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KiaroueBbie cjioBa

® CHHJPOM TI'MIIOINIA3MHM JICBBIX OTJACIOB CEpaLa,
L4 O6Cpr1(I_II/IH BBIBOJHOI'O OTJC/IA JIEBOI'O KEJIYJI04YKa,
® OJHOXEJIYyAOYKOBasg reMOJAMHAMMUKA,

® KOMIUICKC THIIOMJIA3UH JIEBBIX OTICIOB CEpAla,

Cnucok cokpaieHui

Ao —aopra

AK — aopTanibHbIN KJ1anaH

AKT - anruokapauorpadus

BOJIX - BbIBOAHOM OT/EIT JIEBOTO KEITYA0UKA

JKIIA — nByHanpaBieHHbIM KaBOMYJIbMOHAJIbHBIN aHACTOMO3
JAMKII — nedekT MexKeny109KOBON EPEropoIKH
JAMIIII — neexT MexKIIpecepAHOH eperopoIKu
NBJI — uckyccTBeHHAst BEHTHIISIIUS JIETKUX

uKJ10 — uHJeKC KOHEUHO-UACTOINYECKOro oobema
KA — xoapkraiiust aOpThl

KT- xomnbrorepHas Tomorpadus

JDK — neBbIit xkenmyno4ex

MK — MuTpanbHbIi KiIanan

MIIC — mexrmpencepAHOe COOOIIEHIE

MPT — MarHuTHO-pe30HaHCHasi TOMOTrpadus

HK — HemocTatouHOCTH KPOBOOOpAIIIEHUS

OOOQO — OTKpBITOE OBAILHOE OKHO

OPUTH — otnenenne peaHnMaluy ¥ MHTEHCUBHOMN TepanMi HOBOPOKIEHHBIX
CI'JIC — cunzipoM runoIia3uy JIEBbIX OT/EIOB cepaLa
CIIOH - cuHApOM MOJMOPTaHHON HEJOCTATOYHOCTH

Ox0KI' - sxokapauorpadus



TepMuHbI U onpeae/IeHUs

I'mmonuiasusi - TepMMH, O3Ha4arOIIMKM HENOpPA3BUTHE TKAHM, OpraHa WM LEJIOro
opraHusma, 00ycIJIOBJIIEHHOE HApYLIEHUsIMH B IIpoLiecce IMOpPHOreHesa.

CTeHo3 - aHOMAJIbHOE CYXXEHHE KaKOro-aIuOo IpPOCBETa WM OTBEPCTHS, HAIPUMED,
KPOBEHOCHOT'0 COCY/1a WM CEPJICYHOI0 KJlalaHa.

ATpe3nsi - BpOXIEHHOE OTCYTCTBME WIM INPUOOPETEHHOE 3apallleHHe €CTECTBEHHBIX
OTBEPCTUI U KAHAJIOB B OPTaHU3ME.

Karerepuszanuss moJsiocreil cepaua ¥ aHrMoxkapauorpaguss — MHBA3UBHHBIA METOJ
JUarHOCTUKM U OLIEHKH LIEHTPAJbHOM IeMOJMHAMMKH, IPEAIOJIaraloiuii HEenocpeacTBEHHOE
U3MEpEHUE JaBJICHUS B MOJIOCTSIX Cep/la, MoJlydyeHre Npod KPOBU U3 HUX AJIS OLIEHKU Ia30BOTO
COCTaBa U UX KOHTPACTUPOBAHUE.

I'mOpuanbiii | 3Tanm — BapuaHT MEpPBOro 3Tana XUPYPrudeckol reMoJAMHAMUYECKOU
koppexkuun CIJIC, 3akmrouarouiuiicss B pa3feibHOM CYXUBAaHUU JIETOYHBIX apTepuil U
CTCHTHUPOBAHUH OTKPBITOTO ApTEPHUATIBHOIO IPOTOKA.

Komniexe rumomnasum JeBbIX OTAEJOB CepAlA — IPEIACTABISAECT COBOKYIHOCTb
CJIIEYIOUIMX IIECTH KPUTEPHUEB: T'MIIOILIA3Us MUTPAIBHOIO KiamnaHa Oe3 CTEHO03a, TMIOIIa3us
JIEBOTO XKEIIy[0YKa, CY?>KEHHE BBIBOJHOTO OTAENA JICBOIO KEIYA0YKa, TMIOILIA3HsA a0PTAIBHOTO
KJ1anaHa 0e3 CTeHO3a, TMIOIUIa3Hus JYI'M aopThl M HAJIMYUE aHTEIPaJHOTO TOKAa KPOBU uepes

JICBBIC OTACJIbI CEPALIa U BOCXOAAIIYIO A0PTY.



1. KpaTkas nnpopmanus

1.1 Onpeneaenune

Cunapom rumnoruiazuu JieBbix otaenoB cepamna (CIJIC) — TepMuH, UCHONBb3yEeMbIA IS
OMNMCaHUsl BapuaHTa BPOXKJEHHOTO MOPOKA cepAlla, KOTOPBIM MPEACTaBICH MIUPOKUM CIIEKTPOM
HEJOPa3BUTHUSL CTPYKTYp JieBoro cepiana. OCHOBHOW aHATOMHUYECKOW 4epTOH, 0O0beIUHSIONIEH
BECh CIEKTp MAaTOJIOTHH JIEBOTO cepilla B €AWHBIM CHHAPOM THIIOIUIa3UH JIEBOTO Cepua
ABIISIETCS. — MATOJIOTHS AOPTAJIBHOTO W/WIM MUTPAJIBHOTO KiamaHa, (4amie aTpes3us) ¥ Kak
CJIEJICTBUE — HEJIOpa3BUTHE (TUIIOILIA3UsA) CTPYKTYP JIEBOTO CEPALIA, BOCXOIALIEH aOpThl U AyT'U
aoptsi [1-5].

Mopdonoruueckue kpurepuu mnopoka [5]:

CI'JIC BxmouaeT B ceOsi pa3ivuHble KOMOMHAIIMM IIECTH CIEAYIOUUX MOPAKEHUH U
HEJIOPA3BUTUN CTPYKTYpP CEPACUHO-COCYJIUCTON CHUCTEMBbI B COYETAHUU C THUIOIUIA3HEH JIEBOTO
JKEITyI0uKa Cep/ia:

1. MOPOK MUTPAIBHOTO KJIanaHa (BbIpaykKeHHas TUIIOIUIA3HsI; CTEHO3; aTpe3usl);
¢bubp031aCcTO3 CTPYKTYP JIEBBIX OTIEIIOB;

MOPOK a0PTAIBHOTO KJIanaHa (BeIpakKeHHas THUIOILIA3HsI; CTEHO3; aTpe3usi);
TUTIOTUIA3UsT BOCXOIAIIEH aOpPTHI;

THITOTIIA3HUs/TIEPEPhIB IyTH a0pPTHI;

© g~ w DN

KOapKTalu: aOpTHhI,

COnyTCTBVIOIINE TOPOKHU:

YacroTa conmyTcTByIommx mopokos cepana Ha pore CI'JIC cocraBisieT okono 25% [1,6].
ComnyTcTByOIME aHOMAJIUHU CEPJlla BapualeNbHBl U WUTPAIOT BAXKHYIO POJIb B OINpEACIICHUU
TakTUKH JieueHus. CONyTCTBYIOIIAs BHYTPUCEPACUHAs ATOJIOTHUS MOXKET, KaK OCJIOKHATh, TaK U
«o6neruathy» Teuenue CIJIC. K mopokam, ymydIIaromuM MpPOTHO3, MOXKET OTHOCUTCS JIe(eKT
Mexcokenya0ukoBoi neperopoaku (JAMXKII, IMIIII, yacTuyHbIi WU TOTaIbHBIM aHOMATbHBIN
JpeHax JierouHsiX BeH). K (dakropam, 3HAYUTEIBHO yXY/IIIAIOIIMM IIPOTHO3 TEYCHUS U JICUCHHSI
CI'JIC, oTHOCATCA CTPYKTYpPHBIE OTKJIOHEHMS MPaBBIX OTIEIOB CEp/la, a UMEHHO MOPAKEHUE
TPEXCTBOPYATOrO KJIaNaHa M KJaraHa JeroyHou aprepuu; pectpukrusHoe MIIC.

