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B Hacmosuwguii Momenm He 8bi3b16aem COMHEHUs, YMO APUMMUU OCAONICHAIOM KAUHUMECKOe meveHUe 8DoJic-
OeHHbIX NOPOK08 cepOya y 63DOCAbIX NAYUCHMO8, d UX PACHPOCMPAHEHHOCIb U CAONCHOCMb NeYEHUs. Gbl-
HyJclaem Cneyuanucmos UcKkams OnmumManbHole nooxodsl K eedexuro. Bce apummuu, ecmpeuarowuecs
6 00uweti NonyAsAyUU, MakKice Mo2ym 803HUKAMb NPU 8PONCOEHHBIX NOPOKAX cepoya, 00HAKO HAOA0aomcs
makoice HeKOmopble cheyuguyeckue accoyuayuu, Hanpumep cuHopom Boavgha—Ilapkuncona—Yaiima npu
anomanuu Dowmeiina. Tem ne menee bonee pacnpocmpaHeHHbIMU ABALIOMC NPUOOPemenHble HapyuleHUs
pumma cepoya, Komopbwle pedKo HabAOamcs y 300P08biX 83POCAbIX MO0l U C8A3AHbL ¢ OAUMENAbHOU U~
nepmpogueil u/uiu GuOPo30M, 8bI36aAHHLIMU APMEPUANbHOL 2UNOKCeMUell, XPOHUHECKOl eeMoJUHamuyec-
KOl nepeepysKoil u hocaeonepayuortsimu pyoyamu. Pacnpocmpanennocms npedcepOnbix apummuil y nayu-
eHmoes ¢ deghekmom medxncnpedceporoil nepe2opodku cocmaesasem okono 14%, a naubonee uacmoti s611em-
¢ ubpunrayus npedcepouii. Hccnedosanus nokaszaiu, 4mo 4acmoma 6Ccmpeuaemocmu npeocepoHbix
U HCeAYOOUKO08bIX MAXUAPUMMULL NOCAE ONEPAUUU CO BPEMEHEM Y8eAUHUBACMCS, NPeonoaazas 6blCOKULL
DUCK pa3eumus apummuu no mepe 63pocieHus nayuenmog ¢ mempadoii Paano. Pacnpocmpanennocmo
KAUHUYECKU YCMOUMUB0IL JcenydoUK080i MaXuKapouu U 6He3anHoll cMepmu 80 83p0CA0li NONYASUUU 8 CPO-
Ku 0o 35 aem nocae onepayuu Koppexyuu mempaovt Panno oyenusaemes ¢ 11,9 u 8,3% coomseemcemeerHo.
Yacmoma umnaaumayuu 31eKmpoKapouoCmumyasimopo8 nocie Xupypeueckoil KoppeKuyuu mempaos
Danno cocmaesnsem 18,3%, kapouosepmepos-depuopunriamopoe — 10,4% (nepeuunas npoguiakmura
56,2%; emopuunas npoguraxmurka — 43,8%), pecunxponusupyrouwux ycmpoiicme — 4,9%. Pacnpocmpa-
HeHHOCMb apumMuii cpedu 60AbHBIX ¢ aHoManuell oumeiina credyowas: 0oNoIHUMeNbHble AMPUOBEHMPU-
KynspHole nymu — 10—38%, mHodcecmeeribie npedcepOno-miceaydouxossie coedunenus — 13,8%, ampuo-
pacyuryasapuvie 6010kHa — 5%, ampuOGEHMPUKYASIPHAS V310845 peUyunpoknas maxuxapous — 8—13%,
MOHOMOP@HASL dceayoouxosas maxukapous — 7%, npedcepOnas peuudugupyruas maxuxkapous — oonee
20%, ghoxanvhas npedceponas maxukapous — 2—20%, eHezanHas cmepmo apummOoeHH020 eeHe3a (ntobbie
mexanuzmvl) — §—16%. [100x00b1 k Aeueruro HA0NCeny00HKOBbIX APUMMULL Y 83POCABIX OOAbHBIX C 8PONCOEH -
HbIMU NOPOKamu cepouya 6KkAloHaiom: 1) u30auposanuyo KOppeKyuio nopoka ¢ mepanesmu1ecKum neueHu-
em apummuu; 2) couemanHwle Xupypeuueckue npouedypul, 8KAUAUWUe ouampuisHyr npouedypy Maze
UAU UB0AAUUI NPABoeo npedcepous; 3) KamemepHoe nocobue (00-, 60 epems Uau nocae 3aKpuimus oegex-
ma). Y nayuenmos ¢ 8blcOKUM PUCKOM UAU MaHUpecmayuell Hceay0ouKo8bix apummuii ciredyem onpede-
AUMb Heo0X00uMocms UMRAAGHMAYUU Kapouosepmepos-0euopuliiIsamopos 6 Kauecmee NepeudHoll uau
6MOPUUHOLL NPOPUAAKMUKU BHE3ANHOU CePOeUHOl CMepmu.

Kawuesvie caoea: 3pocavie nayueHmol; 8podcoeHHble NOPOKU cepoya; HAO0NCeAyO0oUKo8ble apummuu;
JAceny0ouKo8ble apUMMUU,; IMANHbLI N00X00; 0OHOMOMEHMHOe YCMpaHeHue NoOpoKa U apummuu.
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There is no doubt that arrhythmias complicate the clinical course of adult patients with congenital heart dis-
eases, so that forces physicians to look for optimal approaches to management. All arrhythmias found in the
general population can also occur with congenital heart diseases, but there are also some specific associa-
tions — for example, Wolff— Parkinson—White syndrome with Ebstein anomaly. However, acquired cardiac
arrhythmias are more common, so rarely seen in healthy population, and are associated with hypertrophy
andy/or fibrosis caused by hypoxemia, chronic hemodynamic overload, and postoperative scarring. The preva-
lence of atrial arrhythmias in the cohort of patients with atrial septal defect is about 14%, with atrial fibrilla-
tion being the most common. Early studies have shown that the incidence of atrial and ventricular tach-
yarrhythmias increases in proportion to time postoperatively, suggesting a high potential for arrhythmic bur-
den as patients with grow older. The prevalence of clinically stable ventricle tachycardia and sudden death in
the adult tetralogy of Fallot population within 35 years after surgery is estimated at 11.9% and 8.3%, respec-
tively. The frequency of implantation of pacemakers after tetralogy of Fallot surgery is 18.3%, cardioverter-
defibrillators — 10.4% (primary prevention 56.2%, secondary prevention 43.8%), resynchronizing devices —
4.9%. The prevalence of arrhythmias in the cohort of patients with Ebstein anomaly is distributed as follows:
accesory pathways — 10—38%, multiple accesory atrioventricular connections — 13.8%, atriofascicular
fibers — 5%, atrioventricular-nodular reciprocal tachycardia — 8—13%, ventricular tachycardia — 7%,
recurrent atrial tachycardia > 20%, focal atrial tachycardia — 2—20%, sudden death of arrhythmogenic ori-
gin (any mechanisms) — §—16%. Approaches to the treatment of supraventricular arrhythmias in adult
patients with congenital defects include: 1) isolated congenital defect correction with therapeutic treatment of
the arrhythmia; 2) combined surgical procedures, including biatriale Maze procedure or isolation of the right
atrium; 3) catheter ablation (before, during, or after the closure of the defect). Patients with high risk or pre-
senting with ventricular arrhythmias should be carefully considered for cardioverter defibrillator implantation
as primary or secondary prevention of sudden cardiac death.

Keywords: adult patients; congenital heart diseases, supraventricular arrhythmias; ventricular arrhythmias;

staged approach; simultaneous treatment of congenital defect and arrhythmias.

Beenenne

CoBeplIeHCTBOBAHNWE XUPYPTUYECKUX METO0B
JIeYeHUST BPOXKAEHHBIX MopokoB cepaua (BIIC)
TIPYBEJIO K TOSIBJICHUIO HOBOU TMOMYJISILIMKA B3POC-
JIBIX JIFO/IEH C pa3IMuHON CTENEeHbIO BBIPaXKEHHOCTU
XPOHUYECKON cepaeyHoil HegocTtaToyHocTu |[1].
B HacTosiuii MOMEHT NpU3HAHO, UTO apUTMUU OC-
JIOXXHSI0T KiinHnueckoe tedeHue BITC y B3pocibix
MalMeHTOB, a UX PaACMpOCTPAHEHHOCTh U CJIOXK-
HOCTP JIeYeHUs BBIHYXKIACT CITEMAINCTOB MCKaTh
ONTUMaJIbHBIE MOAXOAbl K BEACHUIO OOJBHBIX [2].
ApPUTMOTEHHBII cyOCcTpaT B 3TOM rpyIirne O00JbHBIX
cioxeH. Bce aputmuu, BcTpedaroliuecss B oOIei
MOMYJISIMU, TakKXe MOTyT Bo3HuKaTh mpu BIIC,
OIIHAKO HAONIOMAIOTCA TaKKe HEKOTOPBIC CITEIIM-
(buyeckue accouuaiuy, HampuMep CUHIAPOM Bob-
(pa—ITapkuHcoHa—VYalita mpu aHoMaJuu DOLITEl -
Ha [3]. TeM He MeHee OoJiee pacrpoCTpaHEHHBIMU
SIBJISIFOTCSL MMPUOOpPETEHHbIE HAapyIIeHUs pUTMa
cepaua (HPC), xoropnie peanko HaOmomaloTCs
Y 3II0POBBIX B3POCJIbIX JIIOJEH 1 CBSI3aHBI C IJTATE/b-
HoIi runeptpodueit u/mnu ¢Gudbpo3om, BbI3BAHHbI-
MU apTEPUAILHON TMIIOKCEMUEN, XPOHUYECKOM re-
MOJMHAMUWYECKON Teperpy3koil u mocjeoneparm-
OoHHbIMU pyOuLamu [4]. B manHoM o0030pe OymyT
paccCMOTpEeHbl TaTOTeHE3 Pa3BUTHUSI U TOAXOIbI
K JICUCHHUIO apUTMUI, HAanbOoJIee 9acTO aCCOIUMUPO-

BaHHbIC C HMMM BPOXIEHHbIE TMOPOKU cepilia,
BCTPEYAOIINECST BO B3POCION TOMYIISIIINN.

ApuTMHEYeCKHI CHHPOM Y B3POCIBIX
NaNHEeHTOB C e()eKTOM MEeKIpe/IcepaAHON
IEePEropoAKH

