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BeepeHne

Cpean BpOXAEHHbIX MOPOKOB CepAeyvYHO-COCy-
ONCTO cucTembl Hanboree pedKkUM ABNAETCA aHO-
Manus 36LWTeNHa, YaCToTa BCTPEYAEMOCTN KOTOPOW
okono 1 %. Bnepsble natonorua onvcaHa B 1866 T.
npv NaTonoroaHaTOMUYECKOM MCCefoBaHUN na-

H.M. TpowkuHes, E.A. CBasos, 0.B. Mouyna,
H.A. lLimaxkoBa, U.B. UBaHoBa, O.A. EryHoB,
E.B. Kpusowekos

HayuHo-nuccnefoBaTenbCKuii MHCTUTYT KapAnonorniu,
depepanbHoe rocyfapcTBeHHoe GIogKeTHOe HayuHoe
yupexpaeHvie «TOMCKMI HaLMOHaNbHbIN NccnefoBaTeNbCKuni
MeAVLIMHCKNI LLeHTP Poccuinckor akaieMmnm Hayk»,

Tomck, Poccuinckaa Oepepauma

MpepctaBneH cnyyanm ycnewHoOn NOBTOPHOW KoppeKuun
MeTO[IOM KOHYCHOW pPeKOHCTPYKLUN y pebeHKa B Bo3pacTe
16 neT ¢ UCnonb3oBaHNEM OMOPHOrO KofbLa TPUKYCNU-
JanbHoro knanaHa. /13-3a aTproBeHTprKynapHol 6nokagbl
BbICOKMX rpafauuni y naymeHTa MMNIaHTMPOBaH 3/1eKTpo-
KapavoctumynaTop. [ina onpeaeneHna aHaTOMUN U reMoaN-
HaMWYeCcKMX noKasaTenieil NPaBoro »enyfaoyka NpoBeAeHbl
YNbTPa3ByKOBOE MCCIefoBaHNE Y MarHUTHO-Pe30HaHCHaA
Tomorpadus. Mo faHHbIM 3xoKapanorpadumm Npm BbINNCKe
OTMEeYaEeTCA XOPOLUUNI reMmoagnuHammnyecknin 3¢deKT Koppek-
LMn: peryprutauma Ha TpUKyCcnuaanbHoOm KnanaHe go | cT,
rpagveHT gasneHna — 10/5 Mm pT.CT.

KnioueBble cfioBa: aHOManus J6LTeliHa; BPOXAEHHbI No-
POK cepaua; KNUHNYECKNIA CllyYall; KOHYCHaA PEKOHCTPYK-
LmA; NOBTOPHaA onepauua

LMeHTa, ymepluero B Bo3pacTte 19 net ot npaBoxe-
NnyAo4YKoBOW cepaeyvyHon HegoctaTtouyHocTtu [1]. Ha-
3BaHVe B YeCTb 3HAMEHUTOro natosiora aHomanus
npuobpena 6narogapa W.M. Yater n M.J. Shapiro B
1937 1., BbINOSHMBLUNX 0630p 16 NeTanbHbIX C/lyYaeB
aHomanuum [2].
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Hanbonee npuHATON B KNMHUYECKOWN MpaKTUKe
npu3HaHa knaccudurkauma, KOTOPYK Mpeanoxmn
dpaHuy3cknin Kapguoxupypr A. Carpentier n coasT.
B 1988 ., — 4 Tna aHomanun S6wTeinHa: A, B, C, D [3].

CyLuecTBYIOT pa3fiyHble NOAXOAbI K XUPYPryecko-
My JIeYeHMIo NMOopOoKa: NIAacTUKa UM NpoTe3npoBaHue
TpuKycnuganbHoro KnanaHa (TK) ¢ nnnkauvei atpuva-
NM30BaHHOWM YacTun Npasoro xenyaouka (MK) [4].

B KoHUe npoLunoro Beka noABUNICA HOBbI CNOCo6
nnactuky TK npy aHoManum 36LwWTeHa, KOTOPbIA Ha-
3BaH KOHYCHOW PEKOHCTPYKLUMEN, ero ocHoBaTenem
ABNAETCA O6pa3unbcknin Kapguoxmpypr J.P. da Silva.
OcHoBHas 3agaya NNacTUKM — C MOMOLLbIO COOCTBEH-
HbIX TKaHel TK co3gaTb KOMMETEHTHbIN KnanaH ¢ Mu-
HUMaNIbHOM HEeJOCTAaTOYHOCTbIO 1 perypruTtayunent. 3a
nocnegHue 20 net 3Ta TEXHMKA CTana UCNosb30BaTb-
CA B KPYNHENLWKNX KIVHMKaX M1Pa, MAET HaKomnieHne
onbiTa U 0606LLEeHNE PaHHVIX 1 OTAANEHHbIX Pe3ysbTa-
TOB 3TOrO MeTofa NNACTUKN.

