ApuTMOreHHasi KapauoMuonaTusi. Kpurepuu 1HarHOCTUKH.

ApuUTMOreHHasi KapIUOMHOIIATUA/IUCIUIa3Us MPaBoro xeayaodka (AKII/ANIIIXK) -

HacJleficCTBeHHOe 3ab0eBaHNe CepieyHO MBIIIIIH, XapaKTepU3yIoIleecs Mporpeccupyouen
3aMeHOM MBIIIEeYHBIX BOJIOKOH IIPaBOT0 Xenynodka pubpo3H0-KMPOBOM TKaHbIO, KOTOPAs MOXKET
CIyXKUTb CyOCTPATOM [JIsT BOSHUKHOBEHMUS KEJTYIOYKOBEIX apUTMUYN U BHE3AMMHON CEPIEYHON
CMEPTH.

B nocsedHee spems nosisu10Ch 6oablie OaHHBIX 0 MoM, Ymo 3aboes8aHue Moxcem 3ampazusams He
MO/1bK0 Npasblil, HO U /1e8blll KHceayoouex.

B ctpykTtype BHe3anHou cmepTu AKII/AIITK 3anuMaet oT 3% 10 10% B 3aBUCUMOCTHU OT

reorpauyeckoro peruoHa.
Harmon KG, Drezner JA et al. Pathogeneses of sudden cardiac death in national collegiate athletic association athletes. Circ Arrhythm Electrophysiol. 2014 Apr;7(2):198-204

Finocchiaro G, Papadakis M et al. Etiology of Sudden Death in Sports: Insights From a
United Kingdom Regional Registry. ] Am Coll Cardiol. 2016 May 10;67(18):2108-2115
Yactora BcTpeyaeMoctu AKII y cnopTcMenoB gocturaeT 6% y nuil Monoxe 18 net u 18% y nun
crapiire 35 neT.

Tabib A, Loire R, Chalabreysse L et al. Circumstances of death and gross and microscopic
observations in a series of 200 cases of sudden death associated with arrhythmogenic right
ventricular cardiomyopathy and/or dysplasia. Circulation. 2003 Dec 16;108(24):3000-5

[To manubM aHanu3a 1930 cnyyaeB BHe3amHOM cepaeyHor cMepTH Obisio BegBIeHO 200 crydaes
AKTI/AITTXK (10,4%): 108 myxkuuH 1 92 XKeHIUHE, CpegHUM Bo3pacT - 32,5 u 34,5 roga
COOTBeTCTBeHHO. CpegHU BO3PacT BHE3amHOU cMepTH y 00/bHBIX ¢ AKII, 3aHHMAIOMUXCS CIIOPTOM,
coctaBui 23 roga.

Ha CeFOI[HHHIHI/IfI OEHb ITPU JaHHOM 3ab0J1eBaHUH 3allpelieHbl 3aHATUA CIIOPTOM.

B Hacrosmee Bpemsa g puarsoctuku AKIT pekoMeHnyeTCs UCIIONIb30BaTh HOBEIE KpuTepuu Ilamyu.
Corrado D, Perazzolo Marra M, Zorzi A et al.Diagnosis of arrhythmogenic cardiomyopathy: The Padua criteria. Int J Cardiol. 2020 Nov 15;319:106-114

[duarnocruueckue kareropuu IlagyaHCKHX KpuTrepues

. MopdbodyHKIMOHATEHEIE U3MEHEHUS KETyA0UYKOB
. CTpyKTypHBEIE U3MEHEeHHS MUOKapaa

. Hapymenus mpoiiecca pemonsipu3anuu

. Hapymienus mpoiiecca genonsipu3aluu

. 2Kenyno4KoBLIE HapyLIeHUsS PUTMa

. CeMeliHbIM aHaMHE3

YUl WN -

BapuanTsl puarso3a AKII cornacHO HOBBIM KPUTEPUAM

* «OnpepeneHHBIN» OUATHO3: HaMuyue 2 00IbIINX KPUTEPUEB MIH 1 OOIBIIOro U 2 MaJIbIX HTH 4
MaJIbIX KpUTEPHEB U3 Pa3HBIX KATETOPUH.

* «[TorpaHUYHEIN» AMATHO3 - Hamuuue 1 60bIIoro u 1 Masoro WM 3 MaJlkIX KPpUTEPHUEB.

