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BnacsHu CypeH PobepToBud, opanHaTop

Coenacro muposoii cmamucmuke, y 30% nauuenmog ¢ anomanueii Doumeina evis64a10m 00NOAHUMEAbHbIE
npedcepono-sicenydouxossle nymu npogederus. M3 nux 1—3% donoanumenvrvix nymeii 16A5H0MCs MHOJICE-
cmeennvimu. Couemarnue anomanuu Dowmeiina u cunopoma Boavgpa—Ilapxuncona—Yaiima obsscrsemces
0uzIMOpUO2eHe30M PUOPO3HO20 KOAbYA MPEXCMEOPUAMO20 KAANAHA, A MAKICE HAAUHUEM OONOAHUMENbHbIX
MbIUEUHbIX MOCMUKO8 U AHOMAAUel pazeumus npogodsueli cucmemol cepoya. Jonosnumenshvie nymu u
pabouuil MUOKApO HeAb3sk U3YANLHO OUpPepeHyUposams, NOIMOMY MOALKO MOUHAS MONUUECKAs OUACHO-
cmuka nymem 3H00KapOuanibHo20 Kapmupoganusi No3604sem ux udenmuguuyuposams u ycmpauams. Cove-
manue aHomanruy Joumeina U MHONICECMBEHHBIX NYYKO8 KPAliHe UHMepPecHO 045 U3yveHus, maKue nayu-
eHmbL COCMABASIOM 2PYNNY NOGbIUEHH020 PUCKA 6HE3ANHOU CEPOCUHOU CMEPMU U NPOPeCCUPOBAnUs Cep-
deuroii nedocmamourocmu. Ha ceco0nsawnuii oenv cywecmeyem 06a Xupypeuveckux nooxooa 6 neyeHuu
O0anHoil namono2uu: 00HOMOMEHMHASA KOPPEKUUS AHOMAAUU DOumeiina u 00NOAHUMENbHbIX NYMell 8 YCAO-
BUSIX OMKDPLIMOU ONepayuy u mpancKamemepHas paououacmomuas abaayus. Abaayus mpanceeHo3HbIM
00CMynom Modicem BblNOAHAMbCA KAK NePeblil IMan npu HeOOAbUUX MOPPON02UMECKUX USMEHEHUSX MpPeX-
CMEopUamo2o KAANAaHa u OMcymcmeuy HapyuleHus KpogooopaueHus.

Karwueeswvie croea: napywenus pumma cepoya; cundpom Boavgha—Iapkuncona—Yaiima; paououwacmom-
Has abaayus.

EFFECTIVE SURGICAL TREATMENT OF MULTIPLE ACCESSORY
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According to the world statistics 30% of patients with Ebstein's anomaly have accessory atrioventricular path-
way. Among them 1—3 % of accessory pathways are multiple. The combination of Ebstein's anomaly and
Wolff— Parkinson— White syndrome is connected with disembryogenesis of the fibrous ring of tricuspid valve
and also with a presence of accessory myocardial bridges and anomaly cardiac conduction system. It is impos-
sible to differ an ordinary myocardium with accessory pathway. Because of that the only way to identify and
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eliminate it is endocardial mapping. The combination of Ebstein’s anomaly and multiple accessory pathways
is extremely interesting for studying and it sets the patients in a high-risk group of the sudden death. Until 2000
the only effective way of treatment this pathology was simultaneous correction of the accessory atrioventricu-
lar pathway with Ebstein's anomaly. Within the period of time many physicians came to the opinion the
radiofrequency ablation, as a first stage of treatment improves significantly patients’ quality of life.

Keywords: cardiac arrhythmias; Wolff— Parkinson—White syndrome; radiofrequency ablation.

