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LleAab

3akAloueHue

BerAy pocTa MHTepeca KAMHULIUCTOB K KOPPEKLIMM KOAPKTaLLMK aOPThbl U3 CPEAMHHOM CTEPHOTOMMMU C UCMOAB30-
BaHWEM WMCKYCCTBEHHOrO KpOBOOOPALLEHUSI Y HOBOPOXAEHHBIX U TPYAHbBIX AETEW Mbl PETPOCMEKTUBHO MPOaHa-
AM3MPOBaAU COBCTBEHHBIN OMbIT PE3EKLMM KOPPEKLIMM KOAPKTaLLMKU C PaCLUMPEHHBIM aHACTOMO30M KKOHELL-B-KO-
HeLL» M3 6OKOBOro AOCTYMa C aKLLeHTOM Ha YacToTe peMHTEpPBEHLMM U AMHAMUKe POCTa MOMepeYHON Ayru aopThbl
B OTAAAEHHOM Nepuoae HabAAeHMS.

B nccaepoBaHue BKAloYeHbl 124 maumeHTa B BO3pacTe AO 3 MecC., MEpeHeclle KOPPEKLIMIO KOApKTaLLMK aopTbl
(c 2008 ro 2016 rr.). Y 43 (35%) naumeHTOB KOPPEKLMS KOAPKTaLMKU COYETAAACh C AEPEKTOM MEMKIKEAYAOUKO-
Bou neperopoaku. 49 (39,5%) naumneHTOB MMEAM rMMOMNAA3MIO MOMEpPeYHON Ayru aopThl (Z-score MeHee —2). Bce
OnepaLmu BbIMOAHEHBI C MCMOAb3OBAaHWMEM PACLUIMPEHHOIO aHACTOMO3a KKOHEL,-B-KOHELL» AOCTYMOM U3 GOKOBOM
TOPaKOTOMUU. Y NALUEHTOB C AEPEKTOM MEXKIKEAYAOHKOBOM MEPErOPOAKM CYSKUBAHUE AETOHHOWN apTEPUM MPEA-
MPUHATO OAHOMOMEHTHO. AAUTEABHOCTb MOCAEOMNEPaLIMOHHOTO HabAloaeHUs cocTaeumAa 3,6 (0,3-8,0) roaa.

locnuTaabHas AeTaAbHOCTb cocTaBuAa 1,6%. BbixXMBaeMOCTb Ha MPOTSXKEHWUM OTAAAEHHOrO MepuoAa HabAloAe-
Husa — 93,5%. PekoapkTaLms aopTbl AnarHocTuposaHa y 10 (8%) naumeHToB B cpeaHem vepes 6,5 (3,5-15,0) mec.
nocae onepaumu. BaAAOHHasi aHMOMAACTMKA 30HbI Cy)KeHUsA BbiAa 3P PeKTUBHA BO BCeX HABAIOAEHUAX U He MMeAa
OCAOXHeHUN. Mbl HabAOAaAM cTaTUCTHYecKM 3HaUMMbIM (p<0,001) pocT nonepeyHo Ayri aopThl B rpyrnne naLu-
€HTOB C UCXOAHOW MMMOMAA3UEN AYTH.

PeseKkLms KOppeKLMM KOapKTaLMK C pacllMpeHHbIM aHACTOMO30OM «KOHeLL-B-KOHeLL) M3 BOKOBOro AOCTyMa co-
MPOBOXAAETCA HU3KOM OMepaLMOHHOWN A€TAaAbHOCTbIO, OTAMMHOM BbDKMBAEMOCTbIO U HWU3KOM YaCTOTOM PenH-
TepBeHUMW. B KOropTe mMaLMeHTOB C MCXOAHOW YMEPEHHOM TMMOMAA3MEN AYTM aOPTbl B OTAAAEHHOM MepUoAe
HabAIOAEHUS OTMEYaeTCsl POCT AYrM AO HOPMaAbHbIX 3Ha4YeHMW. DHAOBACKYAsIPHas GAAAOHHAS AMAATALMSA 30HbI
MOBTOPHOTO CY>X€HWs aOpPTbl B OTAAAEHHOM MOCAEOMNEPaLMOHHOM MEpPUOAE ABASETCH BbICOKO3(PEKTUBHOU U
6e30MacHoOM NpoLLeAypoy.

BPO)KAeHHbIl/’i NOPOK CcepALa; runonAasuna nonepequv'i AYTU a0OpPTbl; KOApKTaLMA aopThl; PaCLIJMPeHHbIIa aHacTo-
MO3 KKOHEL,-B-KOHELLY
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BeepaeHue

Xupypruyeckas TeXHUKa peseKLMM KOoapKTaluu aop-

LUMPEHHbIM aHAaCTOMO30OM «KOHeL,-B-KoHeLy [3-5]. DtoT
MeToA B TedeHUe 30 AeT MOAYYMA LLMPOKOE pacrpocTpa-

Tbl (KA) 3HaunTeAbHO M3MeHMAach 32 70 AeT ¢ MOMeHTa
nepBoro onucaHus stou onepauum B 1945 r. [1, 2]. MNep-
BOHAYaAbHO OHa 3aKAIOYAAACh AMLLb B YCTPAHEHUM Cy>KEH-
HOro y4yacTKa aopThl. B cBsi3u ¢ pasBMTMEM HEOHATaAbHOM
KapAMOXMPYPr1M MOsIBUAACL HEOBXOAMMOCTb PacLUMPUTD
BO3MOXHOCTU 3TOM TEXHUKMU AASl YCTPAHEHUS BCETO KOM-
NAeKca NpoBAEM C Ayro aopTbl Y HOBOPOXAEHHbIX M MAA-
AEHLLEB, B YaCTHOCTM MpU IMMOMAA3UM AYTU A0PTbl.
MepBbIX OLLYTUMBIX YCMEXOB Ha 3TOM MyTU AOGWMAMCH
KOAAEKTUBbI, MPEAAOXKMBLLUME MeToA pesekumun KA c pac-

HeHUWe B Mupe 6Aaroaaps 3¢pdekTUBHOCTU U BesonacHOCTU
[3-8].

