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Tpusooumcs knunuueckoe HabIIOOeHUe YCnewnol KamemepHou adiayuu peyuousUpYIOUUX Hceryo0ouKosblxX md-
XUuKapouii uz 8b1600HO20 OMOENA NPABO2O JHCENYOOUKA HA OHE DNEKMPULECKO20 WIOPMA Y RAYUEHMA C APUIMMO2EHHOL
OUCnIA3Ue/KapouoOMUOnamuell npaso2o Heery0ouKa U UMNIAHMUPOBAHHBIM KAPOUOBEPMEPOM-0epUOPUTIAMOPOM.

KiroueBblie ¢jI0Ba: apUTMOIeHHAS AUCILIA3HSA/KAPANOMHONATHS IIPABOT0 KeJIYA04Ka, KeTy104K0Bas TaXH-
Kapaus, UMIIAHTHPOBAHHBIN KapaAHoBepTep-AeGuOPUISITOP, JJIEKTPUIECKHIl IITOPM, J1eKTPO(HU3NO0I0ornYyec-

KO€ HCCJIeA0BAHNE, PAAHOIACTOTHAN adaanmsi.

A clinical case report is given of the successful catheter ablation of recurrent ventricular tachycardias originating
from the right ventricle outflow tract performed at the background of electric storm in a male patient with right ventricular
arrhythmogenic dysplasia/cardiomyopathy and implanted cardioverter-defibrillator.

Key words: right ventricular arrhythmogenic dysplasia/cardiomyopathy, ventricular tachycardia, implanted
cardioverter-defibrillator, electric storm, electrophysiological study, radiofrequency ablation.

ApuTMOTeHHas KapIMOMHOTIATHSI/ ANCILIA3US IPABO-
ro xkenynouka (AKIIDK) oTHocuTCS K HacaeACTBEHHBIM
3a00JI€BaHUsIM MHOKap/a, XapaKTepu3yercsi >KHPOBOH
i HUOPO3HO-)KUPOBOH HHPUIBTpALUEH >KENyIT0uKOB
cepaua. OcHoBHbiMH TposineHuid AKIIDK sBnstorcs
MIPaBOXKETYA0UKOBasT HEJIOCTAaTOUHOCTb, >KEJIYJOYKOBBIE
HapylLICHUs PUTMa, B TOM YHCJIE KeJIyJ04YKoBask TaXukap-
st (OKT), ¢pubpumsiust xenynoukoB (DXK). AKATDK
SIBJIIETCSA OJHOM U3 MIPUYMH BHE3AMHOM cepledHol cMep-
TU MOJIOJBIX JIUII, B TOM uncie croprecmenos [1]. C 1994
mo 2010 roxg MeXIyHapOmXHOH pabodeil rpymnmou pas-
pabaTbIBaJICSl JOKYMEHT, B KOTOPOM OBLIN MPEJIOKEHBI
pexoMengauuu no jpuarHoctuke AKJITK ocnHoBanHOM
Ha JaHHBIX aHaMHe3a, AekTpokapauorpaduu (IKI),
APUTMHUYECKUX, MOP(OIOTUIECKUX, THCTOJIOTMYECKUX U
KIMHHUKO-TreHeTnuecknx (akropax. AK/IDK cunraercs
HaCJIe/ICTBEHHBIM, TEHETUYECKH 00y CIIOBICHHBIM 3a00J1e-
BaHueM. OJiHa M3 OCHOBHBIX (pOPM HACJIEOBAHUS - ayTO-
COMHO-/IOMMHAHTHAsl, C MEPEMEHHON MEHETPAaHTHOCTHIO
B niepeaenax 20-35% unenos cembu [2]. PacnpoctpaneHn-
Hoctb AKJITTXK B 00Omieii nomymsiinu cocrasisieT ot 1 Ha
5000 n gocruraer 1 Ha 2000 yenoBek. MyxuuHbI Oosee
MOJIBEPIKEHBI JAaHHOMY 3a00JeBaHuI0 U OoJeoT B 3 pasa
yalie, 4eM >KCeHIIUHBI [3].