Beenenne

Cpenu apuTMOTI€HHBIX IIPUYMH BBICOKOM CMepT-
HOCTHU 3HAaUMMOE MECTO 3aHMMaeT CUHAPOM Bob-
¢a—ITapkuncona—VYaiita (BI1Y). I1pu BITY orme-
YaeTcsl MHOTO CKPBITBIX (hOpM, C 4UeM CBsi3aHa
CJIOXKHOCTb OLIEHKU 3MUAEMUOJOTMH 3TOTO MOPOKa.
MHorue aBTOpPbl OTMEYAlOT CJEAYIOIIYI0 4YacTOTY
BcTpeuaeMocTu cuHapoma BITY: 2—6 ciyuaeB Ha
10000 genoBex [1, 2]. Joaroe BpeMsi SMOpuUOreHe3
BITY cBsswiBanu ¢ teopueit R. Truex (1958 1), co-
I71aCHO KOTOPOM HOIOJHUTEIbHBIC IIPEACEPIHO-
KenynoukoBblie coenuHeHus (JTT2KC) npeacrapisi-
JIn coboit yuku, chopMupoBaBIIMEecs B cep/ilie BO
BHYTPUYTPOOHOM II€pUOJAE U IIPU ITOM HE BOBJIE-
YeHHbIE B MPOLIECC aronTo3a Mnpu GopMUPOBAHUN
¢udpos3nHbIX Kojel [3]. 3a moiarue rombl U3y4eHUS
JaHHOIM MaTOJOTMU BBISICHWIOCH, YTO (pubpo3HOE
KOJIBLIO HE IIEHETPUPYETCs IydKaMW M HEe MMeEeT
¢ HuMu KoHTakTa. [To coBpeMeHHBIM TaHHBIM, (PU-
OpO3HbIE KOJIblIa (DOPMUPYIOTCSI MEXTY aTPUOBEHT-
pukyiasapHbiMu (AB) cepaedyHBIMM CerMEHTaMM Ha
aTare BHeapeHUs: TKaHU AB-6opo3abl. CoriacHo
MUpPOBOI cTaTucTuKe, ¥ 30% maleHToB ¢ aHOMa-
nuen DomreitHa ooHapyxuBaetcs ATT2KC. U3 Hux
1—3% HOTIOTHUTENBHBIX TyTel SBISIIOTCS MHOXKE-
ctBeHHbIMU. KomOuHauusa BITY u anomanuu D6-
LITeiTHa OOBSICHSIETCS TU33MOpHroreHe3oM puopo3-
Horo koibmHa (®K) TpexcTBOopuaTOoro KiamaHa
(TK), a Takxke aHOManuelt pa3BUTUSI TIPOBOASIIEH
CUCTEMBbI cepjilla U HaJIUYMeM JOTOJHUTEbHbIX
MBbIIeUHBIX MoOcTUKOB [4]. AIT2KC HeBo3MOXHO
BU3yaJu3UpoBaTh W OTJIWYUTH OT MHUOKapja,
U TOJIBKO 37EKTPO(PU3NOIOTUIECKOE CCIIeIOBAaHNIE
(D®H) noszBojsieT AMArHOCTUPOBATH 30HBI OoJiee
paHHEN MpeacepaHO-KeIyI0YKOBOIl aKTUBaLlMKU
MOCPEACTBOM 2HA0KAPAUAIbHOIO U AIMUKApAUaIb-
HOTO KapTUpPOBaHUs JIJI1 BOBMOXHOCTHU €ro ycTpa-
HeHus. CoyeTaHUe aHOMaIUM DOIITEiHA M MHO-
xkectBeHHBIX JITT2KC nenaer 3Ty KaTeropuio maim-
€HTOB KpalilHe MHTEPEeCHON ISl M3ydeHUs, OHU
COCTaBJISIOT TPYIIIY pUCKa BHE3AITHON CEepaeyHOM
CMEPTHU U IIPOTPECCUPOBAHMSI CEPASYHON HEI0CTa-
TouHocTu. o 2000 r. eqHCTBEHHBIM 3(PPEeKTUB-
HBbIM METOJOM JIeUeHUs] JaHHOI MaTOJIOTUU U30U-
pajiyv CUMYJIbTAHHYIO OIepaluio JieYeHUsl aHoMa-