HecKkoAbKO Mo3Ke MOSBUAMCL MOMBITKW pelaTtb Mnpo-
6AEMbI MATOAOTMM AYTM AOPTbl Y MAAAEHLEB U APYrUMM
XUPYPrUYECKUMM METOAAMM, B HACTHOCTM C MPUMEHEHUEM
UCKYCCTBEHHOrO KpoBoobpatueHus [9, 10].

LleAbto MccAeAOBaHUS ABASIETCS aHaAU3 COBCTBEHHOrO
OMbITa MPUMEHEHUSI XMPYPIUHECKON METOAMKM PESEKLLUM
KA ¢ pacliMpeHHbIM aHaCTOMO3OM «KOHELL-B-KOHELL) U3
AEBOCTOPOHHEN TOPaKOTOMMM.

@ O) Cratba aocTynHa no anueHsumn Creative Commons Attribution 4.0.
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MeToAabl

PeTpocneKTMBHOMY aHaAM3y MOABEPrHYTbl AaHHblE UC-
Topun GoAesHM Bcex naumeHToB ¢ KA, onepupoBaHHbIX
B OTAGAEHUM KapAMOXMPYPrMM U UHTEHCMBHOM Tepanuu
BY3 «AI'KB Ne 13 um. H.®. ®uaatosa A3M» B nepuoa c
14 utoas 2008 r. no 31 Aekabps 2016 .

B TeueHue sTOro neproaa c NpUMeHeHMEM MeTOAR pe-
3ekumn KA c paclumMpeHHbIM aHACTOMO3OM KKOHeLL-B-KO-
HeL» AOCTYMOM M3 A€BOM 32AHEBOKOBOW TOPaKOTOMMMU
nposeaun onepaumio 231 naumeHTy. 13 Hux 124 yeroseka,
COCTaBMBLUME HACTOSLLYO rpynny HabAloAeHMs, GblAn B
Bo3pacTe He 6oaee 3 mec. XapaKTepuUCTMKA MALMEHTOB U
0COBGEHHOCTM aHAaTOMUM, KOTOPbIE Mbl OLLEHWUBAAM, MPEA-
CTaBAEHbI HUXKeE.

XapaKTepuCTMKa MaLMEeHTOB HA MOMEHT OrepaLum

MeamaHa BospacTa, AHen 24 (2-90)
Meavana Beca TAQ, KT | ... 3.2(0.9-5,7).
HoBoporkaeHHble, He 6oAee 28 AHen, n (%) 85 (69)
HeaoHolueHHbIe, n (%) 16 (13)
Maneumi, 0 (%), 70.36)......
CuHapoMaAbHas ¢opmMa BpOXKAEHHOTO
o 20 (16)
nopoka cepaLa, n (%)
Tepanusa npenapatamu NIE1 a0 onepauwmu, n (%) 48 (38)
MepeHeceHHbIM KapAMOTeHHbIN LOK AO 3(2.5)
NMOCTYMAEHUS B OTAEAEHME, N (%) ’
AHaToMUYeCKMM AMarHos
M3oAmMpoBaHHas KoapKTauus aopThl, n (%) 81 (65)
KoapkTauus aopTbl + AePeKT MeXKKEeAyAOHKOBOU 43 (34,6)
neperopoaku (Bcero), n (%): ’
OAMHOYHBIN AePEKT MEXIKEAYAOHKOBOMU 30 (24)
neperopoakM, n (%)
MHOXeCTBEHHbIE AEPEKTbI MEMKIKEAYAOUKOBOM 10 (8)
neperopoaku, n (%)
ABYOTTOYHbIW NPaBbil XXEAyAOUeK + cy-
6aopTaAbHbIV AeDEKT MEXOKEAYAOU- 3(24)
KOBOW Neperopoaku, n (%)
I'Mnonaasus nonepeyHou Ayru aopTbl (Bcero), 48 (39)
n (%):
Mnonaasus MPOKCUMAABHOTO 18 (38)
M AMCTAABHOTO OTAEAR, N (%):
cpeAHee 3HayeHue Z-score -3,97+0,86
MUHUMYM —4.8
MaKCUMyM -2,2
['Mnonaasns TOAbKO AUCTaAbLHOTO 30 (62)
oTAeAa, n (%):
MeaMaHa Z-score -3,37+1,26
MUHUMYM 7.1
MaKCUMYM -2,1

B nccaepoBaHMe BKAIOYEHBI MaLMEHTbI C M30AMPOBAH-
HOWM KOapKTaLMen aopTbl M KOapKTaLuen B COYETaHWUM C
AedeKTaMU MeXKIKEeAYAOUKOBOW MEPEropoOAKU MAU ABYOT-
TOYHbIM MPaBbIM XXEAYAOUKOM C MOAAOPTAAbHBIM AedeKTOM
MEXKEAYAOUYKOBOW MeperopoAku. lNMauueHTsl, Y KOTOpbIX
KA coveTaaach ¢ TpaHCMO3MLIMEN MarUCTPaAbHbIX apTEpUK,
aHomaanen Tayceur — BuHra u yHMBeHTpUKyAsipHOW remo-
AVHAMMKOW, UCKAIOYEHbI U3 aHaAmM3a. ABaALATb MaLlMEHTOB
MUMEAU CUHAPOMaAbHYIO GOPMY BPOXKAEHHOTO MOpOKa Cep-
ALLa, AaHHble KOTOPbIX MPEACTABAEHbI HUXe.

M N
CuHapom HyHaH 43,2)
CuHapom TepHepa 3(24)
CuHapom AayHa 3(24)
CuHapom Aeneumn 22q11.2 2 (1,6)
CuHapom Kodpdura — Cupuca 1(0,8)
leTepoTakcus 1(0,8)
Tpucomus 18 (cuHApoM DaBapaca) 1(0,8)
CuHapom Xoata — Opama 1(0,8)
MoszanuHas Tpucomms 8 1(0,8)
OTcyTcTBYeT MOAEKYAsipHas BepudmKaLms 3(24)

OCHOBHbIM AMarHOCTU4ECKUM METOAOM OblAa TPaHCTOPaKaAb-
Hasi 3xoKapauorpadus. AGCOAIOTHbIE YUCAOBBIE 3HAYEHMS, MO-
AY4EHHbIE MPU 3XOKAPAMOTPadUYECKUX U3MEPEHUSX, MPOAHAAM-
3MpOBaHbI C NoMolLLbto Z-score KaabkyaaTopa Boston Children’s
Hospital (http://zscore.chboston.org). B kavectBe KpuTepus
TMMOMAA3UM AYTU QOPTbl U €e OTAEAOB MPUMEHEH NOKasaTeAb Z-
score, MeHbLUMK Yem —2 [28]. Takux HabAoAeHWM Bbiro 39%.

