XUPYPruyecKas TakTUKa Ipu
«onmenueix» BIIC

Bemomnaun: crygent 4 JI®, 12 rp.,
Adonun b.O.



AKTYyanbHOCTH

o BIIC coctaBusator 30 % cpenau BceX BpOKAEHHBIX IOPOKOB PA3BUTHS Y ACTEH, 3aHUMAs TPEThE MECTO
TI0CJIE ITATOJIOTMH OIIOPHO-IBATATEILHOr0 anmapara u LeHTpanbHoi HepsHoit cuctemsl (ITHC),
ooHapyxwuBarorcs y 0,7—1,7 % HOBOPOXKIEHHBIX IETEH

o YnenpHbIi Bec Becex BIIC B Poccnm cpeny BpokIeHHBIX TTOpOKOB pa3BuTus gocturaet 40%.
Y HOBOPOXXJICHHBIX, POJUBIITNXCS KUBBIMH, YaCTOTA MOPAKECHHUI CEpAIla COCTABIAET B cpeaHeM 8- 14 Ha
1000 HOBOPOXKICHHBIX.

o BIIC sBasercs npuunHoi He MeHee 11% mmanenuecknx cMmepteit u coctapiset okosio 50% ot
BCEX CJIy4aeB CMEPTH, aCCOIMUPYIOMINUXCS C MOPOKAMH Pa3BUTHSI.



«biiegapIE» TOPOKH

He3zapaienue aprepualibHOTO IMPOTOKA
JledexT MexnpeacepaHOn NeperopoaKu
JlepeKT MexKEeTyT0UYKOBOM MepErOpOaKH
AHOMAaJILHBIN JIPEHAXK JIETOYHBIX BEH
OTKPBITHIM aTPUOBEHTPUKYJIIPHBIA KaHAI

JleeKThl a0pTO-J1€TOUHOM ITEPETOPOAKH



Hepnonm BOZHHKHOBE€HHH CHMIITOMOB cepne-moﬁ HeJocTa-

TOYHOCTH Ha (poHe BPOKIeHHOH NaTOIOTHH Cepana

Boapact nosaene-
HHA CHMIITOMOB
CepaAeYHOH HeJoC-
TAaTOYHOCTH

I'IthmHa Pa3EHTHA CHMIITOMOB cep,leqnoﬁ HEOOC-
TATOYHOCTH

IIpH poXaeHHH H
MIepBEIe JHH JKH3HH

-CHHIpOM IHIOILTA3HH JIEBRIX OTJASNIOE Cepana
-TpaHCO3HITHA MardCTPaIBHEIX COCYI0B

-OAIl vy MaTIOBECHEIX HeJJOHOIIEHHEIX AeTeH
-ToTanpHEIH aHOMATBHEIH APEHAXK JENOYHEIX BeH
(ocobeHHO NMPH HATHYHH CT€HO33a JerOYHEIX BEeH)
-KpHTHYECKHH CTEHO3 aOPTEI H JIErOYHOH apTepHH
-KpHTHYECKAq KOAPKTAIHA a0PTEL IEPePEIE VT H
A0PTEI

2-4 Heenq KH3HH

-KoapKTanua aopTeI C aCCOLTHPOBAHHEIMH aHOMa-
JTHAMH

-BIIC c SoasmmM Jeeo-npaeeiM myHEToM (VDKL
OATT) v HeIOHOIIEHHEIX HOBOPOKIEHHBIX
-Pannee ykazaggeie BIIC

4-6 HegeIq KH3HH

- BIIC ¢ oonpmmmM aego-mpaesmv mryHTOM (VDK
JIMITIIT, OATII, monHas dopma ABK)

6 Hegeds - 4 Meca-
na

- BIIC ¢ 6onpmmM Jepo-npaesiv myHToM (VDKL
JIMITIT, OAII, momuas dopma ABK, gedexT aopto-

JIErOYHOH NeperopaKH)
-AHOMANBEHOE OTXOXKICHHE 1€BOH KOPOHAPHOH ap-
TEePHH OT JIETOYHOH apTEpHH




BIIC ¢ nonHeIM BHYTPUCEPACUYHBIM CMEIIIMBAHUEM KPOBH

1). O6muii aprepuansubiii ctBod (OAC)
2). ToTanbHbI aHOMANIBHEIH ApeHax erounsix BeH (TAIJIB):