OCHOBHOI MeXaHHU3M BHE3AMTHON CEpACUHON cMepTH
npu AKJIDK coctout BO BHE3alHOW OCTAaHOBKE CEpAlia,
BbI3BaHHON ycTounBol JXKXT win ®XK, xotopsie mMoryr
OBITH TIEPBBIM TIPOSIBICHUEM 3a00JICBaHUSI y MOJIOABIX
nr 06e3 IpeNecTByomMX cumMnTomMoB [4]. B psne ciy-
yaeB, MapoKcu3Mbl peunausupytomiei XKT y nanueHTos ¢
AKIDK u uMIUIaHTHPYEMBIM KapIuoBepTepoM-aeduo-
prusitopoM (MKJI) MoryT npuBecTH K pe3KoMy yXy[uie-
HUIO KJIMHUYECKOTO COCTOSIHMS MalMeHTa, 4acToMy cpa-
oareiBanmio K] u snexrpuyeckomy mropmy. Haubosee

4acTO HCIOJIb3yeMOE U COBPEMEHHOE OIPEEICHUE DIICK-
TPUYECKOTO INTOPMAa MPEAINoJaraeT PErucTpaunuio Tpex
wim Gojiee SMHU30/10B apUTMUIl B TeueHue 24 yacos, mpu
YCJIOBUH, YTO OHM npuBenu k Tepanuu UK/ B Bujge anTH-
TaXUKapAUTHYECKONH CTHUMYJISIIMN MM LIOKOBOTO pa3psiia
[5]. Yactsie cpabarsiBanust K] u amm30/1b1 37€KTpUYCC-
KOT'0 ILITOpMa y TTALMEHTOB ¢ peruauBupyronmmMu XKT/OXK
SIBJISIIOTCSI HE3aBHCUMBIM HEOJIArONpHUSTHBIM TIPOTHOCTH-
4ecKUM (paKTOPOM M aCCOLMHUPYIOTCS ¢ Oojiee BHICOKOW
CMEPTHOCTBIO, B TOM YHCJIE, U y NAllMECHTOB C HEHIIEMH-
YECKOW KapIuOMHOIaTHEH [6].

OcHOBHBIE JiedyeOHbIE TAaKTUKU Yy MAIMEHTOB C
AKJIITX BKITIOYAIOT OrpaHUYCHUC (PU3MUCCKUX HATPY3OK,
NIPOBEJICHUE AaHTHAPUTMUYECKOH Tepanuu, KaTeTepHYIO
abmanuio cyOcTpara penuaAMBUPYIONINX IKEITYT0YKOBBIX
aputmuil u ycranosky WKJ/I. Coranon u amMuonapoH mo-
Kazaim Hanboliee BHICOKYIO A(PEKTUBHOCTD B MPOQHIIaK-
Tuke peruausupyroniei XKT, B komOuHaumu nim 6e3 o6era-
0710KaTopoB.