Xupypruyeckasa TeXHMKa

Bo Bcex HabAaoaeHMsAX pesekumio KA ¢ paclumpeHHbIM
aHaCTOMO30M «KOHeL,-B-KOHEeLL» BbIMOAHSIAU AOCTYMOM
13 AeBOW 3aAHeBOKOBOW TOPaKOTOMWM MpU TeMMepaType
Teaa naupenTa 35 °C. CocyAMCTbIV 32KMM Ha Ayry aop-
Tbl HaKA2AbIBAAM TakUMM oOOpasoM, 4YTOObl He HapyWwuTb
KPOBOTOK Mo 6paxuoLiedparbHOMy CTBOAY U MOAAEPXKATb
HOPMaAbHbIN YPOBEHb CUCTOAMYECKOTO apTePUaAbHOMO
AaBAeHus. Paspes Ha BHyTpeHHel NOBEPXHOCTU AYrM aop-
Tbl BbIMOAHSIAU BMAOTb AO TOYKM MPOEKLMU YCTbsI ACBOM
obLLen COHHOM apTepun. AHACTOMO3 AYTM U HUCXOASILLLEN
AOPTbl BbIMOAHSAU OBGBUBHBIM MOAMMPOMMUAEHOBBIM LLIBOM
HuTbto 7/0 B TeueHue 19 (15-33) muH. MNpu coueTaHmm Ko-
apKTaLLMK C KPYTHbIM AePEKTOM MEX(KEAYAOUYKOBOM MNepe-
FOPOAKM B XOAE TOW >KE OMepaLm BbIMOAHSAU NPOLLEAYPY
CY>KMBaHMA AEFOYHOM apTepUM AABCAHOBOWM TECbMOW MO
¢dopmyae TopoHTo-1. Takmx HabaloAeHNM Gbino 43 (35%).
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Puc. 1. KpuBas BbXXMBaeMOCTM B OTAAAEHHOM MNepuoae HabAloAeHUs

Fig. 1. Survival curve in long-term follow-up

MocAeonepaumnoHHoe HabAIOAeHHE

AaHHble 06CAGAOBAHMA MALMEHTOB B MOCAEOMEPALUOHHOM
nepuoAe BblAM MOAyHeHbl MyTem MPOCMEKTUBHOMO 06CAeAOBa-
HUA MAM B pe3yAbTaTe aHaAu3a 6asbl AAHHBIX KATAMHECTUYECKOro
HaBAIOAEHUSI MaLIMEHTOB B OTAEAeHUU. PyTuHHOE obcaepoBaHME
BKAIOYAAO $M3UKaAbHBIN OCMOTP, B3BELLUMBAHUE, U3MEPEHHE POCTA,
PEruCTPaLIMIO apTEPUAABHOTO AQBAEHMS Ha MPaBbiX PyKe U Hore
MeToAOM KOpOTKOBa M TPaHCTOPaKaAbHYIO 3XOKapAUOrpaduio.

AOCTynHbl AASl aHaAM3a GblAM MPOTOKOAbI TPAHCTOPaKaAb-
How axokapamnorpadum 118 (95,2%) BbinMcaHHbIX M3 CTaLu-
oHapa nauueHToB. YeTeepo AeTen (3,2%) He SIBASAMCH Fpax-
AaHamn Poccuiickon Deaepaumu, U NMOCAE XUPYPru4ecKoro
AeYEeHMS CBA3b C HUMM yTpadeHa. BmecTe ¢ Tem npoaHaAusu-
POBaHbI BCE UCTOPUM BOAE3HU AETEW C PEKOpKTaLMeN aopThl,
MO NOBOAY KOTOPOW UM BbIMOAHSIAACh TPAHCAIOMMHAAbHAS GaA-
AOHHasl aHTMOMAACTMKA, @ TaK¥Ke UCTOPUM BOAE3HM AETEH C Co-
MYTCTBYIOLLMMU ACPEKTAMU MEXKIKEAYAOUKOBOW MEPEropoA-
KM, KOTOPbIM BbIMOAHSIAACb PaAMKaAbHast KOPPEKLIUS MOPOKa.

MeanaHa MocAeonepaLMoOHHOrO HaBAIOAEHWS COCTaBMAR
3,6 (0,3-8,0) roaa.

CraTucTMyecKum aHaAus

AAsi COPTUPOBKM BapUaLIMOHHBIX PSAOB MO MPU3HAKY CO-
OTBETCTBMS HOPMAaAbHOMY PacripeAEAEHMIO Mbl MCMOAb30Ba-
AV OAHOBBIGOPOUHBIN KpuTepui Koamoroposa — CMupHOBa.

AaHHble, MMeloLLMe HOPMaAbHOE pacripeAeAeHMe, NMPeACTaB-
AeHbI B BUAE CPEAHMX 3HaYeHUM + SD; He UMetoLLIe HOPMaAb-
HOrO pacrpeAeAeHUss — B BMAE MeAMaHbl BApUALMOHHOTO
PsiAQ C YKa3aHWeM MUHUMAABHOTO M MaKCUMAAbHOTO 3HA4EHMMN.
CpaBHeHM1e CpeAHNX 3HAUEHMI BbIMOAHEHO C MOMOLLBIO t-KpU-
Tepusi C MPOBEPKOW MMMOTE3bl PaBEHCTBA AUCTIEPCUI aHAAU3N-
pyeMbIX BbIGOPOK ¢ MpuMeHeHUeM KpuTepust AuBMHS. AHaAM3
BbI)XMBAEMOCTU U CBOGOAbI OT MOBTOPHbIX OMepaLiui Npose-
A€H ¢ nomoluplo MeToaa KanaaHa — Manepa. Cratuctuyecku
3HauMMbIM npuHsTo p<0,05. AaHHble 06paboTaHbl C UCMOAb30-
BaHueMm nporpammbl SPSS Statistics 21.0 (IBM Corp., 2012).

DTU4ecKMe acmeKTbl UCCACAOBAHUS COOTBETCTBYIOT MpH-
HUMNam XeAbCMHCKOW AeKAapaLii BceMMpHOWM MeAMLIMHCKOM
accoumaumu.