B cTtaTbe npeAcTaBnieH ycnewwHblin CnyyYain NoBTop-
HOW KoppeKLUuy aHoManum J6LTeiHa METOAOM KOHYC-
HOW PEKOHCTPYKLUN C UMIMJIaHTaunen OnopHOro Kosb-
Lia 1 ByXKaMepHOro 3/1eKTpOoKapanoCTyMynsaTopa.

KnuHnyecknn cnyvai

MauyuneHT M., 16 neT, NOCTyNUA B KapaANOXNpypru-
yeckoe otgeneHne N2 2 HAW kapanonorun Tomckoro
HVML B mapTe 2019 r. Ha MOMeEHT nocTynaeHma poct
nauuneHTa 186 cm, Bec 71 Kr. [MaymeHT npeabABnAn »a-
no6bl Ha OAbILIKY NP NOAbEME Ha 1-1 3Tax, C1abocTb,
3NM304bl yYalLeHHOro cepaLebuneHmns.

N3 aHaMHe3a M3BECTHO, YTO aHOManua J6LITelHa
AVMarHoCcTupoBaHa cpasy nocie poxgeHusa. Manbumk
Habnoganca Kapanonorom no MecCTy XUTENbCTBa,
Cc oceHun 2013 r. oTMevanacb oTpuuatesibHasa AuHa-
MUKa B CAMOYYBCTBUUN pebeHKa: NOABUIUCH ObicTpas
YTOMIAEMOCTb, OfbILKa NPY HE6ObLIOW Gr3nYeCcKoi
Harpyske, UaHo3. /13 BbInnCKy npeablayLien rocnmTa-
NN3aunn N3BeCTHO, YTO COCTOAHME MPU MNOCTYNIEHUN
pacueHeHo Kak cpefHen CTeneHn TAaXeCcTu, catypauus
92 %, TOHbI cepaLa ACHble, pUTMMYHbIE, | TOH pacuye-
nJieH, KOPOTKNI CUCTONIMYECKMI LYM BbICYLLBANCA
BAOJIb NEBOro Kpasa rpyanHbl. BoipaxeHHon natono-
rMm Opyrmx opraHoB U CUCTeM HeT. [10 AaHHbIM Ynb-
TPa3ByKOBOro Ncc/iefoBaHNA cepAua, aunataumsa npa-
BbIX Kamep cepAua Bblpa)keHHasa, MexenygoukoBas
neperopojka cMeLleHa B NMoJsIOCTb JIEBOrO »KenyAaoukKa,
npu 3TOM COKpaTuTesibHasA CMOCOBHOCTb 0OOUX XKe-

NYAOYKOB B HOpMe. TpexcTBopyaTblil KnanaH TUnu-
yeH Ans aHoManuu JOLTelHa: cpalleHne CTBOpoK TK
K cTeHKaMm MK ¢ ToTanbHOM HeAOCTaTOYHOCTbIO Ha Kia-
naHe. lMepegHas cTBOpKa yAnMHeHa, GUMKCUMPOBaHa
K npunexaliemy Mmokapzy ¢prbpo3HbIMU cpalleHus-
MW, 33 CYET YETO TOYKA CMbIKaHUA CTBOPOK CMeLLeHa Ha
26 MM K BEpXYLLUKe CEPALA, YTO XapakTepHo Ana Tnna B
aHomanuu J06wwTenHa. TakxKe obHapyxeH fedeKT Mex-
npeacepaHoONn neperopomKkm 5 mm.

B deBpane 2014 r. pebeHKy BbINOSIHEHA XUPYPIU-
yeckaa Koppekuma — nnactvka TpUKycnuaanbHOro
KnanaHa C AByHarnpaBfieHHbIM KaBanylbMOHasIbHbIM
aHaCTOMO30M, ywwuBaHue pedekTa Mexnpencepa-
HoOW neperopogkun. B paHHem nocneonepaumoHHOM
nepvoge oTMeyanacb nonHasa AB-6nokaga, notpe-
60BaBLIas BPEMEHHOWN 3NeKTPOKaPANOCTUMYNALMM
npopomknTenbHocTbio 11 cyT. MNocne onepaTtMBHOro
neyeHnsa HegoCTaToOMHOCTb Ha TK coxpaHsanacb go Il cT.
Mocne BbINMCKM pebeHOK Haxoawnca nop Habnoge-
Hvem Kapguonora ambynatopHo. /3 meankameHTos-
HoW Tepanuu NpuH1Uman aHan 10 mr 1 pas B CyT., rmno-
Trasng 25 mr 1 pas B CyT, BepownunpoH 25 mr 2 pasa
B cyT. CoxpaHAnca cuHycoBblin putm 40-163 ya./MuH
C 3MM304aMU XKeJTy[OYKOBOrO pUTMA, MosHasA 611oKkaga
NpaBon HOXKK NyyKa [nca, B TeueHme CyToK Snn3oapl
nonHou AB-6nokappl c naysamum putma 1689-1926 mc.

