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KiarwueBble cj10Ba

Cnucok coxkpaumeHui
ABC — aTpHOBEHTPHUKYJIIPHOE COETUHEHUE;
Ao—aopra;
AK — aopTanbHbIi KiamnaH;
AKT — anrunoxapauorpadus;
BOJIX - BBIBOAHOM OTJEI JEBOrO KEITYyA0UKA;
BTJIDK — BBIBOAHOM TPaKT JIEBOTO KEITYI0UKa;

I'CJ] — rpaAMe€HT CUCTOIMYECKOTO AaBICHUS;
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JAMXKII — neexT MexxKeTyT04KOBON EPEropoIKu;

JIMIIII - nehekT MeKIpeacepAHON MeperopoIKu;

EOK- EBporneiickoe 0011ecTBO KapI0JI0roB

NMXII — nHTaKTHas: MEXOKEITYJOUKOBask IEPErOPOIKa;

UK — uckyccTBeHHOE KpOBOOOpAIleHUE;
NMJUTA-nHBa3UBHBIN MOHUTOPUHT JIaBJICHUS B JIESTOYHON apTEPUU
KA — xoponapHas aprepus;

KJIO — xoHeuHbIl IUaCTOINYECKUI 00bEM;

KJIP — KOHEuHBII 1MACTONMYECKUH pa3Mep;

KT — KomnbrorepHas Tomorpadus;

JDK — neBblii xeny109€K;

JIA(C) — nerounasi(blit) aprepusi (CTBON);

JIKA — neBast KOpoHapHasi apTepusi;

MXII — MexoKeny104KoBas IEPEropoKa;

MK — MutpanbHblii Ki1amnaH;

MHO — MexayHapoJHOE€ HOPMaJIU30BaHHOE OTHOILEHUE;
MIIII — mexmpeacepaHas eperopoka;

MIIC — mexmpencepiHoe COOOIICHHE;

MPT — MarHuTHO-pe30HaHCHAsE TOMOTrpadus;

HK — HegocTaTouyHOCTH KPOBOOOpAILIEHUS;

OAII — OTKpBITBIN apTepUaANbHBII IPOTOK;

OBTJIXK — oOCcTpyKIHst BEIBOJHOT'O TPaKTa JICBOTO JKEITyI0UKa;
OPUTH — Otaenenne peaHuMaluy 1 UHTEHCUBHOM Tepaniy HOBOPOXKIEHHBIX;
OOO — oTKpBITOE OBAIIBHOE OKHO;

IIKA — npaBasi KOpoHapHas apTepus;

CJIA — cHCTEMHO-JIETOYHBIH aHACTOMO3;

TMA- TpaHcIIO3ULIMsI MaruCTPaJIbHBIX apTEPHil;

TMC — TpaHcnO3ULIKS MaruCTPaIbHBIX COCYOB;

@B — ¢ppakuus BeIOpoCa;

3x0-KI" — sxoxapauorpadus;

ACC — AMepukaHcKas KOJUIETUsl KapInO0JIOTrOB;

AHA — AmepukaHCcKasi acCOLMALMS KapAHOJIOTOB;

NYHA — Hbm-ﬁopKCKaﬂ accoluanus cepana;

AYTB — akTUBHPOBAaHHOE YaCTMYHOE TPOMOOILIIACTUHOBOE BPEMSI

I1TB - mpoTpomMOnHOBOE BpeMs



[T - npoTpoMOMHOBBII UHIEKC

TepMI/IHLI H OonIpecacjaICHus
Karerepuzanus mojocreil cepauna m aHrmoxkapamorpagusi — MHBA3MOHHBI METOA

JUArHoCTUKM M OLICHKU HCHTpaHBHOﬁ IreMOAMHAMHKU, Hpe,Z[HOJIaFaIOH_[I/Iﬁ HCMMOCPCIACTBCHHOC



HU3MCPCHHUC NABJICHUA B IMOJIOCTAX C€pala, IMOJTYUYCHUC Hp06 KpPOBHU U3 HUX JId OLICHKHU Ia30BOr'o
COCTaBa U UX KOHTPACTHPOBAHHUE.

«Kputnueckue» BpOXKIeHHbIe NMOPOKH CepPAlA — COCTOSHUS, XapaKTEpU3YHOLIHEcs
OCTPbIM  Je(UIUTOM CEpACYHOTO BBIOpOCA, OBICTPBIM MPOrPECCUPOBAHUEM CEpPICUHOU
HCAOCTATOYHOCTH, KHCIOPOIHBIM TOJIOJaHUCM TKaHel ¢ Pa3sBUTHCM JACKOMIICHCHUPOBAHHOI'O
MeTa0OIMYECKOT0 alia03a U HapyIIeHneM (PyHKIMH KU3HEHHO BaKHBIX OpraHoB [1].

IManuenT — pu3NUYecKoe JTUIO, KOTOPOMY OKa3bIBaeTCs MeULUHCKASI IOMOIIb HJIH

KOTOpOe 00paTH/IOCHh 32 OKa3aHWeM MEJUIMHCKOH NMOMOINM He3aBHMCHMO OT HAJIUYHSA Y
Hero 3a00JieBaHHMA M OT ero cocrosinusi [PegepanbHbiii 3akoH or 21.11.2011 Ne 323-@3
(pen. ot 03.04.2017) «O0 ocHOBax OXpaHbI 310p0OBbs rpa:kaaH B Poccuiickoit ®@exepanum»|.
PaGoyass rpynma mno pa3paldoTke/akTyaJu3allu¥ KJIMHHYECKHX peKOMeHJAauuid —
KO/UICKTHB  CHENHAJHMCTOB, PpadoTalomUX COBMECTHO H COIJIACOBAHHO B  HeJX
pa3spadOTKH/aKTyaJM3auMi  KJIWHMYECKMX PpPeKOMeHJAauuid M Hecymux o0y
OTBETCTBEHHOCTD 32 Pe3yJibTaThl JaHHOI padoThI.
CocTrosiHme — W3MEHEHHUs] OPraHN3Ma, BO3HUKAaOIIMe B CBS3M C BO3JeHCTBHEM
NMATOreHHBIX W/WJIN (U3HOJOrHYecKHX (PaKTOpPOB U TpelylolHe OKA3aHHMSA MeIUIIUHCKON
nomomu [PenepaabHblii 3akoH o1 21.11.2011 Ne 323-P3 (pea. ot 03.04.2017) «O6 ocHOBax
OXpaHbI 310p0Bbs rpaxaad B Poccuiickoin @enepauum»|.

CHHAPOM — YCTOHYMBAsI COBOKYIIHOCTh Psiia CHMIITOMOB C €AMHBIM NATOreHe30M
[Manasa menMumMHCKasi SHOMKJIONeAusi [DJIeKTPOHHBIN pecypc]. — M.: MeanumHckasi
JHIMKJIONEHS. 1991-96 IT. Pexum aocryna:
http://dic.academic.ru/dic.nsf/enc_medicine/28878/Cunapom.].

Te3nc-pekomenganusas — MOJOKeHHe, OTpakamliee TMNOPSAAOK W NPaBHIBHOCTH
BBINIOJIHEHHS] TOT0 WJIM MHOI'0 MeJIMIMHCKOr0 BMEIIATEJbCTBA, MMEIOLIEro J0KA3aHHYI0
3¢ PeKkTUBHOCTH U 0€301ACHOCTD.

YpoBenb nocroBepHocTH Aoka3zareabcTB (YJI) — cTeneHb yBepEeHHOCTH B TOM,
4TO0 HaWAEHHBIH J(P(eKT 0T NPUMEHEHHS MeIMUHMHCKOr0 BMeIIATeJbCTBA SBJIAETCH
uctuHHbIM [AHgpeeBa H.C., Peoposa O.10., 3opun H.A. CucreMbl OLIeHKH 10CTOBEPHOCTH
HAYYHBIX JI0Ka3aTeJbCTB M  YOCAUTEIbHOCTH  PpPEeKOMeHJalWi: CpPaBHUTEJIbHAS
XapaKTEePUCTHKA M NMEPCNeKTHBbI YHU(pUKanuu. // MeauuuHckue TexHoJoruu. OueHka u
BbIOOp. —2012. — Ne 4. — C. 10-24].

YpoBenb yoOemutenbHocTH pexoMeHganuii (YYP) — crTeneHb yBepeHHOCTH B
AOCTOBEpPHOCTH J3(PdeKTa BMemIaTeJIbCTBA M B TOM, YTO CJeJ0BaHHE PEKOMEHIANMAM
npuHeceT 00JibIIE NMOJIb3bI, YeM Bpeda B KOHKpeTHoM cutyanun [Anapeesa H.C., PeOpoBa

0.10., 3opun H.A. CucremMbl OLEHKH [0CTOBEPHOCTH HAYYHBIX [10KA3aTeJbCTB U
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y0enMTeJbHOCTH pPeKOMEeHJALHUIi: CPAaBHHUTEJIbHAsl XAPAKTEPHUCTHKA M MepPCHeKTUBBI
yaupukanun. / Megunuackue Texnojaornu. Ouenka n Bpioop. —2012. — Ne 4. — C. 10—
24].



1. Kparkass unpopmanus

1.1. Onpenejenue

Tpancnosunms maructpanbHbix aprepuil (TMA) — rpynma BpOXIEHHBIX ITOPOKOB
cepAlla, OTHOCSIIMXCS K aHOMAJIHUAM KOHOTPYHKYCa, OOIIMMHU MPU3HAKAMHU KOTOPBIX SIBIISIOTCS
IIpEICEPIHO-KEITY JOUKOBAs KOHKOPJIaHTHOCTb u KEITyJ0UKOBO-apTepHaIbHas
JUCKOPIAHTHOCTH [2].

Mopdosornueckue Kpurepuu mopokal[28]:

1. IlpencepnHo-xkenyq0uKoBasi KOHKOPAAHTHOCTB;

2. KenynoukoBo-apTepuanbHasi IMCKOHKOPIAHTHOCTB;

3. Hannuune nogaopTallbHOTO KOHYCA;

4. OTcyTCTBHE WU TUIIOIIIA3KS MTOAJETOYHOIO KOHYCa;

5. Hannuue MUTpasibHO-JIErOYHOTO (PHOPO3HOTO MPOIOJIKECHHUS.

ConyTCTBVIOIINE TIOPOKH:

o ne(heKT MeXIIPeCepIHOI eperopoIKy;

o OTKPBITHIN apTEPUAIIbHBIN IIPOTOK;

o FOKCTANlO3ULIHS IIPEICEPAHBIX YIIEK;

o AHOMAaJINM KOPOHAPHBIX apTEpUN;

o n006aBOYHAas JIEBOCTOPOHHSISI BEPXHSS MOJIast BEHA;
o AHOMAaJIMM aTPUOBEHTPUKYJISIPHBIX KJIAIIaHOB;

o TUIIOIUIA3US [IPABOT0 XKEIyJ0UKA.

1.2 DTHOJI0THUS U NATOTE€HE3

OcHoBHasi 4yepTa paccMaTpUBacMOM  IIATOJOTMU  XapaKTEpU3yeTcs TEM, UTO
KpOBOOOpaIlleHHe B MajJoM M OOJIBIIOM Kpyrax OCYIIECTBIISIETCS MapajulelbHO, a He
[IOCJIEIOBATEIBHO, KAK B HOpME. B aopTy mocrynaer BEeHO3Hasi KPOBb U3 IPABOr0 KEIIyJOUKa.
[Tpotins GonbIoN Kpyr KpOBOOOpAIlleHUs, OHA BO3BPAIIAETCS B MpaBbie OTIENbI cep/na. JIeBblit
KEIYJIOUYEK II0Jy4aeT apTEepUAIIM3UPOBAHHYIO KPOBb M3 JIETOYHBIX BEH U HArHETaeT €€ B
nerounyio aprepuio. CMelleHne KpoBU JABYX KPYIoB KpOBOOOpPAIIEHHS BO3MOXHO JIMIIb NPH
HAJIMYUU COOOIIEHUI Ha Pa3NUYHBIX ypoBHIX. CTENeHb apTepUaNbHOM THIIOKCEMUH 3aBHCUT OT
pa3mepa COOOILICHUI M, COOTBETCTBEHHO, OT O0bEMa CMEUIMBAHUS JIETOYHOI'O M CHUCTEMHOTrO
BEHO3HOT'O BO3BpaTa KpoBHU. COpPOC KPOBHM OCYIIECTBIIIETCSI B JIBYX HAalpaBJICHUSX, TaK Kak
OJHOCTOPOHHHUI €ro Xapakrep MpHBel Obl K IOJHOMY ONOPOXHEHHIO OJHOTO M3 KPYroB
KpoBooOparieHus [3].

Pasznuuaror nBe rpynnsl nanueHtoB. K nepBoii rpymnme otHocsaTcs nauueHTsl ¢ MMOKIIL.
IIpu Tak Ha3bIBAEMOW IIPOCTOM TPAHCHO3ULUH CMEIIMBAHUE BEHO3HOM U apTEpPUAIILHOU KPOBU

IIPOUCXOAUT TOJIBKO Ha MPEACEPAHOM YPOBHE YEpPE3 OTKPBHITOE OBAIBHOE OKHO M HAa YPOBHE
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MaructpaibHbix aprepuii uepe3 OAIL OObIYHO, 3TO CMEUIMBaHME MUHHMAIBHOE, MOITOMY
MMEET MECTO TsDKellasi TUIOKceMusi. BHyTpuyTpoOHOe KpoBooOpalieHne He CTpajgaeT Mpu 3TOH
aHoManuu. OpHaKo, cpa3y IOCIE POKIAEHHS OCTPO BO3HMKAET yrpo3a >KM3HM H3-32 HHU3KOTO
HACBILLIEHUSI CUCTEMHOI apTepuanbHON KpoBU KuciopogoM. CocrosHue namueHroB ¢ MMXKII
Oomee Tmkemoe, yeM ¢ JMIKII u OAIIL HckimodyeHue COCTAaBISIOT IMAILMEHTHI C OOJBIINM
IeEeKTOM MEXIPEICEPIHON MEePeropoaAKH. Y MAIMEeHTOB ¢ mpoctoii TMA uMeercs TeHICHIUS
k passututo OBJIC ???? B Oonee paHHEM BoO3pacTe, MOITOMY XUPYpPTHUECKas KOPPEKIUs
[I0OKa3aHa B paHHeM Bo3pacTe. OHO 3aKO4YaeTcsd B YCTPAHEHUU BEHTPUKYJIOAPTEPUATBHOIO
HECOOTBETCTBUA. B mepuose HOBOPOXKACHHOCTH TaKUM MAalMEHTaM 4YacTO BBIIOJIHSIOTCS
orepauuu: 6amIoHHOM aTpuocenTocToMuu 1o Rashkind.

Bropas xnuHuueckas rpynmna npencrasieHa namueHtamu ¢ JIMOKIL. Cmemenune xpoBu
JIBYX KPYTOB KpOBOOOpAIIEHUSI MPOUCXOJUT HAa ypoBHE kemynoukoB. [Ipu Hammunun OO0 umm
OALII, xpoBb CMEIINBAETCS HA YPOBHE NPEICEPANI U MAaruCTPaJIbHBIX apTEPUNl COOTBETCTBEHHO.
CreneHb apTepUANbHOM TMIIOKCEMUHU 3aBUCHUT OT pa3Mepa COOOIEHHH M, COOTBETCTBEHHO, OT
o0beMa CMEIIMBAaHU JIETOYHOT'O M CUCTEMHOTO BEHO3HOT'O BO3BpaTa KPOBH.

[Mauuentsl ¢ IMXKII MeHee IMaHOTUYHBI, HO Y HUX UMEETCS] CKIIOHHOCTh K Pa3BUTUIO
3acToHOU cepaeuyHoil HemoctatrouHocT U OBJIC ??7?, xotopasi Bo3HUKaeT yxe kK 3—4 Mec.
KU3HU.

BonbIIMHCTBO NAMEHTOB € JaHHBIM [TOPOKOM CEp/lla MOABEPraloTCsl B paHHEM BO3pacTe
aHATOMUYECKOW KOPPEKLIHH.

1.3 DnuaeMuoJaorus

TpaHcno3uiust MarucTpajibHBIX apTepuil sBIseTcs Hauboyiee pPacHpOCTPaHEHHBIN
LIMAaHOTUYECKUM BPOXKIEHHBIH NOPOK cepaua nociue rerpaasl Pamno. B crpykrype Bcex BIIC
cocraBisieT 2,5-5%. Hepenko coueraercs c¢ apyrumu BIIC, Takumum kax JIMXKII (20-45%),
OOCTPYKIIMS BBIXOJHOTO TpPaKTa JIEBOTO Kemyaouka (5-25%), aHoMaanu KOPOHAPHBIX apTepuit
(25%), xoapkrauus aoptel (<5%), mepepbiB Oyru aopthl (<1%), mpeacepaHblii M30MEpPU3M
(<1%). Cemeiinple Bapuantel TMA He BcTpewarorcs. Takke HE YCTAHOBJIEHA  CBSI3b C
M3BECTHBIMU T'€HETUYECKMMH CHHIPOMaMHU U XPOMOCOMHBIMU aHOManusiMu. Cpen NanueHToB ¢
TMA mnpeobnamaror nuia Myxckoro nomna (2/3:1). TMA uamie BcTpeuaercst y eteil OT Marepei,
crpanaronmx caxapueim guaderom. [Marek J, Tomek V, Skovranek J, Povysilova V, Samanek M.
Prenatal ultrasound screening of congenital heart disease in an unselected national population: a
21-year experience. Heart 2011; 97: 124-130; Guidelines for the Management of Congenital
Heart Diseases in Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3):
S1-S105].



1.4 KonupoBanue no MKb-10

Q20.0 -BpoxeHHbIE aHOMAJINK [TIOPOKH Pa3BUTHS| CEPJACUHBIX KaMep U COEAMHEHUN
Q20.3 — /TuckopAaHTHOE 5KETy I0YKOBO-apTEPUATIBHOE COEITUHEHUE;

Q20.5- IuckopiaHTHOE TPECEePAHO-KEITYJOUKOBOE COSMHEHNE

Q20.8 — [Ipyrue BpoxI€HHbIE aHOMAJIMHM CEPACUHBIX KAMEP U COEINHEHUM.

1.5 Kunaccudukanus

B Hacrosmiee Bpems daimie JpYrHEX HUCIHONB3YeTCs CleAyromas KiacCupUKaIus

TPaHCIO3ULMIA MarucTpalbHbIX apTepui [29]:

o C MHTAKTHON MEXOKeIyJ0uKoBoi neperopoakoit (MMIKII);
o ¢ UMXII u oOcTpyKIrel BEIBOAHOTO TpakTa JeBoro xenynouka (BTJDK);
. ¢ AMXTI;

o ¢ JAMXKII u o6ctpykuueit BTJDK.

JUia  cuctemaTu3alMM MHOXKECTBA BAPUAHTOB BETBJICHUS KOPOHAPHBIX apTepUid
MIPEAIOKEHO HECKOJIBKO IIPUEMOB. «JIeIeHCKass KOHBEHIM SABJIECTCS IIUPOKO UCIIONIb3YEMOM
CUCTEMOH KIIaCCH(HUKAIUH.