Pe3yAbTaTthl

HenocpeacTBeHHbIe pe3yAbTaThl

locnuTaAbHasi A€TaAbHOCTb B rpynne HabAIOAEHUs CO-
craeuaa 1,6% (n = 2). OAMH U3 NaLMEHTOB, HEAOHOLLEHHbIV
pebeHok Becom 1,54 kr, c covetaHnem KA, MHOXXeCTBEHHbIX
AeDEKTOB MEXIKEAYAOUKOBOW MEPErOPOAKM U YMEPEHHOM
TUMOMAA3UU AEBOTO YKEAYAOUKA C BbIPaXKEHHOM AMCHYHKLM-
€1, OMepUpOBaHHbIM MO BUTAAbHbIM MOKa3aHWAM, MOrMb Ha
2-e CyT. MOCAE BMELLATEAbCTBA OT OCTPOW CEPAEYHON HEAO-
CTaTOYHOCTU B CBSA3M C PA3BUTMEM TSXKEABIX HAPYLUEHUN pUT-
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Puc. 2. KpuBasi cBo60AbI OT peMHTEpPBEHLUI B OTAAAEHHOM Mepuoae HabAloAeHUS

Fig. 2. Curve of freedom from re-interventions in long-term follow-up

Ma cepaua. Y BToporo nauueHTa ¢ Tpucomuent 21, normbiue-
ro Ha 5-e nocaeonepauuoHHble cyTkM, KA TakyKe coveTarach
C AePEKTOM MEXKIKEAYAOUKOBOW MEPErOpoOAKM, a COMATH-
YECKOe COCTOSIHUE BbIAO OCAOXKHEHO BHYTPUYTPOOHBIM MH-
bULMPOBAHMEM U TANKEABIM MEPUHATAALHBIM MOBPEKAEHUEM
noyek. Hy>kHo OTMETUTb, YTO KOPPEKLIMS U3OAMPOBAHHOM
KA conpoBoxaarace 100% BbixkmeaemocTbto. CpeaHss npo-
AOAKMTEABHOCTb MCKYCCTBEHHOW BEHTUASILIUM AETKUX MOCAE
orepaLMm COCTaBMAQ 26 Y, NpebbiBaHMs B MaAaTe UHTEHCHB-
How Tepanuu — 4 cyT. Hu opAHOMY nauueHTy He noTpeboBa-
AOCb BHEMAQHOBbIX MOBTOPHbIX BMELLATEALCTB B CPOK A0 30
CyT. MOCA€ pe3eKLIMM KOapKTaL1M aOpTbl.

MpexoAsiLe OCAOXKHEHUSI paHHEro MOCAEONEPaLMOHHO-
ro nepruoAa oTMeueHbl B 2,4% HaBAIOAEHUIA:

* HEBPOAOTMYECKUI ACPULIMT C 3MU30AOM KAOHUKO-TOHM-
yeckmx cyaopor (n = 1;0,8%);

* AeBOCTOPOHHMM XnaoTopakc (n = 1; 0,8%), noaTeepx-
AEHHbI LIUTOAOTMYECKMM WUCCAEAOBAHUEM COAEPXKMMOTO
MAEBpbI;

* Mape3 AeBOro BO3BPATHOrO rOpTaHHOro Hepea (n = 1;
0,8%) ¢ KAMHUMKOWM CTPUAOPO3HOTO AbIXaHWS, MOATBEPXKAEH-
HbI pUOPOAAPUHTOCKOMMUEN.

Pe3yAbTaTbl AByX3TanHou
XUPYPru4ecKon cTpaTermm

MeaMaHa AAMTEABHOCTM MEX3TArHOro Mepuoaa Habato-
AeHus y 41 naumeHTa, BbINMCAHHOTO M3 KAMHUKM MOCAe YCT-

paHeHuss KA M Cy>XMBaHWMS AEro4HOM apTepuM, COCTaBUAA
9 (6-23) mec. B aToT nepuoa oAMH pebeHOK, MOAyYaBLUMK
30HAOBOE KOPMAEHME, MOTMbG AOMa B pe3yAbTaTe acnupaLum
YKEAYAOUHbIM COAEPYKMMBIM.

Mbl OTMETUAM CMOHTAHHOE 3aKpbITUE AEDEKTA MENIKEAY-
AOYKOBOWM neperopoaku y 5 (11,6%) nauueHToB aToM Korop-
Tbl — BTOPbIM 3TaroM YAAAMAM TECbMY C AETO4YHOTO CTBOAA Ge3
MCKYCCTBEHHOTO KpoBOOGpaLLeHHs. TpUALIATb MSTb NaLMEHTOB
NepeHecAM KOpPEKLMIO NMOPOKa BMECTe C YAAAGHUEM TECbMbl B
YCAOBMAX OBBIMHOTO MUCKYCCTBEHHOTO KPOBOOGPALLLEHUS C MO-
BEPXHOCTHOM runoTepmmen. [poAOAKUTEABHOCTb MepeKaTus
aOpTbl M MCKYCCTBEHHOTO KPOBOOOpaLLLeH!s B 3TOW rpynne co-
ctasuaa 56 (34-117) n 106 (70-174) MUH COOTBETCTBEHHO.

MeaWaHa AAUTEABHOCTM UCKYCCTBEHHOW BEHTUASALIMM A€T-
KMX MOCAE BTOPOTO 3Tarna KoppeKuuu 6biaa 22 (4-96) u, npe-
6blBaHKS B MaAaTe MHTEHCUBHOW TEparum MocAe onepaumm —
2 (1-5) cyT. Bropou stan koppekuumn conposoxaarcs 100%
BbIXXMBaeMoCTbio. ObLuas BbIXKMBAEMOCTb MPU UCMOAL3OBAHMM
ABYX3TarHOW CTpaTeruu B rpynne u3 43 naLuueHTOB C coyeTa-
HueM KA 1 cenTarbHbIx AedeKToB cocTanaa 93%.

OTAaAeHHbIe pPe3yAbTaTbl

B TeyeHue 8 AeT nmocaeonepauUoOHHOro HabAOAEHMS
BbI)KMBAEMOCTb B rpynne HabAoaeHus cocTaBuaa 93,5%
(puc. 1).