Hayuenm T, 51 200a 6vlr eocnumanuzupoean ¢
Jrcanobamu Ha OUCKOMMOPM u JiciceHue 8 1esoll NoIo8U-
He 2pyOHOU KIemKU, GO3HUKAoWue npu Qu3udeckol Ha-
2py3Ke, U CONPOBOACOAIOUUECS YCULEHHBIM CepOyeOUeH -
em. Apummuueckuii anamues ¢ aneaps 2009 2o00a, koeda
cmanu decnoxoums npucmynst KT ¢ vacmomoii 2-3 pasa
8 Mecsy (80 6pemsi NpUCMYNa Yacmoma JHcenyOOUKOBbIX
cokpawenuti 00 270 yo/MuH, CHuUdCeHUe apmepualbHO20
oasnenust 00 70/40 mm pm.cm.) ¢ MAKCUMATTLHOU OJIUMENb-
HOCMBIO 00 2 4acos, KYRUPYIOWUecs: 21eKmpoUMnYibCHOU
mepanuell. bvln neodnokpamno 2ocnumanusuposan no
Mecmy JHCUMEIbCmad, NpooOUNACt AHMUAPUMMUYLECKAS
mepanusi (comazexkcan, amuooapor) 6e3 3HaAUUM020 -
gexma. B mapme 2010 e. 6 HLJCCX um A.H.baxynesa no-
cne npogedenusi IKI, xonmeposckozo MOHUMOPUPOBAHUs
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(XM) OKI, sxoxapouoepaguu
(OxoKI) u  mynemucnupano-
HOU KOMNbIOMEPHOU MOoMO2pa-
Quu cepoya OuazHOCMuUpoOBaHa
AKIIDK. 17.03.2010 2. ¢ ye-
JIbI0 NPOPUAGKMUKY BHE3ANHOU
cMepmu BbINOTHEHA  ONepayusl
no YCmamoske O0OHOKAMEPHO2O
UK]]. B anpene 2011 2. 3a¢hux-
CUPOBAHBI  MHOJCECMBEHHbLE
cpabamvisanus MK/ no noeo-
0y kynuposanusi wacmou KT
06.05.2011 e. suinonnena cmena
HUKJ] us-3a ucmowenuss 6ama-
peu. B nocnedyiowem ommeuan
HEOOHOKpamHule — cpabamvlea-
Hus UKJ], nposoouncsi noobop
AHMUAPUMMUYECKOU mepa-
nuu. Hacmosuyee yxyowenue
¢ 21.02.2016 2., kozoa cman
ommeuamv Ouckomgpopm 8 Je-
601l NONOGUHE 2PYOHOU KIIeMmKU,
CHUDICEHUE MONEPAHMHOCNU K
Qusuueckum Hazpyskam, npu-
cmynsl pumMuyHo20 cepoyedu-
€HUsL, YYBCTNBO HCIHCEHUSL 8 2PYOU
npu nepebosix 6 pabome cepoya
U ycuireHHom — cepoyedueHul.
29.02.16 6vi1 eocnumanuzupo-
8aH 8 YEHMPAILHYIO PALUOHHYIO
OonbHUYY NO Mecmy Jcumenb-
cmea. IIpu cymounom XM OKI”
3ape2ucmpuposansl  Henpepvle-
HO-peyuousupylowue  Napox-
cusmol JKT. Ha ¢pone KT snu-
300061 Yacmozo cpabamvléanus
UK]I, snexmpuueckuii wmopm.
06.03.16 6vin  nepeseder 6
HI]CCX um. A.H.Baxynesa ons
pewenus onpoca o OdbHell-
well maxmuxe j1eueHusl.

Ilo pezynemamam OxoKI
negoe npeocepoue - 4,6 cm, oua-
memp ocxoosueil aopmol - 3,1
em. Jlesvil dicenydouex: Koney-
MBI CUCMOTUYECKULL pazmep -
3,9 cm, Koneunwlll Ouacmonuyec-
Kuti pasmep - 5,4 cm, KoHeuHwvlll
cucmonuyeckuti oovem - 66 mi,
KOHeuHblll ouacmonuyecKkutl
obvem - 141 mn, ¢paxyus 6vl-
bpoca - 53%. Aopmanvhwiil K1a-
Nnan mpexcmeopuamoiil, cmeop-
KU  ynjiomHemwsl,  QuoposHoe
xonoyo - 23 mm. Mumpanvuoiii
KIAnau: CMEOpPKU YNJIOMHEHbI,
NOOBUdICHBIE,  OBUJICEHUE PA3-
HOHanpaeieHuwoe,  QuoOpos3Hoe
xonvyo - 29 mm. Ommeuaem-
Csl 3HAYUMENbHOE PACUUpeHue
npagozo npeodcepous, npasoco



arcenyooura (IDK), npeobnadanue npasvix kamep Hao Jie-
ebimu. Hedocmamounocms mpukycnudaivho2o Kianaua
2 cm., pubposnoe konvyo - 35 mm. B npasom dcenyoouke
noyupyemcsi anekmpoo UK/l Ha DKI - cunycoswiil pumm
¢ YCC 80 yo/mun (puc. 1).

