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Kosanbosa O.M.", HikoHos B.B.", )KypasaboBa A.K.", HikoHosa B.B.?,

KiHoweHko €.1.", barypuHcbkmm M.I1.°

"XapKiBCbKiVi HALIOHQABHUKM MEAMYHWA YHIBEPCUTET, M. XQPKIB, YkpQiHa

2A\Y «IHCTUTYT OXOPOHM 3A0POB 51 AiTevi Ta nianitkiB HAMH YkpaiHn», M. Xapkis, YkpaiHa

SXQpKIBCbKMM HALIOHAAbHW YHIBEPCUTET [oBITRSIHMX CuA iMeHi IBaHa Koxkeay6a, M. XapkiB, YkpaiHa

APUTMOreHHUM NOTEeHUIAA KapAioMionarTin

Pestome. Cmamms micmums o2as0 aimepamyprux nayroeux oxcepen danux MEDLINE na naamegopmi PubMed,
Web of Science, Scopus uj00o nopyuters pummy y Xe0pux 3 apummoeeHHuMu Kapoiomionamiamu. Bionogiono do
MINCHAPOOHUX peKoMeHOauill NOOaHO BU3HAYEHHS apUMMO2eHOi Kapdiomionamii npagoeo WAYHOUKa, apummo-
2eHHOI Kapdiomionamii 1i60eo wiayHouKa, bieeHMpuKyaspHe ypaxcenHs cepuys. Jlns eepughikayii munie apum-
MoeenHoi kapdiomionamii nasedenuil areopumm diacHocmuyHo2o npouecy Ha niocmaei Iladya-kpumepiis. Ha-
6edeHa enekmpokapoioepagiuna XapaKmepucmuka HaAOWAYHOUKOBUX MA WAYHOUKOBUX APUMMIL ma iX KAIHIYHA
Mawighecmauis y xeopux 3 apummozeHHumu Kapoiomionamiamu. 32i0H0 i3 cy4acHumu ys81eHHAMU NiOKPECAeHO
3HAYEHHs 2eHOMUNY V GOPpMYBaHHi apummiunoeo genomuny npu Kapodiomionamisx. Jlikyearona cmpameeis
apummiil 8xkAHAE apmaKomepanio ma iHea3ueHi memoou. Buceimaeni nokazanus 04 NPU3HaA4eHHS AHMIU-
apuUMIMHUX NPenapamie Xeopum 3 apummo2eHHUMU Kapoiomionamismu 3 0eas0y Ha Kainiuni cumyauii. Hasedena
poab abasauyii apummoeenHo2o cybcmpamy ma imnaanmauii kapoiosepmepa-odegiopussmopa é npogiraxmuyi
panmoeoi cepyesoi cmepmi Xeopux.

Ki104oBi cioBa: apummoecenna kapoiomionamis npago2o WAYHOUKA,; apummo2eHHa Kapoiomionamis 1i602o

WAYHOUKA; apumMmii; 2eHOMUn-apummivHuil heHomun; AiKyeaHHs

Bctyn

ApPUTMil MOXYTb CIPUYMHUTH 3arPO3JIMBI YCKIaTHEHHS
0araTboX 3aXBOPIOBAaHb, aJie 3Ae0LIbIIOTO € CYITyTHUKA-
MU KapJiadbHOI MaTOJOTil i MPUETHYIOTHCS 10 KIJIIHIYHOTO
nepebiry Ha pi3HUX eTarax TpaHc@opMallii 3aXBOPIOBaHb.
Y NoBCsSKIeHHII MpaKkTUlli TTPU BUSBJICHHI apuTMii mepes
JIiIKapsIMU MOCTA€ TOJOBHE 3aBJaHHS CTOCOBHO BCTAHOB-
JIEHHSI TIOXOKEHHSI TIOPYILIEHb CEPLIEBOTO PUTMY, OCKIJTbKU
caMe JiarHo3 OyJe MpOBiHOIO BKa3iBKOIO IIOJAO0 BEIEHHS
XBOPOTO i MpU3HAYEHHS aaeKBAaTHOIO JIiKyBaHHs. 3a Jac
opMyBaHHSI rayry3i apuTMOJIOTIi OyJI0 JOCSTHYTO 3HAYHUX
YCHiXiB Y BU3HAYEHHI €TiOJOriYHUX BUTOKIB apUTMiil, Me-
XaHi3MiB PO3BUTKY, KJIiHIYHUX TPOSIBIB Ta IXHiX HACJIIKIB.
Bysio cTBopeHO apceHan aHTMAapUTMIYHUX IpernapariB, ix
Kmacugikalliro 3ajexXHo Bil MeXaHi3MiB BIUIMBY Ha eJIeK-
TpoiziosoriyHi XapaKTepuCTUKH, ITOKa3aHHS Ta TPOTH-
MoKa3aHHS NPU3HAUYEHHSI XBOPUM 3 METOIO BiIHOBJIEHHS
CUHYCOBOTO pUTMY ceplist. CriocTepexkeHHs 32 XBOPUMU
Jajy 3MOTY BUIUIUTU MATOJIOTiYHI CTaHM, BiAMOBigaIbHi 3a
BUHUKHEHHSI apuTMiii. Enizonu 1muiyHOUKoBoOi Taxikapail

Ta QiOpMIISLIIT MITYHOUKIB, IIIO PEECTPYIOTHCS BIIPOITOBXK 48
TOJMH BiJ MoyaTky iHMapKTy Miokapaa, € mpeauKTopaMu
HECTIPUSITIMBOTO MPOTHO3Y 1151 xBopuX. LILTyHOUKOBI apuT-
Mil MPY TOCTPOMY KOPOHAPHOMY CUHAPOMi OOYMOBJTIOIOTh
rOCIiTaJbHy CMEPTHICTh XBopux. [lalieHTH 3 XpOHIYHOIO
ilmemMiuyHoO0 (KOPOHAPHOI) XBOPOOOIO ceplisl 3 aHaMHe-
30M apUTMiii Ta MPOBEAEHHSIM IOMNEePEeIHbO peaHiMalliiiHIX
3aXO0JiB CTAHOBJISITH KAaTEropii 0cid 3 BUCOKUM PU3UKOM
cmepri. CepliieBa HEOCTaTHICTb, OCOOJMBO 3i 3HMXEHOIO
¢pakiii€o BUKUIY JiBOro ILIyHOYKA BHACTIIOK apTepialb-
HOI TirepTeH3ii, MioKapauTy, eHIOKPUHOTIATII, € TPUTEPOM
apuTMiii. MeTabo:1iuHi MopyleHHs, OKCUIATUBHUI CTPEC €
1atodizioNoriyHO0 MIaT(GOPMOIO aPUTMOTEHHOTO CyOCTpa-
TY IIPU eKCTpaKapaialbHUX MEPBUHHUX YPAKEHHSIX — eJIeK-
TpUYHA TpaBMa, OTIiKH, BILUTUB TOKCUIHUX PEYOBUH TOIIIO.
OcTaHHIMM pOKaMu 3HAYHY YBary o0 MpUYUH apuTMiid
MIpUBEPTAE TeTepOreHHa Ipyra 3aXBOPIOBaHb, IKi 00’ eHaHi
y3araJbHeHUM TepMiHOM «KapzaiomionaTii» (KMII) Bixmo-
BiIHO 10 CTPYKTYPHUX YpaxkeHb MioKap/a 3 OCIiIOBHUMU
(byHKLIIOHATLHUMY 3MiHAMU Ta BAHUKHEHHSIM (haTaJibHOTO
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Haykosum orasa / Scientific Review

ClIeHapilo y BUTJISIAL panToBoi cepleBoi cmepTi. Crienm-
GiuHOI0 XapaKTEePUCTUKOIO KaplioMionariii € pi3Hi BUAU
MOPYLIEHb YaCTOTHU Ta PUTMY CEPILISl, 3aTPUMKU IMOLIUPEHHS
eJICKTPUYHOTO iMMYJIbCY Ha Pi3HUX MiITHKAX MPOBiTHOT
CUCTeMU ceplis. Y 3arajbHill KJIiHIUYHil isSUTbHOCTI iCHYIOTh
MEeBHI TPYIHOIII B JiarHOCTUIII KapaioMiomaTiii, BeAeHHi
XBOPMX, BU3HAUYEHHI IIPOTHO3Y, BUOOPi ONTHUMaIbHUX 3a-
XOiB IIEPBMHHOI Ta BTOPUHHOI MPOQiIaKTUKKN parTOBOI
CepleBOi CMePTi, TOMY MOTAUOJeHHsI 3HaHb JIiKapiB CTO-
COBHO 1Ii€1 TEeMaTUKM BKpali BaXJIMBe.

BM3HAYEHHS TA KAIHIYHO MaHidecTauis
APUTMOreHHOI KapAiomionari

®dopmyBaHHS yaBJIEHb PO KapAioMionaTii MpoMIIIO
TPpUBAJINI LIIJISIX — Bill aBTOIICIHHUX TOCTIIKEHb CEpIIs Ta
BUSIBJICHHSI CTPYKTYPHUX 3MiH MioKapna A0 aHajli3y pe-
3yJIbTaTiB (Pi3MKAIbHOTO 00CTEXEHHS MAaLliEHTiB. 3HAYHOTO
nporpecy y BuBueHHi KMII Oyno mocsarHyTo 3aBusiku 3a-
CTOCYBaHHIO €1eKTpOodi3ioIOriyHMX METO/IiB Ta TEXHOJIOTI
Bi3yauizaii cepiist, cchopMoBaHoO KiacudikalliiiHi kareropii
KMII, gKi mocTiiiHO JOMOBHIOBAJIMCS Ta OHOBJIIOBAIUCS.
YV HacTaHOBI €BpOIECHKOIO TOBAPUCTBA KAapIioJOTiB 3
BeaeHHst KMIT 2023 poky (nani — pexkomenaatiii ESC 2023)
noJaHo Taki KiacugikalliiiHi KaTeropii KapaioMiomnariii:
knacuuHi peHotunu — rineprpodiuna KMII, nunarauiiina
KMII, pectpuktuaa KMII, apurmorenna KMII mpaBoro
LIJTyHOUKa; HOBUIA heHoTHN — Heawnataniina KMIT niBo-
ro IJTYHOUKA; 03HAaKM Ta CMHAPOMHU, acolliiioBaHi 3 (heHo-
tunamu KMII, — rineprpabexymsaiis (HEKOMIAKTHICTD)
JIIBOTO IIUTYHOUYKA, CUHAPOM Takoly6o [1]. KoxxHomy TuIy
KMII nputamaHHuii cielugiyHUi KIiHIYHUNA CUHAPOM,
JIO CKJIQy SIKOTO BXOJSITh apUTMIl, SIKi TPATUIsIIOThCS 3 Pi3-
HOIO YaCTOTOIO cepell OKpeMux (opM ypaxkeHb MioKapa.
Haitgacrinie mopyieHHsT pUTMY CepIIsl PEECTPYIOThCS TTPU
aputMoreHHMX (popmax KMIT, 1110 3Hai11110 BimoOpaXkeHHs
B TEpMiHOJIOTIYHOMY BU3HAYEHHI.

Apummoeenna KMII npasoeo wiaynouxa (AKMII npasoeo
WAYHOYK@) € 3aXBOPIOBAHHSIM CEPLIEBOrO M 5132, 1110 XapaK-
TePU3YETHCS MOTO TIPOrpecyovoto arpodieto, maToyoriv-
HUM 3aMillleHHSIM KapJioMioluTiB (piOpO3HOI0 TKAHUHOIO,
sIKe TIOUMHAETHCS 3 eImiKapaa Ta MPOrpecye 10 TpaHCMY-
PaJIbHOTO YPaKe€HHSI 3 PO3BUTKOM CTPYKTYPHUX aHOMAaJiit
Miokap/a, TiepeBakKHO MPaBOTo IMUIYHOUKA, 1110 CYITPOBO-
JKYETHCSI 3HUKEHHSIM CKOPOTIMBOCTI Miokapja Ta/abo
PO3BUTKOM IIJTYHOUKOBUX apUTMiii [2]. 3rimHo 3 HacTaHO-
BaMU eKcrepTiB poboyoi rpynu 1994 p. 6yino po3pobieHo
niarHocTuyHi kputepii AKMII nmpaBoro niyHouka, mody-
IIOBaHi Ha CTPYKTYPHUX, TiCTOJIOTIYHMX, eJISKTPOKapmiorpa-
¢ivnnx (EKT), kniHiuHMX 03HaKax, ciMeifHOMy aHaMHe3i
[3]. ®okyc kpuTepiiB 1994 p. cipsMoBaHO Ha MaHicdecTa-
11i10 TTOPYIIEHb MPAaBOTO IIJTYHOUKA, BOHU TepeandavamThb
BiZICYTHICTh a00 He3HAaUHe ypaxKeHHs JiBOro ILIyHOUYKa
3 METOI0 BUKJIFOUEHHS 3arajJibHUX 3MiH ceplisl BHACTII0K
immeMiuyHoi XxBopobu cepiis abo nunatauiitnoi KMII. 3a-
MPOMOHOBaHI KpuTepil Oynm cenndivHi, ajge iMm 6paKkyBaIo
YYTJIMBOCTI, TOMY BOHU OYJIU ONTOBHEHI Ta oHOBJIeHi B 2010
p. Ha TiACTaBi BIPOBaIXXEeHHsI METOMAIB Bidyasizallii, IK-0T
exokapmiorpadis Ta ejaeKTpodiziosoriyHe ITOCTiIKeHHS
cepud [4]. 3 orsamy Ha 3aCTOCYBaHHS PO3IIMPEHUX MOX-
JIMBOCTEN aHriorpadii, MarHiTHO-pPE30HAHCHOTO J0Ci-

JKEHHS ceplisl 3 BUKOPUCTAHHSIM KOHTPACTHOI PEYOBUHU
(rajoftiHiii) TOCHIAHUKY BUSIBUJIM Y XBOPUX 3 apUTMisIMU
3aJlydeHHs A0 MaTOJOTiYHOIO IIPOIeCy He TiUIbKU IIpaBO-
ro IIUTYHOUKa, a i y JIeSIKMX BUMAaIKax JIiBOro IUTyHOUKa i
OiBEHTPUKYJISIpHE ypaxkeHHs. JIJIs1 LIMX BUTIaIKiB y HAyKOBil
JIITEpaTypi BXXUBAIOTh y3aralbHEHUI TEPMiH «apUTMOTeHHa
KMIT», ane B pekomeHaauisx ESC 2023 36epekeHo BU3HA-
yeHHs «apuTMoreHHa KMII mmpaBoro nuryHouka» [1].