Benyumue cuMITomsl:

[Ipr3Haku cepieuHON HEAOCTATOYHOCTH
TpaH3UTOPHBIN [IUAHO3

JleroyHas runepTeH3us

CuTtyarus, KaK MpaBuio, Ha SBISIETCA SKCTPEHHOU

TakTuKa BeaeHUs:
1. KoncepsarusHas tepanus cepaeunoii Hegocrarounoctu (CI', muypeTHkn)
2. Ilo BO3MOKHOCTH, PaHHSS OIepaTUBHAS KOPPEKIIHS MOPOKa



BIIC ¢ HENmOIHBIM BHYTPUCEPACYHBIM CMENIIMBAHUEM KPOBU

(;1eBo-TIpaBbIil cOPOC)
1.  OAII

2. JAMIKII
3.  AV-ka”ai
4. OOJBIIOE A0PTO-IYILMOHATBHOE OKHO

Kinnnuka

1. CH c pazButuem B nociueayroriem JII

2. Ilnano3 OTCYTCTBYET HIIH HEPE3KO BHIPAKEH

3. Cucronuueckuii mryM. MoKeT OTCYTCTBOBATH IPH OOJIBIIOM Ae(PEKTE U OMUHAKOBOM
IaBICHUH B 00enx xemynoukax (6ombiroit JIMIKII, AV-kanan)

TakTHKAa BeleHUA:
1. Koncepsarusnas tepanus CH (muyperuxu, CI')
2. PaHHSIS KOppeKIus Mopoka (ONTHMAIIEHO 3-5 HEEIs JKU3HH )



OTKPBITHIN aopTaJIBHBII/I HpOTOK(QZS 0)
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CnupanbHaa KOMNblOTEPHaa Tomorpadwmsa ¢ 3D-pexoncrpyxu,i4eﬁ
AO - aopTa
CJ1A - CTBO1 /IErOYHOM apTepun




['emommaamuka mmpu OAII

HopmanbHaa yunpkynauma HeHopMmanbHan
UUpPKynayus

3aKpbITbIN § OTKpbITBIN
ApTepuanbHbin apTepuanbHbIn
NPOTOK NPOTOK




OneparuBHOE JICUEHUE

o TlalauaruBHOE XUP. JICYEHHE HE MPOU3BOAUTCS (E€CIIN IPUCYTCTBYET BBIPAXKEHHAs JIETOYHAS
TUIIEPTEH3MS, TAIMEHT aBTOMATHYECKH CTAHOBUTCS KaHMIaTOM Ha MEPECANKY CEPALA)

¢ PanukanbHOE XHUP. JICUECHUE:
1.  IlepeBsa3ska
2. KimnunpoBanue

3. OMmOboaunzamnus



TPaKUMONMBIH
wos

E
! Paigenesmme
[Inohnan nuratypa Anatypa Hanomenne ' APTEPMANLHOTD
APTEPUANLMHOIO NPOTOKA “a sopre ssnasn Potts NPOTOKA

JAPUTHE PErOMMON ApTEDIA




PeHTreHsHaoBacKyasspHas smOooam3anus OATLI







Pe3yierarhl

IociieonepanMoHHas JeTAIbHOCTD: 0.2 — 3%
OCHOBHOE 0CJIOKHEHH € IIPHU IEPEBA3KE . IOBpEKICHNE BO3BPATHOIO HEPBA, KPOBOTEYECHUE

Pexanaau3zanmua OAII : y 0.1% onepuposannsix



JIEOEKT MEXCKEJTYIOUYKOBOU IMEPETOPOJKN(Q21.0)




Knaccudukanms

¢ MHmepuMeMOpPaHOo3HbIE TeeKThI MEKKETYT0UKOBOI meperopoaku - 75% (paconokeHsl B
BEPXHEH YaCTH IIEPETOPOIKH O A0PTaTbHBIM KJIallaHOM, MOTYT 3aKPbIBAThCS
CaMOIIPOU3BOJILHO )

