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Pacnpocmpanennocms apummuii cpedu nayuenmos ¢ anomanuei dowmetina (A3) pacnpedenena credy-
owum 06paszom: donorHumensvuvie ampuogeHmpuryapueie nymu — 10-38%, mnodcecmeenmvie dononnu-
menbHble npedcepono-icenydourosvie coeounenus (IDKC) — 13,8%, ampuogacyurynsipnvie sonoxna — 5%,
AB-y3noeasn peyunpoxnas maxuxapous — 8—13%, monomopghuan sncenyoouxosas maxukapous — 7%, npeo-
ceponas peyuousupylowas maxuxapous — bonee 20%, gpoxanvnas npeoceponas maxuxapous — 2—20%, ne-
3anHas cmepms apumMOo2eHno2o 2ene3a (nobvie mexanusmol) — 8—16%. Tema apummuueckozo cunHopoma
npu anomanuu Iowimetina 0cobo akmyanbHa no nNpULUHe pacnpoCmpaHeHHOCMU peKOHCMPYKMUBHBIX 6Me-
WamenbCme Ha MmpuKkyCRUOAIbHOM KIANAHE U NPOSHOZUPYEMO20 YXYOUleHUs. MeYeHUs NePUONEPaYUOHHO2O0
nepuooa npu Marugecmayuu apummuil.

B oannom coobwenuu oemoncmpupyemcs ponv HadHCeryOOuKO8bIX HAPYWEHUL pumma 6 yXyouleHuu npo-
2HO3a ONEePUPOBAHHBIX NAYUEHTNOE C MAdNCENbIMU opmamu anomanuu Dowmelina na npumepe ananusa Xu-
PYypauteckozo eueHst MOI000 HCEHWUHbL ¢ CYOKOMNEHCUPOBAHHOU npasodicenydoukogoil (IDK) nedocma-
MOYHOCIbIO U MPenemanuem npeocepouil.

Kuwouesvie cnosa: 63pocivie nayueHmvl ¢ apummuell, Xupypeuieckoe iedeHue, pacnpocmpaHeHHoCmy
apummutl, anomanus Dowmetina

EBSTEIN’S ANOMALY: CLINICAL CONSEQUENCES
OF SUPRAVENTRICULAR ARRHYTHMIAS IN RIGHT VENTRICULAR
FAILURE AFTER SURGERY UNDER ARTIFICIAL BLOOD CIRCULATION

PP. Rubtsov, T.G. Le, L.D. Semenova, L.A. Bockeria

Bakoulev National Medical Research Center for Cardiovascular Surgery, Moscow, 121552, Russian Federation

Pavel P. Rubtsov, Cand. Med. Sci., Cardiovascular Surgeon; orcid.org/0000-0002-5756-9332,
e-mail: pavelrubtsov09@gmail.com
Tatyana G. Le, Junior Researcher, Cardiovascular Surgeon; orcid.org/0000-0001-9523-0172
Lyudmila D. Semenova, Cardiologist; orcid.org/0000-0003-0757-3154
Leo A. Bockeria, Dr. Med. Sci., Professor, Academician of RAS, President; orcid.org/0000-0002-6180-2619

The prevalence of arrhythmias among patients with Ebstein’s anomaly (EA) is distributed as follows: acces-
sory atrioventricular tracts — 10-38%, multiple accessory atrioventricular connections — 13.8%, atriofascic-



XUPYPIMYECKASA APUTMOJIOIMMA 5

ular fibers — 5%, AV node reciprocal tachycardia — 8—13%, monomorphic ventricular tachycardia — 7%, atri-
al recurrent tachycardia > 20%, focal atrial tachycardia — 2—20%, sudden death of arrhythmogenic origin
(any mechanisms) — 8—16%. The topic of arrhythmic syndrome in Ebsteins anomaly is particularly relevant
due to the prevalence of reconstructive interventions on the tricuspid valve and the predicted deterioration of
the course of the perioperative period with the manifestation of arrhythmias.

This report demonstrates the role of supraventricular in worsening the prognosis of operated patients with
severe forms of Ebstein’s anomaly using the example of an analysis of surgical treatment of a young woman
with subcompensated right ventricular (RV) failure and atrial flutter.