OcranpHBIE  COMYTCTBYIOIIME AaHOMAJIMHM  BCTPEUAIOTCS  3HAYUTENBHO  pexe |

MpEaACTaBJICHBI CICAYOIIUMHA IIaTOJIOTUAMMU:

. OO OTKPBITHIN aTPUO-BEHTPUKYIISIPHBINA KaHal (HecOamaHcupoBaHHast popma);
. TOTaJIbHBIN AHOMAJIbHBIN JIPEHAX JIETOYHBIX BEH,;

. JUCKOPJAHTHOE BEHTPUKYJIO-apTEpUAIbHOE COEJUHEHHUE;

o aTpe3us KOPOHAPHOTO CHHYCA;

J aTpe3us JErOYHbIX BEH;



. YETBIPEXCTBOPYATHIN KJIallaH JIESTOYHOM apTepuy;
J JBOIHOE OTBEPCTHUE JICTOYHOTO KiarnaHa u jp. [1,5-7]

1.2 DTHOJIO0IrHUS ¥ IATOreHe3

Ha ceropnsiiauii nens stronarorene3 CIJIC no xonua He mzydyeH. HesicHo ogmHakoBa
JIM 3TUOJIOTHS JUIsl BCEX CIIydaeB JaHHOM MATOJIOTMHM WM HeT. YacTo oTMeyaeTcsi aHOMajibHOE
(dbopMUpOBaHUE W CMEIICHNE TIEPBUYHON MIEPETOPOIKU BIEBO, YTO MOXKET OBITh OJJHOW U3 MIPHYUH
pasutusi CI'JIC. Onnako Haubosiee BepossTHO# npuanHoi pazsutus CIJIC siBisieTcs: maTosiorus
AQOpTAJILHOTO W MHTpaibHOro  kiamaHoB [7].  CoryacHO  MaTOJOrOaHATOMHYECKUM
WCCJICIOBAaHUsAM, TNpakTHUYeCKH BO Bcex ciydasx pasButus CIJIC wumeercss mnopaxkeHue
AOPTAILHOTO W/WIM MHUTpPAIBbHOTO KianaHa. CTeneHb WX MOPAXKCHHS MOXKET 3HAYUTEIHHO
BapbUPOBATH OT Ciydas K cirydaro [5,7].

1.3 DnuaeMuoJ10rust

CI'JIC sBusieTcss 4eTBEPTHIM IO YacTOTE€ BCTPEYAEMOCTH CPEAHM BPOXKICHHBIX TOPOKOB
CepAlla, BBISBISIEMBIX B TMEPUOJEC HOBOPOXKICHHOCTH M CaMbIM 4YacTbiM IOPOKOM C
OJIHOKETYJOYKOBOM TeMOJAMHAMUKOHN. YacToTa ero B CTPYKType BCEX BPOXKIACHHBIX MOPOKOB
coctaBisier oT 4 10 9%. PacnpoctpaneHHOCTh JaHHOTro cuHapoMa Ha 1000 >KMBOPOKIECHHBIX
cocrasiser 0,162-0,163 [8-11].

Tedenne mopoka BO MHOTOM 3aBHCHUT OT CTEIEHU THIOIUIA3UH CTPYKTYP JIEBBIX OTICIIOB
cepaua. bes xupypruueckoro BmemarensctBa 25-30% neteit ¢ CIJIC morubaroT Ha mepBoi
HeJleTie )KU3HU. B meproie HOBOPOXKIEHHOCTH MPY €CTECTBEHHOM TE€UYEHUH MOPOKaA MOTHOAEeT ellle
30-35% nereii. CymmapHasi CMEPTHOCTh K KOHITY TIEPHOAa HOBOPOXKICHHOCTH COCTABIISIET OKOJIO
60-65% [10].

1.4 KogupoBanue no MKB-10

Q 23.4 — CunpoM JIeBOCTOPOHHEH TMIOIUIa3HU Cep/ILIa.

1.5 Knaccudpukanus

OO6menpr3HaHHON KJIacCH(PUKAIMKA CUHAPOMA TUIOIUIA3MH JIEBBIX OTJIEIOB CEplla He
cyuiecTByeT. B mpaktuke ucnonb3yercs kiaccupuKkalus OCHOBaHHAas Ha MOP(OJIOTUH KIIallaHOB
JIEBBIX OTAENOB cepaua. Beiaenstor yetsipe anaromuueckux noarumna CIJIC:

®  A0PTAIBHBIN U MUTPAJIbHBIN CTEHO3;
e  aopTajbHAs U MUTpPAJIbHAS aTPe3us;
e  aopTaJbHAs aTpe3usi U MUTPAJILHBIA CTEHO3;
®  A0PTAJBHBIN CTEHO3 U MUTpPAJIbHAS ATPE3Us

e  KOMIUIEKC THUTIOIUIA3MH JIEBBIX OTIENOB cepra [5,33].



2. JIMarHOCTHKA
BBakHOE 3HAYEHWE MMEET NpPEHATAIbHOE 3XOKapAHOTpagHUUEcKoe HCCIIEIOBAHUE, KOTOPOE
no3posster 3amoao3puth CIJIC na 16-18-it memene Oepemennoctu [12]. Cpasy mocie
POXICHHUS TIOJABIISIFOIIEE OOJBITMHCTBO HOBOPOXKICHHBIX HAXOJATCS B KPHUTHYECKOM
COCTOSTHUM, 4YTO  TpeOyeT  MakCUMallbHO  OBICTpOrO  TepeBoja  MalueHTa B
CICIMATM3UPOBAHHOE YUPEKICHHUE.

2.1.  Kanodbl 1 aHaMHe3.

Ha stane yrouHeHus: Auar€o3a peKoMeHIyeTcsi cOOp aHamHe3a M kajio0 y BCeX MalueHTOB
(pomuteneii nmanueHToB) ¢ mogo3penueM Ha CI'JIC.
Kaace noxazareabHoctu I (ypoBens nokasatenbHoctu C).

2.2.  DusukajabHOe 00CJaeI0BAHUE.

[lpn ¢dusukampHOM 00CIEIOBAHUM PEKOMEHJOBAHO oOpam@aTh BHUMAaHHE Ha  HAJIWYHE
OJIBIIIIKY, ITMAHO32 W TIOMHHUTH O BBICOKOW YacTOTE IBIXATENbHBIX PACCTPOMCTB y IAAHHOW
TPYMIIbI MAIMEHTOB B TE€YCHUE TIEPBHIX JHEH KU3HH.

Kuaacc noka3zareanHoctu | (ypoens nokaszarenbHoctu C).

Kommentapum: Basicno nonumams, umo KIUHUYECKAs KAPMUHA NOCTe POAHCOeHUs pebeHKa
MOdHCcem 3HaAUUMeNbHO aPbUPOBAMb 8 3A8UCUMOCIU OM KIACCA U AHAMOMUYECKO20 NOOMUNA
CIJIC.Y nayuenmog ¢ OaHHbIM OUACHO30M NOYMU 6Ce20d NPUCYMCIEYIOM HNPUSHAKU
HedoCmamoyHOCmu Kpo8ooopaweHus /Ui ObiXxameabHOU He0OCMamoyHOCmu (Maxukapous,
00bIUIKA; XPUNbL 6 JIe2KUX, YUAHO3, Y8eluueHue epanuy nevenu). B borvuwuncmee ciyuaes
ommeuyaemcsi  CHUdCeHue nepgysuu mrawmeiu U Op2aAHO8, UMO  CONPOBOAHCOAEMC S
nepugepuieckum CcnasmMom U HUSKUM apmepuaivHuiM oaenenuem. Ilpu ewvipasicennot
cepOeuHoll oesmenbHOCU bvicmpo  passusaemcsi CUHOPOM NOUOP2AHHOU
neoocmamounocmu (CIIOH). Hem npsamoti xoppenayuu mexicoy CMeneHvbro maxicecmu
COCMOSIHUSL U CIMENEeNbIO 8bIPAMCEHHOCIU YUaHOo3d. Buipascennuvlil yuanosz yacmo ooycnoénen
pecmpukyueli Kposomoka uepes OOO, nubo conymcmeyiowel cepoeyHoul/eHecepoedHoll
namonoauell (MomaibHulll AHOMATbHBIN OPEHAdC JIe20UHbIX 6eH CO CMEHO30M KOJIeKmopd,
ouaghpazmanvHwle epuloicu u 0p.).

[Tpu ayckynbpTanuu cep/ia peKoMeH1I0BaHo 00palate BHUIMaHHe Ha HaJIUM4YKe IIYMOB CepAaLa
Kaacc noka3zareasnoctu | (ypoens jokazarensHoctr C).

KommenTapum: npu CIJIC xapakmepen ymepeHHblli CUCMONUYECKUN WYM NO 1€80MY Kparo
2pyounsl  (6Mopou MoH HAO aopmol OOHOKOMHOHEHMHBIU, YACMO OCAAONeH Ul

omcymcmeyem) [5,7,10].



2.3 JIaGopaTopHasi AMAarHOCTHKA.

Pexomenayercss aHain3 ra3oBOro COCTaBa KaWUIIPHONW KPOBHU C LEJBIO OLICHKH TKECTH
TUIMOKCEMHH M CTETIEHU BBIPAKCHHOCTH META0O0IMYECKHX HAPYIICHUH (MPeInOYTHTEIbHBI
OJTHOMOMEHTHBIE POOBI KPOBU M3 BEpXHEH M HUIKHEH KOHEYHOCTEH).

Kunace nokazarenbnoctu | (yposens npokaszarenbaoctu C).