Jleiinenckas knaccudukanus kopoHapHoit anaromuu [30].

o Cunycsl (paccMaTpuBalOTCi C TMO3MIMM, KOTJa CHadajla HAET aopTa, 3aTeM
JIETO4Hasl apTepus)

- cuHyc | — mpunexamuid K JeroyHOW apTepuu C MPaBO CTOPOHBI OT HAOMIOIATENS
(aHATOMHUYECKH JIEBBIN );

- CHHYC 2 — TIpWIeXKaIlUid K JIETOYHOM apTepHH C JIEBOM CTOPOHBI OT HAOIIOJATeNs
(aHaTOMUYECKH MPABBIiL).

o Koponapssle aprepuu:

- IpaBasi KOpOHApHas apTepus;

- IEpEIHA HUCXOIas apTepus;

- orubaromas aptepus (OB).

Knaccudukarmus M.H. YacoubuR. Radley-Smith [31].

Tun A — oObryHas aHaTOMUSI KOpOHApHBIX apTepuil. [IpaBoe u 1eBoe KOPOHAPHBIE YCThs
IIPY 3TOM THIIE PACIIOJIOKEHBI B LIEHTPAX MIPaBOro U JIEBOI0 3aIHUX a0pTaIbHbIX CHHYCOB.

Tun b — 06e KA oTxoadt ogHuM 0OOIIKMM YCThEM, PACIOI0KEHHBIM B HEITOCPEICTBEHHOM
OJIM30CTH OT 33/IHEH KOMUCCYPBI a0PTAJIBHOTO KJIallaHa B OJTHOM U3 CHHYCOB.

Tun B — 1Ba ycThsi KOpOHAPHBIX apTepHUil PacIooKEHbl OYEHb OJIM3KO APYT K YTy B
HETNOCPECTBEHHOM OJIN30CTH OT 3a7HEeH a0PTAJIBHOH KOMUCCYPBHI.

Tun I' — nokanu3anus ycTeeB aHamoru4Ha TakoBoil mpu tune A. Kypc JIKA ananoruuex

TAKOBOMY IIpH TUIE A, 32 HCKIIIOYEHUEM OTCYTCTBHsI OTMOAroIeii BETBH.
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Tun ]| — orumbaromast aptepust OepeT Hayalo OT MPAaBOrO 33JHEr0 CHUHYca, U ee
JAIBHEHIINN KypC aHAJIOTMYEH OIMCAHHOMY IIPU TUIle [. A1pyroil KOpOHApHBINA CTBOJ OTXOIUT
OT NIEpPEeJHEN YacTH JIEBOTO 33aHET0 CHUHYCA, UJET BIIEPEA, IOCIE YEro AEIUTCS HAa OCHOBHYIO
IIpaByl0 KOPOHAPHYIO U MEpEIHIO HUCcXoaayto aprepun. IIpaBas KA nponeraer no nepennei
IIOBEPXHOCTU BBIBOJHOTO TpPaKTa BIEPEIU JIEXKAILEro JKEIyJouka, aocTuras npaBoil AB-
O0pPO3IBL.

Tun E — npaktudecku aHajnormdyeH Tumy D, 3a UCKIIOYEHHEM MeECTa OTXOXKIACHUS
MEepEIHEN HUCXOIALIEH apTEPUU.

Knaccugpukamuss rocmurans Marie Lannelongue ocHoBana riaBHBIM 00pa3oM Ha
MapIIpyTe KOPOHAPHBIX apTEpPU M HE aKLEHTHPYET JIOKAIU3ALUI0 yCThEB. BBIIENAIOT YeThipe
BapuaHTa MaplIpyTa KOPOHAPHBIX apTEpUIl:

o Hopmanshslii kype (oxoso 60% Bcex citydaes);

o [Ternesoit kypc (35%);

o BayTtpumslieunsliii kypc (5%);

o CMeniaHHBIM BapuUaHT MPOXOXACHHS, BKIIOYAIOIIME BHYTPUMBIIIEUHBIH H
nerneBoi kypc (0,1%).

Knaccugukanuss KopoHapHOH aHATOMHM IO CTENEHHM PUCKA XUPYPTrHUYECKOro JICUCHUS
[5,6] mpemycmarpuBaeT TaKM€ BapUaHTBl pACHpPENENICHUST BEHEUHBIX apTepuil, KOTOpBIE

CIIOCOOHBI OIPENIENIUTh MPOTHO3 aAPTEPUATHLHOTO MEPEKITIOYECHHUS, & UMEHHO:

o BCE KOPOHApHBIEC apTEPUU OTXOIAT OT OJJHOTO CUHYCA;
o MHTpaMypaJIbHbIE KOPOHAPHBIE APTEPUU;

o PETPOIYIbMOHAIBHBIA XOJ1 BCEH CHUCTEMBI JIEBOM KOPOHAPHOU apTepuu;

o PeTpOITyIbMOHAIBHOE PACIIOIOKEHUE TOJIBKO OrHOAIOIIEeH apTepuH;

o JieBasi KOpOHApHas apTepus I Jt00ast e€ BeTBb, UCXOAIIasl U3 CHHYyca 2.

1.6 Kiananyeckass KapTHHA

OOBIYHO MAIMEHTHI POXKAAIOTCS ¢ HOPMAIbHOM Maccoil Tena. Pe6énok ¢ TMA cumnTomMaTuyeH ¢
poxaeHus. Benymmum CHUMITOMOM Y HOBOPOXKIEHHBIX SIBJSIETCA LHMAHO3, HHTEHCHUBHOCTD
KOTOPOTO 3aMETHO HE MEHSETCs NpPU AbIXaHUH KHCIopoJoM. lluaHo3 MoxeT ObITh MeHee
BBIpOKEHHBIM Tpu codetanuun TMA c¢ Oompmmm JIMOXKIL. V gereld ¢ HemOCTaTOYHBIM
CMEIIMBAaHMEM KpPOBM Ha YpOHE IIEPEropoJOK MOXKET pa3BUTHCS TsKeNas apTepuabHas
THIIOKCEMHSI, aI[1/103 U HEAOCTaTOYHOCTh KPOBOOOpAILIEH!s, KOTOPBIE YCYTyONISIOTCS 3aKPhITHEM
aprepuanbHoro mporoka [Guidelines for the Management of Congenital Heart Diseases in
Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105; Clinical
guidelines for the management of patients with transposition of the great arteries with intact

ventricular septum The Task Force on Transposition of the Great Arteries of the European
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Association for Cardio-Thoracic Surgery (EACTS) and the Association for European Paediatric
and Congenital Cardiology (AEPC). Cardiology in the Young (2017), 27, 530-569].

VY B3pOCHBIX MAlMEHTOB IOCIE XUPYyprudeckoi koppekiuuu TMA BO3MOXXHBI KIMHHUYECKHE
IIPOSIBJICHUS 3aCTOMHON CEpJEYHOI HEAOCTATOYHOCTH (KaK JIEBOXKEIYIAOYKOBOM, TaK U 3a CUET
IDK B cucteMHON mo3uluu), KOpoHapHOW wumemuu. Hapymenuss purMa cepauna MOryT
COIIPOBOXKIAThCS JKanmobamu Ha mepebou B paboTe cepala M CepAleOMEeHUs C pazIUdHOU
TSKECTHIO KIMHMYECKHX CHUMIITOMOB. Y MAIlMEHTOB IOCE omnepanuu Pactemnn KIMHHYECKHe
CHUMIITOMBI MOTYT ObITh cienactBueM creHo3upoBanusi [DK-JIA konnmyura, dopmupoBaHus
cybaopTanbHOl obcTpykumu unu pesuayanbroro JIMXKII [Tsuda T, Bhat AM, Robinson BW,
Baffa JM, Radtke W. Coronary artery problems late after arterial switch operation for
transposition of the great arteries. Circ J. 2015;79(11):2372-9. doi: 10.1253/circj.CJ-15-0485.
Epub 2015 Aug 19. PMID: 26289969; Moons P, Gewillig M, Sluysmans T, Verhaaren H, Viart
P, Massin M, Suys B, Budts W, Pasquet A, De Wolf D, Vliers A. Long term outcome up to 30
years after the Mustard or Senning operation: a nationwide multicentre study in Belgium. Heart.
2004 Mar;90(3):307-13.  doi:  10.1136/hrt.2002.007138.  PMID: 14966055; PMCID:
PMC1768123; Hazekamp MG, Gomez AA, Koolbergen DR, Hraska V, Metras DR, Mattila IP,
Daenen W, Berggren HE, Rubay JE, Stellin G, European Congenital Heart Surgeons
Association. Surgery for transposition of the great arteries, ventricular septal defect and left
ventricular outflow tract obstruction: European Congenital Heart Surgeons Association

multicentre study. Eur J Cardiothorac Surg 2010;38:699706)

2. /lmarHocTuka

2.1 7 Kaa00bLI 1 aHAMHE3

e Ha »dTame AMarHOCTHKH PeKOMEHIyeTcsi cOOp aHaMHe3a U JKajlo0 y BCEX MaIlMCHTOB
(pomuTeneit maueHToB) ¢ nogo3penuem Ha TMA [7,8].

EOK uer, (YA 3,YVYP B).

KommeHnTapuu: npu coope anamuesa u x#aiod HeoOX00UMO UMemb NpeocmasieHue o
CyWecmeo8anuu OO0bIUWKYU 6 HNOKoe UNU Npu KOPMIeHUu, 006 omcmasanuu 6 @uuieckom
pazeumuy, 0 NOOBEPHCEHHOCU NPOCMYOHbIM  3A001e6AHUAM, O HAIUYUU U CMeEeNneHu
8bIPAINCEHHOCU YUAHO3A.

2.2 Ou3uKkajJIbHOE 00CIeT0BAHUE

®  [IpU OCMOTpE MaleHTa c nogo3peHueM Ha TMA pexkomeHayeTcst 0OpaTUTh BHUMaHKE
Ha ayCKYJbTALMIO CEpJLa, ONpe/eeHUue Myabcallii Ha OSlPEHHBIX apTEepHsX a TaKkkKe

4aCTOTBl CEPACUYHBIX COKpAIlEHUH M JbIXaHWs, OLEHKY pa3MepoB II€YEHU Kak
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mokaszareiel  TSDKeCTH ~ METa0ONMYeCKMX  HapylIeHHMH W HEJOCTaTOYHOCTH

kpoBooOparienus [9, Guidelines for the Management of Congenital Heart Diseases in

Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105].

EOK uer, (YA 2,YVYP B).

Kommentapuu: Hanuuue cucmonuueckoeo wiyma 6 IV mesxcpedbepve no neeomy Kpaio
2pyounsl modxcem bvime obycnosneno JMIKII. Hanuuue cucmono-ouacmonuieckozo wyma 6o 2-
3 Mmedxcpebepbe NO 1€6OMY Kparo 2pYOUHbL MOJCEm CEUOemeNbCmeosams O HAlUYul
@yukyuonupyroweco OAIl. Omcymcmeue nynvcayuu Ha OeOpeHHbIX apmepusx ulu ee
ocnabneHue Modicem ceuoemenbCmeosams 0 HaIUduy KOapKmayuu aopmeoi.

. [Ipu ¢u3ukanbHOM 00CIEIOBAHUU B3POCIHBIX IMAMEHTOB IOCIE TMPEICEPIHOIO
(aTpua’IbHOTO) MEPEKIIOUYEHUsI PEKOMEHAyeTCs OOpaTHUTh BHHMAaHHE Ha MPH3HAKH BEHO3HOT'O
3aCTOS, TaKMe KaK OTEYHOCTh TOJOBBI M III€W, OTEKM HIKHMX KOHEUHOCTEH, remnaToMeraivs
[Helmut Baumgartner, Julie De Backer, Sonya V Babu-Narayan, Werner Budts, Massimo
Chessa, Gerhard-Paul Diller, Bernard lung, Jolanda Kluin, Irene M Lang, Folkert Meijboom,
Philip Moons, Barbara J M Mulder, Erwin Oechslin, Jolien W Roos-Hesselink, Markus
Schwerzmann, Lars Sondergaard, Katja Zeppenfeld, ESC Scientific Document Group, 2020 ESC
Guidelines for the management of adult congenital heart disease: The Task Force for the
management of adult congenital heart disease of the European Society of Cardiology (ESC),
European Heart Journal, ehaa554, https://doi.org/10.1093/eurheartj/ehaa554]

EOK — ner, (YA S5, YYP C)

KomMmeHTapuu: OTEYHOCTh TOJIOBBI U IIEH MOTYT OBITh KIMHUYECKUM IPOSBICHUEM
PECTPHUKIIMHM KPOBOTOKAa HAa YPOBHE BEPXHEro CerMEHTa IPEICEpHOr0 BEHO3HOTO TOHHEI,
OTEKM HIKHUX KOHEYHOCTEW, TeraToOMerajus - Ha YPOBHE HIDKHErO CErMEHTa IPEICepIHOTO
BEHO3HOT'O TOHHEJISI.

2.3 JIaGopaTopHAas JTHUATHOCTHUKA.

e Bcem manmenraMm ¢ TMA pexoMeHayeTcsi aHaliu3 KHCIOTHO-ILEIOYHOIO COCTOSHUSA
kposu (pH, BE, pCO2, PO2, Lac - ananu3 KanwuisspHON/apTepuaIbHONH/BEHO3HOM Mpo0)
C LEJbI0 OLEHKH TSDKECTH THIIOKCEMHM W CTENEHH BBIPAKEHHOCTH META0OIHMUYECKUX
Hapyuenwuii [10].

EOK ner, (Y1 2,(YVYP B).

e Bcem nanuentam ¢ TMA pexomenayercsi BoinosHeHue koaryiaorpammsl (AUTB, I1TB,
[I1, D-numep, GpuOpUHOTEH, aHTUTPOMOWH) Ul MPOTHO3a PUCKA MEPHOIEPATMOHHBIX
KPOBOTEUEHHUH U BEIMUYHHBI KpoBomotepu [11].

EOK uet, (YA 2, YYP C) Bcem narnmmeraram ¢ TMA npu qucniancepHoM HaOIIOACHUH

U Tepe]] NPOBEACHUEM XUPYPTrHUYEeCKOTO JICUCHUS PEeKOMEHIyeTcsl BBIIOJHEHHE OOIIero
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(KJITMHUYECKOT0) aHalin3a KPOBU JUIsl BBISIBJICHUS I0OTNEPALIMOHHON aHEMHUH U €€ CBOEBPEMEHHOU

Tepanuu [12].

EOK ner, (Y11 2,(YVYP B).
Bcem manmentam ¢ TMA pexomeHayeTcsi TPOBOAUTH OMOXMMHYECKUH aHAIM3 KPOBH

(UccnenoBanue ypoBHSI Kajus, HaTpusi, TJIFOKO3bl, KpEeaTHMHHHA, OOIIEro

Oeska, MOYEBUHBI, 00111eTO OMIHpyOuHa U ero ¢hpakiuu B KpoBH, AJIT, ACT,)
JUTSL OIICHKHU BBIPAKECHHOCTH TIOYEUHOU 1 NedeHOoYHoU (QyHKImu [28].

EOK ner, (Y 2,(YYP B).

Kommenrapumu: /Ipu Hanuuuu 8vipax)ceHHol no4euHol U ne4eHo4Hol
He0oCMamoyHoOCmu nPo8oOUMcs mepanus, HanpasieHHas Ha HOPMATU3AYUIO UX
@yuxyuu. Ilocne Hopmanusayuu noxkasameneu CMasumcs 6ONPOC 0 20MOSHOCMU
nayuenma k onepayuu. Kpome mozo, npu oucnanceprnom nabarooenue u nepeo
npogedenuem XUpypeuuecko2o iederus, makice HeobXooumo 6binoIHAMb 0OuULL
(KnuHuYeckull) anaiuz mMouu OJis UCKIIOYeHUs UHGeKYyUuU MOYenoio8oli Cucmemsl U
3abonesanus noyex. Ileped onepamuenvim neuenuem HeobXoo0umo onpeoeienue pynnul
Kposu u pesyc ghakmopa.

. B3pocnbsiM nanuentam ¢ TMA ¥ CUCTEMHBIM MOP(OIOTHYECKH MPaBbIM
KEIMyJIOUKOM pekoMeHayercss KOHTpoib ypoBHiA NT-proBNP (Westhoff-Bleck M,
Podewski E, Tutarel O, Wenzel D, Cappello C, Bertram H, Bauersachs J, Widder J.
Prognostic value of NT-proBNP in patients with systemic morphological right ventricles:
a single-centre experience. Int J Cardiol 2013;169:433-438; Budts W, Roos-Hesselink J,
Rédle-Hurst T, et al. Treatment of heart failure in adult congenital heart disease: a
position paper of the Working Group of Grown-Up Congenital Heart Disease and the
Heart Failure Association of the European Society of Cardiology. Eur Heart J.
2016;37(18):1419-1427. doi:10.1093/eurheartj/ehv741)

EOK —mner, (YA 3, YYP A)

Kommenrtapun: koHTpoib ypoBHS NT-proBNP 1menecooOpa3eH mpu OlLIEHKE puCKa

pa3BUTHS 3aCTOMHO cepeuHON HEOCTATOYHOCTH U HEOIAroNpHUATHOTO UCXO/A.

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

Bcem mnamumentam ¢ mogo3penueM Ha TMA  pekomMeHayeTcsl  IIPOBEICHUE
nynscokcumeTpuu [Guidelines for the Management of Congenital Heart Diseases in
Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105].
EOK ner, (YAAS,YYP A)
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KoMMeHTapum: usvepenue npogooumcsi Ha npasoii pyKe ¢ yeivio onpeoeneHus cnmeneHu

2UNOKCEMUU.

BceMm nmanumenTtam ¢ nogo3peHueM Ha TMA pekoMeHayeTcsl H3MEPEHUE apTEPHAIBHOTO
naBneHust Ha pykax u Horax [Guidelines for the Management of Congenital Heart Diseases in
Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105].

EOK ner (YA S5, YYP A)

KomMeHnTapum: usmepenue nposooumcs Ha npaeoi pyke u nioboU Ho2e C Yenwio
onpeoenenus 2paouenma 0asieHus Kak NPUsHAaKa KOapKmayuu aopmeoi.

Bcem namuentam ¢ momo3peHueM Ha TMA  pexoMeHayercsi  IIPOBEACHHUE
tpancTopakanpHO DXO-KI' s oueHkn MOpQOJIOrMM MOpPOKa U OMNPEACTCHUS TAaKTUKH
nedyenus [13,14,15, McMahon CJ, el Said HG, Feltes TF, Watrin CH, Hess BA, Fraser CD Jr.
Preoperative identification of coronary arterial anatomy in complete transposition, and outcome
after the arterial switch operation. Cardiol Young 2002; 12: 240-247.; Clinical guidelines for the
management of patients with transposition of the great arteries with intact ventricular septum
The Task Force on Transposition of the Great Arteries of the European Association for Cardio-
Thoracic Surgery (EACTS) and the Association for European Paediatric and Congenital
Cardiology (AEPC). Cardiology in the Young (2017), 27, 530-569].

EOK ner (YA 2, YYP A)

KomMeHnTapum: dannoe uccreoosanue no3goisem GblsUmMb 6ce HeoOX00UMble NPUSHAKU
nOpoKa: onpeodenums aHamoMuio OMXoHCOeHUs U X00 KOPOHAPHLIX apmeputi; 8blA6UMb HATUYUE
@YHKYUOHUPYIOWEe20 apMepPUanbHO20 NPOMOKA, HAIUYUE MeNCnpeocepoHo20 coobujeHus (c
onpeoenenuem CmeneHu e20 peCmpuKyuly); paccyumams KOHe4HO-OUdCmoaIuieckue U KOHeuHo-
cucmonuyeckue 00vbEMbl U pasmepvl cepoeunvix kamep. llonyuennvie OanHble NO3GOJAIOM
MaKCUMANbHO MOYHO NOOOOPAMb MAKMUKY JleYeHUsl NAYUEHMA 8 KAACOOM KOHKPEMHOM Cyyae.
Tpancmopakanvnas IXO-KI' nposooumcs 6 ycnosusx cedayuu nayuenma. HMccrneoosanue
JHCENAMENbHO NPoBOOUMb 6 HPUCYMCMEUU XUpypea U Kapouonozd, Osl KOJLe2UANIbHO20
00CYHCOeHUsl NOTYYEeHHBIX OAHHBIX.

e Bcem mnammentam ¢ TMA pekoMeHayeTcsl TIpOBEIEHHE DJICKTPOKapAHOTpadpuu
[Guidelines for the Management of Congenital Heart Diseases in Childhood and
Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105].

