas
rmnonnasusi NpaBoro xenyaodka. B aTom cryyae KpoBb B cocybl
NErkmnx NocTynaeT TONMbKO U3 aopThl YEpPEe3 OTKPbIThIN apTepuanbHbIi
NPOTOK UMW ApYyrne aopTONEroYHble Konnareparnu.

[ToBbILLIEHHbIN NEro4HOU KPOBOTOK A1 aTpe3nun TPEXCTBOPUYATOro
KrnanaHa He XapaKkTepeH.



BIIC ¢ oOeHEHHEM MAJIOTO Kpyra KpoBoOOpaIleHHA. ATpe3Hsa TPEXCTBOPUYATOTO KIIa

ATpeana TPEeXCTBOPYATOD KNANAHA - TpeTui TI0 YacTOTe BCTPEYAEMOCTH TIOPOK CEPHITA, TIPOTEKAIOLIIH ¢ ITMAHO3OM.
XapaKTepu3yeTces OTCYTCTBIEM COOBIIEHUS MEeA Y TIPABBIM TIPEACEPIUEM 1 IPABBIM AKEITY TOTKOM.

+ CHHOpOM YMEHBIICHHOTO KPOBOTOKA B IETKHX
+ ITaHCHCTOMHIECKHH LITyM BIONE JIEBOTO KPas TPYIHHEI
+  YCHICHHEH TOTTOK JIEBOTO XKeTyI0TKa




ATK (KnnHuka)

[Mpn OTCYTCTBUN KOPPEKLIUN:

Ha 3 — 6 Hedene XXN3HU pa3BMBaETCS cepaeyHasd HeOOCTaTOYHOCTb
C TaxunHo3, NOTNBOCTbLIO, renaToMeranuen n BraXxHbIMu Xpunamm
B Nnerknx. KnmHnyeckne npmsHakm B 3TOM Cliydae Takue Xxe, Kak npu
bonbLwom cbpoce crieBa Hanpaso: BblpaXeHHas nyribcauus B
obnactu cepgua, rpybbin NaHCUCTONMYECKNI LLUYM BOOMb J1IEBOrO
Kpasi rpyanHbl N POKOYYLLIMKA ME30QUCTONMUYECKUIA LLYM.



ATK (guarHoctuka)

PeHTreHorpacusa rpyaHoun KneTKu:
obefHeHWEe NTIErO4YHOro COCyauUCTOro PUCyHKa

MarieHbKas cepaeyHast TEHb XapakTepHOW Kpyrnown nnm siénokosma-
HOM pOpPMBbI, YTO OBYCNOBNEHO rMnonfia3ven NPaBoro Xenyaodka u
NeroyHbIX apTepuin (cepgedHasa TeHb MOXET ObITb YBENUYEHA 3a
CUET NEeBOro Xenyaoyka).

OKI:
anekTpmnyeckasa ocb cepaLa OTKIIOHEeHa BIIEBO
NPU3HaKn runepTpodnn NeBoro Xxenyaodka

4acTO NPU3HaKK rMNepTpodmn NPaBOro Npeacepaunst, YKOpoYeHHbIN
nHTepsan PQ

IXO KT:
OTCYTCTBYET npasoe AB — oTBepCcTMe U TpexcTBop4aTbiv KnanaH



ATpe3Hsi TPEXCTBOPYATOr0 KJIAMAHA
Rtg OI'K

" PasmepsI cepaua

Hopma win ciaerka
YBEJIHYEHbI

Pacumpens! JIIT u JIZK
" @opma «00THHKA» KAk npu T

I O6BIYHO Y JIero4HbIii
COCYIUCTHIN PHCYHOK

Eciin TMC wan 60ib1mon
JIMIKTI T nerounsiii
COCYIUCTBIH PHCYHOK
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ATpe3usi TPEXCTBOPUYATOIO KJanaHa
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ATK (nporHo3)

* [porHo3 HeGnaronpuATHbLIN. be3 XMpypruyeckoro fnevyeHns
BbonbHble peako AoXUBAKT A0 6 MeCcALEB.

e AOCONIOTHO NoKasaHa XMpypruveckasi Koppekuus. Kak npasuno
KoppeKLumsa NpoBoaMTcs B 3 atana:

* Ha nepBOM 3Tane nasuimatmnBHaa ornepauna and ynydlweHus
NIeroqdHOoro KpoBoToka B Te4YeHUue 1 Mmecsaua XnsHu

« 2 3Tan B 4 — 6 MecsLeB — PEKOHCTPYKTMBHAA onepauua angd
YINyudLlEeHUss KpOBOCHaABXeHMNA BEPXHUX OTAEN0B TynoBuLla

3 3Tan B BO3pacTe 2 — 5 JIET — PEKOHCTPYKTUBHAA onepauuns ans
yIy4dLleHNs1 KPOBOCHaBXEHUS



AHoOManNunAa J0LWTenHa

AHoManuma J6WwTenHa OTHOCUTCA K PpedKUM BPOXOEHHbBIM NOpOoKam
cepgua.
YacTtota — 1% OT BCcex BpoXaAeHHbIX NOPOKOB pa3BUTUSA cepaua.

[Mpn 3TOM NOPOKE CTBOPKM NMPaBOro aTPMOBEHTPUKYIISIPHOIO KrnanaHa
CMeLLaTCcs B MONOCTb NPaBoro xenyao4ka. MNpasbin kenyaovek n3-3a
3TOro MMEeeT YMEHbLLEHHbIN pa3Mep, YTO NPUBOANT K YMEHbLLIEHUIO
KONM4ecTBa BblIOpacbiBaEMO UM KPOBU U K 0OEAHEHUIO KPOBOTOKA B
NErknx.

OTMe4aeTca CHUXKEeHUe KPpOBOTOKA B JIerKUX, YTO NPUBOAUT K
CHWXKEHUIO OKCUIreHaunm KpoBu (KOTopoe ycyrybnaeTtcst npu noctynneHum
BEHO3HOW KPOBW Yepes OTBEPCTUE B MEXNPEACEPAHON NEPErOPOAKU B
nesoe npeacepane). PesynstatomM sIBNSIETCA TMMMNOKCUA TKaHeMW.

N3-3a CHMKEHHOro 06beMa NpaBoro Xenyao4vka NpoucxoauT neperpyska
npaBoro npeacepans ob6beMom 1 ero nocneayowlas aunatauus.



' AHomanusi 6wTeitHa

HedekT mexnpea-
CepAHOW| neperopoakv

YBenuyeHHoe
npasoe
npeacepauve

Tpukycnu-
| JanbHbiK |
knanaH

(|
AHOManbHbLIA
TPUKYCMUAANbHbIA YMeHbLUEeHHbIW

KnanaH npaBbl Xenyaoyek




Hopmanshoe cepaue Anomanus D0wrreina

Hedexr
MERINPEACEPAHOIN
lpasoe 4 NePEropoaKH
npeacepane

TpexcrsopuaTsiit | Mepemewennsii Tpexcreopuarsiii x1anau
KJIANas NO3RONRET KPOBH ABHIATLCH

o0parHo B NPaBsoe npeacepane



Normal Ebstein’s Anomaly






AHoManua Jo6wTenHa (KNUHNKA)

B nepByto ouepenb xkanobbl Ha oAblKy U BLICTPYIO YTOMISIEMOCTbL Mpn
HebOonNbLON PU3NYECKON Harpyske.