Pexomenyercst oOumii aHaaM3 KpOBH Uil ONPEIENICHUS MCXOTHOIO YPOBHSI T€MOTJIOOMHA,
KOJINYECTBA JIEHKOLIUTOB U TPOMOOLIUTOB.

Kunace nokazareabnoctu | (yposens npokaszarenbaoctu C).

Pekomenayercss BBINOJHEHME KOAryJorpaMmMbel M sl IIPOrHO3a PpPHCKA HWHTpa- M
IOCTOIEPALMOHHBIX KPOBOTCUEHUN.

Kaace nokazareabHoctu | (ypoBens gokasatensHoctu C).

PexomeHyeTcsl BBINOJIHEHHE OMOXMMHYECKOTO HCCIEA0BaHMS JIsi ONpEeAENeHUs YPOBHS
MOYEBHMHBI U KPEATHHUHA TUIa3MBI JIsl OLICHKH SKCKPETOPHOU (DYHKITMH MOYEK.

Kunace nokazarenbnocru | (yposens nokaszarenbuoctu C).

2.4 UacTpyMeHTAIbHAS JTHATHOCTHKA

Bcem GompabIM ¢ mogo3penreM Ha CIJIC peKoMeHIOBaHO BBITIOJIHEHUE AXOKaparorpadpuu
[7,10,13-15].

Kaace nokazarenbHoctu | (ypoBeHs jokaszatenbHocTd B).

KomMmeHnTapum: OanHoe ucciedoganue no3eossem 6ulasums 6ce HeoOXo0uMbvle NPUHaKU
NOpOKA: 2UNONIA3UI0 U AHOMANbHOE CMpPOeHUe MUMPAIbHO20 KIANAHd, 2UNONJIA3UK UTU
ampe3urd  AopmMalbHO20 KIANAHA, SUNONIA3UI0  BOCX00sAujell aopmoul, GblABUMb  UIU
UCKTIIOYUMb HANUYUE aHMe2PaoH020 NOMOKA Yepe3 MUmpAibHbulll U AdOPMAlbHbll KIANAHbL,
onpeodenums  JUHEUHbIe PAZMEPbl  1e8020  HCeNYOOYKA U CMENeHb  8blPadNCeHHOCMU
@ubposnacmosa.

HoBopoxneHHbIM namyueHTam c CI'JIC HE PEKOMEHIOBAHO BBITIOJIHEHIIE
aHruokapauorpaguu. CrenyeT MOMHHMTb, YTO BBEICHUE J@Ke HE3HAYMTEIBHOIO 00beMa
KOHTpacTHoro BemiectBa mauueHtam c¢ CIJIC mpuBogur Kk ycyryOieHuto M 0e3 TOro
CYIIECTBYIOIIEH MOYEUYHON HEJOCTATOUHOCTH.

Kaace noxazareabnoctu Il (yposens mokazarensroctu C).

Kommentapum: nosopoowcoennvim ¢ CIJIC evinonnenue AKI moocem Ovimb nokazano 6
cnyuasax, koedoa no Oawubim OxoKI[' u/unu komnvlomepHou momozpaguu  603HUKAIOM
NO003pEeHUsl HaA AHOMANUU PA38UMUS KOPOHAPHLIX apmepuii Ulu AHOMANUU PACHONONCEHUS.
opaxuoyeghanvruix cocyoos [10].

B cnywae 3aTpyaHeHus TOCTaHOBKM jauarHo3a, OoibHbIM ¢ CIJIC pexomeHmyroTCst

tomorpapuueckue meroauku (MPT, KT) B kauecTtBe nOMOJSHEHHsS K 3XOKapauorpapuu u



aJbTEPHATUBBl WMHBA3MBHBIM MeToAaMm uccienoBaHusa. MPT u KT mnomoraroT yTOYHHTH
MOP(}OJIOTHIO TIOPOKA, OMPEICTUTh MPOCTPAHCTBEHHOE B3aMMOOTHOIIICHHE CTPYKTYp Cepala u
KPYIHBIX ~ COCYJOB, @  TakKe  BaXHbl  JUIsI  JAMArHOCTHUKUA  COMYTCTBYIOLIUX
BHYTPHCEPICYHBIX/BHECEPACUHBIX aHOMANINH pa3suThs [16-17].

Kaace noxazareabnoctu lla (yposens nokasatensHocTH B).

KomMmeHTapuu: marxoice momocpaguueckue Memoouku NPUMEHSIOMCS NPU NOSPAHUUHBIX
pasmepax 1egulx omoenog cepoyd, Yymo No380JsAenm YMOUHUMb BO3MONCHOCHb 6bINOJHEHUs.
onepayuil  08YXAHCeryOOUKOBOU KOPPEeKYuU U XUpypeudeckyro makmuky ) OAHHOU Zpynnol
nayueHmos.

2.5 Nuasi AMArHOCTHKA

HoBopoxnennsim naruentam ¢ CI'JIC pekoMeH0BaHO BBINIOJIHEHUE HEHpOcoHOTrpauu st
WCKJIFOUCHHSI aHOMAJIMW Pa3BUTHsI TOJIOBHOTO MO3Ta.

Kuaacc noka3zareanHoctu | (ypoens nokaszarenbHoctu C).

Kommenrtapuu: CIJIC uwacmo couemaemcs ¢ 2enemuyeckou namoao2uel U aHOMATUusMU
Pazeumusi YeHmpaibHou HepsHou cucmemvl. Helipoconoepagus y Oaunuvix nayuenmos
Modicem  GblAABUMbL  2pYOble  CMPYKMYPHble HAPYUleHUs, 4Ymo No380J1siem ONnpeoenums

ONMUMATBLHYIO MAKMUKY XUPYP2ULECKOU KOPPEKYUU.

3. Jleuenue

3.1 KoncepBaTuBHOE JieueHH e

B cinydae npeHaTanbHO YCTAHOBJIEHHOTO JMarHo3a PEKOMEHJOBAHO pOJIOpa3pelieHue B
CHELMATU3UPOBAHHOM  CTallMOHApe,  paclojiaralolieM  OTJCJIEHHEM  peaHUMalluu
HOBOPOJKJICHHBIX, B OJIDKalIell TpaHCHOPTHOW OCTYHMHOCTH OT KapJIUOXUPYPTrUYECKOTO
LEHTpa.

Kunace nokazareabnocru | (yposens nokaszarenbaoctu C).

Bcem 0onpHBIM ¢ mpeHaTanbHO ycTaHOBIeHHbIM jauarHo3oMm CIJIC cpasy — mocine
polopaspelieHuss M CTaOWIM3alluu COCTOSHUS pekoMmeHjoBaH nepeBox B OPUTH nns
OpraHu3aIH COOTBETCTBYIOIIEI0 MOHUTOPUHTA U abHENIIeH CTaOMIN3aIlUN COCTOSTHUS.
Kaacc nokazarensnocru | (yposens ngokazatenbaoctu C).

Bceem 6ombhbiM ¢ CIJIC pekomeHI0BaHa MOCTaHOBKA JBYX pa3felbHBIX NMepudepruyecKux
BEHO3HBIX JIMHUH B CiIy4ae CTAOMIIBHOTO COCTOSIHUS.

Kuaacc nokazareasnoctu | (ypoBens nokazarensHocta C).

bomeaeim ¢ CI'JIC mocne opraHm3aniid BEHO3HOTO JIOCTyNa PEKOMEHJIOBAHO Hadajo
uH(y3un npocroriaanauHoB E1 u3 pacuera 0,005-0,02 MKr/Kr/MuH.

Kaace nokazarenbHoctu | (ypoBeHs nokasatensHoctu C).



KomMmeHnTapuu: 6 ciyyae pecmpukxmugrno2o omxpbulmo2o apmepuaibHo20 Npomoka (0anHvle
OxoKT',cuusxcenue camypayuu, J1aKmam-ayuoo3) peKOMeHOO8AHO  YeeluyeHue 003bl
npocmaznanounos E1.

[Ipu coxpaneHuu mokaszaTeneil carypauuu B mpeaenax 75-85% pexoMeHI0BaHO BECTH
NAaIMeHTOB JaHHOMW TPYIIbI Ha BO3IyXe 0€3 TOMOJHUTENbHON HHCYQIISIIMYA KHCIOpO1a
Kuaacc noka3zareannoctu | (ypoens gokazarensHoctu C).

KomMmeHTapum: pewenue o Heobxooumocmu ygeaudenus Gpakyuu KUciopooa 80 80bixaemou
cmecu HeoOX00UMO paccmMampusams 8 ciyyae cHudcenus camypayuu meree 70%.

B ciiydae cTaGMIIBHOTO COCTOSIHUSL U OTCYTCTBHS BBIPQXKCHHBIX METAO0IMUYECKUX HAPYIICHUN
HE PEKOMEHI0BaH nepeso nanuenra Ha BJI.

Kaacc nokazareannocru Il (yposens nokazarensroctu C).

