BposxAeHHBIE IOPOKU CEPALIA T
KPYIIHBIX COCYAOB

A.M.Ynuko
1-1 kagheApa Aerckux 6oaesmed BI'MY



Onpeaesenue

BIIC — asHoMaAumm pa3BUTUA CEPAILIA,
OPpU KOTOPBIX HMEIOTCA COOOIIeHUA
MEXKAYy KaMepaMH  HAW HPENATCTBUA
KPOBOTOKY, OTCYyTCTBYIOIIIII€ B HOPME BO

BHEYTPOOHOI >KU3HU.



AKTyaABHOCTBH

m Yacrora BIIC y mHoBopoxaeHHbix B Espome

cocraBageT okoAO 1% (2-3% aAeremt poskAaroTca C

BIIP),
m B Pb esxxeroano porxaaercsa oxkoao 1000 aereir ¢ BIIC

m 60-70% aereur c BIIC 0e3 XHpPypruIeckKoun
KOppeKIuu norudaer Ha 1-om roay >xkm3HH, 0o0asee

30% m3 anx nmorubaer Ha 1-oM MmecsAre >KU3HHA.



DTHUOAOT U

B BncC dopmMupyrorcs BCneacreme HapylueHumn

aMbpuoreHesa Ha 2-oM <= 8-oM Hepensix 6epeMeHHOCTMH
(cpokn oOuyeHb paHHMe, paxe npuM TwaTe/ibHOM

paccnpoce BbISSICHUTb YTO-JIN60 BeCbMa CJ1I0>KHO).

= B 6onblinHCTBE cny4yaeB npuuunHbl BIC yctTaHOBUTDL ee

He yaaeTtcH.

= [Onsa 6onbLINHCTBA BIIC XapaKTepHa

MysibTudaKToOpuasibHasas 3TUOJIOrus



D akTophl, HpuBOAAIIINE K pa3Buturo BIIC:
A. remeTnueckKkue

XpOMOCOMHbIE CMHAPOMBI (0K0/10 5%) - cmHapoMbl [layHa,
Bunbsamca, llepeweBckoro-TepHepa, 2aBapaca, atay, del22/0wv
>XXopoXXu n ap.

FeHHble cMHAPOMBI (0K0J10 3% ) — c.MapdaHa, Xonta-Opama,
PeknnHrayseHa, HyHaH, 9nepca-AaHno;

Accouuvauum
VACTERL CVHOPOM






C.Aayna, AM/KII, CH, mnanos




Cunapom IlepenteBckoro-Tepuepa




Cunapom Xoara-

Opama




VACTERL
ATpe3uns
nuweBoaa,
aHyca,
BMNC(ABK),
anjiasma nydya
crnpasa




DaKkTOpPHBI, IPUBOAAIINIE K PA3BUTHIO
BPO>KACHHBIX IIOPOKOB CEPALIA

B. DK30reHHbI€ NPUYNHBI:

NMH(MEKLIMOHHbIE U BUPYCHbIE AareHThl -
TORCH u ap. nHdekunu;

JlekapCTBEHHbIE CpeacTBa
ANKOroJib , KYypeHune, HapKoTUKWU

Tokcunyeckune BO34ENCTBUA, Hanp. XUMNYECKNX
NpeanpusaTnin, NaKOKpPacoO4yHOW MPOMbILLIEHHOCTH

PEHTrEHOBCKNE NyYU;
MOHU3UPYOLWWAas paanauns;
BMbpauuns;



D aKTOPHl, IPUBOAANINE K PA3BUTHUIO BPOXKACHHBIX
IIOPOKOB CEPAILLA

B. Myaptudakropuassasie BITC -Ao 90%!
BonblmnHcTBO BIN1C nay nponcxoXxXgeHme nx He acHo!

rpatloT posb Takxe:

m HacnencreeHHasa otdroweHHocts no BIIC ( puck ans
cnbcoB no BIIC - 2%), CC3, XpOHMYECKON pEBMATUYECKOW
6on1e3Hn u T.M..

m Bo3pacTt matepn — «BO3pacTHas» rnepBopoAsuiad v ap.

m 3abonesaHnd matepun — C, ®KY wu ap.



OO0mnie NpUHIIIIBI

arargocTuxku BIIC

LUYM N NaTo/Iornyeckme ToHbl Hag 06,1acTbio cepaua.

LInaHo3/CHMXeHne caTtypaummn KpOBU (MOCTOSAHHbIN,
nepuognyeckmn, NPUCTYNo06pasHbIN (oablWweyHo-
LMaHOTNYECKUNE NpucTynsl)), He KOPpUIrMpyeMbiin

yBenyeHmneM KoHueHTpaunm O2.

[logTBepxpnaetcd napametrpamm KOC, NYy/bCOKCUMMETPUMY,

HaJiInymem noJimunTeEMMN B reMorpaMmMme



OO0mnine mpUHIUIBI

anargocTuxku BIIC

OAbllWKa/TaxnnHoe, opTornHoe.
Kapanomeranmg ¢ @opMnpoBaHMEM cepaeyHoro ropba.
OTcTaBaHne B MOU3NYECKOM pa3BUTUN, TMMOTPOPUS
[110Xasq9 NnepeHOCMMOCTb MPU3NYECKON HAarpy3Ku

CepaeyHas HeAOCTAaTOYHOCTb.






1.

Karaccudukammsa (marodpusnosornieckas,
Moprana-Mapaepa)

BIIC ¢ oboramieHmemM MaAoro Kpyra
KPOBOOOpPAIEHUA:

be3 nmmanosa
OAIl
AMIIII
AMZKTI

A-B xommyHUKanmsa

C mmmano3som

OO0yt aprepruaAbHBINA CTBOA
Tpancno3uma MaruCTpaAbHBIX COCYAOB

C-m DitzenmeHrepa



Kraccudukanmua (marodpusmororudeckasd,
Moprauna-Mapaepa)
2. BIIC C O0EAHEHHEM MAAOro Kpyra

KPOBOOOpPAIEHUA:

be3 nmmanosa
m MICAA

C mmamo3zom

m Boaesan ®Paanro (Tpuasa, TeTpasa, HEHTAAR);

m TpaHcrio3uIinae MAarmucCTpaAbHBIX COCYAOB (€O
CT€HO30M AETOYHOU aAPTEPUN);

m C-Mm DOnrremmHa.