NMpu ocMmoTpe HabnogaeTcs umaHo3, CPOKU NOSIBIIEHNS KOTOPOro MOryT
ObITb pasfnMyHbiMK (B 3aBUCMMOCTU OT cOpoca KpoBM U3 NpaBbIX
OTESIOB B NEBblE Ha YPOBHE Npeacepann).

Y Taknx B60onbHbIX OTMEYaeTcs NUAMEHEHNE KOHLIEBbLIX dhanaHr nanbues
Kncten B Buae «b6apabaHHbIX nanoyek» n HOrten B BUAE «4acoBbIX
CTEKOST», YTO FOBOPUT O TKAHEBOW MMNOKCUMN.

Y nonoBuHbI 6ONbHbLIX onpeaenseTcs «cepaeyHbI ropby», nosiBNeHne
KOTOpPOro o6ycnoBneHo OrpoMHbIMU pasMmepamMin NpaBoro nNpeacepauns.

MepKyTOPHO rpaHuLbl CEpAEYHON TYNOCTWN pacLUMPEeHbI BIIEBO U
BMpaBo.

AyCKynbsTaTUBHO BbIABAOTCA rnyxme, ocriabneHHble ToHbl. YacTo
BbICIyLLUMBAETCA PUTM «rarnorna» (Tpex- Uin YeTbIPEXUSTIEHHbIN PUTM),
obycnosneHHbIV pasgBoeHnem | n |l TOoHOB cepaua nnm HannMunem
pononHutenbHbiX Il n 1Y ToHOB.



AHomanua J0wTenHa (AMarHoCTUKa)

Rg:

* B nepenHesagHeu npoekunmn — BblpaeHHaqa Kapamomeranus ¢ Xxapak-
TepHOW LWapoBNOHOU KOHdUrypaumen cepaua, ysenmyeHme npasoro
npeacepavsi, NeBble oTaesnbl cepaua oObIYHO HE YBESMYEHDI.

« CocyauncTbl My4OK Y3KUNA.
* Jlero4HOW pUCYHOK HOopManbHbIW NN o0eaHEH.






AHomanua J0wTenHa (AMarHoCTUKa)

KT : pag xapakTepHbIX MPU3HAKOB:

BbICOKME NMKoobpasHble 3ybubl P, KOTOpble yKa3blBalOT Ha runep-
Tpoduio 1 annartaunio nNpaBoro npeacepans

4yacTo Onokaga npaBon HOXKK Ny4dka ['mca npu oTCyTCTBUM NPU3HAKOB
rmnepTpodum npaBoro xenygo4ka

CKIMOHHOCTb K HapyLUEeHUsIM cepaeyHoro putma (MepuaHue v
TpeneTaHue npeacepanin, napokcuamarnbHble Taxukapanmn) N paccTpon-
CcTBaM npeacepaHo — Xenyao4KkoBoW NPOBOAMMOCTY

XapakTepHbIM ANs aHoOManuu A0LWwTenHa cnegyet cynTaTb CUHOPOM
Bonbda — lNapknHcoHa - Yanta



Puc. 6. KT npu aHomanum 6w renHa.




AHomanua J0wTenHa (AMarHoCTUKa)

JxokKapavorpadus:

nedopmauma axocurHana ot CTBOPOK U 00beMHOE yBeNUYeHne
pa3MepoB NpaBoro npeacepavs

MoOXeT BbigBnateca OMIIT

KaTteTtepusauusa cepgua:

Y Bcex 00rbHbIX BbIIBASAETCHA NOBbILLEHHOE AaBJrieHne B MNpaBoM
npeagcepann. BennynHbl CUCTONMNYECKOro AaBrieHns B NnpaBoOM
XKeryaodke U nero4yHoun apTepunn, Kak npaBumisio, HOpmalsibHblE UJN
HECKOJIbKO CHUXXEHHbLI. COKpaTI/ITeJ'IbHaFI beHKLI,I/IS:I BbIXOAHOIO oTAersa
MpPaBoro Xesryago4dka NMNoHnxeHa.
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AHomanua J0LwTenHa (neyeHue)

PaaukanbHbIN cNocoO neyveHus:

onepauma ¢ yctpaHeHMeM HeQOCTAaTOMHOCTU USU CTEHO3a
TPEXCTBOPYATOrO KnarnaHa ¢ nNoMOLLbl YBENMYEHUS NOME3HOMN
MNOSIOCTU NMPAaBOro Xenyao4vka n yCTpaHeHUs1 CONyTCTBYOLNX
nopokoB. [poBoanTca BO 2-M NOMYroAUKU XXU3HU ( NPpU OTCYTCTBUM
ymnaHosa — B 10 — 20 rneT)

Noka3zaHueM K onepauumn crnyxar:

HanuM4ymMe umaHosa, NpM3HaKkoB HEJO0CTaTOYHOCTU KpoBoobpalleHns
N TSKENbIX HapyLeHui putmMa cepaua

B HAcTosLLIee BpeMs nNpu aHoMmanum J6iTenHa NpuMeHsITCA ABa
TUNa paguKanbHbIX onepauun:

nnacTuyeckasi PEKOHCTPYKLUSA TPEXCTBOPYATOro KranaHa
NpoTe3anpoBaHmne KnanaHa



KOAPKTAILIMS AOPTBI

4




KoapkTauusa aopThbl

KoapkTauunsa aopTtbl sSIBNSIETCA BPOXAEHHBIM CY>XEHMEM aopTbl, Hanbonee
4acTo B 0brnacTtu nepeLluenka, HEMHOro guctanbHee OTXOXKAEHNSA NEBOM
NOAKNYNYHON apTepun.

KA BcTpeuvaetcs B 6 — 8% ot Bcex BINC. Yawe KA BcTpeyaeTcs y Masrb4mKos,
Hanunuyne KA y geBoyek coyetaeTcs ¢ cMHOPOMOM TepHepa.

[Moutn B 50% KA couvetaetcs ¢ gpyrumm BI1C ( ¢ 06CTpYyKTUBHBIMK MOPOKaMMu
neBon NOMNOBUHLI cepaua M HUKorga ¢ o6CTpyKUuMENn npaBbix OTAEN0B cepaua)
NN HekapauarnbHbIMU MOPOKaMKn Pa3BUTUSI.

Knaccudmkaumn KA:

A — npeaykTtanbHbIX TUN (MHaHTUNBHbLIN). OAll obecnevnBaeT OCHOBHOM
KPOBOTOK MO HMUCXoAsLWeN aopTe. MimeeTca TyOynsipHOe Cy>XeHue oyrn aopTbl U
KOPOTKOro aopTasibHOro nepeLwlenka.

B — noctaykTanbHbIN TUN (B3pocnbin). MecTo cy>keHust aopTbl Mo
OTHOLLEHWIO K CBA3KE apTepuanbHOro npoTtoka, akTU4eckn sBnaeTcd
IOKCTa4yKTanbHOWN.

Ecnn KA passuBaeTca MeaneHHo, yCreBatoT pa3BUTLCA KonraTtepanm,
KOTOpble CrocobHbI 0becneynTb 4OCTaTOYHYI0 Nepdy3nto HUXKe MecTa
CY>KEHUA.