Morun6amn 8 AeTen, U3 KOTOPbIX YETBEPO UMEAU CUHAPOMAAb-
Hyto $OpMy BPOXKAEHHOTO Mopoka cepauia (cuHApombl HyHaH,
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TaﬁAMI.I,a 1 AunHamumka pocTa FVII'IOI'IAa3MPOBaHHOl"1 I'IOI'IePeLIHOl"i AYI1 A0pTbl B OTAAA€HHOM MNepuoae HabAloAEHMS

l'Mnonaasus nonepe4yHon Ayru aopThl

AO onepaumn

-3,97+0,86
-3,37+1,26

nPOKCMMaAbHOFO N AUCTAABHOIO OTAEAOB

TOABKO AMCTAaABHOTO OTAEAR

Z-score
3,6 (0,3-8,0) roaa nocae onepauum P
............................................ _0121125 <0001
0,55+1,23 <0,001

Xoata — Opama, AayHa n aereumn 22q11.2), wectepo — co-
MyTCTBYIOLME HEBPOAOTUYECKME U COMaTUYecKue 3aboAeBa-
HUA: LLepebpaAbHBIA MapaAny, SMMAENCUIO, TMAPOLLedaAbHbIN
CMHAPOM, XPOHUYECKYIO MOYEUHYIO HEAOCTATOYHOCTb (MOCAe
MEPUHATAABHOTO OCTPOrO MOBPEXAEHMS NMOYeK), 6oae3Hb [Mp-
LUMPYHra U aTPE3UIO ABEHAALLATUNEPCTHOW KULLIKW, KOPPUrMpO-
BaHHYIO XMPYPru4ecku. AeTaAbHbIM UCXOA BblA comnpsikeH AMbo
C PasBUTUEM UHPEKLIMOHHBIX OCAOXHEHWI MPU rOCMMUTaAM3A-
LMK B APyrve CTaLoHapbl ropoaa Mocksbl, AMOO OblA pesyAb-
TaTOM AEKOMIEHCALIUM COMyTCTBYIOLLMX 3260AEBAHMM.

CB0b60Aa OT MHTEPBEHLMI MO NMOBOAY PEKOAPKTaLMK a0p-
Thl Ha MPOTAXeHUM 8 AeT MOCAeOMepaLMOHHOTO Habaloae-
Hus cocTasuaa 92% (puc. 2). Y 10 (8%) nauueHTOB B cpeaHeM
yepes 6,5 (3,5-15,0) mec. nocae onepauum AmarHocTMpoBa-
HO Cy>KeHWe AYrM aopTbl CO CPEAHMM FPaAMEHTOM CUCTO-
AVMHYECKOTO AQBAEHMS, MOAYHYeHHbIM MeToaom KopoTkoea,
42 (21-70) mm pT. cT. M3 HUX y 5 AeTelt MCXOAHO AMArHOCTU-
POBaHa rMMorAasnsi AMCTAAbHOM YacTW MOMEPEYHON AYTU aop-
Tl ¢ Z-score —4,0 (o1 —4,7 o0 -3,3)

BceM naumeHTaM C MOBTOPHBIM Cy)>X€HWUEM aOpTbl BbIMOA-
HeHa GaAAOHHas aHTMOMAACTMKA 30HbI AHACTOMO3a «AYyra —
HUcxoaswWwas aoptay. CpeAHMM TPaAMeHT AABAEHMs, 3ape-
TMCTPUPOBaHHbIN MPU KaTeTepu3aLMn aOpTbl AO MPOLLEAYPbI,
coctaBuA 37,0£3,8 MM pT. CT.; MOCA€ BbINOAHEHUS HAAAOHHOM
amaataumm — 8,211,4 mm pr. cT., p = 0,03. OcroxkHeHUM He
oTmeyeHo. Ha npotskenmnn 3,5 (0,7-7,5) roaa katamHesa B
3TOW KOTOpTe MaLlMEHTOB CPEAHUI TPAAMEHT MEXAY AYrou U
HUCXOASILLLEN A0PTOM, 3aPpUKCUPOBAHHBIN C MOMOLLLBIO TPaHC-
TOpaKaAbHOW 3X0oKapAuorpadum, coctasua 15,2+3,3 mm pr. cT.

B rpynne maumMeHTOB C MCXOAHOM TMMOMAA3MEN AYTU
A0pThbl Mbl 3apUKCUPOBAAM CTATUCTUHECKM 3HAYUMBIM POCT
AnameTpa nonepeyHou Ayru cnyctsa 3,6 (0,3-8,0) roaa
MOCAE CO3AQHMS PACLUMPEHHOTO aHACTOMO3a KKOHELL-B-KO-
Hewy (Taba. 1).

OG6cykpeHue

K HacTosllemMy MOMEHTY OMMUCAHO HECKOABKO XMPYp-
rMYeckMX METOAMK Koppekuun KA. DTo 1 npocton aHac-
TOMO3 «KOHeLL-B-KoHeLy [1, 2], ucTMonAacTuKa no Baaba-
xayseHy [12, 13], peseKuus C peBEpCMBHOM MAACTUKOM
AOCKYTOM AEBOM MOAKAIOUMYHOW apTepum [14], 6arroHHas
AMAaTaumsa 30HbI cyxkeHus [15, 16], a Takke MeToaMKa
KOPPEKLMM KOApPKTaLMK aOpThbl B YCAOBUAX LIUPKYASTOP-
HOro apecTa MAU CEAEKTUBHOW LiepebpaAbHOW nepdysun
AOCTYMNOM Yepes cpeAUHHYto cTepHoTomMuto [9, 10].

MeTtoa pesekuun KA c paclumMpeHHbIM aHaCTOMO30OM
«KOHeLL-B-KOHeL» 13 BOKOBOro AOCTYMa Mbl MPUMEHSIEM
Ha npoTsxkeHun 10 AeT. B npoBeaeHHOM MccaepOBaHMU
Mbl MPOAEMOHCTPUPOBAAM, YTO PE3EKLMSA KOAPKTaLLMM
AOpTbl C PaCLUMPEHHbIM aHACTOMO3OM KKOHELL-B-KOHEeLL
AOCTYrNoM 13 GOKOBOM TOPaKOTOMUM COMPOBOXKAAETCS
HWM3KOW OMepaLMOHHON AeTaAbHOCTbIO (1,6%), OTAMYHOM
OTA2AEHHOW BbXXMBaeMocTbio (93,5%) 1 HM3Kom yacToTOM
pevHTepBeHLUMM (8%).