EOK ner (YA 2, YYP A)

KommeHnTapuu: dannoe ucciedosanue nposooumcs ¢ yeivio OUacHOCMUKA HapyuleHull
pumma u npogooumocmu. Yacmo nogopodcoenuvie ¢ TMA umerom nopmanvhvle nokazamenu
OKT'. Ilo30nee 603HUKAIOM NPUSHAKU 2UNepmMpPOoPuU npagoeo Jdcery0ouka ¢ noaoicumenvHou 1-

60IHOU 6 omeedenuu Vi u omrioneHue 3JZ€Kmpull€CKOIZ ocu enpaeso.
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e [lanmentam ¢ TMA mnepen BBIIOJIHEHUEM XUPYPTUUYECKOrO JICUEHUS PEKOMEHAYeTCsl
MPOBEACHUE KaTeTepU3allK CepAlla U aHrHoKapauorpadus A BeprUpHUKAIUU THArHo3a
B ciydasx [17-19, Guidelines for the Management of Congenital Heart Diseases in

Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105]:

1. B CIIy4asiX CJI0’KHOU aHaTOMUU IIOPOKA;
2. JUIsl OLICHKU CTENEHU JIETOYHOW TMIIEPTEH3UHU NP MO3JHEN AUATHOCTUKE ITOPOKa.
EOK ner, (Y11 2,(YVYP B).

e [lepen BBINOJHEHHEM XUPYPTrHUYECKOTO JICUECHUS, KOPOHAPOTpaguio pPeKoMeHayeTcs
BBIIIOJIHATh TEM NAIMEHTaM, Y KOTOPBIX MMEETCS IMOJO03PEHUE Ha HAIMYUE aHOMAaJIUi
KOPDOHApHbIX apTepuil, a TaKKe NalMeHTaM, KOTOpPBIM IUIAHUPYETCS TpPaHCIOKAIUs
AOpTHI UJIHM ONEPALINS apTEPUAIBHOTO nepekoueHus [20].

EOK ner, (Y11 2,(YVYP B).

e [lanmentam ¢ TMA pexoMeHAyeTcsi TpOBeJeHHMe MATHHUTHO-PEe30HAHCHOM
TOoMOrpaguu KOTopasi MOXKET OBITh IOJIE3HA Kaa Ul YTOUYHEHUs aHaTOMUH MOPOKa, TaK
U JUISl OLIEHKHM Macchl MHOKap/ia JIEBOT'0 kKemylouka npp nozanen auarnoctuke BIIC [21,
Guidelines for the Management of Congenital Heart Diseases in Childhood and
Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105].

EOK ner, (YA 5, YYP B).

. ITanmeHnTamM B3pOCJIOro BO3pacTa MOC/Ie APTEPHAJBHOIO IepeKJIIYeHHs
PEeKOMEHIyeTCsl exerogHoe o0cje0BaHMe, BKJIKW4awmee coop anamue3a, JKI' (12
oTBefeHnii) U 3xokapauorpaguro (Sarris GE Chairperson Greece, Balmer C Switzerland,
Bonou P Greece, Comas JV Spain, da Cruz E Usa, Chiara LD Italy, Di Donato RM United
Arab Emirates, Fragata J Portugal, Jokinen TE Finland, Kirvassilis G Usa, Lytrivi I Usa,
Milojevic M Netherlands, Sharland G Uk, Siepe M Germany, Stein J Austria, Biichel EV
Switzerland, Vouhé PR France. Clinical guidelines for the management of patients with
transposition of the great arteries with intact ventricular septum. Eur J Cardiothorac
Surg. 2017 Jan;51(1):el1-e32. doi: 10.1093/ejcts/ezw360. PMID: 28077506).

EOK-1Ia C, (YAAS5, YYP C)

o [IpoBemeHue UYPECHUIIECBOTHONW dIXOKapaAuorpaduu  PEKOMEHIOBAHO  BBIMOJIHUTH
narueHTam ¢ TMA ans uckimroueHus 1eeKToB, eCIu paHee He BBIOIHSIOCH
[Helmut Baumgartner, Julie De Backer, Sonya V Babu-Narayan, Werner Budts,
Massimo Chessa, Gerhard-Paul Diller, Bernard lung, Jolanda Kluin, Irene M Lang,
Folkert Meijboom, Philip Moons, Barbara J] M Mulder, Erwin Oechslin, Jolien W Roos-
Hesselink, Markus Schwerzmann, Lars Sondergaard, Katja Zeppenfeld, ESC Scientific
Document Group, 2020 ESC Guidelines for the management of adult congenital heart
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disease: The Task Force for the management of adult congenital heart disease of the
European Society of Cardiology (ESC), European Heart Journal, , ehaa554,
https://doi.org/10.1093/eurheartj/ehaa554]

. IIpu pyTuHHOM 00c/I€A0BAHMHN B3POCJIBIX NALHEHTOB MOCJIE aAPTEPHAJILHOI0
NMepeKJII0YeHusl NMpoBeJeHHe MAarHUTHO-PE30HAHCHON ToMOrpagum peKOMeHIyeTcsl BCeM
nanueHTamM B uHAuBUAYyaabHOM mnopsiike (Cohen MS, Eidem BW, Cetta F, Fogel MA,
Frommelt PC, Ganame J, et al. Multimodality imaging guidelines of patients with
transposition of the great arteries: a report from the American Society of
Echocardiography developed in collaboration with the Society for Cardiovascular
Magnetic Resonance and the Society of Cardiovascular Computed Tomography. J Am Soc
Echocardiogr 2016; 29: 571-621)

EOK-1IB, YAA2, YYPA)

B3pocabsim nanuenTam ¢ TMA nociie npeacepaHoro (ATpMajJibHOI0) NnepeKJIrYeHHs
PEKOMEHAYeTCsl eKeroJHoe MpoBeleHne X0Kapauorpaguu MM MATHUTHO- Pe30HAHCHOM
TomMorpaguu (2018 AHA/ACC Guideline for the Management of Adults With Congenital
Heart Disease: A Report of the American College of Cardiology/American Heart
Association Task Force on Clinical Practice Guidelines)

EOK — ner, (YA 5, YYP C)

KommeHnTapuu: e:xeronHoe nposenenue 3xoxkapauorpadpuu mwiam MPT nanpasiaeHo
HA OLICHKY COCTOSIHHSI CepJla IocJjie ONepaTHBHOIO JIeYeHHs] W BbIABJIECHHE BO3MOKHBIX
OCJIOKHEHHUI MocJie MpeACepIHOro (ATpMAJIbHOI0) NePeKJIIYCHNs B OTJIAJICHHOM IlepHo/e.

. IIpoBegenne IXO-KI' ¢ KOHTpacToM peKOMeHIyeTcsl BCeM MNalHMeHTaM C
TMA nu1s1 BbISIBJICHUS] IPU3HAKOB IIYHTHPOBAHNUS MJIM 00CTPYKIMH KPOBOTOKA HA YPOBHeE
npeacepaHoro BeHo3Horo TouHessi [De Pasquale G, Bonassin Tempesta F, Lopes BS, Babic
D, Oxenius A, Seeliger T, Gruner C, Tanner FC, Biaggi P, Attenhofer Jost C, Greutmann
M. High prevalence of baffle leaks in adults after atrial switch operations for transposition
of the great arteries. Eur Heart J Cardiovasc Imaging 2017;18:531535].

EOK — ner, (YA 3, YYP B)

. IHanuentam B3pocioro Bo3pacta ¢ TMA pexomeHayeTcsi MNpPOBeIeHHUE
CYTOYHOI'0 XOJITEPOBCKOI0 MOHUTOPUPOBAHUS He pexxke 1 pa3a B ABa roaa AJsi KOHTPOJIsI
putma [George E. Sarris, (Chairperson) (Greece), Christian Balmer, (Switzerland), Pipina
Bonou, (Greece), Juan V. Comas, (Spain), Eduardo da Cruz, (USA), Luca Di Chiara,
(Italy), Roberto M. Di Donato, (United Arab Emirates), José Fragata, (Portugal), Tuula
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Eero Jokinen, (Finland), George Kirvassilis, (USA), Irene Lytrivi, (USA), Milan Milojevic,
(Netherlands), Gurleen Sharland, (UK), Matthias Siepe, (Germany), Joerg Stein, (Austria),
Emanuela Valsangiacomo Biichel, (Switzerland), Pascal R. Vouhé, (France), Clinical
guidelines for the management of patients with transposition of the great arteries with
intact ventricular septum, European Journal of Cardio-Thoracic Surgery, Volume 51,
Issue 1, January 2017, Pages el—e32, https://doi.org/10.1093/ejcts/ezw360]

EOK - II aC, (YA 5, YYP C)

. IIpoBegenne CyTOYHOro XOJTEPOBCKOr0 MOHHUTOPHHIA, HCIOJb30BAHHE
CHCTEeM 3allUCH COOBITHI, 3J1eKTPOGU3NOIOTrHYEeCKOe HMCCIeJ0OBaHNEe PeKOMEHIyeTcs NpH
MO/I03peHuH Ha Hajauyue y nmanuenta ¢ TMA Oopaguxapaun n\uim taxuapurvmun [Helmut
Baumgartner, Julie De Backer, Sonya V Babu-Narayan, Werner Budts, Massimo Chessa,
Gerhard-Paul Diller, Bernard lung, Jolanda Kluin, Irene M Lang, Folkert Meijboom,
Philip Moons, Barbara J M Mulder, Erwin QOechslin, Jolien W Roos-Hesselink, Markus
Schwerzmann, Lars Sondergaard, Katja Zeppenfeld, ESC Scientific Document Group,
2020 ESC Guidelines for the management of adult congenital heart disease: The Task
Force for the management of adult congenital heart disease of the European Society of
Cardiology (ESO), European Heart Journal, , ehaa554,
https://doi.org/10.1093/eurheartj/ehaaS54;

EOK — ner, (YA S, YYP C)

KomMenTapun: auCYHKIUSI CHHYCOBOIO Y3Ja H  CyNpPaBeHTPHKYJsIpHasi
TaXUKapAusl y NANMEHTOB MOocCJe APTepHAJIbHOI0 NMepeK/JIIYeHus HA0aAaeTcs peaKko, B
OTJIMYHHE OT MAIMEHTOB MOocJIe NpeIcepAHOro (ATPHAJIbHOI0) NepeKJIIYeHHs.

. CenextuBHasi kopoHaporpapuss wium KT-anrmorpagusi KopoHapHBIX
aprepuii mocJjie apTepHAJbHOIO NepeKJIIYeHus pekoMen10BaHa nanuentam ¢ TMA npu
BBISIBJICHUHM JJICKTPOKApAMorpaguyecKkux H\WJIH 3XOKaApaAHOrpapuyecKMX NPHU3HAKOB
MuokapauajabHoii nmemun (Angeli E, Raisky O, Bonnet D, Sidi D, Vouhé PR. Late
reoperations after neonatal arterial switch operation for transposition of the great arteries.
Eur J Cardiothorac Surg 2008; 34: 32-36; Bergoend E, Raisky O, Degandt A, Tamisier D,
Sidi D, Vouhé P. Myocardial revascularization in infants and children by means of
coronary artery proximal patch arterioplasty or bypass grafting: a single-institution
experience. J Thorac Cardiovasc Surg 2008; 136: 298-305)

EOK-IC, Y445, YYPC)

. ITanmentam B3pociaoro Bo3pacta ¢ TMA pexkomeHnayercsi HNpoBelAeHHE

KApANONYJIbMOHAJbHOI0 HATPY30YHOI0 TeCTa He pexe, yeM 1 pa3 B TPHU roja Ui OEHKH
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¢pynkunonansHoro pesepsa (George E. Sarris, (Chairperson) (Greece), Christian Balmer,
(Switzerland), Pipina Bonou, (Greece), Juan V. Comas, (Spain), Eduardo da Cruz, (USA),
Luca Di Chiara, (Italy), Roberto M. Di Donato, (United Arab Emirates), José¢ Fragata,
(Portugal), Tuula Eero Jokinen, (Finland), George Kirvassilis, (USA), Irene Lytrivi, (USA),
Milan Milojevic, (Netherlands), Gurleen Sharland, (UK), Matthias Siepe, (Germany),
Joerg Stein, (Austria), Emanuela Valsangiacomo Biichel, (Switzerland), Pascal R. Vouhé,
(France), Clinical guidelines for the management of patients with transposition of the great
arteries with intact ventricular septum, European Journal of Cardio-Thoracic Surgery,
Volume 51, Issue 1, January 2017, Pages el—e32, https://doi.org/10.1093/ejcts/ezw360; Shah
S, Gupta T, Ahmad R. Managing Heart Failure in Transposition of the Great Arteries.
Ochsner J. 2015;15(3):290-296).

EOK — ner, YAA S YYP C)

KomMeHnTapuu: npoBeaeHHe KapIHONYJbMOHAJILHOIO HArpy304HOro TecTa Yy
B3POCJIbIX MAIMEHTOB MO3BOJISIeT ONpedeJUTh NMMKOBoe morpedaenue kuciaopoaa (VO?2),

Nncnoco0cTByst NPOoruo3npoBanuio tuchynkuun 1K,

3. Jleuenue

3.1 KoncepBaTuBHOE JIeUEeHHE

e Bcem mnammentam ¢ TMA cpa3y mocie YCTaHOBJIEHHMS BEHO3HOIO JOCTyIa
pexoMeHayeTcsl TpoBeaeHue HMHQy3unm mpocrarnanauHoB El  (Hammpoctagun®*) w3
pacuera 0,005-0,02 mxr/kr/mun [25, George E. Sarris, (Chairperson) (Greece), Christian
Balmer, (Switzerland), Pipina Bonou, (Greece), Juan V. Comas, (Spain), Eduardo da
Cruz, (USA), Luca Di Chiara, (Italy), Roberto M. Di Donato, (United Arab Emirates),
José Fragata, (Portugal), Tuula Eero Jokinen, (Finland), George Kirvassilis, (USA), Irene
Lytrivi, (USA), Milan Milojevic, (Netherlands), Gurleen Sharland, (UK), Matthias Siepe,
(Germany), Joerg Stein, (Austria), Emanuela Valsangiacomo Biichel, (Switzerland),
Pascal R. Vouh¢, (France), Clinical guidelines for the management of patients with
transposition of the great arteries with intact ventricular septum, European Journal of
Cardio-Thoracic Surgery, Volume 51, Issue 1, January 2017, Pages el-e32,
https://doi.org/10.1093/ejcts/ezw360 ].

EOKIC, (YA 2,YVYP B).

Kommenrapun: Hugysus npocmacnanouna aenfiemcs Iulb  KPAmMKOBPEMEHHOU
anbmepramugoli npoyeoype Rashkind, xomopas 6 O6onvwuncmee cayuaed npeduiecmayem
OonepamusHoMy emeulamenscmasy, uH@ysus npocmazianounos E1 npodondxcaemcsa eénioms 00
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onepayuu. B ciyuae pecmpukmusHo20 omKpulmo2o apmepuaibHo2o npomoxa (0annvie Ixo-KI,
CHUDICEHUe camypayuu, 1aKmam-ayuoo3) peKkOMeHO08AHO yeeruyeHue 003bl NPOCmMAaiaHOUHO8
El.

o [lanmentam mpu Hamuuuu (PaKTOpPoB pucka WHGEKIUH (ACTUPALNUS OKOJOIUIOJHBIMU
BOJIaMHU, HaJIMYUE IYMOYHOTO BEHO3HOIO KAaTeTepa WU LEHTPAIbHOTO BEHO3HOIO
KareTepa) peKOMeHyeTcsl Ha3HAYCHUE aHTHOAKTePHAbHBIX MPENnapaToB B BO3PACTHBIX
JIO3UPOBKAX B POJIOME U MPOAOTKEHUE UX BBEJCHUS B TeueHue 48—72 u [26].

EOK ner, (Y 2,YVYP B).

e B cnyuae momo3peHus (BbIpaKeHHBIE METaOOJIMYECKUE HAPYIICHUS W HU3KUH YPOBEHBb
caTypaluu) M YJIbTPa3BYKOBOTO MOATBEPXKACHHUS PECTPUKTHUBHOTO MEKIIPEICEPIHOTO
COOOIIEHUsI PEeKOMEHIYeTCsl TIepeBOJ TNAaIlMeHTa Ha WCKYCCTBCHHYIO BEHTHIISIIIHIO
N€rKuX, YyBENWYeHUEe J03bl mpoctarnanauHoB El(#ammpocramun**) mo 0,02-0,1
MKT/KT/MUH, BBEJICHHE MUOPEIAKCAHTOB B PACUYETHBIX J103aX U HAYAIO JOTIOTHUTEILHON
MHCY(IISIIMK KUCIIOpOoAa BO BIIbIXaeMoil cmecu [27].

EOK ner, (V1 2,VVP B).

. Y B3pocJbIX NAIHEHTOB ¢ CHCTOJMYecKOl nucpynkumeii cucremuoro IIK n
TMA He peKOMEHI0BaHO MCIOJIb30BaHue HHTHONTOPOB AII®D, B-6;10KkaTOpOB, 6/10KaTOPOB
penenTopoB aHruoTeH3uHa II, aHTaroHNCTOB AJILJOCTEPOHA B KaYeCTBe MOHOTEepaNny HJIn
B KOMOMHAIMM /UIA yJy4lleHHs NMporHosa [Zaragoza-Macias E, Zaidi AN, Dendukuri N,
Marelli A. Medical therapy for systemic right ventricles: a systematic review (part 1) for
the 2018 AHA/ACC Guideline for the management of adults with congenital heart disease:
a report of the American College of Cardiology/American Heart Association Task Force on
Clinical Practice Guidelines. J Am Coll Cardiol 2019;73:15641578].

EOK — ner, YAA S, YYP C)

KomMenTapuu: B Hacrosimiee BpeMsi OTCYTCTBYIOT JAaHHbIe, IOATBEPsKAAIOLIHE
3¢ PeKTUBHOCTh NPHMEHEHHMS] [JAHHOW MeIMKAMEHTO3HON Tepanuud Yy MALHEHTOB C
cucronudecko auchynkumein cucremHoro IIK. OpmHako, BO3MOXXHO Ha3HAYEHHUE
BbIIIENIEPEYHCICHHBIX  KJACCOB  NpenaparoB MO0  MNOKA3aHMAM HPH  HAJIMYHH
CONYTCTBYIOIIEH NMATOJOTMHM, B TOM 4HCJe BKJIKWYAA CTAHAAPTHOE JeYeHHEe CepaevHoil
HEJAOCTATOYHOCTH € COOTHECEHHEM BO3MOKHOH TMOJIb3bl W NOTEHIHAJbHBIX PHCKOB
CHHMJKEHHUSI CepIevyHOro BbIOpoca, pa3BUTHA CHCTeMHOH runoreHsuu. Ha3Hadyenum
AHTHAPUTMHYECKHX TMpPenapaTtoB oOCOOCHHO Yy NAIHEHTOB IMocjJe IepeKJIIYeHns

npeAcepAnid J0KHO MPOBOIUTCS € 0CO00ii OCTOPOKHOCTHIO B CBSI3M € YACTHIM Pa3BUTHEM
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Opagukapaun. B ciayyae 1ekoMneHcanum cepAevdHO HEIOCTATOYHOCTH K TepPanuv MOKHO

L[OﬁaBlflTb AUYPETUKH, T 00JIeryeHns CHMITOMATHKH.