¢ MbIIeYHbIE Je(PeKThI MeKKeayT0uKkoBoii meperopoaxu — 10% ( pacronoxeHsl B
MBIIIIEYHOM OTEIIE IIEPETOPOAKH, Ha 3HAYMTEILHOM yIaJICHUH OT KIAIaHHON M IPOBOISIICH
CHCTEM )

o HaArpeoHeBbIe HeeKThI MEKKETYI0UKOBOM meperopoaku - 5% (pacmosaokeHs! BhIIIe
Ha[HKETYJ0YKOBOIO IPEOHS, CAaMOIIPOU3BOILHO HE 3aKPBIBAIOTCS )



I emonguuamuka mpu JIMIKII
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OneparuBHOE JICYCHUE

¢ ACHMIITOMHOE TEUEHHUE MPU €ro HEOOJBIINUX Pa3Mepax MO3BOJISET BO3AEPKATHCS OT
XAPYPrUUYE€CKOrO0 BMELIATEILCTBA

¢ llagmaTuBHAA ONEPALMSL: CO3IaHNE UCKYCCTBEHHOTO CTEHO3a JIETOYHOM apTEpUH C
TIOMOILEI0 MAaHKETKH. (IIPUMEHSETCS IIPH BEIPAXKEHHOM JIETOUHOM IMIIEPTEH3UH

¢ PaaukajabHas onepamnus:
.  yIIMBaHUE MajbIX AC(PEKTOB
2. IUIACTHKA OOJbIIUX AC(PEKTOB

3. PEHTTEHAHJIOBACKYJISIPHAS OKKJIIIO3MS AC(PEKTA MEKKETYT0UYKOBOM TTEPETOPOIKHU



PentrensnaoBackynsapuoe 3akpoitue JAMIKII




Pe3yierarhl

JIeTaJbHOCTH PU PAAMKAIBHON KOPPEKIHUM: menee 3%

OcJ10:XHEeHM S ToaHas rmonepedHas OJI0Kaza, 0CTaTOYHOE NIYHTUPOBAHKE, HEJJOCTATOYHOCTh
TPUKYCIIHIAJIBHOTO KilanaHa: He mpeBbImaioT 1%

OTtnaneHHble pe3yiabTarhl ocie paaukaibHoi Koppekiuu JIMIXKII 6omee yem y 80 %
TIOJIOKUTEITBHBIC



Jlepekt mexnpencepanoit neperopoaxu(Q21.1)
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Knaccudukanms

Ostium

secundum =~

Puc. 12.1. AHatoMus




I emogmaamuka mipu JIMIIII

Atrial septal defect

Left
atrium

MedicalPlermet. sit
— MedUliuHa OfF 8ac.




OneparuBHOE JICUCHUE

o YmuBanue aedexra [[MIIII
o Ilnactuka nedexra JIMIIII 3annaroi
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AHOMaNBHBIN IpeHak terodnbix BeH(Q26.2(3))
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Knaccudukanms

& TToJMHBIN/YaCTHYHEIN IpeHaX

I BapmanT — cynpakapauaabHBINA
Il BapuanT — unTpaKapaAUaILHEIN
III BapuanT — cyOkapanaibHbINA, HHDpaKapaHaIbHbIH

IV BapuanT — cMemanHbIi



I emonnmaamuka
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OneparuBHOE JICUEHUE

o JleTsaM B Bo3pacTe 0 3 MECAIEB, HAXOAAIIUMCS B KDUTHYCCKOM COCTOSTHUM, IIPOBOAUTCS HadIuaTHBHAS
omnepaius 3aKpbITOM aTPUOCENTOTOMUM, HAalIpaBICHHAs HAa YBEINUYCHUE MEKIIPEACEPIHOTO COOOIICHUSI.

K o01uM npuHIMIaM paJuKaibHON KOPPEKIMH TOTAIbHOIO aHOMAJILHOI'O JpeHaXKa
JIETOYHBIX BEH OTHOCSTCH:

< CO3JAaHHE aHACTOMO3a MEXIY JIETOYHBIMUA BEHAMHU U JIEBBIM MPEACEPAUEM,
< 3axkpsitue JAMIIII,

s TICPCBA3KaA IIATOJIOTNYCCKOIO COO6H_[€HHH JICTOYHBIX BCH C BCHO3HBIMU COCYIaMH.