B 2017 r., no AaHHbIM XONTEPOBCKOrO MOHUTOPUPO-
BaHWSA, BbIIB/IEH TPAH3UTOPHbIN ¢deHomeH Bonbda -
MapkunHcoHa - Yanta. C yueTom yxyALIeHrA COCTOAHNA
N coxpaHsatoLlenca HegoctatouHoctn Ha TK go Il cT.
naumeHT HanpasneH B HAWM kapanonorum Tomckoro
HUML, pns o6cnefoBaHns 1 peleHna BONpoca o rno-
BTOPHOM OMNepaT1BHOM BMeLLaTeNbCTBe.

Mpu nocTynneHnn B Kapanoxupypruyeckoe otge-
nenHwue N2 2 HW kapgmonorum Tomckoro HYIML cocTo-
AHNe pacLeHeHo Kak yaoBneTsoputensHoe. MNauyneHt
XanoeancA Ha OoAblWKy npu GU3NYECcKon Harpyske,
anm3o4bl yyalleHHoro ceppauebreHns. O6beKTUBHO:
TOHbl ceppaua fACHble, pUTMUYHble. Bbicnywmsanca
CUCTONNYECKUN LWYM MO JIEBOMY Kpato rpyAMHbI, MaK-
cumanbHo B -1V mexpebepbe, ycunusancs B ropu-
30HTanbHOM nonoxkeHuu. Catypauua B nokoe 99 %.
Mo gaHHbIM NabopPaTOPHbLIX METOAOB NCCNEAOBaHUS,
obwnin aHanm3 KpoBK, BUOXMMUecKme nokasaTenm
KpoBM 6e3 MaToNormyeckux OTKIOHeHUN. YnbTpa-
3ByKOBOE nccegoBaHue cepgua (puc. 1): npasoe
npeacepamne (MM) — 59 x 51 mm, o6bem MM — 107,42
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Puc. 1. Dxokapgunorpadus fo onepauum

M1 (245 % HOPMbI), KOHEYHbI ANACTONNYECKNIA pas3-
mep nesoro xenygouka (KOP J1K) — 49 MM, KOHeuUHbIV
cuctonnueckuin pasmep (KCP) JIXK — 31 mMm, KOHeuHbIN
avactonuyeckuin oobvem (KAO) K — 115 ecm® (114 %
HOPMbI), KOHEUHbIN cucTonuueckuii oo6vem (KCO) JK —
46 cv?, Pppakums Bbibpoca (OB, m) — 66%, OB (b) — 64 %,
y#apHbIi 06bem (YO) — 69 mn, yaapHbin nHgekc (YW) —
35,5 mn/m?, cuctonuuecknin unHpgekc (CKM) — 1,4557
N/MUH/M?, KOHEYHbIV AunacTonmyeckuin nipekc (KOW) —
59,18 MN/M?, KOHEeYHbIV cucTonuuecknii nHaekc (KCH) —
23,7 ma/m?, MK (m) — 28 mm, MXK (b) — 31 mm. Tpuky-
CnuaanbHbIA KnanaH: pnbposHoe KonbLo (OK) — 20 mm,
rpagveHT Ha KnanaHe — 6/3 Mm pT. CT., peryprutaums
Il ct. CnucTonnyeckoe pasnexne B MK — 27 mm pT. CT;
CKOPOCTHble NOKa3aTeNnyn KPOBOTOKA B KaBanyfibMOHasb-
HOM aHaCTOMO3€ B Npefenax HopMbl (CKOPOCTb Ha BAOXe
54 cm/c, ckopocTb Ha Bblgoxe 30 cm/c). KapanoTtopakasnb-
HbIN nHAEKC — 64 %.

Puc. 2.
MarHuTHo-pe3oHaHc-
Haa Tomorpadua
cepAaua, 4-KamepHas
npoekumsa

no AMHHOM OCKn
NeBOro Xenyfoyka

B IMNYSbCHOM
nocneaoBaTesibHOCTH
GRE-SSFP: gnactona
(A); cuctona (B)

© H.M. TpolukuHes 1 coasT., 2020

BblinosiHeHa MarHMTHO-pe3oHaHCHaA Tomorpadua
cepaua (puc. 2) Ha annapate Toshiba Vantage Titan
(AnoHwnA) ¢ uHaykuren marHutHoro nona 1,5 Tn. Ana
BM3yanusauyun TK ncnonb3oBaHbl AHaMNYecKne n3o-
GpaxkeHnsa B 2- 1 4-KaMepHOW NPoeKUnmn Nno QJIMHHOWN
OCM NIeBOrO Xefyfouka B MMMNYyNbCHOW nocnegoBaTesib-
HocTn GRE-SSFP (ycToliumBoe coctosiHme cBOGOAHOM
npeueccun). NepegHAa CTBOPKa KnanaHa orpaHuye-
Ha B ABWKEHWUW B HUXKHEW TPETU, 3a CUYET YEro He Ob11o
JOCTaTOYHOW KoanTaumm TKaHen TK B cuctonmyeckyto
a3y, uTo NPUBOANNO K 3HAUUTENIbHOW perypruTtaumy;
noka3satenu KCO MX — 165 mn, KOO MX — 203 mn,
KOP MX — 52 mm, KCP MK — 47 mm, dpakuma Bolibpoca
M — 18 %, neBble Kamepbl cepALa He YBeInYeHbI.

