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OCHOBHBIE ITOA0KEeHUSI

/ledeHrie aHOMaAVy DOIITeVHa SBASIETCA CAOXKHOI 3aJadeli, B pellleHN KOTOPOil MPUMEeHseTCs UH-
AVIBUAYAABHBIN IIOAX0Z, K Ka’KAOMY IaljMeHTy. ACUMIITOMHBIE ITalJeHThl MOTYT IIOAy4YaTh KOHCepBaTUB-
HOYIO TepaIlnio, TOTAa Kak IallieHThl, Y KOTOPBLIX HaDAI04aeTcs cepAedHasl He40CTaTOYHOCTh, HapyIIIeH s
pUTMa, IMaHO3, BEIpa’keHHas KapAroMeraans TpeOyIOT XUpypIriudyeckoro BMenarTeabcrsa. LleaecoodbpasHo
BBIIIOAHEHNE I11aCTUYeCKON KOPPEeKIMHY, B YJaCTHOCTU KOHYCHOM PEeKOHCTPYKIMI TPUKYCIINAAABHOTO KAa-
I1aHa, y IaleHToB 004ee MAaAlllero Bo3pacra i Aa’ke Y aCMMIITOMHBIX ITaITeHTOB C 11eAbI0 POPUAaKTH-
KM TSIKeABIX OCA0KHEHMII eCTeCTBeHHOTO TeueHNsI 3a00.1eBaHs.

Pe3rome

Anomaans D6mreiiHa (AD) sABAsETC KOMILAEKCHBIM BPOKAEHHBIM IIOPOKOM CepAIia C Pa3ANYHOIN BBI-
Pa’keHHOCTBIO aHATOMIYECKUX I3MEHEHUI OT MATKMX O€CCUMIITOMHBIX (pOpM 40 KpaitHuX GopM ¢ PyHK-
LIMIOHAABHOM aTpe3ueil AerouHoi aprepun. IIpyn sTom maromopdoaormaeckne n3MeHeHsl 3aTParnBaioT
KaK IIpaBble, TaK 1 AeBble OTAeAbl cepalia. DTO BhI3bIBaeT pasHOOOpPa3Hble KAMHIYECKNe IIPOsBAEHIS IIOPO-
Ka 11 00yCA0BAMBaEeT IpUMeHeHIe Pa3ANYHbIX TAKTUUECKMX TOAX0A0B K Ae4eHNIO MallieHToB ¢ AD, 0 ueM
CBIAETEeALCTBYeT 0oaee yeM 70-A€THMII OIIBIT ITIOMCKOB ONTMMAa/ABHOTO MeToJa AedeHus nopoka. Koncep-
BaTUBHOE /J€YeHIe ITarueHToB ¢ AD Maa09PPeKTNBHO. AAbTepHATUBBI XUPYPINMIECKOMY A€UY€HUIO HET, U
HaMAYYIINM CIIOCOOOM SIBASIETCS YCTaHOBAEHIE ABYXKeAyAOUKOBOV HUPKYASIIUN IIyTeM aHaTOMUIECKO
KOppeKumyu. AHaAu3 IPUMEeHsIeMBIX MeTOAOB OIlepaTUBHBIX BMeIIaTeAbCTB II03BOASIET CcAeAaThb BBIBOJ, O
TOM, 4TO HanboJee IepCIeKTUBHBIM METOAOM B HACTOsIIIee BPeMs ABAAETCS «KOHYCHasl» PEKOHCTPYKIIVL
TpukycnnugaabHoro kaamnada (TK). OHa MoXeT yCIeInHo IpUMeHAThC y MallieHTOB AI000T0 BO3pacTa,
Ja’ke y HOBOPOKAeHHEIX. boabIToe 3HaueHNe 1MeeT IposejeHne 400MepariOHHbIX MCCAeA0BaHIIT Hapy-
IIIeHNII pUTMa AAs UCKAIOUeHUs coueTaHns cuHapoma Boanda-Tlapkuncona-Yaiita u AD. YkazaHa He0O-
XOAUMOCTD A10O0 YCTpaHeHNs AOTIOAHNUTEABHBIX ITyTell ITPOBeAeHNsT 40 XUPYPTIUIecKoll KoppeKInu, 1100
0/HOMOMEHTHas KOPPeKIINsl 00enx 1maToA0ImIA.
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Central Message

Treatment for Ebstein anomaly must be individualized since the broad spectrum of presentations does
not allow for a standardized approach. Asymptomatic patients can receive conservative therapy, while
patients present with heart failure, arrhythmias, cyanosis, or severe cardiomegaly require individual
surgical treatment. Surgical repair, in particular the cone reconstruction of the tricuspid valve, should be
considered in younger patients and in asymptomatic patients to prevent severe complications.

Abstract

Ebstein's anomaly is a complex congenital anomaly with a broad anatomic spectrum from mild forms in

asymptomatic patients to severe pulmonary atresia. Both, right and left heart chambers, are affected. This
causes a variety of clinical manifestations and determines the use of different surgical approaches to treat
patients with Ebstein's anomaly. Considering 70-years’ experience of treating this group of patients, there is
no any universal approach. Conservative treatment of patients with Ebstein's anomaly has shown its poor
effectiveness. There is no any other option than surgical treatment, and the establishment of biventricular
circulation through surgical repair is considered as a method of choice. The comparative analysis of different
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surgical approaches that are currently used in the routine clinical practice allows concluding that the most
promising method is the cone reconstruction of the tricuspid valve. It can be successfully used in patients of

any age, even in newborns. Preoperative management and timely diagnosis of heart rhythm disturbances,
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including Wolff-Parkinson-White syndrome, are of great importance. The need for either interruption of
multiple accessory conduction before surgical repair or concomitant treatment should be considered.
Keywords: Ebstein's anomaly ® morphogenesis ® genetics ® conservative treatment ® surgical treatment

surgical repair ® cone reconstruction of the tricuspid valve ® WPW syndrome
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Cnmcok cokparnieHmin

AD — anomaaus DO1rrernHa AIDKC - gomoaHuTeAbHBIE IIYTU K€AYA0YKOBOTO

BITHIII" - 640Kaja mmpaBoit HOXKKH ITyuka I'ca
BAKIIA — BepxHmii AByHaIlpaB/A€HHBI KaBaIlyAb-
MOHaABHBIN aHAaCTOMO3

BIIC - BpoxaeHHBIE TTOPOKU cepalia

BIIY cuagpom - cunapom Boasda-Ilapkuncona-
VYarita

BBeaenue

Briepsrle aHOMaaAmst TpUKyCIMUAaABHOTO KJAarla-
Ha (TK) n npasoro >xeayaouka (IDK) 6s11a omnca-
Ha mpodeccopoM I'OTTMMIEHCKOTO yHMBepcuTeTa
Buasreasmom Domrerinom (1836-1912), xoTophIit
B 1866 roay mpoussea u ommcaa BCKpbiTue 19-tm
AeTHero IalyeHTa, HaxOAMBIIEerocs B TAyOOKOM
LIaHO3€e U yMepIllero oT AeKOMIIeHCaIluM cepaed-
Hol gearteapHocTy [1]. Ilepsoe ommcaHue mopoka
B aHIAOS3BIYHON AUTepaType IpuHaslexxut Mac
Callum n 6p110 caeaano aump B 1900 r. Tepmun
«AHOMaausa DOITeliHa» BIlepBble ObLA HpeAao-
>xeH Arnstein B 1927 roay [2] n ucrioan3osaH Yater

COeAVHEeHsI
/XK — 2eBblit >KeayA0ueK

IDK- mpaBb1ii skeaya04dex

TK - TpuKycnmnaaabHbIN KAallaH

OKI - saexTpoKkapauorpaMmma

DDU - naexTpoPpnU3N010THUECKOe UCCAeA0BaHIe

u Shapiro B 1x 0030pHOI1 paboTe, OIy0AMKOBaHHOII
B 1937 r. u ontuceiBasment 17 narimenTos [3]. Mccae-
AoBaTeAl TOTO BpeMeHM 3aKAI0unAn: «/uarnocrtu-
posath aHOMaamio DOmTeliHa (AD) HIpM KUHU
HeBO3MOXHO». Oanako B 1949 r. Tournaire et al. u
Van Lingen u Soloff B 1951 r. rmocrasmam AaHHBIN
AMaTHO3 IPU >KU3HM, MCIOAB3Ysl KaTeTepusallio
cepana u anruorpaduio [4, 5].

EcTrecTBeHHOE TeueHMe IOPOKa 3aBUCUT OT CTe-
ne’n BeipaskeHHocTu natoaoruu IDK u TK. B cay-
yae yMEepPEeHHOIO CMeIIeHNs CTBOPOK 1 HeBbIpaskKeH-
HOI peryprurtanuy, HalMeHThl MOTYT OCTaBaThCs
OeccuMnOTOMHBIMU BechbMa A0aro. OaHako 00ab-




Ilopoxos C. E. un ap.