Psia aBTOpPOB Tak)Ke OTAQIOT MPEANOYTEHME pe3eKLLMU
KA 13 60KoBOro AOCTyna C pacLluMpeHHbIM aHACTOMO30M
«KOHEL|-B-KOHEL), CYMUTas NMPEUMYLLECTBOM AAHHOMO Me-
TOA2 BO3MOXHOCTb MOAHOM Pe3eKLMKN BCEM 30HbI KOApK-

Ta6/mu.a 2 MeTtaaHaAu3 PE€3YAbTAaTOB pE€3€KUUN KOapKTaLlMKU aOpPTbl C UCMNOAB3OBAHUEM PaCLUMPEHHOIO aHAaCTOMO3a KKOHELL,-B-KOHELL»

KoaaekTuBbI ABTOpOB BO3P3.CT naumneHToB

J.A. Van Son u coasr., 1997 [17] <1 mec.
C.L. Backer u coaer., 1998 [18] <6 Mmec.
A.E. Wood u coasT., 2004 [19] <1 roaa
G.E. Wright u coast., 2005 [20] <1 roaa
J.D. Thomson u coasr., 2006 [21] <1 roaa
CobcTBeHHble AaHHble <3 mec.

Koanvecteo OnepauyoHHas PekoapkTauus
MauMenTos,n ACTaALHOCTB, N (%) aopten, n (%)
25 0 (0) 1(4)
55 1(2) 2 (4)
181 1(0,5) 4(2,2)
83 2(2) 4(5)
191 9 (5) 7 (42)

124 2(1,6) 10 (8)
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Puc. 3. ECHSA Congenital Database: cBeaeHus o 4 277 onepauusax pe3eKLM KOapKTaLMK aOpTbl C PacLIMPEHHbIM aHACTOMO30OM

«KOHeL,-B-KOHeL»

CFP)’HI‘IMPOBaHbI MO roCrnTaAamMm, NpeAoCTaBUBLLUMM AaHHbIe. KpaCHbIM o603HaueHbl COBCTBEHHbIE pe3yAbTaTbl

Fig. 3. ECHSA Congenital Database: data on 4,277 operations for aorta coarctation resection with extended “end-to-end” anastomosis.

Data are grouped by hospital and ranked by volume of operations (X-axis) and 3-day mortality (Y-axis). Red arrow presents our own results

TaLMK C MaKCUMAAbHbBIM MCCEYEHUEM AYKTAAbHOWM TKaHW U
¢$OpMUpPOBaHME LIMPOKOrO aHACTOMO3a AYTM M HUCXOAS-
LLEeW aopThbl, CO3AAIOLLETO BO3MOXKHOCTb AASl POCTa AYTU.
MMy, Kak 1 B HacToslen paboTe, oTMeYeHa HMU3Kas Yac-
TOTa HeOAAronpuATHBIX MCXOAOB U peKoapKaTLmK (TabA.
2), yTo XapakTepusyeT 6e3onacHocTb U 3$PeKTUBHOCTD
aToro metoaa [6-8].

Eeponevickas no-
POKOB cepalLa (aHrA. Heart
Surgeons Association, ECHSA Congenital Database;
echsacongenitaldb.org) coaAepXXWUT cBepaeHMs O He-
MOCPEACTBEHHBIX pe3yAbTaTax 4 277 onepauui peseKkLmm
KOapKTaLMK aOPTbl C PacLUMPEHHbIM aHACTOMO3OM KO-

6asza AaHHbIX

European Congenital

BPOXAEHHbIX

HeL|-B-KOHeLL», MPOBEAEHHbIX B EBPOMENUCKMX FOCMUTAAAX
HOBOPO’KAEHHBIM U AETAM MEpPBOro roAa >KM3HU C U30-
ampoBaHHoM KA u couvetaHnem KA u pedekta MexxrkeAy-
AouKoBow neperopoaku ¢ 1999 r. no HacTosiee Bpems.
padmK BbIMOAHEH C UCMOAB30OBaHUEM PUABTPOB U UHCTPY-
MeHTOB 6a3bl AaHHbIX (puc. 3). YuuTbiBas TOT $akT, YTO
oTaeAeHue npeaoctaeaseT B ECHSA Congenital Database
CBEAEHMSI O BbIMOAHEHHbIX OMepauusX Ha PeryAspHoM

OCHOBE, Mbl MOXXEM KOHCTaTUpOBaTb, YTO 06beM BMelLLa-
TEAbCTB MPEBbLILLIAET CPEAHIOIO BEAMUUHY C AETaABHOCTBIO
HUXXe cpeaHen B rocrnutaasx Eeporbl, yyacTsylowmx B
AaHHOM NpoekTe.

Ao 75% nauuneHTOB, Hy>KAatoLMXCs B ycTpaHeHnn KA,
MMEIOT HEKOTOPYIO CTEMeHb r’MnonAasmu ayru [3, 6, 7, 22].
Y HOBOPOXAEHHbIX AETEN KOApKTaLMs aOpThbl Yalle, YeM
B APYrMX BO3PaCTHbIX PyMMax, COMETAeTCsl C rUronAasmen
AYTU Pa3AUHHOW CTEMEHU BbIPaXKEHHOCTU, KOTOPasi MOXET
¢$opMUpOBaTbCSA BCAGACTBME OrpaHMYeHUs MPSIMOro Kpo-
BOTOKaA MO Ayre, B TOM YMCAE BMECTE C APYTMMU BHYTPU-
cepaeyHbiMU AedekTamu [23]. AocTaTOYHO U3yYeHbl crno-
COBHOCTM pOCTa MMMOMAACTUYHOWN AYTH, B TOM YMCAE MPU
ycTpaHeHun KA nyTem pesekumu U CO3AaHUS pacLUMpeEH-
Horo aHacTomosa u3 6okoBoro aoctyna [7, 24-26]. As-
TOpbl MPOAEMOHCTPUPOBAAU, YTO AQXKE TMMOMAACTUYHAS
Ayra apanTupyeTcs K BO3pocLiemMy 0bbeMy KPOBOTOKA, YTO
COMPOBOXKAAETCS €€ OTHYETAUBLIM pocToMm [27, 28].