Hedexkt  MexXmpeacepaHOW  Ieperopoaku
(IMIIIT) oTHOCUTCS K BPOXIEHHBIM MOpPOKaM
cepila, 3a4acTylo KJIMHWYECKU MaHUMECTUPYIO-
LIMM BO B3POCJIOM BO3pacTe C pa3BUTUEM pa3iny-
HBIX HaIXKeJyIOouKOBBIX HapylleHUil puTMa [5].
PacrpocTpaHeHHOCTb TIpeNCEpPAHBIX apUTMUIA
B JAHHOM IpyIlNe MNallMeHTOB COCTABJISIET, IO pa3-
JIMYHBIM TaHHBIM, 0K0J10 14%, a HauboJiee pacpo-
crpaneHHbIM HPC saBisgercs ¢pubpwisamust npen-
cepauii (PIT) [5]. YacTora Bctpewaemoctu DI mipu
JAMIIII Bapwupyetcst 1o 10% B Bo3pacte 1o 40 net
u 20—45% — y 6oabHBIX 00JIee CTapllero Bo3pacra
[6]. HayuHbIif MOMCK He BBISABUII OMYOIMKOBAHHBIX
JIAaHHBIX O MOBBILIEHUHN PUCKa KeayaoukoBeix HPC
B 2TOI rpymnre OOJbHBIX, HECMOTPSI Ha 3HAYMMBbIEC
reoMeTpUYECKUEe M DJIEKTpUYEeCKMEe HapyIIeHUS
B muokapje I12K. ITo aToit npuynHe apuTMUUECKUA
CUHIpPOM y B3pocibix naireHToB ¢ BITC Oyner pac-
CMOTpEH 4yepe3 Mpu3My GUOPMIUISILINY IIPeIcepanii
Kak HamoOosee yactoro HPC, acconmmmpoBaHHOTO
¢ AMIIII.
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B kauectBe aputmoreHHoro cy6crpata DI
y B3pOCHBIX OOJIbHBIX C HEKOPPUTMPOBAHHBIM
JMIIII BeIAEISIIOT TEOMETPUUECKOE U DJIEKTPUYEC-
KO€ peMojeIupoBaHME TKaHU Ipeacepauii [7].
DTHOMATOTeHETUYECKMMHU (paKTopaMu I1OCJIeOoITe-
pauMOHHON (UOPWIIILUMN ITIpeIcepanii B ITOK
rpyririe OOJbHBIX CYUTAIOT OOpaTHOE PEMOACINPO-
BaHME TIPaBOTO TIpEACEpAMs] U XKejlyaouyka, Mmepu-
OIepallMOHHOE BOCHaJIEHWE yyacTKa NMePEropoikHu,
KOHTaKTUPYIOLIEr0 ¢ MECTOM IlIBa WM OKKIIIOAe-
pOM, TIOCTATPUOTOMHBIN IIOB U KOMITPOMETALIUIO
nyyka baxMmaHa mocjie MMIUIAaHTallMd OKKJIIoIepa
[8]. Mo nanHbIM C. Nyboe u KoJujier, uccieaoBaB-
KX KyMYJSITHBHYIO BcTpedaemocTh DII cpenm
1168 60mpHEBIX ¢ JIMIIII 6e3 apuTMHUYECKOTO aHaM-
He3a, pacrnpoctpaHeHHOCTh gaHHoro HPC B teue-
Hue 10 jeT mocie KoppeKunu coctapisgeT 11%, uto
B 5 pa3 mpeBblllaeT oOIIenony/IssIMOHHOe 3Have-
Hue [9]. UccnenoBanue M. Gatzoulis u KoJijer no-
Kazajo, 4to y 40% mauueHToB, UMEBIINX J00TEpa-
LIMOHHBIE TPEICEPAHbIE APUTMHUU, TTOCTIE KOPPEK-
uun gedekra HPC He Habmogasoch B TeueHUe
cpenHero cpoka HabmiomeHus 3,8%2.,5 roma [6].
CrenyeT OTMETUTb, YTO BKJIIOUYEHHBIM B aHAIU3
00JIbHBIM HE BBIMOJIHSLIACH COUETAaHHAsI KOPPEKLIMSI
aputmuu. Ilpu stom maumeHtsl 6e3 HPC Obuin
B BozpacTe 110 40 jeT, Torna Kak malueHThl C CoXpa-
HUBILENWCS apUTMUE HAXOOWJIMCh B BO3PAaCTHOM
nuanaszone crapiie 40—50 net [6].

IToaxomabl K JieueHUIO HAIXKETYTOUKOBOM apuT-
MMU Y B3POCJBIX MALUEHTOB C 1e(EKTOM MEX-
MpeacepaHON MeperopoikKu BKIOYAT: 1) U30JU-
POBaHHYIO KOppeKLuIo rmopoka ¢ repanueii HPC;
2) coueTaHHbIE XUPYypPTUUYECKUE OTepaliuu, BKIO-
yawliue OuaTpualbHylo Tpoleaypy Maze wiu
WU30JISILIMIO TIPAaBOTO Mpeacepausi; 3) KaTeTepHOe
rnocod6ue (10-, BO BpeMsl WJIM MOcCJje 3aKPbITUS Jie-
(ekra) [10].

KoHuenus noorepalilmioHHOW KaTeTepHOU ad-
JIauuuy HamxesrynoukoBeix Taxukapauii (H2XKT) oc-
HOBaHa Ha BO3MOXHON TEXHUUYECKOW CIIO0XHOCTU
TPaHCCENTAJbHON TMYHKUMU TOCTE 3aKpbITUS Je-
(ekTa, 4TO MOXET MOBBICUTH MEPUOIIEPALIUOHHBINA
puck [11]. V308111 JIerouHbIX BeH y MallMeHTOB
¢ HekoppurupoBaHHbiM JIMIIIT mpexacraBisiercs
Lejaecoodopa3Hoi Mo MPUYMHE O0JErYeHHOIo J10-
ctyna K jeBomy npeacepauto (JIIT) HemocpeacTBeH-
HO yepe3 nedeKT Wi NyHKIMIO HATUBHOM TMepero-
poaku [11]. Tlo pesyapTaTam uccieaOBaHUS
M. Kamioka u koJjier, oociaeaoBaBIInx 42 nmaiyeH-
Ta Mocje TpaHCKaTeTepHOUM paauovyacToTHON aba-
uuu (PYA) npu ®@I1 10 3HI0BACKYJISIPHOTO 3aKPhI-
st JIMIIII, B oCHOBHOI rpyIriiie apuTMUU HE Ha-

omonanoch y 82% GOJIBHBIX B CPOKM HAOIIOACHUS
106 mec [12].

Kak ormeueHo Beie, goctyn K JIIT (TpaHccen-
TallbHAsl IyHKIMS) C 1IeJIbI0 KaTeTepHO abJaluu
®IT nocne 3akpbiTus AMIIIT MmoxeT ObITH CBSI3aH
C TEXHWYECKHMMU TPYIHOCTSIMU TI0 TIPUUMHE XKECT-
KOCTH 3aIljlaT Win OKKJIIOAEepa, a TaKKe HATUBHOW
neperopoaku [11]. JIyst aTuX 1eeil MCroiab3yloTCs
crelMaiu3upoBaHHbIE PAAMOYaCTOTHBIE WIJIbI
Baylis uau TpaHccenTaibHble TMPOBOIHUKU Safe
Sept. TpaHccenTaabHBINA OOCTYII ITOC/IE MMILIAHTA-
LIMU OKKJTIOJIEPA OCYILIECTBISIETCS C TOMOIIBIO UTJIbI
Brockenbrough ¢ Bo3MOXHbBIM NpUMEHEHUEM Oaii-
JIOHHOW AWIaTallMu, a B KaueCTBe aJIbTepHATUBHOTO
MeTOolla MCIOJb3YeTCsl PEeTPOrpaaHblii TpaHcaop-
TanbHbIN goctyi [11]. P. Santangeli u Kojieru coo0-
i 06 adpdektuBHOCTH PUYA 77% B Tpymie ma-
LIMEHTOB, paHee nepeHecux 3akpoeitTue AMIIIT ok-
kmonepoM [13]. Tem He MeHee aBTOPLI OTMEYaIOT
3HAYMMOE YBEJIMUYEeHUE TPOJOIKUTEIBHOCTU Ofle-
paunu (73,6%1,1 mun ipotus 4,3+0,4 MUH) 1 peHT-
reHockonuu (122+5 muH npotus 8018 MuH). Bme-
CTe C TEM B CPEIHEOTAAJIEHHbII Mepuo Habtoe-
HUSI TIPU3HAKOB peKaHaau3auuu aedekrta He
00Hapy>XeHO HU B OJTHOM cllyyae.

HosgelilmnM MHTEpBEHLIMOHHBIM MOIXOJ0M B Jie-
yennu OI1 y B3pocnbix mauueHToB ¢ JIMIIIT sBst-
eTcsl OJJHOMOMEHTHOE 3aKpbIThE JedekTa U KaTe-
TepHas abjauusi, 4TO MO3BOJISIET OTPAHUYUTHCS O~
HUM BMemaTeabcTBoM [14]. B  aurepatype
OIyOJIMKOBaHbI PE3YJIbTaThI JIUIIb OJJHOTO UCCIIEN0-
BaHMA 3(P(PEKTUBHOCTU TAKOI'O MOAXO0Ia y S5 IMmaiu-
eHTOB [14]. OtcyrcrBue @II B TeueHue 12 mec Ha-
omomennst otMedeHo Yy 60% OOJIbHBIX, a CPemHsIsI
MPOAOKUTETBLHOCTD OTNEpaliMi U PEHTTEHOCKOITUY
coctaBmia 183 (153—236) u 24 (23—27) MUH, COOT-
BeTCTBeHHO. TeM He MeHee 3(h(heKTUBHOCTb 1 0€30-
MaCcHOCTb JAaHHOW METOAMKHU TPEOYIOT U3yYEHUS Ha
0O0JIBIIIOM KJIMHUYECKOM MaTepuase.

C cepeaunnl  1990-x romoB mpoleaypa
Cox—Maze, sBasomasicst «30J0TbIM» CTaHIAPTOM
nmeyenuss PI1, crama BHEAPATHCS B TIPAKTUKY IUTS
koppekuu HPC y B3pocbIX MalueHToB ¢ MpaBo-
CTOPOHHVMHM TOpOKaMU cepaua, a B Poccun mo-
JIOOHBIN TOAXOJ BHEpBble NMpuMeHeH B bakynes-
ckoM 1eHTpe [15]. B mocnenHue roapl 1ist XUpypru-
YecKoro JedeHus1 HamxkemnygoukoBbix HPC mpwm
JIMIIIT pa3paboTaHbl ABe KOHLICILIUU: OMaTpuaib-
Hasl npouenypa «JlabupuHT» U MpaBomNpeacepaHas
uzonsiuus. KoHuenuusi U30JupOBaHHOTO MPaBO-
npexacepaHoro ycrpaneHuss A1 ocHoBaHa Ha TUTTO-
Te3¢ 00 OTHOCUTEIbLHON CTPYKTYPHOU U O0OBEMHOM
coxpanHocty JITT mpu JIMIIIT [16]. B xome nmutepa-
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TYPHOTO ITOMCKA OOHAPYKEH PSII PETPOCTIEKTUBHBIX
WCCJIEMOBAHU, MOCBSIIEHHBIX CPaBHEHMIO IBYX
xupyprudeckux TmnonxonoB. [lo manHeM J. Im
u koyuter, ®I1 B cpoku HabmoneHUs 2 U 5 JIeT OT-
cyrcTBOBaa 'y 57 1 45% GONBHBIX B IpyIIIie TIPaBo-
npeacepaHoi uzoaanun, v 82 nu 69% GONBHBIX —
B I'pyIine ouarpuanbHoii usossuuu [17].

B pa6ore S.Sakamoto u KoJjser npuBeAcHbI
Cenylolne MmoKa3aTeu CBOOOABI OT apUTMUU Ye-
pe3 1, 4 u 8 ner mocne omepauuu: 86,6, 72,2
n 63,1% B rpyrine GuaTpranbHO onepanun «J1aou-
puHT> (n=15) u 78,5, 62,8 u 52,3% B Tpymme
npasonpeacepaHoro «Jlabupunra» (n=14), coor-
BeTCTBeHHO. BMecTe ¢ TeM 4yacToTa MMILUTAaHTALUM
anekrpokapauoctumysstopa (DKC) okazamace He-
3HAYUTEJIBHO BBHIIIE MPU OMATPUAIBHOM BapuaHTe.
CrnenyeT OTMETUTb, UTO 4YacTOTa MMILIAHTALlUU
OKC B 3THX Ipymnnax 3Ha4MMO BEIIIE, YeM B CTyda-
sx onepauuu Cox—Maze 1o nmoBody Apyroi mato-
joruu cepaua [18].

Takum o6pa3oM, B OOIBIIMHCTBE UCCAEI0BAHMIA
JoKazaHa 6osiee BbicoKast 3(pHeKTUBHOCTh OMaTpu-
aJIbHOM Ipouenypbl «JIabupUHT» IO CpaBHEHUIO
C U30JUPOBAHHONM MPAaBOIPEACEPAHON U3OJISLIUEHA,
OITHAKO HEKOTOpPBIE aBTOPHI OTMEYAIOT, YTO HeMa-
JIOBaXKHBIMU TTPEUMYILIECTBAMM YIIPOIIEHHOTO IO~
X0Jia SIBJISIFOTCSI MEHBIINI 00beM omepaluu U Mpo-
THO3MPYEMOE CHIDKEHUE TIepHUOIIepallMOHHBIX PUC-
KoB [18].