IIMHCTBO HAI[MeHTOB TpeOyeT AedeHus B TedeHle
nepsbix 10 2eT >KusHU. MeaukaMeHTO3HAas Teparis
npu3HaHa Maa09(PQPEeKTUBHON ¥ IPUMEHSeTCI B
OCHOBHOM B KayecTBe ITI0ATOTOBKM K OIIepaTHBHOMY
AedeHnio. /aapHenInas MCTOPUsS PasBUTUA JAede-
HISI IAIIMEeHTOB C aHoMaAauen AD cBs3aHa C IIOMC-
KOM OITMMAa/ABHOTO CIIOCO0a XMPYPIUIecKON KOp-
pexunu [5-12].

Mop¢oaorusa

ITpu AD namenenms saTparnsaioT He Toabko TK,
HO U IIpaBble U AeBble OTAeAbl cepArra. OCHOBHBIMU
MOP(POAOTMIECKUMI ITPOSBAEHVSIMI ITOPOKa SBAA-
IOTCS:

1) cpamenne ctsopok TK ¢ ¢pubposHbIM KOAB-
nom TK u muokapgom IDK (Hapymenue ageaamn-
HallMI CTBOPOK IIPaBOTO aTPMOBEHTPUKYASPHOTO
KJallaHa B ®MOp1oreHese);

2) cmemenne crBopok TK or mcrmaHOTO Qu-
6posHoro koasia TK k sepxymike IDK;

3) amaaranus ydactka I DK MesXay MCTUHHBIM 1
¢ynkumonaapasM Koabtamu TK (aTpmaamsosan-
Has gyacts [ DK);

4) cpamenne kpas nepeaneit crsopku TK ¢ Hu-
JKeAeXKallMM HalMAASPHBIMI  MBIIIIIAMU  UAU
mrnokapaom IDK ¢ nan 6e3 dpenecrparmii;

5) AmaaTtanusa MCTMHHOTO (PUOPO3HOTO KOABIla
TK;

6) mumonatust IDK ¢ mcroHueHmeMm ero CreHOK,
yMeHbBIIIeHeM KOAM4YecTBa MIOKapAMaABHBLIX BO-
A0KOH [13].

IIpn AD u arpmaamsuposaHHas, U QYHKIINO-
HaapHasA 4acTth IDK mmeroT MeHblllee KOAMYECTBO
MBIIIIEYHBIX BOAOKOH. TakuM oOpaszoM, gmaaTariys
obenx gacrert IDK sABasteTcs pesyabTaToM BpOKA€eH-
HOJI aHOMaANM Pa3BUTHUs, a He TeMOANHaMIIeCKIX
namenennii [14]. Ilpasoe npeacepane guaatuposa-
HO, MeXIIpeJcepAHoe COODIIeHne MpUCyTCTBYeT Y
HoapmuHcTBa nanyenTos [15]. Caeayer orMeTuTs,
9YTO MaKCMMa/bHOe JICTOHJeHMe MIOKapJa aTpua-
AM30BAaHHOMN YacTy IIPaBOTO >KeAyAodKa ITPOMCXO-
AUT B 30He IIAOTHOTO CpaIlleHMsI TKaHM CTBOPOK C
9HAOKap40M. MOXHO IPeAIT0A0XKIUTh, YTO MIMEHHO
III0THOE CpalljeHyne TKaHM CTBOPOK C DHAOKapAOM
HapyIllaeT eCTeCTBEeHHBINI IIpollecc KapAyoreHesa
B ®MOpnonaarHOM mepuoge. Ilocae orcemapossi-
BaHIA TKaHU CTBOPOK y TaKMX ITaIlVIeHTOB CTeHKa
IIPaBOTO >KeAyA04uKa IIpeAcTaBAseT coboil (paxTirde-
CKUI1 yyacTok pudposa ¢ SIMUKAPAOM.

B 1988 r. A. Carpenter npeaaoxuna xaaccudu-
Kanuio AD, KoTopasd HamboJee ITOAHO OTpakaeT
aHaTOMIYeCKNe BapMaHTHl IIOPOKa B 3aBMICUMOCTU
OT IIpeAII0AaraeMoro CIIocoda XMpypTIUIecKo Kop-
pexunu [11]:

1. Tunx A - yaosaetrsoputeanHsiir oovem DK,

2. Tun B — noasmeknas nepeansis crsopka TK c
00AbIIIMM aTpuaan3oBaHHBEIM KoMItoHeHTOM I DK,

3. Tunn C — orpanmyeHHasl B IIOABVIKHOCTH IIe-
peassist crsopka TK, ¢ BO3MOXXHEIM (pOpMUPOBaHNU-
eM OOCTpyKIuM BeIBOgHOTO oTAeaa DK,

4. Tunt /| — BeipaxenHas atpuaansanus 1K, 3a
JICKAIOUeHVeM HeOOABIIION YacTy BRIBOAHOIO OTJe-
aa TDK.

Kaxk ormeuaer Kpusomekos E.B. (2020 1.) B poc-
CUIICKUX peKOMeHAAIVAX BBIAEASIOT AOIIOAHM-
TeABHO KpalHIoIo ¢popmy AD — tnm E: cpocmmecs
CTBOPKM TPUKYCIIAAABHOTO KAaIlaHa, KOTOpBIe 00-
PasyIoT «TpexcTBOp4YaThlii Memok» [16]. Coobe-
HIe MeXAy TPexCTBOpYaThIM MeIIKOM (IIpeacep-
AvieM) 1 MHPYHANOYAyMOM (5KeAyA09KOM) OOBIYHO
00pa3oBaHO Y3KNMM OTBEpPCTMEM B 00JacTu Ilepej-
He-CeITaAbHO KOMUCCYPBHI.

Yacro y marnumeHToB ¢ AD MOXHO HabAI0AaTh
HapyIlIleHre COKpaTUTEeALHOV CIIOCOOHOCTH Ae-
Boro >xeayaoudka (/1K). BeipakeHHas aAmaatanys
IDK mpusogutr k mporudy MeX>Keayj0dKOBOI
reperopoaxu B cropony /K, xommpeccuio /K u
CMellleHre ero Ksaau, B psge caydasx /K moxer
IpUHNMAaTh «O0aHaHOBYIO» (OPMY B IIOIIEpPeYHII-
ke [17]. ITo aanHBIM KAMHUKKA Meiio, okoao 9%
OIlepMPOBAHHBIX HallMEHTOB ¢ AD uMeaANu Ty UAU
nnyo crenens Aucpynknum /K [18]. Ilommumo
DTOTO, y MalMeHToB ¢ AD MOXXHO HabAI0AATh pej-
KyIO, TeHeT49ecK/1 00yCAOBAEHHYIO KapAMOMIIOIIa-
TUIO — HeKOMIIAaKTHEII MIOKapJ, AeBOTO >KeaAy0d-
kKa. Mopdoaornaecku oHa NPOSBASIETCA BUAUMOI
TpabekyaspHOCTLIO Muokapda /DK u raybokmmm
MeXXTpabeKyAspHBIMI IIPOCTPAaHCTBAaMM U HaIlo-
MMHaeT AMAaTallOHHYIO KapauomponaTtuio [19].

DMOpMOAOTUsT

DHAOKapAMaAbHbIE ITOAYIIEUKM SIBASIOTCS 3a-
yaTKaMM KJaIlaHOB CepAlla, a TaK Ke MeXIIpeJ-
CepAHON U  MEXKeAyAOUKOBOIl IepPeropoaxiu.
Cenrraapnas crsopka TK m aopraapHas crsopka
MUTPAABHOIO KAallaHa (POPMUPYIOTCS U3 BepXHeil
U HIDKHeN SHAOKapAMAAbHBIX IIOAyIedeK, KOTO-
pBle CAMBAIOTCA Haj, KPECTOM MBIIIEUHON MeX Ke-
AYAOUKOBOII Heperopoaku. VI3 1paBoil CTOPOHBI
CAMBIIIEIICS MTOAYIIEUKN POPMUPYETCsI CelTaabHasl
crBopka TK n ee nmogaexxanmuii XxopAaAbHbIN arria-
paT, KOTOpasi OCTaeTcsl CpallleHHON C MMOKapAoM
AO TexX IIOp, IOKa He IIPOUCXOAUT ee AeaMUHALIN
(puc. 1). deaamunanus — TO IHpoIecC aIloITo3a
KJETOK B 30He CelTallly, KOTOPBIil IPOMUCXOAUT Ha
3-4 Hegese BHyTpuyTpoOHOTO passurus. Hapyre-
HIle Ipoliecca 4elaMUHaLNM CTBOPOK B IIPUTOYHOM
gactu DK mpusoaur x ¢popMuposaHUIO IIOpOKa
[20].