Tunbl KoapKTayuu:

g L= nNpeAyKTaNbHbIN
- 2= ByKTanbHbliA
\< 3 = noCTAYKTaNbHbIN




A

MpeanpoToyKan
Aopra KOapKTauma
@ AprepuanbHhiin
NPOTOK
JleroyHasn
aprepua
b
AopTa ( NocnenpoTo4Han
, KOapKrauma
T 4
NerovyHas
aprepvs
3akpuisnincn

npovoK

Puc. 16.16. Koapxrauma aoptii. A. IpemmporoyHas koapkrauua. B. Iocnenporounast KoapKrauus



\JL(d:»

1

\\

\/(/0 1I {./%1 _
e

“.

il It

Puc. 59. Cxema koapKTalli¥ aopThl.
I — B3pocawiii TiN; II — noctaykTadbHBI THI KOapKTalluu; III — nmpenaykrain-
HBIF THIT KoapKTalMK. 1 — MecTo cyKeHHst (KoapKTalUsi aOpPThi); 2 — OTKPBHI-
ThIM apTepHaJIbHBIH IIPOTOK.



Koapkranust aopThbl




KoapkTauunsa aopThbl

Y HoBopoxaeHHoro KA Bbi3biBaeT neperpysky JIXK BblcOkKum gaBrneHuem B
NPOKCUMaribHOM oTaerie aopThl U pa3sutue Tsxernon CH. Npu 3akpbITnK
Al'l H13Kasa nepdys3nda B HUXKHEN YacTu Tena Bbi3blBaeT aumnaos,
onuroyputo n OlMH.

dusmonornyeckue nocnencrems KA 3aBucsr:
BblpaxkeHHoCTn KA
winpuHbl OATT

pacnonoxeHusa mecta KA no otHoweHuto K OAl (npeayktanbHas — OAT
paboTaeTt «B HOrmy, noctaykranbHasa — OAll paboTaeT «B nerkuey.

obLlen LWWMPUHBLI KonnaTtepanen K guctansHou aopTe
HarmMuna N TAXKECTU COYEeTaHHbIX cepaedHblX aHOManmn



KoapkTauunsa aopThbl

« 3akpbiTve OAll nponcxoanT B ero aoprtanbHOW YacTu. Ipu BbipaxeHHOM
KA 3akpbiTue aptepuansHoro npotoka (All) npusoguT K runonepdysum
NN MOSTHOW NWEMNKN HUXXHEN YacTun Tena. KnnmHuyeckn ato byaeT npo-
SABNATLCS 6GNegHOCTBLIO NN LMAHO30M HUXKHEW YacTu Tena, BblpaXXeHHOM
OObILLKOW, OTCYTCTBUEM NyNnbcaunn Ha beapeHHbIX apTepUsix, ONnro-
aHypuen n TaxenosiMn metabonmnyecknmmn HapyeHuamn. lNeperpyska
JIKX MoXeT npmuBOOUTL K pasBUTUIO OTEKa NEerkux n3-3a peskoro noBblLLe-
HMA gaeneHus B J1IN. INpun gekomneHcaunm JK npokcnmanbHaga aptepu-
anbHasa rmnepTeH3ns Moxet otcytcteoBath! [pu codetanHumn KA ¢ AMIT
n (Unn) OMXT| neBo — npaBoro lWyHTa. Taknm naymeHTam Tpebyetca
9KCTpPeHHOEe (B poAuribHOM AOMeE) Ha3Ha4YeHne PgE1 B no3e 0,05 - 0,1
MKNKM\MUWH C TeM, YTOObI BOCCTAHOBUTbL KPOBOTOK U3 J1A B gMCTanbHY0
YacTb aopThbl Yepe3 packpbITbiK All. Takme nauneHTbl nocrne ctabunu-
3aUun COCTOAHMA OOMKHbI ObITb CPOYHO ONEPUPOBAHBI.



[NunarHoctuka KA

PeHTreHorpadcdpumsa rpyaHOU KNeTKU:

PaHHUK pnebGroT nopoka:

Kapaunomeranus, OTek nerkux, NpusHaku cepgevyHon HegoCcTaToOYHOCTH
NMNo3aHun oebroT Nopoka:

KapaMoMeranus, «3anageHue» ayrm B obnactm koapkraummn, y3ypaums
pebep

AneKkTpokapauorpaduma :
PaHHuUK pnebroT nopoka:

rmnoTpodus NpaBoro Xenyaodka nnu GuBeHTpuKynapHasa runeptTpodous
C Npu3HakKaMmun UwemMmmn Mmmokapaa

NMNo3gHun pneobioT:
neBoXenyao4ykoBas rmnoTpodus, NPM3HaKN NEBOXENYA0YKOBOW ULLEMUM



Koapkranusi aoprbIl




[NunarHoctuka KA

donnepoaxokapauorpadus:
NpoBOANTCA U3 HAArPYAUHHOIO gOoCcTyna

NO3BOMNSAET BU3yanu3anpoBaTb HENOCPEACTBEHHO aHAaTOMUYECKYHO
obnacTb cyXeHus

OLEeHKa COCTOAHMSA aopTanbHOWU ayrn, nepeLllenka aopThl
BbISIBUTb COMYTCTBYOLWME BHYTPUCEpPLAEYHbIE aHOManum
onpenennTb rpagueHT gaBlieHNs B y4acTKe CYXXeHUd cocyaa






[NunarHoctuka KA

Kartetepusauyusa cepgua:

NO3BOJIAET Ornpenesintb TAXXeCTb KA n aHatomuto Ayrn, BKIo4Yad
rmnonia3nio

noaTBepXAaeT npaBunbHbIn anarHos, ecnu npn X0 KC getanbHO
HEBO3MOXHO BbIABUTb MOPJ0oiornto n remognHammky KA

BbIABITIAET CONYTCTBYOWMNE BHYyTPpUCeEpOgEeHHble aHOMalrnm

KaTeTepmnsayusa cepgua NpUMeEHSAETCA Npu BbINONHEHUN 6anoOHHOM
aopTONacTUKM NPU HAaTUBHOWM KOApKTaLun UNn pekoapKTaLunm



Koapkrauust aopThbl

Aoprorpadus




[NunarHoctuka KA

e MarHuTHope3oHaHCHaAa ToMmorpadus:

* B OCHOBHOM MNPUMEHSIOT B NOCTONEpPaLMOHHOM Nepuoae B nraHe
NCKMNIOYEHNS pe3nayanbHOnM 0b6CTpyKUMM Oyru, rMnonnasvm oyru,
rmnonnasnmn ayrm n popMmpoBaHNA aHEBPU3MbI



Koapkrauma aopTbl Ha YPOBHE OTXOXAEHUS
bpaxumoLemasibHOro cTeosa y 0onbHoro Al

MeTod ANarHOCTUKW

KOapPKTalUWNI:

KOMMNbOTEPHAadA
ToMO-rpachus B
aHrnorpapun-4yeckom
pexxume(KTA)

(CTpenkon yKazaHo MecTo
CY>XKEHWA 30pPTbl)




JleueHne KA

PaHHuUK nebGroT nopoka:

npw 3aCTOMHON cepaeyvHOon He4OCTaTOYHOCTU — ANYPETUKN, MHOTPOMHbIE
cpeacrtea

Prostaglandin E1(0,05-0,15 mkr\kr\muH) ans coxpaHeHmnsa OAIT

MBJ1 npn HapyLleHun gbixaHus

KaTeTepusaums MOYEBOro nys3blpsa AN KOHTpONsS auypesa
MOHUTOPUPOBAHME ra3oB KPOBM U KOHTPOMS aumaosa