J.Y. Liu c KoAreramm cumTaloT, YTO HEO6XOAUMO OLLEHM-
BaTb POCT MPOKCMMAABHOM M AMCTAAbHOWU AYTU OTAEABHO,
TaK KakK AWMCTaAbHasi Ayra AEMOHCTpUpyeT Goaee ycTow-
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YMBBLIK POCT, YeM npokcmumaabHas [11]. B HacToswem uc-
CAEAOBaHMM, OAHAKO, MPOAEMOHCTPUPOBAH AAEKBaTHbIN
POCT MMMOMAACTUYHOWN AYTM AOPTbI KaK B MPOKCUMAAbHOM,
TaK U B AUCTAAbHOM OTAEAAX MOMepevyHON Ayrm aopTbl. Mbl
MOAaraem, 4To 3TU AQHHbIE MO3BOASIOT AASl AOCTMXKEHUS
MOAOXMUTEABHbBIX PE3yAbTATOB BO MHOTMX HaBAIOAEHUAX
usbexaTb OMepaumm C UCKYCCTBEHHbIM KpoBoOOpallie-
HUEM B MEPUOAE HOBOPOXKAEHHOCTU, KOTOPbIE MOTYT CO-
MPOBOXKAATHCS CEPbE3HBIMU OCAOKHEHWUSMU CO CTOPOHDI
LLeHTPaAbHOW HEPBHOW CUCTEMbI, CHUXKAIOLLMMM Ka4yecTBO
M3HU B LLeAOM [29-32]. V naLueHTOB ¢ BbIpaXKeHHOW M-
MorAasnen BCey NornepevHou Ayrm aopThbl Npu Z-score Me-
Hee —6 BOMpoc 06 ONTUMaAbHOM criocobe XUpYpruyeckomn
KOPPEKLMM AOAXKEH peLuaTbcs MHAMBUAYaAbHO [33].

CpeAM OCAOXKHEHUI NPEACTABAEHHOTO METOAA XMPYPrivec-
Kou koppekuun KA B paHHEM MocAeonepaLlMOHHOM MepuoAe
ornucaHbl KpOBOTEYEHME, Mape3 BO3BPATHOTO HEPBa, CEMCuc,
AETOYHbIN TMMEPTEH3MOHHbIN KPK3, XMAOTOPAKC, HEBPOAOTMYEC-
Kue cobbiTUs B BUAE CYAOPOXHOTO cuHApoMa [8]. Hamu 6bia
OTMeYEH HE3HAYUTEAbHbIV MPOLEHT (2,4%) nocaeonepaLmoH-
HbIX OCAOXKHEHWW, YTO TaKKe MO3UTUBHO XapaKTepu3yeT 3Ty
XUPYPIUYECKYIO TEXHUKY.

PekoapKTaLMsi 2OpTbl IBASIETCS CaMbIM PacrpOCTPaHEHHbIM
OCAOXHEHUEM OTAAAEHHOTO MepUoAa HABAIOAEHMS MOCAE XU-
pyprudeckou koppekuuu KA. o AaHHBIM AMTepaTypbl, peKo-
apKTauus aopTbl BO3HMKaeT y 4—19% nauueHTOB nocAe onepa-
LMK B nepuoae Maaaendectsa [11, 17, 21]. MpuunHbl paseutus
3TOrO OCAOXKHEHMSI A0 KOHLA He BbisiCHeHbl. MccaepoBaTeAn
noAaratoT, 4to 6oAee YacToe BO3HMKHOBEHME MOBTOPHOIO
Cy>KEHMsi MPOCBETa AOPTbl MOXET ObiTb CBA3aHO C BbICOKUM
MCXOAHBIM FPAAMEHTOM CUCTOAMYECKOTO apTEPUAAbHOTO AQB-
AeHUSA, AeDEKTaMU XUPYPTUHECKON TEXHUKM, HAAUYUEM PE3UAY-
aAbHOW AYKTaAbHOM TKaHW B MPOCBETE aOPThbl MAW MpOAMdepa-
unen HeomHTumbl [11, 21, 34]. Ha BO3HMKHOBEHME NOBTOPHOTO
CYXKEHMS TaKxKe, 6e3yCAOBHO, MOTYT BAMSITb UCXOAHAsH aHATO-
MWS C TUMOMAA3MEN AYrM, CTEMEHb ee BbIpaXKEHHOCTU U Mpo-
TSXKEHHOCTH, BapUaHTbl XMPYPIUYECKOU TEXHWUKU KOPPEKLIMM
[6, 34]. Hauboabluas YacToTa BOSHUKHOBEHUS| PEKOAPKTaLLMK
a0pTbl HABAIOAQETCS Y AETEM, ONEPUPOBAHHbBIX B BO3pacTe A0 1
roAa, NMp1YeM He3aBUCMMO OT BapMaHTa XMPYPrUYECKOM TeXHU-
Ku [35, 36]. AHaAM3MpYs 4acTOTY MOBTOPHOIO CY>KEHMUsl aOpThl
nocae pesekumnn KA 13 60KoBoro AocTyna, Mbl OTMETUAM HEBbI-
COKYIO 4aCTOTY 3TOrO OCAOXKHEHMS, YTO COMOCTABUMO C AaHHbI-
MU ApYrux uccaepoBatesen [18-21, 33] (Taba. 2).

lMpy aHaAM3e BAAAOHHOM aHTMOMAACTUKM 30HbI MOBTOPHOrO
CY’KEHWS 20pTbl B OTAAAGHHOM MOCAEONEPALMOHHOM MEPUOAE
Mbl, KaK U APyrue MCCAEAOBATEAM, OTMETMAM BbICOKYIO 3 deK-
TUBHOCTb M TEXHUYECKYIO MPOCTOTY MPU YCTPaHEHUM PeKOapK-
Taumu aopThl [20, 37].