JokazaHa CcBiA3b MeXAy IpUEMOM IIperapa-
TOB, COAepP>KAIlNX AUTUI BO BpeMs OepeMeHHOCTI
u passutueM AD [21]. Antnit 6A0KUpyeT MHAYK-
LIMIO YPHAOTEANAAbHO-Me3eHXMMaAbHO TpaHcop-
MaluMM C II0CAEAYIOIINM HapyIIeHUeM PpPa3BUTIS
aTPUOBEHTPUKYASPHBIX KAaIlaHOB.

I'eneTuka 1 Mmop¢orenes

Y awaeit ayoauposanue 15q orpeuaer 3a paH-
HIIT MOpQoOreHe3 CepAeUHBIX CTPYKTYp, BKAIOJas
TK. Coorsercrsenno, 3a popmuposanmue AD oTse
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Pucynoxk 1. PopmupoBaHmue CTeHKH IPaBOToO >KeAy404-
Ka 1 GUOPO3HOTO KOAbIIA TPUKYCINAAABHOTO KAallaHa B
HOPMaAbHOM cepalie U IIpu aHoMaAuy DOIITeiHa
Figure 1. Formation of the right ventricular wall and
tricuspid annulus in normal and Ebstein's anomaly
hearts

4aeT I'eH, PacliOAO0XeHHbIN B AAMHHOM I1aede (q) 15
XpOMOCOMEI [22].

d®opmMupoBaHIe KJAalaHOB cepalia IPOVCXOANUT
Ha paHHeM DTalle MOpuoOreHe3a, KAaaHbl cepalia
popmupyloTcs, Korda crennaln3upoBaHHbIe KAeT-
KI1 aTpMOBEHTPUKYASIPHOTO KaHaAa MHAYLIMPYIOTCA
MIOKapAMaAbHBIMI CUTHaJlaMM K Hadaay SIINTe-
AMaAbHO-Me3eHXIMaAbHON TpaHcpopmalym. My-
tanym QaxrTopa TpaHckpunnun Nkx 2-5 npusoasT
K popmuposannio AD 1 APyTrux BPOKAEHHBIX II0-
poxos cepana (BIIC). VMasectHo Goaee 40 rerepo-
reunsix Mytaruii Nkx 2-5, ognaxko yacrora oOHa-
pyxenns criopagmdeckux BIIC cocraBaser okoao
2%. Tax >ke OTCyTCTByeT KOppeAsIys TeHOTHUII-(pe-
HOTUII, TO ecTb oauH u TOT Xe BIIC BcTpeuaercs
npu pasanmaspix MyTtanysax Nkx 2-5, n ogna u Ta
ke myTanms Nkx 2-5 MoKeT IpMBecT! K pa3BUTUIO
pasanunsix BIIC [22]. B ogHOM M3 mocaeAHMX uc-
cAeaoBaHNiT Obl1 OOHapy>keH IeTepO3UTIOTHEIN Ba-
puant MYH? y npob6anga n ero cectprr ¢ AD [19].
Taxum obpaszom, AD sIBAsIETCS TeHETUIECKN TeTePO-
reHHBIM AedekToM. CaMBIMI YaCTBIMI XPOMOCOM-
HBIMI IePecTpOMKaMM SBAAIOTCA Aedeuns 1p36 u
8p23.1, IOMMMO DTOIO Tak>Ke BBIABAEHBI AeAelUN
10p13-p14 u 1p34.3-p36.11 [13].

MexaHM3MBI, BBI3BIBAIOIINE HapyIlleHNe Jeja-
MIHaIIMU CTBOPOK, He ycTraHOBAeHbI. O4HaKO MMe-
IOTCSl AaHHBIE O YacTOM BO3HMKHOBEHNM AaHHOTO
nopoka npu mytauymu resa NKX2-5, 10p13-p14 ,
1p34.3-p36.11., a TakKe, €cAM >KEHIMHA IPUHIMAa-
/a Ha paHHUX CpoKax OGepemMeHHOCTU OeH3OJMase-
IIMH MAN IIpeliapaThl, codep Kaine Antuii [19].

EcTrecTBeHHOeE TeueHMe MOPOKa
EcrecTBeHHOE TeueHNe ITOpPOKa B IleA0M Hebaa-
TOIIPUATHO, OAHAKO 3aBJICUT OT CTEIIeHN AVICTIAA3VI
TK n pynxiym IDK. BuytpuyTpobHas aeTaabHOCTD
y 1110408 ¢ AD cocTaBaseT okoao 85% [23, 24]. /e-

TaABHOCTD ITOCAE POKAEHNS HaIIpsIMYIO CBsI3aHa CO
CTeIeHBIO IIMaHO3a, BBIPa’KeHHOCTBIO CMeIeHMs
crBopok TK M ageKBaTHOCTBIO HpPsMOIO IIOTOKa
KpOBU B Aero4Hol aptepun /1A. /leTaabHOCTI Cpe-
AU HOBOPO>KAEHHBIX C BBIPa’KeHHBIM CHIKeHVeM
carypauun cocrasaseT 70% IO CpaBHEHUIO C aLi-
aHOTUYHBIMU AeTbMM (y ITOCAeAHMX AeTaAbHOCTDb
cocraBasieT 0K0a10 15%). BekuBaeMocTs y poXKAeH-
HBIX KMBBLIMU HAIIMIeHTOB COCTaBAseT 67 % B TedeHMe
IIepPBOIO roja >KnusHu 1 59% B TedeHIe I10CAEAYIO-
mux 10 aet. B caydae ycraHOBAeHMS AlarHO3a B BO3-
pacrte crapiire 6 Mec. IIPOTHO3 A5 JKM3HI TaKOI Ke,
Kak 1 y ToApocTKOB. CpeaHss IPOA0AKUTEALHOCTD
SKM3HU T10 JaHHBIM Pa3AMIHBIX aBTOPOB COCTaBAsSeT
oxo040 50 aet. [Tpu 9TOM 0K0.10 80% A€TaabHBIX MC-
X040B IpuxoAuTcs: Ha Bo3pact 40 40 aet. 'emoan-
HaMM4yecKye IIposiBAeHNsI AD HaIpsAMYIO CBSI3aHbI
CO CTeIIeHbIO CMeIlleHMs CTBOPOK U, KaK CAeACTBUe,
BpIpakeHHocTy peryprutanuu Ha TK. B caydae
YMEpPeHHOIO CMeIlleHMs CTBOPOK I HeBBIpaskKeHHOI
peryprutanmy, IalyeHThl MOIYT OcCTaBaThCs Oec-
CUMIITOMHBIMU BecbMa Joaro. Ecam ke cMmerrenne
CTBOPOK BBIpa’kKeHO 3HAYMTEABHO, TO OOAbINAas pe-
TypruTanys HNPUBOAUT K yMEHBIIEHUIO JAerO4HO-
ro KPOBOTOKa, AMAaTalliyl IIPaBOTO IIpeAcepANs 1
604BIIIOMY HIYHTUPYIOIIEeMY IIOTOKY KpPOBM uyepes
OBaAbHOE OKHO B AeBoe IIpeJcepaue. DTO IPUBOANUT
K 3HaUMTEeABHOMY U IIPOTpeccupyioeMy 1aHo3y.

IlokaszaHusi K XUpyprmaeckom
Koppekumu AD

Kaaccuaeckne mokasaHmst K oneparum npu AD
(3a MCKAIOUEHNEM HOBOPOXKAEHHBIX B KPUTIIECKOM
COCTOSIHMM) BKAIOYAIOT B ceDsl cepaedHyIO Hejo-
CTaTOYHOCTHh 3 U 4 (PYHKIIMOHAABHOTO KJAacca II0
NYHA, xapanomeraanio (KapAnoTopaKaAbHbIV 1H-
Aekc 0oaee 0,6), BBIpa’kKeHHBI IIMaHO3 (CaTypanys
Menee 90%, HoAnNUTEMNs C FeMOTA00MHOM Doaee
160 1/4), mapagoKcaabHyIO DMOOAUIO, IPOIPECCUB-
Hoe yseanmdenne IDK na »xorpamme, HapylieHue
cucroandeckoit pynkunm 1 DK, Haanane npeacepa-
HBIX AV KeAyAOUYKOBBIX HapylIeHuil putMa [25].