Hnsa Bepudikanii Tunis aputmoreHHoi KMIT kapmio-
JloramMu MeaudHoro yHiBepcutety Ilamya (Itanisa) Ha min-
cTaBi pe3yJibTaTiB 00CTEXEHHSI XBOPUX MOAU(DiIKOBAHO
AJITOPUTM J1iarHOCTUYHOTO MPOLIECY, 1110 OTPUMaB Ha3BY
[Mapgya-kpurepii [5]. KiitouoBumu eneMeHTamMu aiarHoc-
TUYHOTO TOIIYKY BUOpaHi TaHi, OTpUMaHi Npu eJeKTpo-
KapaiorpagidyHOMY 00CTEXEeHHI XBOPHX, XOJITEPiBCHKOMY
MOHITOPYBaHHi, Bi3yasi3allii ceplisi, FeHETUYHOMY TECTYy-
BaHHI i1 32 HasSIBHOCTI CHelliaJJbHOro moKa3aHHs (MioKap-
IIAT, CAapKOino3) — eHIoMioKapaiajabHili Oioricii. 3aBasaKu
aHali3y KoMOiHallil 3aIponoHOBaHUX KPUTEPiiB dikapi
OTPUMAJIM MOXKJIMBICTb AiaTHOCTYBATU HE TUJIbKY KJIACUYHY
AKMII npaBoro nuiyHouka, aje il BU3Ha4aTu ypaxKeHHs
JIIBOTO IIUTyHOYKa abo 000x muryHoukiB. [lomioHOo mo 3a-
MpoTnoHoBaHUX nonepeaHbo B 2010 poiti, giarHOCTUYHI
[Magya-kpuTepii Oy0 MOMIEHO HA «BEJIUKi» Ta «MaJli» 3
HaJIEXKHICTIO 10 TaKUX IpyT: MOpODYHKITIOHAJIbHI TILTY-
HOYKOBI aHOMaJIii 3a JaHUMU exoKapaiorpadii, MarHiTHO-
PE30HAaHCHOTO JTOCHIIXKEHHS Ceplisl; CTPYKTYPHi aHOMaUTil
MioKap/a 3a JTaHUMU MarHiTHO-pPe30HAaHCHOTO AOCIIIKEH-
HsI Ceplisl 3 TadoJIiHieEM; MMOPYIIEHHS peItojspu3allii Ta
nenoJspu3allii cepiis 3a TaHUMU eJieKTpoKapaiorpadii;
LIJIYHOUKOBI apUTMii; ciMeliHUi1 aHaMHe3/pe3yIbTaTh Ie-
HETUYHOTO TeCTyBaHHSA [5].

YV npakTUYHil OisIIbHOCTI JIiKaplo MOTpiOHO 3BepTaTU
yBary Ha ejJeKTpoKapmiorpadiqHi aHoMaJii B KOMILIEKCI 3
ApUTMISIMU, 1110 € MiACTaBOO I Mifo3pu y XxBoporo AKMII
MpaBoTO NUTYHOUKA. JI0 «BETMKUX» eleKTpoKapmiorpadiu-
HUX MapKepiB MOpyIIeHHSI MPOLIECiB pernosspu3aliii cepiist
BimHeceHo iHBepcito 3youiB T y mpaBux rpyIHUX BilBeIEH-
Hsx (V1, V2 ta V3) 6e3 o3Hak 6;10Kaay npaBoi HiXKY Mydka
lca. 3MiHM TIpolIeCiB AenoNsipy3allii y XBOPUX MPOSIBIIsI-
I0ThCSI TTOSIBOIO eTICUIOH-XBUJII. Lle BinTBOptoBaHi curHamu
HU3bKOI aMILTITYIM MiX KiHlieM komriuiekcy QRS Ta no-
yaTtkoM 3yO1st T y mpaBUX TpyIHUX BiIBEIEHHSIX — «MaJli»
[Manya-kputepii. be3nepeyHo, s 3aKIIOYHOTO /1iaTHO3Y
XBOpPOTro HEOOXiIHO HAMpaBUTHU Ha IOJajbllle 00CTEeXEeH-
HSI 3 METOIO BUSIBJICHHSI CTPYKTYPHUX Ta (PYHKITIOHATBHUX
aHOMaJlili ceplis 3a 1OMOMOrolo exokapaiorpadii Ta Mar-
HITHO-pe30HaHCHOI ToMorpadii 3 BBeIeHHSIM KOHTPACTHOL
PEYOBUHM.

Apummoeenna (ducnaazis) KMII rieoeo uinynouxa (AKMIIT
21i6020 wayHouka) — 1ie crietgivyHe 3aXBOPIOBaHHS 3 Ba-
piabGeabHOI0 (heHOTUIIOBOIO €KCIIPECIEI0, SIKE OCTAaHHIMU
pOKaMU BiTHECEHO JI0 I'PYIHU TiMMOKiHEeTUYHOI HeauiaTa-
uiitnoi KMIT [6]. INnmokinetnuna Heamnartamniiina KMIT,
mopsia 3 kiacuyHoro muartaniiioro KMII, B HacTaHOBi
ESC 2023 nocinae HanexHe Miciie. Lleit TepMiH 3’sIBUBCS
Brepiie B pekomeHaauisx ESC 2016, y sikux ekcrneptu 3a-
MPOTIOHYBAJIA MPOBECTU peBizito auarauiitHoi KMIT ta
nonatu (peHomeH HeaunataiiliHoi KMII y Burisiai HoBoi
HO30JI0Tii 3 BKJIIOUEHHSM 1i 10 KJIiHIYHOI TTpakTuKu [7].
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l'imoxinetTnuna Hemmnatauitina KMIT xapakTepusyeTbest
JIIBOIIUTYHOUYKOBOIO 200 0iBEHTPUKYJISIPHOIO CUCTOJIYHOIO
mucohyHkiero 6e3 nuararii (OB < 45 %) B ymoBax BimcyT-
HOCTi reMOIMHAMIYHOTO TlepeBaHTaXXeHHs a00 KOPOHAPHOT
xBopobOu cepiisi. AKMII niBoro nutyHouka MOpdoJIoriyHO
XapaKTepU3YETHCS 3aMillleHHSIM MioKapja JIiBOTO LTy~
Houka (piOpO3HO-KUPOBOIO TKaHWHOKW. PiOPO3 MoYrMHAa-
€TbCS 3 cyOemniKapaialbHOTO 1Iapy Ta MOIIUPIOETHCS 10
cyOeHIoKapaiaJbHOTO 1Iapy, MTPU3BOAUTH 10 PeriOHApHO1
rimokiHesii Ta aKiHe3ii, 1110 CYIPOBOIKYETHCS HOPMab-
HUMHU a00 He3HAYHO 30iIbIIEHMMH pO3MipaMM JIiBOTO
IIJIYHOUYKA Ta HOPMaJIbHOIO 200 HE3HAUYHO 3MEHILEHO0
CHUCTOJIIYHOIO (DYHKIII€IO JTiBOTO LIJTYHOUKA, B TIOJATbIIIOMY
1o noripimieHHs dpakiii Bukuay [8]. Lli mokazHuKu Bin-
HOCSITB 10 «Majux» MopdodyHKIioHanbHuX [lamya-kpu-
TepiiB AKMII niBoro nutyHouka, OCKiJIbKMu BOHU MaloTh
HU3BKY crienu@ivyHicTh [5]. AHATOMIYHI 3MiHM MioKapaa
CTBOPIOIOTHh YMOBH JIJISI IUTYHOUKOBUX apUTMilt i migBu-
IIYIOTh PU3MK PAIITOBOI CEPLIEBOI CMEPTI, SIKi € TepIIMMU
kiaiHivHuMU TiposiBamu AKMIT niBoro myHouka [8]. dia-
THO3 LIbOTO 3aXBOPIOBaHHs 0a3yeTbcs Ha [lagya-kpurepi-
SIX, 1110 BKJIIOYAIOTh MYJIBTUIIApAaMETPUUHI TTOKa3HUKHU. K
eJleKTpokapaiorpadiyHmii «Benukuit» kpurepiiit AKMII
JIIBOrO IIJTyHOYKA MogaHo HU3bKui BoabTax QRS (< 0,5
mV) B yciX cTaHIapTHUX BiZIBEIEHHSIX, 1110 TTOSICHIOETHCS
3aMillleHHSIM MioKap/a JIiBOro ILJTyHOUYKa CyOeHI0Kapaiaab-
HO (piOpo3HOIO TKaHWHOI0. HasgBHICTh HEraTUBHUX 3yO1IiB
T y BinBemeHHsX V4—V6 6e3 03HAK OGJIOKAAN JTiBOT HiXKKHU
nyuka [ica po3risamaeTbes K «Manuii» kpurepiit AKMIT
JIiBOTO 1IUTyHOYKA. JIJ1s1 BCTaHOBJIEHHST (hiHATBLHOTO JliarHO3Y
HOTPiOHO MPOBOAUTHU MOIIMOIeHE 00CTEXXEHHSI XBOPUX,
1110 BKJIIOYAE OLIiHKY MOP(O(DYHKIIIOHAIBHUX MapaMeTpiB
cepllsl, FeHeTUYHMIA aHalli3, i Ha MincTaBi LIUX Pe3yJbTaTiB
3ailicHIOBaTU audepeHLialio 3 aunaraniiinoo KMIT [9].

CnekTp apuUTMin Npu KapAiomionarisx

3araipHO0 KJIiHiYHOW0 o3Hako KMII € aputwmii, siki
CYTTEBO BILIMBAIOTh Ha Iepeoir 3aXBOPIOBaHHS Ta CMEPT-
HicTb mauieHTiB. BomHouac 3MeHIIeHHS 2060 30iTbIIeHHS
YaCTOTH CePLIEBUX CKOPOUYEHbB Ta MOPYLIEHHS PUTMY CepLIsi
MOXJIMBI IIpX 0araThbOX KapIiaIbHUX Ta eKCTpaKapmialb-
HUX NaToyioriyHux ctaHax. Cepen KapaiaJbHUX MTPUYUH 32
MOIIMPEHICTIO apUTMIli IIPOBiTHE MicIle TTOCiTa€ KOpoHap-
Ha (imemiyHa) xBopoOa ceplist (rocTpuii iHhapKT Miokap-
Jla, Ba30CIacTUYHA CTeHOKapIis, MicasiHGapKTHUI Kap-
niockiiepos). J1o kareropii HeillleMiYHOT XBOpOOU ceplis SIK
JKepesia apuTMild BiTHOCSITh 3HaUHY IPYITY 3aXBOPIOBaHb:
MiOKapAuTH, TIPOJIATC MIiTPaJIbHOTO KJaraHa, ypOKeHi
Banu cepisd, AKMII mpaBoro nutynouka, AKMII niBo-
ro uIyHouka, 6iBeHTpukyasipHa AKMII, rimeprpodiuna
KMII, nunarauiiitna KMIT, Bropunni KMIT (capkoinos,
aMizoino3 Tolo). ApUTMIYHUI CUHAPOM MOXe OyTH CKJla-
NIOBOIO XBOopoOu Hakcoc, reHeTM4HOiI 1maToJiorii, 1110 aco-
LI0EThCS 3 BapiaOeIbHUMM €KTOIepPMaIbHUMM aHOMaJTi-
SIMM, HaMpUKIIaa CyXiCTIo IIKipu Ta/a00 nUcTpodiuyHUMU
HIITSIMM, ITyXHACTUM ab0 KOPCTKUM BOJIOCCSIM, 3yOHUMM
anoMadnisimu [10]. 3axBopioBaHHS MPOSIBISIETHCS B IU-
TSIYOMY Billi 3JIOSSKICHUMU HIJTYHOYKOBUMU apUTMisIMU,
CTPYKTYPHUMU TOPYILIEHHSMU MioKapza, CTPiIMKUM Tpo-
rpecyBaHHSIM.