Hayuenmy 6v110 nposedeno nekmpopusuonou-
yecKkoe ucciedosanue U paouovyacmomuas abnayus oua-
2086 dicenyoourosuix apummuil [DK. Tlayuenm docmasnen
68 peHmeeHonepayuoHuyo Ha cumnycosom pumme ¢ YCC
60-70 yo/mun ¢ peoxoil JHceyO0ouKo8ol IKCMpACUCmonue
u3 6bix00H020 omoena IDK (BOIDK). 100 mecmuou anec-
me3uetl RYHKMUpO8ana 08aicobl npasasi 6eOpeHHdasl 6eHa.
IIpogeden 20-mu nomocrwvui snexkmpoo ¢ BOIDK u xono-
dosotl abrayuonnwviil nexkmpoo (Termo Cool (Biosense
Webster, USA) ¢ IDK. Dnexmpoghuzuonocuueckoe ucciedo-
sanue npoeoounocs na 64-kananvrnom xomniexce Prucka
Cardiolab 4,0 (General Electric, USA).

B IDK nposeden aneuoepaghuueckuii kamemep pig
tail u evinonnena eenmpuxynocpaghus, Ha KOmopou om-
Meueno svipadicennoe pacuiupenue BOIDK u nogvluennas
mpabexynsiprocms 6 npumourom omoene [DK. [Ipoepam-
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Ilpu OanvHetiwenn npocpaMmuposSanHol CmuMys-
yuu - unoyyuposarna KT uz BOIDK, unoit mopghonocuu u
¢ bonee kopomkou orumenvHocmoio yurkia (340 mc), Ha

Puc. 4. Penmzenozpaghus nayuenma npu Kapmupoea-
HUU J#ceny0ouKo80ll maxuKapouu.

[
C 3a0epicKamu  mecmupyrouux

umnynvcos 300-380-260 mc un-
dyyuposana cmabunonas KT
¢ onunou yuxna 437 mc (puc.
2).  Apmepuanrvnoe Oaénenue
Ha gone KT cocmasnsno 120-
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140/70-80 mm pm.cm.

Ipu  rkapmuposanuu Ha
maxukapouu 8 0o1acmu 3a0He-
OOKOBOU CMEHKU MedHcOy Npu-
MOYHBIM U 8b1600HBIM OMOEIOM
IDK ommeuanocy nanuyue npo-
JIOHSUPOBAHHOU (PpazmeHmayuu
€ MAKCUMAIbHBIM ONEPedCeHU-
em om peghepenma (Il cmanoap-
muoe omeedenue) 171 mc (puc.
3, 4). 30ecw dice svissaeHbL NO-
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MYTAYUOHHO2O — KAPMUPOBAHUS
(uoeanvroe cosnaodenue no 12

Puc. 5. Kenyoourkoeas maxuxapous c yuxkiom 612 mc.

omeedenusim OKI). B Oannou 1+ W
30He GbINOIHEHO HECKONbKO pa-
OUOUACMOMHBIX  8030€liCEUL
npu memnepamype 42-44 °C u
mownocmu 38 Bm ¢ ysenuuenu-
em Onumenvrnocmu yuxkaa KT
00 600-650 mc - uouoeenmpu-
KVIAPHII pUMM C nepuooudec-
KUMU CUHYCOBbIMU 3AX8AMAMU,
KYRUPOBAGUIUIICS NPU NOCTed)-
1owell abrayuu 8 NPULecawux
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30HAX C BBIPAINCEHHOU (hpacmen- = (SR [ — A~ A -
mayuetl 1 OnepesiceHuem om pe-
e M A e e ),
Rv4 o
¢epenma 0o 35 mc (puc. 5, 6). N v v T
Tocne kynuposanust UOUOGEHM- o S S S e U N
PUKVIAPHO2O pumma ommeud-
eMCS PEYNAPHBIIL ME30OUACIIO- Y F B o s 7oy o | o fr

11184ALAM.,

JUYECKUN CRAlK 8 OAHHOU 30He

1113842, 4N,

11118:43.8M, 13118:44,A1, 2184540,

(puc. 7).