Karaccudukammsa (marodpusnosornieckas,

Moprana-Mapaepa)

3. BIIC c¢ oOeaHenumeM GOABIIIOTO Kpyra

KPOBOOOpPAIEHUA.

be3 nmmanosa

®  l3oaupoBaHHBIN A0PTAABHBIN CTEHO3;

m Koapkranua aoprsbl.



Karaccudukamma (marodpusnosornieckas,

Moprana-Mapaepa)
BIIC 0e3 HapyimmeHHU reMOAMHAMUKU:
B AeKCTparo3uiya CepAILa;
®  AHOMAaAUU IOAOKEHUA A0PThI;

B bBoaeszas Toraoumaosa-Porke.



da3p1 Teuenua BIIC

[lepBnyHOM ajgantaunu - OpraHun3m
npucnocabnmneaeTtcs K HapyLeHnsaMm
reMoAMHaMUnKu, BbI3BAHHbIM MOPOKOM;
BO3MOXHOCTU KOMMeHcauum HEBEIUKWU;

60/1bHON MOXET NMornbHyTb Npu TXXenbix BI1C.

OTHOCUTENBHOMN KOMMEHCALUUN - CybbeKTUBHbIE
»anobbl OTCYTCTBYIOT; yay4llatoTcs
bnsnyeckoe pa3BuUTHE 7 MOTOpHas
aKTUBHOCTb;, 3TO  Jlydllee BpeMsa  An4
KOPpPEKLNN.

J[lekoMneHcaunn/TepMmHanibHas

pa3BMBalOTCA  AUCTPODUUYECKNE  UBMEHEHMUS
cepiua M BHYTPEHHWX OpraHoB; 4em 6osiblue
COMYTCTBYIOLLEN MATONOrMMN, TeM ObiCcTpee

NCTOLWLAKOTCA BO3MOX>XXHOCTMW.



Ocaosxaenua BIIC

AncTtpoduns/ rmnoTpodus

AHeEMUS

Peunaveupyrouwime nHEBMOHUN C pa3Butnem XH3JI
PasButme Iero4yHon runepTeH3nm
NHDEKUMOHHbLIV SHAOKApAUT

TpoMboaMbonnyecknum cMHApPOM, Cyaoporn, reMmnapessl
n ap.

HapylweHusa putMa cepaua 1 npoBoAMMOCTU



OTKpPBITHIN APTEPUAABHBIN IIPOTOK

YacTtoTa coctaBndeTr go 10 - 20% Bcex BIIC.

Y HeaoHOWeEHHbIX C MaccoM Tena npu PoXAEHUN MeHee
1000 r BcTpevaetrca c yactotonm 42%, ¢ macconm 1000-
1500r — B 21%, y 7% - c maccon Tena 1500-1750r

B5-10% cnydaeB coyeTaeTcd C ApyrMMy nopokamu.

Bo BHYyTpnyTpobHOM XWU3HM ob6ecrneymBaeT MOCTYMJIEHNE
KPOBM W3 JIeroYHOro crtBoJjla B aopty (MuHysa Jnerkue
nnoaa).
OyHKUMOHaNbHOE 3aKpblTe B HOpPMe B TedyeHume 15-20
4aCOB.

OkoH4aTenbHada obnuTepauma B TedyeHne 2 ~ 10 Hepenb.



OTKpPBITHIN APTEPUAABHBIN IIPOTOK

Coobwenuwe

Mex gy aopTon




OTKpPBITHIN APTEPUAABHBIN IIPOTOK

Yalle BcTpeyaeTcd y aeeoyek (3-2:1).

TeuyeHne pas3iMyHo (OT 6eccMMMTOMHbIX A0 KpanHe

TAXeNblIX BApUAHTOB — AMAMETP NpPOTOKaA).

Y HepoHolweHHblX pgetem ¢ PAC, nHeBMONaTUsSMU

NPOSAB/SIETCSH pPaHO

KnnHnyeckne nposiBieHns 4Yalle obHapy>XMBatoT Ha 2-

3 roay XXusHu.



OTKpPBITHIN APTEPUAABHBIN IIPOTOK

Kanauka

[paHuLbl cepAala pacllMpeHbl BAEBO N BBEPX.

LLyM CGCEEEENE CUCTONINYECKUN, 3aTeM CUCTOJ10-
ANACTONIMYECKUN, <KMalUMHHbIN») cneBa OT rpyauHbl Bo II
Mexpebepbe; MpoBOAUTCH Ha BEPXYLWKY, aopTy, LWenHble
CoCyAbl, B MexnonaTo4yHyt obsiactb. icueaHoOBEHME LWIyMa —

MN1I0XON MPOrHOCTUYECKUIN MPU3HaK.

IT TOH Ha Nero4YHon apTepuun yCuseH.
AL max — N vant; AQ min - |; PO - 171.



OTKpBITEIN APTEPUAABHBIN IIPOTOK

R-rpamma
peO.7 AET C
OAII

R-nornyecku:
yBennyeHue fieBbiX OTAEI0B cepaua;
yCUNeHne KPpoBEHAMOJIHEHUS JIerknx.
[py pa3BuUTUN J1IEFOYHOU TMIMEPTEH3NN !
yBennyeHne npaBbiX OTAEN0B cepaua;
BbiOyXxaHne Ayru JIero4Hom apTepun.