C uenbio ANArHOCTMKN HapylueHUA puTma cep-
Jua NpoBefeHO CYyTOYHOE MOHUTOPUPOBAHMNE SMeK-
TpoKapaunorpadumn: yactota cephedHbiX COKpalue-
Hun (YCC) cp. — 69 B MuH, YCC max — 141 B MuH,
YCC min — 30 B MWH, MaKcMManbHasa naysa putmMa —
2 632 mc. KonnyecTtso nay3 putma 6onee 1,5 c— 7 389
3a cyT. KenygoukoBas sKkcTpacmctonma — 2 988 3a
CyT. 3aK/oueHue: B TeuyeHre cyTok AB-6nokaga 1 cT.
(PQ o 500 mc), 2 cT. Mobuy 1,2 n 2:1. CpeiHeECYTOUHas
YCC 6nurke K MMHMManbHol Hopme. May3bl putma go
2 632 mc. KenygoukoBas dKCTPACUCTONNA — SKTOMNU-
yeckan akTUBHOCTb 3 %, rpynnoBbIX Xenyao4YkoBbIX
3KCTpacucTonmin Het. MpoBegeHO upecnueBogHoe
3NeKTPOoPM3NONIOrNIYECKOe NCCNIEAOBAHNE, MAPOKCN3-
Mbl TaXVKapaun He NHAYLMPOBANMUCh.

Mocne ob6cnepoBaHUs NauuMeHTy TPeboBaNuCh
NOBTOPHaA XMpypruyeckasa Koppekuma n C y4eTom
npexoaAwen nonHon AB-6nokagbl MMnNAaHTauus
[BYyXKaMepHOro 3NeKTpoKapaMoCcTUMynaTopa (Knacc
nokasaHum |, ypoBeHb foKasaTenbHocTu B).
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Puc. 3. 3Tanbl onepauuun: KnanaH [0 pekoHCTpyKuun (A); pacceueHne nepeaHeii CTBOPKM HuKe GprbposHoro konbua (B);
TOTanbHasA AenamuHaums nepegHen ctBopkm (C); NoaWwmMBaHMe TKaHN CTBOPKIN K UCTUHHOMY dubpo3Homy KonbLy (D);
umnnaHTaumsa onopHoro konbua (E); kKnanaH nocne pekoHcTpyKkumm (F)

TexHuka onepauyun

OnepaTtnBHbIA AOCTYN — CpeAnHHaA NpoaosbHaa
pectepHoToMUA. Kapanonus. MNogknioueHne annapaTta
WCKYCCTBEHHOTO KPOBOOOpaLLeHNA MO CXeMe: BOCXO-
OALaA aopTa — BePXHAA NONan BeHa, HWXKHAA nonas
BeHa. KpoBaHasa xonofoBas Kapauonnerva nopasa-
nacb B KOpeHb aopTbl. [lpaBaa atpuotomus. fmapoau-
Hamuyeckas npoba — HegocTaTouHocTb TK Il ¢T. Mpun
peBu3mm TK: nepegHAAa CTBOpKa AeflaMUHUPOBaHa
YacTMYHO OT nepepgHen cTeHkmn XK, uto ABMNANOCH
NPUYMHON HeJOCTaTOUYHOW KoanTauum CTBOPOK 1 pe-
ryprutaumm. lNepepHas CTBOpPKa KiamnaHa pacceyeHa
Ha 0,5 cM HWKe GMOPO3HOTrO KoMbLa; 06MacTb pacce-
YeHUA — C nepepHecenTanbHOW JO NepegHe3agHen
Komuccypbl (puc. 3). BoinonHeHa ToTanbHaA fenamuHa-
unA nepegHelt cTBopkn TK nyTem pacceveHuns prbpos-
HO-MbILLEYHbIX CpaleHmin. Xopabl, Kpenawmeca K na-
NUANAPON MbILLE, HE paccekaNvcb, MOCKOJbKY Cly»aTt
MeCcToM QUKcauum KOHYCHOW peKoHCTpyKuun. Kpaii
CTBOPKU GUKCUPOBaH K UCTUHHOMY GpUOPO3HOMY KOJlb-
Ly HuTblo Premilene 6/0. C yyeTom BO3pacTa naumeHTa
OnA npefoTBpaLleHna nocneayollen aunataunm ou-
6po3Horo konbLa TK MMNIaHTPOBAHO OMOPHOE KOJb-
uo Sorin Sovering Band Tricuspid 28 mm. lugpoanHamu-
yeckas npoba TK — peryprutaums 0l ct. CHAT 3aXum