B ciyuae 3HaYMMOTO CMEIICHHUSI COOTHOIICHUSI B CTOPOHY JIETOYHOI'O KPOBOTOKA (caTyparius
> 90%) B coueTaHuM ¢ 00CTHEHHEM CHCTEMHOTO KPOBOTOKA (JTaKTaT-alMa03, apTepHaabHas
THITOTEH3Hs, OJIMTYpHUs) PEKOMEHI0BaHA WMHTyOals mnanueHta u Havaigo VIBJI Bo3myxom
(ppakmus kucnopona 21%). B ciaydae coxpaHeHHs TUNEPOKCHH W TUIOKAIHUU B Ta30BOM
COCTaBe KPOBU B JBIXATEIHHOM CMECH KOHIICHTPALUS KUCJIOPOJIa JOJKHA ObITh CHIKEHA 10
17-19% 3a cuet yBenuueHus (ppakiuu a3ora.

Kuaacc noka3zareanHoctu | (ypoens nokaszarenbHoctu C).

BonbHBIM CO CHIKEHHOUM (YHKIIMEH MpaBoro Kelymaouka PeKOMEHI0BAHO MPUICPKUBATHCS
CJIEIYIOIIETO aIrOpUTMa: B TIEPBYIO OUepe/lb UCKIIOYUTh W30BITOYHBIN JIETOYHBIA KPOBOTOK,
BTOPHIM IIarOM MCKJIIOYUTh CHUCTEMHYIO THIIOBOJIEMHIO, TPETHUM IIIarOM PEKOMEHI0BAHO
Ha3HaueHHe WHQY3UH apTepUATbHBIX Ba30JUJIATATOPOB TOJ KOHTPOJEM apTepUaIbHOTO
nmaBieHus. B ciydae  oTcyTcTBUS  dddekTa pEeKOMEHAOBAHO  Hauyano  MHQY3UH
KapJAMOTOHUYECKUX CPEJICTB.

Kaace noxazareabHoctu lla (yposens nokazatensHoctu C).

[Tpu Hanuuuu GHakTOpoB pucKa MHPEKIIMN PEKOMEHIOBAaHO Ha3HAUYCHHE aHTHOAKTEpUaTIbHBIX
MPENapaToB B pOJIOME U MPOJOJIKEHUE UX BBEICHUS B TeueHUe 48—72 u.

Kaace noxazareabnoctu b (yposens noxazarensaoctu C)

e B ciyuae nomo3peHus (BbIpaKEHHbIE META0OIUYECKHUE HAPYIIEHUS W HU3KUH ypOBEHBb
caTypaliii) H YJIbTPa3BYKOBOTO TMOATBEPXKACHUS PECTPUKTHUBHOTO MEKIIPEICEPIHOTO
COOOIIIeHUsI PEKOMEHIOBAaHA MHTYOAIMsI TAIIMEeHTa, YBEIWYSHHE J03bI MpOoCcTOrIanauHoB E1
no 0,02-0,1 MKr/kr/mMuH, BBEIEHHWE MHOPEJIAKCAHTOB B PACUETHBIX [03aX M HAdajo
JIOTIOJTHUTEIBHON MHCY(DIISIUU KUCIOPO/a BO BIBIXa€MOW CMECH.

Kaacce nokazarenbHoctu | (ypoBeHs jokasatensHoctu C).

KommenTapum: unas unmencuenas mepanus 00bIl4HO He dheKxmusHbl 6 OGHHOU CUMYAYUU.
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3.2 Xupypruueckoe jJe4yeHue

e B ciyyae BBICOKO# CTENICHH PECTPUKIIUU MEKIPEACEPAHOTO COOOMCHHS (TPAIUEHT JaBIICHHS
6ombmie 10 MM pT. CT. + BBIpaKEHHbIE METaOOIMYECKHE HAPYIICHUS W HHU3KUH ypOBEHb
caTypaluy) pPEKOMEH/IOBAHO BBIIIOJHEHUE OANIOHHOH aTPUOCENTOCTOMUH C  LEIBIO
CTaOWIIN3aIIUU COCTOSTHHS.

Kaace noxazarensnoctu I (ypoBens mokasarensHoctu C).

Kommenrapum: npu pecmpuxmusnom MIIC 6 kauecmee nepeuuHo20 emewlamensbCmed
B03MOJICHO ~ BbINOJIHEHUE Onepayuu  2cemoouHamuyeckou Kkoppekyuu no Norwood wuau
eubpuonozo | smana c¢ ampuocenmocmomueii. Eciu  evinoinena  uzonuposamHast
ampuocenmocmomust, mo 8blNOJHEHUE NEPB8O20 IMAana 00HodI cery0ouxkosou koppexyuu CIJIC
OnMmMuUManbHee OMmaoHCUMb HA HECKOJIbKO OHell NOC/ie 8bINOAHEeHUs OaHHOU npoyedypul. Takas
MAKmuKa o00yCclo8ieHa HeoOX00UMOCMbIO CHUNCEHUSI COCYOUCMO20 CONPOMUBTEHU 8
cucmeme Manozo Kpyea KposooopaujeHus.

e Bcem nanuentam ¢ CI'JIC pekoMeHIOBaHO ATAIHOE XUPYPrHUECKOE JICYCHUE C CO3TAHUEM
OJTHOYKEJTYIOYKOBO# reMOJIMHAMUKHU U COCTOsIIee U3 Tpex 3TamnoB: 1) omepaiu Norwood; 2)
onepanuu JJKITA (Glenn anastomosis); 3) oneparuu Fontan [18-22].

Kuaace nokazarenbnoctu I (ypoBeHb fokazatenbHOCTH B).

e B xauectBe mepBoro stama xupyprudeckoii koppekuuu CIJIC pexoMeHI0BaHO BBIMOJHATH
oneparu Norwood — Sano uiu Norwood — Blalock B teuenue nepBoii Henenu »Ku3HA MOCIIE
poxnenus [18-22].

Kaacc nokazareasnoctu I (ypoBeHb noka3aTenbHOCTH B).

KoMMeHTapuM: npu 6blnoaHeHuu Xupypeuueckoeo nocobus 6 0Oonee no30Hue CpoKu
ommeuaemcs 3HAYUMENbHOe YBeIUYeHUI0 NOCIEeONEePaAYUOHHOU NeMalbHOCMU U 4acmombl
NOCNIeONePaYUOHHBIX OCTOHCHEHULL.

e B kadecTBe BTOPOro dTalma PEKOMEHJOBAHO  BBIIIOJHEHHWE JBYHAIPABICHHOTO

KaBOITyJIbMOHAJIBHOTO aHACTOMO3a B Bo3pacte 2—10 mec [18-22].

Kaacc nokazareasnoctu I (ypoBeHb gokazatensHocTH B).

KomMeHTapuu: o3pacm vlnoiHenus 6mMmopo2o 3mand 0s Kaicoo2o pedeHKa UHOUsUOYaieH
U 3a8UCUmM OM MO20 KO20d V paCCMampugaemo2o Nayuenma HOPMAIU3yemcs cocyoucmoe
conpomueiienue 8 cucmeme Maio2o Kpyea kpogoobpawenus. Illosmomy neped vinoneHuem
eémopozo smana xupypeudeckou xoppexkyuu CIJIC pexomendoeano usmeperue 0agieHus 8
JIe20YHOLL apmepuu npu 8vinoiHeHuu ouacnocmudeckou AKI'.

e Onmnepanuto Fontan, kak TpeTuii sTan ogHOXeTy10uk0BOM Koppekiuu CI'JIC, pekomeH10BaHO
BBIMOJIHATH B Bo3pacte 18—36 mec. [18-22].

Kaace nokazarenbHoctu I (ypoBeHb J0Ka3aTeIbHOCTH B).
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PexomeH0BaHO BBHINOJHEHHE onepanuu Fontan B moaudukammuu >KCTpakapIdalbHOTO
KOH/IYHUTA.

Kaacc nokazareasnocru Ila (yposens nokaszarensaoctu C).

B ciydyae kpUTHYECKOTO COCTOSIHUS HA MOMEHT MOCTYIUICHUS B CTallMOHAD WJIH MOCTYIIJICHUE
NalMeHTa B BO3pACTe cTapiie | Hellelin )KU3HH B Ka4eCTBE allbTepHATHBHI oniepaunu Norwood
PEKOMEHIOBAaHO BBINOJHEHUE THOpUAHOTO | 3Tana reMolMHaAMU4ecKor Koppekimu [23-25].
Kaace noxazareabnoctu Ila (yposens nokasatensHocTH B).