OTKpPBITHIN APTEPUAABHBIN IIPOTOK
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[IpU3HaKN rmnepTpod@nn N1EBOr0 XeNyaouka;
OTKJIOHEHME 2JIEKTPNUYECKON OCU CepaLa BJIEBO;
[Mpn3Hakn rmnepTpodun o6oux >Keayao4vykosB.



OTKpPBITHIN APTEPUAABHBIN IIPOTOK

Y3U
x Cneundnyecknx Y3 rnpu3HaKoB HET,
TYpOYyneHTHbIN TOK KpoBU B JIA,
Npu3Haku rmnepdyHkunm JIDK, B AanbHENLWIEM U MPaBoOro.

KateTepunsaunsa cepaua:

- MPOBEZIEHNE KaTeTepPa M3 JIErOYHON apTEPUN B aopTy;
. YBEIMYEHNE AaBMIEHNS B JIEFOYHON apTepun;
- MOBbILWIEHNE HACbIWEHNS KpoBu O, B JIEFOYHOM apTeEpPUN.



OTKpPBITHIN APTEPUAABHBIN IIPOTOK

Aeuenue

m KoHcepBaTuBHOE — ncnosab3oBaHmne HIIBC -

B/BEHHOro nébynpodeHa, nHAOMeTaLMHa

(MHrMbuTop NpocrarnaHaMHoB E, Ls).

s PaaunkanbHOE — XMpYyprmyeckoe

[Toka3zaHuna K onepaunun — Hannume OAIT.
OnTManbHbLIN BO3pacTt 6 + 12 ner

HepoHolleHHble  OeTu C JIeroyHbiMM npobnemMamm
OMEPUPYIOTCHA B NEPUOAE HOBOPOXAEHHOCTMW.

BapraHThI — MaJiIOMHBA3NBHOE, TOPAaKOCKOMMYecKkoe
3aKpbITUE, KaTeTepusauma cepgua



OTKpPBITHIN APTEPUAABHBIN IIPOTOK

Aeuenue

Oo onepaunn Nocne onepauwn

Ocno)xHeHue OAIl - 6oTannur.
CpeaHsas NpoAao/HKUTENIbHOCTb XXU3HU 6e3 onepauum = 40 ner.



AedeKT MENKIKEAYAOUKOBOU
IIEPETOPOAKH

Cambin yactbin BINC - 20-30% cny4yaes.
leMoaAnHaMunyYecKkne HapyLieHUs1 onpeaeasitoTcs:

0 cbpocoM KpoBM cneBa HamnpaBo;

] BennynHom cbpoca (pasmep aedekrta);
0 Pa3BUTMEM JIEFTOYHOW TUMEPTEH3NN;

0 rmnepTpoduen Mmmokapaa.

BbiaenisaoT ABE OPMbI [1OPOKA !
1) HU3KMe Manble gedekTbl (MbILLEYHOM YaCTu NeEPEropoakmn);
7)) BbICOKME AedeKkTbl B MeEMOPAHO3HOWM YacTu.
) PECTPUKTUBHbIE N HEPECTPUKTUBHbIE




AedeKT MeKKEAYAOIKOBON IIEPETOPOAKA




AedekT MEsKIKEAYAOUKOBOU IIEPETOPOAKH
Kannanka

lNpn 6onbwnx gecdpektax B MEMO6pPaHO3HOMN YacTu:

OAablKa/TaxunHoe.

YTOMISEMOCTb.

OTcTaBaHue B (PU3NYECKOM PasBUTUN.

[Jedopmaumns rpyaHon KieTkn («cepaeydHbin rop6>).
PaclumpeHune rpaHuy, cepgua B nonepeyHnke U BBEPX.

Peungmneupyrowme bpoHxonerodHble 3abonesaHuns, OPBU,
Kallenb.



AedeKT MESKIKEAYAOUKOBOU IIEPETOPOAKH
Kannnka

Cucrtonnueckoe papoxaHume B III-IV mMexpebepbe
c/ZieBa OT rpyAUHBbI.

MHTEHCUBHbLIA MNaHcuctonmyeckmm wym B III-IV
MeXxxpebepbe cneBa OT FrpyAMHDI.

KOpOoTKMUN ANACTOIMYECKMN LUIYM Ha BepXYyLUKe.

MoxxeT 6bITb PUTM «rasiona».

YcuneHme wn pacuenneHve II ToOHa Ha JiIeroyHoMm
aprTepuvm.

NosBneHne wyma [pexema-CTtuna _npu JsieroyHom
rmnepreHamm (NpoToaAvacToJIMYEeCKMM Ha JieroyHom
apTepumn).

A/ max - |; A/ min-N; PO - |.



«CepAEIHBIT TOPOY




AedeKkT MEXIKEAYAOUKOBOU IIEPETOPOAKU
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[lTeperpyska u runepTpo@ua AEBOTO KEAYAOUIKA.
[leperpyska u runeprpodus O0DOHNX KEAYAOIKOB.
[Teperpyska IpaBbIX OTACAOB (ACTOYHAA TUIIEPTECH3NA).

AMIKIIT MokeT coderarbcs C IIOAHBIMH W HEITOAHBIMEA AB-OAOKaAamm,
oAokapamu 1.1 'mca.



AedeKT MeNOKeAYyAOUKOBOM IIEPETOPOAKU

lMpyn 6os1bwNnx gecpekrax B MeMO6paHO3HON YacCTu:

YcuneHne cocyancrtoro pUcyHKa J1erkux.

Ob6egHeHMne coCcyanCTOro pUCcyHKa Jierknux no nepmdepun npm passuTnm
JIEFOYHON FUMEPTEH3NN.