OEeTU B CTabDUNBLHOM COCTOSIHUMM noasiexaT XUPYypruyeckon KoppekLnm
MNo3aHun oebloT Nopoka:

rie4yeHue apTepuanbHON rMNepTeH3nn: B-agpeHobriokaTopbl
(yMeHbLUaloT apTepmnanbHoOe AaBrneHne Ha BEPXHMX KOHEYHOCTSX; YMEHb-
LLIAKOT TSKECTb nocreonepaumMoHHON rmnepTeH3nn)

BbIfiBJYIeHMe aCCOLUMUPOBaHHbIX aHOMariMm (aopTtarnbHbIN CTEHO3, CYD-
aopTanbHbI/ CTEHO3, MUTPArbHbIN NOPOK)

BbISIBNIEHME aeKBaTHOCTM KornnaTeparnbHOro KpoBoobpalleHus ans
onpeneneHns TakTUKN XMPYPrvdeckon KoppekLum nopoka



Xupypruyeckasa koppekuma KA

CyLiecTByeT Tpu BapmaHTa XMpypruyeckon Koppekumnm nopoka:
co3gaHne aHacToMo3a KOHeL, B KOHel

aopTonnacTtuka ¢ McCnonb3oBaHMeM 3annaThl

aopTonsiacTmka ¢ nnacTUKon NeBon NOAKNIYNYHOW apTepun

TexHuka onepaumn BapbupyeT B 3aBUCMMOCTM OT BO3pacTa nauneHTa,
pa3MepoB KoapKTaLmu, ConyTCTBYOLLNX aHOMannMm u aHatToMmmn oyrm
aopThl.

[TocneonepaunoHHass CMEPTHOCTb Bbille Y HOBOPOXXAEHHbIX, KOTOPbIM
ornepauua npoBedeHa Ha rnepBon Hederne XXM3Hu, Maccon MmeHee 3 Kr., C
COMyTCTBYIOLLMMN aHOMAINAMMN pasBUTUA.

Puck nocneonepalnoHHOM CMEPTHOCTM 3HAYMUTENbHO BO3pacTaeT npu
COMyTCTBYHOLLEM MOPOKE:

OMXT1 - 6,8%
TMC - 16,6%



BapuaHTbl Koppekyuu

HopmanbHas

aopta u
' )

oxogHoe
WYHTUPOBaHMWe



AHOMarbHbIN ApeHaXx NerovyHbiX BeH

BINC, npn KOTOPOM NeroYyHbie BEHbl YACTUYHO UM NONMHOCTLIO
COeAVHSATCS C NpaBbIM Npeacepauem 1nm NonbIM1 BEHaMu,

BblioenaT YacTUYHbIN 1 NOMHbIM aHOMaSbHbIN OPEHax.
[NMonHbIN (TOTanNbHbLIN) aHOMaNbHbIN APEeHaX NMero4YHbIX BeH:

npn NOJIHOM aHOMallibHOM ApeHaxe BCe JiIefOYHblE€ BEHbI €UHbIM
KOJIJTEKTOPOM UIKN pa3aeriibHO BMNaaaroT B rNpaBoe npeagcepane niin
CUCTEMHbIE BEHDI

oba3aTenbHbIM KOMMOHEHTOM NOPOKa aABNdeTca aedekT mexnpea-
cepaHoun neperopogku

Npu OTCYTCTBUM COOOLLEHUA MexXay npeacepansimm rerodHas
LUMPKYNSUUS oKkasbiBaeTcHa pasgeneHHom OT CUCTEMHOW LMPKYNSUum

MOPOKY MOryT CONyTCTBOBATb ApPYyrue cepaedHbie aHoManum
(eanHCcTBEHHLIN Xenyaodvek, TMC) 1 Nopoku KenygovyHO-KULLIEYHOIO
TpakTa U MOYEernonoBOn CUCTEMBI

NopokK BcTpeyaeTcs B 2-5% cny4vaeB cpeamn Bcex BIC.

YyacToTa NopoKa 3HAYUTENBLHO BbILLE, TaK KAk Npu poXXaeHUM
pebeHKa ¢ aHoMarbHbIM gpeHaxxom 6e3 npeacepaHoro coodLWeHns
netanbHOCTb Cpa3y Nnocne 3akpbIiTUS OBafbHOIMO OKHa.



HL, C

Cxema TOTanNnbHOro aHoOMarnibHOro ApeHaxa




AHOManbHbIW ApPeHaX NeroyHbiX BeH

NMaTodmanonorus:

ApTepunanbHasi KpOBb U3 NIErovHbIX BEH NOCTYNaEeT B rNpaBoe npeacepave,
rge CMeLIMBaETCH C BEHO3HOWU KpoBbiO. B rnesoe npegcepave vepes
MeXxnpeacepaHoe coobLeHne nNocTyrnaeT CMeLlaHHasa KpoBb, CUCTEMHAZA
uMpKynauns obeaHeHa kncnopogom. OBCTPYKUMA NEroYHbIX BEH
NPMBOOAUT K Pa3BUTUIO JIETOYHOWU BEHO3HOM rMNEPTEH3NN, a DONbLLOW
o6bEeM KPOBU B NpaBblX oTAenax npuBoauT K NpekanunnsapHoOn Nero4yHou
rMNepTeH3nn.

OCHOBHBbI€e TUNbI NMOPOKaA.

| - cynpakapguanbHbin (45-55%) JIB BnagatoT eauHbIM KONSIeKTOPOM
(BepTUKanbHada BeEHa) B BEPXHIOK MOSY0 BEHY

Il - kapgnanbHbIn (15-20%) JIB nocpeacTtBoOM COeANHUTENBHOW BEHDI
BNaaaloT B KOPOHAPHbLIN CUHYC UMK B NMpaBoe npeacepane

[l - nHppakapananeHbin (15-20%) J1B BnagatoT B HXKHIOK MOSYHO BEHY,
NopTanbHY BEHY UM BEHO3HbIN MPOTOK

Y - cmewaHHbIn (5-10%) JIB moryT gpeHnpoBaTth cynpakapauanbHo,
KapAuarnbHO 1 MHdpakapamnanbHo.
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AHOManbHbIW ApPeHaX NeroyHbiX BeH

PeHTreHorpacdpuma rpyaHoOM KneTKu:

Kapamomeranus 3a cYeT npaBblX OTAENOB cepaua (neBble oTaenbl
cepaua YMeHbLUEHbI)

npu cynpakapananbHOM TUne TeHb cepaua nmeet dopmy
«BOCbMEPKN» UM «CHEXXHOW BabbI»

yCUIEeHMe NEro4HOro COCyanUCTOro pUcyHKa rno aptepuanbHOMY U
BEHO3HOMY TUMNYy






AHOMarnbHbLIN APEeHaX feroyHbIX BeH

e Jxokapnauorpadmus:

e OpgHomMmepHasa IXO KT:

« 00bemMHas neperpyska NpaBoro Xenyaodka

* NapagokcanbHOe ABUMKEHUNE MEXIKENYO0YKOBOMN NEPErOPOaKN
* yBEnn4eHme 3KCKypCcumn TpuKycnnaanbHOro KnanaHa