ApuT™MHN Y B3pOC/IbIX IAIUEHTOB
c reTpagoii Pamwro

BaxHeiiue ycnexyu KapauoOXUpypruu nMpuBeIn
K 3HAUMMOMY YJIYYIIEHHMIO MPOTHO3a MAllEHTOB
¢ terpagoit Mamo. Bmecre ¢ TeM 3TH JOCTUXKEHMST
MOPOAWIN HOBbIE MPOOJEMbl 1M CIOXHOCTH, CBSI-
3aHHBIC CO CTapeHMEeM IOMYJISILIMU, TepeHecIIeii
paguKajabHYI0O KOoppekiuio mopoka [19]. Pannue
KCCIIeTOBaHMS TTOKA3a/IM, YTO YaCTOTa BCTPEUYaeMO-
CTU MpeacepAHbIX U KeayaoukoBbix (KT) Taxu-
apUTMUI YBEJIMUMBAETCSI CO BPEMEHEM ITOCTIE Ofle-
pauuu, Tpeamnojarass BBICOKUN PUCK pPa3BUTHUS
apUTMUU 10 Mepe B3POCIEHUsI TAllMEHTOB C TeTpa-
noii @amo [20]. B aToi1 TpyIme MamyueHToB CBI3b
HPC co cHukeHuMeM KadyecTBa KU3HM, OOYCIIOB-
JICHHOTO 3I0pPOBbEM, YBeJIMUEeHUEM 3a00JieBaeMOoC-
TU U CMEPTHOCTH, €llle pa3 MoJYepPKUBaeT MacIlTa-
OBl 3TOM KPUTUYECKOU ITpooieMbl [19].

PacnpocTpaHeHHOCTh KJIMHUYECKU YCTOMYMBOI
KT u BHe3anmHoi cMepPTU BO B3pOCJIOi MOMyISILIUN
¢ TeTpagoii Maiyio B CpoKu A0 35 JIeT Imociie KOppU-
rupylolieil onepauuu ounenusaercda B 11,9 u 8,3%,
COOTBETCTBeHHO [21]. PUCKM BO3HUKHOBEHUS Xe-

nynoukoBbix HPC y Takux mamyeHTOB HaxOISITCS
B IMPSIMOM KOPPEJISILIMK CO CPOKOM XMPYPTUUECKOTO
BMmematenabeTBa [20]. Tak, pamnkanabHas KOppeK-
11Ms1, BbITIOJIHSeMasi B Bo3pacte ctapiie 10 jeT, cBs-
3aHa ¢ BbIpaXXEHHBIM PeMOJEIUPOBAHUEM MTPABOTO
KeJayaoyka M TpOrpeccCupoBaHUEM TUIEPTPO-
¢un/pubpos3a, U4TO yBEIUYUBACT PUCK Pa3BUTUS
KT [22]. Tem He MeHee 3TH TTOKa3aTeJIM 3HaYUTe b~
HO HUXE, YeM y MallueHTOB 06e3 KOppeKIIun Mopo-
Ka, UCHBITHIBAIOIIMX TMOCTOSIHHYIO THUITOKCEMMUIO
U TIEPETpy3Ky MPaBoOTo XeJlyaouka JaBieHuem [19].
Bricokue mnokazarenud 3a00JIeBa€MOCTU XKEJTya04-
koBbIMM HPC cBsI3BIBaIOT C pacripocTpaHeHHOI pa-
HEe BEHTPUKYJOTOMUEN, TIPUMEHSIBIICUCS IS UC-
CeYeHUsl CTEHO3a BBIBOJHOIO OTAE/a MPaBoOro xe-
nynouka (BOILXK) [23]. AKTMBHBIM mepexon Ha
TpaHCaTpUaJbHO-TPAHCITYJIbMOHAABHBIA JOCTYII
MO3BOJIMJI CHU3UTH 4acTtoTy BcTpedaeMocTu KT,
HE yBEJIMYMBasi PaclpOCTPAHEHHOCTb CYMpPAaBEHT-
pUKyasipHbIX aputMmuii [23]. MoHomopdHas XKT,
BTOpUYHAS MO OTHOILIEHWIO K MaKPOPEEHTPU KOH-
Typy, SIBJsIeTCSl HauboJjiee YacThiM KeTYJA0YKOBBIM
HPC npu terpame ®ainio, BOSHUKAET BCIEICTBUE
MOCTKApAMOTOMHOTO pa3pe3a, HaJauyus 3aruiaThl
¥ BMelllaTesJbcTBA Ha TPUKYCMUAAIBHOM KJlaraHe
(TK) [22]. ITomumopdHast KT u dubdprnisaims xxe-
JnynoukoB mipu gaHHoMm ture BITC Bcrpeuvarorcst
peako.

[To JaHHBIM HEKOTOPBIX aBTOPOB, UCIOJb30Ba-
HUE TpaHCAHHYJISIPHBIX 3aruiaT MpU paauKajibHOM
KoppeKkuuu Tetpaabl Dajnno 3HAYUTESbHO TMOBbI-
maeT puck xenaynmoukoBbix HPC u BHe3amHoli
CMEPTU B OTAAJIEHHbIE CPOKU TOCJIE€ KOPPEKIIUU
[23]. ITo pe3yabratamM KpyITHBIX MCCJIEIOBAaHMIA, BbI-
JKMBAaeMOCTb B CPOKM 110 25 JIET MOCje ornepaiuu
cocrtapyisieT 27,6% B rpyIine TpaHCAaHHYJISIDHBIX 3a-
iaT potuB 78,5% B rpymie 6e3 3amiat [24]. Kak
WUTOT, YacTOTa MCIMOJIb30BAHUS TPaHCAHHYJISPHbBIX
3aruIat 3a MoCJIeAHNe TOabl CHU3MIAch ¢ 89 mo 64%
[24]. Jlerounas peryprutaums, HaOJaOZaeMas
B OOJIBILIMHCTBE CIyvaeB MOCJe TpaHCAHHYJISIPHOM
mnactukn BOITK, MoxeT ocraBarbcs OeCCHUMII-
TOMHOI B T€YEHWE MHOTUX JIET, OJJHAKO, B KOHEY-
HOM UTOT€, BeJIET K XPOHUUECKOU Teperpys3ke o0b-
eMOM U IUCOYHKIMU MpaBoro xemyaouka. Jlerou-
Hasl KJjarmaHHasl peryprutauusi — OCHOBHas
reMoiMHamMuyeckasi rnepeMeHHasi, acCOUMMpPOBaH-
Hast ¢ KT 1 BHe3aIrHo CMEpPThIO Y B3pOC/IbIX Mallu-
eHTOoB ¢ TeTpanoit @ammo [20]. Tem He MeHee TIPOTe-
3MpPOBaHNME KJIallaHa JJerOYHOU apTepuu y 0eccuMi-
TOMHBIX OOJIbHBIX, PaHEe MepeHeCIINX KOPPEKIIUIO
JTAaHHOTO MOPOKa, ocTaeTcs cnopHbIM. HecMoTps Ha
HeraTMBHOE OTHOIIEHUE OOJBIIMHCTBA KapaAUOXU-
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PYPIroB K TaKOMY IOJXO/Y, HEKOTOPbIE UCC/IeI0Ba-
HUS TMOKa3bIBalOT, YTO BOCCTAHOBJIEHUE (DYHKIIUU
JIETOYHOTO KJIaraHa MO3BOJISIET TOAAEPKUBATh KO-
HEYHBII nuacroiandeckuii oobem I12K Ha ypoBHE He
6osiee 170 M1 1 6J1arONPUSITHO BAUSITh HAa €TI0 PeMO-
nenupoBanue [25]. KpoMe Toro, KpynHbie MeTaaHa-
JIU3bI HE TTOKA3aJIM CBSI3U MEXIY MPOTE3UPOBAHUEM
JIETOYHOTO KJlaraHa U cHKeHueM pucka KT wim
BHe3amHoM cepaeuHoit cmeptu [26]. Cpenu mpe-
nvkTopoB KT y marmmeHToB ¢ TeTpanoii Maio BbI-
JEeJISII0T TakKe MPOIOJKUTEIbHOCTh KOMILIeKca
QRS 6onee 180 mc [19].

YcTaHOBKa UMILIAaHTUPYEMOTO KapJuoBepTepa-
nebuodpunsgropa (MKJI) — addexkTuBHbIN MeTOR
MpeaoTBpallleHUs] KU3HEYTpOXKaloluX apuTMUi,
OJIHAKO €ero CJeayeT UCMOJIb30BaTh MPU TSKEIOH
JUCHYHKIIMKU TIPaBOTO >KEJydouka Yy MallMeHTOB,
KOTOpbIE MEePEeHECTN PeaHUMALIMOHHbIE MEPOTIPHSI-
TUS O TOBOAY (PUOPMIUISLIMU XKEJyTOYKOB WU
CUHKOIIE, CBA3aHHBIX C YCTOMYUBOW XKEITYA0YKOBOM
TaXUKaApJAUEN, TOJEPAHTHON K IPUEMY aMUOIapO-
Ha wiu B-anpeHobOsokatopoB [27]. Tlo maHHBIM
P. Khairy 1 koJjuier, ormy0OJMKOBaBIIMX pPe3yJIbTaThl
MHOTOLIEHTPOBOI'O UCCIIEJOBAHMS 10 OLIEHKE apUT-
MUl [OCJIe MEPEHECEHHOW paauKalbHON KOPpEeK-
uun terpansl Dajuto, yactora uMminiantanuii DKC
cocrabiseT 18,3%, UKJ1 — 10,4% (nepBuuHast mpo-
unaktuka 56,2%, BropuuHas — 43,8%), pecuH-
XPOHU3UPYIOIINX YCTPoicTB — 4,9% [27].

B o1HOM 13 KpYMHBIX UCClIeTOBAaHUI BbIIEIEHbI
clenyouue TMpeaukKTopbl XeaymoukoBeix HPC
Y B3POCIBIX OOJBHBIX ¢ TeTpamoil Pajuro: mamima-
TUBHbIE omnepauuu, HeyctoiuuBas KT, Boszpact
crapiue 18 jet, yacTtasi WM CJIOXHAsT XeJyT0uKo-
Basl 9KTOMMS, KapAUOTOpaKaabHblA uHACKC 0,6
u 6oee [28].

daxTopsl pHrcKa TpeacepaHbIX apUTMHI Y TIa-
LIMEHTOB ¢ TeTpanoit Pajio BKIIOYAIOT aTpuoMera-
JINIO, XUpYypruueckue pyolbl, KJaaraHHYO perypru-
TalMio, a K CHelu(pUUHBIM MMePEeMEHHBIM Yy 3TOM
KaTeropuu OOJIbHBIX OTHOCST AUCGHYHKILIMIO KeTy-
JI0YKa U MUOKapaualbHbI (hpubdpo3s [19]. Pacipoct-
paHeHHOCTb HamxenynoukoBbix HPC nocie nepe-
HECEHHOW palvKaJIbHOU KOPPEKLUU IMOPOKaA CO-
craBister 15—25% [29]. B cTpyKrype npencepaHbix
apUTMUIA B 3TON rpyrirne OOJbHBIX BbIAESIOT (UO-
PUWISILIMIO peacepanii, (hOKaTbHYIO U PEeLIMANBU-
pYIOLIYIO TaxuWKapaulo, a HauOosiee pacrpocTpa-
HeHHbIM TUIoM HPC gBisiercs Tpeneranue mnpemu-
cepnuit [4]. s neyeHUsT MpencepaHblXx apUTMUIA
y MaleHTOB 3TOU IPyMIlibl IPUMEHSIIOTCS KaK KaTe-
TepHasi abjalus, TaKk W XUPYPruyeckrue MeTO/bI.
KateTtepHas abialus mpaBoro repelieiika y B3poc-

JIBIX TIALIMEHTOB C TeTpamoii Dajio cormpoBoXIacT-
cs1 98% sddexrrBHOCTEIO [29]. TTpu hUGpMLISLIINA
npeacepauii Haubosee 3(pHeKTUBHBIMU MPeICTaB-
JISIOTCST Xupyprudeckue metonsl [16]. Tpouenypy
«JIabMpuHT» paccMaTpUBAIOT B KAUECTBE JOTOJIHU-
TEJTBHOTO TTOCOOUS TIPY TIOBTOPHBIX BMEIIIATEIBCT-
Bax y B3pOCJIbIX MallMeHTOB ¢ TeTpamoit Mdaio.
B nuteparype onucsiBaeTcs 3¢ (GeKTUBHOE MpUMe-
HeHVEe MOAU(DULIMPOBAHHON MPOLIEAYPhI TPABOCTO-
poHHel onepanuu «JIabupUHT» — yKa3bIBAlOT Ha
OTCYTCTBUE TIPEICEPIHBIX apUTMUI y 74% manineH-
TOB B CpOKH 10 5,7 roga nocJie onepauu [30]. Kpo-
M€ TOTO, OMHOMOMEHTHOE aHTHapUTMUIECKOe TT0-
co0Me ¢ TTOBTOPHOU XUPYPruuyecKoil KOppeKLMen
PEKOMEHYIOT BLITIOJIHATH BCeM TMallieHTaM cTapliie
50 neT, BHE 3aBUCMMOCTHU OT HAJUUYUSI/OTCYTCTBUS
HPC B anamuese [30].