Keywords: adult patients with arrhythmia, surgical treatment, prevalence of different arrhythmias, Ebstein's

anomaly

BBenenue

PacnpocTpaHeHHOCTh apUTMUN Cpeau MalM-
€HTOB ¢ aHoMmaymed DOmreliHa (AD) pacrpene-
JieHa CcIenyomuM 00pa3oM: JONOJHHUTEIbHbIE
aTpHoBeHTpUKysApHble (AB) mytn — 10-38%,
MHOYKECTBEHHBIC  JIOTIOJIHUTENIbHBIE — TIpeAcepl-
HO-)erynoukoBsie coenuuenus (JITKC) — 13,8%,
arpuodaciukynspasie Bonokaa — 5%, AB-y3ino-
Basg penunpokHas Taxukapaus — 8—13%, MoHO-
MopdHas xemynoukoBas Taxukapaus (KT) — 7%,
npecepAHas peuuauBUpYOMas Taxukapaus 6o-
nee 20%, ¢doxanpHas npencepaHas TaxXUKapaus —
2-20%, BHe3amHasl CMEPTh ApUTMOI'€HHOIO I'eHe3a
(nro0Ob1e Mexanm3Mbl) — 8—16% [1]. Tema aputmu-
YECKOro CHHAPOMA MPHU aHOMaIMK D01uTeiiHa 0co-
00 akTyaslbHa MO MPUYMHE PACTIPOCTPAHEHHOCTH
PEKOHCTPYKTHUBHBIX BMELIATEILCTB HA TPUKYCIIHU-
nmanpHOM KianaHe (TK) u mpornosupyemoro yxyn-
HICHUS TEYEHHUs TEePHOINEPAMOHHOTO TEepHoAa
npu MaHudecrauuy apuTMui (HapyleHud puTMa
cepaa (HPC)) [2, 3].

B nanHOM coo01eHnH AEMOHCTPUPYETCS POITh
HamkenynoukoBsix HPC B yxynmenun nporxosa
OINCPHUPOBAHHBIX MAIITMCHTOB C TAXKCJIBIMU (bopMa-
MU aHOMasiuu DO1TeliHa Ha IpuMepe aHalu3a Xu-
PYPTrUYECKOro Je4eHHs MOJIOAOH KEHILMHBI C CyO-
KOMIIEHCHUPOBaHHOW TipaBoxenymnoukoBoit (1K)
HEJIO0CTaTOYHOCTBIO U TPENETaHUEM MIPEICEPIHA.

Onucanue cayvas

[Manuentka, 28 Jyet, mocTynmia ¢ xairodamMu
Ha OJBIIIKY, TTACTO3HOCTh HIKHHUX KOHEYHOCTEH
" Tepuonnyeckrue nepedou B padbore cepama. M3
aHaMHe3a: 0 BPOYKJEHHOM TTOPOKE M3BECTHO C paH-
HETO BO3pacTa, UIMTENIbHOE BpeMsi Halltoaanach
B IMHAMUKE U Jieunsiach KoHcepBaTuBHO. C 20-net-
HETO0 BO3pacTa OTMeYaeT HapacTaHWue KIMHHKH
HEJI0OCTaTOYHOCTH KPOBOOOpAICHHsI W Tepedon
B pabore cepama. Ha ocHoBaHWM AaHHBIX Mar-
HUTHO-pe3oHaHcHOW ToMmorpaduu (MPT) cepana
aHaromusi AD cooTBeTCTBOBasia Ty D mo kiac-