* «BOo3MOXHBII» quarHo3 - Hanuyue 1 OOJIBIIOro MM 2 MaJibiX KpUTepues (=1 U3 rpynmnst
MOP(PODYHKIMOHANIBHEIX U/UTU CTPYKTYPHEIX U3MEHEHUM).

* «BUBEHTPUKYNSPHLIN» BaDUAHT - BEIIBIEHUE = 1 KpUTEpUs U3 rPynnsl MOPGHODYHKIMOHATIBHBIX



H/HMJIM CTPYKTYPHBIX U3MEeHEHU KakK MPaBOro, TaK 1 JIEBOTO XKeIyooyKa.

* «JleBO-MOMUHAHTHBIN» BapUaHT BCTpPeYaeTCs y MallMeHTOB, Y KOTOPHIX HAOII0MAI0TCS CTPYKTYPHEBIE
(c MmopbodyHKIIMOHATPHEIMUA HapPYIIEHUSIMU UM 0€3 HUX) aHOMaJIiK JIEBOTO KeJIyI04YKa, a TaKkKe
Ha/lIn4re MyTallu¥ TeHa, BuI3biBatomer AKII, Ipy OTCYyTCTBUM BOBJIEUEHUS ITPABOT0 KeIyo0ouKa.

Kpurepuu Ilagyu miss guarHocTuKH AKII

IIpaBeii xkKenymouek (AIIITXK),
KaTteropus OONO/THeHHbIe MTHAarHOCTHYECKHEe
Kpurepuu ITF 2010 r.

JIeBBIH XKeJTyI04YeK, HOBbIe
Kpurepuu Ilagyu

Tannbie 3XO0-KT, MPT,

aHruorpaduu

ODauubie IXO0-KI', MPT, Bonbimoi Kputepuu

aHruorpadpuun * I'nobanbHas

Bonbine Kxputepuu JIeBOXKeNyNoYKoBas AUCHYHKINST

* PernoHanbHas aKMHE3USI, (! ®B unu | rnobanbHOMI

OUCKWHE3Us + OOUH U3 TIPOMOJIbHOM medopMaliiu) C NN

HUXKENEepeYruCIeHHbIX: 0e3 gunaramuu JIK (T KOO JI2K
MopdodyHKIMOHaTBHEIE 1) mpunatamusa [T2K (T KOO ITT2XK); B COOTBETCTBUU C BO3PACTOM,

JKeNyJoYKOBEIE U3MEeHEeHHUsT 2) cucTonudeckas nucyHkiwms [12K 1moioM U mimoiafbo
(! cCoOKpaTHTeIbHOMH CIIOCOOHOCTH IIOBEPXHOCTH TeJIa)

I12XK) Marblii KpUuTEepuu

Manblii KpUTepun ¢ PerroHasnbpHasa

* PernoHanbHas JIeBOXKEJIyA04YKOBas

[IpaBOXKeJIyLOYKOBasA aKuHe3us, TUNOKUHE3Us UOU aKUHe3UsI

OUCKWHe3Us, aneBpuaMa cTeHku 12K crenku JIZK u/unu
MeXKXKeJyI04YKOBOI
TIePEropoaKu

Bonbine xputepun
» TpaHCMypalIbHOE HaKOIJIEHHUE

KOHTpacTa npu nposefenud MPT B Bolblloy Kputepuu
2-x mpoekuuax B = 1 cermente [12K ¢ BuisiBnenue npu MPT = 1
(BBIBOOHOM OTHENI, BXOMASIINH 0THesN, cerMeHTa ¢uOpo3a MrOKapaa B

CTpyKTypHBIE
BepXyIlKa) BUJi€ I10JIOC B 2 OPTOrOHAJIBHEIX
MUOKapAuaIbHbe ,
A3MEHCHIS ¢ [1o pesynbraram IIPOEKIXSIX B CBOOOOHOM CTeHKE
9HIOMHOKapaHa/IbHOU Ouoncun JIXK (cy6anukapauanbHO UITH
(orpaHVYeHHBIE II0OKA3aHUA): CPEOUHHO MUOKapAUabHO)

bubpo3Hoe 3aMeleHrie MUOKapaa B W/WJTH IePeropoaKy
> 1 obpa3lie, C KUPOBON TKAHBIO
unu 6e3 Hee



BoJbLIoN KPUTEPUI
» UuBepcus T 3y010B B IIpaBHIX

rpynHeix oTBegenusax (V1, V2, V3) y
JIULI, TIOJIHOCTHIO IPOLIEIINX
my0OepTaT (IpU OTCYTCTBUY MIOTHOU