ApuTMuYecKuii CHHAPOM,
acCOIMMPOBAHHBII ¢ aHOMaTHel J0mTeiiHa

AmMKaJbHOE CMEIlIeHUE CTBOPOK MPU aHOMAaJIUU
D01TeiiHa TPUBOAUT K pa3phiBy Mexay Guopo3-
HBIM U (DYHKLIMOHAJIBHBIM KJIAITAHHBIMU KOJIbLIa-
MM, cO37laBasi aHaTOMUUYECKU I cyOCTpart ISt 1OTO-
HUTEIbHbBIX IMPOBOISIINX ITyTeil U TIpekaeBpeMeH-
HOro BO30yxXnmeHus keaynodkoB [31]. Ilarorenes
reMOIMHAMUUYECKNX HAPYIICHUI IIPU 3TOM ITOPOKE
COCTOUT B 3HAUMUTE/IbHOW AWJIATAallMU TpPaBbIX Ka-
Mep cepila, YTo SIBJISIETCS CJIEICTBUEM CMEICHMUS
TK [3]. AHOManus1 D01ITeiiHA SIBJISIETCS «IMACPOM»
MO YacTOTe BCTPEYaeMOCTU HaIXKeTyT0YKOBBIX
apUTMUIA, OHAKO B psiie cIydaeB MaHU(PECTUPYIOT
Takxke keiaynoukoBele HPC [3]. PacnipoctpaHeH-
HOCTb apUTMHUI B 3TOM TpyIIre OOJBbHBIX pacIpec-
JIeHa CHIeAylIuM o0pa3oM: JOMOJTHUTEIbHBIC
aTpuoBeHTpUKyIsipHbie (AB) mytm — 10—-38%,
MHOXECTBEHHbBIC IOMOJHUTEIbHBIE TpPeIcepaHO-
xemymoukoBbie coenrHenust (JAT2KC) — 13,8%, at-
prodacuuKyIsspHble BoJoKHa — 5%, AB-y3noBas
peunnpokHas Taxukapaus — 8—13%, moHomopd-
Hasl XeJIyIoJKoBas Taxukapmus — 7%, mpenacepi-
Hasl pelMIMBUpYIoLIas Taxukapaus — 6onee 20%,
doxanbHas TipencepnHas Taxukapaus — 2—20%,
BHe3aIHasi CMEPTh apUTMOI€HHOIO reHe3a (J11o0bie
MexaHu3Mbl) — 8—16% [3]. YacTas BcTpeyaeMOCTh
JAITKC mpu aHomanuu DO1ieiiHa, HECOMHEHHO,
o0yciioBjieHa aHAaTOMMYECKUMMU OCOOEHHOCTSIMU
nopoka [32]. B rucrosornuyeckux MccienoBaHUSIX
CEeKIIMOHHOTO MaTeprasia BhISIBUIU P OCOOCHHO-
CTell MpaBbIX OTACIOB Cep/lia, aCCOUUUPOBAHHBIX
C JIOMOJHUTEIbHBIMU TPEICEePIHO-KEITYT0UYKOBbI-
MU COeIMHEHUSIMU U UMEIOIIIMX 3HAYCHUE JIJIs1 Kap-
TUpOBaHUs nojocteii. K Takum cTpykTypaM OTHO-
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CAT SIPKO BBIPaXEHHBI TpeOeHb, ITPOXOISIINAIA
BIOJb UCTUHHOI AB-00p031bl, MAaKpPOCKOIMNUYECKU
OTHEJICHHBI OT ONM3jeXkKalluX CTPYKTYp hudopo3-
HBIMM TKAHSIMH, a MUKPOCKONMUYECKN HMEIOIINiA
MHOXECTBEHHbIC MbIlIeuHble CBsI3U [3]. JlaHHBIN
rpebeHp obHapyxkeH B 50% ciayJaeB CeKIUii Mpu
aHOMaJIMK DOLITEHA U BCTpedaeTcsl y OOJIbIINMHCT-
Ba OOJIbHBIX C paHee BbISIBISIEMbIM ITPeaBO30YKIe-
HHUEM M CYNPABEHTPUKYJSIPHOW TaxuKapaueu, 4yTo
MOXET CBMJETEIbCTBOBATb O B3aMMO3aBUCHUMOCTHU
MEXIy TKaHbIO TpeOHsI 1 aHOMaJIbHbIMU AB-cBs3s1-
mu [3]. PacroynoxxeHne rpeOHs COBITaJaeT C 30Ha-
MM, Yallle BCEro NoABepraloiiMUCs IIpoLeaype ad-
snanuu [33]. ITo pe3yabraTaM TMCTOJIOTMYECKUX UC-
clleloBaHUN W  KJIMHUYECKUX HAOJIOAeHUI
pactnpoctpaneHHocts HAIT2KC He xoppenupyer co
CTETNeHbI0 aHOMAJMM TPUKYCIUAATBLHOTO KjaraHa
U TUIolamy aTpuanmi3oBaHHoir vactm IT1K [33].
IMpencepaHo-dacuukyasipHble BOJOKHA pacriojia-
raloTcsl BIOJb MPaBoil nmepeaHeO60KOBOM M 60KO-
Boii cBoOomHOM cTteHkM IIII, yro He oTAMUYaeT MX
Tororpaduio oT TaKOBOI CTPYKTYPHO HOPMabHbBIX
cepael [3]. A. Becker 1 KoJjieru oTMe4aroT y3eJIKO-
BUAHYIO CcTpYKTYypy AaHHoro HITXKC y OojbHBIX
¢ aHoMaJelt DOo1TeiiHa, a X BOSHUKHOBEHUE CBSI-
3bIBAIOT CO CBOETO POJia DJIEKTPUUYECKOM KOMITeHCa-
LMel HeAopa3BUTHS TpaBOil HOXKM Tyuka Iuca
[34]. Yacras manudecranus AB-y3noBoii peuu-
MPOKHON TaxuKapAuu KOpPPEeIupyeT C BBIPaKEH-
HBIM CMEIICHUEM y3/Ia K OCHOBAHMIO TPEYTOJIbHUKA
Koxa B o6yactb KopoHapHoro cunyca [3]. Pacriosno-
xkenue AIT2KC npu anomanuu DOmTeiiHa IPOrHO-
3UpYyeTCs] — MOoAaBJsIIoNIee OOJBIIMHCTBO M3 HUX
MpeJACTaBAEHO 3aJHE00KOBBIMU, 3aAHUMU U 33 JHE-
neperopogouyHbiMu  IyTsaMu  [3]. OcoO0eHHOCTh
JAITXKC B maHHOM TpyIine 00JbHBIX COCTOUT B JIBY-
HaImpaBJICHHOM ITPOBOIMMOCTH;, OPTOIPOMHBINI M0~
BTOPHBII Bxox BcTpedaercs B 90% ciydaeB, aHTH-
JpoMHbIA — B 23% [3]. MexaHu3M puoOpEeTEHHBIX
MOpeACePAHBIX APUTMUM IIpU aHOMaIUKM DOIITeiiHA
He oTan4yaeTcs oT TakoBoro Tmpu JIMIIIT u onucan
BBIIIIE.

B pabore JI.A. bokepus 1 KoJiIer nmpeacTaBiaeHbI
pe3yabTaThl JieueHUsl MalMeHTOB (CpelHUil BO3pacT
20 neT) ¢ aHomauei D0IITeiiHA U COMYTCTBYIOIIN-
MU apuT™MusiMU [31]. ABTOpBI YKa3bIBalOT, YTO BHE
3aBUCMMOCTU OT HaJIW4USI/OTCYTCTBUS apUTMUU
B aHaMHe3e, BCEM B3pOCJbIM OOJIbHBIM C aHOMa-
JIMel D0IITeiiHa IT0Ka3aHO BBIMOJIHEHHUE TOOIepa-
LIMOHHOTO 3JIEKTPO(U3UOIOITMYECKOro UCCIe0Ba-
HUSI, YTO MMeeT 00JIbllIoe 3HaUeHWEe KaK JIJIs1 BbISIB-
nenust Haamumst HPC, tak u 111 omnpeneieHus
tonorpacdun JAI12KC. INanmmeHTs ObLIM pa3aeacHbI

Ha JBe TPYIIILL: 1-5 — Ipynia oMHOMOMEHTHOM X1-
PYPruYecKoil KoppeKUMU aHOMaIuu DOlITeiiHa
U apuTMUU; 2-s1 — TpyIina 3TalmHOro KaTeTepHOIo
YCTpaHEHMST apUTMUM U XUPYPTHMUECKON KOppeK-
1My mopoka. M3BecTHbIE XUPYpruuyeckue crpaTe-
MU JICYCHHWST TaKWX TAIMEHTOB CBOIATCS K IBYM
MOJX0AaM: KOPPEKLMST TPUKYCIIUIATIBHOTO KJjlana-
Ha ¢ MHTpaoIllepallMOHHbIM KapTUPOBaHUEM U a0-
JIalluelt 0YaroB apuTMHH, a TaKKe KOPPEKIINS TPU-
KYCMUAAJIBHOTO KJlalaHa ¢ OTAeJIeHUeM Ipeacep-
nus ot kenayaoukoB nmo meroxy Cumm [31]. Kpome
Toro, JI.A. bokepust 1 Koyuiern OTMETUIN BBICOKYIO
3¢ (HEKTUBHOCTH MCITOTB30BaHUS METOMIA DJIEKTPO-
UMITYJIbCHOW 3MUKapAUaIbHON NeCTPYKIIMU, TPO-
BOJMMOMN 10 Hayaja MCKYCCTBEHHOTo KpOoBOOOpa-
IIEHMS, YTO TTO3BOJIIET 3HAYUTETbHO COKPATUTD €TO
MPOJOJIKUTEIBHOCTD U BpeMsl TepexkaThsi aopThl
[35]. Meronuka katetepHoii adbmauuu JI12KC pun
aHoOMaJIuM DOIITeliHa SIBJsSeTCS MEeHee TpaBMaThy-
HBIM MMOJIXO0M, OJHAKO €€ TPUMEHEHUE OTpaHnye-
HO TeMOIMHAMMUYECKN HEOCIOXHEHHBIMU (hopMa-
MU MOPOKa, a TAKXKe BLIOOPOM B Ka4eCTBe dTara je-
YEeHMSI apUTMHUM B J0- WIW TOCJEOIepalliOHHOM
repuone [36]. Cnemyer OTMETUTh, YTO C yYETOM
CJIOKHOCTH aHATOMUY BBITIOJTHEHWE KITaCCUIECKOM
npouenypsl PYA JITKC B aToM rpymIie 3a4acTylo
CBSI3aHO CO 3HAYUTEIbHBIMU TEXHUYECKUMU TPYI-
noctamu [36]. s ATTXKC snukapanaibHOM JIoKa-
JIN3allM, He TOMJAIOIIMXCS KJIacCUMYeCcKOil Kare-
TepHOI abiianuu, B IOCIeAHNUE Toabl 3(PPEeKTUBHO
MpUMEHsIeTCsI MeTo Topackonuuyeckoir PUA, pe-
3yJIbTaThl BBIMOJHEHUsI KOTOpoi Xxopouue [37].
JILA. bokepus u b.H. CabupoB npeacraBuiu ciie-
JyIOLIMe pe3yabTaTbl XMPYPrMuecKoro M Karerep-
HOTO JIEUCHUSI aHOMaIuM DOIUTeliHA M apUTMMUIL:
B TPYIINE XUPYPIUUECKOTO JEUEHUSI — OTCYTCTBUE
ApUTMUM B paHHEM TIOCIIEOTIePallMOHHOM TIepHOJIe
oTMe4eHO y 91% mnalmeHToB, B OTAAJICHHOM (Cpej-
Hue cpoku 8,7 roma) — y 80%, B rpynme PYA —
y 76,6%, a Bce peLUAMBbI ObLIN CBSI3aHbI C MHOXKE-
crBeHHbIMU AITXKC [31].