mun DomreiiHna u JIT2KC. PaguouyacrorHas abjia-
s (PYA) AIT2KC B kauecTBe NepBUYHOI oIlepa-
LIMY JaXe He paccMaTpUBajach, MOCKOJIbKY MTPOBO-
IUTh KOPPEKIMI0O aHOMaiuu DOIITeiiHa BTOPBIM
3TaIoM ITocJie JecTpyKuuu TkaHeir PYA cuurtanoch
HeueecooObpa3HbiM. Ha ceronHsiHui 1eHb cylie-
CTBYET JBa XWPYPTUYECKUX TOAXOAAa B JIEYEHUU
JIaHHOM TaTOJIOTUM: OJHOMOMEHTHasl KOPPEeKIIUsI
anoMayuu DomreitHa u JITT2KC B ycJI0BUSIX OTKPBI-
TOU onepanuu U TpaHckarerepHas PHA. Panuoya-
CTOTHas abJalvst MOXKET BBITTOJTHSTHCS KaK MEPBbIi
3Tan MpU HEOOJIBIIIMX MOP(OJIOTNYECKUX U3MEHE-
Husix TK v oTcyTcTBUM HapylieHUs1 KpoBooOpaliie-
Hus [3].

Knuangeckuii ciayqait

[Taumentka ., 37 net, oO6paTuiaack B HAy4YHO-
koHcynbsratuBHbIN otaen HMUIICCX um. A.H. ba-
KyJieBa C kajo0amMy Ha BHE3allHO BO3HUKAIOIINE
MPUCTYIIbl YYallleHHOTO CcepAleOueHus, KOTOpbie
KYTUPYIOTCSl BaryCHbIMM TpoOaMu W BBEACHUEM
HOBOKaMHaMM1a BHYTpuBeHHO. CO CJIOB IMalueHT-
KU, C AETCTBA U3BECTHO O IMAarHO3€ «aHOMaJIusl D0-
LITeHa», TOrAa Xe BIepBble ObLT BBISIBJICH CUH/I-
pom BITY. B 2000 . B HMHULICCX uMm. A.H. baky-
neBa Ob1o BBIMONTHEHO DDU um PYA JITXKC.
OnHako Ha anekTtpokapauorpamme (DKI') mocie
orepalvy COXpaHsach MpesK3uTaius. BosBpaT
Taxukapauu ormedaics B 2018 1. ¢ 3apeructpupo-
BaHHBIMHU TIPUCTYIIAMU CYTIPABEHTPUKYJISIPHOM Ta-
XUKapAUU ¢ YaCTOTOM KeJYyA0UKOBBIX COKpaIleHU I
(Y2KC) mo 200 yo/mun. I[1pu obcaenoBaHUM Mal-
entku B HMUILICCX um. A.H. bakyneBa npusHa-
KOB HEIOCTaTOYHOCTU KPOBOOOPAIIEHUSI HE OTMe-
94ajoch, MApOKCH3MOB TaxuKapAuu He ObLIO.
[To nanHbiM DxoKI omnpenensieTcst cMellleHUe cerl-
TaJIbHOM U 3aIHEI CTBOPOK B CTOPOHY BEPXYIIKHU 10
25 MM, 4TO OOYCJIOBUJIO YBEJIMYEHUE MTPABOTO Mpea-
cepnus, MpHM 3TOM HemoctaToyHocTh Ha TK coort-
BeTcTBoBaja I creneHu. CokparuteabHast (QYHKIIMS
MpaBOro M JIEBOTO KEJYJAOYKOB He CcTpajaaja.
ITo nannueiM DKI perucTpupoBanach aeabTa-BOJIHA.

Xopx onepanun

[Ton anecresueit sol. novocaini 0,5% 30 Ma 1o
Meronnke CenpavHTEpa MPOIYHKTUPOBAaHA JIEBast
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MOJKJIIOYMYHAS BeHa, Yepe3 KOTOPYIO MOCPeACTBOM
WHTPOJbIOCEPA B TMOJIOCTh Cepilia IMPOBEACH He-
yrpaBJisieMblii 10-TIOTIOCHBIN 371€KTPO U pacmoio-
KeH B KopoHapHoM cuHyce (KC).