C aopTbl, NpaBoe NpeAcepaue ylwmTo HUTblo Premilene
5/0. K npaBomy npepcepaunio 1 NpaBoMy »enyaouKy
NnoALWmnTbl 3NUKapAmnanbHole anekTpogbl Medtronic
Capsure Epi — 35 cm. dneKTpogbl NOAKIIIOUEHbI K [BYX-
KaMepHOMy 3fieKTpoKapauoctumynsatopy Medtronic
Ensure DR MRI Sure Scan, KoTopbiln nomMeLleH nNog ano-
HeBpPO3 NPAMbIX MbILLIL| >KMBOTA.

Bpema wuckyccTBeHHOro KpoBoobpalleHua —
121 MuH, Bpema nepexkatua aoptbl — 89 MUH.
MaumeHT 3KcTybuMpoBaH uepe3 3 U nocne one-
pauuun, Ha 3-e CyT. nepeBefeH U3 OTAENeHMA aHe-
cTe3snonorMm - peaHumauuu B obulylo nanaty.
OcyuiectBneHa Tepanus: ¢ypocemug no % tabner-
Ku 2 pas3a B CyT., acnapkam no 1 Tabnetke 3 pa3sa
B CcyT. Ha 4-e nocneonepauVOHHble CYT., B CBA-
31 C ABYCTOPOHHUM TMAPOTOPAKCOM, BbIMOJHe-
Ha nneBpanbHaa NyHKuuA. [MonyyeHa cepo3Has
JKCCyAaTUBHAA XMAKoCTb (cneea 320 mn, cnpaga
400 mn). PUTM OT 31€KTPOKapANOCTUMYNATOPA YCTON-
umBbIn (pexxkum ctumynauyumn AAI-DDD; 6a3oBas YCC
50 B mMyH; makcumanbHaa YCC 170 B MWH; 4yBCTBU-
TenbHOCTb npasBoro npegacepama 4,0 mB, npasoro
»kenygouka 18,5 mB; mopor ctumynAauum npasoro
npeacepaua 1,125 B, npasoro xenygouka 0,375 B; AV-
3agepKKa auto).
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S5-1/asa2

FR 20Hz
22cm

1))

Puic. 4. Oxokapauorpadusa nocne onepaumu

Mo paHHbIM NocneonepaLOHHON 3XOKapAMorpa-
dunm (puc. 4), MM — 55 x 45 mm, o6bem MM — 77,96 mn
(188 % Hopmbl), KOP — 50 mm, KCP — 29 mm, KOO —
106 cm® (105 % Hopmbl), KCO — 35 cm?, OB (m) —
72 %, OB (b) — 67 %, YO (b) — 71 mn, YU — 36,5 mn/m?,
KON — 54,55 mn/m?, KCU — 18 mn/m?, TIK (m) —
29 mm, MMXK (b) — 26 MM, cucTonnueckoe AaBrieHne
B XK 26 mm pT. CT,, TPUKyCcnnganbHbi knanaH: OK —
23 mm, rpagneHT — 10/5 mm CT. pT,; peryprutauma ao
| cT. MaymneHT BbiNMcaH Ha 13-e CyT. nocne onepaunn
nos HabnopeHve Kapguonora ambynaTopHO-nonu-
KNMHWUYECKOro 3BEHa.

Yepes 6 mMec. NaUMeHT NpoLLeN KOHTPOJIbHOE 06-
cnefoBaHVe NO MeCTY XXNUTeNbCTBa. 3a yKa3aHHbIN ne-
pvioa HabnogeHMA NauneHT He NpeabABAAN »Kanoob.
Mo pe3ynbTatam ynbTpa3ByKoBOro obcnepoBaHus,
MM — 51 x 40 mm, o6bem MM — 57 mn, KAP — 47 mm,
KCP — 30 mm, KOO — 103 mn, KCO — 34 mn, OB (b) —
67 %, YO — 69 mn, YU — 34,3 mn/m?, KON — 51,24
mn/m?, KCU — 16,91 mn/m?, TIXK — 28 mm, TpuKycnu-
JanbHbli KnanaH: OK — 23 mm, rpagneHt — 2,8/1,4 mm
CT. pT,; peryprutauma go | cT. KOHTposnb cucTembl snekK-
TPOKapAMoCTUMynATopa: pexxmm ctumynauum AAl-
DDD; 6a3oBas YCC 50 B MuH; makcumanbHaa YCC 1308
MWH; 4yBCTBUTENbBHOCTb NpaBoro npegcepava 4,9 mB,
npaBoro xenygoyka 20 mB; nopor ctumynayum npaso-
ro npeacepaus 0,5 B, npasoro »kenygouka 0,5 B.