Ilo manHbIM OonbiMHCTBA myoaukaumii, KT
Yy HEOTIEPUPOBAHHBIX MAIIMEHTOB ¢ aHOMayIneil Do-
ITeiHA BBIABIISAETCS B 7% CilydaeB U MpeacTaBlIeHa
B OCHOBHOM MOHOMOpPG¢HOM Taxukapnueir [38].
B kauecTBe MpoBoLUpPYOIUX (hAKTOPOB BbIAEISIOT
Teperpy3Ky MpaBoro KeIya0ouKa, a TaKKe HaIMIKe
JTITKC, criocoOHBIX B ciydae pa3BUTUS ITapOKCU3-
Ma Taxudopmbl DI TPpoBOAUTH YCKOPEHHBIN MM-
MyJbC HAa MUOKapJ KeJIyaouka, 3amyckas TeM ca-
MbiM KT wau puOpwiisuuio XeayaoukoB [38].
Kpowme Toro, B omHOM M3 UCCIeAOBaHUI COOOIIIAaeT-
cs o passutuu KT y 7% manmreHTOB B OJIKAMIIIEM
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repuojie Tocje KOppeKluyM aHoMaiuu D01TeliHa,
YTO TaKXKe ToaTBepKIaeTcs padoroit JI.A. bokepus
u ap. [31]. OTmevaeTcsi, 4TO OOJIbHbIE, UMEBLINE
TsiKesble xkeaynoukoBeie HPC B nmepuonepalimoH-
HOM Tepuojie, MoABEPKEHbI BBICOKOMY PUCKY BHE-
3aITHOM CMEPTH B OTIAJICHHOM Tiepuone. TeM He Me-
Hee yacTtoTa ummantauuu MK/ Bo B3pociioit mo-
OyJISILUMKA ¢ aHOMajuel DO01TeliHa COCTaBJIsIeT He
6oxee 0,02% [39].

AputMun, cBsI3aHHBIE C IPOLIEAYPOH
®onTeHa U YHUBEHTPUKYIAPHON
reMOJMHAMHKOH

Onepanusa PoHTEeHa, WU3HAYATBHO BBITMOJHSIB-
IIasicsl y allMEHTOB € aTpe3ueil TPUKYCITUIAILHOTO
KJanaHa, cTajla MEeTOJOM BbIOOpa IJIsI KOPPEeKLUU
OOJIBILIMHCTBA TTIOPOKOB C YHUBEHTPUKYJISIPHON Te-
MoauHamMuKoi. HecMoTpss Ha pa3paboTKy pas3iny-
HBIX TEXHUYECKNX MOIU(UKALIMI, HapaBIeHHBIX
Ha yJIy4IIeHUE JOJTOCPOYHBIX pe3yIbTaToOB, Pa3BU-
THE PaHHUX U OTHAJCHHBIX apUTMUI TOC/IE oIepa-
1y MoHTeHa 3HAYUTENIBHO YXYAIIAET IIPOTHO3 IMa-
nueHToB [40]. B OonbIIMHCTBE MCCASIOBAaHUMN MO-
Ka3aHo, YTO PUCK apUTMUIA TIPSIMO KOPPEIUPYET CO
cpokamu 1ociie BMemarenbcTsa [40, 41]. Puck BHe-
3aITHOM CMEPTU B OTJAJIEHHOM MEPUOIEe MOCe TTPo-
nenypsl @onTeHa coctaBisgeT 9% [41]. [1o maHHBIM
K.N. Pundi u xojer, mpoaHaJu3upOBaBIINX I10-
ceornepaluoHHbIiA nepuofn y 1052 mamumeHToB Imo-
cine onepaunn PoHteHa, yactota paHHux HPC
(B cpoku 10 30 cyt) coctaBwia 21% (n=224) mia
npenacepaubslx 1 8% (n==86) I KeTyITOUKOBBIX
aputmuii [41]. Y 97 (9%) GOMbHBIX pa3BUIach TpaH-
sutopHasgt AB-6nokama IIl cremenu, torma xak 31
(3%) GospHOMY TOTpeOOBaIaCh UMILIAHTALIMS I10-
CTOSIHHOTO D3JIeKTpOoKapauocTuMyJisitopa. Yacrora
PaHHUX TTOCICONEPAMOHHBIX TAXUAPUTMUI B TaH-
HOM MCCJIeOBAaHWUM BBIIIE, YeM B IPYTUX ITyOJIMKa-
LUSX, YTO OOBSICHSIETCS OoJiee CTaplIUM BO3PaCcTOM
nmauueHToB (B cpeaHeM 9,4+7.5 roma, mMeauaHa
7 net). Takum oO6pa3om, BO3pacT Ha MOMEHT BbITTOJ-
HEHMSI TIOJIHOTO 00X0/1a MPaBbIX OTIEIOB CepAlla Ha-
MpsSIMYIO KOpPpeJUpyeT ¢ 4acTOoTOi MaHubecTaluu
ApUTMHI B paHHEM ITOCJICONEPALlMOHHOM MEPUOIE.
Kpome toro, cpenu dakTopoB pucka panaux HPC
B JAHHOI TPYIINE BBIACISIOT CUHAPOM TeTepoTaK-
CUM U 00JIbIIIEE KOJIMYECTBO 3TANlOB reMOAMHAMUYE-
ckoii koppekuuu [41]. B uccienoBannm K.N. Pundi
U KOJUIET, MPOAaHAIM3UPOBABIINX B OTAAJIEHHOM I1e-
puone cocTtosgHue 864 MalUMEHTOB (BBIKUBIINX
B cpoku 6oJiee 30 cyt nmociie onepaiun), y 412 (48%)
oTMeueHbI apuT™MuU. CpeTH1 BO3pacT OOJIbHBIX Ha
moMmeHT BoisiBieHus1t HPC coctaBun B cpegHem 18

JIET TIPY JUTMTETLHOCTY HAaOTIOIEHNST HAa MOMEHT 00-
HapyxxeHus aputvuu 9,3 = 7,1 roga [41]. O61as
10-, 20- u 30-yeTHsIsT cBOOOIA OT HOBBIX IPOSIBIIC-
HUM KIMHUYECKUX aPUTMUM B OTIAICHHOM MEPUOJIEC
nociie onepayu MonrteHa coctaswia 71, 42 u 24%,
cootBeTcTBeHHO. CTpykTypa HPC ciemyromast: Tpe-
neranne npeacepanit — y 304 (35%) mauueHTOB,
dubpuaums npeacepauii — y 161 (19%), npen-
cepaHast Taxukapaust y 108 (13%), 37 (4%) — npen-
cepoHas PeHUANBUPYIOIIAS TaXUKapaus W JKeJy-
nmoukoBast Taxukapaust —y 40 (5%). 1o gpyrum naH-
HBIM, yacToTa oTnajieHHbIX HPC nocie npouenypbl
®donTteHa coctasisieT ot 6 1o 50% [42]. OnHoMep-
HBII aHAJIM3 T10 BBISIBJICHUIO (PaKTOPOB, CBI3aHHBIX
¢ TIOBBIIIEHHBIM prickoM HPC B otmaneHHOM Tiepu-
oJle, moKazaJjl, 4TO CTEHO3 OJHOI M3 BETBEH Jierou-
HBIX apTepuil, KOHEYHOE TUACTOINIECKOE JaBICHUE
BBIIIIE 12 MM PT. CT. IO pe3yJIbTaTaM IIpeaoIiepari-
OHHOI KaTeTepu3alliu, IpoTe3upoBaHue AB-kna-
IMaHa, HU3KWI CepIeIHBIN BEIOPOC B TIEPBBIE CYTKH
IOCJIe BMEIIATEeNIbCTBA, PAaHHME TIPENCEepIHbIE WIN
JKeJTyJIOUKOBbIE apUTMMU, a TaKXKe YCTaHOBKA Bpe-
MEHHOTO 3JIeKTPOKaAPIUOCTUMYJISTOPA JOCTOBEPHO
BIMSIOT Ha MaHudecrauuio apurmuii [41]. Kpome
TOTO, OTMEYaeTcsl, YTO0 Moau(UKaIrs 3KCTpakap-
MUATLHOTO KOHAYUTAa M TOTAJbHOTO KaBOITYJIbMO-
HaJIbHOTO aHAcTOMO3a TO3BOJISIIOT CHU3UTH PUCK
no3agaux HPC, B To BpeMsI Kak IpeacepaHO-JIerod-
HBIN («KJIacCUYEeCKMii») TIOAXOA HaeT OOpaTHBIN
apdekt. Taxcke K.N. Pundi u xomteraMu ycTaHOB-
JIEHO, YTO BO3pacT cTapiie 16 jieT Ha MOMEHT BbI-
TTOJTHEHNUSI TeMOIMHAMMYECKON KOPPEKIINU TOCTO-
BEpHO YBEJIMYMBAET PUCK OTHAJEHHBIX apUTMUIMA
[41]. BmecTe ¢ Tem apyrue aBTOpbl YKa3blBalOT Ha
cBs13b no3nHux HPC ¢ HeymoBieTBOPUTEILHBIMU
reMOJMHAMUYECKUMU TOKa3aTeIsIMU KOPPEKIIUH,
a TaKKe Ha BO3MOXHOE BIMSHUE IBYHAIIPaBICHHO-
IO KaBOITyJIbMOHAJIbHOTO aHACTOMO3a, CO3MaHHOTO
nmo omepaunu MoHTeHa, Ha CHIDKEHHE YacTOTHI
aputmuii [43].

[To manubpiM K.N. Pundi n koser, 3a cpeaHuii
nepuon HadmoaeHus 18,24+8,8 rona y 13% naum-
EHTOB JUAarHOCTMpOBaHa MNUCGHYHKIMS CHUHYCHOTO
y37a, a 25% GoNbHBIX B cpoku 6osee 30 cyT mocie
onepanun @oHTeHa MOTpebOBaAIaCh UMILIAHTALIUS
DKC [41]. Tokazanuamu K uMiiaHTauun DKC
B OTHAJICHHOM TIEPHOIE TTOCTYXIIN: TIPEICePIHBIC
taxuaput™Muu (84%), mucOYHKIIUS CUHYCHOTO y3Jia
(48%) n AB-6okana 111 crenenu (22%). ABTopamu
BBISIBJICHO, YTO HEOOXOIMMOCTb BO BPEMEHHOM CTH -
MYJISILIMM B PaHHEM TTOCJIeoTNepallMOHHOM Mepuoe
Koppeaupyet ¢ 73, 59 u 41% cBoGomoii ot DKC
B iepuon 10, 20 1 30 j1eT, COOTBETCTBEHHO.
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B pa6ore K.N. Pundi u KoJier npuBoasTcs Tak-
Ke JaHHble 0 5% 4YacToTe BHE3aITHOM CepacdHON
CMepTHU B OTAAJIEHHOM IIepuofe Tocje olepaluu
®onrena. CpenHuil BO3pacT yMepIIUX MAllMeHTOB
cocTaBuJI 18 JIeT B cpeqHue Cpoku 3,8 roga nocie re-
MoIrHaMu4decKoi Koppexkuuu [41]. Takke coobia-
eTcs, U4TO 3TO ocjaoxHeHue B cpoku 10, 20 u 30 yer
rocJie onepauu Bcrpevaetcst B 4,6, 6,2 u 7,1% cay-
yaeB, cooTBeTcTBeHHO. K (pakTOpaM pucka BHe3am-
HOI CcepJAeyHOll CMEpPTU OTHOCST IpeacepaHble
ApUTMHUU B paHHEM TIOCJICOTICPAIITMIOHHOM TIEPHOIE,
npote3upoBaHue AB-knanaHa v JgaBieHUE B IKC-
TpakapauajbHOM KoHayuTe 6osee 20 MM pT. cT. [41].