3.2 Xupypruueckoe Je4eHue

[MasutnaTUBHOE J1eYeHH e
e VYV TAaMeHTOB ¢ HMHTAKTHOW  MEXOKETYJOYKOBOW  IMEPErOpoAKoi  OallJIOHHYIO

aTPUOCENTOCTOMHUIO PEKOMEHAYETCsl BBINOJHATH B IEPBBIC JHU JKU3HH B YCIOBHUSX

NIEPUHATAIBLHOTO WU KapIUOXUPYyprudeckoro unerpa [28].

EOK IIa C, (Y41 2,YYP B).

Kommentapumn: [losviwenue apmepuansho2o nacviujenus oaem ceobody ebloopa cpoxa
onepayuu 8 npeodenax 1-3 medenv nocine poxcoenus. B cayuasx, koeoa y nayuenma umeemcs
JAMIIIT  0ocmamounvix pazmepos, KOppeKyusi NOpoKa Modcem Ovlmb 6bINOIHEHA 0e3
npeoulecmsyroujeti Kamemepuzayuu U ampuocenmocmomuu.

e Bcem mnamumeHntam ¢ TMA C BBICOKOM CTENEHbIO PECTPUKIHUHU MEXKIIPEACEPIHOTO
cooOrieHus: (rpaiueHT AaBieHUs OoJbiie 6 MM pT. CT., BRIpPAXEHHbIE METAa00INYeCKHe
HapyIIEHUs] U HU3KHH ypOBEHb CaTypally) pPeKOMEHIyeTcsl BBIIIOJHEHHUE OaJUIOHHOM
aTPUOCETIITOCTOMHH C TEJbI0 CTA0MIM3AIMH COCTOSTHUS [28].

EOK uer, (YA 2,YVYP B).

e [lpu neyenun HoBopoxJeHHBIX ¢ TMA u HMMIXKII pexomenayercsi BBIIIOJIHEHUE
onepaluy apTepPUAIbHOIO MEPEKIIOYEHUsI B MepBble 2-4 HeNenu KU3HU maiueHTa [28,
32].

EOKIB, (YAA2,YVYP B).

Kommentapun: Onepayuro 6vinoaHawom 6 HEOHAMANbHOM Hnepuode, NOKA JleGblil

Jocenyoouex — ewje  He  YMPAmMui — CNOCOOHOCMU — OCYWECMEIamb  CUCIEMHOe

Kposoobpaujenue, Kak 60 6HYMpuympooHom nepuode. Mneontoyus n1eeoeo dHcenyoouxa

Moxcem omcpouumscs Oaazodaps nepcucmuposanuro oonvuioeo OAIl unu nanuuuro

OUHAMUYECKOU 0OCMPYKYULU 8b18600H020 MPAKMA 188020 HCeNYOOUKA.

JIByX3TanHoe XUpypruveckoe jJe4eHue

B cnyuae, ecnu spems, bnazonpusmuoe 015 8bINOIHEHUS APMEPUATLHOSO NEPEKNIOYEHUS,
VRYyujeHo, npogooumcs 08yxXamanuoe jeyenue. B nonv3y 0gyxamannoeo neuenus (6kurouaroue2o
cyocueanue  1e20YHOU  apmepuu U HALOJCEHUEe  MeHCCOCyOUCmo2o  aHAcmomosa)
ceudemenbCcmeyiom ciedyrowue nokazamenu: gospacm cmapuie 1—2 mec., OmHOUleHUe MAaccol
71e6020 JHceny0ouKa K macce npagoo dxcenyoouxa < 0,6 unu oasnenue 6 neom xcenyoouke < 50
mMm pm. cm. [lonorHumenbHuIMU NONE3HbIMU, HO He Peularowumu KpUmepuimu sAeaa0mcs

3x01<ap0u02pagbuuecz<ue nokaszamenu — Haaudue uiau omcymcmeue 6bl6yxaHu}l
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MeAHCHCENYOOUKOBOU Nepe2OpOoOKU 6 NONOCMb J1e8020 IHCENYOOUKAd, MOMUWUHA CMEHKU, 00beM
JHCeNy00UKa.

e [Ipu HEBO3MOXHOCTH BBHIMOJIHEHUS apPTEPHATBHOTO MEPEKIIOYCHUS PeKOMeHyeTcs
BBITNIOJTHEHUE CY>KUBAHUS JIETOYHOM apTepUH C HAIOKEHUEM MEXapTepUaIbHOTO LIyHTa
nim 0e3 Hero, Jajee BBIMONHsAETCS omeparus Jatene [19, 28].

EOK IIa B, (Y1 3, YYP B).

Kommenrapun: Junamuueckas o6cmpykyus 661600H020 MPAKMA 1€6020 HCENYOOUKA He
npensamcmeyem 6biNOJHEHUI) ApMePUaIbHO20 NepeKniodenHus. IDmom mun ob6cmpyKyuu
paspewiaemcs CHOHMAHHO nocie onepayuu. Hesvipasicennviii anamomuueckuti K1ananusiil Ui
NOOKNANAHHbIL CIMEHO3 JIe20UHOU apmepull YCmpansaemcs 60 8pemMsa Onepayuu apmepuaibHo20
nepexnoueHus Oe3 ysenuieHus Xupypeuuecko2o pucka.

e B ciyuae HeOnmaronmpusATHOH aHATOMHUM KOPOHAPHBIX apTEepuil peKoMeHayeTcs
BBIMOJIHEHHE KaK ormepanuu Jatene (IpH HAJUYMU JIOCTATOYHOTO OMBITA IMOJOOHBIX
BMEIIIATENIBCTB), TAK U MEPEKITI0YCHHE Ha TipencepaHoM ypoBrae (Mastard) B Bozpacte 3-9
Mmec [31].

Kommentapun: Cywecmsyiom e6apuanmul, Ko20a npagas KOPOHAPHASA apmepus
OmxX00Um 0Om 3a0He20 CUHYCd, 8 OPY2UX CIYUdsAX Npaeas KOPOHAPHAs apmepus omxooum om
3a0He20 CcUHyca ¢ 0OHOBPEMEHHbIM CaAMOCMOAMENbHIM OMX0NHCOeHUEM nepeoHell HUCX00auj el
gemeu om Jneeoco cumyca. Taxdxce cywecmeyem anamoMudeckuti 6apuaHm, npu KOMopom
Habnwoaemcs eOUHCMBEeHHAs KOPOHAPHAS apmepus, KOMopas OmXo0um Om H’pasoco
npunexcawe2o CuHyca u oauee cieoyem K3aou K 1e204HOMY CMEONY U0 OmMXoO0um om 1e6020
npunexcawe2o CUHyca U Hanpaeiaemcs Knepeou K bl800HOMY MPAKmy npagoco i#ceiyooukd. B
peokux cnyuasx obe 2enasHvle apmepuu Oepym HaA4ano om 0O0HO20 Npuiedxcaujeeo CcuHycd,
00bIYHO Om Npaeozo, U O00HA ulU 0be apmepuu NPOXOOAM UHMPAMYPATIbHO, C03048as
gnewamienue, 0yOmMo OHU OMX00AM OmM paA3HbIX CUHycog. Mocym Ovimb u Opyeue peoxue
8apuanmoi.

Bapuanmul xoponapuvix apmepuii é1usiom Ha NIAHUPOBAHUE U NPOBeOeHUe Onepayuu
apmepuanrbHo20 NepeKioyeHuss, maKk KaKk MO2ym GO3HUKAMb MPYOHOCMU nepeMeujeHus YCmull
KOPOHAPHLIX apmepuil 8 Heoaopmy 6e3 HAMAHNCEHU.

Xupypruyeckass KOppeKkuusi TPAaHCHO3HIMM MarucTpPajibHBIX apTepuil ¢ AedeKToM
MEXKKeJTyJ0YKOBOH MepPeropoaKu.

e [lanmentam c pectpuktuBHbIM JIMJKII pexoMeHnayercsi HCIOJIB30BAaHHUE TOM K€
TaKTHKH, YTO U NpH npocTtoit popme TMA [33].

EOK ner, (V1 2,VVP B).
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e [lamentam ¢ TMA, npu Hammuuu OGosbmioro IMIXKIT pexoMeHayeTcsi BBINOJHEHHE
OIEpalliy apTEPUATBHOrO MEPEKIIOYeHHUs ¢ OJHOBpeMeHHbIM 3akpbiTeM JIMXKII Ge3
IIPELIECTBYIOIIErO CYyKUBAHUS JIETOYHOM apTepuUu B Bo3pacTe oT 2 Hexl. —2 mec [33].
EOK wner, (YA 2,YYP B).

e Jlarmuentam ¢ TMA u mMuHoxectBeHHbIMU JIMXKII (BapuaHT €TMHCTBEHHOIO KETy104Ka
ceplla) PeKOMEHAYeTCsl BBIIIOJHEHUE OINEpaly CYXUBaHUS JIETOYHOM apTepuM C
MOCJIEAYIOLIEHN 3TAITHOM reMoIMHaMUYeCKON Koppekuuei nopoka [33].

EOK ner, (YA 4,YYP C).

e [lamentam ¢ TMA wu HepectpukTuBHbIM (Oombmmm) JAMXII u comyTcTByROUINMM
Cy0aopTaNbHbIM CTEHO30M PEKOMEHAYeTCSl BBINOJIHEHUE OINEpaluyd apTepHalIbHOrO
MIEPEKIIIOUEHUS C PE3EKIUEN 3JIEMEHTOB MTOAKIIAIIAHHOTO CyXeHus [28,33].

EOKIla B, (YAA3,YVP C).

e [larmentam ¢ TMA npu comyrcTBytommel nu¢@y3HON TMIIOIUIa3UK BBIBOJHOTO TpPaKTa
[IPaBOro JKEIyJ0uYKa M KIIAIIAHHOTO KOJIbLIa aopThl pekomeHayercs onepauus DKS B
couetannu ¢ Rastelli B Bo3pactel-2 roxa [33].

EOK ner, (YA 3,YYP C).

e [lanmentam ¢ TMA u comyTCTBYIOLIEH TWIIOIUIA3MEW Iyrd M KOApKTalMed aopThl
PEeKOMeHAYyeTCsl  OJHOMOMEHTHAsh  PEKOHCTPYKLHUS  aopThl M apTepUalbHOE
nepekitoueHue [28, 33].

EOK IIa B, (Y13, YVP O).

e [latmentam ¢ TMA c 6onpmmm JIMIXKII u runoniasupoBaHHBIM MPaBBIM KeETyT0UYKOM
WU «BEPXOM CUIAIUM» AV KilaraHoM (BapHaHT €JUHCTBEHHOIO JKEIyJ0uYKa Cep/la)
PeKOMeHAYyeTCsl CYXXHBaHHUE JIETOYHOM apTepuu C MOCIEAYIOIUM, Oojiee MO3IHUM,
BBITIOJTHEHUEM ATATHOW FeMOAMHAMUYECKON Koppekinu nopoka [32, 33].

EOK ner, (YA 3,YYP C).
Jleuenne gereii crapme 1 Mecsina ¢ TpaHCHO3MUMeEH MarucTpPaJbHBIX apTepuil 0e3
00CTPYKIMM BBIBOIHOTO TPAKTA JIEBOI0 JKeJIyA04YKa

e Ornepanuio NpPeACEpAHOIO MEPEKIIOYEHNS] PEKOMEHIyeTCsl BBINOIHATh NAlMeHTaM, Y
KOTOpBIX [6,28,32]:

1. aprepuanpHOE NEPEKIIIOUEHUE HE BBINOJIHEHO B MEPHOJE HOBOPOKIECHHOCTU
10 TIPUYMHE COIYTCTBYIOLIEN IKCTpaKapAHaIbHOM MaTOJIOTMM WM MO3AHETO
oOparieHuss B KIMHHMKY, KOTJIAa JIEBBIM IKENyJIOo4YeK Yxe He crnocoOeH
BBINONHATE cucTeMHylo ¢pyHkuuto; EOK 1B (Y 2, VYP B)

2. HeOnarompusiTHast JUIsi OMBEHTPUKYJSPHON KOPPEKLUMH aHATOMHEW IMOpOKa.

EOKIC (Y44, YVYPC)
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Kommentapun: Cywecmeylom eapuanmvl, Koeda npagas KOPOHAPHAS apmepus
OmX00Um Om 3a0He20 CUHYCAd, 8 OPY2UX CIYUdAsAX Npaeas KOPOHAPHAsA apmepus omxooum om
3a0He20 CcUHyca ¢ 0OHOBPEMEHHbIM CaAMOCMOAMENbHIM OMX0NHCOeHUEM nepeoHell HUCX00auj el
gemeu om Jneeoco cumyca. Taxace cywecmeyem aHamoMudeckuti 6apuaHm, npu KOMopom
Habnwoaemcs eOUHCMBEHHAs KOPOHAPHAS apmepus, KOmMopdas OmXooum Om H’pago2o
npunexcawe2o CuHyca u oaunee ciedyem K3aou K 1e204HOMY CMBONY U0 OmMXoOum om 1e6o2o
npuiedcaweco CUHYCa U Hanpasisaemcs Knepeou K 6bl600HOMY MpaKkmy npagozo dicenyooukda. B
PeoKux cnyuasx ode 2enasHvle apmepuu Oepym HA4ano0 om 0O0HO20 Npuiexcauje2o CuHycd,
00bIYHO Om Npagoz2o, U O00HA UlU 0be apmepuu NPOXOOAm UHMPAMYPATIbHO, C03048as
gnewamierue, 0yOmMo OHU OMX00AmM OmM pA3HbIX CUHycog. Mozym Ovimb u Opyeue peoxue
8apuanmoi.

Bapuanmul xoponapuvix apmepuii é1usiom Ha NIAHUPOBAHUE U NPOBeOeHUe onepayuu
apmepuanrbHo20 NepeKioyeHus], maKk KaKk MO2ym GO3HUKAMb MPYOHOCMU nepeMeujeHus YCmull
KOPOHAPHLIX apmepull 6 Heoaopmy 6e3 namsaxcenus. Takdce K HeOIA2ONPUAMHOU AHAMOMUU
NOPOKA MOJMCHO omHecmu Hanudue svipaxcenno2o CJIA. OnmumanoHblmM emeuamensCmeom 8
amom cayuae asusiemcs onepayus Senning u Xupypeuueckoe YcmpaumeHue cmeno3a 8 3—0
MecAuHOM 8o3pacme.

EOK ner (YA 3,YYPC

e Onmeparsi  apTepUAILHOTO  TMEPEKIIOYCHUS  PEKOMEHIAYeTCsl  MalMeHTaM  C

«TPEHUPOBAHHBIMY JICBBIM XKEITyIOYKOM, CIIOCOOHBIM BBIMIOJIHATH CUCTEMHYIO (DYHKIIHIO

IIPU YCJIIOBUU OTCYTCTBHS MHBIX IPOTUBOINIOKAa3aHU K onepaiuu [26, 28].

EOKIC, (YAA 3, YYP C).

KommenTapum: /[1s mpenuposku 1e6020 dceny0ouka NOKA3aHO 6bINOJIHEHUe Onepayuu
CYIHCUBAHUSA IE20UHOU apmepUul ¢ Yeavlo Y8eauueHus NOCMHAZPY3KU HA JIesblll Hceny0ouex U
pazeumuio  e2o eunepmpopuu, uYmo HNO360AUM 6 OdlbHeUuleM BbINOIHUMb ONepPayuro
apmepuantbHo20 NepekioYeHUs.

Jleyenue paereil crapme 1 Mecsna ¢ TpPaHCNMO3MIMel MarucTpajbHBIX apTepHii,
neeKTOM MEeXIKeJyT0YKOBOI TeperopoaKkn, 00CTPYKIHeil BBHIBOAHOIO TPAKTa JI€BOTO
JKeJTyT0UKA

Hoeanvuvimu kanouoamamu Ha onepayuro Rastelli caumaromes nayuenmoi ¢
DYHKYUOHATTLHO HEKOMNEMEHMHbIM KIAnanom necounou apmepuu, JIMIKII, eepxnuii kpaii
KOMOPO20 HAXOOUMCs 8 HENOCPEOCMBEHHOU OIU3OCMU K YCMbIO AOPMbl, COOMHOUEHUE
ouamempa Komopoz2o K ouamempy ee Hucxooaujell yacmu pasHo unu npegviwiaem 0,5, a
nIoWaos ceyeHus: 0egheKma MexHcHceny0ouKosol nepe2opooxu boree 0,8 cm2/m2, npu ycrosuu

omcymcmeusi Ha NO8EPXHOCMU UHPYHOUOYIAPHOU nepe2opooKU KpenieHus XOpoaibHO-
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nanunnsipno2o annapama AB-xknananos [26]. Hanuuue anomanvHozo Kpenienus
Mpexcmeopuamo2o Kianana K UHQYHoOubyiapHou nepecopooke y nayuenmos ¢ TMA ne
ABNAEMCA AOCONIOMHBIM NPOMUBONOKA3anuem Kk onepayuu Rastelli.

Buvibop muna xondyuma 60 MHO20M 3asucum om Xupypad, 0OHAKO Y MANeHbKUx oemel
PEKOMEHOYemcs — 8030epicamvCsi  Om — NPUMEHEHUsI  KCeHONEpUKapOUdibHblX — NPOmMe308,
AopmanbHo2o aniocpagma u omoams npeonoymenue i1e2ouHomy auinozpagpmy [7].

V' ecex nayuenmos c¢ TMA ewinoanenue onepayuu npeocepoHO20 NepeKIoueHuUs
CONPOBOIHCOACMCSL 8bICOKUM PUCKOM NOCIEONEePAYUOHHBIX 0CL0HCHeHUll [23].

e [lanmenTam ¢ U30JMPOBAHHOM MOAKIATAHHON 00CTPYKIUEH, KOTOPYIO MOXHO YCTPAaHUTh
XAPYPrUYEeCKUM CHOCOOOM, C KIJIAllaHOM JIETOYHOM apTepHH, CHOCOOHBIM BBIMOJIHSATH
(YHKLIMIO CHUCTEMHOr0 KJamaHa, Tpd OTCYTCTBHM HWHBIX IPOTHUBOIOKA3aHHM
PeKOMeHAyeTCsl IPOBOJIUTH apTEPUATIbHOE NIepekitoueHue [7, 28].

EOKIB, (YA43, (YYP B).

e PeKOHCTPYKLMIO BBIXOAA M3 MPABOT0 XKEyI0YKa B JETOYHBIE apTEPUU 110 BO3MOXKHOCTH
PEeKOMEHAYeTCsl OCYILECTBIATh 0e3 MPUMEHEHHsI UCKYCCTBEHHOT'O JIESTOYHOIO CTBOJIA, B
MHBIX CIIy4asX UCIOJIb3YETCSI KOHIYHUT C HaIEKHBIM KJlarlaHoM [7, 28].