YBennyeHne pa3Mepa JieBbIX, @ 3aTEM — MNpaBbIX OTAENI0OB cCepala



AedeKT MEKIKEAYAOUKOBOU IIEPETOPOAKH

y3u

mOnpeAeAdrOT AOKAaAU3AIINIO U pasMep Aedekra, 00beM
IITyHTA

Karerepusanmg cepAna
m[Ipoxo>xaeHHE 30HAA W3 MHPaABBIX OTAECAOB B aOPTy

(ITaTOrHOMOHUYHBIN IPU3HAK);
=1 AaBA€HUA KpoBH U okcureHanuu B 117K

mlIpu pasHuHIle AaBACHUA B IHPABOM KEAyAOUKe | U
AerouHoM aprepum | Oosee 40 MM pr1. cT. pa3BUBAETCA

CT€HO3 ACTOYHOU apTEPHUMH.



boae3znn ToaoumamoBa-Porxe

Manbin/Manbie AMXKI1 B MbilueyHon Yactyn MXKITT
(5-10 MM, oo 1/3 anameTpa aopThl)

OTCyTCTBME OTCTaBaHUs B MOU3NYECKOM pPas3BUTUMN,
rmnoTpodumn, He opMUpyeTCcs cepaedHbin ropb

HeT 3aCTOMHbIX MHEBMOHUN

NHTEHCUBHBLIN CUCTOJIMYECKUN WYM C annueHTpoM B IV
Mexpebepbe c/eBa OT rpyAuHbl, TaM XXe CUCTO/INYecKoe
ApOXXaHue.

OtcyTtcTtByeT akueHT II ToHa Haa fierodyHon apTepuen
[[paHunLbl cepaLa HopMasibHbIE

CKNIOHHbI K CNOHTaHHOMY 3aKpbITUO — Y 25-60%
3aKpbIBalOTCA B TeuyeHune 1- 4 X JIeET XXU3HWU, MOTYT U MO3XKe.



AedeKT MESKIKEAYAOUKOBOU IIEPETOPOAKH

BapI/IaHTBI TeUeHUA

Cnonrannoe 3akpeitue Aedpekra (15-30% cayuaesn).

PasBurne cuHApOMa DiI3€eHMEHIepa:

TSDKEAAA ACTOUHAs THMIOEPTEH3UA Ha (POHE CKAEPOTUUECKHX
N3MEHEHMNI ACTOYHBIX COCYAOB

BeHo3Ho-apTepuaAbHBIN COPOC KPOBU, IIOABACHHUE IIMAHO32

runeprpopua U AUAATAIIUAA BCEX OTAECAOB cepana ( B TOM
uncae 117K), amaaranmsa AerogHoi aprepumn;

YMeHbIIIeHNE ¥ HMCUYE3HOBEHHE CHCTOAMUYECKOIO mymMa M
CHUCTOANYCCKOI'O APOKAHUA

Tpancdopmaria B «0eayro» popmy TeTpasbl Paaao:

¢

¢
¢
¢

IIOAKAAIIAHHBIN CTE€HO3 ACTOYHOU ApTEPUH;
N3MEHAETCA HAaIIpaBA€HHE cOpoca (CIipaBa — HAAEBO);
rurnepTpopupyeTcsa IPaBbIi XKEAYAOUEK;

A0PTA CMEIIAETCA BOPABO.



Aedexr MG)K)KCAXAO‘IKOBOﬁ IIEPETOPOAKU
e4deHUeE

[loka3aHus K oriepaunu:

¢ CepaevyHas HeAOCTaTOYHOCTb,
HEe KOppurmpyemas MeankKaMeHTO3HO;
¢ pasBUTUE JIEFOYHOW rMNepTeH3un;
- peunaneupyroe NHEBMOHNN;
- Paseutune runotpodpummn/bIH.

Jlydlie onepmnpoBaTb A0 2-X JIeT.
PagukanbHble M nassimaTuBHbIE onepaumnu
Craplie 3-X JeT:
- PeunaneBmpyrowme nHEBMOHNN;
“ CHWMXEHME TONEPAHTHOCTN K (ODN3NYECKOW HarpysKe;
¢ Cbpoc > 40%.



Oxxaroszua AMZKII Amplatzer

fs 85 B




AedeKT MENKIKEAYAOUKOBOU HEPETOPOAKH

¢

¢

MeAMKAMEHTO3HOE ACUEHUE

AnypeTunku;

NATD;

CepaeyHble rnmukKosnabl;

BUTaMWHbI;

JleyeHne conyTCTBYOLWMUX 3a60/1eBaHUN;

[IpodnnakTnka MHHEKLMOHHOIO 3HAOKAPANTA.

CpeaHsas npoAo/MKUTENBHOCTb XU3HM 6e3 XMpypruyeckomn
KoppeKkuun = 25 neT.



AedeKT MEXKIIPEACEPAHOM ITEPETOPOAKH

Yacrora 5 = 15% BCcex BIIC.

Abgaromuaeckm:

+ BTopuyHbie pgedekTbl (OTKPbITOE OBaJ/IbHOE OKHO,
AedeKT YCTUM nMOJibIX BEH, MNOJ/IHOE OTCYTCTBUE
neperopoakun);

+ [lepBunyHbln gedekT (HenonHasd A/B KOMMYHMKaUMS
- OMIIMT + pacwennaeHne nepeaHen CTBOPKU
MUTPaJIbHOro KjfianaHa).



Bropmunsiin aedpext

MEKIIPEACEPAHOM IIEPETOPOAKHI




Bropuunsi aAepexr
MEKIIPEACEPAHOU IIEPETOPOAKH
I'€MOANHAMMKA

C6bpoc KpoBW c/ieBa HanpaBso;
[leperpy3ka Masioro Kpyra
KpoBOObpalleHus;
[leperpys3ka n anndraums
NpPaBOro Xenyaouka.




KnnHnyeckasd cMMNTOMaTuKa pa3BMBAETCHA MOCTEMNEHHO, Mpu

AedeKT MEKIIPEACEPAHON IEPETOPOAKU
KAanauka

COOTHOLIEeHE MasibYNKOB U geBoyek = 1 : 3

6onblnXx AedeKkTax

OablWwka (YMepeHHas);
YTOMI9E€MOCTh;
YacTtble OPBU, 6pOHXUTbI, MTHEBMOHWUMN.
MoryT 6bITb 6011 B cepaue;
[ paHuLUbl cepaua:
PacwunpeHbl B nornepeyHnKe v Brpaeo;
PaclwinpeH cocyancTbin Ny4yokK (JieroyHas apTepus).