* Manble pa3Mmepsbl NEBOro Npeacepaus

* YMEHbLUEHHbIN pa3Mep NIEBOrO Xenyaoyka

« 3x0cBO6OAHOE NPOCTPaAHCTBO NO3aam NeBoro npeacepams (npu
BMaZeHNN NeroYHbIX BEH B KOPOHAPHbLIN CUHYC)

o [OByxmepHasa IXO KI' u ponnnep:

* HenocpeacrseHHad sudyalnim3auna mecta BrnageHus JIB B npaBoe
npegcepane nin rnosiblie BeHbl

* OUEeHKa BeNMMYuHbI MeXxnpencepaHoro npaBo-resoro WyHTUPOBaHUS
* OUEHKa NapamMeTpoB NEro4YHOro KpoBobpaLLeHUS

* OUEHKa napaMeTpoB NpaBOXenyao4koBon oNCyHKLNU

* onpegeneHne Hannynuga TpUkycnmaanbHOW HegoCTaTOYHOCTU









JPEG

| g 117 hom






AHOManbHbIW ApPeHaX NeroyHbiX BeH

MeaukameHTO3Has Tepanus.

rie4eHne NpaBoOXenyago4KoBOM HEAOCTATOMHOCTH (CepaeyHble
[MUKO3NAbl — OUIOKCUH; HErnMnKo3naHble MHOTPOMHbIE CpeacTBa —
nornamMmuH, oodytamMuH, agpeHanuH, aMmpuHOH; MOYEroHHbIe —
dypocemus, nasmkc)

nevyeHmne nNeroYHon rmnepTeHsnn (BasoannarTatopsbl, npoctarnaHavH,
oKcua asoTa)

Xupypruyeckoe rneyeHuve:

npw KapananbHOM TUMe ToTalbHOro aHOMarbHOro ApeHa)xa co3gatoT
MexnpeacepaHbii 4edekT U HaknaabiBaoT 3annarty, HanpaBnsoLLLYO
KPOBb M3 NIErOYHbIX BEH Yepe3 AedekT B neBoe npeacepane

npun cynpakapgmnasibHOM U MchpaKap,qmaanOM TUNnax HaknagbiBaeTCA
dHAaCTOMO3 MeXYy KOJIJT1EKTOPOM J1erovHbIX BEH U J1IEBbIM MNpeacepanem



OCHOBHbIMU 3aga4YamMm
aKyLLepCKO-HEeOHaTONIorM4ecKown
CNyX0bl Ha cerogHALWHUN OeHb

ABNSAIOTCA:



CBoeBpeMeHHast MOCTaHOBKA
AnarHo3a:

* BbISIBIIEHME (haKTOPOB pUCKa poxaeHus pebeHka ¢ BINC

° aHTeHaTanbHaaA AuarHocTuka: ckpmHuHroeoe Y3W nnoaa, 9XO-KI
nnopga

° npeHaTasnibHoe KOHCYNbTUpoBaHMe (JOMKHO BKIIOYaTb pekoMmeHaauum
MO MECTY N CpOKax onTMMarnbHOro pogopaspeLleHmns, MHPOPMUPOBaAHUE
poanTENEN O CTPYKTYPE UMEKOLLENCS aHOMAarNKn, TakTUKE BEOEHNSA B
nepBble AHWN XU3HWU, CPOKaX OnepaTUBHONO NeYeHnst n npeaBapuTenbHOM
NpPOrHo3e)

e BbiaBrieHne npusHakoB BI1C npu nepBnyHOM oCcMOTpE
HOBOPOXOEHHOIO N AMHAMUYECKOe HabngeHne B NepBbie OHU XN3HU
(HeoHaTanbHbIN 3Tan)

* MHCTPYMEHTaJIbHO€ obcnenoBaHMe C Lenbilo getanusauum NOPOKa "
ornpeneneHnda TaktTmkn BeaeHn4d



Ctabununsaumsa coCcTossHUSA

e onpegerexHne nokasaHun anga npuMeHeHus
npocrtarnaHanHa E1

« pecrnmpaTopHas noggepxka
« cTabunmsauus reMmoanHaMmKK
* KOPPEKLUUs MeTtabonnuyecknx HapyLleHumn

* KOPPEKLUUS HAPYLUEHUI CO CTOPOHbI APYrMX OPraHoB U
CUCTEM



MapLipyTnsaumns

* TakTnka gMHammn4yeckoro HabrnoaeHus

* KOHCYynbTauusa cneuuanucTos, BKMOYaa AUCTAaHUMOHHbIE
KOHCYynbTauuun (TeniemeguumHa)

* onpeneneHne CpokoB onepaTMBHONO Jie4eHUs

e OpraHusauusi TPAHCNOPTUPOBKU B
cneunanmanpoBaHHble KapaAnoxmupyprudieckume

yupexaeHus



I'IpeHaTan bHAA OUAFrHOCTUKaA.

* NogpoOHbIN cOOp aHamMHe3a y bepeMeHHON XEHLLNHbI U
BblSIBIIEHNE (PaKTOPOB pUcKa poxaeHusi pebeHka ¢
aHOManusiMn pasBuUTUS

* NpeHaTasibHbIN YNbTPa3BYKOBOW CKPUHUHT B
OEeKpeTUpOBaHHbIE CPOKN DepeMeHHOCTH

* PV NOOO3PEHUN Ha NOPOK Pa3BUTUA NMPOBOAUTCH MPULENbHOE
Y3W nnoga Ha annapaTe 3KCNepTHOro Krnacca

* MpoBedeHne npeHararnbHOro KOHCUNMyma, Lenb KOTOporo
ABNAEeTCs onpeaeneHne CpokoB U MecTa poaopaspelleHnd,
MHOpMUpoOBaHME poanuTenen o MMeKLLEMCS NOPOoKe
pa3BUTUA, NpeanonaraeMon TakTuke BeaeHna pedbeHka rnocre
pPOXOEeHUA, BOSMOXHOWN KapaAnOXUpypruyeckon Koppekumu,
doopmMupoBaHme npegBapuUTeribHOro NPorHosa



OOBbLeKTuBHOe obcrnenoBaHue
HOBOPOXOEHHOrO:

* BHELUHUN OCMOTP HOBOPOXAEHHOrO: BbIABNEHNE CTUMM
aMOpuroreHesa, oLeHKa LiBeTa KOXHbIX NMOKPOBOB, XapaKkTepa KpuKa,
aKTUBHOCTU pebeHkKa, Hanndine oTekos

e nopcyer YHCC n Yy

e onpepernieHMe Hann4ns n oueHka nynbcauun nepugepmnyecknx
aptepuit: a. radialis, a.femoralis

* nepKyccusa: onpeneneHne rpaHnl, cepaevyHom TynocTu, OLEHUTb
pacrnonoXeHne cepaua B rpyaHom rnosiocTu 1 nevyeHn B OproLLIHON
NONOCTHU

¢ ayCKylnbrauus cepaua un nerkux. HajJindne cepageyHoix LymoB, XpUrios
B JIErkKnx

* nanbnauua opraHoB OPIOLLIHOW NOJIOCTU: onpeaerneHne pasmepos
NneyeHu, ceneseHku