KomMmeHnTapuu: gwinonnenue  2ubpuoHo2o  nepeoco  smana — makxdce — AGNAEMCA
NPeOnoYmumenvHolM Ol NAYUEHMO8  C  OCHONCHEHHbIM — UH@DEKYUOHHbIM — U/Uiu
HEBPONI02UYECKUM AHAMHE3O0M, NPU MANCENOU CONYMCMEYIOuell COMAMUYecKou namoio2uu.
Ecnu mepBpIM 3TarmoM ObLT BBIOJHEH THOPUAHBIA | 3Tanm reMoIuHaMUYeCKOH KOPPEKIIHH
(pa3menpHOE Cy)KMBAHME JICTOYHBIX apTEpUil U CTCHTHPOBAHHE OTKPBITOIO apTePHAIBHOTO
IpPOTOKA), TO PEKOMEHIOBAaHO BBIMOJIHCHHE B KauyecTBE BTOPOrO 3Tama B Bo3pacte 3-5
MecsitieB ornepanui NOrwood — JByHanpaBJICHHbBIH KaBOMYJIbMOHAIBHBIH aHACTOMO3, JTHOO
Norwood — Sano i Norwood — Blalock.

Kaace nokasareasnocru Ila (yposens nokasarensnoctu C).

KommenTapuun: pewenue o mune onepayuu npuHuMaemcsi HA OCHOBAHUU AHAIU3A
Dpe3yIbmamos 000NepayUoOHH020 00C1e008aAHUS U UCX0O05L U3 ONbIMA KAUHUKU.

[Tocne rubpumnoro | sTama reMoAMHAMHYECKOW KOPPEKIWHU Tepe]l BHIMMCKON MalMeHTa U3
CTallMOHAapa PEKOMEHJIOBAHO BBITIOJHEHHE OAJUIOHHOM AaTPHOCENTOCTOMHH  OTKPBITOTO
OBAJILHOTO OKHA HE3aBUCHMO OT pa3zmepal25-27].

Kaace gokasareasnocru Ila (yposens nokaszarensnoctu B).

KommenrTapuu: ¢ cnyvae nanuuus  nepecmpuxmuenozo JIMIIII  om  6annonnoti
ampuocenmocmomuu ciedyem 8030epiHcamucsl.

3.3 UHoe Jeuenue

[lpy BBIpaXEHHOM HapyIIEHUH (QYHKIUK TMPABOTO IKEIyJ0YKa W/WIM BhIPAXKEHHOU
TMCHYHKIIME TPEXCTBOPUATOTO KJIalaHa B KaueCTBE €IWHCTBEHHOW allbTEPHATHBBI ATAITHOU
KOPPEKIMK PEKOMEH/IOBAHO BBITIOJHEHUE Tepecaaku cepama [28-31].

Kaace noxazarenbHoctu I (ypoBeHs J0KkazatenbHOCTH B).

KomMeHnTapuu: npu HeobXooumocmu 0x4CUOAHUS OOHOPCKO20 Cepoyd, NPOMEN’CYMOUHbIM
IMANOM JIeYeHUsL MOJCem Cmams 2ubpuonsiii | sman.

[Tpu cymectBoBanun ¢opm CIJIC, xapaktepusymoommuxcs oco0oil aHaromuen (coueTaHue
aTpe3Wy KJIaraHa aopThl, IPH OTCYTCTBUHU BBIPAXEHHOM MATOJIOTMH MHUTPAJIHHOTO KJIaraHa ¢

00JbIIUM J1e(DEKTOM MEXOKETYTOUKOBOM MEPErOpoJKHM M HOPMaJbHBIM BHYTPUYTPOOHBIM
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pa3BUTHEM TIOJIOCTH JieBOTO kemynouka — uKJIO 6Gonee 20 MJ'I/MZ) WM CYIIECTBOBAaHUU
KOMIUIEKCAa TMIIOIUIa3UM JIEBBIX OTAEIOB CEPJlA - PEKOMEHIOBAHO BBINOJHATH OIEPALNH,
HaIPaBJICHHBIC HAa COXPAHEHHE JIBYX)KEIYI0YKOBOM reMoinHaMuku [32-37].

Kuaacc noka3zareanHoctu I (ypoBeHs jokazarenbHocTH B).

KomMeHnTapuu: mak, kax 08yxaceny004Kk08as KOPpeKyus 603MONCHA TUULDL 8 ONPeOesleHHbIX
CYYAAX U YACO PUCKOBAHHA, 8b100D MAKMUKU XUPYPSULECKO20 JIeYeHUsl OCHOBbIAemcsi Ha
MWamenbHOM ananuze 000nepayuoHuslx 0anuvix IxoKI', npu neobxooumocmu 6binoIHAEMCs
KT uccneoosanue. [lonyuenuvie mopghomempuueckue pe3yromamol 0Jisi KA#CO020 NAYUEHMA 8
couemanuy ¢ Mopghoio2uieckumMu 0COOEHHOCMAMU MUMPATLHO2O U AOPMANTbHO20 KIANAHO8,
J1€6020 Jfceny0ouKa U 2eMOOUHAMUYECKUMU OCOOEHHOCMAMU ONpedensiom Umoz2o8yio

Xupypauieckyro makmuxy.

4. PeaOnauranus

[locne kaxmoro odramna XUPYPrUUYECKOM KOPPEKIUH PEKOMEHAYETCS JJIUTEIbHBIN
peaduIuTaluOHHBIN Tepuoa (MUHUMYM 6-8, ontumansHo 10-12 Hexenb)

Kuaacc noxa3zareanHoctu I (ypoens nokaszarenbHoctu C).

bonbabM ¢ CI'JIC mocie Kakaoro 3Tama Xupyprudeckoro JICYCHUs PeKOMEHIYeTCsl MoI00p
WHAMBHUIYAIBHOTO ONTUMAIBHOTO peKuMa (PU3HMUECKON aKTUBHOCTH.

Kaace nokazarenbHoctu I (ypoBens gokasatensHoctu C).

bonpapiMm ¢ CIJIC mocne BBIIONHEHUS TPETHErO JTala XUPYPrUuecKOro JICUEHHS
PEKOMEHAYEeTCsl  UCIOJb30BAaHUE OINPOCHUKOB  KauecTBa KU3HU i1 pa3paboTKu
WHIUBUTYTBHBIX CXEM ICUXOJIOTHYECKON peaOuInuTaIuu.

Kunace nokazareabnocru I (yposens nokaszarensaoctu C).

5. IllpodpunakTuka U AMCNIAHCEPHOE HAOIIOIEHHE.

bonbubM ¢ CI'JIC nocne Xupypruueckoro J€4eHus B MEKITAITHOM MEPUOJIE PEKOMEHAYETCS
MOCTOSTHHOE HaOINIOJIeHHEe TeauaTpa U KapAuojora MO MECTY JKHTEIbCTBA C OCMOTPOM
KapJIMoJIoTa ¢ 4acTOTOM He MeHee | pa3a B 7 qHel B TeueHue nepBoix 1,5-2 mecsues.

Kaace noxazarenbHoctu I (ypoBens mpokasatensHoctu C).

bompubeiMm ¢ CI'JIC mocne Kaxaoro sTana XHUPYPTrUYECKOrO JIEUEHUS PEKOMEH]YeTCs
obcneioBaHUE B CIICIIMATIM3UPOBAHHOM CTAI[MOHAPE C YacTOTOM He MeHee | pasza B 3 mecsia
B MCXKDJ3TAITHOM nepnozle U Ha HpOTSDKeHI/II/I nepBoro roaa ITOCJIE BBIITOJHCHUS onepam/m
Fontan. Yepe3 ron mocie BBINONHEHHUs omepanuu Fontan pekoMeHIoBaHO HAONOATHCS B
CIELMaTU3UPOBAHHOM CTAlIMOHAPE C YacTOTOM He MeHee | pa3a B roj (onTUManbHO 2 pasa B

rom).
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Kaace noxaszareabHoctu I (ypoBens mpokasatensaoctu C).

e bompubiMm ¢ CIJIC mpu kaxaoM o0OCIeIOBAaHWM B CIENUATU3UPOBAHHOM CTallMOHAPE
pekoMeHsoBaHO  BeimosHeHHe OXxoKIT ¢ KOHTpoJeM  COKpaTUTeNbHOW  (DyHKIHMH
€MHCTBEHHOTO ()YHKIIMOHAILHOTO JKEITyI0UKa Cep/Ia, KOHTPOJIb HEJJOCTATOYHOCTH KJIallaHa
HEO0AOPTHI ¥ TPUKYCITHIAIIEHOTO KJIallaHa.

Kaace noxazarensnoctu I (ypoBens mokasarensHoctu C).

e PekOMeHI0BaHO JIMCIIAaHCEPHOE HAOIIOICHHE HEBPOJIOTA 110 MECTY KHUTEIbCTBA.

Kaace noxazarensnoctu I (ypoBens mokasarensnoctu C).

