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B 1977 r. G.Fontaine c coaBt. omucamu 6
cJiydaeB CTOWKOW JKeJYJOYKOBOW TaXuKapIuu y
MAIMEHTOB C TUTIEPTPOdUEHl TPABOTO KETYI0UKa
IIPU  OTCYTCTBHME IIPU3HAKOB SIBHOU CepAeYHON
MaToJIOTHI, 00O03HAYNB [aHHOE SIBJIEHHE TePMU-
HOM <«apPUTMOTEHHAsI IWCIJIA3Us TPABOTO JKey-
nouka (arrhythmogenic right ventricular dyspla-
sia)» [1]. TIpu ayTorcum y Bcex MaIreHTOB ObLIa
BBISIBJIEHA KUPOBas WHQOUIbTPAIUS MHUOKapa
mpaBoro skemymouka. B 1982 r. F. Marcus c co-
ABT. TIPEJIOKUJ TEPMUH <«aPUTMOTE€HHAsl TPaBo-
JKETYIOYKOBAST KapAMOMHUOTIATHS> WU <apPUTMO-
rerHas 0oJie3Hb MPABOTO JKenyaouka» [2]. B
nanbHelemM pabodas TpyIma akcrneptoB EBpo-
MENHCKOTro Kap/MOJOrHYecKOTo 00IecTBa 1Mo Mpo-
6JieMaM BHE3AITHOW CepAeYHOil CMepTH MPEIo-
KU UCTIOJIb30BAHWIO TEPMUH  <«ITPABOKEITYI0Y-
KoBag Kapauommonatugs [3]. OxHako y4uTHIBas
TOT (haKT, YTO MHOTMMU aBTOPAMU OIHCBIBAINCH
CJIly4au, KOTOPble TI0 KJIUHUKO-MOP(MOTOTUIeCKITM
usMenenusM (Manubecranus 3ab0JeBaHUST TPO-
XO[IWJIa B BUE KETYIOUYKOBBIX TAaXMAPUTMHI Ha
(ore rumepTPOPUPOBAHHOTO MPABOTO KETYAOU-
Ka) coorBerctBoBasim nanHbiM G.Fontaine, Tep-
MUH <«apPUTMOTEHHASI [UCIIA3UsI TIPABOTO JKEJY-
JoYKay> OBLI OCTaBJIEH B KIMHUYECKOW TIPAKTUKE.
[pynma wuccnenoBaTeneli mom pykoBoacTBoM F.
Marcus npu usydennu AJIIIJK obparuia BHUMA-
HIle Ha CeMeIHbI Xapaktep 3aboJieBaHMs], KOTO-
pbIii B majbHelIeM ObLI TOATBEPIKIEH MOJIEKY-
JISIPHO-TEHETUYECKUMHU  UCCJEOBAHUSAMIE:  OBLIO
BbI/IeJIEHO 9 ayTOCOMHO-IOMUHAHTHBIX U 1 ayTo-
COMHO-PEIMCCUBHBI TEHETUYECKUX BaPUAHTOB
HacaenoBarus ALIIK [4-6].
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Wctunnas pacnpoctpanennocts AJ[IIJK He-
M3BECTHA, TTOCKOJBKY BBISBISIEMOCTh €€ TPYAHa, a
JKEJY/IOYKOBbIE TaXWAPUTMUU MOTYT UMETh U
npyryio artunosoruio. Tak, u3 703 ciaydyaeB 1OKy-
MEHTUPOBAHHOW  JKEMyMOUYKOBOW  TaXWKapauwu,
TOJIBKO V 74 uejloBeK Oblia MAMONAaTHYECKOi. 113
HUX TOJABKO y 36 marumeHToB KoMmIaekcel QRS Bo
BpeMsI TAPOKCU3MA JKEJIYJO0YKOBOUM TaXuKapauu
uMean Buj OJIOKaabl JIEBOM HOKKHM Iyuka lwca,
YTO YKa3bIBaJIO HA OYar apuTMUU B IIPABOM Ke-
aynouke. IIpu atom Toapko y 18 u3 36 vemoBeka
Oblla  JIMAarHOCTUPOBAaHA TMIETPOMUS  TPABOTO
KEJTYZ0UYKa, 9TO TO3BOJIUJIO PETPOCIEKTHBHO yC-
taHoBuTh Hammune ALK [7]. B [8] npu perpo-
CIIEKTUBHOM aHasu3e 26 ciydaeB KesylT0YKOBOI
TaxXUapUTMUHU Yy JieTeil TOJBKO B Tpex HabJo/e-
HUSIX ~ OOHApysKEHbl  TUIWYHBIE  KJIWHUKO-
Mopdosornyeckne mpusHaku A/[IIK. Ilo nam-
HbIM [9] 1pu obcie[oBaHIK JeTell ¢ «UANONATH-
YeCKOU IPaBOKEIYIOYKOBOM 3KCTPACUCTONNEN U
TaxXuKapaueli» 0 COBOKYIHOCTH PeNpPe3eHTaThB-
HBIX 2JIEKTPOKAPAUOTPADUUECKUX KPUTEPUEB IO-
craButh auarao3 AJ[IIJK MoxkHO OBLIO TOJBKO Y
8 (19%) u3 42 maIMeHToB C TPABOKETYIOUKOBOU
akcrpacucrosueit u y 6 (37,50%) n3 16 mamnueHToB
C TIPaBOKEJYAOYKOBON Taxwkapauei. Tem He Mme-
Hee TIpeAIioiaraeTcsd IOBOJbHA BBICOKAS BCTpe-
gaemocts AJIMJK B momymsamum ot 1:5000 mo
naHHbiM[6] o 1:1000 - 10000 no manuwbiM [3] do
80% cayuae 3aboseBanust AJ/IIIK peructpupy-
eTcs y Jiail MoJiofioro Bodpacta (mo 40 ser) u B
9TOM K€ BO3PaCTHOW Tpyrie Haubosiee BEpOsTEH
pUCK pa3BUTHUA (PaTadbHBIX ocaokHeHu. VcTuH-
Hasg 4acToTa BHE3alHOW CeplevyHOl CMepTU IIpU
AJIITK Taxke mTOCTOBEPHO He BBISBJIEHA, OMHAKO
MPEJIoJIaraeTcst, 4To 310 3aboJieBaHue SIBJISIETCS
OPUYUHON KaKIOTO 5 CJIydasi BHE3AMHOU cepied-
HOU cMepTH Yy Jmil MoJsioxke 35 jiet [10].