EOK-ITaC, (Y413, (YVYP B).

e [Ipu BBIOOpE pa3Mepa KOHIYHUTA y JETe paHHEH BO3PACTHOU TPYIIbI PeKOMeHyeTcs
YUUTBIBATh, YTO NIEpEPACTaHUE - HE OCHOBHAs MpUUYMHA ero quchyHkuu [7, 28].
EOK1IIaB, Y13 (YVP B).

Kommenrapuu: [lpu evinonnenuu peKoHCMpyKyuu 6bl8OOHbIX MPAKMOE IHCENYOOUKO8
cepoya peKomeHOyemcs 8bloupamv Memoobl U  MeXHUHecKue npuemvl, HO380aAI0UUe
80CCMAHOBUMb UX 2€0MEMPUUECKVIO (POPMY, MAKCUMATLHO NPUOIUNCEHHVIO K eCecmE8eHHOU
(pe3exyus/mobunuzayus UH@GYHOUOVIAPHOU Nepe2OpOOKU, MPAHCIOKAYUSL MACUCPATbHBIX
apmepuii ¢ ux nocieoyiouel OpmMomoOnuUYecKou peumniaHmayuel, OpmomonuyecKas
UMNIAGHMAYUsL UCKYCCMBEHHO20 JIe204H020 cmeoaa u m. 0.) [7].

IIpesvluienue ouamempa KoHoyuma 0Oonee 4em HA 2 CMAHOAPMHBIX OMKIOHEHUS OM
CpeoHe20 3HAYEeHUs 8 HOpMe He ABIIAeMCs Yeneco0OPasHbIM.

e [lammentam ¢ TMA, KoTOpeIM TIOKa3aHO BEITIONHEHHWE omepanuu  Rastelli
PeKOMeHAyeTCsl BBIIIOJIHATD €€ B Bo3pacte 2-3 JieT [6].

EOK ner, (YA 3, VYP C).

e [lanmentam ¢ TMA y KOTOpBHIX OIlE€paTHBHbIE BMELIATENbCTBA HE IPEATNONATaIOT
MCIOJIb30BAHUS UCKYCCTBEHHOTO JIETOYHOTO CTBOJIA, PEKOMEH/1YeTCsl BBIMOJIHEHUE ITUX

MCTOAUK B BO3paCTC 0 1 roga, TaKk KaxKk 3TH MCTOIUKH CHOCOGCTByIOT AICKBATHOMY
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POCTY COYCTbSI MEXKJIy TMpaBbIM >KETYJOYKOM U CTBOJIOM JIETOYHOW apTepuu C

MUHUMAaJIbHBIM PUCKOM ITOCJIEAYIOLIEr0 CTEHO3UPOBaHUS [7].

EOK ner, (Y1 3, VYP B).

e [lanmeHTam ¢ qUCTIIACTUYHBIM, (PYHKIMOHAIHHO HEKOMIIETCHTHBIM KJIallaHOM JIETOYHOM
apTepuu Kak aJbTepHATHBA orepaiuy Rastelli pekoMeHyeTcsl BBIOJHEHUE TPOLIETyPhI
REV (¢p. reparation al'etage ventriculaire — meTon xupyprudeckoit koppekuuun TMA B
COUYETaHUHU C MOJKIANAHHBIM CTEHO30M JIETOUYHOM apTepun) [7, 8]

EOK ner, (Y1 3, VYP B).

Kommenrtapuu: Illayuenmam c¢ TMA onepayus REV saensemcs anvmepnamueHvim
memooom xoppexyuu TMA co CJIIA, nossonaowum uzbexcamsv UCHONbI0BAHUSL KOHOYUMOS,
OoamnHas onepayus onucana 6 1982 2.

e B cmyuasx, Korja wuMeercs HeONAronmpusTHas aHATOMHS JUIS  BBINOJHEHHS
BHyTpHCepAeuHoro 3tana onepauuii Rastelli u REV (pectpuxtusnsiit (AMXII/A0<0,5)
u/umi ynaneHHelid ot aoptel JIMIKII; Hanuumne Ha TOBEPXHOCTH HHQPYHIUOYISIPHOMI
MEPEropoAKH XOpJalbHO-MAMWIUIAPHOTO anmnapata AB kiamaHoB; Hanu4yle yMEpEeHHOM
TUIIOIUIA3UU TIPABOTO JKENTyI0YKa TMPH YCIOBUM OTCYTCTBHSI aHOMAJIMH KOPOHAPHBIX
apTepHii, B YaCTHOCTU €IMHCTBEHHOW KOpPOHAPHOW apTepuu, THUIl 1), pekoMeHAyeTcs
BbInosiHeHue onepanun  Bex-Nikaidoh, nm0o yHUBEHTpHKYJspHAs KOPpEeKIHS B
3aBUCUMOCTHU OT ONbITa KIUHUKHU [27].

EOKIIaC, (YAA3, YYPO).

e [laumentam c OOCTpyKIMEW, HMEIOIIMM KJAaH JIETOYHOW apTepuu, CIIOCOOHBIH
BBITIOJIHATH CBOIO HATUBHYIO (DYHKIIHIO, HO HE TO/HBIM B KaUeCTBE a0OPTAJIbHOTO KJIalaHa,
IPU YCIOBHM OTCYTCTBHUS TaKUX aHOMAJHMI KOPOHAPHBIX apTepuil, KaK OTXOXKJCHHE
[IpaBOM KOPOHApHOW apTepuu OT 2-T0 CHUHYCa, OTXOKJIEHUE JIEBOM NepeaHei
HUCXOJMIIEH apTepuud OT 1-ro cuHyca, PeKOMEHIYyeTcsl BBIIIOJHEHUE OIepaIiuu
TPYHKaJbHOTO NEPEKIIOYCHUA. B cilydaec HalMyus aHOMalIMi KOPOHAPHBIX apTEpHil
pEeKOMEeHyeTCcsl OoThaBarh mpeamnoureHue omnepaunu REV ¢ TpaHciaokanuenn KopHs
nerouHoit aprepuu [9- 13].

EOKIlaC,(YAA43, YVP C).

Kommenrtapuu: Ilpu mune I' no Yacoub u Radley-Smith, npu xomopom ocubarowas
apmepusi Omxooum om npagozo 3a0He20 CUHYCA U NPOXOOUm NO3a0U J1e204HO20 CMEOd, MECHO
nepecaoku KOPOHAPHOU apmepuu HAa JIe20YHblll CMEOJL CMewarom KpanudibHo, 4Ymoobl
uzbesxcams nepecuba ozubarowel apmepuu. IMoU dce Yeau CILYACUM Npuem «OMKpbLMoLl
ogepuy (trapdoor), onucaunviti ewe 6 1988 o Hecomnennas nonv3a 3mozo npuema

YMeRbULAencsl  603MONCHOCMbIO  CMOPUIUBAHUA (KucemupoeaHuﬂ ?) codepofcau;ux ycmbuvi
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KOPOHAPHBIX apmepuli 8bICIYN08 Heoaopmsl NOCie AHACMOMO3UPOBAHUSI OUCMANbHOL AOPMbL C
Heoaopmou. [[na yeenuuenus o06vema KAHAAA NEPecadcu8aemvlx KOPOHAPHBIX apmepuil
UCNONBL3YIOM OONOJTHUMENbHYIO 3aNAAmy U3aymonepuxkapoda. Imom memoo upesam MmMAaxKumu
OCNOJCHEHUAMU, KAK MPoMO03, OMCYmcmeue pocma u oOeceHepayusi, NOIMOMY €20 Helb3s
npu3Hamo UOeanbHbIM. Yamagiushi u coasmopwl npeooNCUIU cnocob
MPAHCIOKAYUUKOPOHAPHBIX apmeputl, KOMopblll AGNAEMC OANbHEUWUM YCOBEPULEHCINEOBAHUEM
npuema «trapdoory u e2o nociedyrower Moougurayuu.

e [lpu cCOMyTCTBYIOIIMX THUIOIJIA3UM YT W KOAPKTAIlMA aOPThl PEKOMEHIYeTCs
OJTHOMOMEHTHAsI PEKOHCTPYKIUSI AOPThl U apTEPHAIBLHOE MEPCKIIOUCHUE TPU HATHUYHH
OTBITA BBITIOJTHEHUS TaKUX ornepauuii [ 16-19].

EOK wuert, (YA 3, YYP B).

e [lpu CcOMyTCTBYIOIIMX THIIOIUJIA3UM YT W KOAPKTAIlMA aOPThl PEKOMEHIYeTCs
UCIIOJIb30BAHUE JBYXITAIHON KOPPEKIHUU C YCTPAHEHUEM OOCTPYKIIMU Ha YPOBHE IYTH
aOpThl M CY)XMBAaHHUEM JICTOYHOW apTepud Ha TMEPBOM JTale W apTepUaTbHBIM
MIEPEKIIIOUEHUEM - Ha BTOpoM [14-18].

EOK net, (YA 4,YVYP C).

KommenTtapuu: Cywecmsyem 06a nooxooa K Xupypeuueckomy 6e0eHuio NayueHmos
conymcmsyroueli 2unonaasueti 0yeu u koapkmayuetl aopmel. 1Ipu smanHom nooxooe Ha nepeotl
cmaouu 0bcmpykyuro 0yeu aopmsl YCMPausaom u3 1e60Cmoponnel mopakomomuu. Ilonymmuo
nPoOU36005M CYHCUBAHUE 1e20UHOU apmepuu. Buympucepoeunyio koppexkyuio omxnaovlearom Ha
HeCKObKo mecayes unu nem. Ilpu 08yxamannom nooxooe obwas 1emaibHOCmsb 6apbupyem om
31 00 64%. B nocneonee epems 0003HAUUNACL MEHOEHYUS K OOHOMOMEHMHOU AHAMOMUYECKOU
koppexyuu TMA komnaexcos ¢ obcmpykyueti oyeu aopmel. Hecmomps na crnoscnocms onepayuu
U maaowull eospacm oemel HA MOMEHM KOPPeKyuu, CYMMApPHAs JemalbHOCMb OKA3ANdCh
Hudce. Hoewill nooxo0 k neuenuro Oamnoco couemanusi enepsvie onyoauxosan 6 1987 e.
[15,16,17]

e Coxpanenue MHGYHAUOYISAPHON TEPEropoAKH MpH BBIMONHEHHH omneparuu Rastelli He
PEKOMEHIYeTCsl, TaK KaKk OHa SBJSCTCS CyOCTpaTOM OOCTPYKIIMH BBIBOJHOIO TpaKTa
JIEBOT'0 YKeJyI04Ka mociie onepamuu [23, 28].

EOKII C, (YAd4, YYP C).

e [lepessizka JlerouHoro crosa npu onepaunu Rastelli - HeHaneKHBII crIOCO0 ycTpaHEeHUs
€CTECTBEHHOT'O COOOIICHUS MEX/TY JICBBIM JKEITYJ0UYKOM M JISTOUYHBIMU apTEPUSMHU U He
pexomenayercs [23, 28].

EOKIIC, (YAA4,YYP C).

27



o Pa3penuHATH, JEBBIA JKETYJOYEK U JICTOYHBIE apTepuud PEeKOMEHAYeTcsl IyTeM
MepeceyeHrs] W VYIIMBAHHS JITOYHOTO CTBOJA, TaK KaK d3Ta METOAMKA II03BOJSET
MOJTHOCTBIO UCKITIOUUTD €r0 pEKaHAIM3AIMIO B MOCIEONepalluoHHOM niepuose [23].

EOK ner, (YL 4, VVP C).

Xupypruueckoe Je4yeHMe IalueHTOB B3pocjaoro Bospacta ¢ TMA [Helmut
Baumgartner, Julie De Backer, Sonya V Babu-Narayan, Werner Budts, Massimo Chessa,
Gerhard-Paul Diller, Bernard lung, Jolanda Kluin, Irene M Lang, Folkert Meijboom,
Philip Moons, Barbara J M Mulder, Erwin QOechslin, Jolien W Roos-Hesselink, Markus
Schwerzmann, Lars Sondergaard, Katja Zeppenfeld, ESC Scientific Document Group,
2020 ESC Guidelines for the management of adult congenital heart disease: The Task
Force for the management of adult congenital heart disease of the European Society of
Cardiology (ESO), European Heart Journal, ehaa554,
https://doi.org/10.1093/eurheartj/ehaaS54|:

. B3pocabiM nanmeHTamM mocJe NnpeacepaHoro (ATpMaJbHOI0) NMepeKJIrYeHHus
¢ BBIPa’KeHHON peryprutanyueil Ha CHCTEMHOM (TPeXCTBOPYATOM) aTPHO-BEHTPUKYJISIPHOM
KjIanaHe 0e3 CYLIeCTBeHHOH cucToMYeckod auchynknuu xkeaygouka (EF >40%)
PeKOMeHAyeTCsl IUIACTHKA WM MPOTe3MPOBaHHMe KJIAIAHA BHE 3aBHCHMOCTH OT
KJIMHUYECKHUX NMPOsIBJICHUH.

EOK-1IIaC, (YOAAS,YYP C)

. Xupypruueckoe Jie4eHHe MAaTOJOrMYeCKOro INYHTHPOBAaHUSI KPOBH Ha
YPOBHE NpPEACepIHOr0 BEHO3HOI0 TOHHEJs, CTeH03a NpPeJCepAHOr0 BEHO3HOI0 TOHHeJ,
O00CTPYKIMHM Npefcepausi JEeroYHbIX BeH PEKOMEHJI0BAHO B3POCJIAbIM MAalMEHTaAM Iocje
NpeacepaHoro (ATPHAJIBLHOIO0) NMEePeKJIIYeHHs ¢ KINHNYeCKMMH CHMIITOMAMH.

EOK-I1IC,(YA4S5,YYPCO)

. ITanmeHTaM ¢ KIMHHUYECKHUMHU NPOSBJICHUAMH OOCTPYKTHBHOIO NOPAKEHHSA
KOPOHAPHOI0 pPycJja PeKOMEHI0BAaHO XHPYpPrudeckoe (WM IHI0BACKYJSIPHOE) JiedeHHe B
3aBHCHMMOCTH OT cyOcTpara

EOK-IC, (Y445, YYP C)

. ITanmenTam B3pOC/I0r0 BO3pacra ¢ pacliipeHreM He0-a0pTAaJIbHOI0 KOPHS >
55 MM pexoMeHayeTCs: XHPYprudeckoe JeyeHue

EOK-1IIaC, (YOAAS,YYP CO)

. ITammentam ¢ nepudepuyeckumMu  creHodamu JIA  pexomeHayercs

XHpyprudeckoe (IHI0BACKYJSIDHOE) JIeYeHHe BHE 3aBHCMMOCTH OT KJIHMHHYECKHX
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NpPOSIBJICHNH NpPH BbISIBJIeHHH cyxkeHuss > 50% ot amamerpa JIA, cucronmveckom
nasjgeHun B I17K >50 MM pT.cT. M\ CHH2KEeHUH J1er04HOi nepdys3umn.

EOK-1Ia C, (YA S5, YYP C)

KovmMeHnTapun: HagkjanaHHbI CTEHO3 JIerOYHOH apTepuH M ee BeTBeil (Kak
OJHOCTOPOHHMI, TaK W OMJIAaTePAJIbHBII) MOXKeT SIBJATHCH CJIEACTBHEM HMCIOJIb30BaHMS
MaHeBpa JlekoMnTa, 4YTO HEOOXO0AUMO YUYUTHIBATH Y NALMEHTOB B3POCJIOr0 BO3PacTa.

. ITanmenTtam  B3pocjioro Bo3pacta mociae onepaumu Pacremm ¢
KJIMHUYECKMMHI CHMITOMAaMHM (B MOKOe MJIH NMPH HArpy3Ke) U CPeIHHM rpaaueHToM > 40
MM PT.CT. WIH BBbIPAKEHHOH AOPTAJBHOH HEJIOCTATOYHOCTBI0 PEKOMEHIyeTcs
XHpYypru4eckoe ycrpaHeHue cy0aoprajbHoOi 00CTPyKIHMH

EOK-IC,(YA4S5,YYPCO)

. ITanmenTam  B3pocjoro Bo3pacta mociae onepaunmu Pacrenm ¢
KJIMHHUYECKMMH CHMIITOMaMH Pe3UAyajlbHOr0 IIYHTHPOBAHMS KPOBH CJIeBa HANpPaBoO Ha
YPOBHE MeEXK:KeJTyJ0YKOBOH IeperopoaKH WM 3HAa4MMoil o0bemHol mneperpyskm JIK
PEKOMEH/I0BAHO NPOBeeHNe XMPYPrU4eCKOro (3HA0BACKYJ/ISIPHOT0) JIeYeHHs

EOK-IC, (Y445, YYP C)

. ITanmenTam  B3pocjoro Bo3pacta mociae onepauumu Pacremm ¢
KJIMHUYECKMMHI CUMIITOMAMM M CHUCTOJIMYecKHM aaBjeHueMm B II7K > 60 mm pr.cT. n\uim
BBIPAJKEHHON perypruranmeii Ha JIerOYHOM KJalaHe pPeKOMeHAYyeTcsl IpOBe/leHue
XHPYPru4ecKoro Je4eHms.

EOK-IC, (Y445, YYP C)

. IIpu acMMNITOMHOM TeYeHMH BBIPA’KEHHOH 00CTpyKIMeld BBIXOJIHOIO OTHe/Ia
II’K u\nim BbIpaskeHHOH perypruranmeil Ha JIero4HOM KJ/alaHe Y B3POCJBIX NALMEHTOB
nocie onepanuu Pacreisim pekomMeHayercsi paccMOTpPeTh BO3MOKHOCTh XHMPYPrH4eCKOro
JIeYeHUsI MIPU BbISIBJICHNN KAK MUHMMYM O/THOTO KpUTEpPHs:

a) CHHMJKEHHMe TOJIEPAHTHOCTH K (U3M4YecKOH Harpyske (KapAMONMyJIbMOHAJIbHBIN
HATPY304HBIH TeCT)

0) nporpeccupywomas auiaarauus IIK  (MHIeKcHpPOBaHHBIH  KOHEYHO-
cucroandyeckuii. odobem IIK > 80 mu/mM2, wu\niM HHAEKCHPOBAHHBIH KOHEYHO-
auacroaudecknid odobem IIK > 160 mua\mM2, uiau nmporpeccupoBaHve TPUKYCHHIAIbHOMI
HEJOCTATOYHOCTH)

B) Iporpeccupymomas cucroanuyeckas nucpynxuus K

r) cucroanyeckoe napjenue B IIK > 80 mm pr.cr.

EOK -1Ia C, (YL 5, YYP C)
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. CyxxuBaHHe JIETOYHOW apTepuM Yy B3pPOCABIX NAUMEHTOB KaK MeTo[
TpeHupoBku JI’K ¢ mnocieaywmmuM BbINOJHEHHEM APTEPHAJBbHOIO MNMepPeKJIIYeHHs] He
PeKOMeHayeTCH.

EOK - II C, (YL 4, VVP C)

3.3. Uuoe Jeuyenue

O0e300/1MBaOmas Tepanus y AeTeu

e Pexomenayercss manMeHTaM IS TPEMEIUKAIMH, C LENbIO CelallMd U OOCCIICUCHHUS
AMOIMOHATBHOMN CTA0MILHOCTH TIEPE]l TPAHCIIOPTUPOBKOM B ONMEPAIIMOHHYO, TPUMEHSThH
OMMHATHI W/WIIN OCH30IMa3eMMHBI B BO3PACTHBIX T03UPOBKax [34-36].