[Ipu BusIBIEHHI Yy XBOPOTO apUTMii JIiKapio HeOOXiTHO
NOTPUMYBATHUCS TIEBHOTO aJITOPUTMY IiarHOCTUYHOT [li-
SIIBHOCTI 3 METOIO BCTAHOBJIEHHS TTOXO/XKEHHSI apUTMO-
reHHoro cyocTpary. BaxkJimBUMU € TaHi CTOCOBHO MOYaTKy
MOPYLIEHHSI PUTMY Cepls Ta pe3y/IbTaTh OLLIHKU CTPYKTY-
pu Ta GyHKILIT cepiist. MOXIMBO NeKilbKa KJIiHIYHUX CLIe-
HapiiB Mpu apuTMisix: y XxBopux crapiie 40 pokiB cepleBa
HEIOCTATHICTh, IO ACOIIIOETHCS 3 ApUTMIsIMU, TOTPEOy€E
Bepu(ikallii KOpoHapHOI XBOPOOU ceplls, TilmepTOHIYHOT
xBopoou. [Ipu KMII, HaBmaku, apuTmii JiarHOCTYIOTb Y
XBOpUX MoJjojile Hixx 40 pokiB i HaBiTh Y AUTSYOMY Billi
B JAEKiJbKOX BapiaHTax: MOPYILIEHHS PUTMY MOXYTb OyTU
MEePIIOI0 Ta JOMIiHAHTHOIO MaHi(heCTalli€l0 3aXBOPIOBAH-
HSI i 3’SIBJISIFOTBCS paHillie, HixkK MOpGOJIOTiuHI Ta CTPYK-
TYPHi TIOPYUIEHHS CEPlisl; apUTMil KOHCTATYIOTh Y XBOPUX
rnapajeibHO 3 iHIMMU (peHOTUoBUMU o3Hakamu KMIT;
apUTMii I1iarHOCTYIOTh Ha Ii3Hili CTamil 3aXBOPIOBaHHS IIPpU
PO3BUTKY nuchyHKIIIT MioKapaa.

Ilepmium iHCTpyMEHTaJbHUM METOIOM BUSIBJIEHHS
aputMiii cimeitHuM JikapeM € EKI-o0cTexxeHHs, IKe BU-
3HAHO O0OB’SI3KOBUM MPU MEPUIOMY Bi3UTi XBOPOTO 3a Ha-
SIBHOCTi y HBOTO CKapT Ha cepueOuTTsI, nepedoi B podoTi
ceplisl, 3arpyAMHHUI Oilb, 3alTaMOPOYEHHSI, €I1i3011 BTpaTH
CBiIOMOCTI, IpH (i3uKaabHOMY 00CTeXXKeHHi — HeOIHAKOBa
3BYYHICTh CEPLIEBUX TOHIB, HEPETYJISIPHUI MYJIbC Pi3HOTO
HaIlIOBHEHHSI, MOXJIMBO Aediuut myancy. [1pu 30epekeHHi
CHMIITOMIB Ta MOSIBi HOBUX HEOOXiTHO TTPOBOIUTH MOBTOP-
He EKI'-nmociimkeHHs 3 METOI0 CIOCTEPEXKEeHHSI 3a TMHaMi-
koto EKI'-mmapametpis [1]. ¥ xBopux 3 pizHuUMHu hopmMaMu
KMIT xapakTepHo1o oco0imBicTIO € 3HayHa yactota EKI -
aHoOMaJliii, SIKi SIK OIMMCaHi apuTMOJIOraMu paHillle, Tak i
JIOTIOBHEHI B OCTaHHI POKM — HAIIILTYHOYKOBI apUTMii (T1e-
peacepaHa eKCTpacUuCTOJisl, MyJIbTU(OKaIbHA MepeacepaHa
Taxikapmis, TpimoTiHHA Ta (PiOPUIIALIiS TIepeacepan), pi3Hi
TUMU IJTYHOYKOBUX apUTMiil (LIUTYHOYKOBA €KCTPACUCTO-
JIist, IJTYHOYKOBA TaxXikapmdist, (piOpwIsiist ITyHOUKIB, Ka-
TexoJaMiHepriyHa rmojiMopdHa MUTyHOYKOBA TaxiKap/iis),
JIOCTATHbO HOBUI TEPMiH — «EJIEKTPUYHUI TOpM» [11].
Karexonaminepriuna nmojiimopcdHa 1IJTyHOUKOBA TaxXikap-
ISt — 1€ PiAKICHUI YypOIKEeHU apUTMIYHUI CUHIPOM B
0Ci0 MepeBaXkHO AUTSYOTO BiKY 3i CTPYKTYPHO HOPMAaJIbHUM
cepleM, 1110 XapaKTePU3YETHCS MOSIBOIO ITYHOUYKOBOI Taxi-
Kapzii a6o ¢GiopuIsLii HITYHOUKIB, CMHKONAJIbHIX CTaHIB,
3YMUHKOIO Ceplisl Ta PanTOBOIO CEPLIEBOI0 CMEPTIO, TPUTE-
POM SIKHX € eMOLiHMI a00 (izuuHuii cTpec [12].

[Mepenik aput™miii y xBopux 3 KMIT HaBeneHo B Ta6. 1.

3 KJIiHIYHOI TOYKY 30py BaXKJIMBO, 1110 JACSIKi BUAY apUT-
Milf MarOTh aCUMIITOMHU IIepedir, ajie OLIBIIICTb CYIIPO-
BOJIKYIOTBCSI CUMIITOMAaMU, sIKi al0Th 3MOTY JIiKapio 3a-
raJibHOI IIPaKTUKM Ha ITiacTaBi ckapr xBoporo T1a 3miH EKT
BU3HAYUTH TUII OPYIIEHHST pUTMY. PO3pi3HSIIOTH CUMIITOM-
Hi, FeMOJMHAMIYHO 3Hauyllli apUTMii, BUPAXKEHICTh SIKUX
3aJIEXKUTh Bijl YaCTOTU CEPLIEBUX CKOPOYEHb (TaxiKapmisi,
OpaaguKapmist), TpUBaJIOCTI (ITapOKCU3M, TOCTiiiHa (op-
Ma), CTyMeHS MOPYIIEHHsI KpoBOIMocTadyaHHs MO3Ky. [1o-
MpU Te, 110 CYNPaBEeHTPUKYJISIPHI apUTMii aCOLiIOIOThCS
3 CepLEeOUTTIM, TUCKOMGMOPTOM Ta 00JIeM 3a IPYAUHOIO,
iXHill BIUTUB Ha reMOJMHAMIiKy BiTHOCHO He3HauyHuii. Pe-
KYPEHTHI IIJIYHOUYKOBi apUTMil Ta eJeKTPUUHUN IIITOPM
y paHHIO a3y micis iHhapKTy MioKapaa CTBOPIOIOTh He-
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Oe3IeyHi IJ1 KUTTA KJIiHiuHI cuTyanii. CTiiiKi IITyHOY-
KOBi apuTMii, MapoOKCU3MM HAAUUTYHOUYKOBOI Taxikapmii,
GiOpuIsLis mepencepab, epioandHi OpanuKapmdii morip-
IIYIOTh TEMOJAMHAMIKY, TAMYAaCOBO 3MEHIIIYIOTh KPOBOTIK
JIO0 MO3KY i3 CUMITOMaMU MPECUHKOIIe: CTpaX, 30yIKeHHS,
CepueOunTTsI, TIOTipIIEHHS 30PY, XOJIOAHI KiHIIiBKH, 1110 3a-
BEPIIYETHCS BTPATOIO CBITOMOCTI KOPOTKOI TPUBAJIOCTi, y
NesIKMX BUITAAKaX IIPU MOJIIMIIeHHI epeOpanbHol mepdy3ii
B MOJIOXKEHHI XBOPOTO JieXauu BilOYBAa€ThCsl CTIOHTAHHE
BiTHOBJIEHHS CBiTOMOCTi. ApUTMiuHE CMHKOIIE BU3HAHE
YPreHTHUM CTaHOM, 110 MOTPeOye HEBiAKIAIHOI AOTTOMOTH
IIJIsI BiTHOBJIEHHSI CUHYCOBOTO pPUTMY Ta HOpMaJli3allii yac-
TOTU CEepLIEBUX CKOPOUEHb 3a JOTIOMOTOI0 (hapMakoTepartii

a0o iMITIaHTaLii JOMMOMIXKHUX cepleBuX IMpucTpoiB. He-
3BaXKalouM Ha Te, 1110 apuTMii He € cnelu(iyHuMU, BOHU
HaJaloTh JOJATKOBI KpUTEPil €TioJoriYHoro Ta Mopdoio-
TiYHOTO JiarHO3Y.

AKMII € 0CHOBHUM JIK€peIOM apuUTMili, 4acTOTa SIKMX
BiIpi3HSIETHCS BiAMOBIMHO 10 (PEHOTUITY 3aXBOPIOBAHHSI.
IlInyHOYKOBi apuTMii € TUITIOBUMU, PEECTPYIOTHCSI Ha
paHHill cTamii 3aXBOpIOBaHHS, MPU 30epeXeHil (QyHKIIil
cepls, 110 CTAHOBUThH KOHTPACT i3 XBOPUMMU 3 illIEMiYHOIO
XBOpo0oIo cepist abo munarauiinoro KMII, mpu sxux
IIIJTYHOUKOBi apuTMii € MaHi(heCTHUM TPOSIBOM TPUBAJIO-
ro nepeodiry, 4acTo B KOHTEKCTi CeplIeBOi HeTOCTaTHOCTI
[13]. ImyHOUKOBa TaxiKapisi € BaXKJTMBUM KOMITOHEHTOM

Ta6bnuys 1. Aputmii y xBopux 3 Kapgiomionariasmu

Bup aputmii

AHINIOMOBHUWA TEPMIH

XapakTepucTuka

HaplunyHoukoBa ekcTpacucTonis
extrasystoles

Premature atrial beats atrial

[MepepyacHi komrnnekew i3 3yéuem P 1a
HOPMarbHOK MOPMOOrE KOMMNIIEKCY
QRS

LLinyHo4ykoBa ekcTpacucTonis

Premature ventricular beats
ventricular extrasystoles

[MepepyacHi KOMMNeKcn 3 BiACYTHICTIO
3y6us P Ta gedopmadieto komnnekcy QRS
(TpuBanictb > 120 mMc, HanpaBneHiCTb
3y6usa T AMCKOPAAHTHO rofloBHOMY 3y6Li0
komnnekcy QRS)

LLinyHoukoBa Taxikapgis (LLUT)

Ventricular tachycardia

> 3 nocnifoBHUX yaapis cepus i3 4acToTo
> 100 yg/xB, LLO NOXOOATb 3i LLUYHOUKIB,
HesarnexHo Bif nepeacepaHoi Ta aTpio-
BEHTPUKYNAPHOI NPOBIAHOCTI

HecrTilika LwnyHo4koBa Taxikappgis

Non-sustained ventricular

Linkn nocnigoBHMx LLITYHO4YKOBUX CKOPO-

(HCLUT) tachycardia YyeHb, SKi TpuBaloThb Big 3 yaapis oo 30 ¢
Crilika LWnyHo4KoBa Taxikapgis Sustained ventricular BesanepepsHa LUNyHOYKOBa Taxikappgis
(CLUT) tachycardia

MoHomopHa wnyHo4vkoBa Taxikap- | Monomorphic ventricular LLInyHo4KoBa Taxikapgis 3 0AHaKOBO
nist (MLLT) tachycardia mMopdonorieto QRS

[MonimopdpHa LwnyHoukosa Taxikapgisa | Polymorphic ventricular LLInyHo4koBa Taxikapgis, 3a akoi Mopdo-
(ML) tachycardia norisg QRS NocTiNHO 3MIHIOETLCSA

Crilika MmoHOMOpbHa/nonimopgHa
LnyHo4koBa Taxikapgis (CMLUT/

CIILT) tachycardia

Sustained monomorphic/
polymorphic ventricular

BesanepepsHa LLUT npoTArom LLioHaMeHLUe
30 c abo TakKa, Lo noTpebye BTPyYaHHS
ANS NPUNYHEHHS