Kiutnyeckn 3aGoJieBaHKe TIPOSIBJISIETCS 110
Mepe CO3pPEBAaHUs W PA3BUTHS MBIIIEYHON TKAHMU,
xoTst Obuiu onucanbl ciaydan AJITIK y nmereit
rpyanoro Bo3pacta [11]. Hexortopnie mcciemoa-
teau cuurtaior AIIK npuumHoii BHe3arHoli cep-
Jednoit cmeptu y 26% neteit u moapoctkos 10 20
JIET, KOTOPbIE YMEPJU OT CEPJEUYHO-COCYIUCTHIX
3abonesanuii [12]. B uccnenosanuu [13] y 25%
BHE3AITHO YMEPIIUX MOJIOBIX IIBEJICKUX CIOPT-
CMEHOB TIPH ayTOIICHY MUOKAPJIA ITPABOT0 JKEJIYI0UKa
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OblIa BBISIBJIEHA SKUPOBasi WHMUIBTPAIUS MUO-
KapZla, 4YTO CBUJETEJbCTBOBAJIO O HaJIW4Yue
AZITIK y manumentos. [lpu amanmse 54 ciaydaes
BHE3AITHOW CepJIeYHO CMEpPTU Yy MOJIOIBIX JIHII,
arcnepTh! BoisiBUIM npusHaku A/IIIK y 17% 1o-
rubmmx [14].