EOK ner (YA 3, YYP C).)
KommenTapun: /Jemu 0o 6 mecayes 6 npemeouxayuu ue uysxcoaromes. [Jemu om 6
Mecsyes 00 3 nem: muoazonam**unu ouazenam** 6/m, 160 6/8 6 603PACMHBIX O03UPOBKAX.
Hemu cmapwe 3 nem: mpumenepedun™** u/unu muoazonam™*, 1bo ouazenam** e/m,
8/6 8 603PACMHBIX 003UPOBKAX.

e Pexomenayercss mammeHTaM Ui WHIYKIIMA B HAPKO3 M MOJICPIKAHUS AHECTC3UH
UCTOJIB30BaTh: (eHTaHmI**, nmponodon™*, GeH30aana3enuubl, HATPUS OKCUOYTHUpaT**,
bTOpcoaepKaIire ra3oBble aHECTETHKH B BO3PACTHBIX T03UPOBKaX. [IpeanoyTuTeibHbIM
SBIIICTCSI ~ TMPOBEJICHHE  KOMOWHHUPOBAHHOHW  aHECTE3UH C PUMEHEHUEM
raJIoreHCOICPKAIMX ~Ta30BbIX AHCCTETMKOB HA BCEX JTalax XUPYPrHUECKOro
BMEIIIATENIbCTBA, BKIFOYAsi HCKYCCTBEHHOE KpoBooOpareHue [34-36].

EOK ner (Y1 3, YYP C).

KommenTapuu: npenapamul, ucnonvzyemvie 0as UHOYKYUU U NOOOEPHCAHUU AHeCme3 Ul
y Oemeil:

Hnoyryus: Jlemu 0o 1 mecaya: mudazonam™*/nampus oxcubymupam** u gpenmanun™*
6/6 6 603pacmHuix Oo3uposkax. Jlemu cmapwe | mecaya: muodazonam™*/nampus
oxcubymupam**/nponogon** u ¢enmanur** — /6 6 6ospacmmuvix Oosupograx. Bo ecex
B03PACMHBIX 2PYNNAX B03MONCHO NPOGeOeHUe UHOYKYUU Ce8OPIYPAHOM™** (Kak MOHOUHOYKYuUU,
max u 8 KoMoOuHayuu ¢ 6/8 esedenuem enmanuna™*).

Iloooepoicanue anecmesuu: Jemu 0o 1 mecaya: muoazonam™*/nampus oxkcubymupam™*
u penmanun** 6/6 6 6o3pacmuuvix dozuposkax. Jemu cmapwe 1 mecaya: muoazoram™*/nampus
oxcubymupam**/nponogon** u penmanun** 6/6 6 e6ospacmmuvix Ooszuposxax. Bo ecex
B03DACMHBIX 2PYNNAX 803MONCHO NPUMEHEHUE 2ANI02eHCOO0ePHCAUUX 2A308bIX AHECTNEMUKO8 8

Komounayuu ¢ geumanunom™**. Ilpu npesviuwenuu 003UposoOK (NpuMeHeHuu O003UPOBOK,
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npesuluaowWux YKa3aHHvle 8 UHCMPYKYUU K npenapamy) HeoOXooumo peuieHue 6paiebHOU

Komuccuu.

Pexomenayercsi mamueHTaMm Juis 00e300/IMBaHHMS B PaHHEM IOCIIEOTICPAIMOHHOM
MIEPHUOJIC UCIIOIH30BaTh OMUATHI U HECTEPOUIHBIC TPOTUBOBOCIAIUTEBHBIE MPENapaThl B
BO3PACTHBIX 103UpoBKax [34-36].

EOK ner (YA 3, YYP C).

KommenTapun: npenapambi, ucnonvzyemole ona obe3bonusanus 6

nociaeonepayuoOHHoOm nepuode:

Ilepsvie cymxu nocie onepayuu — mpumenepedun** e/m xasicovie 6-8 uacos, 1ubo 6/8

ungyszusn mopghuna** ¢ sospacmuuvix 0ozuposkax, oaree HIIBIIL. [Ipu coxpanenuu 8vblpajicenHo2o

b0ne8020 cunopoma mpumenepuoun **/mopun™** 6 eo3pacmuuvlx 003UpPoOBKax NO NOKAZAHUSM.

Ilpu  npesviueHuu 003UpoBOK  (NPUMEHEHUU O03UPOBOK, NPEBbLUAIOWUX VKA3AHHblE 8

UHCMPYKYUU K NPenapamy) HeobXooumo peuietue 8paveoHol KOMUCCUU.

Ilpu coxpanenuu evipadicenHo2o 06016020 cuHOpoma mpumenepuoun**/moppun** 6

603PACNIHbLX 603up061<ax no nNoKa3arusim.

3. PeaOuauranus

B Teuenme 6 MmecdueB mocie BBINOMHEHMs aHatomuueckod koppekiuu JIMIKII B ycroBusax
UCKYCCTBEHHOI'O KPOBOOOpAILEHUS MAIUEHTy C OCIOKHEHHBIM T€UEHUEM IOCIEONEPALMOHHOIO
nepuoza (pesuayaibHas JIEro4YHas TUIEPTEH3Hs], CepAeuHas HeJOCTaTOUYHOCTh, WH(EKINOHHbIE
OCJIOKHEHUS, TIOBTOPHBIE XUPYPIUUECKHE BMEIIATENbCTBA B T€UEHHE OAHON TOCIUTAIM3ALIHN)
peKoMeHIyeTcs HpPOMTH peadHINTAlMI0O B YCIOBHSX CHELUAIU3UPOBAHHOIO JIEYEOHOrO
yupexaAeHus Kapanonaorunyeckoro npodus [31,36].

EOK ner (Y11 4, YYP C)

[Tauentam ¢ TMA B ciayyae 3TalHOIO XUPYPrUYECKOTO JIEUEHUS PEKOMEHIyeTcsl
HaOJIo/IeHUEe B YCJIOBUSX CTalMOHapa, JHMOO0 B aMOyJaTOPHBIX YCIOBHSX IO MECTY
KHUTEIBCTBA C OCMOTPOM JIETCKOT'O KapAnoJiora/neauarpa ¢ 4acToToi He MeHee 1 pasa B
7 nueit [28].

EOK ner (Y1 3, YYP C).

[Maruentam ¢ TMA Ha dsTame XUPYpPrudyecKod KOPPEKIUU PeKOMEHAyeTcs IM0a00p
WHIMBUJIyabHOM  TEpalMM, HAMpPABJICHHbIA HAa KOPPEKLUHMIO HEIOCTATOYHOCTHU
KPOBOOOPAIIICHUSI M CHI)KEHHUSI COCYAMCTOrO COMPOTHUBIICHHUS B COCyJax Majoro Kpyra
KpOBOOOpAIleHUsT B BO3PACTHBIX JIO3UPOBKax (MoueroHsuele, uHruoutop AllD,
unruduropsr OJ13-5) [28].

EOK ner (Y1 3, YYP C).

5. IlpopuinakTuka v JUCHIAHCEPHOE HAOIIOAeHHE
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[TanmenTsl mocne xupypruuecko koppekuuu  TMA  1OOMKHBI  CONPOBOKIATHCS
CIELUAINUCTOM (JIETCKMM KapIUOJIOrOM, KapAHMOJIOrOM) Ha MPOTSDKEHHH BCEH KU3HH.
[lepuomuunocts  HaAOMIONEHHWS  3aBHCUT OT  BO3pacTa, THIA  BBIIOJHEHHOTO
BMEIIATEIbCTBA W COCTOSIHMS TI'eMOJMHAMUKU. B xone HaOmioneHus —cliemyer
aKI[CHTUPOBAaTh BHUMAHME HA JUArHOCTHKE BO3MOXHBIX OCIOXHEHHH XUPYpPrHYECcKOM
koppekin TMA (Guidelines for the Management of Congenital Heart Diseases in
Childhood and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105.;
28)

EOK-uer (YA 5, YYP O)

Bae 3aBHCHMOCTH OT THUIIA IEPEHECEHHON XUPYPrUYECKON KOPPEKLMH, BCEM ITALIUEHTaM
¢ TMA pexomenayercs HaOJIOJCHHE Yy KapAMOJIOra B CIEHUATU3UPOBAHHOM IEHTPE,
KOMIIETEHTHOM B BOIIPOCAaX OKa3aHMs MOMOIIH B3pocibiM naruentam ¢ BIIC, ne pexe |
pa3a B rox [Helmut Baumgartner, Julie De Backer, Sonya V Babu-Narayan, Werner
Budts, Massimo Chessa, Gerhard-Paul Diller, Bernard lung, Jolanda Kluin, Irene M
Lang, Folkert Meijboom, Philip Moons, Barbara ] M Mulder, Erwin Oechslin, Jolien W
Roos-Hesselink, Markus Schwerzmann, Lars Sondergaard, Katja Zeppenfeld, ESC
Scientific Document Group, 2020 ESC Guidelines for the management of adult
congenital heart disease: The Task Force for the management of adult congenital heart
disease of the European Society of Cardiology (ESC), European Heart Journal, , ehaa554,
https://doi.org/10.1093/eurheartj/ehaa554].

EOK-ner, (YA 5, YYP C)

OtnanéHHble OCIO0KHEHHUS ONEPALUN aPTEPHATBHOTO IEPEKITIOUCHUS:

- OKKJIFO3US MJIM CTEHO3 KOPOHAPHBIX apTepuii;

- HAJIKJIAIIAHHBIA CTEHO3 JIETOYHON apTepuu;

- HEZIOCTaTOYHOCTh a0PTAIBHOTO KIIalaHa;

- TUJaTalus KOPHS aOpThI;

- peaunyansHeiii JIMXKII;

- OOCTPYKIIHS IyTeH OTTOKA U3 KEITyT0YKOB.

OtnanéHHble OCI0KHEHHUS ONEPALUH BHYTPUIIPEICEPIHOTO HEePEKITIOUCHUS:
-TUCQYHKIUSA CUCTEMHOT'O IIPABOr0 KEITy10UKa,

-HEZIOCTaTOYHOCTh TPEXCTBOPYATOrO KIIANaHa,

- OOCTPYKIIHS OTTOKA U3 JIEBOTO XKEITyI0UKa,

- OOCTPYKIIMSI CHCTEMHOT'O MJTH JIETOYHOT'O0 BEHO3HOTO BO3BpATa,

- BHYTPHUIIPEJACEPIHBIE IIIYHTHI,
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- HapyIlIeHUS puTMa (CHHIPOM cIabOCTH CHHYCOBOTO Y3Jla, MeplaTelibHas apUTMHUS,

MPEJCEPAHBIC U )KETYJOYKOBBIC TAXUAPUTMHUN).
Kommenmapuu: Yacmoma oucnanceproeo Habao0eHus y 0emcKo20 Kapouoio2a/kapouonoza
- uepes mecay, 3, 6 ul2 mecsayes nocie onepayuu. B Komniekc oucnancepHozo HabIooeHus
sxmoyaiomess DK u  OxoKI, mecmvl ¢ 003upo8anHOU @hu3uuecKol HA2py3Kou U
nynvcokcumempusi. cymoynoe monumopupogsanue IKI, KT/MPT. /lanvHetiuee nabarooenue
nayyenmos, ocywecmensiemcs ¢ unmepganom 3-12 mecayes [Guidelines for the Management
of Congenital Heart Diseases in Childhood and Adolescence. Cardiology in the Young.
2017: 27(Suppl. 3): SI-S105; 2018 AHA/ACC Guideline for the Management of Adults With
Congenital Heart Disease. A Report of the American College of Cardiology/American Heart
Association Task Force on Clinical Practice Guidelines. Circulation. 2019;139:¢698—e800)].
Ilpu onpedenenuu kpamuHocmu HaOMOOEHUsE CAedyem PYKOBOOCHBOBAMbC HATUYUEM
CUMNMOMO8  CepOeyHOU HeOOCMAMOYHOCMY, COCMOAHUEM 2eMOOUHAMUKY, —HAluduem
Hapywlenuti pumma cepoya, cunoxkcemuu u op. B 3asucumocmu om smux ¢axkmopos ecex
nayuenmos ¢ BIIC mooicno pazdenums Ha yemvipe epynnwi (A,B,C,D):
Ipynna A
- cepoeunas Hedocmamounocms OK I,
- omcymcemeue aHamoMu4ecKux 2eMoOUHAMUYECKUX HaAPYUeHU,
- omcymcemaue HapyuweHul pumma cepoya,
- HOPMANLHAS PYHKYUSA NeueHU, NoYeK U J1E2KUX
Ipynna B
- cepoeunas Hedocmamournocms OK 11,
- MUHUMATbHBLU CIMEHO3 U/UlU HeOOCMAamoyHoCmy Kiananos (I cmenenu), HesHauumenbHas
ounamayus aopmsl Uil Hceayoouxa (08),
- @B nesoeo dcenyoouxa He menee 50 %, @B npasozco scenyoouxa ne menee 40%
-2eMOOUHAMUYECKU He 3HaYuMble sHympucepoeutvle wiynmol (Op/QOs <1,5),
-omcymcmeue 2UnoKcemul,
-HapyweHus pumma cepoya He mpeoyrowjue j1eyeHus,
-omcymcmeue NPU3HAKos 1€204HOU 2UunepmeH3uu.
-HOpMANbHAA PYHKYUSA NOYEK U NeYeHU.
I'pynna C
- cepoeunasn Hedocmamounocms PK 111,
- YMepeHHbl UIU 3HAYUMENbHBLU CIMEeHO3 U/UU HedOCmamoyHocms kiananog (II-111
cmeneHu), CmeHo3bl apmeputi Ul 6eH, YMepeHHas OUNamayusi aopmsl Uiy Hceayoouka (08),

-@B nesoeo scenyoouxa 40-49 %, @B npasoeo scenyoouxa 35-39%,
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-2eMOOUHAMUYECKU ZHaYUMble BHympucepoeunvie wynmol (Qp/QOs >1,5),
-ymepeHHo gvipadxcenHnas sunoxkcemus (SatO2 > 85%),

-HaApYWeHusi pumma cepoya, KOHMmpoaupyemvle mepanuet,

- nézoynas eunepmensus (PK nézounou eunepmenzuu I-11),

-HapyweHusi PYHKYULl BHYMPEHHUX OP2AHO8, KOHMPOIUPYeMble mepanuel.
Ipynna D

-cepoeunasn Hedocmamouynocmos OK IV,

- BHAUUMENbHASL OUNAMAYUS AOPMbI,

- gvipadicenHas eunoxkcemuu (SatO2 < 85%);

-HapyweHus pumma cepoya, peppaxmepHvie K mepanuu,

- nézoynas eunepmensus (OK nézounou eunepmenzuu II-1V);

- HapyweHus. YYHKYUll 6HYMPEHHUX 0P2aH08 pehpakmepHbvle K NPOEOOUMOU mepanui.

B 3asucumocmu om suda evinoninennozo euoa xupypeuueckou xoppexyuu TMA, naruuua mex

UIU UHBIX CUMNIMOMOS, DEKOMEHOYemcsi pasiudnds KpamHoCmb
HeoOX00UMbIX NPU IMOM UCCAEO0BAHUI.

Onepayusa npeoceponozo nepexknioyenus

Habmooenus u o06wvém

Kpamnocme nabnooenus I'pynna A I'pynna B I'pynna C | Ipynna D
(mec) /Memoovl
Uccne008aHus
Ocmom 0emcKo2o 12 12 6 3
Kapouonoza/xapouonoza
Dnexmpoxapouoepagus 12 12 6 3-6
Oxokapouoepagus 12 12 6 3-6
Cymounoe Lpu Lpu Lpu Ipu nanuuuu
monumopuposanue IKI” Hanuduu Hanuduu Hanuduu NOKA3aHUlL
NOKA3aHUU NOKA3aHUU NOKA3aHUu

MPT/MCT 36-60 12-24 12-24 12-24
Tecm ¢  ¢usuueckoii 36-60 12-24 12 -
Hazpy3Kou
(cnupospeomempus  unu
mecm ¢ 6-mu MUuHymHou
X00b0011)

Onepayus apmepuanbhozo nepeknoyeHus
Kpamnocme nabnooenus I'pynna A I'pynna B I'pynna C | Ipynna D
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(mec) /Memoovl

uccneoo8anus

Ocmom 0emcKko20 12 12 6 3

Kapouonoza/xapouonoza

Dnexmpoxapouoepagus 12 12 6-12 3-6
Oxokapouoepagus 36 12 6-12 3-6
Cymounoe 24 24 12 12
MmoHumopupoeanue IKI’

Ilynvcoxcumempus 12 12 6 3
Tecm ¢  ¢usuueckoii 36 12-24 12 -
Hazpy3Kou

(cnupospeomempus  uiu
mecm ¢ 6-mu MUHymHou

X00b0011)

e Pexkomennyercs nanueHTaM BBITIOJHEHUE HelipocoHorpadguu u/umt MPT uccnenoBanus
TOJIOBHOI'O MO3Ta U IPOBEACHHE KOHCYJIbTALUM HEBPOJOra Iepel KaXAbIM 3TalloM
XUpypruueckor koppekuuu TMA ¢ 1enplo BBISBICHMS aTOJOTMUECKUX W3MEHEHUH,
KOTOPBIE BIMAIOT HA PE3YJIbTAT XUPYPTrUUIECKOM KOPPEKIIMH M MOTYT ITOBJIMATH Ha BBIOOD
aHECTE3MOJOTUYECKOTO U MepPy3MOHHOTO mocobus [28].

EOK ner (Y1 3, YYP C).

. Bcem manmmeHTamM mocsie apTepHAJILHOIO IEPeKJIIYeHHs PEeKOMeHAYyeTcs
BBINOJIHEHHE BH3YAJIM3alMH KOPOHAPHBIX AapTepuii 10 Hayajga y4dacTuss B
copeBHOBaTeabHBIX BUaax cnopra (Tsuda T, Bhat AM, Robinson BW, Baffa JM,
Radtke W. Coronary artery problems late after arterial switch operation for
transposition of the great arteries. Circ J. 2015;79(11):2372-9. doi: 10.1253/circj.CJ-
15-0485. Epub 2015 Aug 19. PMID: 26289969).