Kommenrapuu: Rogers et al. onybauxosaru oannvie o mom, umo y 73% oemeii ¢ CIJIC
yepez 38 mecayes nocie Xupypeuueckou Koppekyuu ommeuanact muxpoyegpanus, y 45%
coxpansnace manosecHocmo. Y 64% oOemeti ommeuanacoe pasiuuHas cmenerb 3a0epPIiHCKU
ymcmeennoco paseumus u y (3% ommeuanrace cywecmeeHHas QYHKYUOHATbHA
unsanuonocmo [38). Ilo oannvim Kern et al. cpeonuii pezynomam 1Q (0emeti 6 omoanennom
nepuoode ¢ CIJIC) cocmasun 88, y 8.3% nayuenmos ommeuanace 3nauumas 3a0epicka
ymemeennozo paszsumus [39]. Bonee nozonue uccnedosanus noxazanu, ymo oemu ¢ CIJIC
omcmairom 6 ncuxosmoyuonanrvrom (1Q=89) u ¢usuueckom pazsumuu, Ho omauuus He
3HAYUMENbHBL NO CPABHEHUIO C O0embMU, Y KOMOPbIX OMMEeYAlomcs opyeue 6podCOeHHble
nopoku cepoya [40-41].

e bomnbHbM ¢ CI'JIC mocie kKaxaoro tana XUpypruaeckoi KOPPEeKIH PeKOMEHIOBaH TI0100D
WHIAUBUIYIBHON  Tepamnwy,  HANpaBICHHBIM  HA  KOPPEKIHUI0  HEJIOCTATOYHOCTH
KPOBOOOpAIIeHUSS M CHIDKEHHS COCYIUCTOTO COMPOTUBJICHHS B COCYyIaX MaJjloro Kpyra
KpPOBOOOpAIICHHUS.

Kaace nokazareabHoctu I (ypoBens npokasatensHoctu C).

6. lonosinuTeIbHAst MH(pOPMAaLNs, BIUSIONIAS HA TEYCHUE U UCXO/
3200JIeBaAHUA

e PexkomeHayeTcs BbIMoOJIHEHUE HelipocoHorpaduu u/mnu KT uccienoBaHus roJIOBHOTO
MO3ra W NPOBEJEHUE KOHCYJbTAIlMM HEBPOJIOTa TMeped  KaXJbIM 3TaloM
xupypruueckod koppekuuu CI'JIC ¢ 1nenpro BhISBICHUS NAaTOJOTUYECKUX U3MEHEHU,
KOTOPBIE BIHUSIIOT Ha PE3yJabTaT XUPYPrHUECKOW KOPPEKIMHM W MOTYT MOBJIHATH Ha
BBIOOp aHECTE3MOJIOTHYECKOTO U Mep(Hy3MOHHOTO TTOCOOHS .

Kaace noka3zareabHoctu I (ypoBeHs jokasatensHoctu C).
e PexomeHZ0BaHO TPOBOJUTH OICHKY IMOYCYHOW M TMEUECHOYHOW (YHKIHH (OMOXWMHUYECKHE

MapKCpbl U KIWMHUYCCKHUC HpOHBHeHI/IH) npu NCPBUYHOM MOCTYIUICHUU HOBOPOXKIACHHOTO
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nepes IePBbIM TANIOM XUPYPrudecKko Koppekiuu. [Ipyu Hanu4uuy BeIpa)KeHHOW MTOYEYHOU U
MEYEHOYHON HEJAO0CTATOYHOCTH MPOBOAMUTCS TEpallvs, HAMpaBICHHAS HAa HOPMAIU3AIMIO UX
¢byakmuu. [locne HOpManM3aMy MoOKa3aTelell CTaBUTCS BONMPOC O TOTOBHOCTH TMAIMEHTA K
OTIepalyH.

Kaace noxaszarenbnoctu I (ypoBens mpokasatensHoctu C).

Pexomennyercs mpoBenenue omnepanuid mo moBoxy CIJIC B meHTpax C OOJabmIUM
ONBITOM  BBINOJIHEHUS] ~ JAHHBIX  ONEpallMii ©U  COOTBETCTBYIOIIMM  OIBITOM
MOCJICONEePAITMOHHOTO BEICHUS MAIIEHTOB.

Kaace noxazareabnoctu Ila (yposens nokasarensHoctu C).

KommenTapuu: ons kiunux ¢ 6onvuium odowvemom onepayuti y nayuenmos ¢ CIJIC bonee

xapakmepna menoenyusi K chudicenuro remanvrocmu [5,7,10].

1. KpuTepnn OIICHKH KaYeCTBa MC)IH].[HHCKOﬁ IMOMOIIH.

Kpurepuu xauectsa Kiace YpoBeHb

J0Ka3aTCJIbHOCTH | JOKa3aTCJIbHOCTH

9Tan NOCTAHOBKH ANATrHO3a

Brimonnaena sxokapanorpadus I B

Brmmonneno KT uccinenosanue lla B

Brimonnena anruokapauorpadus Ib C

9ran KOHCEPBATHBHOI'O JICICHUSA

[Tocne poxxnenust HoBopoxaeHHOMY ¢ CI'JIC | C
YCTaHOBJICHBI JIBE pa3JielibHbBIC TIepru(epUIeCKIe
BEHO3HBIC TMHUM WU IIEHTpaJIbHasl BEHO3HAs
JUHYSL ¢ IBYMS TIPOCBETaMH M HadaTa WHQY3Us
npoctorianauHa E1.

[Ipu coxpaneHuu nokasaresneil carypaiuu B I C
npeaenax 75-85% manueHTs He HYKIal0TCs B
JIOTIOJTHUTETHbHON MHCY(DISIIUN KUCIOPOa.

[Ipu 3HAUMMOM CMeEIIEHUSI COOTHOIIEHHUS B I C
CTOpPOHY JIETOYHOTO KPOBOTOKA B COUYETAHUHU C
0o0eTHEeHNeM CHUCTEMHOT'0 KPOBOTOKA BHITIOJTHEHA
uHTyOarus nanuenta u Hadata UBJI (dbpakius
kucaopona 21%)

BbonbHOMY cO CHIKEHHOM (pyHKIIMEH mpaBoro I C
(cucTeMHOr0) XKenyIouka Ha3HaueHa HHY3Us
noOyTamMuHa WM IOTIaMUHA W3 pacyeTa 3-5
MKI/KI/MHMH WIX Ha3HAa4YeHbI IpyTrue
KapIMOTOHHYECKHE TTPETapaThl
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[Ipu Hamuuu $akTopoB prcka UHPEKITUN
Ha3HAYeHbI aHTHOAKTEpHATIbHBIC TIpEnapaThl B
poxnaome

b

[Tpu pecrpuktuBHOM MIIC BBINOTHEHA MHTYOAIIHS
MalKeHTa, YBEINYEHBI J03bl MpocToriananHoB E1
10 0,02-0,1 MKr/Kr/MuH, BBEJIEHBI MUOPETIAKCAHTHI
B PacyeTHBIX J03aX U HayaTa JOMOJIHHUTEIIbHAS
MHCYJIIAIMS KUCIOPO/Ia BO BIBIXaeMOH CMECH.

ITocne ctabunm3annu COCTOSHUS BBIIOJIHEH
[IEPEBOJ B KapAUOXUPYPIUUECKUN CTAllMOHAD B
MaKCHUMAaJIbHO C)KaThle CPOKH

JTan XUupypru4eckoro JedeHus

Oranueiid noaxon k koppexuuu CI'JIC, B kauecTBe
MIEPBOTO 3Tara KOPPEKIMH BHIIOIHEHO
OIepaTUBHOE BMELIATEICTBO 10 METOIUKE
Norwood |

B xauectBe IEepBOro srara XprpFquCKOﬁ
KOPPCKUOHH HOBOPOKACHHOMY B KPUTHYCCKOM
COCTOsIHHH BBIIIOJIHCH rPI6pPII[HLIﬁ | aTam

BropbiM sTanmom BeimosiHeH JIKIIA B Bo3pacte
pebenka 2—10 mec.

TperpuM dTarioM BHINIOJIHEHA omieparus Fontan, B
Bo3pacte 18-36 mec.

JTan nocjeonepannoHHOro KOHTPOJIs

OcyIecTBIEHO MOCTOSIHHOE HAOI0IeHIE
neiMaTpa v KapAuoJiora o MECTY KHUTEIbCTBA C
ocMOTpaMH KapauoJiora 1 pa3 B 7 aHelt Ha
MPOTSKEHUH NepBhIX 1,5-2 mec.

BrimmoniHeHO 00CIe10BaHUE B
CHeIHMaTu3UPOBAHHOM cTannoHape 1 pa3 B 3
MEcCAIla B MCXKITAITHOM HCpI/IO}IC " Ha HpOTSDKGHI/H/I
MIEPBOTO T'oJa TOCJe BBHIITOJIHEHHOW Onepalun
Fontan.