AedekT MEKIIPEACEPAHON IEPETOPOAKU
KAanauka

Cuncrosinyeckunu, Herpy6biv II-II1 Mexpebepbe clieBa
(oTHOCUTENBbHLIM CTEHO3 KianaHa J1A);

IT TOH Ha Nero4YHom apTepun YCUIEH N pacLUersieH;

MoXeT noaBagarbcsa wyM [paxema-Cruana.

AA (min, max, N4) - N.



AedekT MeXKIIPEACEPAHOM IIEPETOPOAKHU

IKT:

CMelleHne a/1eKTpnYeckon ocn BrnpaBso;
Brokaga npaBon HOXKKM ny4yka ['mca (nosiHad, HenoaHas);

[MnepTpodusa NpaBoro Npeacepand mn Xxenyaodka.
3amensnieHne AB npoBoAMMOCTU;



AedeKT MEXKIIPEACEPAHON ITIEPETOPOAKH

R-s1ormyecku:

e YBe/inyeHme nonepeyvyHnKa 3a CYET NpaBblX OTAENIOB U
JIEFrOYHON apTepun,

eyBESINYEHNE aMMANTYyAbl NysbCaunn IErOYHOMN apTEeEPUN;
® Npn3Haku oboraweHns MKK



IxoKTI'

C NoOMOLLbI 3X0OKapAanorpapuyeckoro ncciaenoBaHmns BO3MOXHO
BU3Yyasin3npoBaTb AedeKT MexnpeacepaHon Neperopogku,
YTOUYHUTb ero xapakrtep (NepBUYHbIN UAN BTOPUYHbIN), OLLEHUTb
HanpaB/eHne cbpoca yepes3 gedekT.

FT

Ll




AedekT MEKIIPEACEPAHON IEPETOPOAKU

Karerepusamusa cepana:
= | HaceimeHune kposu O, B IpaBoOM IIPEACEPANI;

m [IpoxosxAaeHUE 30HAQ U3 IIPABOIO IIPEACEPAHA B ACBOE.



AedeKT MEeKIIPEACEPAHON HEPETOPOAKH
Teuenune

= [IlpoTekaeT B uenom 6s1aronpmsaTHO

m [IporHo3 onpenensercsa pa3MepoMm agedekta n BenndmnHom AB
— cbpoca

s BO3MOXHO CNOHTaHHOE 3aKpbIiTUE Masioro AedeKTa B MepBble
5 net xun3uu (ao 10%).

sCpeaHsad MNpOAO/IKUTENBbHOCTE XU3HM 6€3 Xnpyprmyeckowu
Koppekuun = 40 ner.

MeaAnKaMeHTO3Hoe /1eyeHune:
m [InypeTtuku;
= NATTD
s CepaeyHblie rMMKo3nabl;
= BUTaMWHBbI;
= JleyeHne conyTcTBYOWMX 3aboneBaHnin, npodpunakTmka N3.



AedeKT MEXKIIPEACEPAHOM ITEPETOPOAKH
AeueHnue

[loka3aHnda K onepaunn:

m HeadpPeKTUBHOCTb MEeANKAMEHTO3HOM Tepanuu,
CoxpaHsawuimecs npu3Hakyu  cepaevyHonm  HeaoCTaTOYHOCTH,
pa3BUTUE JIEFOYHOW TNMMEPTEH3UMN.

m Cbpoc kpoBu 6osiee 40%:;

OnTManbHbIM BO3pacT aAng onepaunn — 5-10 ner.

BO3MOXXHO Ma/loMHBA3MBHOE 3aKpbiTUE MNpu KaTeTepusauunm
cepaua

AnddpepeHumnanbHas aguarHoctuka: AAJIB, OAIll, ABK



JTanbl UMNAaHTaumm «Amplatzer»

-

A

- * va ~—
— Saw,
e i

- L. g Y

§ T
oS s
e

-




Terpasa Paanro




BIIC c 00epAHEHHIEM MAAOTO KpPyTa

KPpOBOOOpaIneHus
boae3np Dasro

Okono 10% Bcex BINC , oo 75% «CrMHUX> NOPOKOB.
«Knaccnyecknm» BapmaHTOM cunTaeTca TeTpaga ®anno:
m CTeHOo3 J1A;
m [AMXIT;
m JEKCTPano3nunsa aopThl;
= rMNepTpodus NpaBoro »enygoyka.

[eMoAMHaMUKA:

sKpOBb B QaopTy W JNEroYyHyl apTeputd BO BpeMSA CUCTOJIbI
NOCTynaeT U3 ob6ounx Xxenyao4ykoB;

leIpa)KeHHOCTb rMMrNoKceEMUnM 3aBUCUT OT BEJIMYNHDBbI CTEHO3A.




boaezap DaArro

Kanouka

MOXEeT CUJIbHO OT/IMYAaTbCA, 3aBUCUT OT CTENEHU
CTeHo3npoBaHua JIA

LlnaHo3, ycunmBaeTcs C BO3PacToM;

OablllKa, oAbllleYHO-LUMAHOTUYECKNE MNPUCTYMbI
OTCTaBaHMe B (ODM3NYECKOM Pa3BUTUN;

CHMXKEHME TONIEPAHTHOCTUN K (DU3NYECKOWN Harpyske,
No3a «npucegaHnsd Ha KOPTOUYKN>;

dopMmpoBaHmne cepaeyHoro ropba

gedopmMaumm nanbueB wu  Horten («b6apabaHHble
«YacoBble CTEKa»).