ITo manubiM craTrcTrkr CaMapckoro obsact-
HOTO KJIMHUYECKOTO KapIuOJIOTHYECKOTO JIHMCIIAH-
cepa (COKK/) 3a mepuox c 2003 mo 2009 rr.
noa HabmozenueM Haxoauauch 10 malMeHToB ¢
nuarHosom AJIIIK. M3 mux 8 mompocTtkoB (4
IOHOINW, 4 MeBYITKW) B Bo3pacTte oT 12 mo 17 net
U 2 MOJIOIABIX MYyKuuH B Boapacte 20 u 35 jer
COOTBETCTBEHHO. IlareHTsl OB HATIPABJIECHBI B
COKK/l ¢ nnarHo3oM >Keay/OYKOBbIe Hapylle-
HUSI PUTMA JIJIsE 00C/IeIoBaHUsL U BBIOOPA TAKTUKU
Jedenns. Becem manueHTaM TPOBENIEHO KOMILIEKC-
Hoe o0cJieloBaHie, BKJOYas KJIMHUKO-T1abopa-
Topuble mannble, JKI, xonTepoBckoe MOHUTOPHU-
poBanue IKI, cnupaspHy0 KOMIBIOTEPHYIO TO-
Morpacduio (y 7 TanmeHTOB), MarHUTO-Pe30HaH-
cHyio Tomorpaduio (y 3 marmeHToB) U KOPOHAPO-
auruorpadmio (B 2 cayuagx). llpum wusyuenun
pacrpe/iesieHusT MAIMEHTOB IO PETUOHY OTMEYEHO,
YTO B TIOAaBJsTIONieM yucie caydaeB (90%) maru-
entbl Obum skuTessimu  Camapckoit obiactu, a
MMEHHO: 4 4eJIoBeKa MPOXKUBAJIU B IKOJOTUYECKU
HeOIaronoayyHbix  paiionax  (ABT03aBOJCKOI

paiiona r. Tombsittu (2 naruenta, 20%), r. HoBo-
Kyiiobimesck (2 mnanuenta, 20%). OcrajibHbie
ObLIM  paclpejiesieHbl  CJeAyoeM  0Opa3oM:
Bomxckuit paiton (2 uenoseka, 20%), r. besen-
gyk (1 uenosek, 10%), r. Coizpanb (1 uesioBex,
10%), Komkuuckuii paiion (1 uenosex, 10%).
Toabko 1 nmarment (10%) 6bur skutesnem r. Cama-
pbl, IIpomblieHHOTO palioHa, KOTOPBIM TaKiKe
cuMTaeTcsl HeOJIAroMoJyYyHbIM B IJIAHE 9KOJIOIH-
yeckoii obctaHoBKU. Ilpu atoM HamboJbIIast BbI-
sieyisiemocth AJITIJK Gblia oTmedeHa B mepuos ¢
2007 mo 2008 rr. (mo 4 caydas 3a KaxXAbId TOM).
C 2003 r. 1o 2009 r. GBIIO BBISIBJIEHO MO OJHOMY
cayvaio jlaHHoro 3abosieBanust. Hu B oHOM City-
yae auarnoctupoanHoil AJ[TIJK He ObLTO yKasa-
HUIf Ha HaCJIe[[CTBEHHBIN XapakTep 3a00JieBaHUs
U Ha (HaKTOPbI, KOTOPble MOTJIM ObI WTPaTh TPUT-
repayio posib B pazsutrie AJ/IIIJK, B cBs3u ¢ uem
cymectByeT mpenamnonoxenne, uro A/[IIJK B atux
ciydasix Obla 00ycCJIOBJIeHAa BPOKAEHHOI Heco-
CTOATENBHOCTBIO AN GEPEHIINPOBAHUSA  MBITIIEY-
HBIX 9JIEMEHTOB OYJHOOBEHTPUKYJISIPHON METJIN
mpaBoro skenymouka [5]. Ecth MHeHwe, coriacHo
Kkotoporo, BosHukHoeHue AJIIIJK obyciosieHo
MEPBUYHBIM TIOPAKEHMEM MHUOKapia U JOJIKHA
OBITH OTHECEHA B TPYIILY WAMOMATUYECKUX Kap-
momuonartuii [15].

Tabsura 1. /luarHocTiyeckue KpUTepry apUTMOTEHHON AMCIIA3UK,/KapIuOMUOTIATHI
TIPaBOTO KeJTyZ0uKa

Kpurepuu |

Dyuxium

1. IrobapHbIe m/HIH PerHoHAIbHBIE JHCOYHKIHA H CTPYKTYPHBIE AHOMAJIHH MPABOT0O JKEJIVI0YKa,
BBISIBJIEHHBIE [IPH 9XOKAPJHOTPADHH, AHTHOTPADHH, MATHHTO-DE3OHAHCHOH TOMOIPAQHH HIH
DATHOHYKJIHHOH CIHHTHTPAGHH