B aurtepatype oOcykaaeTcsi BOIpoc 00 OITHU-
MaJAbHOM BO3pacTe AAsl XUPYPIUUecKOl KOppek-
unu AD. B 601ee paHHNX MyOAMKAIMSIX OTMedaACs
AOBO/ABHO BBICOKMII YPOBEHb II0CA€OIepPalIOHHON
AeTaAbHOCTH, AocTuraBinuii 5,9-12% [26]. B cBs3u
C ®TUM COMHEHIsIM IIojBepralach He0OXOAUMOCTD
BBIITOAHEHISI OIlepalliy Y MHaIjMeHTOB C XOPOIIUM
KAMHMYIECKMM CTaTyCOM M ITpaKkTudecku Oe3 orpa-
HIYeHIsT aKTUBHOCTU. HecMoTpst Ha To, 4TO Ccpean
HalyeHToB, orepruposaHHbix 1mocae 2001 r., aeTaanb-
HOCTb CHM3MAACh 40 2,7%, aBTOPBI peKOMEHAOBAAN
BBIITOAHSTD OIlepaliuio AUIID P MOABAHUN KAU-
HUKI CepAEYHOl HeJO0CTaTOYHOCTH, IIMaHO3a MAU
apaAoKcaabHON 9M0O0aAnu [27].

B mocaeanee BpeMs IIOAXOA K XMPYPIMIECKOMY
A€4eHNIO NPUHINIINAABHO M3MEHUAC. DTO CBs3a-
HO C HaKOIL1eHJeM 3HaulTeAbHOTO OIIbITa B OTAeAb-
HBIX KAMHMKaX. ABTOPHI IIpejJaraioT olepupoBaTh
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HalMeHTOB IIPY yCTaHOBAEGHMM JAMarHo3a IIOpOKa.
CBo11 moaxoa OHU OODBACHAIOT yXyAlleHeM (PyHK-
num I DK ¢ BospacToMm 1 yseandeHneM BepOATHOCTI
IPaBOXKeAyA04KOBOM HeAOCTaTOYHOCTU B paHHEM
ocAeonepaliOHHOM Iepuoje.

Taxum oOpasom, B HacTosIIee BpeMsI, KOra X1-
pyprudeckoe AedeHne npu AD MOXKET BBIIIOAHATh-
Cs1 C HM3KO OIlepaliiOHHON A€TaAbHOCTBIO, aBTOPbI
PEKOMEHAYIOT BBIIIOAHATh XMPYpPrUueckoe BMella-
TeABCTBO B 0O/ee paHHeEM BO3pacTe JaXke Y Malo-
CUMIITOMHBIX TIAIIMEHTOB A0 Pa3BUTHUs BbIPa’keH-
HOJ KapAVMOMeTIANN U CepAeUHON HeJ0CTaTOUHOCTI
[28]. TIpn Haam4gmm BeIpa>K€HHOM aTpUaAU3aALUU
IPaBOTO KeAyA04Ka, OCAOKHEHHOV CyIIpaBeHTpu-
KYASPHOM MNapOKCM3MaAbHOV TaXUKapAWel, OIle-
paTUBHOE AeyeHNe IIOKa3aHO Ha IIePBOM IoAy >KM3-
Hu [29]. Ilocae nepBoro roga >KM3HM OIlepaTUBHOE
BMeIIIaTeAbCTBO ITOKa3aHO IaljlieHTaM C BbhIpakeH-
HOU aTpuaAu3anyenn IIpaBoro >Keayaouka U Auaa-
Talyen KAallaHHOTO KOAblla TPUKYCIMAAABHOIO
KJAalaHa, MPeBBIIAIONIero pasMep MUTPaAbHOIO
KaanaHa B 1,5 pasa [28]. ¥V gereit ¢ aTpmnaansainuein
IIPaBOTO >KeAyJ04dKa, HO 6e3 3HauMMOI AMAaTalyn
K/AaIlaHHOTO KOAbIla TPUKYCIINAAABHOIO KAaIlaHa 1
OTCYTCTBUs HapyIIeHUl pUTMa, KOPPeKIus Iopo-
Ka MOKeT OBITh BBIIIOAHEHA ITocae 5 et [27].

OrnepatuBHOe A€4eHIe He ITIOKa3aHoO MaljieHTaM
¢ AD n arpmraan3anmeri IpaBoro >kxeayJouka <25%
BCErO IMPUTOYHOIO OTAeAa U peryprutanmen 1-2
CTeIleH! Ha TPUKYCHNAAABHOM KAallaHe, Oe3 Auaa-
Taluu 1pasoro npegcepaust [30].

Xupyprudeckoe aedenme AD

Ilepsple TIOMBITKM MaAAMAaTUBHBIX — BMeIlla-
TeAbCTB, mpeAnpuHAThe B 1950 I., ¢ MCrI0Ab30BaHM-
eM myHTa baeaoxa-Tayccnr, okasaancs Gesycrer-
upiMu [14]. Onn ObLAM HaIIpaBAEHBI Ha KOPPEKITUIO
IIOpOKa y KPUTHUIECKUX HOBOPOXKAEHHBIX ITaIieH-
TOB. boabITas HeA0CTaTOUHOCTh TPUKYCIMAAABHO-
ro KJaraHa IpHM DTOM He I103BoAMAa cOalaHCHUpPO-
BaTh CUCTEMHBIN M AETOYHBIN KpOBOTOKMU. ToabkO
IpeAA0XeHHbIN Starnes u coasT. B 1991 rogy cro-
CcO0 KOppeKIMH IO3BOAUA YAYYIIUTh Pe3yAbTaThl
aegenns. OJHAKO B DTMUX CAydasiX OBIA MCKAIOYeH
BapMaHT ABYX’KeAyAO04KOBOI KOPpPeKINM ITOpOKa.
I'emoaunamirdeckas ®TamHas KOPPEKIMs MOpPOKa
OAHO3HAYHO He SIBASIETCS ONTUMAaAbHBIM BapUaH-
TOM JA€YeHMUs B I1AaHe KadecTBa M IPOJOAKUTEADb-
HocTy >Km3HM [31]. TIonmbITKM ycTaHOBAGHMS ABYX-
JKeAyA09KOBON ITMPKYASIINI CBA3aHBI C paboTamMu
Gasul n coasT. [26], koTopHI1 B 1959 roay mpeaao-
JKMA HaKAaAbIBaTh aHACTOMO3 BEPXHEN 11010V BEHbI
C IIpaBOil AeTOYHON apTepuelt (onepanus I'aeHHa).
DTO MPMBOAMAO K OTpaHMYEHIIO BEHO3HOTO BO3Bpa-
Ta B IIpaBble OTAEADI cepAlia C yAydIIeHreM (PyHK-
MM IIpaBOTrO >KeaAyjodKka. B cospemenHol amute-
paType 9TO Ha3blBaeTCsl «IIOAYTOPa’KeAyAOIKOBOIL
Koppekinern» [12]. OgHako AaHHas MeTOAUKa He
IpegycMaTpuBasda KOPPeKIIMIO TPUKYCIMAaABHO-
ro KJamaHa, II09TOMY IIpMMeHeHIe ee OBLAO Orpa-

HITYEHO TOABKO B KayecTBe JOIOAHEHN U B cAydae
BO3HIKHOBEHI:I IP00AeM BO BpeMs BLIIIOAHEeHIs
OCHOBHOTO DTalla ollepallu Ha KAaltaHe [32].

Briepsrie KoHIeNsl pPeKOHCTPYKIIUM TPUKY-
CNIAAABHOTO KJallaHa Oblaa mpejaokeHa Hanter
u Lillehei B 1958 roay. Takas onepanus c ycriexom
6n11a BrIepsble BhIITOAHeHa Hardy mn coasT. B 1964 .
[19]. B aaabpHelteM TexHMKa omnepannu O6sL1a MO-
auduiuposana Danielson u coasT. n npumeneHna B
KAMHIKe Ha 00AbBIIOoN cepun marjuenTos. Ilomumo
PEKOHCTPYKIMI TPUKYCIIMAAALHOTO KAallaHa AaH-
Has MeTOAMKa BKJAIO4YaJa IOIepedHylO ITAMKAIIIO
TaK Ha3bIBa€MOI aTpMaAM30BaHHON yacTu. DTa Me-
TOAMKa IIpuBAeKAa 00AbIIOe BHUMAaHIE XIPYpPIoB
U IIMPOKO MCII0AB30Balach B TeUeHIe MHOTHUX AeT.
Ognako co BpeMeHeM MOSIBUANUCh COOOIIEHNS O He-
IIpreMAeMO BBICOKOI JacTOTe PeIjMAMBOB IIOPOKa,
CBA3aHHBIX ¢ ACPyHKIMel KaamnaHa [10].