KaTexonamiHepriyHa nonimopdHa
LLUyHOYKOBA Taxikappgis

Catecholaminergic polymorphic
ventricular tachycardia

LLInyHoukoBa Taxikapgis, iHaykoBaHa
Pi3NYHMM HaBaHTaXXeHHAM abo eMoLiin-
H1m cTpecoM. Mopdbonoris QRS nocTiriHo
3MIHIOETbCA

LLinyHoukoBa Taxikapgia Tuny

torsades de pointes de pointes

Ventricular tachycardia torsades

MonimopdpHa LwnyHo4koBa Taxikapgia y
KOHTEKCTI NMOAOBXeHHS iHTepBany QT i3
nocTinHMMM 3MiHammn komnnekcis QRS

TpinoTiHHA Nnepencepab Atrial flutter

V BigBegerHsx lll, avF, V1 3amicTtb 3y6usa
P nosiBa «nunonopibHux» F-xBuUnb i3 yac-
ToTO0 250—400 3a XBUIIMHY, HE3MIHEHA
mMopdonoria komnnekcy QRS

®dibpunauis nepencepab Atrial fibrillation

PisHi inTepsanu R-R, BigcyTHicTb 3y6us P,
3amicTb Hboro f-xeuni 3 yactoToro 350—
700 3a XBUNWHY, HE3MIHEHa MOPAYOIOris
komrnekcy QRS

DibpuNALiA LLNYHOYKIB

Ventricular fibrillation

XaoTu4HU XBUNEenodibHNA pUTM, Hepe-
rynspHUi 3a Yacom i mopdonorieto, 6e3
OnckpeTHMX komnnekcie QRS Ha EKI

EnexkTpuyHuii uTopm Electrical storm

Hanagw LwnyHo4YKoBoi aputmii, ski Bu-
HUKaIOTb TpK abo binbLUe pasie Ha JobYy,
BifOKPEMIIEHI MATbMA XBUITMHAMM, KOXEH
3 AKUX NOTpebye MEANYHOIO BTPYYaHHS
ONs NPUMNMHEHHS
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TpagulliitHuX KputepiiB Kimacuaynoi AKMII, npubiausao
MOJIOBMHA XBOPUX MPU NEPBUHHOMY OOCTEXKEHHI MaloTh
HECTINKY IIJTyHOUKOBY TaXiKapmilo, a TpeTUHA — CTilKYy
dopMy IITYHOUKOBOI Taxikapii, 6inbmr HixX 40 % xBo-
puXx — CTiliKy MOHOMOP(}HY IIUTYHOUKOBY Taxikapmito 14].
Bumnagku cTiiikoi HIJTyHOYKOBOI TaxXikapili mpu apuTMo-
renHiit KMIT mopiuHo ctaHoBsATh 5 %. TlanieHTH yo10-
Bi401 cTaTi MalOTh BUCOKUI PU3HK IIUIYHOUKOBUX apUTMIiit
y maiiOyTHpoMy. HaiiuacTiuie 1ie ctocyetbcst 0ci0 3 aHaM-
HE30M BTPaTU CBiIOMOCTI, MMOIEePeIHiX eMi30IiB IILIyHOU-
KOBUX apUTMill Ta HassBHOIO ceplieBolo nucdyHKIIieo [15].
IIpu AKMII npaBoro nuiyHouykKa Ialli€eHTU 3a3BUYail €
MOJIOAVMMM JIIOJIbMU 3 TEMOJIMHAMIYHO CTaOUIBHOIO LTy~
HOYKOBOIO TaXiKapi€ro, xouya BUITAAKU Y JiTe BUSBIISI-
IOTHCS Iemalti yacTiie. 3a HassBHOCTI 0iBeHTPUKYISIPHOTO
ypaxeHHs1 AKMIT giarHocTyeTbcs B 3HAYHO MOJIOIILIOMY
Biwi (12,4 = 5,0 poky) IOpiBHSIHO 3 KJIACUYHOIO (DOPMOIO
(16,7 £ 2,0 poky) [16].

XBOpi MOJIOAOTO BiKy MarOTh OLTbII TSKKUIA (DEHOTHIT i3
BUCOKUM PU3MKOM ParTOBOI CEPIIEBOI CMEPTI, siKa B OiJib-
IIOCTi BUITAAKiB 0OyMOBJIEHA IIIYHOUKOBUMU apUTMisi-
Mu. JIOMiHYIOYMM KIIiHIYHUM IIPOSBOM BUIIJIEHO PAIITOBY
CMEepThb Y MOJIOAUX OCi0, SIKi 3aiiMaincCh BUAAMU CIIOPTY
3i 3HAUHUMM (Di3MUHUMU HaBaHTaxKeHHSAMU. JloCmiaHuKu
MPOBOIMJIN aHAJIi3 pe3yJIbTaTiB MaTOJIOr0aHATOMIYHOTO JI0-
CJIiIKeHHSI 22 MOJOINX CIIOPTCMEHIB, SIKi palITOBO IOMep-
s B Itanii B iepion 3 1979 o 1989 p. [pyna nocmimxkeHHs
npeacrapieHa 19 yonoBikamu Ta 3 XiHKamMu BikoM Bin 11
1o 35 pokiB (cepenHiit Bik — 23 poxn) [17]. Y 18 Bunagkax
cMepTh OyJ1a TIEPIIUM MTPOSIBOM 3aXBOPIOBaHHS i (haTaIbHUI
HACJII0K HaCTaB T1ijl yac 3MaraHb (16) abo 6e3rocepeIHbO
micyist HuX (2). [1pu aBTOMNCilitHOMY AOCHIIKEHHI TTOMEPJIUX
AKMIT npaBoro 1nutyHo4Ka BUsIBIIeHA Y 6 0Ci0, B iHIIMX T0-
MepJIMX BUSIBUJIM aHOMAJTiIO Ta aTepOCKIIepo3 KOPOHAPHUX
apTepiii, mposanc MiTpaJabHOTO KjanaHa, eMOOoJIilo JiereHe-
BOI apTepii Ta po3puB aOPTHU. BiNBIIICTH CIOPTCMEHIB, SAKi
TOMEPJIU TIiJ1 Yac 3MaraHb, MaJIi B aHaMHe3i ceplLeOnTTs Ta/
a00 BTpaTU CBiIOMOCTi.

1o KpuTepiiB 3aTydeHHsI PaBOTro IIJTYHOUYKA ITPU apuT-
moreHHiit KMII BigHOCSATH BUSIBJIEHHS Y XBOPOTO MPU XOJI-
TepiBcbkoMy MoHiTopyBaHHI EKI wacTux nuryHOUYKOBHX
eKCTpacuCTol Y KiJibKocTi Oinbiiie 500 3a 100y B MoeaHaHHI
3 HECTIilKOIO IIUTYHOYKOBOIO TaXiKapai€eio Ta 0J10Kaa01o JIiBO1
Hixxku mydka [ica [18]. ¥V xBopux 3 apurmoreHHo0 KMIT
BUSIBJICHO acolliallilo MixK HasIBHICTIO MepeacepaHUX apuT-
Miii (TpiroTiHHS Mepencepab, QiOpuIsLio epeacepanp) Ta
pemonenoBaHHaM nepeacepab. L. Wu ta cniasabt. 3 2004
o 2014 p. IpoBOOMIIN CIIOCTePEKEeHHS 3a 294 XBOpUMHU 3
aputMmorenHoro KMIT [19]. dunaTaltist mpaBoro nepenacepist
BUsiBIieHa Y 54,4 % XBOpUX, IMJIaTallisl JTiBOTO Tepencep-
st — y 22,4 % XBopuUX Ta AWIaTallisi 000X mepeacepab — y
15 %. ®@ibpunsuis nepeacepab AiarHOCTOBaHAa y 25 MallieHTiB
(8,5 %), TpinoriHHsA rIepencepas — y 19 mamienTis (6,5 %),
7 manieHTiB (2,4 %) MaJv TIOeTHAHHST TPIMTOTIHHS Ta (hidpH-
Tl iepeacepas. [1pu perpocnekTiBHOMY HocmimkeHHi 117
nauieHTiB 3 aputMoreHHoo KMIT ineHTH(iKyBaau BUTTaaKu
nepencepntoi apurMii [20]. BctaHoBIEHO, 1110 26 MallieHTIB
(22 %) mManu ofvH TUIT TIepeacepIHOi apuTMii abo Oible:
TpIiNOTiHHSA Niepencepab — 19 naiieHTis, GiOpUIsLIto Iepea-
cepnb — 9, iepeacepaHy Taxikapito — 8. Y 1BOX MailieHTiB

Oyna nepudepraHa em0o01ist. Po3aMipu ripaBoro repeacepast
Ta AMCYHKIIiSI TPaBOTo ILTYHOUYKA BUKOHYIOTb POJIb J0aT-
KOBHUX (DaKTOPIB pU3UKY MepeacepaHuX apuTMiii. Didopuisi-
11is TIepe/ICep/Ib 3arajloM € HalOLTBIII TTOIIMPEHOIO aPUTMIEI0
y xBopux 3 KMII i acolitoeThbcest i3 3arpo31MBUM ITPOTHO30M,
TPOMOOEMOOIYHUMU YCKIATHEHHSIMU, CEPIIEBOIO HEIOCTAT-
HICTIO, MiABUILIEHOIO CMEPTHICTIO.

l[eHOTUN-APUTMIYHUK DEeHOTUN
npuv KapAiomionarisax

ApuTMisl SIK KJIiHIYHA O3HaKa Mocinae mpoBigHe Miclie
B cuHapomi neBHux KMII. Bapiantu nopylieHHsI puTmMy
ceplisl, BIUIMB Ha Tiepe0ir 3aXBOPIOBaHHS, HACITIIKA 3 TPAHC-
(opmatii€ro B 3arpo3uBi 1151 30POB’Sl i HABITh XKUTTS CTa-
HU 3a1exats Big Turmy KMII, BupaxkeHoCTi MOphOIOTiYHIX
Ta (pyHKILIOHAJBHUX 3MiH ceplisl, BIKOBUX Ta FeHAEPHUX
XapaKTepPUCTUK MalieHTiB. Halibinblry yacToTy apuTMmiii
BcTaHoBjIeHO 1pu AKMII npaBoro 1utyHouka, 1o o0y-
MOBJIEHO 3aMillleHHSIM MiolUTiB (iOpobdaacTamMu, KUPOBOIO
TKAHWHOIO Ta EKCTpalleI0JIIPHUM MaTpukcoMm. Ha paHHiii
CTajii 3aXBOPIOBaHHS CTPYKTYPHi 3MiHU HE3HAYHI, 3 JIOKaJTi-
3alli€l0 perioHapHO B MPABOMY IILTYHOUKY, ajie B MOJaJIbIIIO-
My BUHMKAIOTh TU(Y3Hi 3MiHU i3 3aJTy4eHHSIM TaKOX JiBOTO
LIJTYHOYKA, 3 PO3BUTKOM €JEKTPUUHOI HECTaOIILHOCTI Ta
3JI0SIKICHUX apUTMill yHAcCTimoK (idpo3y Ta peMoietoBaH-
Hs MioKapjaa, HelporymopajbHOI aKTUBallii, OKCUIAHT-
HOTO CTpPECY, eJIEKTPOJIITHOTO AUCOATaHCy, EHePreTUYHUX
ropylileHb Ta imeMii cepust. JdochiakeHHs natodisionorii
apUTMiii 3aCHOBAHO Ha MOIIIYKY apUTMOT€HHOT0 cyocTpaTy
i3 3aJTy4eHHSIM TPAHCIIOPTEPiB €JCKTPUUYHUX iIMITYJIbCIB Ta
IOHHMX KaHaJliB KapAiOMiOILIUTIiB, SIKi 3MiHIOIOTbCSI BHA-
CJIiIOK TMopyIleHb 6ioXiMiuHMX Ta 6i0(i3MYHUX TTPOIIECIB.
[IporpecuBHUM HaNPsSIMOM BUBYEHHSI KapAioMiomnaTiid ci
BBaXXKaTW BUKOPUCTAHHS HOBITHIX OCIIIXKEeHb, 1110 30a-
raTWIM 3HaHHS TIPO CTPYKTYPY Ta (yHKIIT ceplis, a caMe
PO3LIMPUIIN PO3YMIHHSI MEXaHOCEHCOPHUX MEXaHi3MiB,
Y3TOJIKEHHSI TIPOLIECIB 30yIKEHHS Ta CKOPOUYEHHS M sI3iB.
Ha mincraBi morin6aeHOro BUBYEHHS apXiTeKTOHIKH Ceplis
Ta MPOTETHIB KapIiOMiOLIMTIB, iX CUTHAIBHUX (DYHKIIii1 OyJ10
CTBOPEHO CY4YacHY MOJIEKYJISIDHY CTpaTeTit0o apuTMOTreHe3y
pu opMyBaHHiI KapaioMionatiii [21]. Ham3Buyaiine 3Ha-
YEHHSI MalOTh HAyKOBO JI0Ka3aHi (DaKkTH, 1110 KOHTPAKTUIIbHI
MIPOTEIHM Ta iXHi Peryialioui eJeMeHTH B KOMIIOHEHTaX
capKoMepiB, 1eCMOCOM, Z-ITHUCKiB, IIMTOCKEJIETIB Kap/io-
MiOIIMTiB KOAYIOTh BiNOBiIHi TeHU.