MNasIouKn>,



OABIIIIEYHO-ITHAHOTHYECKI

HpI/I CTVI1I




«HacoBbIe CTEKAQY




Bboae3up Paano
Kannnuka

rpaHuUbl cepaua HopMasbHbl  MAWM  HE3HAYUTENbHO
pPacCLUMPEHbl B MOMEPEYHUKE;

rpyobbin CUCTONMYECKUA LWYM BAOJSIb FPYyAMHblI CNEBQ,
SMNMNLUEHTPbI 2-€ U 4-e Mmexpebepbe ;

ocnabneH II ToH Ha NeroyHom apTepuu;

AL max |; A min - N; P4 |.

OcobeHHOCTU reMorpaMMbl: aHEMUS, KOTOpas BCAeacTBue

FMMOKCEMUN  CMEHSETCS NOANUNTEMUEN - PUCK
Tpom60308B!



OabillevyHOo-LMaHOTU4YeCcKume KPUMU3bl

3AMN304bl PE3KOINO YCUJIEHUA OAbILLKN N LNAHO3aAd, OTPAXakT OCTPOE
CHUXEHWNE JIErOYHOINro KpoBOTOKaA.

= BO3HMKAIOT Yalle B BoO3pacTe 3 Mec. ~ 2 roaa,

= PAa3BMBAOTCA BHE3aAMHO; NosABAAEeTCsa 6eCcnoKoNCTBO, YCUINBAIOTCS
OAbllWKa, LUMAHO3;

= BO3MOXHa MoTepsi CO3HaHua (FMMNOKCUYEeCcKass KoMma); cyaoporu,
NOSAB/IEHNE FrEMUMAPE3A.

Kpn3bl MOryT BO3HMKATb AaXXe B OTCYTCTBME LiMaHO3a B MOKOe.
NMpoBounpyroTca:

m JJINTEJIbBHBIM MJ1a4EM, KOTOprVI MOXET YMEHbLUATb NIeroYHbIn
KPOBOTOK U3-3a YAJIMHEHUA BblAOXaA,

® YMEeHbLUEeHNEM NMpeaHarpy3kn NpaBoro Xenyaoyka n CHUXEHUE
OlCC, a cnegoBaTesibHO, YBennyeHmne cbpoca crpaBa HaseBo U
CHUMXXEeHMe NIeEroO4YHOro KPOBOTOKA MOXXET NMPOUCXOAUTb BO CHE, NMpwU
INXOpaAKe nian B pesynbTaTe APYrUX NPUYNH, NU3MEHAOLLUNX
COCYAUCTbIN TOHYC;

= KDOME TOr0, JIEFOYHbIN KPOBOTOK MOXET CHMXATbCS Npw
COKpaLlEHNN BbIHOCSLLErO TPakTa NPaBoOro Xenyaodka.



boae3zuar Paaro

CMmelleHune 3J1IeKTPpNYeCcKoM ocu BNpaso ;
NMpu3Haku rmnepTpodumn npaBbixX OTAENIOB cepaua.



Terpasa Parno

R-nornyecku:
Ob6eaHeHMe coCcyanCToro pucyHKa nerkux;
Hebonblive pa3Mepbl cepaua;

Cepaue B Bnae «canoXxka» (TaJinsg Bblpa)eHa, BepXyLKa
npunoaHsaTa).



boaezap DaArro

Y3U

MeTo4 yTouyHdeT BenmnmunHy LOMMXKI1, cteneHb CcTeHO3a
JIA, cMelleHne aopThl.

KaTteTepusauund cepaua:
T OABJIEHNE B NMpaBOM Xenyaouke;
| HacblWeHnd apTepuasnbHon KpoBu O-;
KaTeTep NpoXoauT M3 NPaBOro Xesyaodka B aopTy.



EcTecTBeHHOe TeyeHue TeTpaabl ®ansio m

nMporHo3
[Mpwn TeTpaae ®anno TedyeHme U NPorHo3 B 3HAUYUTENbHOW CTEMNMeHN
onpenendrTca cTeneHbio cTeHo3a J1A

« 25% peten c Tetpagon ®ansio ymMmparT B Te4eHne nepBoro roga
XXU3HU, U3 HMX B6OMIbLUMHCTBO Ha NEepBOM Mecsue - Kak npaswuno,
60MbHbIE, MeLWMNe TaXeNenwyr ob6CTpyKLUMIO BbIXOAHOMO oTAena
NpaBoOro Xenyaoyka v Jilero4yHou aprepuu;
*40% 60nbHbIX NornbatoT K 3 rogam, 70%-k 10 rogam u

95%-k 40 rogaM >XnU3HMW.
*25% 60nbHbIX C TeTpagon Panno, He UMeLWKnX LMaHo3a B Nepsble
Heaenn XXU3HW, CTAHOBATCA CUHIOWHbIMU CRYCTA HeAeNnn, Mecsubl
UNU roabl B CBSA3M C YBEJIMYMEHUEM NEro4HOro CTEHO3aA.
[lporpeccupoBaHne rmnoKCeEMMMN, LMaHO3a U NOINLUUTEMUN CBA3AHO
He TOJIbKO C YBEe/IMYEHUEM CTENEHN NIErOYHOIro CTEHO3a, HO U MOXET
CBUAETENbCTBOBATb O HapacTatoweM TpoMbo3e eroyHbIX apTepmon um
apTepui C nocnenytolen NnocTeneHHon peaykumem nero4yHoro
KpOBOTOKaA.
« TpoM603 N abcueanpoBaHme CoCyLoB rOSIOBHOO MO3ra, UTO CITYXUT
yacTon NpuUMHOU cmepTn B Nepsble 10 NeT XXU3HWU.