B 1988 r. A. Carpentier u coasT. [11] mpeaaoxu-
AV HOBYIO METOAMKY IIAaCTUIEeCKON KOPPeKIUMI
aHOMaAny DOITeliHa, IpU KOTOPOIl BHOBb CO3Ja-
€TCsI «MOHOCTBOPYATLIN» TPEeXCTBOPYATHIN KAaIlaH
C IlepejHeNt CTBOPKOM, BBIITOAHSIONIEN OCHOBHYIO
3amMpaTeAbHyIO0 (PYHKIINMIO, OAHAKO OHa CTaHOBUT-
cs1 604ee IOABVKHOM 1 BO3BpalllaeTcsl B CBOIO aHa-
ToMmueckyio mosunuio. A. Carpentier nmpumensia
AaHHYIO METOAVKY ITpaKTM4ecKM IIpM BCeX aHaTo-
Muueckmii BapuanTtax AD, 0gHaKO OlepalliOHHas
AeTaAbHOCTh OCTaBaAach BeICOKO (40 14%), a otaa-
/I€HHbIE OC/0>XHeHIsI — 3HaunMbIiMu [33].

Barnard u Schire sriepsbie O1ry0AMKOBaAM OIBIT
YCIIEIITHOTO ~ IIPOTe3MPOBaHMs  TPeXCTBOPYaTOro
KJallaHa IIpu aHoOMaanm DOmrTeriHa B 1963 1. [6].
OreyecTBeHHBINI ONBIT B DTOM HaIlpaBAEHNMH CBsl-
3aH ¢ uMmeHeM B.VI. Bypakosckoro, KOTopblit BIiep-
Bbl€ BBIITOAHNA IIPOTe3MpPOBaHIe TPeXCTBOPYATOTO
KaanaHa y pebenka 10 aeT. DTa TakTHKa I10Ay4nia
IIIPOKOe pacIpocTpaHeHne cpeay XUPYPros, I0-
CKOADKY OBlda AOCTaTOYHO IIPOCTa TEXHUYIECKU U
HanOoee rporHosupyeMa. boasmmHCTBO Maryen-
TOB XOpOIIO ceOs YyBCTBOBAAM B TeYeHMe MHOIUX
Z€T TIocAe oIepalini, HO, TeM He MeHee, ITPO0.1eMBbl,
CBsA3aHHBIE C AMCPYHKIINEN IIpoTe3a, TPoMO0OMO0-
AVell, PHAOKapAUTOM U HECOOTBETCTBIEM pasMepa
IIpoTe3a M Beca IallleHTa He MO3BOASAM CIUTaTh
JAaHHBIN I10AXOJ ONTMMaABHLIM BapmaHTtoMm. Cae-
AyeT OTMETUTB, 9TO JaHHbIe 30HEI TaK’Ke MOTYT CTa-
HOBUTBCSI ICTOYHIKAMM SKM3HEYTPOXKaIOIINX Hapy-
LeHnit putMa [34].

Boxepns A.A. 1 coaBT. onmcaayt HOBBIII METOZ,
IAaCTMKI TPEeXCTBOPYATOTO KJallaHa IIPYU aHOMa-
Avii DOIITeliHa, PV KOTOPOM BBIITOAHSETCS ayT-
MEHTAIMsI CeNTaAbHOM CTBOPKU TPEeXCTBOPYaTOTO
KJallaHa 3aIlAaToil M3 ayToIepuKapaa M MMILAaH-
TUPYeTCs OIopHOe K0AbI1o KapraHThe B TpexcTBop-
4aTy10 mo3uuuio. [Ipn couerannm AD ¢ cMHAPOMOM
Boanda-IlapkuHacoHa-YaiiTa BHIIOAHSIAACh OAHO-
MOMEHTHasI KOPPeKIMs Py IIOMOIIN OIlepallyy
Cuan man »aeKTpoKoaryA[Iiumy, snnKapANalabHON
DAEKTPOAECTPYKIINY, KPUOAECTPYKIIUN, Aa3epPHON
U30AAIUN  AOTIOAHUTEABHBIX ITyTel IIpOBeAeHII
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VLAV COYETaHMsI DTUX MeToA0B [35].

AaapneitmnmM passutueM metogukn Carpentier
sBAsIeTCs Ipeaao>keHHas José Pedro da Silva u co-
aBT. MeToAMKa KOHycHOM pekoHcTpyknun TK, xo-
TOPYIO aBTOp pazpaboTaa U BIIEpBBle IPUMEHIA B
npaxTuke B 1989 r. [33]. Ilpenmymiectsamu KOHycC-
HOJI peKOHCTPYKITUM ABASAETCS TO, YTO B pe3yAbTaTe
Bce 360° okpy>kHOCTH KOAblla TK MMeroT TKaHb CTBO-
POK, 4TO IT03BOAsIeT CTBOPKaM KOaIITHPOBaTh APYT C
apyrom. CozgaHHBIN KOHYC KPENNUThCS K MICTUHHO-
My ¢pubposHomy Koab1ly TK, B pesyabraTe gero tod-
Ka KoaIlTalluM CTBOPOK, KOTopas npu AD cMmeleHa
K Bepxymike I DK, mocae peKoHCTpyKIjum BO3Bpallia-
eTcsl B HOpMaAbHYIO Ho3uiuio. OTHOCHTeABHBIMU
IIPOTMBOIOKA3aHMAMU K KOHYCHOM peKOHCTPYKITUI
TK spasiorcs sospact 6oaee 50 aeT, BhIpaskeHHas
JerTo4yHasl TUIIePTeH3Ms, BhIpa’keHHas AUCPYHKITN
/X co carxennem Qppaxiym eiopoca meree 30%,
IIOAHOCTBIO HeBhlJeAeHHas CeNTalbHas U 3aHsd
CTBOPKa C HeBblAeAeHHOI IepeaHeir ctsopkoir TK
0o02ee yem Ha 50%, BrIpakenHas Auaatanys [DK u
BBIpa>KEHHOE pacIIMpeHIie ICTUHHOTO PpUOPO3HOTO
koapiia TK. Tem He MeHee, BHeApeHUEe B KAMHIYE-
CKYIO NPaKTHKY OIeparuy KOHYCHOI PeKOHCTPYK-
nun TK pacmmpnao noxkaszaHus K ILAaCTHYeCKON
Koppekumn AD.

AuckytabeabHBIM OCTaeTCsl BOIPOC O HeobXo-
AVIMOCTY IAMKaIIMY AU Pe3eKINN aTpraAn30BaH-
Hout yactu IDK. Ilpenmymiecrtsa nmaumkanum (MAun
pesexIuI) BKAIOYAIOT B ce0sI yMeHbIlIeHe pa3Mepa
arpmnaausosanHoy yactu IDK, yayumenme cucro-
amgeckont ¢yskiym IDK, yayamenme ynxiym
K myTteM PeKOHCTPYKIMU IIPUTOYHOTO OTJeaa
IIpaBOTO KeaAyjodKa. Tak >Ke yMeHbIIIeHNe pasMe-
pa IDK Mo>KeT npusecTu K yAy4IIeHIIO DKCKYPCUN
A€TKMX, 9TO 0COOEHHO aKTyaAbHO 445 HOBOPOKAEeH-
npix. HegocraTku Takoro roaxoga BKAI04aioT B ceOst
BO3MOXKHOCTH Hapymrenus ¢ynknun DK, uro mo-
JKeT CAY>XXUTDL VCTOYHMKOM PasBUTHUA KeAyA04KO-
BpIX apuTMuii [30]. ¥V Takmx manueHTOB BHe3aIlHas
CMePTD SABASETCs OYeHb CePhe3HBIM PUCKOM B OTAa-
JAeHHOM ITeproJe.

Y 60ABIIIMHCTBA MAIIeHTOB ¢ AD MOXKET yCIel-
HO BBITIOAHATBCA ABYX>KeAYAOUKOBasl KOPPEKIIsL.
OjHako B HEKOTOPHIX CAydasiX BO3HMKaeT HeoOXO-
AVIMOCTD BBITIOAHEHMSI TaK Ha3bIBaeMOIl «I10AyTOpa-
>KeAyA09KOBOI KOppeKIINn», Korja 04HOBpeMeHHO
¢ naactukoy mam nporesuposaHneM TK nakaa-
ABIBaeTCsl BepPXHUII ABYHAIIpaBAEHHBIN KaBarlyab-
MoHaAbHbI aHactoMo3 (BAKITA). Takass HeoOxo-
AVIMOCTb BO3HMKAaeT, BO-TIEPBLIX, P CO3JaHUN
oTHOcuTeapHoOro creHosa TK, korga mpu 1aacruke
TK a451 n30aBaeHs OT peryprutaumy IPUXOAUTC
cy>xuBath pudposHoe xoariio TK 10 -2 Z n mens-
mie [14]. Bo-BTOpBIX, IpM BHIPasKeHHON AMCPYHK-
nun IDK, mpu ycaoBuu HU3KOTO AaBA€HUs B A€BOM
npeacepaun u aerounon aprepun, BAKIIA yse-
AV9UBaeT IOTOK KPOBH Yepe3 AeTKue, yBeAndnBast
Bo3spar 1 npegnarpysky /K. Tak >xe ymenbla-
eTcsd HeraTMBHOe BAUAHINE Ype3MepHO ANAATHPO-
BaHHOTO DK Ha coKpaTMMOCTh A€BOIO >XKeayAodKa