EOK — ner, (YA 3, YYP B)

6. I[OHO.]]HI/ITC.HLHaﬂ I/IH(l)OpMaIII/Iﬂ, BJIUAIOIIasA Ha TEYCHHEC MU HCXO01

3200J1eBaHUA

IIporHo3 xupypruueckoro Jjie4eHust
[Toutn BCe MAMEHTHI YMUPAIOT B TE€YEHHE TEPBOTO TOja KU3HU 0€3 XHPYpruvecKoro

BMeIIATENbCTBA. XUpyprudeckas 30-1IHEBHas CMEPTHOCTb IIOCIE aHATOMUYECKOW KOPPEKLUU
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coctasiyisieT okoso 5,6% (EACTS data base). @akTopaMu pucka sBISIOTCS HEJOHOIIECHHOCTD,
Bec mpu poxacann, <2,5 xr, BC/] unu natonoruu aoptel (Guidelines for the Management of
Congenital Heart Diseases in Childhood and Adolescence. Cardiology in the Young. 2017:
27(Suppl. 3): S1-S105.). OrnanenHast 25-JeTHsAS BBDKUBAEMOCTh W CBOOOJA OT apUTMHUHU
cocTaBisiloT 97%. Y OONBIIMHCTBA MAIMEHTOB COXPAHSETCS HOPMalbHAs CHUCTOJIMYECKast
(GYHKLIMS JKEITyAOYKOB M TEPEHOCUMOCTh (u3ndeckoil Harpy3kud. OCHOBHBIE TNPHYUHBI
JIeTaJbHBIX UCXO/0B - BHE3AITHAs CMEepPTh, MHPAPKT MUOKapaa. Hanbonee yacToe ocnoKHEHHE B
OTJAJIEHHOM IIEPHOJIE€ - HEJOCTATOYHOCTH KJallaHa HE0aopThl, CBA3aHHAs C AWJaTallUed ee
KOpHsl, pa3BuBaercsi y 7% mnaunueHtoB uepe3 10 ner mocne omepanuu apTepUaIbHOIO
nepexytoueHuss Uy 35% mnanueHToB 4yepe3 5 JeT Mocie apTepHalbHOTO NEPEKIIIOUEHUS C
yCTpaHEHHWEM OOCTPYKIIMM BBIBOJHOT'O TPAKTa JIEBOTO >KeIyJouka. ['ocnuTanbHas JeTaabHOCTh
MoCJIe MPeICEPAHOr0 NepeKItoueHus: BapbupyeT ot 0 10 6%, OTAaNeHHbIN OoCIeonepaioOHHbIN
MIEPUOJT XapaKTePU3YeTCs TSHKEIBIMHA OCIOKHEHUSMH B BHJIE JUCHYHKIIMH MPABOTO JKEITyA0UKa,
HE/JIOCTaTOYHOCTBIO ~ TPEXCTBOPUATOrO  KJIallaHa M HA/DKEITYJIOYKOBBIMH  apUTMHUSIMHU.
BepxuBaemocts uepes 10 u 25 ner cocrasuser 90 u 74%, coorBerctBeHHO. HenmocpencrsenHsie
pe3yabTathl onepauuu Rastelli xapakTepu3yroTcss HI3KUM YPOBHEM TOCTIUTAIIBHON JIETATbHOCTH
(or 0 mo 7%). OrtnaneHHas BBDKMBAGMOCTh HIDKE, 4YeM moclie omeparuu Mustard u
reMOJMHAMUYECKOM Koppekuuu mnopoka u uepe3 10 m 20 mer cocraBiuser 93 um 57%
COOTBETCTBEHHO. (OCHOBHasi NpUYMHA JIETAIBHBIX HCXOJOB CEpAEYHAas HEAOCTaTOYHOCTD,
aputmun. CBoOoga OT OOCTPYKIMHM BBIBOJAHOTO TpakTa MpaBOro >xeiayrouka udepe3 20 et
coctapiisieT 32%. [lomyueHsl 0OHaaEKUBAIOIINE TPOMEXKYTOUHBIE pe3yibTaThl onepauuii REV,
Bex-Nikaidoh, TpynkanbsHoro nepexmouenus. TpeOyercs nanbpHelIee HaKOIJICHHE OTIbITA.
7. Opranmaul/m MC)]HIIHHCKOﬁ IMoOMOIIH

IHoxka3zaHus AJ1d NVIAHOBOM rOCIUTAIN3ALUH:

1) HeaextuBHOCTH MEIMKaMEHTO3HOM TEpaIiuy Ha JIOTOCIIUTAILHOM 3Tarle;

2) HeBO3MOXKHOCTh ~ OKa3aHMsI  CHELUATU3UPOBAHHON MEIUIIMHCKOM TOMOIIM U
muarHocTuku (KT-AT', MPT, 3onaupoBanue mnoyiocteit cepaia) B aMOyIaTOPHBIX YCIOBHSIX;

3) IlnanoBkIe onepanuu.

Ioxka3zaHus AJ1sl IKCTPEHHOM rOCHUTATU3ALUN:

CocTostHUSsL yTpOXKAIOIIUE KU3HU.

IToxa3aHusi K BbINNCKE NAIMEHTA U3 CTAlHOHApA:

1) Ilpu BBI3IOPOBIIEHUH MTALIMEHTA;

2) [Ipu CTOMKOM YIyYIIEHHH, KOTJa IO COCTOSHHUIO 3J0POBBSl MAIMEHT MOXET 0e3
yiep0a Ui 30pOBbsl MPOJOIKUTE JICUeHHE B aMOyJIaTOPHO-TIOIUKIMHUYECKOM YUPEXKACHUN
WIN JIOMAIIHUX YCIOBHUSAX;
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3) Ilpu HEOOXOAMMOCTH NIEPEBO/IA MALIMEHTA B JIPYTYI0 OPraHU3aLUIO 3JPaBOOXPAHECHUS;
4) I1o mucpMeHHOMY TPEOOBaHUIO MAlMEHTa KOO €ro 3aKOHHOIO MPEICTABUTEINS, €CIIU

BBIITMCKA HC YI'pOXKACT KU3HU IMAIUCHTA U HC OIlaCHA JJId OKPY KarolnX.

Omnepamnu o moBogy TMA m0KHBI MPOBOAMTHCS B IIEHTPaX € OOJIBLIIMM OIBITOM
BBINIOJIHEHUS JTaHHBIX ONEPALMi U COOTBETCTBYIOLIUM OIIBITOM IIOCJIEONEPALMOHHOIO BEICHUS
namnueHToB [19-27].

B cnyuae mnpeHaTasbHO YCTaHOBJIEHHOro amarHoda TMA popopaspelieHue Bcex
MMaLMEHTOB IIPOBOJUTCSA B CHELUAIU3UPOBAHHOM CTAlMOHAPE, PACIIOJIArarolleM OTACICHUEM
peaHnMaIi HOBOPOXKIACHHBIX M HaXOoJIIeMcsl B Omkaiiieil TpaHCIOPTHOW TOCTYITHOCTH OT
KapIMOXUPYPrUuecKoro neHTpa. llanmeHTsl cpa3dy mociie poAopaspeiieHuss U CTaOuIH3aliu
cocrostHus nepesoaarcs B OPUTH ans opranmsanuy afgeKBaTHONO MOHUTOPUHIA >KM3HEHHO

BaXHBIX (DYHKIMH U JanbHEHIIeNH cTabMIn3anuy coctostaus [23,24].

KpnTeplm OIICHKHU Ka4YeCTBa MC)]HIIHHCKOﬁ IIOMOIIIH.

Ne Kpurepun kauectsa EOK EOK YA YYP
KJIACC | YPOBEHb

1 | Bemosnnena sxokapauorpadus HET HET 1 A
BrinonHeHa kaTeTepuzanus cepaua c HET HET
WHBAa3MBHBIM MOHUTOPUHIOM JIABJIEHUS B 2 A
neroydoi aprepuun (MMJUIA)

3 | Bemonnena sxokapauorpadus Ha 3tane HET HET ) A
JMArHOCTHKH

4 | BeinojaHeHa aHaTOMUYECKasi KOPPEKLIUS 1 A
TPaHCIO3UIMKA MaruCTPaJIbHbIX apTepUil

5 | BelnmonHeHa reMoqMHaMUAYECKast KOPPEKLIMS ) B
TPAHCIO3UIIMKA MaruCTPaJIbHBIX apTepUil

6 | BrimonHeHo 3TanHoOE XUpypruyeckoe 3 C
JI€YEHUE

7 | BBIIIONIHEHBI OCMOTPBI KApAUOJIOra B HET HET
TE€4YEeHHE NEPBBIX 12 Mecs1eB nocie 1 A
olneparuu

8 | BrllosiHEHO IMHAMUYECKOE HET HET 1 A
sXoKapauorpaduueckoe o0ciIeJ0BaHNE

9 | IlauneHTaM moOCIE reMOJANHAMUYECKON
KOPPEKLIHUH NTPOBOIUTCS 3 C
AHTUTPOMOOTHYECKAs! TepaIus
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[Tpunoxenne Al. CocTraB padoyeil rpynnsl M0 CO3JAHUI0 KIUMHHUYECKHUX
PEeKOMEHAANMI 110 BPOXK/ICHHBIM IOPOKaM CepALa

PykoBoaure/ib padoueii rpynmnsl

boxkepus JI.A., akanemuk PAH (MockBa)

Cekperaps pabdoueil rpynnbl

Yaensl padoueil rpyninsl (B aJ1(paBUTHOM MOPSIAKE)

B pa3paboTKe

l'onyxoBa Enena 3enukoBHa - akagemuk PAH, n.m.H. npodeccop (Mocksa) PKO
Uptrora Onsra bopucosna — k.Mm.H. (Cankr-Ilerepoypr) PKO

Kum Anexceit lBanoBu4 — n1.M.H. ipodeccop (Mocksa) PKO, ACCX

Mopo3oB Anekcanap Anekcanaposud — K.M.H. (Caukr-IletepOypr) PKO

[TonoB Anekceii EBrenbeBud — k.M.H. (MockBa) ACCX
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Hpuioxenue A2. Meromosiorust pa3padoTKi KIMHUYECKUX PEKOMEHIalMid.

LlesieBasi ayANTOPHUS AAHHBIX KIMHUYECKMX PEKOMeHIALMIi:

° Bpau-IETCKUN KapaAHOJIOT

° Bpaud- CEPAECYHO-COCYIUCTBIA XUPYPT.
° Bpau-IeInarp;

° Bpay4-HEOHATOJIOT

° Bpayd-KapAUOJIOT;

Mertonpl, ucmosb3yeMbie Uil cOOpa/CEeNCKIMU J0Ka3aTelIbCTB: MOMCK B 3JICKTPOHHBIX
0a3zax TaHHBIX.

Omnucanue METO/OB, MCIOJIb30BAHHBIX JISi OLIEHKM KAauyeCTBa M CHJIBI JIOKA3aTEJIbCTB!
J0Ka3aTenbHOM 0a30M sl peKOMEHIAIMN SIBJISIFOTCS ITyOJIHMKAIlMK, BOIIEAIIAE B 0a3bl TAaHHBIX
PubMed, Scopus. I'mybuna nmoucka cocrasiusiia 30 jer.

MCTO,Z[I:I, HUCIIOJB30BaHHBIC JJIs1 OIICHKHW Ka4€CTBA U CHUJIBI 1O0KA3aTCIILCTB

o KOHCEHCYC IKCIEPTOB;

o OLICHKAa KauecTBa PEKOMEHJALMA B COOTBETCTBUM C PEUTUHIOBOM CXEMOMU
(Tabmuma I11).

° OIICHKA CHJIBI JIOKA3aTeIhCTB B COOTBETCTBUM C PEUTHHTOBON cxemoi (Tabnuia

I12).

B xome paspaborkm KP  ucmonp3oBaHBl MEXKIyHApOJHBIE  IIKAIbl  YPOBHSA
yOeIUTEILHOCTH PEKOMEH AN U YPOBHSI TOCTOBepHOCTH Noka3aTenbeTB (Tabmumer [11 u 112),
a Takke HoBas cucrema mkan Y/ wu YVYP us neueOHBIX, peaOMIUTAI[MOHHBIX,
npoUIaKTHIECKIX BMEMIATEILCTB U AUarHocTuieckux BMmermarenbcTB (Tabmumpt 113, 114 u
I15), BBenennas B 2018 r. ®I'BY LIOKKMII Munzapasa PO. ®opmupoBanne HannoHanbHbIX
peKoMeHJaluii MPOBOAWIOCH Ha ocHoBe pexkomeHpauuid EOK, ¢ yderom HauuoHanbHOMR
cnenuduky, ocoOeHHOCTe  oOcCiemoBaHUS, JICYCHUS, YUYUTHIBAOIIUX  JIOCTYIMHOCTH
MEIUIMHCKON rmoMouu. [1o 31Ol nmpuuKrHE B TEKCTE HACTOSIIMX KIMHUYECKUX PEKOMEHALINM,
OJIHOBPEMEHHO HCIOJIb30BAaHbl JBE€ IIKaJIbl OLEHKH JOCTOBEPHOCTH JOKA3aTENBbCTB TE3UCOB
pexoMeHaaluii: ypoBHH mocTtoBepHOCTH nokazatenbctB EOK ¢ YYP u YJI. Jlo6aBieHsr
knaccsl pekomeHganmii EOK, mo3Bonsiomyue OneHUTh HEOOXOAWMOCTH BBITIONHEHUS Te3Hca

PEKOMEHTALIHA.

Tabmuua I11. Knaces! nokaszanuii cornmacHo pekomenaanusm Eppomnetickoro O0mecTsa

Kapauonoros (EOK).

42



Kuaacce

. IIpennaraemas
peKoMeHaanui Onpenesienne
EOK (popmynuposka
Jloka3zaHo WM OOIIETIPU3HAHHO, YTO
I JIMArHOCTHYECKAs TIPOLEIypa, BMEIIATEIbCTBO/ Pexomennosaro/
JledeHue SBIAIOTCS YPOEKTUBHBIMY | MONIE3HpIMu | [TOKA3aHO
II [IpoTuBOpEUMBLIC TAaHHBIE U/UIH MHEHHS
00 3QPEeKTUBHOCTH/TIONB3E AUATHOCTHIECKOM
IpOIeyPHl, BMEIIATEIbCTBA, JICUCHHS Llenecoobpa3Ho
BonbIMHCTBO TaHHBIX/MHEHUH B MOJIB3Y TPUMCHATE
lla 3¢ GEKTUBHOCTH/TIONIB3BI IUArHOCTUYECKON
IpOIeayPhl, BMEIIATEIbCTBA, JICUCHHS
D¢ dexTuBHOCTD/TONB3a TUarHOCTUYECKON MOoOKHO
ITb MpOIeayPhl, BMEIIATEIbCTBA, JICUCHHS TIPUMEHSTh
YCTaHOBJICHBI MEHEE YOCAUTEIIBHO
JlaHHBIEC WM €IUHOE MHEHHUE, YTO He
JMarHOCTUYECKas POIEeAypa, BMEIIATENbCTBO, pEeKOMEHyeTCs
1 neyeHue 6ecnose3Hbl/He Y3PPEeKTUBHEL, a B psjie IIPUMEHSTD

CJIy4aeB MOT'YT IPUHOCUTH BpeJl

Tabmuma [12. YpoBHU T0CTOBEPHOCTH JOKA3aTEILCTB COTIACHO PEKOMEHIALIUSIM

EBpomeiickoro 2923 O6mectBa Kapauonoros (EOK).

YpoBHHM 10cTOBEePHOCTH A0Ka3aTeabCTB, EOK

I[aHHBIe MHOTOYHCJICHHBIX PAHIOMU3UPOBAHHBIX KIMHUYCCKUX

I/ICCJIC,Z[OBaHI/Iﬁ Ui MECTaaHaJIu30B

JlaHHBIE MOYYEHBI I10 pe3yJIbTaraM OJHOIO0 PaHIOMHU3UPOBAHHOIO
KJIIMHWUYECKOTO UCCIIEIOBAaHUs UM KPYITHBIX HEPaAHIOMU3UPOBAHHbIX

HUCCJIEIOBAaHUN

C CornmacoBaHHOE MHEHHE 3KCIIEPTOB W/WIIM PE3ybTaThl HEOOIBIINX

VCCIIEIOBAaHNUN, PETPOCIIEKTUBHBIX UCCIIEIOBAaHUMN, PETUCTPOB

Ta6nuua I13. Illkana oreHKH ypoBHEH 10cTOBEpHOCTH JoKazarenbeTB (Y /1) ms

METOIOB MPOPMIAKTUKH, JICUEHUS U peaduiuTanuu (mpouaakTHIeCcKX, JIe4eOHbIX,

peabUINTAIIMOHHBIX BMEIIATEIHCTB)

YpoBHU g0cTOBEpHOCTH 0KazaTenbeTB (Y /1)
ITpuka3z MunucrepctBa 31paBooxpanenus Poccuiickoit denepaunnu ot 28.02.2019

Ne 1031 «O0 yTBEepKIeHHH OPSAKA U CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEH/IaIuii,
UX IEPECMOTPA, TUIOBOH (POPMBI KIMHUYECKHX PEKOMEHIAUN U TpeOOoBaHUH
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K UX CTPYKTYpE, COCTaBy U HAy4HOH 000CHOBAaHHOCTH, BKJIIOUAEMON B KIIMHUYECKHE
pexoMenaanuu nHdpopmarum» (3apeructpuponat 08.05.2019 Ne 54588)

Cuctematuueckuii 0030p paHAOMHU3UPOBAHHBIX KIIMHUYECKUX
HCCIIEA0BAHUN C IPUMEHEHUEM METaaHaIn3a

1

OTtnenbHBIC PaHIOMU3UPOBAHHBIE KIIMHHYECKUE UCCIICIOBAHUS

U CUCTeMaTHUYeCKre 0030pbI UCCIEAOBaHUN JTF000T0 AU3aiiHa,

3a UCKITIOYEHUEM PaHIOMU3HPOBAHHBIX KIMHUYECKUX UCCIICIOBAHUH,
C MPUMEHEHUEM MeTaaHaIn3a

HepaH,Z[OMI/ISI/IpOBaHHBIC CPaBHHUTCJILHBIC UCCIICIOBAHUS, B TOM YUCIIC
KOT'OPTHBIC UCCJICIOBAHUS

HeCpaBHI/ITCHBHBIC HCCIICA0BAaHNA, OITMCAHUC KIIMHUYCCKOTO ClIydas W
CCpuM CJIydacB, UCCICIOBAHUC ((CJIy‘I&ﬁ-KOHTpOJIB»

HNmMeercsa nuiis 000CHOBAaHUE MEXaHU3MAa NEUCTBUSA BMELIATEIBCTBA
(IOKJIMHUYECKHE HCCIIEIOBAHMUS) UM MHEHUE HKCIIEPTOB

Tabmuma [14. [Ikana oreHKH ypoBHEH T0CTOBEPHOCTH HoKkazarenbcTB (Y 1) ans

MCTOJ0B JUArHOCTHUKU (,Z[I/IaFHOCTI/ILICCKI/IX BMCH_IaTCJ'II:CTB)

Y PacmngpoBka

1 Cucrtematuueckue 0030pbl UCCIEAOBAHHM ¢ KOHTPOJIEM pedepeHCHBIM
METOJIOM WJIM CUCTEMAaTUYeCKUid 0030p paHIOMU3UPOBAHHBIX
KIIMHUYECKUX UCCIIEJOBAHUN C TPUMEHEHUEM METaaHaIN3a

2 OTtnenbHBIC UCCIEIOBAHUS C KOHTPOJIEM peepeHCHBIM METOAOM WITH
OTJIENIbHBIE PAHJOMHU3UPOBAHHBIC KITMHUYECKHIE HCCIICIOBAHUS

U CUCTeMaTHUYeCKHe 0030pbI UCCIEAOBaHUN JTF000T0 AU3aiiHa,

3a UCKIIIOYEHUEM PaHIOMU3HPOBAHHBIX KIMHUYECKUX UCCIICIOBAHUH,
C MPUMEHEHUEM MeTaaHaIn3a

3 HccnenoBanust 6e3 MOCIEI0BATEIBHOTO KOHTPOJIS pe()epEeHCHBIM METOI0M
WM UCCIIEIOBAHMS ¢ pehepeHCHBIM METO/I0M, HE SIBJISIOLIIMCS
HE3aBUCUMBIM OT HCCIIEyeMOro MeTo/1a, WIIK HepaHI0MU3UPOBaHHbIC
CpaBHUTENBHBIC UCCIIEIOBAHNUS, B TOM YHCIIE KOTOPTHBIE UCCIICIOBAHUS

4 HecpaBHuTENnbHBIE HCCIIEI0BAHMS, ONMCAHUE KIMHUYECKOTO CIyYast
5 Nwmeetcs muib 000CHOBaHUE MEXaHU3Ma JICHCTBUS UM MHEHHE
JKCIIEPTOB

Tabmnuua I15. Illkana oneHkn ypoBHeH yoeaurenbHocT pekomenaanuii (YYP) nis
METOIOB PO(MIAKTUKH, TUATHOCTUKH, JICUCHUS U peaduauTauuu (mpoduiakTuIecKux,

JUArHOCTU4YCCKHUX, HC‘ICGHBIX, peaGI/IHI/ITaHI/IOHHBIX BMCH_IaTeJ'H:CTB)

YpoBeHb yoenutensHocTH pekomenaanuu (YPP)

ITpuka3z MunucrepctBa 31paBooxpanenus Poccuiickoit denepaunnu ot 28.02.2019

Ne 1031 «O0 yTBEepKIeHHH OPSAKA U CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEH/IaIuii,
UX MEPECMOTPa, TUIIOBOM (POPMBI KITMHUYECKHX PEKOMEHIANN U TpeOoBaHUN

K UX CTPYKTYp€, COCTaBy U HAyYHOI 000CHOBAaHHOCTH BKJIIOYAEMOM B KITMHUYECKHE
pexoMeHaanuu nHpopmarum» (3apeructpuponat 08.05.2019 Ne 54588)
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CunpHas pekoMeHaanus (Bce pacCMaTpuBaEMble KPUTEPUHU

3P PEKTUBHOCTH (MCXO/IbI) SBIISIOTCS BXHBIMU, BCE UCCIICIOBAHUS

A HMEIOT BBICOKOE WJIM YAOBJIETBOPUTEIBHOE METOA0JIOIMUECKOE KaueCTBO,
UX BBIBOJIbI TI0 MHTEPECYIOIINM UCX0aM SIBJISIIOTCS] COIVIACOBAHHBIMH)

VYcnoBHas pekomeHaalus (He Bce paccMaTpUBaeMble KPUTEPUU

3¢ GEKTUBHOCTH (MCXOIBI) SBIISIOTCS BAXHBIMU, HE BCE MCCIICTIOBAHUS

B HMMEIOT BBICOKOE UJIM YAOBJIETBOPUTEIBHOE METOA0IOTUYECKOE KaYeCTBO
W/WJM UX BBIBOJIBI [0 HHTEPECYIOIUM UCXO/IaM He SBIISIOTCS
COTJIACOBAHHBIMU)

Cnabast pexoMeHaanus (OTCYTCTBHE JOKA3aTEIbCTB HAIJISKAIIETO
KadyecTBa (Bce paccMaTpuBaeMble Kputepuu 3(ppeKTuBHOCTH (MCXOIbI)
C SBJIIOTCS] HEBAKHBIMM, BCE UCCIIEIOBAaHUS UMEIOT HU3KOE
METO/I0JIOTMUECKOE KaUe€CTBO M MX BBIBOJIBI [0 MHTEPECYIOLIUM HCX01aM
HE SBJISIIOTCS COTIACOBAHHBIMM)

[Topsimok 0GHOBIIEHUST KITUHUYECKIX PEKOMEHJAITHIA.