cuuxammu JI.A. bokepus. [locie Ge3ycrneniHoro
KOHCEPBATUBHOIO JICUCHHs CEpAEYHON HeHocTa-
TOYHOCTH IPUHATO PELICHHE O HaJIMYUM NPAMBIX
MOKa3aHUN K XUPYPIUYECKOH KOPPEKIUH MOpPOKa.
[To pesynpraram mnpenonepauoHHOM TPAHCTO-
pakanbHoi 3x0okapauorpaduu (OxoKI'): ormeua-
eTcsi cMenienne Guoposnoro xombia TK HA 3 cm
B nonocTh [K ¢ perypruranueit na kinamane 11—
IV cr., dukcanus centaibHON U 3aJJHUX CTBOPOK
K CTEHKaM eJynouka, 00beM MpaBoro mpezicep-
nust (ITIT) — 340 mu, ppakuus BeiOpoca (PB) [TDK —
24%, dynxuus nesoro xenynouka (JDK) e napy-
mIeHa. OJNEeKTPO(PHU3HOIOTHYECKOEe HCCIIeIOBaHHE
(D®N) no onepanuu He BosiBUiI0 HPC. [Tanuent-
K€ BBINIOJIHEHO mpote3uposanue TK Ouonoruue-
ckuM nipote3oM «buoJIAB Ne 32y, mnukanus atpu-
anu3oBaHHOM yactu DK ¢ BBeneHHEM CTBOJIOBBIX
KieTok, penykmus IIIT m ymmBaHme OTKpBITOrO
OBAJILHOTO OKHA. PaHHUI mocieonepanoHHbIN
MEPUOJ] OCTOKHUJICS SABJICHUAMU OWBEHTPHKY-
JIIPHOM OCTPOM CEepIEeYHOM HEOO0CTaTOYHOCTH,
MOTpeOOBaBIIC BHYTPUAOPTAILHOW OaJJIOHHOH
KOHTPITyJbCAllUM W JUINTEJbHOM HMH(Y3UH Kare-
xonaMuHOB. [lanenTka BbImucaHa Ha 23-U CyTKH
MocJie ONepanyu B COCTOSIHUN, COOTBETCTBYIOLIEM
II pynxkumnonansHomy knaccy (PK) mo NYHA.

B teuenue 5 ner mocne onepainuud OTMEYaeT-
Csl IPOTPECCUBHOE YXYALICHUE COCTOSIHUS B BHJE
HapacTaHusl SIBJICHUM XPOHUYECKOW CepIeyHOMN
HE/IOCTAaTOYHOCTH, OIICHUBAEMBIX HA MOMEHT IIO-
crymenus kak [V OK no NYHA, ¢ npusnakamu
3acTos 10 OONBIIOMY KpyTy KpoBooOparenus. [To
JAaHHBIM TpaHcTopakaitbHoi DXoKI': oObem mpa-
BBIX oTAenoB cepamna — 470 v, @B DK — 20%,
perypruranus Ha npotese TK I ct., pynkums JDK
He HapyuieHa. DD He BBINOTHSIOCH MO MPUYH-
HE BBICOKOTO pUCKa TPOMOOAIMOONHUH (10 JaHHBIM
ypecnuieBoaHoi DXoKI BeIsBICH 3 (dEeKT CIOH-
TaHHOTO KOHTPACTUPOBaHWS M HHUTU (pubpuHa
B nonoctu I[II1). ITo pe3ynbpratam XOITEPOBCKOTO
MOHUTOpPUPOBaHUsl (XM) 3IeKTpOKapIUOTPAMMBI
(OKI'): croiikasi cuHycoBas TaxUKapAWs, KINHH-
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yecku 3HaunMmble HPC nHe oOHapyxkenbl. Takum
00pa3oM, OIpeAeTeHBl MOKAa3aHUS K MOBTOPHOU
onepauuu: BolnonHeHa peaykuus I, penporesu-
poBanmne TK ouonornueckum mpore3om «HeoKop
No 30». [JnmuTensHOCTh HMCKYCCTBEHHOW BEHTH-
nsiun erkux (MBJI) cocraBuiia 15 4. B panHem
MTOCJIEONEPANIMOHHOM TEPHOE KIWHUKA BBIpa-
skenHoit IDDK — BbICOKOE IIEHTpaIbHOE BEHO3HOE
JIaBJIeHNEe, CHHYCOBasl TaXUKapAus, apTepHabHas
TUIIOTOHMSI, CHUKEHHE OKCUICHAlUd KPOBH, YTO
norpe0oBaio HHPY3UH KapAUOTOHUUYECKUX Tpera-
paroB u uncyuauuu NO B OTIe/IeHUN peaHuMa-
LMY 1 UTHTEHCUBHOMN TEepaIuH.
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Puc. 1. HamxenynoukoBast Taxukapaus

