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BHesanHas cMepTh, 0cO6EHHO B MOJIOJIOM BO3pacTe, OCTAeTCs aKTya/IbHOII IIpo61eMoii coBpe-
MeHHOTo ofijecTBa. YacTo MpUUYMHONM BHE3AITHOM CMEPTM MOTYT CTaThb (paTajbHble HapyIIeHMS
putMa cepana. OfHO M3 MPUYMH BHE3AITHOI CeP/IeYHON CMEPTU IO apUTMUYECKOMY MeXaHU3My
MOKeT OBbITh HeJOCTATOYHO JI0 HACTOALIEr0 BpeMeHM M3y4eHHOe 3a00/IeBaHe CepIeYHOll MbIIIIIDL,
JIMEHyeMO€e apUTMOTEHHON KapAMOMMOIATHEN/IUCIIIA3Mel TIPABOTo Kemynodka. beccumnromno
IpoTeKalllee B HaYa/JIbHBIX CTayAX 3abo0JieBaHue MOXKeT IIPUBOJUTD K BO3HMKHOBEHMIO
KM3HEOTMACHbIX apUTMMIE — SKETyJZOYKOBOM TaXMKapuyu U GUOPWIIALMM  SKeTyLOYKOB.
3abo/ieBaHye HOCUT ceMeNiHbIl xapakrep. B HekoTopsix crpaHax Espomnbt ([Janums, Hopserus,
Wtamua wmAp.) cos3faHbl efuHble 0asbl MAHHBIX (perMCTpbl) MALMEHTOB C IMOATBEPKIECHHBIM
IMAarHO30M  apUTMOIE€HHON  Kapauomyuomaruy/ — JUCIUIA3UM  IIPaBOIO  JKEMyJoYKa M MX
POZICTBEHHMKOB. Bemymumu IeHTpaMM 110 M3YYeHUIO JJAHHOTO 3a007IeBaHMSA B HACTOAIee BpeMs
ocrarorcst rpyunsl yueHbx B Mrtammm u I'pemym. B Poccmiickoit @epepanum  ony6nmmkoBaHO
JIOCTaTOYHO MajIo paboT, ONMMCHIBAOIUX IIPOOIeMy apyTMOT€HHON KapAMOMIOIIATIIN/ AVCIUIa3NI
IpaBOTO >KeNyfouka. B o630pe, MOCBAIIEHHOM 3TOMY 3a00/TeBaHMIO, COOpAaHBI COBpeMEHHbIE
JNTepaTypHble JaHHbIe IO 3TOI Ipobeme. IlpencraBieHbl CBefeHMSA O COCTOSIHMM IIPOOJIeMBI
JIMArHOCTUKM ¥ JIe4eHMA MAIMeHTOB C apUTMOTEHHOM Kap/MOMMOIIATHEN/UCTIIasuell MpaBoro
Kemypodka. OnmcaHbl COBpEMEHHBbIE METOMbl NMATHOCTMKI, KPUTEPUM IIOCTAaHOBKM [IMArHO3a,
crpaTuduKanua pycka Mo BHE3aIHOI cepfieTHoll cMepTH, IPOTHO3, TedeHne. [IpoanammsnpoBaHbl
paHHNe MapKepbl 3a00jieBaHNs (aHAMHeCTIYeCKIe Y MHCTPYMeHTalIbHble). bubmiorp. 64 Hass. V.
6. Tabm. 1.

Kniouesvie cn06a: apUTMOT€HHas KapAMOMMOIIATHA/IVCIUIA3NA IIPAaBOTO KNIy OvKa,
BHe3allHasi CMepTb, (GUOPO3HO-XMPOBOEe 3aMellleHNe, >KeIyJOYKOBble HApYLIEHVs pPUTMA,
CeMeIHbII CKPUHIHI.
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Sudden death is a current problem of modern society, especially among young people. The
cause of sudden death can be fatal cardiac arrhythmias. arrhythmogenic right ventricular
cardiomyopathy/ dysplasia (arVC/d) is one of the causes of sudden cardiac death at a young people.
asymptomatic early stage of the disease can lead to life-threatening arrhythmias — ventricular
tachycardia and ventricular fibrillation. arVC/d is an inherited disease. In some european countries
(denmark, Norway, Italy, etc.) based a unified database (registers) of patients with a confirmed
diagnosis of arrhythmogenic right ventricular cardiomyopathy/dysplasia and their relatives.
Currently leading centers for the study of arVC/d remain a group of scientists in Italy and greece.
The russian Federation has published quite few papers describing the problem arVC/d. The review
describes the current state of diagnosis and treatment arrhythmogenic right ventricular
cardiomyopathy/dysplasia, present methods of diagnosis, the criteria diagnosis and prognosis.
anamnestic and instrumental early markers of disease were analyzed. refs 64. Figs 6. table 1.
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