Hanee no CenbAuHIepy MPOIMyHKTUPOBaHA Jie-
Bast OeApeHHasT BeHa, IPOBEACH SHI0KAPIUATbHBII
yIIpaBIsieMblii 4-TIOJIIOCHBII 3JEKTPOA U YCTaHOB-
JIEH B BEPXYILKY MPaBOro XKeayl1o4yKa.

Hasee 10 TOM Xe METOIMKE ABAXKIbl ITyHKTUPO-
BaHa IpaBasi OeIpeHHasl BeHa, 4yepe3 KOTOPYIO B 10~
JIOCTb ceplla MPOBeIeHbl IHA0KaApAUATbHbIE DJIeK-
Tpoasl wist npoBeneHnss DO®U n PYA: 20-momtoc-
HBII ympaBisieMblii 2JIEKTPOJA 110 TMOrpaHUYHOMY
rpeOHIO M OpOIIAaeMbIii YIIpaBIsIeMblii KapTUPYIO-
mmii anekrpon (Map).

BrimonneHo kaptupoBaHue 1paBoit AB-60po3s-
nbel. Hambonee KopoTkuit AB-uHTepBan BBISIBICH
B 3amHecenTajbHOI obnactu (puc. 1, a). B nanHoit
30HE BBIMOJHEHO 3 OpollaecMbIX BO3AEHCTBUS
C YIOBJIETBOPUTEIbHBIMU MapaMeTpamMu (MOILII-
HocTb 33 BT, Temnieparypa 39—47 °C, conpoTuBie-
Hue 93—101 OmM, Bpems 263 ¢). Ha ¢pone abnaumu
oTMeuaeTcs TpaHchopMalus IpedK3UTaLun
B Apyryto mopgdosoruto (puc. 1, 6). BHOBb BbINoJI-
HEHO KapTUpOBaHUe, Haubosiee KOpoTkuiit AB-uH-
TepBajJl BBISIBJIEH B IMpaBoil OOKOBOU 00jacTu.
B manHo1t 30He BhIMoIHEHO Tpu PY-Bo3neiicTBUS
C YIOBJICTBOPUTECIBbHBIMU MapaMeTpaMu (MOII-
HocTb 33 Bt, Temnieparypa 42—45 °C, conpoTtubiie-
Hue 95—105 Owm, Bpems 340 c). Ha abnauuu orme-
yaeTcsd npekpaiieHue nposeaeHuss no JITXKC,
¢ AB-0mokanoii 111 cremenn n 4acToToii cepaed-
HbIX cokpameHuin (HCC) 50 yo/muH (puc. 2).
Ha npeacepaHoil CTUMYISUMU TPOBOAUMOCTH IO
ATT2KC HeT, ipu XKeaya0uYKOBOM CTUMYJISILIUU OT-

MevaeTcsl TnpoBeaeHue To ckpbitomy JATTKC.
[anee Ha peTpOrpagHoOil CTUMYJSILIMU TTPOBEACHO
KapTupoBaHue mpaBoit AB-0opo3snabl, rae Hanbo-
Jee KopoTkuii AB-uHTEpBan oTMevyaeTcs B 3aJHe-
OokoBoOl obnactu. B maHHOIT oGiacTu Ha IpaBo-
JKEJTyIOYKOBOM CTUMYJISIIIUKA TIPOBEICHO YeTHIPE
PY-Bo3geiicTBUSI ¢ YIOBJIETBOPUTEIbHBIMU Ila-
paMmeTpamu (MoiiHocTh 33 BT, Temmeparypa
42—45 °C, conporusieHue 89—140 Owm, Bpems
200 c), mociie yero oTMevaeTcs MpeKpalleHue peT-
porpanHoro nposeaeHus no IITKC (puc. 3). ITo-
ciie npoBenenus PYA B JIII2KC B 3amHe00KOBOI
00J1acTu HabIOAAeTCS CUHYCOBBIN pUTM ¢ AB-06.10-
kanoit III crenenu. IlaleHTKe yCTaHOBJIEH Bpe-
MEHHBII BJIEKTPOJ IJIs1 SHAOKAPAUAIbHOU CTUMY-
mauuu. Ha stoM mpoueaypa ObLia 3aBeplleHa.
Hexanwomsauus. [emocras. B mociieonepalinoHHOM
Teprone, HeCMOTPST Ha TIPOTHMBOOTEYHYIO Tepa-
nuto, coxpaHsiercsas AB-6nokanma III crenenu mo
OKI, nmpuHsTO penieHre 006 MMITJIaHTALIMK TTOCTO-
SIHHOTO 2-KaMEpPHOTO 3JIEKTPOKAPANOCTUMYJISTO-
pa. Ha 6-e cyTku manueHTKa BbIITMCAaHA B yIOBJIe-
TBOPUTEJIBHOM COCTOSTHUM.