BITHIIT) . .
Manwii KpUTEpuu
Marbie KpUTEPUN

Hapywenus . » MuBepcus T 3y0110B B JIEBHIX
pemnonsgpu3alun ¥irBepcns T syOnos B V1, V2 y IPYOHBIX 0TBefmeHusx (V4-V6)

JIUL, TIOJIHOCTHIO IPOLIEIINX "
o P A . Ipu oTcyTcTtBuu nonHou BJIHIIT
ny0OepTaT (Ipu OTCYTCTBUY MIOTHOU

BITHIII)

» UuBepcus T 3y6uos B V1, V2, V3 u
V4 y nu1i, I0JTHOCTBIO IPOLIEeAIINX
nybepTaT (Mpu HaIU4YUU MTOJTHON
BITHIII)

Mansie KpuTepuu
¢ OIICUJIOH-BOJIHA

(HU3KOaMIJIUTYOHBIM CUTHAI MEXAOY
OKOHuYaHmeM KoMiniekca QRS u
HaydajoM 3ybua T) B paBhIX
IPyHOHBIX 0TBemeHusax (V1-V3)

* TIpomoMIXUTEIbHOCTh KOHEUHOM
aktuBaiuu QRS =55 Mc (ot
BepiIuHH 3y61a S mo kouila QRS
BKiIoyas R’) B otBegenusax V1-V3
npu otrcytcTBuM noiaHou BITHIIT

BobI0i KpUTEpUin
* YacThle XKenyJ04YKOBEIE

3KcTpacuctonsl (>500 B cyT),
yCTOWYMBAs UJIM HEYCTOMUMBas
XKeNyoo4yKoBas TaXUKapOus C
mopdonorueu BJTHIIT

Marblii KpUuTepuu

* YacThle XKenya04YKOBEIE
3KcTpacuctomsl (>500 B cyT),
HEeIIoCTOsIHHA HJIU CTOMKas
XKeNymo4yKoBas TaXUKapOus U3
BRIBOOHOTO oTaena [12K

bonwime Kputepuu
* [luarao3 AKII noaTBepKAeH y POACTBEHHUKOB II€PBOU CTETIEHU

POACTBa (COTJTaCHO KPUTEPUIM AUarHO3a Ui MOP(OIOTHYECKN)

» Iuaruo3 AKII noaTBepXKaeH IPU BCKPLITUY UJIN XUPYPTUYECKOM
BMeIIIaTeIbCTBE Y POOCTBEHHMKA [IEPBOM CTEIIEeHU POLCTBA

* Hanuuue maTOreHHOU UJIM BEPOSATHO TaTOT€HHOU MyTallly,
accouumnpoBansoii ¢ AKII, y nauueHTa

Mansie KpuTepuu

* Hanuuue AKII y poncTBeHHUKa IEPBOY CTEIIEHU POACTBA, KOrga HeT
BO3MOZKHOCTH ONPENENIUTh COOTBETCTBUE (PeHOTHUIIA YIeHa CeMbU
KPUTEPUSAM JIUar€o3a

* BHe3anHas cMepTh B CeMbe Y POLCTBEHHUKA II€PBOY CTENIEHU
POOCTBa B Bo3pacTe Oo 35 neT u3-3a Bo3MoxkHOU AKII

» Hanuuue noarBepxkaerHou AKII y pogcTBeHHUKA BTOPOU CTEIIEHU
POACTBa

Masibiii KpUTEepPHi
e Huzkui BospTaxk QRS (<0,5

MB) B cTaHOAPTHBEIX OTBEAEHUSIX
(Ipu OTCYTCTBUU OKUPEHMUS,
3M@u3eMHI, TepuKaparaIbHOT0
BRITIOTA)

Hapymwenusa
Lemnosapru3auu

Marnblii KpUuTepuu
* JacTeie KeNyI0YKOBHIE

3KcTpacucTonsl (>500 B cyT),
YCTOMYUBEIE UJIU HEYCTOMUYUBEIE
JKenyooYKOBbEle TaXUKapOUH C
Mopdomnoruer BITHIIT
(ucknroyas pacCuuKyIIpHEIE)

}KGHYJIOI-IKOBLIG dAPpUTMHHN

CeMeUHbBIN
aHaMHe3/TeHeTHKa

ITXK - npasvtii scenydouek, JIK - neeviil scenydouex, KIIO — koHeuHbil duacmoauveckull o6vem, OB - ppakyus evibpoca, BITHIII — 6.a0kada npagot Hoxcku nyuka I'uca, BJIHIIT —



6.s10kada seeotl Hodcku nyyuka I'uca

Gottschalk B, Gysel M et al. The use of fontaine leads in the diagnosis of arrhythmogenic
right ventricular dysplasia. Ann Noninvasive Electrocardiol. 2014 May;19(3):279-84

[Tpu peructpauuu IKI 1o PoHTENHY YYBCTBUTEIbHOCTh NETEKIIUU 3IICUJIOH-BOIHEL T Ha 66%, 4TO
103BOJIsIeT 1 OQUarHOCTUYECKYIO0 TOYHOCTH y ImanueHToB ¢ AIIITXK.