6OoJIBIIIE KPUTEPHH

GoJIbllIas UJIaTanus U CHYsKeHUe (hpakIiMy BHIOPOCA MPABOTO JKEJAYA0UKaA C
HOPMAaJIbHBIM (MJIM YMEPEHHO M3MEeHEHHOI) DYHKIMEN JIeBOTO JKeJy/109Ka

JIOKaJIbHasA NpaBOXKEJTYA0YKOBasl aHEBpU3Ma (BblHBJIeHI/Ie AKMHETUYECKOU WJIN

JIMCKUHETHYECKOH obstacTi)

BbIpaK€HHaAsA CerMEHTapHasA IIPAaBOKENY/I04YKO0BaA AWJiaTalluda

MaJIble KPUTECPUN

yMepeHHast 00Iasi [UIaTalisd [IPaBOrO JKEJIYA0UYKA U/WJIN CHUKeHHe (hpaKinu
BBIOPOCA IIPY HOPMAJIbHOU (DYHKIUH JIEBOTO JKEJNYI0UKa

YMEPEHHaA CeTMEHTapHad JWUJIATAIlMA ITPAaBOro KejayaodKka

permoHaJjJibHadA IMpaBOKeJAYyJOUYKOBad TUIIOKMHE3NA

11, Mopgho.rornieckast XapaKTepaCcTHKa MHOKapAA HPABOI0 JKeJIVA0YKA

00JIblIIE KPUTEPHUH

| BbIsiB/IEHME KMPOBOI MH(UIbTPALMY MUOKADAA IIPY SHAOKAPAMIbHON OMOICUU

11l Hapyrirernne pemoasapr3aniin

MaJjible KpUTepUuu

uHBepTUpOBaHHbIil 3yben T B mpaBbix npekopananbHbix orsefenusx (V2-V3 y
jereil crapuie 12 ser, npu orcyrersue GJ0KaAbl IPaBOi HOXKKY 1ydka [uca)

1V, Hapyiienns gernoigpusanii H IIPOBEJCHHSI

GoJIbIINE KPUTEPUU

BBISIBIEHHE £-BOJIHBI WJHM yynHeHne Komiiekca QRS(6osee 110 mc y B3poc-
JIbIX) B IIPaBBIX NPeKopuaibubiX oTBeienusix (V1-V3)

MaJjible KpUTepumn

BbIABJICHUE TMO3JHUX KEJIYJOYKOBbBIX ITOTECHIIMAJIOB

V. Apurmmn

MaJible KPpUTEPUN

JKETYIOYKOBaAs TAXUKAP/AMsI ¢ OJIOKAIOM JTeBOM HOKKY mMydka ['mca, BbISIBIEHHAs
mo6eiM MetogoM (IKI, XM, crpecc-tectsr). Yacras (6ombie 1000/24 uaca)
JKEeJTYIOYKOBAast dKCTpacuctoius mpu XM

VI Cemerinplii anammes

GoJIbIINE KPUTEPUU

BbIsiBJIEHKE JOCTOBepHBIX ciydaeB AJITIJK B cembe, jokasaHHble OUONICHEN HJIK
[IPA XUPYPTUYECKOM BMEIIATEIbCTBE

MaJjible KpuTepumn

ceMelHbIe CIy4ad BHE3AITHOM CEepAeYHO CMEPTH B MOJIOZOM BO3pacTe (MOJIOKE
35 JieT) npu HaJIM4Ke [IPAaBOKEYI0YKOBON AUCILIA3HM

BoissBieHne caydaeB A/[IIZK B cembe, 0ka3aHHBIE HA OCHOBE TIPEACTABIECHHBIX
KpUTEpUEB
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CorsacHo pexoMeHmansaM MexayHapoaHoi
paboueil rpymmbl sKcIeproB EBporeiickoro Kap-
quosiorndeckoro obmecrsa amarnos AJIIK moi-
JKEH OCHOBBIBATHCS HAa HAJUYME MAIbIX U 0OJIb-
HMIMX KPUTEPUEB MMEIOIIUX 3JIEKTPOKapauorpacu-
YecKkre, apuTMUYECKHe U THUCTOJIOTHYECKHe TIPH-
snaku (tabm 1) [16, 17].