YrponoBX OCTaHHIX POKiB BU3HAUEHI MaTOTeHHI Ba-
piaHTU reHiB, 1110 3aMyCKalOTh Kackal apUTMIYHUX MOIii
npu KMII BHacigok BTpy4aHHSI Y BUCOKOOpPTaHi30BaHi
CTPYKTYpH, HEOOXiTHI TSI MiATPUMKU LITiCHOCTI TKAHUH
Ta TpaHCIISILIMHOI perysuii. 1o i€l rpynu reHiB HaJleXKaTb:
necmoriakid (DSP), mnakodinin 2 (PKP2), necmorein
2 (DSG2), necmokoin 2 (DSC2), gki BianoBigajibHi 3a
IIPOTEIHN TeCMOCOM KapAiOMiOLIMTIB, a caMe iX MyTallis
JIECMOCOMAJIbHUX T€HIB MPU3BOIUTH 0 MOPYLIEHHS OpraHi-
3allii BHYTPIIIHBOKJIITUHHOTO CITOIYIeHHS 3 (hOPMYBaHHSIM
apUTMOTEHHOI KapaioMionarii, 1110 TMTOJAETHCS SIK JECMO-
COMHa XBOpo0a KJIITUHHOTO 3’eAHaHH [22]. MyTallis reHiB
DSP, PKP2, DSG BusiBiieHa y xBopux 3 xBopoboto Hakcoc,
sIKa € CUHIPOMHOIO KapaioMionaTi€lo 3 (beHOTUIIOM apUT-
MoreHHoi KMIT.
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Myrauii, acouiiioBani 3 AKMII, ineHTndikoBaHi TaKox
B iHmmx reHax: FLNC, o koaye ¢inamin C, Ta PLN, 1o
konye ¢ocdomamban. [TopyiieHHs i0HHOTO TPaHCIIOPTY,
MOCTTPAHCJSIMHOTO CIUIACUHTY TIPOTEiHIB KaJIblliEBOTO
roMeocTa3y BCTAHOBJIEHO Y JeSIKUX HOCIiB MMaTOreHHOIO
BapiaHTa reHa RBM20 3 kniniunumu niposisamu AKMIT
[23]. 3rigHo 3 IpOBEIEHUM AOCIIIKEHHIM, (PeHOTHUIT ypa-
JKEHHST MioKap/ia 3aJieXKUTh Bil BapiaHTa MyTaHTHOTO TreHa
y xBoporo 3 AKMIT.

Ien DSP xonye mpoTeiH AeCMOIUIaKiH, SIKUI JTOKaJi3y-
€TbCSI B IECMOCOMAX, 3’€HYIOUM KJIACTEPU AECMOCOMAaJIb-
HUX MOJIEKYJ MiXKKJIITUHHOI afares3ii 3 HUTOCKEJIETOM IpO-
MiXHOI HUTKU. JlocmimkeHHS moKa3aiu, 1110 MyTallil IIbOTOo
reHa € MaToreHeTUYHUM (haKTOPOM PO3BUTKY BiOKpeMJIe-
Hoi ¢popmu KMII, sika oTprmMasa Ha3By JeCMOILIaKiH-Kap-
niomionatis. 3a3HaueHa kapaiomionaTisi Mae crieurdivHi
nposiBu, 1110 Binpi3Hsie ii Bim AKMII npaBoro nutyHouka ta
BUTJISIIAE 3 KJIIHIYHOI TOUKM 30pY SIK TEHETUYHUI BapiaHT
nunataniitnoi KMII [24]. [TaToreHHuii BapianT reHa DSP e
MapKepoM BUCOKOTO PU3HKY IUTYHOYKOBOI apuUTMii, parnTo-
BoIi ceplieBoi cMepTi [25]. Y XBopHX NepeBaXkaroTh 3anaibHi
MPOLIECH 3 BUBLIBHEHHSIM BEJIMKOI KiJIbKOCTI TIPO3anaibHUX
LIMTOKiHIB Ta XeMOTaKCUYHUX MOJIEKYJ, (hiOPOTUYHI 3MiHU
MioKapja, 1o MepeayioTh CUCTOMYHI aucdyHKIIi [26].

Ien PKP2 xonye 1eCMOCOMHUIA TIPOTETH TUIAKOMITIH 2,
pO3TalllOBaHUI MepeBaXXHO Ha Z-A1CKaX KapaioMiolu-
TiB Ta 3aJlydeHUI 10 cTadiTi3alii iHIIMX TPOTEiHIB TUCKIB.
XapakTepHo, 1110 MyTaHTHUIT TeH PKP2 3HaiineHo y 58 %
xBopux 3 AKMII ta y 90 % ixHix poaudiB MMpu ciMeiiHO-
My cKpuHiHTY [27]. 3HaueHHs1 reHa PKP2 B apurMoreHesi
00yMOBJIEHO i10ro y4acTio, pazom 3 reHoM SCNSA, B ro-
MeocTasi Kaybllito. Ha ekciepyuMeHTanbHil Moesi MUllei
(PKP2 knockout) noka3zano, 1o aediuut pisus PKP2 cy-
MIPOBOIKYETHCS 3HIKEHHSIM €KCIIpecii TeHiB, SIKi KpUTUYHI
CTOCOBHO BHYTPIlLIHbOKJIITUHHOTO PiBHS KaJblil0, TAKUM
YUHOM CTBOPIOIOTHCSI YMOBU [IJIST BAHUKHEHHST apUTMiit
[28]. KniniuHi criocTepeXXeHHsT Hafalu TiATBEPIXKCHHS
TpurepHoi pouii MmyTauii reHa PKP2 y ctBopeHHi MOJeKy-
JIsIpHOI TIIaTopMu apuTMiit. JlocimKeHHs TIpoBeneHi Ha
18 manienTax (9 4onoBikiB; cepenHiit Bik — 19,6 + 12,8
POKY), V IKHX OiaTHOCTOBaHa KaTexoJIaMiHepTidyHa IT0JIi-
MopdHa nutyHouKoBa Taxikapais [29]. HactynHuii etan
MoJIsiraB B aHasi3i aprornciiiHoro marepiany 19 oci6 (13 vo-
JIOBIKiB; cepeHiii Bik — 14 & 3 poku), SKi panToBO MOMep-
JIM T1i yac (izuuHoro HaBaHTaxkeHHs. [laToreHHuUli BapiaHT
reHa PKP2 BusiBieno y 53 18 (27,7 %) oci6 nepioi rpynu
tay 1319 (5,3 %) oci6 npyroi rpynu. [IpuBeprae yBary Te,
IO Y JOCTiMIKEeHUX ITalli€HTIB IIpH Bidyalli3allii cepiis IIpu
BUSIBJIEHHI apUTMii, a TAKOX y IMOMEPJIMX MPU aBTOIICI1,
KOHCTaTOBaHO HOpMaJibHE ceplie. ABTOPHU HiMIILIM BUCHO-
BKY, 1110 TiporpecyBaHHs PKP2-3anexxHux enekrpodisziono-
TiYHUX TOPYIIEHb BiAOYBa€ThCsSI 0€3 3B’SI3KY 3i CTPYKTYp-
HUMHU 3MiHAMM MioKapJa i MoxXe CIIPOBOKYBAaTH ParTOBY
3YMIUHKY ceplisl ad0 pamnToBYy CEepLEBY CMEPTb, OB’ A3aHY
3 (hi3MYHUM HAaBaHTAXKEHHSM, IIe O0 nmosBu ssBHo1 KMII,
1110 HaJla€ apryMeHTalito BkirodyeHHs reHa PKP2 no nmanei
TeHEeTUYHOTO TeCTYBaHHS XBOPHUX i3 MATOJIOTIE€I0 MioKapaa
MpU NMPOBEJeHHI TudepeHIiaIbHOT 1iarHOCTUKH.

ITen FLNC xonye BaXXJIMBUM CeplLIeBUII CTPYKTYPHUI
nporeid ¢inamin C i acOIIOETHCS 3 MUPOKUM CIIEKTPOM

cepleBUX Ta M sI30BUX (DeHOTUIIIB. BapiaHTHI MyTalii reHa
FLNC 3anyueni g0 reHeTuuHux opm KMII Ha KitiHiu-
HOMY Ta KJIiTUHHOMY piBHi, BKiItoyaroun AKMII ta nu-
narauiitny KMIT [30]. [TaTorenni Bapiantu reHa FLNC
PO3IIISIIAIOTHCS K (haKTOPU PUBUKY XKUTTEBO HEOE3MEUHUX
LIIJTYHOYKOBUX apUTMilt y XBopux i3 nunatauiitnoro KMIT
3 apuTMOreHHUM (eHoTurnoM [31]. 3 orsany Ha pe3ysbra-
TH TEHeTUYHOTO aHajIi3y BUOUICHO crieln(iYHIii BapiaHT
dinamin-C-3anexnoi KMII, sika cynmpoBOIXKYEThCS MO-
PYILIEHHAM eJ1eKTpoQi3ioaorivHux MmpoueciB y MioKap/i,
IO TIPOSIBJISIETHCS YACTUMU IITYHOUKOBUMU apUTMIisIMU 3
3arpo3JUBUM IepediroM 3 BUCOKOIO MMOBIpHICTIO Iepe-
yacHoi cepiieBoi cmepTi [32]. [Tpu KMII, 3anexHoi Big My-
tanTHOrO reHa FLNCtv, BUSBISI0TECSI aHOMaJIbHI 3MiHM Ha
eJIeKTpoKapaiorpaMi: HU3bK1i1 BOJIBTaxK KoMIuiekcy QRS,
iHBepcist 3yous T, 3/10sKiCHI IITYHOYKOBi apuTMii, HaBiTh Ha
cTafii MoMipHOI cUCTOiYHOI AuchyHKIii [33].

Ien PLN, o konye mpoteid pocdomambaH, 30iiicHIOE
BIUIMB Ha KiHETUKY KaJbllil0 B KapIioMioLMTaX Ta CKOPOT-
JINBICTh MioKapja. ¥ HOpMaJbHOMY Ceplli capKoIija3ma-
traHuil petukyaym Ca’ -AT®a3u (SERCA) npencrasie-
HO OpraHeJlaMH, 110 KOHTPOJIIOIOTh BHYTPIITHbOKITITUHHY
KOHILEHTpalito Kanbilito (Ca**) mix yac cepleBOro LMUKIYy.
KoH1ieHTpallist Kajbliilo B IUTO30J1i PEeryIto€e MPOLEC CKO-
pOYEHHSI-pO3CcaabaeHHsT M I30BUX KJIiTUH. TpaHCMeMO-
paHHuU MikporienTua ocdosambaH MOIYIIOE TOMEOCTa3
BHYTPITHBOKJIITUHHOTO KaJbllil0 4Yepe3 000poTHE iHTi-
OyBaHHsSI aKTUBHOCTI capkoria3zmatudaHoi Ca’ -AT®a3u,
TaKMM YMHOM JIi€ SIK MeMOpaHHU TpaHcropTep [34]. duc-
¢ynkuisg reHa PLN Bimirpae BaxkiuBy poJjib y naTodizioiro-
TYHMX Ipolecax Mpu apuTMOTeHe3i, 1110 MiATBePIKYEThCS
BCTAHOBJIEHHSIM Y XBOPUX 3 apUTMiYHUMU (DeHOTUIIAMU
KMII B3aemM03’BsI3Ky MixX ITaToreHHUMHU BapiaHTamu PLN
Ta BUCOKHUM CTYITEHEM IMOPYIIeHHs 0OMiHYy KaJbIIilo Ta
HUTyHOYKOBUMU apuTMisimu. P.A. van der Zwaag et al. npo-
Besau ckpuHiHr 97 AKMII ta 257 xBopux 3 nuaraiiiiHoo
KMII [35]. Myrauis PLN (R14del) 6yna 3HaiineHay 12 %
xBopux 3 AKMII tay 15 % xBopux 3 qunarauiinoro KMIT.
R14del+ mauientn 3 nunarauiiinoro KMIT mopiBHsTHO 3
R14del— nauieHtamu BiporigHo 4acTile JeMOHCTpYBaIu
HEOOXiTHICTh BCTAHOBJICHHS KapaioBepTepa-nediopuiisa-
Topa, Mepecaaky ceplsl Ta CiMeHUIA aHaMHe3 panToBO1
cepueBoi cmepTi. CepenHili BiK MALIIEHTIB 3 palITOBOIO Cep-
LIEBOIO cMepTIO OYB 37,7 poKy. AHAJIOTiYHI pe3yIbTaTh CIT0-
crepiranu y xBopux 3 aputMoreHHoro AKMII, ane pizHutis
MixX BoMa rpyrnamu ctocoBHO R14del Gyna HeBiporigHoto.