[12]. TTomumo sToro nHaaoxenme BAKITA mosxer
YMEHBIINUTh pe3uAyaabHylO perypruranuio Ha TK.
IToxazanmem K nHaaoxenmoo BAKITA mocae xop-
pexnun AD cunratorcsa gasaenue B I1IT B 1,5 pasa
npespimalomee gapaenue B Il [14]. IIporusorno-
Ka3aHMSIMM K DTOI Ipollegype CYUTaIOTCs KOHed-
HO-aAMacroandeckoe gasaenne B /K boaee 15 MM
PT. CT., TpaHCITyAbMOHAABHEIN I'PajileHT (JaBAeHne
B /1A MUHYC gaBAeHIe B A€BOM IIpeacepAnn) 6oaee
10 mMm prt.cT, AaBaenne B /1A Goaee 18-20 MM prT.CT.
[14]. IToTenimaapHBIMU HEAOCTaTKAaMU TAaKOI METO-
AVIKM MOTYT OBIThL BO3MO>KHOE Pa3BUTIE KPOBOIIOA-
TEKOB Ha AMIle BCAeACTBIE TIOBLIIIeHIs AaBAeHIL B
BEHO3HOII CICTeMe TOAOBE, ITyAbCaIlNsl BeH TOAOBEI
U I11eV, pa3BUTIe BeHOKaMepaAbHBIX PUCTYA U Ae-
TOYHBIX apPTePMOBEHO3HBIX (PUCTYA, CHIDKAIOMIUX
caTypanuio, a Tak >Ke OTrpaHMYeHne JOCTyHa AAs
UMMIIAaHTalU DAEKTPOKapANOCTUMYASTOpPA.

B COKKJ ¢ 2013 1o 2022 rr. 66110 BBITTOAHEHO 49
OIlepaTMBHBIX BMEIIATeALCTB IIpU AD y IaleHTOB
B Bo3pacre oT 1 1. 2 Mec. 40 49 zert [36]. Bcem narnu-
eHTaM Oblaa BBIITOAHEHa KOHYCHAsl peKOHCTPYKITI
TPUKYCIMAAALHOTO KJAalaHa C IIAMKaIlel aTpu-
aamsxosanHoy vactu [DK. /leTaabHBIX MCXOA0B HE
0p1410. B 2 caydasx morpeboBaaoch B OAVKaiIeM
II0CA€e0TIepaIjIOHHOM IIepuo/Je BBIIIOAHEHUe OIle-
panun I'1eHHa (BepXHEro AByHallpaBA€HHOIO KaBa-
Ty IbMOHaABHOTO aHACTOMO3a) M3-3a Pa3BUTI AVIC-
¢ynxym IDK.

Taxum 0OpaszoM, K HacCTOsIIIEMY BpeMeH! OIIpe-
AeANANCH CAeAYIOIe BapMaHThl XUPYPIMIecKOro
AedeHnst AD:

1. AByx>KeayA04KoBas C pa3ANMdHBIMY BapyaHTa-
MM KOppeKIIuM TPUKYCIIAaAbHOIO KAanaHa (I1aa-
CTUKa 1A HPOTe3MpOBaHIe).

2. IloayropakeayA0uKoBas KOPPeKIUs Tpu-
KyCIIAAaABHOTO KJAamaHa, AOIOAHEHHas BepXHNUM
ABYHaIlpaBAeHHBIM KaBallyAbMOHAAbHBIM aHaCTO-
MO3OM.

3. OaHOXeAyA09KOBasi KOPPEeKIUs, Py KOTO-
POI1 B KadecTBe IIepBOTO DTaIla BHITOAHIETCS ollepa-
st CrapHca, daaee — ontepanys I'aenna-Ponrena.

HaxomnaeHHBINT ONBIT IO3BOAUA BBIAEAUTH CAe-
AyIOIIye DTaIlbl KOHYCHOI PeKOHCTPYKINH Y Halln-
eHTOB c AD.

CrangapTHOe NOJKAIOUEHMe amIlapaTa MCKyC-
CTBEHHOTO  KpoBooOpareHus. /OI0AHNTEABHO
IIPOBOAST TeCbMy BOKPYT CTBOJa AeTOYHOIl apTe-
prm u OepyT eé Ha TypHuket. Ilpm mposesenun
BOAHOII ITPOOBI TPUKYCIIAaABHOTO KAaIlaHa TeChbMY
Ha CTBOJe AeTOYHOIT apTepuu 3aTsarusaoT. Kapau-
OILAETHIO BHIIIOAHAIOT B IIOAHOM OOBEMe, TaK Kak
BpeMsI IlepeskaTis aOPTEHI 00ABIIIOe 1 B CpesHeM CO-
craBaser 128+46 MUHYT.

IlpaBoe mpeacepame paspesaloT, OTCTyIas Ha
10-20 MM OT KOpOHapHOIT HOPO3ALL. DTO I103BOASET
B KOHIIe OIlepalyy JICCcedb M3OBITOK AMAaTHPOBaH-
HOTO IIPaBOTO IIpeACcepANsL.

ITocae peBmanm CTBOPOK TPUKYCHIAAABHOTO
KAallaHa CO34aI0T Aep>KaaKy 3a prOpo3HOe KOABIIO
TPUKYCIINAAALHOTO KAaraHa B paitoHe 11 «gacos» u
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15 «gacos».

Iepevuii aman. Brigeaenue crsopok. Orcexaror
IepeAHIOI0 CTBOPKY TPUKYCIUAAABHOIO KJAallaHa
oT pubposHOro Koaba. OTcernapoBLIBalOT CTBOPKY
ot niepeaneri crenku I DK, paccekas Bce Muokapau-
aAbHBIE U XOPAaAbHble MOCTUKI. BaxkHEBIM siBAsIeTCS
coxpaHeHme Bcex KpaesbIx Xopd. ['panurieir orcena-
POBBLIBAHNSI CAYKUT paclilacTaHHas 110 IIePeropos-
K€ 3aJHss CTBOPKa TPUKYCINMAAABHOTO KJallaHa.
Ob6s3aTeAbHO OTCEYEeHMEe CTBOPKM OT (PUKCUPYIO-
ux e€ Cps3ell ¢ AnadpparMaabHON YacThIO IPaBoro
JKeayA0uKa.

«[TogpMaHMe» 4YacTu CeNTaAbHOM CTBOPKH,
CMEIIIeHHON B I10A0CTh HPaBOTO Keayaoudka. Jas
DTOr0 OTCEKAIOT CMEIEeHHYIO CTBOPKY OT CTeHKMU
MeXKKeAyJ0UKOBO IePeropoaKy, COXpaHss Ipu
DTOM KpaeBble XOPABL.

Bmopoti aman. Yuudoxaiusanus IpuUKperiie-
HISL XOPAaABbHOTO arnapara. BaxkHbiM DaeMeHTOM,
o0ecI1eunBalONM KOATalllI0 CTBOPOK TPUKYCITN-
AAZBHOTO KJallaHa, ABASeTCS IepeMellleHne AeBoi
(oTHOCKUTEABHO XMPYpra) NaluAASPHON 1101 KNI
nepeaHell CTBOPKM K MEXIKeAyAOYKOBON IIepero-
poake (npuém boacynosckoro). ITpu sTOoM HEo6-
XOAUMO YBEAUYUTDh AAVHY MaUAASPHON MBIIIITHI
TaK/M 0Opa3oM, YTOOBI He BLI3BIBATh BHIPa>KeHHOI
AepopManuu IiepeaHeil CTeHKM IIPaBOIO Keady-
Aouka. OpueHTHPOM TepeMeIeHns SIBASIeTCs 30Ha
HPUKPENAEHNS XOP4 OTCeapOBAaHHON CeIITaAbHO
CTBOPKM B 001aCTH MeXKeAyA04KOBOIi IIeperopos-
k. [lanmaaspayio maomaaxky QUKCUPYIOT ABYMs
[T-06pa3HpIMM IIBAMM CO BCTPEUHBIMMU ITPOKAAA-
kamu. Haxkaagpisaior mos CeGeaunra, repemerntiast
NpaByl0 (OTHOCUTEABHO XMPYpra) NanuAASPHYIO
I110I11aAKY B 30HY IIePErOPOAKINL.