Pesyierarsl

+ EcTecTBeHHOE T€UCHHE TOTATHLHOIO aHOMAJBbHOTO APEHAXKA JICTOYHBIX BEH
HeOnaronpusaTHO: 80% meTeli morndaeT B IEPBBI TO JKU3HMU.

¢ Pe3ynprarsl XUpypruuecKom KOPPEKIMU aHOMAIBHOTO APEHAXa JIETOYHbIX BEH
YIOBJIETBOPUTEIIBHbBIE, OTHAKO CPEAN HOBOPOKIACHHBIX HHTPA- U
ITOCJIEOTEPALIMOHHASA JIETAIbHOCTH OCTAETCS BBICOKOU.



OTKpBITBIN aTpUOBECHTPHUKYIISIpHbIH Kanan(Q21.2)




Krnaccudukamus

¢ YacTuuyHbIU J1ePEKT aTPUOBEHTPUKYIISIPHON IEPETOPOJIKHU

o TlomHbIN neEKT aTPUOBEHTPUKYIAPHOMN ITEPETOPOIKHU

o IIpomexxyrouHas popma




I emonnmaamuka




OneparuBHOE JICUCHUE

KOppeKIII/IH HEIOJHOU (l)OpMI)II BOCCTaHOBJICHUE IIEPEAHEN CTBOPKU MUTPAJIBHOTO KJIAllaHa, 3aKPBITUE
ne(eKTa MEKIIPEACEPAHON IEPETOPOAKH, IIPU HEOOXOAUMOCTH — IIACTUKY TPUKYCIUAAIBHOIO KIIAIIaHA.

Koppekuusi OJHOI0 OTKPBITOI0 aTPHOBEHTPUKYJIAPHOI0 KAHAJIA: OHOMOMEHTHAs
mractuka JAMIIII, JIMOKII, MUTpaJIbHOTO M TPEXCTBOPYATOIO KJIAIIAHOB.

Y AeTer paHHEro BO3pacTa MHOIIA MPEABAPUTEIBHO BBIITOJHACTCS MAJIMATUBHASA OIIEPALM 110 CYKEHUIO
JIETOYHOTO CTBOJIA.

Ilpu NpoMeKYTOYHBIX BAPMAHTAX OTKPHITOI0 ATPHOBEHTPUKYJIAPHOI0 KaHAJIA:
mractuka JIMIKIT n annynonnacTika TpUKyCIIUIAIBHOTO KJlalaHa.






Pesyibrarsl

o TeueHne MOIHOM (POPMBI OTKPBHITOTO ATPHOBESHTPUKYIISIPHOIO KaHaIa HeOJIaronpHusITHO:
0e3 CBOCBPEMEHHOM KOPPEKIINH opoka 95% manueHToB NOTru0aroT B TEUCHUE IEPBBIX D
JICT JKU3HMU.

o Ilpm gacTUaHOM (POpME OTKPHITOIO ATPHOBESHTPUKYISIPHOTO KaHAIA CPSIHSS
IPOAOJDKUTEIIBHOCTD KU3HHM 00JIbHBIX 0¢3 onepanuu — 15-20 1er.

o llocneonepanmOHHBIE PE3YIBTATHI OTKPHITOrO aTPUOBEHTPHUKYJISIPHOTO KaHaJIa
yJIOBJIETBOPUTEIILHBIE.



JledekT aopro-nerounoii neperopoaku(Q21.4)




Knaccudpukanus

Pec. 7. Ansvosamcckie T acheston aoprosctonmedt neperoponsn Ofusesesine
" TeRCT




OneparuBHOE JICUEHUE

VYivBaHve Win miacTuka jgedexra ¢ IOMOIIbIO 3aIIaThl JOCTYIIaMHU YEPE3 MPOCBET a0PTHI
WJIW JIETOYHOM apTepuu, 1100 ¢ 00EUX CTOPOH.