[Tpu xaxx1oM 0OceI0OBaHUN B
CTIEIUATTM3UPOBAHHOM CTAI[HOHAPE BHITIOJTHEHO
9XOKapArOrpaduIecKoe UCCiaeI0BaHUE

[Tocne kaxxa0ro 3Tana KOPPEKIUU BBIIIOJIHEH
moa00p MHAUBUAYATHLHOMN Teparuy, HallpaBJIECHHbII
Ha KOPPEKLHUIO HEAOCTATOYHOCTH
KpOBOOOpAITICHUS U CHUKEHUST COCYTUCTOTO
CONIPOTHUBJIEHHUS B COCYIaX MaJIOro Kpyra
KpOBOOOpAIIEHHUS ¥ OCYIIIECTBIICH KOHTPOJIb
IpreMa Ha3HAYEHHOM TEpanuu
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IIpunoxenue Al. CocraB padoueii rpynnsl

[Ipencenarens [IpodunbHONM KOMUCUU IO CEPCYHO-COCYAUCTON XUPYPTUU DKCIIEPTHOTO

coBeta Munsznapasa P®: bokepus JI.A., akanemuk PAH
DKcrepTHas rpyIa Mo MOArOTOBKE PEKOMEH AT
OTBETCTBEHHBIN UCTIOTHUTEND: O.M.H. (6000006 A.A.
UsieHBI SKCIIEPTHOU TPYIIITHL:
bokepus JI. A., 0.m.H., npogh., akademux PAH (Mocksa);
bepuweunu /1.0., 0.m.1. (Mocksa);
Kanawmnuxos C.B., (Mocksa);
T'opbauesckuii C.B., npog. (Mockea),
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Bce  unensr  Paboueit  rpymmbl  MOATBEPAMIIM  OTCYTCTBHE  (PMHAHCOBOM

HOJIEP’KKHU/KOH(IIMKTAa HHTEPECOB, O KOTOPBIX HEOOXOAMMO COOOIIUTD.

[Mpunoxenue A2. MeTtoaoJ10rust pa3padoTku KJIMHHUYECKHX
peKOMeH AL,

HeseBasi ayTuTOPUS JAHHBIX KIMHUYECKUX PeKOMEHIALMIA:

o HEOHATOJIOTH;

. NeAUATPBI;

. KapIM0JIOTH;

o JIETCKHE KapIAHUOJIOTH;

. CEpACYHO-COCYAUCTBIE XUPYPIH;
o AHECTE3UOJIOTU-PEaHUMATOJIOT .

MerTo/pl, UCIONB3yeMBIE ISl COOpa/CEeeKIUU JT0KA3aTeIbCTB: MOUCK B DJIEKTPOHHBIX
0a3ax JaHHBIX.

Omnucanue METOJIOB, MCIOJIb30BAHHBIX IS OLECHKH KAuyecTBa M CHJIbI JIOKA3aTENIbCTB:
JIOKa3aTeabHOM 0a30i JJIsI peKOMEHIAIMI SBJISAIOTCS MyOIUKAIl|K, BOLICAIINE B 0a3bl JaHHBIX
PubMed, Scopus. I'nyouna noucka cocrabisiia 15 ser.

MGTOIH)I, HCIIOJIB30BAaHHBIC IJIA OICHKHW Ka4€CTBAa U CUJIBI JOKA3aTCIbCTB

o KOHCEHCYC DKCIIEPTOB;

. OLICHKAa KauyecTBa PEKOMEHJALMid B COOTBETCTBUM C PEUTHUHIOBOM CXEMOMU
(tabmmma I11).

. OILIGHKa CHJIbl JI0KA3aTeIbCTB B COOTBETCTBUHU C PEUTHHIOBOM cxemoi (Tabnuia

12).

Taoauna I11.
PeliTuHroBas cxeMa J1Jisl OIEHKH Ka4eCTBAa PEKOMEH 1AL,

Kiacc 1oka3are1bHOCTH Onucanue
Krace | [Tponetypa unu geueHue ABISIOTCS M0JI€3HBIMU/3(PHEKTUBHBIMH,
OHHU JIOJDKHBI OBITh BBITTOJIHEHBI/HA3HAUEHBI.
[Iponetypa unu neueHue ¢ 60JIbIION 10J1eil BEpOATHOCTH
Knacc lla ABIISIOTCA MOJIE3HBIMU/3(P(EKTUBHBIMH, UX Pa3yMHO OBLIIO OBl
BBINOJIHUTH/HA3HAYUTb.
[TpoTuBOpeUNBBIE JOKA3aTENbCTBA O MOJIb3e/3((HEKTUBHOCTH
Kuacc 11b NPOIIEeTyphl WK JIEUSHHUS, UX BBIOJHEHNE/Ha3HAUEHHE MOKET
OBITh PACCMOTPEHO.
Koace Il [Tponetypa unu geueHue BISIOTCS BPEAHBIMU/HEAPPEKTUBHBIMH,
OHM HE JOJDKHBI BBITIOJIHATHCS/Ha3HAYATHCS.

Taoauna I12.
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PeiliTuHroBas cxemMa JIJ1s1 OIEHKH CHJIbI 10KA3aTeJIbCTB.

YpoBeHb 10Ka3aTEeJIbHOCTH Onucanue

MeTa-aHaJ'IPBBI, CUCTEMATHYCCKUC O630pBI,

YpoBeHb goKa3aTeabHOCTH A
PAaHAOMH3UPOBAHHBIC KOHTPOJUPYCMBIC HCCIICAOBAHNA

KoroprHsle nccne1oBaHus, UCCIEI0BAHUS «CIy4al-KOHTPOIbY,
YpoBeHb JoKa3aTebHOCTH B | ucciiejoBaHus ¢ UCTOPUUECKUM KOHTPOJIEM, PETPOCIIEKTUBHBIE
UCCJICIOBaHMsl, UCCIICIOBAHUS CEPUU CITyUaeB.

Yposensb gokazarenbHocT C MHeHue 3KCepToB

JU1s MUHMMHU3alUM [OTEHLUHUAIBHBIX OHIMOOK Ka)kJ0€ HCCIEeI0BaHUE OLIEHUBAJIOChH
He3aBUCUMO. JItoOble paszinuuus B OLIEHKaX OOCYXJaluch BCEW TPYIIONW aBTOPOB B IOJIHOM
cocrase. 1Ipy HEeBO3MOKHOCTH JOCTHKEHHSI KOHCEHCYCa IPUBJICKAJICS HE3aBUCUMBIN IKCIIEPT.

Metoabl, WCHOJB30BaHHBIE Il  (OPMYJIHPOBAHUS PEKOMEHMAAIMH: KOHCEHCYC
JKCIIEPTOB.

Knuauyeckue pekoMeHAanuu OOHOBIIIOTCS paboded Tpynmoi Kaxiaele 3 roja u
YTBEPXKIAIOTCS MPOQIIBHON KOMHCCHEH mpy [ TaBHOM BHEIITATHOM CIIEUAINCTE — CEPACYHO-

cocyauctom xupypre M3 Poccuu

Ipuioxkenue A3. CBsi3aHHbIE JOKYMEHTBI

1. 006 ocHOBax oxpaHbl 310poBbsl TpaxkaH B Poccuiickoit ®enepannu (O3 Ne323 ot
21.11.2011)
2. [Topsimok OKa3aHWS MEIUIMHCKON MOMOIIN OOJBHBIM C CEpPJCUYHO-COCYAUCTHIMU

3aboneBanusaMu (IIpuka3z Munznpasa Poccun Ne918n ot 15.11.2012)
3. «O knaccupuKauy U KPUTEPHUIX, UCIOIb3YEMbIX IPU OCYIIECTBICHUN MEIUKO-
COLIMAIIbHOW AKCIIEPTH3HI TPaKIaH (heepabHbIMU TOCYAaPCTBEHHBIMH YUPEKIACHUSIMHI METHKO-

coranbHoi dkcreptTussd» ([Ipukaz Munszapasa Poccun Ne1024u ot 17 nexadps 2015 r.)
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IIpunoxenue b. Anroputm Benenus nauuentTos ¢ CI'JIC

ITonospenue Ha CI'JIC

[IpenaranpHas ‘1’
nuarnoctuka CIJIC

JNuarnocruka (ctp. 7-9)

v

[IponomkeHne qUarHOCTHYECKOTO
TOMCKA B paMKax Apyroi
HO30JI0TMYECKOM €TUHUIIBI

Juaruos
TIO/ITBEPKICH ?

Bo3moxHo
BBITIOJTHEHNE
JIBYX>KeJIyZJOUKOBOU
KOPPEKITIH

OranHas P Cunnipom Kommnekce S
OMHOKCITY IOYKOBAst o~ TUINOIIIA3HH THIOIIIA3HH JIEBBIX

KOppeKIus JICBBIX OTJICJIOB OTZACIIOB cepAala
cepaua (ctp. 13)
\l/ (ctp.11-12)

Kpurugeckoe
COCTOSIHHE Ha MOMEHT
HOCTVIICHUS

TUIoruIasust JIeBbIX
OT[EJIOB B COUCTAHHH C
¢ubpoanacrozom

T'ubpuaneiii | atan

Norwood —Sano
Norwood-Blalock

T'ubpuasenii | 3Tan

Norwood ¢ IKITA

JIKTIA

Onepanus Fontan B
Moau(UKaITuN
JKCTpaKapAuaIbHOTO
KOHAYHUTA

Omnepanus Fontan B
MoAu(UKAITUT

!