Puc. 6. Kynupoeanue #ceny0ouxosoii maxuKkapouu 60 epemsa adnayuu.
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gone komopoii ommeuanocs, nadenue nokazamenel 2emo-
OuHamuKu u pazeumue cunkone. Taxuxapous Kynuposaua
yacmou cmumynsiyuen (puc. 8). Panuss 30Ha Ha OaHHOU
MAxuKapouy u OMiudHvle KpUumepuu CmumyIsyuoHHO2O0
Kapmuposanus noayyeHvl ¢ cenmanbioul 3one BOIDK, na
2 cm HudIce Kaanama 1e2oyHou apmepuu. B amoii 30ne 6bi-
NONHEHO HECKONbKO PAOUOYACHIOMHbIX B030eUCmeuti npu
memnepamype 42-43 °C u mownocmu 38 Bm. Ilpu npo-
6e0eHUl DNIEKMPOPUIUOTIOSULECKO20 UCCTe008ANUS Vid-
warowel u npocpamMmupoO8aHHol CMUMYIsYUell ¢ 0OHUM,
0eymst u mpems sxkempacmumynamu KT ne unoyyupyemcs.
Yacmoii u ceepxuacmou Cmumyaayueti Hapyuwenus pumma
He undyyupyromes. Obwee spemst abrayuu cocmaguno 11
MUHYM, 8peMsL (pAoopoCcKonuu 25 MuHym.
Tocneonepayuonnuiii nepuod npomexai 6e3 ociodic-
nenuu. Ilayuenm evinucan na cunycogom pumme. Ilpu
BLINUCKE PEKOMEHO0BANO. NPOOOIANCUMb  AHMUAPUMMU-
YecKyI0 mepanuio KopoapoHoMm, npu peyuouse maxukap-
ouu - blnoIHeHUe ONepayuu ¢ UCNOIb308AHUEM HABUA-

yuonnozo kapmuposanus. Cpox naonodenust cocmagun 1
200. Ilpu kommponvuwix cymounvix XM DKI, npoyedypax
follow-up umnianmuposannozo UKJ[ napoxcuszmol ycmoti-
uueotl KT ne 3apecucmpuposanvi.

KarerepHasi a0namust SKeNTylOYKOBBIX HapyIICHHN
pUTMa B HACTOSILEE BpEeMsl UMEET MIMPOKYIO JOKa3aTellb-
Hy!0 0a3y M MOKa3bIBaeT BHICOKYIO 3()PEKTUBHOCTE B Jieye-
Huu naruenTos ¢ XKT [7]. V manueHTos ¢ aeKTpudecKuM
mropmom MK/, npu Heah(heKTHBHOCTH METUKAMEHTO3-
HOM Teparnuu pajiiodacToTHas abllalys BBICTYAET B POJIN
«KHU3HEecHacaromie» npoueaypbl. boJbIIMHCTBO HccIe-
JIOBAaHWH O KareTepHo adnanuu pennansupytomei KT,
B TOM YHCJIC U y MAI[EHTOB C 3JEKTPHUUECKUM IITOPMOM
WK/, BKIIOYArOT MAIMCHTOB C MIICMHUYCCKON OOJIC3HBIO
cepAla U IEMOHCTPHUPYIOT BBICOKYIO 3(pdeKTHBHOCTH pa-
JIMOYacTOTHOH abmaruu (10 94%) M CHWKEHHE IIOKOBOU
tepanun UK/ 1o 22% [8, 9]. OqHaxo pe3ynbTaThl JAHHBIX
HCCIICIOBAaHUIN HEJb3s PAaCHpOCTPAHATh Ha MALUCHTOB C
HEHUIIEMHYECKON KapANOMHUOTIaTHEN.

Mera-ananus JIaHHBIX

W22 IGM, 10T A0,

471 manuMeHta c dJeKTpUYec-
KHM IITOPMOM IOKa3aj BBICO-
Kyto 3QQeKTHBHOCTh KaTeTep-
HoW abmammu (72%), HU3KHN
npoueHT peuunuBo KT (6%)
U CMEPTHOCTH BO BpEeMs MpPO-
ueaypst (0,6%) [10]. B »stoT
MeTa-aHain3 ObLJIO BKIIOUEHO
68% mnanuenToB ¢ UBC u Tomnb-
ko 5% ¢ AKIITXK, uro mMoxHO
OOBSICHUTh HEBBICOKOH  pac-
MPOCTPAHEHHOCTHIO  JAHHOTO
3aboieBanus. OnHaKo 4acrora
AJIEKTPUYCCKOTO IITOpMA TIPU
~ AKJIIDK pocraTouHO BBICOKA
U COCTAaBIISCT 10 JaHHBIM psija
aBTopoB j0 20% [11, 12].