ITen RBM20 111MpoKO €KCIIPEeCYEThCSI B MOIMEPEYHO-
CMYTacTHX M’s13aX, BIUTMBAE Ha CILIACUHT 6araTboX TeHiB
MPOTEiHIB LIUTOCKEIeTa, SIKi BaskJIMBI 15T (DYHKIIIT ceplis.
V HociiB matoreHHnx BapiaHTiB reHa RBM20 B kiiHiYHO-
My nepebiry npesajoe apuTMiuHa opma nuiaTaiitHol
KMII 3 BuCOKOIO MeHeTPaHTICTIO, YacCTillle peECTPYIOThCS
apuUTMIiYHi 1oii, ceplieBa HepocTaTHiCTh [32]. Jusperysi-
1ist reHa RBM20 po6uth BHeCOK Y heHOTUM AuaaTalliiiHOT
KMII, 110 mposiBIsIEThCA TTepeBaxkaHHIM XBOPUX YOJIOBI-
KiB, paHHIM TTIOYAaTKOM 3aXBOPIOBAHHSI 3 TSIKKUM ITPOTPeCy-
BaHHSIM, arpeCUBHUM I1epediroM, apuTMisiMU, OOTSKEHUM
ciMEHMM aHaMHE30M Ta pPaInToBolo cMepTio [36]. Tene-
TMYHU cKkpuHiHT RBM20 pekoMeHayeThCs SIK KpUTepii
TaKTUKU JIIKyBaHHSI XBOPUX i3 Kapaiomiornarieto [37].
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ITen SCN5A 3airyyaeThest 10 TOTEHLIAT-UYYTIMBAX MeXa-
Hi3MiB ioHHMX KaHatiB. [Ipu AKMII nepesaxae enektpuy-
Ha nuCc(YHKIIiST MiOILIUTIB, 110 3aJeXKUTh Bil HAsIBHOCTI y
XBOPUX ITaToreHHOTo BapiaHTa reHa SCNSA, saxuii y ¢izio-
JIOTIYHMX YMOBaX KOJIy€ CapKOoJIeMHUIA TpaHCMeMOpaHHUI
OiJIOK HATPiEBUX KaHAaJIiB, POJIb SIKOTO TOJISITAE Y CTBOPEHHI
nii moteHuiany cepus. Mytauii reHa SCNSA npu3BoasiTh
N0 PO3BUTKY KaHAJIOTMATiil, MOPYIIEHHS eJIeKTPOJITHOTO
romeocTasy i3 TpaHc(opMalli€ro B apUTMidHUI (DEeHOTUIT
[38]. TMependauaerncs, uio aABi myTtauii (R222Q i R225W)
y IOMEHI JaTyhKa Halpyrv, po3rallioBaHOMYy B iOHHOMY
KaHaJli, 1110 BU3HAYa€ TMOTeHIIia aii, IpeacTaBIsIOTh Ma-
TOTeHETUYHI JJaHKK auiaTtaniiiHoi KMII Ta moB’si3aHi 3
TSDKKMMU €KTOMIYHUMU apuTMisiMu Y xBopux [39]. Haii-
OLTBII XapaKTepHUMM KIiHIYHUMU IIPOSIBAMU AUJIaTalliiHOT
KMII, o6ymMoBiI€eHOI KaHAJIOMATIsIMU, € TTIOPYLIEHHS PUTMY
cepllsl — LIJTYHOUKOBA Taxikapmis, piopusilis nepeacepab
Ta IUIYHOUYKiB, TOMY Taka ¢hopMa 3aXBOPIOBAHHSI PO3IJIsi-
naetbes 1K BapianT AKMII [40]. Takox BcTaHOBJIEHO Ba-
piantu mytauii reHa SCNSA, 110 CyIpOBOIKYIOTHCS T10-
PYLIEHHSM MPOBITHOCTI Ceplsl — CUHIPOM IMOAOBXEHOTO
intepBany QT, cunapom bpyrana [41].

OTtxe, aputMmiuanii penorunn KMII Bu3HavaeTbcs
MOJIEKYJIIPDHUM Ta CTPYKTYPHUM PEMOJICIIOBAHHSM Kap-
MiIOMIOILIMTIB BHACHiIOK 3MiH crutaiicunry MPHK renis,
MOCTTpaHC/sILiiHOI MoaudiKallil i0HIB KaHaJIiB Ta TpaH-
crnopTty OLUIKIB, 1110 6epyTh Y4acTb B eJIeKTPOdi3ioNoriaHnX
npouecax cepisl. [TornbaeHe BUBUEHHSI HETEHETUYHUX Ta
TeHETUYHUX IIPOLIECiB Hala€ OOrpyHTYBaHHS JIiKyBaJbHOI
TaKTUKU CTOCOBHO apuTMiil y xBopux 3 KMII Ta po3pobku
HOBITHIiX aHTMAPUTMIYHMX TE€XHOJIOTi1.

AiKyBOHHSI APUTMOr€HHOI
KapaAiomionarii

JlikyBaHHS XBOpMX 3 KapAioMiomNarisiMu 3a HassBHOCTI
apuUTMill BiIIIOBiZa€ OCHOBHMM IIPUHLIMIIAM, SIKi IIPOIIO-
HYIOThCSI TIPOBITHUMM apUTMOJIOTaMU Ta TOAAaHI B MiX-
HapoaHux HactaHoBax [1, 11, 42]. BaxuuBum etanom
MeHeKMeHTY xBopux 3 AKMIT € pytTuHHUIT MOHITOPUHT
nepeodiry XBopodu 3 METOIO CIIOCTEPEXEHHS 3a MOSIBOIO
HOBHMX CUMIITOMIB, MOTipIIEeHHSIM KJIiIHITHOTO CTaHY, IIPO-
rpecyBaHHsIM MOpP(}OIoTiuHUX Ta/ab00 (PyHKIIOHATBHUX
cepleBUX 3MiH, BUSIBJIEHHSI aCUMIITOMAaTUUYHUX apUTMilt,
CUHKOMNAJIBbHUX €ITi30/iB 3 METOIO OLIIHKW PU3UKY PalTOBOI
CeplEeBOi CMePTi, MpU3HAYEHHS JIiKyBaHHSI a00 BHECEHHSI
KOPEKTUB Y BXXe iCHYyI0Ui cxeMU. YacToTa MOHITOPUHTY 3a-
JIEXWTD BiJl BiKy XBOpUX, KJIiHiuHUX riposiBiB KMIT. 3rinHo 3
pexomenpaniero ESC 2023, xBopuM citin peryisipHO, KOXHi
1—2 poku, aMOyIaTOPHO MPOBOAUTU KITiIHIYHE OOCTEXKEH-
Hs, peectpauito EKI, exokapaiorpagiuHe mociaimkeHHs,
24-xontep-moHitopyBaHHst EKI Ta HaBaHTaXyBasIbHi Tec-
TU U1 BUSIBIEHHSI apuUTMii, 110 iHAyKOBaHa Qi3uuHUMU
BIipaBaMM. SIKIIIO y XBOPOTO 3’SIBUIUCS] HOBI CUMIITOMM,
HEeOoOXiTHO 3a MOKa3aHHSMU YacTillle TpU3Ha4YaTh JO1aT-
KOBe oOcTexkeHHs [1].

Anroput™ BeaeHHs1 xBoporo 3 AKMII Bkitouae Taki
eTaru: BCTAHOBJIEHHS iarHO3y Ha OCHOBI MYJIbTUMO/1aJIb-
HOI Bi3yaJizalii; crpaTudikallisi pu3nKy MOCTIHHUX IILTy-
HOYKOBHUX apUTMili Ta panTOBOI CEpLIeBOI CMEPTi; 3aIo0i-
raHHs ad0o MiHiMi3allis apUTMIYHUX TIOIN 3a JOIIOMOTOIO0

Pi3HUX CX€M JIiKyBaHHSI; YITOBIJIbHEHHSI MPOTPECYBaHHS
3axBoproBaHHs. JIikyBaHHS apuTMmiii y xBopux 3 AKMII
BKJIIOYaEe papMaKoTepamnio aHTUapUTMIYHUMM MIperapa-
TaMM, KaTeTepHY a0JIsiiiito Ta iMITJIaHTAlli10 KaplioBepTepa-
nedidpuisiTopa.

Dapmarxomepanin. Meta JiKyBaHHS aHTUAPUTMIYHUMU
npenapaTaMi IMOJISITa€ B MOMIMIIEHHI SIKOCTi XKUTTSI XBOPUX
LUISIXOM 3aIr00iraHHsi CHMITTOMHUM IIJTYHOUKOBUM apUTMi-
sIM, KOHTPOJIIO PUTMY ceplist Tipy Giopuisiiiii mepeacepb,
3MEHIIEHHSI CUMIITOMIB y XBOPUX i3 YACTUMM LLTYHOUYKO-
BMMU €KCTPACUCTOJIAMU Ta HECTIKOIO IIIJTYHOUKOBOIO TaXi-
Kapaiero. KoHTpoJb 4acToTU cepiiss HeOOXiqHUI 15T KOXK-
HOTO MnatieHTa 3 GiopuIsiiielo epencepab He3alexKHO Bi
tuny KMII. TepaneBTuuHUi apceHa MpenapariB BKIIOYAE
OeTa-010KaTOpPM Ta amiomapoH. bera-6okatopu peKoMeH-
ny1oTbest XxBopuM 3 AKMII 3 HITyHOUKOBUMHU €KCTpacuc-
TOJIaMM, HECTilIKOIO IIUTYHOYKOBOIO TaxiKapai€io, Tpimo-
TiHHAM Ta GiOpUJIsILiEO Mepeacepab Mpy 3HaYHiil 4acTOTi
CEepLEeBUX CKOPOYEHb. ¥ IUX KJIiHIYHUX CUTYyallisx OeTa-
0Ji0KaTOpPU MOKAa3aau NepeBary B 3a0e3reueHHi KOHTPOJTIO
YaCTOTH ceplisl MPU TPUBAJIOMY 3aCTOCYBaHHI HaBiTh y Ma-
Lie€HTIB 3 auchyHKIiew nuyHouka [15]. B o6cepsairiii-
HUX PETPOCTIEKTUBHUX JIOCTIIKEHHSIX PU3HAUYEHHSI OeTa-
0JI0KaTOPIB 3 TUTPALIIE€I0 1O MAaKCUMAaJIbHO TePEHOCUMUX
103 aCOIIIOETHCS 3 TIOMIMIIIEHHSIM BUKHMBAHOCTI XBOPUX i3
LIJTYHOYKOBUMM apUTMisIMU. Y pa3i ToJIepaHTHOCTI Ta/abo
MOOIYHUX eeKTiB OeTa-0I0KaTOPIB 1T KOHTPOJIIO apUTMIiit
y xBopux 3 AKMII npaBoro nutyHouka peKOMEHIYEThCS
amiomapoH. HasBHi maHi cBimyaTh Ipo Te, 110 aMiogapoH
(HaBaHTaxyBajbHa n03a 400—600 Mr Ha 10Oy BIPOAOBXK
3 TrkHiB Ta moTiM 200—400 Mr Ha 100Yy) i30JbOBaHO 200 B
KoMOiHallii 3 6eTa-0/10KaTopaMu — HaiOiIbII epeKTUBHUIA
rnpenapar 3 BilHOCHO HU3bKUM MPOAPUTMOTEHHUM PU3U-
KOM IS 3a1O0IiraHHsI CUMIITOMATUYHUM HIJTYHOUKOBUM
apuTMmisM [42].

HeoOxinHo MaTu Ha yBa3i, 10 OesKi aHTUAPUTMIidHi
rpernapary 30aTHI BUKJIMKATH TPOAPUTMOTEHHI Ta eKCcTpa-
KapaiaabHi To0iuHiI e(peKTH, 0COOJUBO Y XBOPUX 3 BUPaAXKe-
HUMMU CTPYKTYPHUMU 3MiHAMU ceplisi, TOMY iX CJIil 3aCTO-
coByBaTH 3 obepeskHicTio. CoTajiosl He BapTo MpU3HAYaTh
XBOPHUM 3i 3HIKEHOIO (DpaKIli€l0 BUKHUIY, MTOTOBXKEHUM
intepBajsiom QT, rimokaiemiero, MBUIAKICTIO KITyOOUKOBOT
dinprpanii < 30 mi/xB. HenurigponipuanHoBi 6JioKaTopu
KaJbli€EBUX KaHaJiB (Beparnamis abo JiiTiazeM) MOXIUBO
3aCTOCOBYBATH Y XBOPHX i3 (ppaKkili€lo BUKUILY JiBOTO IILTy-
Houka 6iibie 40 %.