Tpemuii aman. PEKOHCTPYKIS IIPUTOYHOTO OT-
Aela IIpaBoro Xeayaoudka. llear — ymeHbIIuTh pe-
MOJeAMpOBaHNe IIPABOTO KeAyAOuKa, BBI3BaHHOE
aTPUaAM3MPOBAHHON YaCThIO MPUTOYHOIO OTAeaa.
CreHka aTpmMaAmM3MpPOBAHHON YacTU MOXeT ObITh
JMCTOHYEHA A0 9SIMKapAMaAbHOIO cA0s. B »Tom
caydae Ieaecoo0pasHo eé mcceus. Ha puc. 2 mpea-
CTaB/€Ha MeTOAUKA IAUKALMM CTeHKU IIPaBoro
JKeayAouKa MeXAY AByMs (PeTPOBBIMU II0A0CKaMI.
IlepBrIit IOB HAKAAABIBAIOT «MaTPAaCHBIV», 3aTeM —
«OOBVIBHOI».

Yemesepmotit aman. PopMupoBaHNe «KOHyCa»
TPUKYCHUAAABHOTO KaamaHa. OTcenapoBaHHYIO,
«CBODOAHYIO» YacTh IepeAHel CTBOPKM TPUKYCIIU-
AAABHOTO KJamlaHa IopopadnsaioT Ha 180 rpaagy-
cos. Kpait eé ¢pukcupyior x 1mepeaHeii Komuccype
B 061acTn puOPO3HOTO KOAbIla. 30HY MpUKperLie-
HIUS XOP/J, MHOAIIMBAIOT K paHee OTcerlapOBaHHON
cerrraabpHOM ctBOpKe. OcTaabHYIO 4acTh IepejHent
CTBOPKM (PUKCUPYIOT BHaYale OTAeAbHBIMU IIBAMU
K ¢ubposzHomy Koaplly. HempepoBHBIM «0OBUB-
HBIM» IIIBOM CTBOPKY (PUKCUPYIOT K (puOposHOMY
KObLly. ¥ manueHTos crapiie 10 aeT aas ykperiae-
HUs PUOPO3HOTO KOAbIIA UCIOAL3YIOT HATUBHYIO
II0A0CKYy U3 IepuKapaa, KOTOPYIO BIIMBAIOT B IIpe-
ABIAYIINIL IIOB.

IIamoui aman. Tlposepka pabOTHI TPUKYCIIN-
AaAbHOTO KaanaHa. ITpoBoasT BoAgHyI0 np06y.

B paae caydaes ncrioan3yior KpI/Ioa6A;1LU/IIo AAST
HpO(l)I/IAaKTI/IKI/I npeJAcepAHbIX TaxuapuTtMuii. Vcce-
KalOT 4aCTh IepeAHeNt CTeHKN IIPaBoro IIpeAcepAVisL.

Hapymenus puntMma

ApuTtMus SBASETCS OAHUM U3 OCHOBHBIX CHUM-
IITOMOB Y IOAPOCTKOB M B3POCABLIX IaITMeHTOB C
AD. Cungpom Boanda-Tlapkuncona-Yarira (BITY)
BCTpeJaeTcs y TakMX MaIlMeHTOB Iropasjo dvaille,
yeM npu apyrux nopokax [37]. Ao 50% mnaruen-
TOoB ¢ AD umeror cunapom BIIY, xoToprni xapax-
TepU3yeTcsi HaAUYUeM AONOAHMTEABHBIX ITyTell
skeayaoukosoro coeguuenns (AIDKC) [38, 39]. Tak
Kak AD B 004bIIIell CTelleHM 3aTparupaeT IIpaBble
otaeanl cepana, ooapmuHcTBo AIDKC sBasiores
IIPaBOCTOPOHHMMU U UMEIOT 3aJHIOI0 AU 3ajHe-
AaTtepaabnyio aokaansaiuio [40]. Oanako AIDKC
MOTYT OBITh MHOKECTBEHHBIMI 1 MMEIOT O4eHb Ba-
puabeapnyo aokaausanyio. ITpu cmemenun TK B
HEKOTOPBIX MeCTax IIPOMCXOAUT IIpephiBaHue (Pu-
OPO3HBIX KOell aTPUOBEHTPUKYASPHBIX KAaIIaHOB,
MUOKap, CBOOOAHO COEAMHSIOINIT B DTUX MecTax
npejcepaust U XKeAyA0uKH, co3jaeT cyOcTpar Aas
¢popmuposanus AIDKC. Tax xe npu AD moryr
Ha0AI0AAThCsl  AaTPUOBEHTPUKYASPHbIE  OAOKaAbI
PasHBIX cTelleHel 1AM 0J0Kaabl MPaBOM HOXKKIU
nyuka I'mca (BITHIII) [41]. TunmyueiM IposBAae-
nuem AITDKC sApasioTess nmpusHaky 1peAso30yxKae-
HILS )KeAyA049KOB Ha 9AeKTpokapauorpamme (OKI).
Oanako, XOpOIIO M3BECTHO, YTO TaKMUe TUIIMYHbIe
IIPU3HAKK PeABO30YKAEHNS JKeAyA04KOB, KaK Ha-
amane A-poaner Ha OKT He Bcerga nmpucyTCTBYIOT y
nanueHTos ¢ AD. 3ageprKKa aKTUBallUM IIPaBOroO
JKeayAouKa uepes MpaBylo HOXKY ITydka I'mca mo-

o

Pucynok 2. Omnepanuonnoe ¢oto. PeaynuposanHas
9acTh IIPaBOTO >KeAyJouka MeXAy (PeTpOBBIMU I10A0-
CKaMm

Figure 2. Intraoperative image. Reduced part of the right
ventricle between felt strips
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JKeT MacKmuposarthes uncnaatepaabHpiM  AITDKC.
Hamnpotus, BuyTpunpeicepatas 3ajep>kka IIpose-
AeHnst MoxkeT naMeHATs TunmyHele DKI niposisae-
HIS TIPeABO30Y>KAeHNs XeayA0dkos. Takum oOpa-
30M, y IallMeHTOB C AD M CyIIpaBeHTPUKYASIPHOI
Ttaxukapauein orcyrcrsue BITHIII Ha cmnaycosom
puTMe SBASeTCS IPeAUKTOPOM HaAWYMs UIICHAA-
tepaasHoro AITKC [42]. BcaeacTsme nHaavanms BlI-
HIII' n cTpykTypHBIX M3MeHeHNUit, oObraHble DKI
aaroputmel onpegeaenns aokaansanuu AIDKC ne
NIPUMEHUMBI y ITallMeHToB ¢ AD [43].

B coorsercTBUM € pexoMeHJanMAMM, IalMeH-
TaM ¢ AD J0AXHO BBIIIOAHATHCA DAEKTPOPU3NO-
aormdeckoe nccaegosanue (OPV), npu Haanmanmn
npusHakop cunapoma BITY ma OKI' nan snmsoa0s
TaXUKapaun B aHamHe3e AAsl BertaeHus AITKC
[44]. Tak ke ecTp gaHHBIE O 11€1€COO0PA3HOCTU BBI-
noanenns DOV 1 y acMMIITOMHBIX ITalII€HTOB, TaK
Kak mpu AD KaaccmdecKue IpU3HaKU IpeABO30YK-
AeHus xeayaoukoB Ha DKI' MoryT He oTMedaThCs
[45]. ¥V manmeHTOB, HepeHeCIINX XUPYPIUYecKyio
Koppekumio AD, TpaHCKaTeTepHas abAAIUsA pe3u-
ayaapupix AIDKC mam tpemeranus rpeacepaui
MO>XKeT OBITh KpaliHe 3aTpyAHUTeABHOI, OCOOEHHO
r1ocAe MMILAaHTalluy IPOTe3a AU OIIOPHOTO KOAb-
11a B TPexcTsopuaryio nosunuio. Takmm obpasom,
BCE YCUAMS AOAXKHEI OBITh ITPUAOXKEHEI K TOMY, 4TO-
OBl 130aBUTLCA OT cyOCTpaTa apUTMMUM A0 MAU BO
BpeMs1 Koppekuun AD [37].

Takuro Misaki u coaBT. omnmcaau OIBIT XUPYp-
IMYeCKOTO AedeHrs! 42 IalueHTOB C CMHAPOMOM
BIIY u AD B Bospacre ot 5 Mecaues 40 59 aer. Ila-
LIMeHTaM BBIIIOAHIA0Ch padjeleHne KaK IIpaBoCcTo-
ponHMX, Tak u aesocroponnux AIDKC, ncrioansys
KPMOKOAryAsAIuIO U pa3pe3nbl CKalblledeM C I1ocae-
AYIOIIUM cIuBanueM. Jast pa3geleHus mpaBoCcTo-
pounux AIDKC BBIIIOAHAAUCH CyIIpaaHyAspHBIE
paspesnl pa3MepoM 2 MM BEIIIIe UCTUHHOTO KOAbIIa
TK. 3arem mamnmenTaM BBIIIOAHIAACDH [TAaCTUKA VAU
nporesuposanue TK [45].