Boae3zuar Paaao

KoHcepBaTtuBHOE A€ueHUE

m OrpaHnyeHmne MU3nYeckon Harpyskm, NMUMTbEBOUN pPEXUM

m B-aapeHobriokaTopsl

= He ncnonb3yrTca cepaeyHble rmMKko3nabl, MOYEroHHble
( pyck TpoM6030B)

bes3 XNPYpPruyeckom KOppEeKLnmn cpeaHss
NPOAO/IKUTENBHOCTb XU3HN = 12 neT.



boae3uap Paaro

OnepaTnBHOE f1evyeHne

MeTon Bbibopa -
paavKkasbHas onepauus.

[Ilpy HEBO3MOXHOCTU —

Korrektur der Fallot’schen Tetralogie

nananaTuBHas (cozpgaHune
MeXXapTepuasbHbIX
AaHACTOMO30B).

OThaneHHble
pe3y/ibTaThl paAnKanbHbIX
ornepauunn — 20-neTHAad

BbDKMBAaeMOCTb 6oniee yem vy
90% 60/1bHbIX.




OabilWeyHOo-LMaHOTU4YeCKMne Kpumsbl.
HeoTno)>xHas NoMolLlb

PebeHka yca>xmBaroT Ha KOPTOYKM UM MOMOraroT EMY NPUHATb
KOJIEHHO-/IOKTEBOE MOIOXEHWE AN YBENNYEHNS CUCTEMHOIO
COCY/ANCTOro CONMpPOTUBIEHUNS.

[aloT Knucnopon rnpy noMoLUn KMCNOpPOAHOM MAacKM CO CKOPOCTbIO 5-
8 n/MUH.

Beogat MmopduH 0,1-0,2 Mr/Kr Mmaccel, B/M nnu B/B

[pyn TsXXenoM NpUCTyne BBOASAT BHYTPUBEHHO HAaTpuda bukapboHaT
1M3KB/KI Macchl

Ecnn umaHo3 coxpaHdeTcs, BBOAAT nponpaHosion (aHanpuauH) 0,1-
0,2 mr/kr maccbl B 10 mn 20% p-pa rnwoko3bl, B/B MeasieHHo- 1
MJ1/MWUH.

[lpy gnntenbHoOM npuctyne nposoadaT UT c uenbio yBennyeHumd
ob6beMa UMPKYINPYHOLLEN KPOBWU

[pn cypoporax BBoAsaT Hatpus okcmbytupaTt 100-150 mr/kr
MacCbl, BHYTpMBEHHO (MeaneHHo — 20 Mr/Kr B 4ac)

Ans yBeNMUYEHNS IEFOYHOI0 KPOBOTOKA MOXET NoTpeboBaThCS
SKCTPEHHOE XMPYPrMUYECcCKOe BMELLATENBCTBO.



I/ISOAHPOBaHHHﬁ CTEHO3
AET'OYHOMN aprepuu

Thick Right Ventndle

PULMONARY VALVE STENOSIS



BIIC c 06eaAHeHIIEM MAAOTO KpyTra
KpOBOO%)aLueHI/IH
M CAA

Yactora 6 = 9% o1 Bcex BIIC
I emMmoAamEaMEAKA:
B IIPENATCTBUE K BBIOPOCY KPOBU M3 IIPABOIO JKEAYAOUKA;

® IIOBBIIIEHUE AABACHHA B IpaBoM >keayaouke (ao 200 ! mm
pT. CT.);

" pgpu coueranuu c¢ AMIIII — «cwHHI» HNOpPOoK (TpHasa

Darro).



e

LA

KT :
CMelleHne 3/1eKTPUYECKOM OCK cepAlia BNpaBo;

[Ipn3Hakn rmnepTpodun NPaBoro »xeayao4vyka U NpaBoro npeacepans;
Brokaga npaBon HOXKM ny4ka l'nca.



BIIC c o0eaAHEeHHIEM MAAOTO KPyTa

KPpOBOOOpAIEHUA
HNCAA

R-1ormyecku:
YBennyeHve npaBbiX OTAEN0B cepaLa;
YBennyeHne nero4yHom aprtepumn (rnocse CrteHosa);
Ob6eaHeHWe Nero4yHoro CoCyamncroro pucyHka.
KaTteTepusauuga cepala:
[ToBbILWLEHME AABAEHUS B MPaBOM XeENya0o4YKe;

CHWMXXeHMe AaB/eHNs B NEeroYHOW apTepuin.



BIIC c 00eaHeHIIEM MAAOTO KpyTra
KPOBOOOpaIeHuA

HNMCAA

JleyeHue

KoHcepBaTuUBHOE.

OnepaTtuBHoOE. [loka3zaHM4a K onepauunun:
m Kapagnomeranusg;

m CepaeyHad HeAOCTaTOYHOCTb;

= [pagneHT AaBneHUs Mexay npaBbiM Xenygouykom u JIA > 50 MM
pT. CT.

[lpegnoyTuTenbHbIM BO3pacT A0 16 ner. be3 xupyprmnyeckoum
Koppekuumn ao 50 net goxmeaeT He 6osiee 10% 60/bHbIX.



OB/l cTeHO3a KfanaHa nero4yHon aprepuun




BIIC c o0eaHeHIIEM OOABIIIOTO Kpyra
KPpOBOOOpAIEHUA

Koapkranma aopThl

® BpoXXieHHOE CY>XeHME Ha OrPaHUYEHHOM YYaCTKE HUXKE

/1IEBON MOAK/IOUYNYHOW apTEPUN.
m 6 - 15% ot Bcex BIIC.

= KOA MoxeT codeTaTtbcd ¢ OAll n pacnonaraTtbCcd Ao
npoToKa (NpeayKTanabHO) WM NOoC/e - MOCTAYKTasIbHO.



BIIC c o0eaHeHHIEM OOABIIIOTO Kpyra
KpOBOOOpAaIEeHUA

Koapkranma aopThl

[eMOANHaMUKaA:

TMMNEPTEH3NA BblLLE CYXEHNA,
TMMNOTEH3NA HUNXE CYXEHUNA,

npu cyxeHmn Humxe OAIl — cbpoCc B J/eroyvyHyro
apTeEPUIO N paHO pa3BMBAETCH JiIeroyHad runepTeH3us,

cepagevyHasd HEAOCTATOYHOCTb.