Hna mmarnoctuxu AJIIJK mocrarouno Haju-
gy 2 Gonmpmmx wam 1 GOAbIIOro M 2 MasbIx
KputepueB, wiau 4 wmanbix KpurtepueB. OHAKO
MHGOPMATUBHOCTh U IUATHOCTUYECKAs 3HAUH-
MOCTb TIPEJJIOKEHHBIX KPUTEPHEB TpedyeT Mpo-
BEPKU B YCJOBUAX AJUTENHHOTO MPOCTIEKTUBHOTO
HaOoieHsT 32 OOJIBIIMM KOJTMYECTBOM TAllieH-
TOB, TIOCKOJTBKY B MAJIOUUCJIEHHOW TPYIIE Tallu-
€HTOB, MPEACTaBJEHHBIX B HacTosIeil pabore,
OCHOBaHMU /g moctaHoBku auarnosa A/IIDK B
COOTBETCTBUE C PEKOMEH][yeMbIMU KPHUTEPUSIMHU,
He Gbio. [18].

[Ipu Bepuduramuu pmarnoza A/IIK 1o
manabiM DKT B 2 ciaywasx Habsroganach sKewy-
noukoBass Taxukapaug (JKT) ¢ mopdomorueit
KOMILJIEKCOB 110 THIly OJIOKaAbl JIEBOH HOMXKKHU
myuka ['mca, B 1 ciaydae Oblia BbisiBIEHA &-BOJIHA
B BHUJE <«3a3yOpUHBI» BOCXOJSIIETO KOJIEHA S-
3yOlla B INPEKOPAMaIbHBIX OTBemeHusix V1-V3,
oTpakaiomiass  OTCPOYEHHYIO  JICTIOJIIPU3AINIO
MuoOKapzaa mpaBoro xemymouka [18]. Xosarepos-
ckoe mouutopupoBanue IKI 3a nepuox HabIIiO-
JIEHUS 3aperuCTPUPOBANIO KEeTYTOUYKOBBIE HAPY-
NIEHUs PUTMAa B BUJE OAWHOYHBIX, TMAPHBIX U
rpynmoBeiX (B 1 ciaydae) MOHOMOP(HBIX >Key-
JNOYKOBBIX aKcTpacuctos. Ilo mamabiM 9XO KI
TONMBKO B 1 ciaydae WMeNnO MeCTO M3MeHEHUe CO-
OTHOIIIEHUS] KOHEYHO-UACTOJUYECKUX Pa3MepOB
MPaBOTO M JIEBOTO JKEJYAOYKOB CEPAIA, PaBHOE
0,55 mpu nopme menee 0,5. Ilpu arom ormeua-
JUCh yMepeHHas TUunepTpodusd MaTUISIPHBIX
MBIIII] U JIOMOJHHUTEIbHASA TpabeKyaa B HUKHEN
TPETU MEXKeayI0IKOBOI meperopoaku. B 1 ciay-
vyae OBLIO BbISIBJIEHO PaCIIUpPEHME TIPaBbIX OT/e-
JIOB CepAlla, MOJOCTU JIEBOTO TpeAcepAuss M WC-
TOHYEHUsI CTBOPOK TPUKYCIU/AJIBHOTO KJATaHa C
HEZIOCTAaTOYHOCThIO 1-2 cTemeHW U HepaBHOMeEp-
HBIM YIIJIOTHEHUEM CTBOPOK MUTPAJIBHOTO U a0p-
TAJIBHOTO KJIATIAHOB, HEIOCTAaTOYHOCTh MUTPAJIb-
HOTO KJamaHa 1 cTemneHW, HEeOJHOPOIHOE IOBBI-
IeHne 9XOTEHHOCTU MEKKeTyIOYKOBOU ITepero-
POJIKM ¥ YIJIOTHEHWE CTEHOK aopThl. B 1 ciyuae
OTMEYaJIOCh MCTOHYEHUE CTBOPOK MUTPATHHOTO U
TPUKYCHUJAIBHOTO KJIANIAHOB C peryprutarueit 1
CTETIEHN, KpPaeBOe YIIOTHEHUE TPaBOil KOpPOHap-
HOU CTBOPDKM aOPTAJbHOTO KJallaHa C pPeryprura-
el 1 cremnenu, NOBbIIeHHE TPaOEKyISAPHOCTH
JIEBOTO JKesyfouka. B 7 ciayuasx Kakux-iubo
CTPYKTYPHO-(PYHKITHOHATBHBIX 9XOKapauorpadu-
YeCKMX U3MEHEeHW# BbisiBIeHO He Obuto. Cnu-
pajbHas KOMIIBIOTEPHAS W MAaTHUTO-PE30HAHCTHAS
Tomorpacdusi B 2 ciydyasX BBbISIBUJIA PaCHIUPEHUE
MPaBOTO JKEMyJOYKAa C WCTOHYEHWEM TeperHei
CTEHKU HA YPOBHE CPEJIHEN TPeTHu; B 7 Ciydasx —