MexaHu3M OOHOBJICHHUS KIIMHUYECKUX PEKOMEHIALNI MpeayCcMaTpUBAET UX
CHCTEMAaTHUYECKYIO aKTyaJIH3alMI0 — HE peXe YeM OJMH pa3 B TPH rojia, — a TaKkxkKe MpH
MOSIBJICHUH HOBBIX JAHHBIX C MMO3UIMH JJOKA3aTEIbHOW MEAUIIMHBI TI0 BOTIPOCAM JTHAarHOCTUKH,
JeueHust, MPO(UIAKTUKY U peabMINTali KOHKPETHBIX 3a00J1€BaHM, HATMYUHA 0O0OOCHOBAHHBIX

JONIOJTHeHU/3aMeYaHni K paHee yTBepkieHHbIM KP, Ho He vare 1 pa3a B 6 mecses.
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Ipuioxenue A3. CBA3aHHbIE JOKYMEHTbI

1. OO0 ocHOBax oxpaHsbl 3710poBbs rpaxkaan B Poccuiickoii ®eneparun (O3 Ne3230t
21.11.2011)
2. [Topsimok okazaHUS MEAMLIMHCKOW MOMOIIHM OOJBHBIM C CEpJIeUHO-COCYTUCTHIMHU

3aboneBanusamu (IIpuka3z Munsnpasa Poccun Ne918n ot 15.11.2012)
3. «O knaccuuKay U KPUTEPHUSX, UCIOIb3YEMbIX IPU OCYIIECTBICHHH MEIUKO-
COILIMAJIHOM SKCIEPTU3BI TpaXkiaH (peaepabHBIMUA TOCYaPCTBEHHBIMU YUPEKACHUSIMH MEHKO-

cormanbHOM sKcnepTu3s» (IIpukas Munzapasa Poccun Ne1024u ot 17 nexabps 2015 r.)
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IIpuno:xkenue b1. Aaropurm Begenusi nanueHToB ¢ TMA u UMZKII

(pocTtas popma)

IpenaranbHas JUArHOCTHKA [onmo3penne Ha TMA B
TMA MIOCTHATATLHOM

AN

,, N\ /

Ponopasperenue B HuarnocTika HET [Iponomkenune
YCIIOBHSIX (c1p.9-12) JIHATHOCTUYECKOTO
CHCUATU3UPOBAHHOTO [OMCKa B paMKax Jpyroi
Craionapa npn HO30JIOTHYECKOI
TIOATBEPKIACHHOM eIMHULIBI

nuarsose (cTp.12)

TMA ¢ UIMXII

(mpocrast
Hauano undysuu [II'E1 opma) u
Tpouenypa u3 pacuera 0,005-0,02 PCCTPUKTHBHBIM

Rashkind MIIC (ctp.13)

MKT/Kr/MuH (cTp.12-13)

(ctp.13)

AmnaTomuuec
Bospacr
Kas crapure 1 mec.
KOppeKHHfI - Cy’)KUBaHHE
Arterialswitc JIETOYHOI \
h B mepBEIe apTepuu ¢ .
p pTep [pu HeOArOMPHUATHOMH
2-4 Hemenn HaJIOKCHHEM
AaHATOMHUH KOPOHAp-
(c1p.13) CJIA wm . pOHAp
GesHero HBIX apTE€PHUU BBIIOTHSIIOT

\ J \____ OTIePaLHIO EPEKITIoYe-
HHS Ha MIPEJICEPHOM YPOBHE
(omeparmu Senning
wm Mustard) B Bo3pacte 3-9

\ Mmec. (cTp.14)

Haxoxnenue nox
JIUCTIAHCEPHBIM  HAOJIIOICHUEM
neTckoro kapauonora (crp.20)
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IIpuno:xkenue b2. Aaropurm Beaenusi nanueHToB ¢ TMA u JIMZKII

IIpeHaTanpHas IUarHOCTHKA

[onmo3penne Ha TMA B

TMA MIOCTHATATLHOM
nepuoze
Ponopaspemienne B \
8 }If)cngm/mx <+— Juarnoctuka lIponomxenue
CTIeATH3HPOBAHHOTO (c1p.9-12) Her JIMArHOCTHUYECKOTO ni)ncxa B
CTaIMoHapa Ipu pamKax z[pvyron
HOATBEpIIEHHOM HO30JIOTHYECKOM €THHUIIBI

nmuarsose (cTp.12)

J

v
TMA ¢ IMXII u
PECTPUKTHBHEIM
MIIC (ctp.14)

Amnaromuuec
Kast
KOPPEKIIHs
Arterialswitc
hs meprox
oT 2Hen-
2mec.

(ctp.20)

—

Hauano nndysuu [II'E1
u3 pacuera 0,005-0,02
MKT/Kr/MuH (cTp.12-13)

'

TMA ¢
GOJBIIM

JIMOKIT

TMA ¢
JMXKIT+rumn. gyru
AotKoAo

N

~

[Tpu mebomnbIOoM
JIMOKII rakTrka Ta
xKe, 9T0 U
IIPYU IPOCTOU
TMA.(cMm. cTp.28)

—>

N

e

Oneparus Muller x 3—4 mec.

TMA ¢ JKU3HH, B O0JIee TO3THEM
T'unonnasupoBanx JIMXTT u Arterialswitch ¢ TNICpUoaAC — onepanusa
Arterialswitch PIM TIPABBIM comyr. OJIHOBPEMEHHBIM Fontan (ctp.14)
c HKCIyN0IKOM Ml nupdysHoi sakpbrruem JIMXKII Ge3 R
«BEPXOM runormiasueiB Tpe/IIIECTBYIOMIEH OIl.

PEKOHCTPYKIL ez AV TIDK u Mullers BospacTe ot 2

uen KiamaHoM (ctp.15) KJTaaHHoro Hey. — 2 mec. (c1p.14)
aopTteI(cTp.15) KOJIbLIA

aoptei(cTp.14)

DKS B coueTanuu ¢
Rastelli B

Onepanust Muller
K 3—4 Mec. )KU3HH,
B Oosiee mo3gHeM
nepuose —
onepanus Fontan
(ctp.15)

Bo3pacrel—2

i1

\ \'Z
HaxoxxeHne o icImancepHbIM
HaOIIONEHHEM C 00CIeqOBAaHUEM
B CIICIIUAIU3HPOBAHHOM
cranmoHape He pexe 1 pasza B rof

(ctp.20)
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Hpuioxenue b3. Anropurm BeaeHust nauueHToB ¢ TMA # cOnmyTCTBYIOLIUM

CTEHO30M JIETOYHOM apTepuu

N
[IpenaranpHast TuarHoCTUKa Tozospenne na TMA B
T™MA MIOCTHATAIBHOM
g NepUoae
/ \ JlnarnocTuka / Iponomxkenue
Ponopaspemenue B (ctp.9-12) JQAATHOCTUYECKOTO 5
YCIIOBUAX II0MCKa B paMKax JIpyrou
CHeIMATH3UPOBAHHOTO Her HO30JI0TUYECKOM
cTalMoHapa Ipu T HULIB]
MOJATBEPKAEHHOM
nuarsose (cTp.12)
Senning ¢ TMA ¢ )
TMA ¢ TOCTIE Ty FOIITIM COMYTCTBYIOIIMMBBIPA
YMEPCHHBIM yCTpaHEeHHUE )K?HHI)IM\’CTCHO?,OM
CJIA CTEHO3a B 3- JIETOYHOM apTepuun

15-16
6mec. (et )

N

TMA ¢ ﬂ
AHaTOMI/I‘IiéKaﬂ HeOIaronpusTH
KOppEKLMs aHaTOMHEH
Arterialswitch B orxoxaenns KA
niepBeie 2-4 (cTp (ctp.17)
15)Henenu @ -/

Hauamo nndysuu [II'E1
u3 pacuera 0,005-0,02
MKT/Kr/MuH (cTp.12-13)

OmnepanusRa
stelli u REV
(ctp.15-16)

astard/Senni
ng/Ttup door

Bex-Nikaidoh
(ctp.16-17)
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[Mpunoxkenue B. Uudopmanmsa 1is naumeHra

VYBakaeMble pPOAWUTENM TNAalMEHTa, pPe3ylbTaThl OO0CIenoBaHMA BBIBHIM Yy Baiero
peOeHKa CIIOKHBIM BPOXKIACHHBIM MOPOK CepAlla — TPAHCIO3UIMS MaruCTPabHBIX apTEpHil.
JIoOpOBOJIBHO coTJIalIasich Ha ONEpPaIiio, Bel JOMKHBI TOHUMATh L€ M OMACHOCTH OIEpaIii,
0 KOTOpBIX BaM pacckaker neqaiuii Bpad.

TMA BO3HMKAaeT Ha paHHUX OJdTanax pa3BuUTUA Iona. IlpuumHBl HapyleHui
SMOpHOTeHe3a MHOTOYMCIICHHBI: HMH()EKIMOHHBIE 3a00JIeBaHMs MaTepu Ha PAaHHUX CpPOKax
O0epeMEHHOCTH, BPEHbIC MPUBBIYKU POAUTENEH, SKOJIOTUYECKHE M TeHETHYECKUue (akTopbl U
T.J. B 3aBUCHMOCTM OT BapuaHTa IIOpOKa HApyLIEHHs TI'e€MOJMHAMUKUA M KIMHUYECKHE
NPOSIBJICHUSI TOPOKAa MOTYT CYIIECTBEHHO BapbupoBaTh. OnHaKo B JIOOOM cilydyae OHH
YXyIIIA0T GU3NIECKOE COCTOSIHUS U YMEHBIIAIOT MPOIOJKUTEIBHOCTD AKU3HH MAI[IEHTOB.

B onpenenéHHbIX ciydasx MOXET MOTpeOoBaThCs »TamHoe jedueHue TMA, mpu 3ToMm
IIEPBBIM 3TAIIOM BBINOJHAETCS MOArOTOBUTENBHASA omnepauus. PagukanbHas xoppekuus TMA
BBITIOJIHSETCS B YCJIOBUSAX UCKYCCTBEHHOTO KpoBooOpamieHus. OHa mpearoiaraeT nepeMerieHie
aopThl B JIEBBIM JKEIYJOYEK, a JIEFOYHOW apTepuu B IpaBbli. A TakXKe YCTpaHEHHE
COIYTCTBYIOIIMX AaHOMalNuW  pa3BuTus cepaua. IIpy  HEBO3MOXKHOCTH  BBINIOJHEHUS
AHATOMHMYECKOW KOPPEKIMU MpUOEraloT K omepanuu o0Xoia MpaBbIX OTIENIOB cepua, rmocie
KOTOPOM KpPOBb U3 IIOJBIX BEH IOCTYIAET B JIETOYHYKO apTEPUIO0 HEMOCPEACTBEHHO, MHHYS
cepare.

B oTnenpHBIX cilydasix MOT'YT BO3HUKATh OCJIOKHEHUS:

e ceplaeyHas HEIOCTaTOYHOCTD;

e UINTEIbHAs UCKYCCTBEHHAs BEHTUJISLMS JIETKUX;

® ocCTpas MoYeYHasi HeI0OCTaTOYHOCTb, TPEOYIOIIas MEPUTOHEATBHOTO A3 HITH
reMOIMAIIN3a;

® [I0CIIEONEPALMOHHBIE KPOBOTCUCHHUSI, KDYIIHBIE T€MATOMBI;

¢ UH(EKIMOHHBIE OCIOKHEHUS;

® peakUuy TMIIEPUYyBCTBUTEIBHOCTH (JUIEPTUH) HA MEUKAMEHTBI, CPEJICTBA IJIs HApKo3a U
PEHTIE€HOJIOTMYECKOI0 UCCIIEIOBAHUS, KOTOPBIE MOTYT IIPOSIBJIATBLCS, HAIIPUMED, 3YIOM.

KpaiiHe penko BCTpeyaroTCsl CHJIBHO BBIPAKEHHBIE pEaKLUH, TaKHE KaK KOJLIAIC,
CYIOpPOTM ¥ HapylIeHHE JAbIXaHHs, KOTOpble TPeOyIOT CTAlMOHAPHOTO JICUYCHHS M MOTYT
MPUBOANUTH K HEOOPATHUMBIM MOCIIEICTBUSM;

B OonpmimHCTBE ciyyaeB oOmepanus NPUBOIUT K YIYYIICHUIO COCTOSIHUA U
MCYE3HOBEHHIO Kajo0. B HEKOTOpBHIX ciydyasgx MOTYT MOTpeOOBaThCS  MOBTOPHBIC

BMCHIATCIILCTBA, YallC BCCIr'O0 CBA3aHHBIC C POCTOM pCGCHKa.
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OCOOCHHO BaKHBIMHM SIBJISIFOTCS KOHTPOJIBHBIC OGCHG,Z[OBaHI/IH mocJjCc omnecpanvuu i

CBOGBpeMeHHOﬁ OLCHKHU PEC3YJIbTATOB KOPPCKIUU U BbIABJICHUA BO3MOXKHBIX OCJIOKHEHUM.
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Hpu.ﬂomenne I. Onpe;[e.ﬂem/le N OLI€EHKA JaHHbIX NOJYYCHHBLIX IIPH

NMPOBEACHUH TPAHCTOPAKAJIBLHOM 3X0KapaAnorpapumn
IIpu npoBeneHnu TpaHCTOpaKaJbHOH 3X0Kapauorpaguu HeoOXOAUMO ONpeNeTUTh

N OUICHUTDH CJICAYIOIIUE ITYHKTBI:

. OIPEJEIUTh TUIl BHYTPUTPYIHOIO PACIIOJIOKEHUS CEPALIA;

. OLICHUTH B3aUMOOTHOIICHUE MaruCTPaIbHbIX COCY/I0B;

. ONPEJEIUTh aHATOMUIO KOPOHAPHBIX apTEPUIA;

. OIPEJEIIUTh BAPUAHT aTPUOBEHTPUKYJIIPHOM CBS3H;

. OLIEHUTh aHATOMUIO M (DYHKIIHIO KJIANIAaHOB CepLIa;

. YCTQHOBUTHb HAQJIWYUE WU OTCYTCTBUE M BAPUAHT MUTPAIBHO-IIOIYJYHHOTO

(uOpPO3HOTO KOHTAKTA;

. OLICHUTH TUCTAHIIUIO MKy TPEXCTBOPYATHIM M JICTOYHBIM KJIallaHaMH, CPABHUTH
ee ¢ JMaMEeTPOM a0pPTAJILHOTO KJlalaHa;

. OTIPEIICNIUTh pa3Mep U MO3UIHUI0 Ae(heKTa MEKIKETYJOYKOBOM MEPErOPOIKH;

. YCTaHOBHUTh Pa3Mep U MO3UIMI0 WHOYHIUOYISIPHOW MEPErOpOAKH, HCKIIOYHTDH
WK TIOATBEPAUTH HAIMYKE HA €€ MOBEPXHOCTH KPEIUICHHs XOPAAIbHO-TAMUILIIPHOTO ariapara

ATPUOBEHTPUKYJIAPHBIX KIIAIIAHOB;

. OLICHUTh aHATOMHIO BBIBOJHOT'O TpaKTa JIEBOI'O XKEJy/J04Ka, B CIIy4ae BbISBICHUS
€ro M30JIMPOBAaHHOM TOJKJIANAHHONW OOCTPYKIMH - BO3MOXKHOCTb €€ XHPYPTUYEeCKOTro
YCTpaHEHUs;

. OTIpeNIeNIUTh JUaMETp KIIanaHa JIETOYHOM apTepuu, MOP(OIOTHIO €ro CTBOPOK U

JaTh 3aKIIOYEHUE OTHOCUTEIBHO €r0 (PYHKIIMOHAIBHOCTH:

1) roneH anst BRIMONTHEHUS (DYHKIIUU CHCTEMHOTO KJIalaHa;

2) rojieH JJisl BBIMOTHEHUS (DYHKIIMU JIETOYHOTO KJIANaHa;

3) byHKIIMOHAIEHO HE TOJIEH;

. OLICHUTH (PYHKIIMOHAIBHOE COCTOSIHHE JIEBOTO JKETy/I0UKa U JaTh 3aKIIOYEHUE O
€ro CHUCTEeMHOW KOMIIETEHTHOCTH, OPHEHTHPYSACh Ha CJCOYyIOIINE II0Ka3aTelu: HWHICKC
KOHEYHOT'O JIMaCTOINYECKOro o0bema, (hpakiuio BeIOpOCA, MHIEKC MAacChl MUOKapla, a TaKkKe
HaIpaBJICHUE KPUBU3HBI MEXKIKEITYIOYKOBOM MEPETOPOIKH, COOTHOIIICHUE JaBICHUS

B JIEBOM U IIpaBOM Xellyoukax npu Hanuuun JIMOKII.

52