B mupoBon nuTepatype o6CyKAaeTcs BOMPOC
0 BO3MOXHOCTV BbIMOIHEHNSI KOHYCHOWN PEKOHCTPYK-
unn. KoHycHas peKoHCTPyKuus pa3paboTaHa Ha oc-
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HoBe MeTofa nnactukm A. Carpentier, KnioueBbiM MO-
MEHTOM B KOTOPOM Oblna ToTanbHaa Xupyprmyeckas
JenaMmmHauma TKaHen cTBopok TK oT npunexallero
mMuoKapga. J.P. da Silva npegnoxun potuposatb no-
NyUYEHHYI0 TKaHb CTBOPOK MO YaCOBOW CTpenKe 1 noa-
WMBaTb K UCTUHHOMY GUOpo3HOMY Kosbuy [5]. DTa
ornepauua akTUBHO NPUMeHAeTCA Xmpypramu B Asnn,
Espone n Amepuke.

Mo MmHeHuio Kapgnoxupypra KnuHmkm Mawno
(CLUA) J.A. Dearani, 5ToT meTog, Hanbonee NpubnnkeH
K aHaTomuueckon koppekuuun. B ctatbe B 2013 T.
J.A. Dearani n coasT. onucbiBatoT 20 ciiyyaes NoBTOp-
HbIX BMeLwaTenbcTB [6]. CpegHUN BO3pacT naumeHToB
coctaBun 15 net. Cpeaun NpuYmH yBennYeHna cteneHn
HeaoCTaToyHOCTM Ha TK 6binun pacwmpeHne ¢prnbpos-
HOro Kosblia M HefoCTaToYHaA AeflamuHauma CTBO-
POK. Y NOMOBUHbBI NALMEHTOB He ObINIO TKAHW CenTasib-
HoW cTBOPKW. [pn HegocTaTKe TKaHM CTBOPKY X1pPYpr
BbINOJHAN BCTaBKY U3 ayTonepuKapaa unm memopatbi
Cor-Matrix. JleTanbHOCTM 1 Nepexofa K NpoTe3npoBa-
HMIO KNnanaHa B ;]aHHON KOoropTe NalueHToB He Obls1o.
Kak oTmeyvaloT aBTOpbl, MOBTOPHAaA NiacTMka nocne
KOHYCHOW PEKOHCTPYKLIMM BO3MOXHA B 6O/bLUMHCTBE
CyyaeB, NMOCKOJIbKY MMeSICA onpefeneHHbli 06bem
TKaHW CTBOPOK ANA NAACTUKW KNanaHa, HO OH AOMXKeH
6bITb ONONHEH COOCTBEHHBIMW UM NCKYCCTBEHHBIMU
TKaHAMW. B nccneposaHum KnuHnkm Mario B 2018 r.
KONIMYECTBO MOBTOPHbIX KOHYCHbIX PEKOHCTPYKLUN
cocTaBuno 17 % (41 nauwneHT). CpeHunin CPoK Habnto-
neHua — 3,5 = 2,5 roga. BorknBaemocTb naymMeHToB
B neguaTpuyeckon rpynne — 98,5 % [71.

D.J. Kim 1 coaBT. npeacTtaBunm aga cnyyasa npume-
HEeHUNA KOHYCHOW PEKOHCTPYKLUMN Yy naumeHToB 33 neT
1 51 roga, KOTOpbIM paHee BbiMNOJSIHEHA KoppeKuua no
A. Carpentier. ABTOpbl JOMONHUTENBHO BbIMOSHWIN
AenaMuHauuio CTBOPOK, paccekas ¢pubpo3o-mbiluey-
Hble cpalleHuna oT Muokapaa MK v npywmnmn cTBopKM
K NCTUHHOMY dunbpo3HoMy KosbLy. Bo BTopom cny-
Yyae, nommmo nnactuky TK, npoeoaunacb Kproabna-
LKA ONOJSIHUTENbHOMO NpeacepaHO-XKenyaouKkoBOro
nyTu [8].

Hanbonee 3HauvmMble mMeToAbl OLEHKU U BU3ya-
nusaymm MXK npyu aHomanum S6WwTeiHa — 3XOKap-
avorpadura n MarHUTHO-pe3oHaHCHasA Tomorpadus.
JxoKapauorpadpuueckoe nccregoBaHe nossonset
oueHnUTb aHaTomuto TK n cTteneHb peryprutaumm u
CTeHO3a, HO 13-3a CJIOXKHOW GOpPMbI KenyaouKa pac-
CcunTaThb PpaKLUio BbIOpOCa YacTo He NPefCTaBnsAeTcA
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BO3MOXHbIM. MarHuUTHO-pe3oHaHCHaa Tomorpadus
[AaeT BO3MOXHOCTb 6osiee noapobHO paccMoTpeTb
aHATOMUIO aTPMannM30BaHHOM 1 UCTUHHOM YacTen MK
N [OCTOBEPHO onpepenntb dppakumio Bbibpoca [9].
Mpu nomoLm AUHaAMNYECKOro N3006paxeHNa B peXxu-
Me SSFP MoXHO BM3yanbHO onpefennTb CTeneHb Npu-
paLeHna CTBOPOK K Mmnokapgy K, uto oueHb BaXxHO
AnA xupypra.