* BbIIBNIeHUEe CYHAPOMAIbHOW NaToNorMm Unu Apyrnx BPOXaeHHbIX
NMOPOKOB pPa3BUTUSA



UHCcTpymMeHTanbHoe obcrneaoBaHMe:

* MyNbCOKUMETPUA: U3MEPEHME NPeayKTanbHOM N NOCTAYKTaNbHOM
caTypauuu:

*  N3MEepeHUne caTtypauum Ha npaBomn pyke n nobon Hore, ny4duwe
OOHOMOMEHTHO

* n3mepenne ALl: Ha npaBon pyke n nbon Hore

o IKI: nonoxeHne anekTpuYeCcKom ocu cepaua, neperpyska otaenos
cepgua, KopoHapHbIE UBMEHEHUS, apUTMNU

* peHTreHorpacdmsa opraHoB rpyaAHOWM KNEeTKU: onpeaeneHme
pa3mMepoB cepaLlia, COCTOSAHUE NEro4HOro COCyNUCTOro PUCYHKa

o IXO-KI: gpeTanunsauus nopoka, onpeaerieHne TakTUKN neveHns



JlabopaTopHoe obcrieaoBaHue:

* KMMHNYECKNN aHanNn3 KPoBM,

* BDMOXMMMYECKUIN aHaANN3 KPOBU
« KOC



KnuHmnyeckasa KapTuHa

e OCHOBHbLIMU CMHAPOMAMMN, KOTOPbIMMU
nposaBnsaetca BI1C, asnatoTcA:

 CMHOPOM HEOOCTATOYHOCTU KPpOBOODpaLLeHUs
 CMHOpPOM apTepuanbHON MMNoKCeEMUN

« Co4yeTaHne cMHAPOMOB apTepuanbHOu
MMMNOKCEMUN N HEQOCTATOYHOCTH
KpoBOObpaLleHUs



KnuHnyeckasa KapTuHa

 Hekotopbie BI1C cpa3y nocrne poxaeHns MOryT ObiTb
0ecCMMNTOMHbI.

e MaHudecrtauumo KIIMHNYECKON KapTUHbI onpeaensitoT crneayroLwme
dakTopbl

e [epBbIn hakToOp : NPU AYKTYC-3aBUCUMbIX MOPOKaX cepaua OTKPbITbIN
apTepuanbHbI¥ NPOTOK ABNAETCA OCHOBHbIM UCTOYHUKOM MOCTYMNEHUSA
KPOBW B a0OpTy WUNU NerodHyto apteputo. [1oaTtomy, 3akpbiTve AyKTyca
NPUBOOUT K YXYOLLUEHUIO COCTOAHUSA, YaCcTO HECOBMECTUMOTO C XU3HbIO.

 BTopou cdakTop: B paHHeM HeoHaTanbHOM nepuoge JICC, ewwe
OTHOCUTENBLHO BbICOKOE, NPEensaTCTBYET COPOCY KPOBM N3 NEBOIO
XXenyaodka B nNpaBbi U YBENTUYEHUIO NIEFOYHOMO KPOBOTOKA.

* [locne nageHus JICC BO3HMKAET 3HAYMNTESNbHbLIM COPOC, YCUNNBAETCS
NeroYHbIN KPOBOTOK, NosiBASETCA WyM. B ¢Bs3Kn ¢ 9TUM BblaensoT
cnegyowme KpuTndeckne nepmoabl B Te4EHUM NOPOKOB cepaua y
HOBOPOXXAEHHbIX.

* |. NMNepuop 3aKkpbITUA apTepuarnbHOro NPoTokKa : 3-5 AeHb XXU3HU

* |l. Mepnoa cHUXxarwerocs y1Iero4HOro COCyaAuCToro ConpoTUBNeHUs:
nepBble HECKONMbKO Heaernb XU3HU. (3-6 Heaenb)



KnuHmnyeckasa KapTuHa

e CvMnTOMBI M NPU3HAKKN 3aboneBaHNn cepaLa Yy HOBOPOXAEHHbIX
B OCHOBHOM 3aBUCSAT OT YPOBHS NapLManbHOro JaBreHus
Kucropoa aptepuanbHON KPOBM.

 Beaywumm npusHakamm NOPOKOB cepAaua ABNAKTCA: LIMaHO3,
Hanu4ne KkapguarnbHbIX LYMOB, CAMITOMbI CEPAEYHOM
HEeJOCTaTOYHOCTMW.

 Tsaxenble BI1C y HOBOPOXAEHHbIX TaKXXe MOTryT
MaHuecTMpoBaTb AUCTPECC-CUHOPOMOM, LLOKOM UMK KOssiancom.



KnuHmnyeckasa KapTuHa

CMMNTOMbBI, YKa3biBaroLwWMe Ha BO3MOXHOCTb KPUTUYECKOro
BI1C:

1) LleHTpanbHbIN LMaHO3 U cepocTb, BnegHOCTb KOXHbIX
MOKPOBOB

2) OTcyTCcTBME UNK peskoe ocnabneHne nynscaunu aptTepun Ha
KOHEYHOCTAX

3) CHmxeHue ALl Ha Horax Ha 10 mm pT cT 1 Bonee No cpaBHEHUIO C
npaBou pyKou

4) Mo AaHHBLIM MYNbCOKCUMETPUN CHMKEHUE caTypauun Unu
HacbILLEeHNEe KPOBU KMCNOPOAOM Ha npaBon pyke Bbille Ha 5% un
Oonee , 4YeM Ha Hore

5) Ooblwka 6onee 60 B 1 MUH

6) HUCC 6onee 180 B 1 muH nnn meHee 100 ya B 1 MuH

/) HapyweHune putma cepgua

8) N'enatomeranus (HWXHUIN Kpan boree, 4eM Ha 2 CM BbICTyNaeT
n3-nop Kpas pebepHom ayrn)

9) Onurypus

10) Wym B cepaue



OunddepeHumnanbHasn
ANarHoCcTukKa 4UmaHo30B

* Y HOBOPOXOEHHbIX Hanbonee TpyaHa gudepeHUuMpoBKa UMaHo3a
KapananbHOro U pecnmpaTopHoOro NPoucxoXxaeHuns, ocobeHHo
npu BINC, conpoBoXxgaroLmxca cepaevyHomn HegoCcTaTOYHOCTbIO C
neperpy3kon Manoro Kpyra KpoBoobpallueHus.

« JlnarHocTuke nomMoraroT runepokcuaHble (hyHKUMOHaNbHbIe
NPo6bI, KOTOPbIE MPOBOAAT NPWU OTCYTCTBUN MONOXUTENBHOMN
peakUumn Ha 60% KOHLEeHTpaLuio Kucrnopoaa.



[MnepBeHTUNALMOHHAA Npoba

* TexHuka: B Te4eHue 5-10 MMH HOBOPOXXOEHHOMY NMPOBOAAT

* TMNEPBEHTUNALUNIO (MCKYCCTBEHHOE AblXaHne rnpu noMoLm
OblXaTernbHOro MeLlka unm c.Anpa 4epes aHgoTpaxearbHY0 TPyoKy
nnn nuueByro macky) ¢ yactotom 70-90 B 1 muH. Npoby cuuTtatoT
NONIOXNTENBLHOM MPU NCYE3HOBEHMN LiMaHOo3a (caTypauma boree
95%).

e dusnonornyeckasa CyLHOCTb NPOOLI: IMNEPBEHTUNALNS CHUXKAET
PaCO2, BbI3biBaeT AblXaTerbHbIN ankanos 1 nosbliweHne pH KpoBu,
4YTO B CBOIO OYepelb CHUMAET cnasM JIEroYHbIX apTepun, B
pesynberaTte Yero yMeHbLLIaeTCs NerovyHast rmnepTeH3mns.