MEDU

MAMASAMAAA

B Teuenue 5-6 cyT nocie onepanuu: peruanuBu-
PYIOLIKE IPUCTYIIBI HAIKETYI0UKOBOM TaXUKapAuu
(HXKT) ¢ YCC no 180 yn/muH (puc. 1), c nepexoaom
B mmpokokomiiekcHyto KT u ¢ubpumsiuumio xe-
nynoukoB (DXK) (TpexxpaTHble peaHUMMAIIOHHBIC
MepornpusaTus, nedpudpusiims) (puc. 2). YuuThbl-
Bas »ku3Heyrpoxaromui xapakrep HOKT, mepexo-
namen B kemynoukoBeie HPC, mpunsTo perenue
0 mpoBeaieHUH mpoueaypsl IDOU u painouacToTHOM
aomartuu (PUA) 110 BUTQJIBHBIM TIOKa3aHHUSIM.

Ha 7-e nociieonepaiinoOHHbIe CyTKH, BBIITOJIHE-
Ha npoueaypa IPU ¢ nucnoiab30BaHNEM HABUTALIU-
oHHOHM cuctembl Carto, Mo pe3yapraraM KOTOpPOit
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Puc. 2. XKemynoukoBasi Taxukapaus
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WHIYLIMPOBaHbI CIEAYIOUUE aPUTMHUH: TAPOKCU3M
TpENETaHusl NpencepAuil, CTOWKash MHUU3HOHHAS
npezicepAHas  Taxukapausi (cBoOOmHAsh CTEHKa
[1II), compoBokaaromiasicsi MajgeHUEeM TeMOAMHA-
muku U pazsutueM OXK. PagunoyacroTHoi admanun
MOJIBEP>KEHBI 30HBI MPABOTO UCTMYyCa U NHLU3HOH-
HOH Taxukapauu. [Ipu KOHTPONBHON CBEPXYaCTON
crumyisiu HPC we uaIympoBaince.

bonbHast Beimucana Ha 13- cyTkuH mocie
olnepauuyd B YAOBJIECTBOPUTEIHLHOM COCTOSHUM,
CO CTOMKMM CHUHYCOBBIM PUTMOM I10 JaHHBIM XM
OKI' n XopomwuMu reMoiIMHaMHYECKUMH ITOKa3a-
tesimMu Ha riporese TK.

[Ipu xoHTpoOJIE B TeUeHHE 4 JIET COCTOSHUE T1a-
nueHTku coorBercTByeT I ®K mo NYHA, penn-
JUBOB apUTMHUM HE OTMeEYaeTcs, 0 pe3yJbraram
TpaHcTopakayibHOi dxokapauorpadhun OB DK
37%, npore3Has peryprutanusi He NpEeBbILIACT
I crenenu.

Ob6cyxnenue

[Tocneonepanyonnas MIPABOXKEITYIOUKOBAS
HEIOCTaTOYHOCTh — TSKEJIOE OCIJIOKHEHHE TOCTe
onepanuii Ha TK y manueHToB ¢ aHoManued J6-
mreitHa [4]. [lo maHHBIM OONBIIMHCTBA TyOJIMKa-
uuid, XKXT y HeonmepupoBaHHBIX MAIMEHTOB C aHO-
Maiuer OOImTeiHa BbBIABIsSETCS B 7% cCiydacB
U MpencTaBlIeHa OHAa B OCHOBHOM MOHOMOP(HOM
Taxukapauen [4]. B kadecTBe IpPOBOIMPYIOIINX
(akTopoB BbimesstoT neperpysky [DK, a Ttakxe
Hammune JIIDKC, cmocoOHBIX B ciydyae pa3BUTHS
napokcu3ma TaxudopMbl GUOPHILIALINU TIpeacep-
JIUH TPOBOIUTH YCKOPEHHBIM HMITYIbC Ha MHO-
Kapz Kelynodka, 3amyckas teM cambiM KT uim
®X [6]. Kpome Toro, B 01HOM U3 HCCIEIOBAaHUI
coobmaerca o paszsutuu XTI y 7% mnanuentos
B Onmpkaiiiem nepuozie mociae KOppeKIuu aHoMa-
iy DOIITeHA, YTO TaKXKe MOATBEPIKIACTCS pado-
toit JI.A. bokepus u coaBr. [2, 7]. OTmeuaeTcs, 94To
OOJBbHBIC, UMEBIIINE TsDKEIbIC KemynouKoBbie HPC
B IIEPUOIICPALIMOHHOM IEPUOJE, TTOIBEPIKEHBI BbI-
COKOMY PHMCKY BHE3aIlHOM CMEpPTH B OTAAJICHHOM
nepuojge. Tem He MeHee yacToTa YCTAaHOBKH HM-
IUTAHTUPYEMOTO KapAuoBeprepa-aepuodpususatopa
BO B3pOCIION TIOMYJNAIMN ¢ aHOMallel J0ITeiHa
cocrasiset He 6omee 0,02% [8].