OG6cyxnenne

M3BecTHO, 4YTO pEeUMIMBLI MPOBEICHUS IIO
JAITKC y maneHToB ¢ aHOMajneil DOITeiiHa MO-
I'yT HabmoaaThes B 25% ciiydaeB, 4TO O0YCJIOBIEHO
CJIOKHOCTBIO BhInoHeHus1 PYA 1mipu jaHHoOI mmaTo-
JIOTUM, a TaKXe HeOoOXOAMMOCTHIO MPOBEICHUS
MMOBTOPHBIX MHTEPBEHIIMOHHBIX BMEIIIATE/ILCTB. 3a-
TPYAHEHUSI, KOTOPbIE MOTYT BO3HUKATh IPU ITPOBE-
nennu DPU u ycrpanenuu JIT2KC tpaHckareTep-
HBIM CIIOCOOOM Yy MAallMEHTOB C aHOMaueil DO0-
IITeliHA, CBSI3aHBl TPEXIe BCEro ¢ HaJIUYUEM
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Puc. 1. PaguoyactoTHasg abimanus B 3agHeCeNTaIbHON 001aCcTH:
a — pEHTreHorpamMmma, 6 — SHAOOorpaMma: Tpchd)opMauI/m TIPE3K3UTALIMU B IPYTI'YIO MOp(bOJ'[OFI/IK)
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Puc. 2. PaguovacrorHas abjalus B IpaBoii 00KOBOI 00J1aCTH:
a — peHtreHorpamma PYA; 6 — sHporpamma: npekpaiernue rnposeneHus o JAI2KC ¢ pazsutuem AB-6mokansr 111 cT. ¢ coxpaneHueM pet-

POrpagHoTo MPOBEACHUS

Puc. 3. PaguouacrotHast abnanus ckpeitoro JIT2KC B 3aqHe00K0BO# 00J1acTH:
a — peHTreHorpaMma; 6 — 3HIorpamma Irpu MOCTOSIHHOM CTUMYJISILIMU MPABOTo XKeJya04Ka, OTMEYaeTcs peKpalleH1ue peTporpaaHoro mpo-

BEICHMU 110 JOIIOJHUTEIbHOMY ITYTU IIPOBEACHN A

pPa3HbIX BPOXACHHBIX AHOMAJIMI aHATOMUYECKUX
CTPYKTYp Cepalla: MU3MEHEHHasI TeOMEeTPUs TIPaBbIX
OTIIEJIOB Cceplilla, aTUIIMYHOEe pacrosioxeHue AB-
y3ia, MHoxecTtBeHHBbIe JTI2KC. ITo MHeHUIO pa3-
HBIX aBTOpPOB, cama MeToanka PUA u onpeneneHus
pacnionoxenus: JITKC ornuuaercst y nmaiyeHTOB
TONBKO ¢ cuHapoMoM BITY HecymectBeHHO |5, 6].
Ho HeoO6xoaumMo mOMHUTh, YTO IMALIMEHTHI C aHOMa-
JIMeit DO1TeiiHa UMEIOT aHaTOMUYECKN BUIOU3ME-
HEHHOE Ceplle, M 3TO BIMSIET Ha BpeMsl (III0OPO-
CKOITMU M yucio Bo3aeicTuii PYA, mpu 3Tom Bpe-
MSI U KOJIMYECTBO HEOOXOAMMBIX BO3IeHCTBUIA
3HAYMTEJIbHO BO3paCTaeT.