* lpoba otpunuarensHaa: Bl1C c npaBo-neBbIiM LLUYHTOM.

* lpoba nonoxutenbHasn: [1PK, He ocNoXHEHHOE
NeBOXenyao4KoBOW cepaeyHon HegoCTaTOYHOCTbIO



[lpoOa ¢ NnoNoXUTenbHbLIM
AaBrneHneM B AbliXaTeNbHbIX NYTAX

* WN3meHeHMe cnocoba pecnupaTtopHOMN NOAAEPXKKMU C LeSibio
CO34aHMSA NOCTOSIHHOIO NMONMOXUTENbHOro AaBfeHus B
AblXaTenbHbIX NYTAX.

 dusmnonornyeckana CyLHOCTb: Bo3pacTaeT oyHKUMOHasrbHas
ocTatovHast eMkocTb Jierkux (POE), yny4dwaeTcsi COOTHOLLEHUE
BEHTUNALNA-KPOBOTOK B JIETKUX.

 [lpo6a nonoxutenbHaa, ecnu Yyepe3 10 MUH cTeneHb LUuaHo3a
YMEHbLLUAETCH U NOBbLILLAETCS HACbILLEHNE KPOBU KUCNOPOOOM.

* [poba nonoxutenbHaa — feroyHble NpuUYMHLl LMaHosa, BINC ¢
neperpys3kon marnoro kpyra

* [poba oTpuuarenbHaa (UnaHo3 ycunueaetcs): BINC ¢
BHYTPUCEPAEYHbIM LLIYHTOM.



'Mnepokcuyeckasn npoba (I'M):

ObixaHne 100% kucnopogom B TedeHme 10 MUH, nocne Yero cpaBHUBAOT
HacblLeHe KPOBW KUCITOPOAOM (caTypauusi) Ha NpaBon U NEBON pyKe METOL40M

nynbcokcumeTpun. MNpun pasHuue HackiweHns 20% v 6onee npoba cunTaeTcs
NOSIOXNTENBHOMN.

BoamoxxHo namepeHne PaO2 npegykranbHO U NOCTAYKTanbHoO (3abop KpoBu 13
aptepuu:a.radialis dextra- npegykraneHo, a. umbilikalis unn aptepuns H/KOHEYHOCTH -
NOCTAYKTaNbHO)

Pusnonornyeckas CYWHOCTb. CpaBHMNBAETCA NnpeaykraribHad oOKCureHaumnd, KOTopyro

obecneumBaeT npaBas NOAKIYMYHAN apTepusi, C NOCTAYKTanbHOM B 6accenHe nesou
NOLKITIOYNYHON apTepun.

NMpob6a oTpuuaTtenbHasn: y pebeHka HeT OAIT

NMpo6a nonoxurenbHas :

* NpeAykKTanbHoe HacblWweHne bonblue noctaykranbHoro: [MOK, KoA ¢ OArl
* NpeAyKTanbHoOe HacblweHue MeHble noctaykranobHoro: TMA ¢ OArl

[T1 He NO3BONSIET UCKITIOYMTL HEKOTOPbLIE YACTO BCTPeYatoLLmnecs Nnopokm cepaua, npu
KOTOPbIX MPONUCXOAUT CMELLEHMNE KPOBU M3 Manoro 1 60nbLWoro Kpyros
KpOBOOGpaLLEHUS:

* MOSNTHbIX aHOMarsibHbIW APeHaX Nero4yHbIX BeH
* T. Panno c npeobnagaHnem copoca crnesa HanpaBo
e cuHgpom NMOC.



HeoHanbHbIN CKPpUHUHT Ha BI1C

(OcmMoTp, NyNbCOKCUMETPUS)

MecTo npoBeaeHus:

poaUIbHbIE AOMA

oTaAeneHnsa usnonormm HOBOPOXKAEHHbIX

OTAENEeHNd NaTonorMm HOBOPOXKAEHHbIX NPU paHHEM NepeBoae
pebeHka

MeToA: nyNIbCOKCUMETPUS (M3MepeHMe HaCbILLIEHNS KPOBU
KMCITOPOAOM Ha NpaBoW pyKe 1 Hore, onTUManbHO OAHOMOMEHTHO,
NPV HanN4YnM OAHOTO NYNbCOKMCMETPA NocrneaoBaTenbHO APYr 3a
Apyrom)

MepcoHan: meguumHckas cecTpa oTaeneHus

BeneHue ooKyMeHTaUuMK: 3anmcb B UCTOPUM BONE3HN

Cpoku npoBeAeHUsA: nocne 24 4acoB XXNU3HM HO He No3xe 48 4YacoB
XXU3HW, UNN NPU yXyOLLEeHNU COCTOSIHUSA, eCnn pebEHKY MeHee 24
YacoB XU3HW.



[lynbcokucumeTpus

U3mepeHue HacbIWeHUa remornobuHa KpoBm KUCIIOpPOaOM —
catypauum (Sa02). Metoq ncnonbayetcs ¢ Hadana 70-x rogoB XX
BEKa, OCHOBaH Ha pasHuLEe MOrMoLwEeHUS Ty4Yen KpacHOro cnekTpa
OKCUIeHMPOBAHHBIM U HEOKCUTEHNPOBAHHBLIM reMOrfI00NHOM.

Llenb nccnegoBaHus: BbisIBIIEHUE HeAMArHOCTUPOBAHHbIX
Kputndeckmx BI1C B obwen nonynsaumm HOBOPOXOEHHbIX.

PyTUHHOe npumMeHeHUue: MeTo/ NO3BONSET NOBbLICUTL
BbISIBNSEMOCTb Kputnyeckux BI1C.

3mepeHne npoBoamnTCcsa Ha NpaBomn pyke (NpeayKTanbHO) 1 HOre

(nocTAayKTanbHO). [1py HanNM4YMM QyKTyCc-3aBUCMMOIO CUCTEMHOIO
KpOBOTOKa onpeaensercd pasHuya B Sa02 Ha BEPXHUX N HUXKHUX
KOHeYHocTaX bonee 3%, nNpu umaHTUYEKCKMUX NopoKax cepaua
onpegenseTcs cHMkeHne catypauun meHee 90%.

YyBcTBUTENBHOCTL MeToaa 77.78%, cneunduyHoctb 99.9 %
(Riede et al. 2010).



[lynbcokucumeTpus

TecT npoBoauTcs nocrie 24 yacoB XU3HMU. [IpoBeeHNne CKPpUHUHIa
paHee 24 4yacoB XU3HU He pekoMeHayeTcsa BBMay 6onbLlen 4acToTbl
NOXHO-NONOXNUTENbHbIX Pe3ynLTaTtoB BBMAY NepexogHoro rnepuoaa
Mexay dpetasribHoM U HeoHaTanbHOW LMPKYyNALnEN.

iccnenosaHme He NPOBOANTCA Y HOBOPOXAEHHbIX, HaXOOALLMXCS B
oTAeneHun peaHnmaumm, y HoBOPOXOEHHbIX C NpeHaTanbHO
auarHocTtmpoBaHHbIiMu BIC.