PocT neBbIx
OTJICIIOB

Norwood-Rastelli
(Yasui) /
OJHOMOMCHTHaA
JABYXJKEITyJI0O9KOBas

Ja

Norwood ¢ IKITA

9KCTpPaKapIHaibHOTO /
KOHJIyHUTa

JIBYX’KEIIYJOUKOBas
KOppEeKLHUs
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Hpuioxkenue B. Undopmanus 1ig nanueHTa

YBakaeMblil AIMEHT (POAMUTENHN MAIUEHTA), Pe3yJIbTaThl 00cIe10BaHus BBISIBIIIN Y Bac
(Bamero peOeHka) CIIOKHBIA BpPOKICHHBIM MOPOK CepJla — CHHAPOM THUIOIUIA3UU JIEBBIX
oTaenoB cepaua. JloOpoBonbHO corjamiasch Ha omnepanuio, Bbl MODKHBI MOHUMATh LENb U
OIIACHOCTH OTIEpally, O KOTOPBIX Bam pacckaxer jedamuii Bpay.

CI'JIC Bo3HMKaeT Ha paHHMX OJTamnax pas3BUTHA Ioja. [lpuuuHbl HapylieHui
sMOpHOTeHe3a MHOTOYHMCICHHBI: MH(EKIMOHHBIE 3a00JE€BaHUS MaTepud Ha pPAHHUX CPOKAx
OEpEeMEHHOCTH, XPOHMYECKHE 3a00JeBaHHUS POJMUTENCH, BpEOHbIC IPHUBBIYKU POJIUTENCH,
9KOJIOTMYECKUE W TeHeTHdyeckue (akTopel M T.n. B 3aBucuMocté 0T pasmepa (eTaabHBIX
KOMMYHHUKAIUM (OTKPBITOE OBaJbHOE OKHO, OTKPBITHIN apTepHalIbHBIM MPOTOK) KIMHUYECKUE
IPOSIBJIICHUS TIOPOKA MOTYT CYIIECTBEHHO BapbupoBaTh. OHAKO B JIFOOOM CITydae MPU CHHIPOME
THIIOIUIA3UM  JIEBBIX OT/AEJIOB CEpAlla COCTOSHHE II0CIe POXICHUS OYAeT TSDKENIBIM C
IPOTPECCUBHBIM yXYAIICHUEM B AnHaMuKe. [loaToMy HeE cieayeT mpensTcTBOBaTh CKOpeHeMy
nepeBoly peOeHKa W3 poaoMa B KapAWOXUPYPrHUECKWil cramumonap. s crabumu3anun
COCTOSIHMSI M 4TOOBI PEOCHOK CMOI TEPEHECTH TPAHCIOPTUPOBKY Cpa3y IOCIE POXKIACHHS
peOeHKy OyneT OopraHu30BaH BEHO3HBIN JOCTYIl M HayaTO BHYTPHUBEHHOE BBEACHHE Iperapara
(mpocrornanauy E1) ¢ menbio mpeaoTBpaiieHus 3aKpbITHS OTKPHITOTO apTEPUAIFHOTO POTOKA,
MHA4Ye €ro 3aKphITHE TPUBEAET K He3aMeNIUTENIbHON rubenmm miaaeHna. Haznadenue sToro
npernapara B OOJBITMHCTBE CIy4aeB MPUBOJUT K KPATKOBPEMEHHOMW CTAaOWJIM3AIlMU, YTO JIAET
BO3MOJKHOCTh TIEPEBECTH peOEHKa B KapAWOXHPYPTrHUECKHH CTAIlMOHAP C IEJbI0 YTOYHEHHS
AQHaTOMUH MTOPOKA M MOA00pa ONTUMATIBHOTO XUPYPTHIECKOTO JICYCHUS.

[Tocne mepeBoma peOeHka OyaeT YTOUYHEHAa CTENEHb TSXKECTH COCTOSHUS, HAIWYUE
COITYTCTBYIOIIEH MaTosoTHH. B ciydae cTaOMIBHOTO COCTOSIHUSI OTEPATHBHOE BMENIATEIIHCTBO
OOBIYHO BHIMIOJTHSIETCS B TeueHHe 24-48 yacoB ¢ MOMeHTa nepeBojia. B ciyuae kpaifHell TshkecTH
COCTOSIHMSI TIEPBUYHO OYAYT BBHITOJHATHCS PEaHHMMAIIMOHHBIE MEPOIPUSTHS, HAaIlpaBJICHHBIC Ha
CTAOWJIM3AIIMI0 COCTOSIHMS, W JIMIIb TMOCJe CcTa0wiu3anud OyJeT pemarbesi BOMPOC O
BBITIOJTHCHUHU XUPYPIrud€CKOTro BMEMATCIILCTBA.

CUHIPOM THIIOIUTa3WU JIEBBIX OTIEJOB CepAla IOIpa3yMeBaeT JTAIHBIA IMOIXOA K
XUPYPrHYECKOMY JICYEHHIO U XapaKTepU3yeTcs HEBO3MOXXHOCTHIO TIOJHOTO aHATOMHUYECKOTO
HCIIPpABJICHUA IIOPOKa. ITaHBIN noaxoa COCTOUT H3 TpPEX HWIM YCTBIPECX OINCPATHBHBIX
BMCIIATCIILCTB W HAIIPABJICH JIMIIb HAa CO3JaHUC ITPHUEMIIEMBIX YCHOBI/Iﬁ KU3HU W Pa3BUTUA
pebenka. OCHOBHas 1eJIb PEKOHCTPYKTUBHBIX BMEIIATENLCTB — Pa300IIeHNE apTepPUAIBLHOTO U
BEHO3HOTO KPOBOTOKOB. [10CKOJIbKY JaHHBIH BPOKACHHBIH MOPOK Cepila SBISIETCS OJHUM H3

HanOoJIee TIKEIBIX MMOPOKOB, TO CJICAYCT NOHHMATb U BBICOKHC PHCKU HC6HaFOHpI/I$ITHOFO
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UCcXoJa NpU JeYeHUM JaHHOM mnarosioruu. Ilocie kaxaoro srama KOPPEKLMH, B pPaHHEM
IIOCJIEOTIEPALIMIOHHOM MEPUO/I€ MOTYT BO3HUKATh Pa3IMUHbIE OCJI0KHEHUS: TIOCIEONEPALIMOHHbBIE
KPOBOTEUEHMsI;  CEpJieYHas  HEJOCTAaTOYHOCTh;  JbIXaTeJIbHAasg  HENOCTaTOYHOCTh  C
HEOOXOJMMOCTBIO JUINTENIbHOW HCKYCCTBEHHOW BEHTWIALIMU JIETKHUX; OCTpas IO4YeqHas
HEJI0CTaTOYHOCTh; MH(EKIMOHHbIE OCII0KHEeHUs 1 Jip. [IporpeccupoBanue 1aHHBIX OCIOKHEHUN
MOJKET INPHUBOJUTh K HEOOPATHMBIM IOCIEACTBUAM. Pa3BUTHE OCIIO)KHEHHUH BO3MOXHO U B
MEXX3TaIIHBIX EPUOIAX.

B OonpmmHCTBE ciydaeB Kaxaas IOCIENyroIlas JTalHas olepauus HOPUBOIUT K
yIy4IIeHuto cocTosiHus. CienyeT NOHMMATh, YTO KOJIMYECTBO 3TAIlOB HE OKOHYATEJIBHO U MOTYT
noTpe0OBaThCS  JOMOJHUTEIbHBIE ONEpPAaTUBHBIE BMEIIATEIbCTBA (B Cllydyae OBICTPOTO
YXY/IICHUS COCTOSIHUSL peOCHKA).

AnbTepHaTUBONW TeMOJUHAMUYECKMX KOPPEKLUUH MOXXET CTaTh Omnepaius Hepecaaku
cep/lia UM KOMILIeKca cepaLe-ierkue. /laHnas npoueaypa MoKeT ObITh BBIIIOJHEHA Ha JIH0O0M
JTare JeUYeHus IpU HAJIUYUU )KU3HEHHO 3HAYMMBbIX ITOKa3aHUM.

JleyeHne MAHHOTO BPOXKACHHOIO TMOPOKAa Ceplma 3a4acTylo TpeOyeT IIUTEIHHOTO
HAaXOXXJEHUS B OOJIbHUYHBIX YCIIOBHSX M 4YacTOrO HAOJIOACHUS B MEXAITAITHOM IEpUOJE, YTO
TaKxke TpeOyeT MOHMMaHUs U MaKCUMaJIbHOW OTBETCTBEHHOCTH pOJUTENEH.

BaxHo He mpomyckaTh KOHTPOJbHBIE OOCIEIOBaHHMSA TIIOCIIE OIEpanuu, s
CBOEBPEMEHHOI OLIEHKH pe3yJlbTaTOB KOPPEKLHUU U BBISBICHUS BO3MOXKHBIX OCJIOKHEHUH,

CJICA0BATh pCKOMCHAAIUAM Bpadd U CBOCBPECMCHHO IIPUHUMATDh BCC HA3HAYCHHBIC ITPCIIApAThI.
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