HecMoTps1 Ha MOBBIIIEHHBIN PUCK BHE3aITHOMN
cepmedHoir cMeptu Tocie orepanuu DoHTeHa,
B HACTOSIIIEe BpeMsI HET YETKUX PEKOMEHIAIINIA JIJIsT
ycraHoBku MKl B KauecTBe NepBUYHOI Tpodu-
JTAKTUKU, KpOMe clTydaeB TUCOYHKIIMT CUCTEMHOTO
xeaynouka. HekoTopble aBTOpbI MpeiaraloT Mc-
MOJIb30BaTh Mopor (pakuum BeIOpoca JIZK Hike
30—35% [44]. Tak, no manubiM K.N. Pundi u kKoJ-
Jier, U3 864 manueHTOB, HAOIOAABIIKMXCI B OTHA-
JIeHHbIe cpoku, 14 umrutantupoBad MK B kayect-
Be JIeueOHOI Mephl, a He MePBUYHON MPOhUIaKTU-
KU, B cpenHue cpoku 17 et nocie onepanuu [41].
Y mamumeHToB, MepeHecrx mnpoienypy PoHTeHa,
cJieyeT YYUTbIBaTh HeoIpeaeleHHYI0 Mopdoso-
THIO XKeJyTOYKOB, CIIOKHOCTH TPAaHCBEHO3HOTO J10-
cTymna, a Takxe Bbicokuii puck H2KT nipu nmrian-
tanuu nmoakoxuHeix MKJI [44].

ApuTMuN y Nalli€HTOB C KOPPUTHPOBAHHOU
TPaHCIIO3UIMEN MaTHCTPAJIbHBIX COCY/[0B

KoppurupoBaHHasi TpaHCIO3UILIMSI Marucr-
panbHbIX ciaydaeB (KTMC) — peakuii mopox, xa-
PaKTEepU3YIOILIMINACS COYeTaHUEM TUCKOPIAHTHBIX
ATPUOBEHTPUKYJISPHBIX W BEHTPUKYJOAPTEPU-
albHBIX cBsi3eli [45]. Hapyuienus putma cepaia
npu KTMC 0yanyT pacCMOTpeHBI ¢ TOYKH 3PEHUS
pa3Butus AB-0Jiokaa, SIBISIOIIMXCS CeUupuy-
HBIMU [UISI 9TOro mnopoka. JlaHHasi aHOMaius
UMEET psii YHUKAJIbHBIX aHATOMUYECKUX OCOOEH-
HOCTEe#, ¢ KOTOPbIMM aCCOLMHUPYIOTCS Hapyllie-
Husa putMma cepana. Ilo cpaBaHenuro ¢ I1I1 B Hop-
MaJIbHO c(hOPMUPOBAHHOM cepalle, Mopdoaoru-
YecKHU IMpaBoe Tpejcepane UMeeT OCOOEHHOCTH,
TaKkuMe KakK CMEIIEHHUE YCThsl KOPOHAPHOIO CHUHY-
ca, KOPOTKMUM TMepelieek M KOPOTKMH 3amaHui
Kpaii oBanbHOI siMKU [46]. Tonmorpadus mpoBo-
JAIIEeN CUCTEMBI CepALla OTINYAETCS IIPUA pa3Iny-
HbIX (hopMax 3TOro MOopoka: ¢ OOBIYHBIM pacIo-
JIOXXEHUEM MpPEeACepIUil U C 3epKAJbHBIM pacro-
JIOkKeHeM WX TpumgaTkoB [46]. [lpu oOGBIYHOIM

Tonorpauu IMpeacepanii oTMedaeTcsi MIyOOKoe
pacrnionoxeHue BOIIK oTHOcUTEIbHO MUTpajb-
HOro KJjamaHa, 4TO OfpelelisieT Haluuyue cMe-
IIEHHOIO <«3a30pa» MEXAY MEeXKeTyIOUYKOBOM
U MEXITIpeIcepaHOl neperopoakoii. B atux ycio-
BUsSXx AB-y3en pacmonoxXeH HMKE YCThsI YIIKa
MpaBoro mnpeacepausi OJUXe K JiaTepaJbHOMY
Kpaio (GuOpPO3HOro MpoMexyTKa MeXIy Jerod-
HBIM M MWUTpaJbHBIM KJlanmaHamMu. Takass aHo-
MajibHasi aHATOMUS y3j1a JaeT Havyajlo U3MEHEH-
HOMY Xony Iiyuka Iuca, KOTOpBIil, JOCTUTHYB
MEXKeJyIOUKOBOIM Meperopoaku, pa3BEeTBIISICT-
cs, cMellas JIEBYIO HOXKY K IIpaBOil CTOpOHE
U TIpaBylo0 — K JIeBo#l ctopoHe. [1pu 3epKanbHOM
pacroyioKeHUU TMpeacepauit MexmpeacepaHas
U MEXKeJyT0YKOBasi Meperopoakyd HaXOASTCS
B OoJiee (hU3UOJOTUYECKON TIOCKOCTHU, UTO MO3-
BOJISIET aTPUOBEHTPUKYJISIPHOMY Y3y pacIiojia-
raTbCs Ha BeplIMHe TpeyrojbHuKa Koxa u oObIu-
HO TMepeXOoAUTh B aTPUOBEHTPUKYJISIPHBIN MTYYOK,
KOTOPBI B 3TUX CJIydyasix pasiessieTcsl Ha BETBU,
KakK B cepliax co CTpyKTypHOil B Hopme [47].

ITo manueM uccinenoBanus J. Huhta 1 xoner,
€XerogHbIl puck pa3Butus AB-01okaagbl cocTaB-
JsieT He MeHee 2% [48]. ABTOpHI yKa3bIBalOT, YTO
OCHOBHBIM (paKTOpOM pucka pa3Butus AB-0670Kka-
IIbl SIBJISIETCSI MHTAKTHasI MEXOKeJIylouKoBas mepe-
roponka (48% mo cpaBHenuio ¢ 13% npu Haauuun
JAMZIIT). B gpyrux paboTtax nokazaHo, 4TO 4acTO-
ta AB-6sokan I-11I crenenu cocrasiser 12%, Tor-
J1a KakK TOJIHbIe 0J0Kanbl BeTpedatoTest y 29% ma-
nueHToB. CienyeT oTMeTUTh, uTO AB-610Kkamam 111
CTETIeHM He Bcerda IpelIecTBYIOT HapyLIeHMUS
MPOBOAMMOCTH 0OoJiee JIeTKUX crerneHeilr [46].
ITo pesynbratam KpyITHBIX MCCIEAOBAaHUI, YaCTOTA
noJiHbiX AB-60kan cocrasnsietr 10%, a aTproBeH-
TpukyasipHas 6siokana I u Il crenenu BcTpeuaeTcs
B 20—30% ciyuaeB [49]. Puck TsKebIX TTOCeore-
pallMOHHBIX HapyLIeHU MPOBOAMMOCTHU, CBSI3aH-
HBIIA ¢ aHaToMuueckoi pekoHcTpykuueit KTMC,
MO0 pa3JMYHbIM JaHHBIM, BapbuUpyeTCsl Mexay 3
u 16%, ipuuemM yalle y MallueHTOB, MePEeHEeCIInX
orepalnio aprepuanbHoro nepexiodeHus (12%)
o cpaBHEeHUIO ¢ mpouenypoit Pactennu [46]. Kpo-
M€ TOTO, CYIIECTBYET TEHACHLIMSI K MPOTPeccupo-
BaHMIO AeekToB AB-TpoBOAMMOCTH C BO3pacTOM:
Tak, yacTora IojiHoi AB-061okanbl y gereit crap-
mrero Bo3pacTta 1 B3pocibix ¢ KTMC cocrasisieT oT
30 mo 38% [46].

MMrmutaHTanus MOCTOSIHHOTO KapAUOCTUMYJIsI-
topa nipy KTMC cooTBeTcTByeT peKOMeHAalusIM
no geyeHuto HPC y namuenTtoB ¢ BIIC [2]. Tem He
MeHee pelleHHe 00 MMILIAaHTAllMM B KOHEYHOM
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WUTOTe HEOOXOAMMO TIPUHUMATh WHIWBHIYAILHO,
YUUTBIBAST COCTOSTHUE TIPOBOASIIEIH CHUCTEMBI.

Kak oTrMmeuasioch BbIllIe, B TpyMIle MalMeHTOB
¢ KTMC yxynmeHnue ¢hpyHKIIMA CUCTEMHOTO XeJly-
nouka 1 AB-kiamaHa cBSI3aHO ¢ CyOJI€rO4YHOM MO-
HOXeTymoukoBol ctumyisnueit [50]. Bo3amoxxHbie
MPUYMHBI TAKOTO BJIMSHUS BKJIIOUAIOT U3MEHEHMUS
B aKTUBALIMU MEPEropoOaKHU, BbI3bIBAIOIIINE €€ CME-
IeHWe W BTOPUYHYIO IHMIATAIIUIO0 CHUCTEMHOTO
AB-KoJiblla ¢ Tocienylolleil ero peryprutauueit
[51]. B Takom ciiyyae BBbI3BaHHasl CTUMYJISILIMEH
KEJTYJO0YKOBas JUCCUHXPOHUS WTPAET BaXHYIO
posib B (PYHKIIMOHAJIBHOM YXYAIIEHUN KOHTpaK-
TUJIBHOCTU CUCTEMHOTrO Xenynouka. S. Hofferberth
M KOJUIETU OCBETWIM OMNBIT MMILJIAHTALIMU PECUH-
XPOHM3UPYIOIIMX YCTPOUCTB 53 mamueHTaMm
¢ KTMC u panee ycraHoBieHHbiMU DKC [50].
VY 26% GONBHBIX MMITIAHTAIIMS OMBEHTPUKYIISIPHO-
ro 3JEKTPOKApAMOCTUMYJISITOPA BBLIMIOJHEHA I10
MPUUUHE CHUCTEMHOU XeJTydOYKOBOW IUC(HYHK-
LMK, Y TIOJIOBUHBI 3TUX NALUEHTOB BBISIBJIEHO I10-
cieaylolee yayduieHue (YHKIUU XKEJIyT0YKOB.
B tom xe mcciaemoBaHum 11 OOJBHBIM IIPOBOAM-
Jlach MepBUYHAs MUMIUIAHTALIMSI PECUHXPOHUBUPY-
IOIIMX YCTPOMCTB TT0 TIOBOIY OJIOKAIbI CEpAlia, U HU
y OTHOTO U3 HUX HE pa3BUJIACH KETYI0YKOBas AUC-
(byHKLIMS BO BpeMsi KpaTKOCPOUHOTO HAOJIIOIeHUSI.
CrenyeT OTMETUTD, UTO clieludruuecKas aHaTOMUS
JAHHOTO MOPOKa MOXET YCIOXKHUTh UMILIAHTALIIO
3JIEKTPOIOB OMBEHTPUKYISIPHOTO CTUMYJIATOpA,
MO3TOMY B ciyyae BO3HUKHOBEHUSI TEXHUUYECKUX
CJIOXKHOCTE pPEKOMEHIYIOTCS ajbTepHaTHUBHBIE
METOAbl YCTAHOBKH, TaKre KaK T'MOPMIHOE XUPYpP-
rMyeckoe pasMelleHue SMUKApPAUaTIbHOTO 2JIEKT-
poma IS CTUMYJIALMU TIPABOTO KEJIyIOuYKa
W TPAHCBEHO3HOE — ISl YCTAHOBKM JHAOKApAM-
ajbHOTO BJekTponaa K JIZK [52].