OueHka:

OtpuuaTtenbHbIn TecT: Sa02 paBHa 1 npeBbliaeT 95% Ha obenx
KOHEYHOCTAX, pasHuua SaO2 mexay BeEpXHEN N HUXHEWN KOHEYHOCTLIO
He npeBblwaeT 3%.

NMonoxutenbHbin TecT. Sa02 meHee 90% Ha 0DenxX KOHEYHOCTAX UNK
meHee 95% un bonee 90% Ha 06enx KOHEYHOCTAX NPU TPEXKPATHOM
N3MepeHnn ¢ nHTepsanom B 1 yac unm pasHmua SaO2 mexay BepXHEN
N HWXKHEWN KOHEYHOCTbIO npeBbiaeT 3%.



OOLwWwume NnpHUMNbI cTadbunusaumm m
obcrnepnoBaHnsa HOBOPOXAeHHbIX ¢ BI1C

« ABC-anroputm: okasaHue nepsMyHON peaHMMaLunoOHHOMN MOMOLLA
no obwemy ctaHgapTy (Metoanyeckoe nMcbMo «lopsgok okaszaHus
nepBMYHOU peaHnMaLNOHHOM MOMOLLM HOBOPOXOEHHOMY B
poasane» 2010roa). NB! CornacHo pekomeHaauusam: rnepsuyHas
OblxaTernbHas nogaepxka AOHOWEHHOMY pebeHKy NpOBOANTCS C
NPUMEHEeHEM BO3yXa, NMOMHUTb O BO3MOXXHOCTU OYKTYyC-
3aBMCUMOI0 NOpPOKa cepaua v Bo3gepXmBaTbCHa OT MPUMEHEHNS
BbICOKOIO npoLeHTa Kucnopoaa!

* [MepeBoa pebeHka Ha NOCT peaHnMaLUn U MIHTEHCUBHOW Tepanuu.

» O6ecnevyeHmne BEHO3HOIO AocTyna: NnepndepruyecKkoro 1
LieHTpanbHOro.

*  MOHUTOPMUHr: NYyNbLCOKCUMETPUSA (KenaTernbHO npasas pyka u
nobast HUXKHASA KoHevHocTb), ALl (pykun/Horu), OKT.

« Ob6ecne4vyeHue ycnoBun Anst yMeHbLLEHNSI NOTPEBNEHns
KMcropoaa: TemnepartypHbin KOMMPOPT, CHUXKeEHNE BoneBbIX,
TaKTUNbHbIX, CITYXOBbIX, CBETOBbLIX pasgpaxutenen.



OOLwume NnpHUUNbI cTadbunusaumm mn
obcnepnoBaHnAa HoBopoXaeHHbIX ¢ BIC

Kucnopopa npotnBonokKa3saH: CTUMYIMPYET COoKpalleHne
rMaKoMbILLEYHOro Crosi CTEHKU apTepuaribHOro nNpoTokKa, 4To
CnocoOCTBYET ero 3akpbITUO. HO Npn HanaxeHHoN MHPY3UK
npocTtarnaHgmHa E1 Bo3amoxHa nHcydonaumsa kmcnopoga (30-35%) ¢ uenbto
NpodoMNaKkTUKN BbIPaXEeHHOW MMMOKCEMUN.

Koppekuusa KLWP: nogoep>xmBaemble napameTpbl:
pH apTepuanbHomn kposu 7,35-7,45; BE +/- 3
pCO2- 40-45mm pT cT.; pO2 — He HxKe 40 MM pT CT
NokaszaHua ana nepeBoaa pebeHka Ha UBJ1: Hannumne meTabonnyeckoro

n/vnn pecnupaTtopHoro aumao3sa: pH < 7,28, pCO2 > 60 mm pT CT

Heobxoaumo nsberatb rmnepBeHTUNSALUMN 1 ankanosa

NoanepxaHue cpeaHero ALl > 40 mm pt cT ( cpeaHee ALl B Hopme =B
pebeHka), np1 Heob6XOAMMOCTN UCMONbL30BAHNE UHOTPOMOB: AOMNAaMUH,
0o0yTpeKkc, Me3aToH, HopaapeHanuH, agpeHarnuH

UHdy3noHHaa Tepanna npoBognTcAa No OOLLNM NoKa3aHUsiM, HyrneBoun
NN OTpULATESNbHbLIM BOAHbLIN BanaHc

AHTnOaKTepmanbHas Tepanusa HasHa4yaeTcs No obLMM NokasaHUAM



OOLwume NnpUHUUNBbI cTabuUNU3auum m
obcnepgoBaHusa HOBOpOXAeHHbIX ¢ BIC

YyeT anypesa, npu CHMKEHUN PU3NONOrM4eckoro Temna anypesa:
MoYeroHHble: nasukc 0,1-0,2 mMr/kr oo 4p B CyTKK

NMNopaepkaHue pyHKUUU apTepuanbHOro NPoToKa nytem
BBedeHua npocrarnaHgvHa E1 no nokasaHuam: Hanm4dune
NoATBEPXOEHHOIO AYKTYC-3aBUCUMOro nopoka cepaua. Ctaprtosad
no3a: 50 Hr/kr/muH, makc. go3a 100 MKr/kr/MunH

OnpepeneHune getanbHON CTPYKTYPbl aHAaTOMUYECKOro gedekra
nytem 9xo-KI

MakcmanbHO paHHAA KOHCYNbTauus Kapauonora, Kapauoxupypra,
BO3MOXHO NEPBUYHO ONCTAHLMOHHO

OvnarHocTuka n Koppekuma BTOPUYHbLIX HAapyLLeHNN OYHKLUNK
opraHoB N cUCTeM (Nerkux, novek, nevyenun, LIHC)

BbisiBNieHne NOPOKOB pa3BUTUSA APYrUX OpraHoB : KOMMIEeKCHoe
Y3-uccnegoBaHue BHYTPEHHUX OpraHoB

NeHeTnYeckoe obcnegoBaHue



30M10TOU CTaHOAapPT ANAarHOCTUKH
BI1C

e 30Mn0TbIM CTaHAAPTOM A58 anarHocTtukm Bl1C
apngetca IXO0-KIT, ocHoBHOM 3aga4ven aBnsaeTcs

pa3BUTUE NpeHaTanbHOW AMarHocTukn. Ho gaxe B
ycriosusax 6e3 goctynHoctn IXO-KIT BHMMaTENbHLIN U
rPaMOTHbIN Bpa4y CNoCcoODEH NOCTaBUTL NpeaBapuUTErbHbIN
OuarHos 1 okasaTb NpaBuIlbHY0 N CBOEBPEMEHHYIO
nomoulb nauneHTy c BINC. OcHoBHag uenb Tepanuun CH 'y
TaKoro HOBOPOXOEHHOro: cTabmunusaunsa CoOCTosAHMUA Ons
npoBedeHnsa geTanbHOro oocrenoBaHns v

TPaHCMOPTUPOBKN B KAPANOXUPYPIrUYECKUIN LIEHTP.






single ventricle



1. Hopma
(3aopoBoe cepaue)

2. NaTtonormna
(aecTtpokapgma)
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