AHTUKOATYJISTHTHA Tepallisi € 000B’SI3KOBOIO CKJIaJ10-
BOIO 3araJIbHOI Teparrii XBopux 3 (hiOpUIIsIILIi€lo epeacepab,
Ky IiarHocTyIoTh y XxBopux 3 KMII. TpomboembomivHmii
pusuk noMinye mpu AKMII nmpaBoro niyHouka, ajge Mae
BiIIMiHHOCTI Mpu iHIIKMX (heHOTUIIaX Ta 3arajJoM acollilo-
€ThCS i3 CeplEeBOI0 HEAOCTATHICTIO, CMEPTHICTIO XBOPHX.
PannomizoBaHi 10CIiIKEHHSI CTOCOBHO 3aCTOCYBaHHSI Te-
pamii antukoaryasiHtamu npu AKMII He npoBonuaucs,
ajie KJIHIYHI CITOCTePeXXeHHSI CBiT4aTh PO TOLIIBHICTD iX
3actocyBaHHs. Ocobam i3 qunaramiiiHoro KMIT, AKMII
MPaBoTro NITYHOUKA Ta (hiOPUIISIIi€l0/TPIMOTIHHSAM TIepe -
cepab, SIKi MaloTh OLiHKY 3a mKkanoo CHA2DS2-VASc
> 2 ab60 > 3 6aJjIiB y YOJIOBIKIB i )KiHOK BiIlIOBiAHO, JJISI 3HU-
JKeHHST HMOBIPHOCTI PO3BUTKY iHCYJIBTY Ta TpOoMOOEeMO0-
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JIIYHUX TIOJili PEKOMEHI0BAHO MPUKMaHHS MIEPOPATBHUX
aHTUKOAryJsiHTiB [1].

Kamemepna abaauia sk BuOip NiKyBaHHSI XBOPHUX 3
aputMoreHHoto KMIT npaBoro 1utyHouYKa € 6e3MeYHo0 Ta
HaAiliHOIO aJbTepHATUBOIO (papMaKoTeparnii aHTUapUTMiu-
HuMHM 3acobamu. KatetepHa absilisi mpu BCTAaHOBJIEHHI Y
XBOPOT'O JIOKAJIBbHOTO apUTMOIreHHOro (hoKyca peKOMEeH-
TYETHCS IJIsI KOHTPOJIIO YaCTOTU CEePILIEBUX CKOPOYEHb Ta
BiTHOBJIEHHSI CHHYCOBI'O PUTMY Y XBOPHUX 3 TTOCTiAHOIO MO-
HOMOpPGHOI0 a00 MOIIMOP(HHOIO IIITYHOYKOBOIO TaXiKap-
Mi€10, sIKa Pe3UCTEHTHA 10 aHTUaPUTMIUYHUX TMpeTapariB
y MakKCUMaJbHMX J03aX, BKIIOUYHO 3 aMmiogapoHoMm [43].
EdexTuBHICTS MaHiMyIs1ii 3aJI€KUTH Bi MOPGhOIOTIYHNUX
Ta KJIiHIYHUX XapakTepucTuk. [Ipu crmocTepexkeHHi BIpo-
noBX 5 micamiB 3a xsopumu 3 AKMII ta nuryHOYKoBOO
Taxikapi€ro, SIKUM OyJI0 MPOBEIEHO KaTeTepHy adJsILilo,
OyJIO BCTAaHOBJICHO, 1110 KyMYJISITUBHA BMXKMBAHICThH 0€3
IITYHOYKOBOI Taxikapii ctaHoBmIa 58 % y rpyIni XBOpHUX
3 izonpoBaHoio KMII npaBoro nutyHouka ta 52 % y rpymi
XBOPUX 3 OIBEHTPUKYJISIPHUM YPAXKEHHSIM, SIKi OyJI1 MO-
JIONIIOIO BiKy Ta MaJM HUXXYY (pakililo BUKUIY JTiBOrO
nuryHouka. KareTrepHa a0Jsilis TaKoX BU3HAHA Teparlieo
MepuIoi JIiHii, CIIPSIMOBAaHOI HA KOHTPOJb PUTMY CEpIIs Ta
3MEHIIIEHHS] CUMITOMIB, Y XBOPUX 3 MTAPOKCU3MATbHOIO Ta
MEePCUCTYIOUOIO (PiOPUIIALIIEIO TIepeACePIb.

Imnaanmauia kapdioeepmepa-degpiopuramopa peKoMeH-
MyeTbCsl XBopuM 3 aputMoreHHoto KMII npasoro uuny-
HOYKa 3 eMi30aMy reMOJIMHAMIYHO HEeCTa0IbHOI MOCTIl-
HOI IIIJTYHOYKOBOI TaxikKapmii Ta diopuisaiii mepeacepib,
CUHKOIAJILHUX CTaHiB [1], a TaKOX 3 MPoiTaKTUYHOIO
METOIO Y pa3i BiICYTHOCTI CTilKOi IIUTYHOUKOBI TaxikKapmii
a0o GiopusiLii mepeacepb, MPU HasIBHOCTI Y XBOPOTO BU-
PaxKeHOoi CUCTOJIIYHOI AUC(YHKIIiI ITpaBOro, JiBoro abo 060x
NUTYHOUKiB [44]. KapmioBepTep-aediOpmisiTop 3ailiCHIOE
e(eKTUBHY KOPEKIIito JIETAIbHUX IUTYHOYKOBUX apUTMiii Ta
3aro0iraHHs panToBili CEpLEeBili CMEPTi Yy XBOPUX 3 Tillep-
tpodiunoro KMII, nunaraniiinoro KMIT, AKMII npaBo-

ro IUTYHOUKA, SIKi MepeHecn 3yMMHKY ceplis BHACTITOK
HUTYHOUYKOBOI Taxikap/ii abo ¢hiopuiisiiii Hu1yHOUKiB, ab0
SIKi MaIOTh CIIOHTAHHY CTiMKY IIIYHOYKOBY apUTMil0, 110
CTIPUYMHSIE CUHKOIIE 200 MOopyIIeHHS reMonuHaMiku. [1pu
cnocTtepexeHHi 3a 312 xBopumu 3 aputMoreHHoro KMIT
BIPOIOBXK 8 pokiB 60 % yJyacHUKIB OyJI0 iMIIAHTOBAHO
KapaioBeptep-aediopuasitop, y 19 % Bunankis 6ysa mpu-
3HaYeHa Teparisl 3 MPUBOLY TPIMOTIHHSA/DIOPWIIALIIT 1LTY-
HOUKIiB [45]. ABTOpY BCTAHOBWJIN 3HWKEHHSI CMEPTHOCTI y
MalieHTIB 3 IMIUIAHTOBAaHUM Kap/ioBepTepoM-aediopusi-
TOPOM TIOPiBHSIHO 3 XBOPUMHU, SIKi OTPUMYBaJIM aHTUAPUT-
MiuHi nipenapaty. Ha migcTtaBi MOHITOPUHTY XBOPUX PO3-
pobJieHO Monesb cTpaTu(dikalii pu3uKy apuTMiid, 10 SIKO1
BKJIIOYEHO MOJIOAIVH BiK, YaCTi IITYHOUKOBI €KCTPACUCTOJIH.

Bubip nikyBanbHOI TAKTUKM apUTMiil y xBopux 3 AKMIT
BU3HAYAETHCS KIiHIYHUM MpodijieM, TeMOIUHAMIYHUMU
MoKa3HUKaMHM, (paKTopaMU PU3UKY, BiIMOBIIIIO0 HA aHTH-
apuUTMivHi ripernapatu (Tad. 2).

HakonuyeHuit 1o0CBin aHTMAPUTMiIUYHOI CTpaTerii y XBO-
pux 3 AKMII 1oBiB MO3UTUBHI pe3ybTaTu, 1110 MiATBep-
TDKYETBCS TOAOBXEHHSIM TPUBAJIOCTI XKUTTS, MOTIMIIEHHIM
iioro sikocti. BomHouac 6e3repeyHuM € TBEPAXKEHHS, 110
icHytoui cxemu jikyBaHHsI AKMIT 31e6i1b1110T0 € MajiaTuB-
HUMU, 3MEHIIYIOTh CUMIITOMATHUKY, YITOBLUIbHIOIOTH ITPOTrpe-
CYBaHHSI 3aXBOPIOBAHHSI, ajle He 30CePeKeHi Ha KOHKPET-
HUX MOJIEKYJISIPHMX MeXaHi3MaXx €TiOJIOrii Ta ImaToreHesy
cneundivamx deHotuiB. KoHiemnis reHoTuIr-GpeHoTUII
Jlajia 3MOTy 3alpOBaKyBaTU Pe3yIbTaTH TEHETUYHOTO aHa-
i3y manieHTiB i3 KMII B nugepeHIiiiHy 1iarHoCTUKY, CTpa-
TU(iKallito pU3UKy apuTMidHOTO CUHApPOMY. OcTaHHIMMU
poKaMu 3’SIBUJIMCST AOCIIXKEHHS, IPUCBSIYEHI HOBITHIM
pO3podKaM KITIOUOBHX IIPOLIECiB OioJIorii KapaioMiOLUTIB,
BiIKPUTTIO €TaIliB MOPYILIEHHS PeryJITOPHOro Kackaay Ipu
KMII, 1o cTBOpmIIo mamgapmM it popMyBaHHS IIEPCIIeK-
TUBHUX 3aXOJliB TEHHOI Teparii Npy BUSIBJIEHHI Y XBOPUX
MaTOTeHHMX BapiaHTiB reHiB [46]. He3Baxkaiouu Ha Te, 110 i
PEBOJTIOLIAHI METOAUKY TTOKa3aJI1 OOHAMIMINBI pe3yIbTaTh

Tabnnys 2. JlikyBaHHSI apUTMIi y XBOpUX 3 apUTMOreHHUMM Kapgiomionatismm

Kareropii oci6

AHTHMapUTMiYHe NiKyBaHHS

3[0pOoBi HOCIT NAaTOreHHNX CneLngivYHNX reHiB

He pekomeHayeTbCa npodinakTuyHe Npu3Ha4YeHHs aH-
TUaAPUTMIYHUX NpenaparTiB; He PeKOMEHAYETLCA Npodi-
naKTuyHa iMnnaHTauis kapgioseprepa-gediopunaropa

HOI LLINYHOYKOBOT apUTMii

ACMMNTOMHI XBOpi 6€3 haKTopiB pU3MKY i 6€3 LOKYMEHTOBA-

He pekomeHOyeTbCA NpodinakTUyHe NPU3Ha4YeHHs aH-
TUaAPUTMIYHUX NpenaparTiB; He PeKOMEHAYETLCS Npodwi-
naKTuyHa iMnnaHTauis kapgioseprepa-gediopunaropa

XBopi 3 apUTMi€et0, iHOYKOBAHOI (PI3NHHNM HaBaHTaXEeHHAM

Mogaundpikauist CTU0 XUTTH, 0OMEXEHHS ab0 YCYHEHHS
Pi3NYHOr0 HaBaHTaXKEHHS

XBOpi 3i LLTYHOYKOBMMU EKCTPaCKCTONaMum; XBopi 3i CTINKO
MOHOMOPEHOK/NONIMOPCOHOIO LLTYHOHKOBOIO Taxikapgieto

BeTta-6nokatopu

XBopi 3 hibpunsuieto nepencepdb 6€3 PakTopiB pU3KKY

Beta-6nokaropwu Ta/abo amiogapoH

XBopi 3 ibpunsauieto nepeacepab (nmapokcmamanbHa a6o
nepcucTytoda opMa), PE3NCTEHTHICTb A0 aHTUAPUTMIYHUX
npenaparis

KareTepHa a6nsuis

XBopi 3 enizogamMmyv reMoaMHaMi4HO HecTabifnbHOI NOCTINHOT
LUYHOYKOBOI Taxikapgii Ta dibpunsauii nepeacepnpb; XBoOpi
3 npoBedeHVMK nornepenHbo peaHiMauilHuMK 3axojamn 3
npvBody 3YMUHKU Cepus BHACMIOOK LUYHOYKOBOI apuTMii,
AKi BVXKUIM NiCNsA NPOBEfeHHsA nornepefHbo peaHiMauinHux
3axofiB

IMnnaHTauis kapgiosepTepa-gedidpunatopa ansa npo-
hinaKTMKn pantoBoi CepLEeBOi CMepTi
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pu 1abOPaTOPHUX JOCHIIKEHHSIX HA MOJESIX YPakKeHHS
cepls Ha TBapyMHax, BOHU MalOTh OOMEXEHHST TPaHCIISLIT
IOCBiNy B KJIiHIYHY IpaKTUKY. IcHye morpeba B OiIbII 10~
MIMOJEHUX JOKJTiHIYHMX BUTIPOOYBAaHHSIX 3 iMIJIEeMEHTALli-
€10 pe3yJIbTaTiB y JiKyBalbHY cTparterito KMII.