VHUKaJIBHOCTh HAIIETO CJIy4yasl 3aKJIIoyaeTcs
B TOM, YTO IIOMHIMO OCHOBHOM ITaTOJIOTUM, COYETa-
HUSI aHOMalud OOIITeliHAa M MHOXECTBEHHBIX

JATTKC, y Haiieil mauMeHTKU IPUCYTCTBYET elle
OJIHa BPOXJIEHHAs MaTOJIOTHsI TPOBOASIIEH CUCTe-
MbI cepiala B Buae nosHoi AB-61okanst [7]. Oco-
OEHHOCTb TAaHHOTO CJTy4yasl He TOJIbKO B aHATOMUYE-
CKM M3MEHEHHOM CepAlle M B CIOXHOCTH ITOCTa-
HOBKHU 3JEKTPOAOB JJIsI AUarHocTuku u PYA,
a B ToM, yTo Ha 3Tare DM BBIABUTH TTOTHYIO AB-
61okany mpu MHoxecTBeHHOM JITT2KC npakTuuec-
KM HeBO3MOXHO. [lpu aHTerpagHoil WIU peTpo-
rpagHOM CTUMYJISIUUU cepaua (PyHKUINIO IIPOBOAS-
meit cucrembl cepaua BeinoHsn JITXKC tonbko
C TeM OTJMYUEM, UTO TIPU JTOCTUXKEHUU pedpaKkTep-
HOTO TEpUOoJa ONHOIO My4YKa BKIIKOYAJICS IPYron
MMy4OK, Y KOTOPOTo pedpakTepHbIil EPHUOA KOpoue.
Ha BKI 3T10 BBISIBISIETCS B BUAE TpaHC(opMaluu
KoMmiIuiekca ORS.
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BoiBobI

Cyl1iecTBYeT JBa XMPYPruueckux Moixoja B jieye-
Huu AIT2KC npu aHomanuu DOIITeliHA: OTHOMO-
MEHTHasl KOPPEeKIMs KJIarnaHHOW MaTOJOTUU U CO-
nyTcTBytoliero cuHapoma BITY B ycioBusIX OTKpPBI-
TOI omepauuu U TpaHcKaTeTepHas PYA. B namrem
clyyae BBIOpaHHBINM METOI TpaHCKaTeTepHOU abna-
MU TIO3BOJIMJ JIOCTUYb XOPOUIEr0 KJIMHUYECKOTO
pesynbrata. OnucaHHBIM HaMu cIydyail MO3BOJISIET
cAenaTh CJIeIyIoIre BhIBOALL: 1) HEOOXOAMMO IPO-
BeJIeHME TLIATeJbHOM MpeaonepallMoOHHON 1uarHoc-
TUKHU, TaK Kak PYA MoXeT BBINOJHATLCS KakK Iep-
BBII 3Taml TOJBKO MPU HEOOJbLIUX MoOpdooruyec-
kux usMeHeHMsix TK M OTCYTCTBUM HapylleHUsS
KpoBooOpailieHus1; 2) PYA saBisieTcst noctaTouHo Oe-
30I1aCHBIM U 3(P(EKTUBHBIM CIIOCOOOM XUPYpPrudec-
Ko#1 Koppekuun MHoxecTBeHHBIX JITT2KC npu aHo-
Majiuy D01TeiHa; 3) Hesab3sl UCKIIoUaTh HaJIUuuKe
BpoxkneHHol AB-Omokanbl ¢ coxpaHeHUEM TIpel-
CEPIHO-KEYI0YKOBOTO MTPOBEAEHMUS 10 MyUYKaM.

Kongpauxm unmepecos
KoHMIMKT MHTEPECOB HE 3asIBIISIETCSI.
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