Zaidi A, Ghani S, Sharma R, Oxborough D et al. Physiological right ventricular adaptation
in elite athletes of African and Afro-Caribbean origin. Circulation. 2013 Apr
30;127(17):1783-92

Pa3Mepsl IpaBoTo XKenymoyka Y YePHOKOXKUX BHICOKOTPEHHPOBAHHAIX CIIOPTCMEHOB MOT'YT IOCTUTATh
OUarHOCTHUYeCKUX Kputepues AJIITTXK.

D'Ascenzi F, Solari M, Corrado D, Zorzi A, Mondillo S. Diagnostic Differentiation Between
Arrhythmogenic Cardiomyopathy and Athlete's Heart by Using Imaging. JACC Cardiovasc
Imaging. 2018 Sep;11(9):1327-1339

IuddepeHnmranbHas UarHOCTUKA MEXKAY apUTMOTEHHOM KapAUOMUOIIaTUEN IIPABOro XKeNyaodKa 1
CepphLeM CIIOPTCMeHa BKJII0UYaeT METOIbI BU3yaIu3allui U KOMITJIEKCHbIE KITUHUYECKHE ITOAXObI, B
T.4. 9KI.

3ak/iIroueHue

* ApuTMOTreHHas KapAUOMHUOIaTHs (aPUTMOTeHHAas OUCIUIa3us TPABOTo KeTyaouka) - 3a00eBaHue,
KOTOPOe MOXKeT BCTpedaThCs B 1I000M BO3pacTe.

o Ing puaraoctuku AKIT Heo6X0OuMO UCII0/Ib30BaTh HOBLIE, COBPEMEHHEIE KPUTEPUHU, YUUTHIBAIOIINE
TIaTOJIOTHIO He TOJIHKO ITPABOT0, HO U JIEBOTO XKeTyN0YKOB.

* BcTpeyaloTcs «1eBO-IOMUHAHTHEIE» BAPUAHTHL DAHHOTO 3a00JieBaHUS C U30IMPOBAHHBIM
nopakeHueM JIeBOTO KeTyJouKa.

BOIIPOCBI

MosicHo 1u nocmaeums duazno3 AKII 6e3 npoeedeHusit MPT cepdua?
OcHoBHBIE 00JIBINNE KPUTEPUH (CTPYKTYPHBIE U QYHKIMOHAJIbHbIE H3MEeHEeHUSI MUOKap/a) COTJIacHO
HOBBIM OUArHocTuyeckuM Kputepusam AKII cTposTcsa Ha oCHOBaHMM HaHHBIX MPT ceppana.

Kak duggeperuupoeams «cnopmueHoe» cepoue u apuimmoz2eHHy0 ducna1a3uio npasoz0
acenyoouka?

Hanuyme ceMelHOro aHaMHe3a, HaTMYue U30JIMPOBAHHOTO PACUIMPEHUS BEIBOTHOT'O OT/ENA TPABOT0
JKeNymouka, u3MeHeHu# 3youa T u T.[. - BCe 3TO TOBOPUT B MOJIb3Y TOTO, YTO Y MALlMEHTa
apUTMOTEHHas OUCIIa3us IPaBoOro Xelynodka.

Haauuue makoz2o npu3Haka, Kak Hadsuce 1y004Koa8blll 2pedew ok, ecezda q1u umeem
namo./io2uyeckoe 3HaueHue?

V3071MpOBAaHHO HE UMEET MATOJIOTNYeCKOT0 3HAUYEeHHU s, T.K. OTHOCUTCS K MaJIbIM TUArHOCTUYECKUM
kputepusMm AITIK. Ecnu gaHHBIM IPU3HAK COYETAETCS C APYTUMHU (B 0COOEHHOCTH C 6OIbIIMMU
KPUTEPUSIMH), TO UMEET 3HAUEHHUE.