B IEPErOpof0YHON 00JACTH BBIXOAHOTO OTENA
IPaBOTo JKeJaynouka; B 1 ciyyae — B obsacTu Ka-
Ba-TPUKYCIU/IAJIBHOTO Ilepelieika.

4 marpeHTaM ObLIO BBITIOJIHEHO OIePaTHBHOE
BMEIIATEJNbCTBO [0 TOBOMY KEJIYAOUKOBBIX Ha-
pYIIEHWT pUTMa — PaJnO4acTOTHast abJalis K-
TOTIMYECKOro odvara. lIpuuemM y AByX MallMeHTOB
JIAHHAsT TIPOIIEZIypPa BBITIOJIHSIACH JABAKIBI B CBSI-
31 C BO3HUKHOBEHWEM HOBOW apUTMOTEHHON 30-
HbI U TPOTPECCUPYIONINM YXY/IIEHUEM COCTOSI-
Husi. B mocsenyiomem 1 mamuenty ObLT MMILIAH-
TUPOBaH KapAuoBepTep-1eGUOPUILISTOP C IeTbI0
BTOPUYHON TMPOGMUMTAKTUKYA BHE3ATHON CepAedHON
cmeptu. B 1 ciyuaB omepaTuBHOE BMEIIATETHCTBO
HE JI0CTUTJIO abCcOIOTHOTO adhdeKTa, TPOAOIIKAIN
PETUCTPUPOBATLCS  JKEJTYOYKOBBIE 3KCTPACUCTO-
JIBI, 9TO CTAJO TIOKa3aHWeM K Ha3HAaYeHWI0 aHTH-
apuTMudeckoil teparnuu. llanmentam ¢ ymepeHHO
BeIpaskenHbIME TTpusHakamu AJ[IIK (6 moapoct-
KOB) Oblla Ha3HaueHa aHTHAPUTMHUYECKas Tepa-
TS C TIOJIOKUTETBHBIM 3 (hEKTOM.

BrIBOEL
1. Ilockoabky 50% mnarmuentor ¢ AJIIK mpo-
JKMBAIOT B HKOJIOTMYECKU HeOIaronpusiTHBIX paii-
onax Camapckoil 06JacTH, BO3HHKAET HEOOXO/IH-
MOCTb JIETAJIbHOTO WU3YYEHUsSI BJIUSHUE OTPUIlA-
TeJBHBIX (DAaKTOPOB OKPYIKAIOIIEH Cpe/lbl HA TeHe3
JMAHHOUW TATOJOTHH.

2. TIpu BuisBrenun npuszakos AJIIIJK tpebyer-
cs WCKJIIOYEHUE KeJNYyJOUYKOBBIX TaXWApUTMUUA W
3a00JIeBaHMIT CBSI3aHHBIX C MOPAKEHUEM MHUOKap-
Jla TIPAaBOTO JKETYA0YKA.

3. Wcnosb3oBaHne COBPEMEHHBIX UATHOCTHUYE-
CKUX CPEICTB MO3BOJISIET BBHIOPATH aJE€KBATHDIN
nozaxon k rtepanuu AJITIK, ncxomst us morpebHo-
CTU KOHKPETHOTO TaIeHTa.
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CLINICAL EPIDEMIOLOGY, DIAGNOSTIC AND TREATMENTS METHODS
OF ARRHYTHMOGENIC RIGHT VENTRICULAR DYSPLASIA
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Arrhytmogenic right ventricular dysplasia (ARVD) is the disease of myocardium, shown as disturbances
of intimate rhythm and associated with high risk of development the sudden intimate death. In work data
about clinical epidemoilogy of ARVD, methods of diagnostics and treatment are presented.
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