B cnyuyae ¢ Hamed nauuMeHTKOH, MMEBLIEH
TSDKEJTYIO0 JICKOMIICHCUPOBAHHYIO TPaBOXKENyI04-
KOBYIO HEIOCTaTOYHOCTb, JKEIYIOYKOBBIE Hapy-
menust purMa cepana u JIDKC mo pesynsraram
O®U He BbIABIEHBL. B panHem mnocneonepaiu-
OHHOM IMeE€pHoae MaHU(ECTHUPOBAJIO TpEIETaHUE

Mpeicepanii U CTOMKas MHUM3MOHHAS Ipejcep-
Hasl TaXWKapAWsl, UCXOJAMBIIIAs U3 TIIBOB B CBOOOI-
Hoit crenke IIII. Ilo Hamemy MHEHMIO, TIpUpPOAA
BO3ZHHKIINX >KEITyAOYKOBBIX HapyLIEHHH pHUTMAa,
COTIPOBOXKIABIINXCS KPUTHUECKUM TIaJIEHUEM Te-
MOJIMHAMUKH, COCTOsUIa B CHHKEHUM CEPIEYHOTO
BbiOpoca IDK na done napokcuzmoB HXKT u, kak
CJIe/ICTBHE, B OTCYTCTBUHU BO3BpAaTa U «OIYyCTOIIIE-
HUW» JIEBBIX OTJIEJNOB CEpAlA, TAe KOMIIEHCcAaTop-
HO 3aIyCKaJIuCh TsOKeNble apuTMuu. Hecmorps
Ha HaJIW4Yue NPOTHBOIOKA3aHWW K BBIOJIHEHHUIO
KaTeTepHOH alianuu B paHHEM IEPUOJE TOCHe
OTKPBITHIX KapIUOXUPYPTHIECKUX BMEIIATEIHCTB,
MBI NIPOBENIN JIAHHYIO TPOLENYpPY MO BUTAIBHBIM
MTOKa3aHUsM.

3akja0ueHue

CoueraHue TAKEIOoH MPaBOXKETYIOUYKOBOW He-
JIOCTaTOYHOCTH C HAPKEITyIOYKOBBIMU apUTMUSI-
MH B KOTOpTE MAIMEHTOB C aHOManued DOmrei-
Ha B pslie CJlydaeB MOXKET IPUBOJIUTH HE TOJIBKO
K YXYIIIEHUIO WX NPOTHO3a M KauyecTBa >KU3HHU,
HO M K TSKEJIBIM JKU3HEYTPOXKAIOIINM KEITYI0UKO-
BbiM HPC. Bce GosbHBIE 3TOM TpyNIbI, KOTOPHIM
IUTAHUPYETCS ONEPaTUBHOE JIEUCHUE, OJKHBI
OBbITH 00CIIEIOBaHBl HA TPEIMET HAIWYHS CyTpa-
BEHTPUKYJSPHBIX apUTMHUH, a ONEePUPOBAHHBIM
MaMeHTaM B JII00bIE CPOKH TOCIIE KOPPEKIUU Tpe-
OyeTcst MOHUTOPHHT U3-3a BBICOKOTO PHCKA MaHH-
(decranuu paznuunasix HPC.

Konghnukm unmepecos. ABTOPBHI 3asBISIOT
00 OTCYTCTBUY KOH(IUKTA HHTEPECOB.
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