AputMudecKkuil CHHAPOM
NpHU aTPHOBEHTPHKYISAPHOM KaHajIe

ATpUOBeHTpUKYIsIipHbINT KaHan (ABK) mpen-
CTaBJIsIeT COOOM MOPOK B BUIE CIIEKTPA CEPACUHBIX
aHOMAaJIMil, XapaKTepU3YIOIIMXCSl HEMOJHBbIM pa3-
BUTHEM aTPUOBEHTPUKYISPHOM TTEPETOPOIKHU B CO-
yeTaHUM c naroyiorneit AB-knananos [1]. Pacmpo-
CTPAaHEHHOCTb  3TOrO0  TIOPOKa  COCTaBISIET
4-5,3 cinyyas Ha 10 000 myageH1IeB M 4aCTO acco-
LIMMPOBaHa C HECKOJIbKMMU CUHAPOMaMU, B 4acT-
Hoctu ¢ cuHapomom MHayHa [1]. Xupypruueckoe
JIeYeHNE COMPSIKEHO C XOPOIIMMHU OTAAJICHHBIMU
pe3yibraTaMu M OOINeil BBDKMBAEMOCTBIO depe3
15 net 88,6% [53]. OcobennocTbio ABK siBisieTcst
cMmenieHue AB-y3na u myuka [uca BHU3, npenpac-

ToJiararolree K TpaBMe TIPOBOISIIUX ITyTel BO Bpe-
MsI Koppekuuu [53].

B kpynHeitmiem uccnemoBanuu R. Kharbanda
U KOJUIET, MPOaHAIM3UPOBABIINX ApPUTMUUYECKUMA
craryc y 428 nanuenToB ¢ ABK B cpoku no 47 ner
ITOCJIe KOPPEKIIUH, TIOJYISHBI CACTYIONNE Pe3yiIb-
TaThl: PpaHHSS HaIXKeTyAoukKoBas apuUTMUs —
11,6%, mo3mHAS HaIKEIyIOYKOBass apUTMHUS —
3,6%, XT u BHe3anHas cepaeuHast cmepth — 0,5
u 1,7%, coorBercTBeHHO, MMITIaHTaunss DKC —
3,6% [54]. CneayeT OTMETUTh, YTO B 3TO MCCJICA0BA-
Hue BKItoYeHb! 238 (57%) 60IbHBIX ¢ MONTHOM op-
Mot opoka u 190 (43%) — ¢ yacTuaHoOi. B xauect-
Be (¢akTopoB pucka HPC aBropsl mpuBonmsT Oec-
CUMITOMHOE TedeHHWe TMosHOW (opmber ABK,
yactTuyHylto ¢opmy ABK, moBTropHbIe onepanun.

3axiaoueHue

HapyumieHust putma cepaua sBJISIIOTCS OCHOB-
HBIM KJIMHUYECKUM CUMIITOMOKOMILIEKCOM, MaHM-
decTupyomuM y B3pocibix IauueHToB ¢ BIIC.
CrexTp apuTMHIA B 3TOi rpyIie OOJbHBIX IIUPOK
U TIpeACTaBlIeH KaK HaIKeTyI0YKOBBIMU U KEJIy-
JIOYKOBBIMM TaXMapUTMUSIMU, TaK U OpagruapuTMu-
amu. Hekotopeie BIIC, Takme kak aHoOMaus
Domreitna i KTMC, accounnpoBaHBI ¢ OIpee-
JIEHHBIMU apUTMUSIMU, UMeSI B OCHOBE CIlelnpuye-
CKMe aHaTOMUYECKHE OCOOEHHOCTH, BHICTYIIAIOIIIE
B KauecTBEe apUTMOIeHHOro cyocrtpara. st nede-
HUS 9TOM TPYMITbI 00JIbHBIX IIPUMEHSIOTCS OTHOMO-
MEHTHbIE ¢ KOpPEKILIMEl MopoKa MPOLEAypbl IO TU-
ny «JIabupuHT», a TaKKe STaIlHbIEe IMOIXOAbl — Ka-
TeTepHas abjamusi A0 WJAM TMOCJE OIepaluu.
V maumneHTOB ¢ BEICOKMM PUCKOM MU MaHu(ecTa-
LUEN >KEJIYIOYKOBBIX apUTMHUU CJIEAyeT OLICHUTb
HeobxoaumocTh umiuiaHTauuu MKJL B kadecTse
MEPBUYHON WMJIM BTOPUYHOU IMPO(MUIAKTUKU BHE-
3aMHOM CEepJIeYHOU CMEPTH.

Kongpauxm unmepecos. KoHpIMKT UHTEPECOB HE
3asIBJISIETCSI.

bu6mmorpaguyecknii cnucok/References

1. bokepus JI.A., CtynakoB U.H., Iyakosa P.I., UBanona 1O.E.

BpoxneHHble aHOMauu (MOPOKM) CUCTEMbI KpoBooOpallie-
HUs y HaceleHusi PoccuuM W MX OnepaTMBHOE JieuyeHUe
(2005—2014 tomwl). Ipyonas u cepdeuno-cocyducmas xupypeus.
2016: 4: 202—6.
[Bockeria L.A., Stupakov I.N., Gudkova R.G., Ivanova Yu.E.
Congenital anomalies (diseases) of the blood circulation system
in the population of Russia and their surgical treatment
(2005—2014). Russian Journal of Thoracic and Cardiovascular
Surgery. 2016: (4): 202—6 (in Russ.).]

2. Hernandez-Madrid A., Paul T., Abrams D., Aziz PF,
Blom N.A. et al. ESC Scientific Document Group. Arrhythmias
in congenital heart disease: a position paper of the European
Heart Rhythm Association (EHRA), Association for European



XVPYPIMMYECKASA APUTMOJIOI NS 35

Paediatric and Congenital Cardiology (AEPC), and the
European Society of Cardiology (ESC) Working Group on
Grown-up Congenital heart disease, endorsed by HRS, PACES,
APHRS, and SOLAECE. Europace. 2018; 20 (11): 1719-53.
DOI: 10.1093/europace/eux380

Walsh E. Ebstein's anomaly of the tricuspid valve: A natural lab-
oratory for re-entrant tachycardias. JACC: Clin. Electrophysiol.
2018; 4 (10): 1271—88 DOI: org/10.1016/j.jacep.2018.05.024
Hessling G. Herzrhythmusstorungen bei Erwachsenen mit
angeborenem Herzfehler: Akut- und Langzeitmanagement
[Arrhythmia in adults with congenital heart diseas: Acute and
long-term management]. Herzschrittmacherther Elektrophysiol.
2016; 27 (2): 81—7. DOI: 10.1007/s00399-016-0430-x

Le Gloan L., Legendre A., Iserin L., Ladouceur M.
Pathophysiology and natural history of atrial septal defect. J.
Thorac. Dis. 2018; 10 (24): 2854—63. DOI: 10.21037/jtd.
2018.02.80

Gatzoulis M., Freeman M., Siu S., Webb G., Harris L. et al.
Atrial arrhythmia after surgical closure of atrial septal defects in
adults. N. Engl. J. Med. 1999; 340 (11): 839—46. DOI:
10.1056/NEJM199903183401103

Chubb H., Whitaker J., Williams S., Head C., Chung N.,
Wrightet M. al. Pathophysiology and management of arrhyth-
mias associated with atrial septal defect and patent foramen
ovale. Arrhythm. Electrophysiol. Rev. 2014; 3 (3): 168—72. DOI:
10.15420/aer.2014.3.3.168

Stephensen S., Ostenfeld E., Kutty S., Steding-Ehrenborg K.,
Arheden H., Thilén U. et al. Transcatheter closure of atrial sep-
tal defect in adults: time-course of atrial and ventricular remod-
eling and effects on exercise capacity. Int. J. Cardiovasc.
Imaging. 2019; 35 (11): 2077—84. DOI: 10.1007/s10554-019-
01647-0

Nyboe C., Olsen M., Nielsen-Kudsk J., Hjortdal V. et al. Atrial
fibrillation and stroke in adult patients with atrial septal defect
and the long-term effect of closure. Heart. 2015; 101 (9):
706—11. DOI: 10.1136/heartjnl-2014-306552

Calkins H., Hindricks G., Cappato R., Kim Y., Saad E.,
Aguinaga L. et al. 2017_HRS/EHRA/ECAS/APHRS/SOLAECE
expert consensus statement on catheter and surgical ablation of
atrial fibrillation: Executive summary. Europace. 2018; 20 (1):
157—-208. DOI: 10.1093/europace/eux275

Sang C., Dong J., Long D., Yu R., Bai R., Salim M. et al.
Transseptal puncture and catheter ablation of atrial fibrillation
in patients with atrial septal occluder: initial experience of a sin-
gle centre. Europace. 2018; 20 (9): 1468—74. DOI: 10.1093/
europace/eux282

Kamioka M., Yoshihisa A., Hijioka N., Nodera M., Yamada S.,
Kaneshiro T. et al. The efficacy of combination of transcatheter
atrial septal defects closure and radiofrequency catheter ablation
for the prevention of atrial fibrillation recurrence through bi-
atrial reverse remodeling. J. Interv. Card. Electrophysiol. 2020; 59
(2): 365—72. DOI: 10.1007/s10840-019-00656-2

Santangeli P., Di Biase L., Burkhardt J.D., Horton R., San-
chez J., Baileyet S. al. Transseptal access and atrial fibrillation
ablation guided by intracardiac echocardiography in patients
with atrial septal closure devices. Heart Rhythm. 2011; 8 (11):
1669—75. DOI: 10.1016/j.hrthm.2011.06.023

Evertz R., Houck C.A., Ten Cate T., Duijnhouwer A., Beuke-
ma R., Westraet S. et al. Concomitant pulmonary vein isolation
and percutaneous closure of atrial septal defects: A pilot project.
Congenit. Heart. Dis. 2019; 14 (6): 1123-29. DOI:
10.1111/chd.12859

Bokepus JI.A., Tonyxosa E.3., Co6ones A.B., lllymkos K.B.,
Hanamea M.A., BoeBoguHa B.M. u np. ApUTMOreHHBII
CHUHIPOM Yy B3POCIBIX OONBHBIX ¢ IeGEeKTOM MeXIpeacep-
HOI Tieperoponku. Kpeamuenas kapouonoeus. 2008; 8 (2):
14—-24.

[Bockeria L.A., Golukhova Ye.Z., Sobolev A.V., Shumkov K.V.,
Dadasheva M.A., Voyevodina V.M. et al. Arrhythmogenic syn-
drome in adult patients with atrial septal defect. Creative
Cardiology. 2008; 8 (2): 14—24 (in Russ.).]

Theodoro D., Danielson G., Porter C. et al. Right-sided maze
procedure for right atrial arrhythmias in congenital heart dis-
ease. Ann. Thorac. Surg. 1998; 65: 149-54. DOI:
org/10.1016/S0003-4975(97)01193-4

Im Y., Kim J., Yun S., Chung C., Park J., Yun T. Arrhythmia
surgery for atrial fibrillation associated with atrial septal defect:

18.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31

32.

33.

right-sided maze versus biatrial maze. J. Thorac. Cardiovasc.
Surg. 2013; 145: 648—54. DOI: 10.1016/j.jtcvs.2012.12.002
Sakamoto S., Hiromoto A., Ishii Y., Sasaki T., Miyagi Y.,
Nitta T. Surgical outcomes of modified-maze procedures in
adults with atrial septal defect. Surg Today. 2019; 49 (2): 124-9.
DOI: 10.1007/s00595-018-1709-9.

bokepus JI.A., TonyxoBa E.3., Kum A.U., Eropoa U. @,
Munmxkus X.J1. [1penukTopsl pa3BUTUST HApYLIEHUI puTMa y
JleTell paHHETO BO3pacTa B paHHUE CPOKHU TIOCTIe OTIEpalliy pa-
NMUKATbHOU KOoppeKuuu terpansl Pamno. Aunarsr apummono-
euu. 2006; 3 (5): 66—74.