IIpn ¢udbpuassnmy/TpeneTanny IpeAcepanit
MCII0Ab30BAaANCh ABE METOAUKM. Y paHee HeoIle-
PMPOBaHHBIX IIAIIMEHTOB BBIIIOAHSAACH IIpoIiedypa
IIPaBOCTOPOHHEro AabupuHTa. Y HaIeHTOB, y KO-
TOPBIX OTMEYAACS BEIPA>KEHHBIN CIIa€YHbIN ITPOLIeCC
B II0AOCTU IepuKapja BCAeACTBUE IepeHeCeHHBIX
paHee omnepanuii, BLIIOAHIAUCH AUHUN KPUOaOAsI-
UMM B IIPaBOM IIpejcepAuN OT 3ajHelaTepaabHON
yactu TK K KOpoHapHOMY CHMHYCY, 3aTeM K HVDKHeN
00 BeHe U HVKHEN 4acTy aTPUOTOMHOTIO paspe-
3a. JonoAHuTeAbHbIe aIIlAMKAlUY BBIIIOAHSAACh
oT nepeaneaarepaabHolt yactu TK n oT oBaabHOI
SIMKM K BepXHEIT 4aCT/ aTPMOTOMHOTO paspe3sa [46].

ApyTuM MOAXOAOM SBASIETCS yCTpaHeHUe apuT-
MUM OPY IOMOIIY TPaHCKAaTeTePHOI abAAIuu A0
OTKpBITON omeparun 1o nosoay AD. Jill u coasr.
OINCaAN OMBIT XUPYPIMYECKOTO AedyeHus 74 ra-
1eHTOB ¢ AD, KOTOPBIM BBIIIOAHsAACh KOHYCHas
pexoHcTpyknms TK. Tpanckarerepnas aOasamus
apuUTMMM TIepes KOHYCHOM pekoHcTpykumenn TK
BBIIIOAHeHa 17 maruenTaMm (ycremiHa B 94% cayda-

eB). Bo Bpems onepannn Ha cepanie 49 nanuenTam
BBIIIO/HEHBI apUTMOAOIMUYECKUEe KPUOadASIIL,
BKAIOYaBIIMe B ce0s MpeAcepAHbIl Aa0UpuHT y 48
MalyeHToB, Kp1oaOAsI0 MOHOMOP(HON >Keay-
AOYKOBOII TaxuKapaun y 1 manmenra u pasaeaeHue
AIDKC y 1 manmenrta. MHOIMM TanyeHTaM IIpa-
BOCTOPOHHMII AaOMPUHT BBIIIOAHAACSA Oe3 AymarHo-
CTMPOBAHHOIO A0 OIlepalliy TpeleTaHu: Ipeacep-
AW, OCHOBBIBAsICh Ha IPeAIIOYTeHNN XIpypra Ipu
BBIPa’KEHHOW AMAaTallMy IIPaBOIO IIpeAcepAus
[37].

ITockoabKy BO3ZHMKHOBEHIIE B paHHEM I10CAeoIIe-
paIIOHHOM TIepHOoJe TSKeABIX HapyIIeHNII puTMa
MO>KeT BBI3BIBATL BBIpa’KeHHBIe HapyIIeHUs IeMo-
AVHaMMKHU ¢ (paTaabHBIM McxoaoM, boacynosckmii
C COaBT. CYMTAeT Ba>KHBIM BBLITTOAHEHIIe IIPOIleAyPhl
KproadaAsaIny BO BpeMsl KOHYCHOI PeKOHCTPYK-
LIV BCeM TallieHTaM C IpOPUAaKTIIECKO I1eABI0

[36].

3akaio4deHnne

AD  aBAsSeTC KOMILAEKCHBIM  BPOKAEHHBIM
IIOPOKOM Cepalia C Pa3ANdHON BBIPa*K€HHOCTHIO
aHATOMMYECKMX M3MEHEeHMII — OT MSTKNMX Oeccrm-
NTOMHBEIX $OpM A0 KpalHux ¢opm ¢ PyHKIMO-
HaAbHON aTpe3lreil AerOYHONM apTepun, Hpu DTOM
rmatoMop(oA0ordecKrie M3MeHeHNs 3aTparuBalioT
Kak IIpaBble, TaK I AeBble OTAeAbl cepalia. /ledenne
AD sBAsIeTCSl CAOXHOM 3adadeil B pelleHnN KOTO-
POl IPUMEHSeTCs MHAMBUAYaABHBIN II0AX0J K Ka-
>KAOMY HaIlMeHTy. ACMMIITOMHEIE ITallVIeHThI MOTYT
IoAy4JaTh KOHCEPBATMBHOYIO Tepalmio, Torda Kak
MalMeHThl, Y KOTOPHIX HabAI04aeTcs cepedHast He-
AOCTaTOYHOCTD, HAPYIIIeHIsI pUTMa, II1aHO3, BEIPa-
JKeHHas KapJuoMeraans TpeOyIoT XUpPypIrimdeckoro
BpMeraTeabcTsa. C IMMPOKUM BHeJpeHMeM HOBBIX
MeTOAMK IldacTudeckoyt koppeknum TK mpm AD
IIOKa3aHMsI K OIepaTUBHOMY A€4eHMIO pacIIVpu-
AVICB, OCOOEHHO Y MaI[MeHTOB, Y KOTOPBIX BO3MOKHO
nsbexats mporesuposanus TK. Vimerores sannbe
0 11e4ecoO0pPa3HOCTU BBIIIOAHEHNS I1AacTIYecKO
KOPPeKIINM, B YaCTHOCTM KOHYCHOM PeKOHCTPYK-
mm TK, y manmenTos 6oaee MaaaIiero Bo3pacra
U Ja’ke Y aCUMIOTOMHEIX IIallYIeHTOB C I1eABI0 IIpo-
PuUAaKTUKM TAKEABIX OCAOKHEHUII eCTeCTBEHHOTO
TeuyeHNsA 3aboJeBaHMs. Ba’kHelImMM MOMEHTOM
KOHYCHOII peKOHCTPYKIIUM SBASIE€TCA He TOABKO CO-
3aanne 9QQPeKTUBHOIN 3amypaTeAbHON (QPYHKIUU
TPUKYCIMAAABHOTO KAaIlaHa, HO M PeKOHCTPYKITS
IIPUTOYHOTIO OTJeAa IIPaBOTIo >KeAyAodKa C AVKBU-
Jalirer aTpMaau3aliuy IpaBoro >Keay0dKa.

Y 6oAbIMHCTBa HAI[MEeHTOB ¢ AD MOXKeT yCIIel-
HO BBIIIOAHATLCA ABYX)KeAYAOUKOBas KOPPEKIIVL,
0/4HaKO B HEKOTOPBIX CAydasX BOSHIKaeT HeoOX0AM-
MOCTD BBIIIOAHEHUs TaK Ha3bIBaeMOI «II0AyTOpO-
JKeAyAO4KOBOI KOpPeKLNI», KOT4a O4HOBPEMEHHO
koppeknueii AD HakaagpiBaetcst BAKIIA, B yact-
HOCTM IIPU CO3AaHUN OTHOCUTEABHOTO cTeHo3a TK
(pubposnoe xoasro TK -2 Z u MeHsIlte), a Tak Ke
IIpY pa3BUTNN BEIpaskeHHON ArcyHKiym [DK.
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Shorokhov et al.

CaMBIMM 4YacTBIMM  TIpeACepAHBIMM  Hapyllle-
HISIMM PUTMa, codeTaromuMuca ¢ AD, ABASIOTCA
cungpom BITY (AIDKC-acconmmposaHHas Taxm-
Kapaus), AB y3aoBas pueHTpu-TaXuKapAus, Tpere-
Taane/pudpuaasms npeacepanir. OPV nmoxkasano
BCeM IalMeHTaM Ilepe] XUPYPIMUYECKOil KOppeK-
nuent AD, Tak kak Ha OKI' He Bcerga MpuUCyTCTBYIOT
TUIIMYHBIE IPVU3HAKU IPeABO30yXKAeHN KeAy0d-
kOB (Haanuame A-Boansl). Y martuentos ¢ AD BITHIIT
IIpY CHHYCOBOM PUTMe SBAAETCSI IIPeAUKTOPOM
nHaavaus uncuaarepaaporo AIDKC. Ilpu couera-
HM AD U IIpeAcepAHBIX HapyIIeHU pUTMa MO-
JKeT MPUMEHATLC KaTeTepHasl aOAsAINs apUTMUU
IIepBLIM DTAIIOM, AMO0 OAHOMOMEHTHAsI XUPYPIN-
yeckasl Koppekuust AD u HapymeHuin putMa. Vve-
IOTCSI AQHHBIE 00 YA0BAETBOPUTEALHBIX OT4aA€HHBIX
pesyabTaTax Iaactudeckoi koppekumm TK mpm
AD, a Tak Xe 0 IpUOpUTETE 4aHHBIX METOAVK IIepes,
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