[Ipu nedexre aopToNEroYyHOM MEPEropoAKH | TUIa TPOU3BOAUTCS IIEpEBA3Ka TPOTOKA

HeBO3MOXKHOCTH BBINIOJIHEHUS PAIUKATIBHOM ONEPALIMA [IPU JIETOYHOU TUIIEPTEH3UN
JTUKTYET HEOOXOAMMOCTD BBIIIOJIHEHHS JBYX3TAITHOTO BMEIIATEIbCTBRA:

1 - cy>xeHme JIerOYHOTO CTBOJIA MJIH JISTOYHOU apTepuu

2 - CHATHE CY>KUBAIOIICH MaHKETKU U PaJKalIbHas Oepalus



Onepauun, nposesennsie B aerckom rocnurase 8 bocroune (CIIIA) 8 2001-2008 rr.
(BEK1104AS B3POCIBIX NAUHEHTOB)

Mooueays R vl it

AMIMN c/6e3 nnacTuku ayryn aopTol 407 55 98
AMXI c/6e3 pexKoOHCTRYKUMM AYyTH a0pTHl 573 68 97
Onepauma Switch:

onepaums Switch with VSD 312 18 G4

onepaums Switch for TGA/IVS 23 100
TALB 75 8 75
Koppexuus OAC c/6e3 nnacTikm ayry 40 7 71
Onepauns Norwood 238 23 83
Oeynanpasnennwii Glenn 298 32 100
Onepauma Fontan 333 53 100
ABK 214 57 100
Terpana @anno c/6e3 crenosa wnu arpeamn J1A 392 64 98
CyGaopransHuiii CTeHoa 126 18 100

Xupypruueckue smewarenscrsa no xoppexunu BIIC y nosopoxaennsix
8 Poccuiickoit @enepaunu 8 2008 r. [9]

fnanioses Kg::;g&;ao Krmnana ¢ Hambonsiuvm O0HEMOM XMPYDRr MNECKOro
abo. I % NENEHVRA NETONONMM (\IACH0 CIyaes)

OAN 123 15,9 A6 Ne 1, Cauxr-Nerepbypr (56)
Koapxraumsa aoprui 104 13,4 HUCCX wm. A. H. Bakynesa PAMH, Mockea (47)
TALNB 27 3,5 HUCCX wm. A. H. Baxynesa PAMH, Mockea (11)
AMXN 26 3,5 FAB Ne 1, Cauxr-Nerepbypr (5)
Crexo3 aopransHoro knanasa 30 3,9 HUCCX wm. A. H. Bakynesa PAMH, Mockea (15)
Creno3 xnanasa nerovHoin aprepmum 17 2,2 HUCCX mm. A. H. Baxynesa PAMH, Mockea (8)
TMA 244 31,5 HUCCX mm. A. H. Baxynesa PAMH, Mockea (89)
Apyrue cnoxusie BMNC 202 26,1 HUCCX wm. A. H. Baxynesa PAMH, Mockea (77)
Bcero ... 776 100 HUCCX wm. A. H. Baxynesa PAMH, Mocksa (261)

M3 nux c UK 249 32




Jluteparypa

bromerenp HIICCX uMm. A. H. bakynesa PAMH. Penien3npyembiii HAQyYHO-TIPAKTAYE CKAM
xypHai. Tom 11 Ne 6 Hos16ph—nekadbps 2010

Acconmanus IeTCKuX kapanoaoro Poccun. Jlnarnoctuka u geueHne XpOHUUECKOU CEepIICHHON
HenocrtatouHocTr y aerer u noapoctkoB. METOJIMYECKHUE PEKOMEH AL, MOCKBA
2010

JIMATHOCTUKA 1 TAKTUKA BEJIEHI A BPOXXIEHHBIX ITOPOKOB
CEPILIA B HEOHATAJIbHOM ITIEPUO/IE. Knuanaeckue pekomenganuu, 2016

Xupyprus cepana, pykoojctso. FO.I1. Octpockuii, 2007

Domald B. Doty, John R, Doty. Kapauoxupyprusi. TexHHKa BBITONHEHHMI omeparuii. [Tox
penaknueit akaa. PAH u PAMH P.C.Axuypuna, 2014



CITACHUBO 3A BHUMAHHUE