B HUWN kapguonornn Tomckoro HAML, metop Ko-
HYCHOW PeKOHCTPYKLMK npumeHsaeTca ¢ 2011 r. u Ha-
cunTbiBaeT 6onee 40 onepauunin [10]. MNpeacTaBneHHbIN
cny4van NOBTOPHOWN XMPYPruvyeckon Koppekumm nep-
Bbll1 B HaLLen NpaKkTuKe.

3ak/noueHmne

AHomanus J6lTellHa — OAVH 13 Haubonee pepd-
KNX BPOXJEHHbIX MOPOKOB CEPAEYHO-COCYANCTON CU-
cTembl. MNpu 6eCcCMMNTOMHOM TeYEHWUM AUArHOCTMKA
naToniorny BO3MOXHa TONbKO 6narofapsa 3xoKapau-
orpaduryeckoMy CKpUHUHTY feTteid. Kak npasuno, no-
CTynaloT Ha onepaTMBHOE NleYeHne B LKOIbHOM BO3-
pacTe, C IPOABNEHUAMMN CEPAEYHON HELOCTAaTOYHOCTM
0b6HapyXrBaeTca ofbllKa, pebeHOK yCTaeT Npu MUHK-
ManbHon ¢u3anyeckon Harpyske. YcyrybnaioT cuTya-
LMI0 COMYTCTBYIOLME HaPYLIEHNA PUTMA, N3 KOTOPbIX
Hanbonee xapakTepHbI Ans aHoManuu DOwTelHa,
cmHppom Bonboda — MapknHcoHa — YanTa.

B oTeuecTtBeHHON nuTepaType HeT cTaTen, B KOTO-
pbix 6bi1 6bl NpefcTaBieH OnbIT MOBTOPHOTO BMeELLa-
TeNbCTBa C MPUMEHEHNEM KOHYCHOW PEKOHCTPYKLNN.
B paHHOWM cTaTbe NPOAEMOHCTPMpPOBaHa NOBTOPHasA
KoppeKLmsa ¢ BoccTaHoBNeHreM byHKuun TK. Kntoue-
BOM MOMEHT 3TOMN METOAMNKN — MNOJHaA AeflaMUHaLmna
TKaHeln npuvpalleHHblIX CTBOPOK TK ¢ coxpaHeHnem
XopfAbl KpenneHua nepegHen ctBopku TK K nanun-
nApHomn mbiwe. OCHOBHOW NPUYNHON YBeNYEHUA
HefoCTaTOUYHOCTU Ha TK B oTAaneHHOM nocneonepa-
LMOHHOM nepuoge nocsie KOHYCHOW PeKOHCTPYKLMN
ABnseTcA gunatauma GubposHoro Konbua. [na npe-
JOTBpaLleHMa gunaTauumn nNpy NOBTOPHOW NNacTuKe
KnanaHa cnegyeT UCMONb30BaTb OMOpPHbIE KONbLa.
«30M10TbIM CTAaHAAPTOMY ANIA UCCNEA0BaHNA aHaTOMUN
n dyHkuum MK npu aHomanumn S6wTelriHa NpuU3HaHa
MarHUTHO-pe30HaHCHaa Tomorpaduma. Heobxoanmbl
HaKOMJIeHNe KIMHUYECKOro omnbiTa 1 HabnogeHue
B OTAaJIeHHOM MocC/ieonepaLuoHHOM Neproge nauu-
€HTOB C 3T!M BapMaHTOM KOPpPeKLUUN.

Cnucok nutepatypbl / References

1. Robicsek F. Wilhelm Ebstein and the history of surgery for
Ebstein's disease. Thorac Cardiovasc Surg. 2013,;61(4):286-
292. https://doi.org/10.1055/5-0032-1304540

2. Yater W.M,, Shapiro M.J. Congenital displacement of the
tricuspid valve (Ebstein’s disease): Review and report of a
case with electrocardiographic abnormalities and detailed
histologic study of the conduction system. Ann Intern Med.
1937;11(6):1043-1062.  https://doi.org/10.7326/0003-4819-
11-6-1043

3. Carpentier A., Chauvaud S., Macé L., Relland J., Mihaileanu S.,
Marino J.P, Abry B., Guibourt P. A new reconstructive
operation for Ebstein’s anomaly of the tricuspid valve.
J Thorac Cardiovasc Surg. 1988;96(1):92-101. PMID: 3386297.
https://doi.org/10.1016/50022-5223(19)35302-4