B macrosimee Bpemsi ot-

ANZT A0,

Puc. 7. Me3oouacmonuueckuii cnaitk nocjie paououacmomHuoll adnayuu.

CYTCTBYIOT PpaHaIOMU3UPOBAH-
HBIC UCCJICJOBaHUs, IIOKA3bIBalO-
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paauovyacToTHas abmanus J0-
CTaTOYHO YacTO HCIMONB3YEeTCs
KaK TaJJIMaTHBHAS TPOIIEaypa

Puc. 8. I'emoounamuuecku 3Hauuman rHcenyoouKo8as maxukapous ¢ 0J1umenn-

Hocmuio yuxia 340 mc.

JUTSL TIAIIUCHTOB C pedpakTepHON
K MEIMKaMCHTO3HOW Teparuu
peumausupytomieit KT [3]. He-
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BO3MOXKHOCTh HHAYKIUH JKT npu anekrpodusnonaormyec-
KOM HCCJIEIOBAaHUU I10CJIE YCIEIIHOW MpoIeaypsl paguo-
yactorHoi abmaruu npu AKIAIDK cumraercss xopournm
pe3ynbraroM [13]. O0muit ycnex paauov4acToTHOH ala-
uun KT cocrasnsier ot 60 1o 80% npu npoBeAeHUN MPo-
LEAYPHI B ONBITHOM IIeHTpe. OTcyTcTBHE penuaua KT mo-
cie paguodactotHoit abmarmu npu AKJITTK no naHHBIM
D.Dalal u coasrt. cocrasiser 10 75% B teuenue 1,5 mecs-
LICB U YMEHbIIaeTcs 10 25% Mpu HAONIOICHUU B TCUCHUC
14 mecsnes [14]. DTo HanboIee BEPOSTHO OTPa)kaeT TOT
¢axt, yro AKIAIDK npencrasnsier coboit mporpeccupy-
oniee 3a00JieBaHUE C IMMOCTENIEHHBIM YBEIMYCHUEM, TaK
Ha3bIBAEMOr0, (UOPO3HO-KUPOBOrO pyOlla ¥ IOSIBICHU-
eM HOBBIX «(dokycoB» s peruausa JKT. F.Garsia et al.
BIICPBBIC IPOJEMOHCTPUPOBAJ OIBIT YCTPAHCHHS PEIH-
JTUBUPYIONIUX KEITYIOYKOBBIX apUTMHN SITUKAPAAATBHBIM
JIOCTYTIOM B Cllydae peLyauBa MOCIe IHIO0KApAUAIbHOM

56

npouenypst [15]. OrcyrctBue peuuausa XXT nocne ome-
pauuy  AIN/PHIOKapANAIBHBIM JOCTYIIOM —COCTaBIIslIa
10 92%, u B 77% HE pPEerucTpUpOBaIoCh BO30OHOBICHUE
aputmun y nanueHToB ¢ AKJIIDK B Teuenue 18 mecsnes.
Hecmotpst Ha BbIcOKyIO dddexTrBHOCTE PUA 1pu momo-
I YMHUKAPANAIBHOTO AOCTYIA, MPOIEHT PELUANBA JKEIly-
JIouKkoBBIX apuTMuil y nmanuentoB ¢ AKJIIDK B otnanen-
HOM TEPHO/I€ OCTACTCS 3HAYUTEIILHBIM.

VYuuteiBas BCe HMEIOILIMECS JaHHbIE, KaTeTepHas
abmanus KT MOXeT sIBISATbCS OJHOW M3 CTpaTerHii Jieye-
Hus nmanuentoB ¢ AKJTDK ¢ 1enbio yMeHbIIEHUs 330~
JIOB 3JIEKTPHUECKOro ITopMa U pennausupytomiei JXKT. B
Toxe BpeMst PUA He siBisieTCs anbTepHaTUBON yCTaHOBKHU
WK/, a anexBaTHasi aHTHApPUTMHUECKasl Tepamnus, Mnpore-
nypa PUA >kemynoukoBBIX apUTMHMH U MpEIIeCcTBYONIAs
nmmiantanus UK/ gomKHBI COCTaBISATH KOMILIEKCHOE
nedenune nanuentoB ¢ AKITDK.
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