Koapkrarusa aoptbl

COARCTATION OF AORTA



Koapkrarua aoptbl

Kanauka
COOTHOLUeHVIe MaJIbYUNKOB N AEBOYHEK = 3—51

B Mnaglwen Bo3pacTHOW rpynne, «UH@anbTUAbHbIN TUM> :

[MpeaykTanbHasa koapkTaumns (4o80%)

Yacto c apyrummn BMNC(AMXI1, OAll, CAC,
(bnbpoanacros)

[MnepeonemMmna MKK

BneaHoCTb, MOT/IMBOCTL;
3aTpyAHEHUS MPU KOPMIEHUN;
OpfblliKa, Kalwenb, 3aCTONHbIE XPUMbI;
M.6. anddepeHUMpoBaHHbIA LMAHO3

OTcyTCcTBME NyabCaumm Ha 6eapeHHbIX apTEPUSAX U
apTepusx cTton

PaHHMe netanbHble UCX0Abl B rpyAHOM BO3pacTe B CBSA3MU
c Taxenon HK, pedbpakTtepHon K Tepanmmn



Koapkranua aopTbl

Kanauka

B cTapliey BO3pacTHOM Fpynne, €« B3pPOC/bIN TUM> :
ApTepuanbHas rmnepTeH3nd
HOCOBble KPpOBOTEYEHUS, roJI0BHbIE 6onu;

CUHAPOM apTeEpPUaNbHON FMAOTEH3NUN B HUXHEN MOMOBUHE
Tena

OTCTaBaHMe B (MOU3NYECKOM pPa3BUTUMN HMXHEN YacTu Tena.
PaclumnpeHue rpaHuLubl cepala B/1EBO;

[py6bI CUCTOIMYECKMM LUYM HaA OCHOBaHWUM cepaua Wau
MEXXJI0MaTO4YHO.



Koapkranua aoptbl

R-siornyecku:

YBennyeHue neBbiX OTAE/N0B cepaua;

MoryT 6bITb Y3ypbl III-IV pebep;

O6oraweHne Manoro kpyra (MoCTAyKTanbHbIA TUM).



Koapkramusa aopTsl

KT :

( MOXeT 6bITb)

J

[pu3Haky rmnepTpodunun NEBOro Xenyaouka,
CMELLLEHNE 3NEKTPUYECKON OCU BJIEBO



Koapkramma aopTel

Kanmauka

Y3U:

[Ipy3Hakn runepTpodunn mmokapaa JIK,

YCKOpPEHME MoToKa;

TYPOYNEHTHOCTb HMXXE MEeCTa CYXEHUS.
KaTteTtepmsaumd aopTtbl (MpUMEHSeTCcs o4eHb peako!)

FPAAUNEHT AaBAEHUA T N | CYXKEHUS.



Koapkramua aopTel

Aeuenue

[Toka3zaHug K onepauunu:

s [pagveHT paBneHuss > 50 MM pT. CT.;

m [lpy HeTaXXenoM TedeHun onTuMasbHbin Bo3pact 10-14 nert
(yMeHblleHne puUcKka pekoapKTaummn).

[lpy coxpaHswLWencs B nocaeonepaunoHHOM nepuoge Al -
FTMNOTEH3MBHAa Tepanu4.

be3 xnupyprmyeckom KOppeKLUnn cpeaHsss npoao/IXNTENIbHOCTb
XN3HN = 35 ner.



Tpancrosuiusa
MATrUCTPAABHBIX COCYAOB

SIMPLE TRANSPOSITION



Tparcoo3unma
MAaruCTPAABHBIX COCYAOB

TUNNYHBIN «CUHU> BI1C

KnnHnyeckne nposiBIeHNs U HapyLIEHNI reMoANHaMUKn
06yCnoB/IEHblI HAIMYMEM KOMMNEHCUPYIOLLNX KOMMYHUKALWN,
coctodHneMm MKK(80-90% - c runepsonemuen MKK).

Bbipa>X€HHbIW LIMaHO3 C POXKAEHUS, TAXKECTb LiIMaHO3a
06paTHO KOPpPENNPYET C KOIMYECTBOM KOMMYHUKALINA

OabllKa/TaxmnnHoe
Taxukapangd

Kapanomeranunsa, opMnpoBaHme cepaedyHoro ropba y
CTapLumX



Tpancno3urua
MaruCTPAABHBIX COCYAOB




Tpanacno3uiusa

MaFI/ICTp AABbHBIX COCYAOB




Tparcoo3unma
MAaruCTPAABHBIX COCYAOB

AyCKyJibTaTBHas KapTuHa obycrioBsieHa Haan4Ynem
KoMMyHukaunn(AMXI1, OAll n ap.), HecneundPn4yHa

PaHO pa3BMBaeTCs HEAOCTAaTOYHOCTb KPpOBOOOpalleHuns,
pedpakTepHas K Tepanmnu

[Ip3HAKN XPOHNYECKON FMMOKCUN- «YaCOBble CTEKIa» U Ap.
Peungnempyrolime 3aCToMHble MHEBMOHUN N BPOHXNTDI
PaszButne noanumTeMmnm

HebnaronpusatHbii nporHo3 — 80-90% nornbatoT Ha 1-M
roay >XW3Hu



Tparcoo3unma
MATrUCTPAABHBIX COCYAOB

JleyeHne — TONIbKO onepaTuBHOE.
s [lannnatuBHbIE ONepaunn - KaTeTepHas aTpuocenToTOMUS
(PawkunHaa-MNapka)
m PaankanbHble onepaunn -
XXaTteHe - 1o 2-3-X HeaenbHoro Bo3pacta (Switch)
MacTtapaa



bnarogapro 3a BHUMaHue!
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