[Bockeria L.A., Golukhova Ye.Z., Kim A.l., Yegorova L.FE,
Mindzhiya Kh.L. Predictors of the arrhythmias development in
young children in the early stages after radical tetralogy of Fallot
surgery. Annals of Arrhithmology. 2006; 3 (5): 66—74 (in Russ.).]
Gatzoulis M., Balaji S., Webber S., Siu S., Hokanson J., Poile C.
et al. Risk factors for arrhythmia and sudden cardiac death late
after repair of tetralogy of Fallot: a multicentre study. Lancet.
2000; 356: 975—81. DOI: 10.1016/S0140-6736(00)02714-8
Pradegan N., Vida V., Geva T., Stellin G., White M., Sanders S.
et al. Myocardial histopathology in late repaired and unrepaired
adults with tetralogy of Fallot. Cardiovasc. Pathol. 2016; 25:
225-31. DOI: 10.1016/j.carpath.2016.02.001

Zeppenfield K., Jongbloed M., Schalij M.J. Cardiac electro-
physiology. From cell to bedside. Ventricular arrhythmias in
congenital heart disease. 6th ed. Philadelphia: Elsevier
Saunders; 2014: 1009—18.

Khairy P., Stevenson W.G. Catheter ablation in tetralogy of
Fallot. Heart Rhythm. 2009; 6 (7): 1069—74. DOI: 10.1016/
j-hrthm.2009.02.042

Luitjen L., van den Bosch E., Duppen N., Tanke R., Roos-
Hesselink J., Nijveld A. et al. Long term outcomes of transatri-
al-transpulmonary repair of tetralogy of Fallot. Eur. J.
Cardiothorac. Surg. 2015; 47: 527-34. DOI: 10.1093/
ejcts/ezul82

Alvarez-Fuente M., Garrido-Lestache E., Fernandez Pine-
da L., Romera B., Sanchez 1., Centella T. et al. Timing of pul-
monary valve replacement: how much can the right ventricle
dilate before it loses its remodelling potential? Pediatr. Cardiol.
2016; 37 (3): 601—5. DOI: 10.1007/s00246-015-1320-4

Harrild D., Berul C., Cecchin E, Geva T., Gauvreau K.,
Pigulaet F et al. Pulmonary valve replacement in tetralogy of
Fallot. Impact on survival and ventricular tachycardia.
Circulation. 2009; 119: 445-51. DOI: 10.1161/CIRCULA-
TIONAHA.108.775221

Khairy P., Aboulhosn J., Gurvitz M., Opotowsky A., Monge-
on F, Kay J. et al. Arrhythmia burden in adults with surgically
repaired tetralogy of Fallot: a multi-institutional study.
Circulation. 2010; 122: 868—75. DOI: 10.1161/CIRCULA-
TIONAHA.109.928481

Khairy P., Landzberg M., Gatzoulis M., Lucron H., Lambert J.,
Marcon E et al. Value of programmed ventricular stimulation
after tetralogy of Fallot repair: a multicenter study. Circulation.
2004; 109 (16): 1994—2000. DOI: 10.1161/01.CIR.
0000126495.11040.BD

Cresti A., De Sensi F., Miracapillo G., Lamia A., Festa P. Atrial
flutter in a tetralogy of Fallot operated patient: importance of a
rapid and curative treatment. J. Atr. Fibrillation. 2015; 8 (2):
1258. DOI:10.4022/jafib.1258

Gutierrez S., Earing M., Singh A., Tweddell J., Bartz P. Atrial
tachyarrhythmias and the Cox-maze procedure in congenital
Heart disease. Congenit. Heart Dis. 2012; 8 (5): 434—9. DOI:
10.1111/chd.12031

Boxkepusi J1.A., CabupoB b.H. CoBpeMeHHbIe MOAXOIbI K Jieue-
HUIO aHOMaJIMM DOIITelHA, COYETAIOLIEHCs ¢ HapyLIEHUSIMU
put™a ceprua. Aunanst apummonoeuu. 2008; 5 (4): 33—47.
[Bockeria L.A., Sabirov B.N. Current approaches to the treat-
ment of Ebstein anomaly combined with cardiac arrhythmias.
Annals of Arrhithmology. 2008; 5 (4): 33—47 (in Russ.).]
Zachariah J., Walsh E., Triedman J., Berul C., Cecchin E,
Alexander M. et al. Multiple accessory pathways in the young:
the impact of structural heart disease. Am. Heart J. 2013; 165 (1):
87—92. DOI: 10.1016/j.ahj.2012.10.025

Sanchez-Quintana D., Picazo-Angelin B., Cabrera A., Muril-
lo M., Cabrera J. Koch's triangle and the atrioventricular node
in Ebstein's anomaly: Implications for catheter ablation. Rev.

e 1

+T.18

AHHAJIBI APUTMOJIOMNN - 2021



Vol. 18- No. 1

2021 -

ANNALY ARITMOLOGII «

36

SURGICAL ARRHYTHMOLOGY

34.

3s.

36.

37.

38.

39.

40.

41.

42.

Espan. Cardiologia. 2010; 63 (6): 660—7. DOI: 10.1016/S0300-
8932(10)70158-5

Becker A., Anderson R., Durrer D., Wellens H. The anatomical
substrates of Wolff-Parkinson-White syndrome: a clinicopatho-
logic correlation in seven patients. Circulation. 1978; 57: 870—9.
DOI: 10.1161/01.¢ir.57.5.870.

bokepusi JI.A., Ceprynanze C.}O., Happmaa LI.I., KoraHo-
Ba E.C., lanwiosa JI.LA. Xupypruueckasi KOppeKulusi MHO-
JKECTBEHHBIX JIOTIOJHUTEIBHBIX TPEICEPIHO-KETYIOIKOBBIX
COEIMHEHUI U aHoOMauu DOIuTeiiHa y pebeHKa rocie He-
CKOJIBKUX Hea(h(DEKTUBHBIX PATINOIACTOTHBIX a0Jallnil. AHHAAbI
apummonoeuu. 2017; 14 (3): 155—9. DOI: 10.15275/annaritmol.
2017.3.5

[Bockeria L.A., Serguladze S.Yu., Nardaya Sh.G., Kotano-
va Ye.S., Danilova L.A. Surgical destruction of multiple acces-
sory atrioventricular pathways in a child with Ebstein anomaly
after multiple ineffective radiofrequency ablation. Annals of
Arrhithmology. 2017; 14 (3): 155—9. DOI: 10.15275/annaritmol.
2017.3.5 (in Russ.).]

bokepusi JI.A. CoBpeMeHHbIE BO3MOXHOCTU XUPYPTUM B
JICYEHUN apuTMuil cepaua. [pydwas u cepdeuro-cocyoucmas
xupypeus. 1990; 1: 26-30.

[Bockeria L.A. Modern possibilities of surgery in the treatment
of cardiac arrhythmias. Russian Journal of Thoracic and
Cardiovascular Surgery. 1990; 1: 26-30 (in Russ).]

Kose S., Basarici 1., Kabul K., Bar¢in C. Successful percuta-
neous epicardial ablation of an accessory pathway located at the
right atrial appendage. Turk Kardiyol. Dern. Ars. 2011; 39:
579—-583. DOI: 10.5543/tkda.2011.01551

Sathananthan G., Harris L., Nair K. Ventricular arrhythmias
in adult congenital heart disease. Cardiac Electrophysiol.
Clinics. 2017; 9 (2): 213-23. DOI: 10.1016/j.ccep.
2017.02.004

Attenhofer J.C., Connolly H., O'Leary P., Warnes Carole A.,
Tajik A., Sewardet J. et al. Left heart lesions in patients with
Ebstein anomaly. Mayo Clin. Proc. 2005; 80 (3): 361-8.
Crnpunmkyk M.B. Onepanusa ®oHTeHa: KPUTEPUM BBITTOJIHE-
HMS, TTIOKa3aHUsI M TIPOTUBOIOKa3aHusl, dhakTopsl pucka. Co-
epemennvle mexronoeuu ¢ meduyune. 2010; 3: 98—103.
[Sprindzhuk M.V. Fontan procedure: performance criteria,
indications and contraindications, risk factors. Modern
Tecnology in Medicine. 2010; (3): 98—103 (in Russ.).]

Pundi K., Johnson J., Dearani J., Pundi K., Li Z., Hinck C. et
al. 40-year follow-up after the Fontan operation: Long-term
outcomes of 1,052 patients. J. Am. Coll. Cardiol. 2015; 66 (15):
1700—10. DOI: 10.1016/j.jacc.2015.07.065

Ono M., Boethig D., Goerler H., Lange M., Westhoff-
Bleck M., Breymann T. Clinical outcome of patients 20 years
after Fontan operation—effect of fenestration on late
morbidity. Eur. J. Cardiothorac. Surg: off J. Eur. Assoc. Car-
diothorac. Surg. 2006;30: 923—9. DOI: 10.1016/j.¢ejcts.
2006.08.025

43.

44,

45.

46.

47.

48.

49.

50.

SI.

52.

53.

54.

Motonaga K., Khairy P., Dubin A. Electrophysiologic therapeu-
tics in heart failure in adult congenital heart disease. Heart Fail.
Clin. 2014; 10: 69—89. DOI: 10.1016/j.hfc.2013.09.011

Silka M.J., Bar-Cohen Y. Should patients with congenital heart
disease and a systemic ventricular ejection fraction less than
30% undergo prophylactic implantation of an ICD? Patients
with congenital heart disease and a systemic ventricular ejection
fraction less than 30% should undergo prophylactic implanta-
tion of an implantable cardioverter defibrillator. Circ. Arrhythm.
Electrophysiol. 2008; 1: 298—306. DOI: 10.1161/CIRCEP.
108.801522

Wallis G.A., Debich-Spicer D., Anderson R.H. Congenitally
corrected transposition. Orphan. J. Rare Dis. 2011; 6: 22. DOI:
10.1186/1750-1172-6-22

Baruteau A., Abrams D., Ho S., Thambo J., McLeod C., Shah M.
Cardiac conduction system in congenitally corrected transposition
of the great arteries and its clinical relevance. J. Am. Heart Assoc.
2017; 6 (12): 007759. DOI: 10.1161/JAHA. 117.007759

Thiene G., Nava A., Rossi L. The conduction system in cor-
rected transposition with situs inversus. Eur. J. Cardiol. 1977; 6
(1): 57-70.

Huhta J.C., Maloney J.D., Ritter D.G., Ilstrup D.M.,
Feldt R.H. Complete atrioventricular block in patients with atri-
oventricular discordance. Circulation. 1983; 67 (6): 1374—7.
DOI: 10.1161/01.¢ir.67.6.1374

Baumgartner H., Bonhoeffer P, De Groot N., de Haan F,
Deanfield J., Galie N. et al. ESC Guidelines for the manage-
ment of grown-up congenital heart disease (new version 2010).
Eur. Heart J. 2010; 31(23): 2915-2957. DOI: 10.1093/ eur-
heartj/ehq249

Hofferberth S.C., Alexander M.E., Mah D.Y., Bautista-
Hernandez V., del Nido P.J., Fynn-Thompson F. Impact of pac-
ing on systemic ventricular function in L-transposition of the
great arteries. J. Thorac. Cardiovasc. Surg. 2016; 151 (1): 131-8.
DOI: 10.1016/j.jtcvs.2015.08.064

Warnes C.A. Transposition of the great arteries. Circulation. 2006;
114 (24): 2699-709. DOI: 10.1161/CIRCULATIONAHA.
105.5923522.

Moore J. Arrhythmia management for the adult patient with
congenital heart disease: an update and analytical review.
Minerva Pediatr. 2014; 66 (5): 415—39.

Cecchin E, Frangini P.,, Brown D., Fynn-Thompson F.,
Alexander M., Triedman J. et al. Cardiac resynchronization
therapy (and multisite pacing) in pediatrics and congenital heart
disease: five years experience in a single institution. J.
Cardiovasc. Electrophysiol. 2009; 20 (1): 58—65. DOI:
10.1111/5.1540-8167.2008.01274.x

Kharbanda R., Blom N., Hazekamp M., Yildiz P., Mulder B.,
Wolterbeek R. et al. Incidence and risk factors of post-operative
arrhythmias and sudden cardiac death after atrioventricular sep-
tal defect (AVSD) correction: Up to 47 years of follow-up. Int. J.
Cardiol. 2018; 252: 88—93. DOI: 10.1016/j.ijcard.2017.09.209

TMocrynuna 12.01.2021
TMpunsra x meyaru 03.02.2021