4. Burri M, Lange R. Surgical treatment of Ebstein's anomaly.

Thorac Cardiovasc Surg. 2017;65(08):639-648. PMID:
28806824. https://doi.org/10.1055/s-0037-1604469

5. da Silva J.P, Baumgratz J.F, da Fonseca L., Franchi S.M.,
Lopes L.M., Tavares G.M., Soaresa A.M., Moreira L.F.,, Barbero-
Marcial M. The cone reconstruction of the tricuspid valve in
Ebstein’s anomaly. The operation: early and midterm results.
J Thorac Cardiovasc Surg. 2007;133(1):215-223. https://doi.
org/10.1016/j.jtcvs.2006.09.018

6. Dearani J.A, Said S.M. Burkhart H.M, Pike R.B.,,
O’Leary PW., Cetta F. Strategies for tricuspid re-repair in
Ebstein malformation using the cone technique. Ann
Thorac Surg. 2013;96(1):202-208. PMID: 23743062. https://
doi.org/10.1016/j.athoracsur.2013.02.067

7. Holst K.A., Dearani J.A,, Said S., Pike R.B.,, Connolly H.M,,
Cannon B.C. Sessions K.L. O'Byrne M.M. O’Leary PW.
Improving results of surgery for Ebstein anomaly:
Where are we after 235 cone repairs? Ann Thorac Surg.
2018;105(1):160-169. PMID: 29174783. https://doi.
org/10.1016/j.athoracsur.2017.09.058

8. Kim D.J., Suh JW., ShinY.R,, Shin H.J., Park H.K. Tricuspid valve
re-repair in Ebstein anomaly using the cone technique.
Korean J Thorac Cardiovasc Surg. 2016;49(1):35-38. https://
doi.org/10.5090/kjtcs.2016.49.1.35

9. Davlouros PA., Niwa K., Webb G., Gatzoulis M.A. The right
ventricle in congenital heart disease. Heart. 2006;92(Suppl
1):i27-38. PMID: 16543599, PMCID: PMC1860730. https://
doi.org/10.1136/hrt.2005.077438

10. KrivoshchekovE.V. AckermanJ.P,Yanulevich O.S., SokolovA.A.,
ErshovaN.V., Dearanil.A., Cetta F. Modified cone reconstruction
of the tricuspid valve for ebstein anomaly as performed in
Siberia. Tex Heart Inst J. 2017;44(1):39-42. PMID: 28265211,
PMCID: PMC5317358. https://doi.org/10.14503/TH1J-16-5832



https://doi.org/10.1055/s-0032-1304540
https://doi.org/10.7326/0003-4819-11-6-1043
https://doi.org/10.7326/0003-4819-11-6-1043
https://doi.org/10.1016/S0022-5223(19)35302-4
https://doi.org/10.1055/s-0037-1604469
https://doi.org/10.1016/j.jtcvs.2006.09.018
https://doi.org/10.1016/j.jtcvs.2006.09.018
https://doi.org/10.1016/j.athoracsur.2013.02.067
https://doi.org/10.1016/j.athoracsur.2013.02.067
https://doi.org/10.1016/j.athoracsur.2017.09.058
https://doi.org/10.1016/j.athoracsur.2017.09.058
https://doi.org/10.5090/kjtcs.2016.49.1.35
https://doi.org/10.5090/kjtcs.2016.49.1.35
https://doi.org/10.1136/hrt.2005.077438
https://doi.org/10.1136/hrt.2005.077438
https://doi.org/10.14503/THIJ-16-5832

108 © H.M. TpowwKunHeB 1 coaBT., 2020

A clinical case of repeated correction of Ebstein’s anomaly

using the‘cone reconstruction’method
Nikita M. Troshkinev, Evgenij A. Svyazov, Olga V. Mochula, Natalia A. Shmakova, Inna V. lvanova,
Oleg A. Egunov, EvgenijV. Krivoshchekov

Cardiology Research Institute, Tomsk National Research Medical Center, Russian Academy of Sciences,

Tomsk, Russian Federation

Corresponding author. Nikita M. Troshkinev, tnm.sibir@mail.ru

We report the case of a 16-year-old child with Ebstein’s anomaly who successfully underwent recorrection via the ‘cone
reconstruction’ method using a tricuspid valve-in-ring implant. Because the patient had high-grade atrioventricular block, a
pacemaker was implanted. Ultrasound and magnetic resonance imaging were conducted to determine the anatomy of
the right ventricle and its hemodynamic parameters. Echocardiography performed at the time of discharge revealed an
improvement in the hemodynamic parameters of the patient after the correction: tricuspid valve regurgitation is mild and
peak/mean pressure gradient 10/5 mmHg.

Keywords: case report; congenital heart disease; cone reconstruction; Ebstein’s anomaly; repeated surgery
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