Y NaLMeHTOB ¢ KOapKTauMen U ACPEKTOM MEXKIKEAYAOUKO-
BOM MEPEropoAKM ABYXITarHas XMpyprudeckas cTpaterus Tak-
K€ COMPOBOXAAACh OTAMYHBIMU KAMHUYECKUMU PE3YAbTATaMM
B MPEACTaBAEHHOW MOMYASILMM MALMEHTOB. DTa CTpaTerus nos-
BOAMAQ Ham M3bexaTb onepaLim ¢ MCKYCCTBEHHBIM KpOBOOGpa-
LLLeHMEM B MEpPUOAE HOBOPOXKAEHHOCTU U AdAa BOSMOXHOCTb
MaLMeHTaM C COMyTCTBYIOLLEN MEePUHATAALHOW, HEBPOAOTUYEC-
KOW 1 COMaTU4ECKOM MaTOAOTMEN MEXAY ABYMS XUPYPrUYecKu-
MM BMELLIATEABCTBAMU AOCTUYb YCTOMYMBOM KOMMEHCALWK, YTO,
€CTb OCHOBAHWS MOAAraTh, YAYULUMAO Pe3yAbTaTbl XUPYpPruyec-
KOro AeyeHMs.

OrpaHunyeHus

MccaepoBaHME OrpaHMYEHO PETPOCMEKTMBHBIM XapaKTe-
POM U BbIGOPKOW M3yyaeMbIX MaLMeHTOB. XapaKTepuUCTHKa
pesyAbTaToB pesekuun KA c pacluiMpeHHbIM aHaCTOMO30OM
«KOHeLl-B-KOHeL» AaHa B CPEAHEOTAAAEHHOM MepuoAe Ha-
GAIOAEHMS, NPU 3TOM aHATOMMYECKME XapPaKTEPUCTUKM aHa-
AM3MPOBaHbl C UCMOAb30BaHMEM TOABKO TPaHCTOPAaKaAbHOM
axoKapauorpapumn. CeeaAeHUS, MOAyYEHHbIE C MOMOLLbIO
aHrMorpadum U MarHUTHO-PE3OHAHCHOW TOMOrpaduu B STOM
rpynne MauyeHTOB, MOFyT CMOCOBCTBOBATb AAABHEMLLEMY Ae-
TaAbHOMY M3Y4YEHMIO PE3yAbTATOB METOAA.

M3yueHne oTAaAeHHbIX pe3yAbTaToB ycTpaHeHus KA ¢
MPUMEHeH/NEM MeTOAR Pe3eKLIMM C PacLUMPeHHbIM aHaCTOMO-
30M KKOHELL-B-KOHELL) SIBASIETCS MPOCMEKTUBHBIM MPOLLECCOM,
Mbl MPOAOAXMM MX aHaAM3, B TOM YUCAE C aKLLEEHTOM Ha Mo-
TEHLMAAbHBIM PUCK apTEPUAABHOW TUMEPTEH3UM, OCOBEHHO B
rpynmne AeTen C MICXOAHOM TMMOMAA3Men NOMepeYHoOn Ayru U
MaLMEeHTOB C MOBTOPHbIMU Cy>KEHUAMU A0PThl.

3aKkAloueHue

Pesekumsa KA ¢ pacluMpeHHbIM aHACTOMO30OM «KOHeLL-
B-KOHeLL» M3 BOKOBOro AOCTyrMa COMPOBOXAAETCSA HU3KOM
OnepaLMOHHON AeTaAbHOCTbIO, OTAUYHOW BbIXXMBaeMOC-
TbIO M HM3KOM YAaCTOTOWN PEUHTEPBEHLIMM B TedeHUe 8 AeT
rnocaeonepaLMoHHoro HabatoaeHus. B koropte nauuen-
TOB C MCXOAHOW FMMOMAA3MEN MOMEPeYHON AYru aopThl
OTMeYeH POCT AYrM AO HOPMaAbHbIX 3HaYeHUM. DHAOBAC-
KyAsipHast GaAAOHHas AMAATALLMSA 30HbI MOBTOPHOTO CyXe-
HWS aOpTbl B OTAAAEHHOM MOCAEONEPaLMOHHOM Mepuoae
sBaseTcs 3pPeKTUBHON 1 6e30MacHON NPOLLEAYPOU.

®uHaHcupoBaHHe

MccaepoBaHMe He MMeAO CI'IOHCOPCKOl;i NMOAAEPXKU.

KoH}AnKT MHTepecos

ABTOpbI 3a9BASIIOT 06 OTCYTCTBUM KOHPAMKTA MHTEPECOB.
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Coarctation repair through left thoracotomy in neonates and infants

Maria M. Belyaeva, Vladimir N. llyin, Oleg Yu. Kornoukhov, Yury Yu. Kornoukhov, Oxana I. Kalinina
Filatov Children’s Hospital, Moscow, Russian Federation
Corresponding author. Oleg Yu. Kornoukhov, okgreat@mail.ru

Aim. A growing interest in the use of sternotomy and perfusion for repair of aortic coarctation in neonates and infants has enabled us to retrospectively review
our own experience in this practice. Our purpose was to determine the efficacy of coarctation repair with extended end-to-end anastomosis through left
thoracotomy focusing on a re-intervention rate and dynamics of transverse aortic arch growth during long-term follow-up.

Methods. One hundred and twenty-four patients under 3 months old who underwent coarctation repair (between 2008 and 2016) were enrolled in this study.
In 43 patients (35%), aorta coarctation was combined with ventricular septal defect, 49 patients (39.5%) had transversal aortic arch hypoplasia (Z-score less than
—2). All operations were carried out by using extended “end-to-end” anastomosis technique via thoracotomy. In patients with concomitant ventricular septal
defect, PA-banding was performed simultaneously. Overall follow-up was 3.6 (0.3—-8.0) years.

Results. Early mortality was 1.6%. Late survival rate was 93.5%. Recurrent aortic arch obstruction was revealed in 10 (8%) patients, on the average, in 6.5
(3.5-15) months after coarctation repair. Management of re-stenosis with balloon aortoplasty was effective in all cases and had no complications. A statistically
significant growth (p<0.001) of the transverse aortic arch was observed in those patients who had hypoplasia of the arch before surgery.

Conclusion. Repair of coarctation of the aorta by resection and extended “end-to-end” anastomosis via thoracotomy without perfusion has low operative
mortality, an excellent survival rate and a reduced rate of balloon re-intervention. Patients with baseline moderate transverse aortic arch hypoplasia demonstrate
a growth of the aorta up to normal values in long-term follow-up. Endovascular balloon dilatation of aortic re-coarctation zone during long-term follow-up is an
effective and safe procedure.

Keywords: aortic arch hypoplasia; coarctation of the aorta; congenital heart disease; extended end-to-end anastomosis; left thoracotomy
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