Takum ynHOM, aputMii y xBopux 3 KMII matote oco-
GJIMBOCTI €TiOJIOriYHOTO TTOXOKEHHST, MEXaHi3MiB hopmy-
BaHHS apUTMOTEHHOTIO CyOCTpary, KIiHiuHOI MaHidecTaril
3 (haTaTbHUMU HaCHinKaMu, TUEepeHIIIHHOTO MiaX0my 10
BUOODPY JIiKyBaJIbHOI TAKTUKU.

KonduikT inTepeciB. ABTOpU 3asIB/ISIIOTH PO BiJICYTHICTh
KOH(JTIKTY iHTepeciB Ta BlacHOI (hiHaHCOBOI 3alliKaBJIEHOC-
Ti IPY MiATOTOBI JAHOI CTATTi.

Buecok aBTopiB. KosanboBa O.M. — koHUeMis 10-
cllipkeHHsI, HanrcaHHs TeKcTy; HikonoB B.B. — koH1emn-
L0isT JOCIiIKEeHHsI, peaaryBaHHs TeKcTy; 2KypaBnbroBa A. K.,
HikoHoBa B.B. — GiGiiomeTpuyHMil aHasi3 HayKOBOT JIi-
tepatypu; Kinomenko €.1. — 36ip marepiany; batypun-
cokuii M.I1. — HaykoBUii Tu3aiiH.

Cnuncok Aiteparypu

1. Arbelo E., Protonotarios A., Gimeno J.R., Arbustini E., Barria-
les-Villa R., Basso C., et al. 2023 ESC Guidelines for the management
of cardiomyopathies Developed by the task force on the management of
cardiomyopathies of the European Society of Cardiology (ESC). Euro-
pean Heart Journal. 2023 Oct 1;44(Iss 37):3503-3626. doi: https.//doi.
org/10.1093/eurheartj/ehad 194.

2. Basso C., Corrado D., Marcus F.I., et al. Arrhythmogenic
right ventricular cardiomyopathy. Lancet. 2009;373:1289-1300. doi:
10.1016/S0140-6736(09)60256-7.

3. McKenna W.J., Thiene G., Nava A., Fontaliron F., Blom-
strom-Lundquist G., Fontaine G., Camerini F. On behalf of the Task
Force of the working group myocardial and pericardial disease of the
European Society of Cardiology and of the Scientific Council on Car-
diomyopathies of the International Society and Federation of Cardio-
logy. Diagnosis of arrhythmogenic right ventricular dysplasia cardio-
myopathy. Br Heart J. 1994;71:215-218. doi: 10.1136/hrt.71.3.215.

4. Marcus F.I., McKenna W.J., Sherrill D., et al. Diagnosis of
arrhythmogenic right ventricular cardiomyopathy/dysplasia: proposed
modification of the Task Force Criteria. Eur Heart J. 2010;31:806- 14.
doi: https.//doi.org/10. 1093/ eurheartj/ehq025.

5. Corrado D., Perazzolo Marra M., Zorzi A., Beffagna G., et al.
Diagnosis of arrhythmogenic cardiomyopathy: the Padua criteria.
Int J Cardiol 2020;319:106-114. doi: https.//doi.org/10.1016/].ij-
card.2020.06.005.

6. Towbin J.A., McKenna W.J., Abrams D.J., et al. HRS ex-
pert consensus statement on evaluation, risk stratification, and man-
agement of arrhythmogenic cardiomyopathy. Heart Rhythm. 2019;
16(11):e301-e372. doi: 10.1016/j.hrthm.2019.05.007.

7. Pinto Y.M., Elliott P.M., Arbustini E., et al. Proposal for a
revised definition of dilated cardiomyopathy, hypokinetic non-dilated
cardiomyopathy, and its implications for clinical practice: a position
statement of the ESC working group on myocardial and pericardi-
al diseases. Eur Heart J. 2016,37:1850-1858. doi: https.//doi.org/
10.1093/eurheartj/ehv727.

8. Mauriello A., Roma A.S., Ascrizzi A., et al. Arrhythmogenic
Left Ventricular Cardiomyopathy: From Diagnosis to Risk Manage-
ment. J. Clin. Med. 2024;13:1835. doi: https.//doi.org/10.3390/
Jjem13071835.

9. Augusto J.B., Eiros R., Nakou E., et al. Dilated cardiomyo-
pathy and arrhythmogenic left ventricular cardiomyopathy: A com-
prehensive genotype-imaging phenotype study. Eur. Heart J. Car-
diovasc. Imaging. 2020;21:326-336. doi: https://doi.org/10.1093/
ehjci/jez18S.

10. Henry A., Bernhardt 1., Hayes 1., Mitchelson B. Novel
PPPIRI3L variant expands the phenotype of a rare cardiocutaneous
syndrome. Clin Genet. 2022;102(5):461-462. doi: 10.1111/cge. 14199.

11. Zeppenfeld K., Tfelt-Hansen J., deRiva M., Winkel B.G.,
et al. ESC guidelines for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death. Eur Heart J.
2022;21;43(40):3997-4126. doi: 10.1093/eurheartj/ehac262.

12. Priori S.G., Wilde A.A., Horie M., et al. HRS/EHRA/APHRS
expert consensus statement on the diagnosis and management of pa-
tients with inherited primary arrhythmia syndromes: document en-
dorsed by HRS, EHRA, and APHRS in May 2013 and by ACCF,
AHA, PACES, and AEPC. Heart Rhythm. 2013;10:1932-1963. doi:
10.1016/).hrthm.2013.05.014.

13. Gandjbakhch E., Redheuil A., Pousset F., Charron P.,
Frank R. Clinical diagnosis, imaging, and genetics of arrhythmo-
genic right ventricular cardiomyopathy/dysplasia: JACC state-of-
the-art review. J Am Coll Cardiol. 2018;72:784-804. doi: 10.1016/j.
Jacc.2018.05.065.

14. Cadrin-Tourigny J., Bosman L.P., Wang W., et al. Sudden
Cardiac Death Prediction in Arrhythmogenic Right Ventricular Car-
diomyopathy. Circulation: Arrhythmia and Electrophysiology. 2021, 14.
doi: 10.1161/circep. 120.008509.

15. Cadrin-Tourigny J., Bosman L.P., Nozza A, Wang W., et al.
A new prediction model for ventricular arrhythmias in arrhythmogenic
right ventricular cardiomyopathy. Eur Heart J. 2019;40:1850-1858.
doi: 10.1093/eurheartj/ehz103.

16. Te Riele A.S.J.M., James CA., Calkins H., Tsatsopoulou A.
Arrhythmogenic Right Ventricular Cardiomyopathy in Pediatric Pa-
tients: An Important but Underrecognized Clinical Entity. Front Pediatr.
2021;2(9):750916. doi: 10.3389/fped.2021.750916.

17. Basso C., Corrado D., Thiene G. Cardiovascular Causes of
Sudden Death in Young Individuals Including Athletes. Cardiol. Rev.
1999;7:127-135. doi: 10.1097/00045415-199905000-0000911.

18. Corrado D., Anastasakis A., Basso C., et al. Proposed di-
agnostic criteria for arrhythmogenic cardiomyopathy: European
Task Force consensus report. Int. J. Cardiol. 2024,395;131447. doi:
10.1016/}.ijcard.2023.131447.

19. Wu L., Guo J., Zheng L., Chen G., et al. Atrial remodeling
and atrial tachyarrhythmias in arrhythmogenic right ventricular car-
diomyopathy. Am J Cardiol. 2016;118:750-753. doi: 10.1016/j.amj-
card.2016.06.003. Epub 2016 Jun 14.

20. Cardona-Guarache R., Astrom-Aneq M., Adam Oesterle A.
Atrial arrhythmias in patients with arrhythmogenic right ventricu-
lar cardiomyopathy: Prevalence, echocardiographic predictors, and
treatment. J Cardiovasc Electrophysiol. 2019;30(10):1801-1810. doi:
10.1111/jce.14069. Epub 2019 Jul 24.

21. Marian A.J., Asatryan B., Wehrens X.H.T. Genetic basis and
molecular biology of cardiac arrhythmias in cardiomyopathies. Cardio-
vascular Research. 2020;116:1600-1619. doi: 10.1093/cvr/cvaall6.

22. Costa S., Cerrone M., Saguner A.M., et al. Arrhythmoge-
nic cardiomyopathy: An in-depth look at molecular mechanisms and
clinical correlates. Trends Cardiovasc. Med. 2021;31:395-402. doi:
10.1016/j.tem.2020.07.006.

23. Parikh V.N., Caleshu C., Reuter C., et al. Regional Variation
in RBM20 Causes a Highly Penetrant Arrhythmogenic Cardiomy-

Q4 MeANLIMHA HEBIAKAGAHMX CTOHIB, ISSN 2224-0586 (print), ISSN 2307-1230 (online)

Tom 22, N# 1, 2026



Haykosum orasa / Scientific Review

opathy. Circ Hear Fail. 2019;12(3):1-9. doi: 10.1161/circheartfai-
lure. 118.005371.

24. Branddo M., Bariani R., Rigato 1., Bauce B. Desmo-
plakin cardiomyopathy: comprehensive review of an increasingly
recognized entity. J Clin Med. 2023;12(7):2660. doi: 10.3390/
Jjem12072660.

25. Yuan Z.Y., Cheng L., Wang Z., Wu Y.Q. Desmoplakin and
clinical manifestations of desmoplakin cardiomyopathy. Chin Med J
(Engl). 2021;134(15):1771-9. doi: 10.1097/CM9.000000000000158 1.

26. Smith E.D., Lakdawala N.K., Papoutsidakis N., et al.
Desmoplakin cardiomyopathy, a fibrotic and inflammatory form of
cardiomyopathy distinct from typical dilated or arrhythmogenic right
ventricular cardiomyopathy. Circulation. 2020, 141(23):1872-84. doi:
10.1161/CIRCULATIONAHA. 119.044934.

27. Moniek G.P., Cox J., van der Zwaag P.A., et al. Arrhyth-
mogenic Right Ventricular Dysplasia/Cardiomyopathy Pathogenic
Desmosome Mutations in Index- Patients Predict Outcome of Fa-
mily Screening: Dutch Arrhythmogenic Right Ventricular Dysplasia/
Cardiomyopathy Genotype-Phenotype Follow-Up Study Circulation.
2011;123:2690-2700. doi: 10.1161/CIRCULATIONAHA. 110.988287.

28. Cerrone M., Montnach J., Lin X., Zhao Y.T., et al. Pla-
kophilin-2 is required for transcription of genes that control calcium cy-
cling and cardiac rhythm. Nat Commun. 2017;8(1):106. doi: 10.1038/
s41467-017-00127-0.

29. Tester D.J., Ackerman J.P., Giudicessi J.R., et al. Pla-
kophilin-2 truncation variants in patients clinically diagnosed with
catecholaminergic polymorphic ventricular tachycardia and dece-
dents with exercise-associated autopsy negative sudden unexplained
death in the young. JACC Clin Electrophysiol. 2019;5(1):120-127. doi:
10.1016/j jacep.2018.09.010.

30. Ortiz-Genga M.F., Cuenca S., Dal Ferro M., et al. Truncating
FLNC mutations are associated with high-risk dilated and arrhythmo-
genic cardiomyopathies. J Am Coll Cardiol. 2016,68(22):2440-51. doi:
10.1016/] jacc.2016.09.927.

31. Begay R.L., Graw S.L., Sinagra A.G., et al. Filamin C trun-
cation mutations are associated with arrhythmogenic dilated cardio-
myopathy and changes in the cell-cell adhesion structures, JACC Clin.
Electrophysiol. 2018,4:504-514. doi: 10.1016/] jacep.2017.12.003.

32. Celeghin R., Cipriani A., Bariani R., et al. Filamin-C variant-
associated cardiomyopathy: a pooled analysis of individual patient data
to evaluate the clinical profile and risk of sudden cardiac death. Heart
Rhythm. 2022;19(2):235-43. doi: 10.1016/j.hrthm.2021.09.029.

33. Shunsuke 1., Hiroyuki M. Characteristic Imaging Phenotype
of Arrhythmogenic Cardiomyopathy with Filamin C Gene Variant. Circ.
J. 2023,;87:1404-1405. doi: 10.1253/circj.CJ-23-0616.

34. Akin B.L., Hurley T.D., Chen Z., Jones L.R. The structural
basis for phospholamban inhibition of the calcium pump in sarcoplas-
mic reticulum. The Journal of Biological Chemistry. 2013;288:30181-
30191. doi: 10.1074/jbc. M113.501585.

35. Van der Zwaag P.A., van Rijsingen Ingrid A.W., Asimaki A.,
et al. Phospholamban R 14del mutation in patients diagnosed with di-

Information about authors

lated cardiomyopathy or arrhythmogenic right ventricular cardiomyo-
pathy: evidence supporting the concept of arrhythmogenic cardiomyo-
pathy. European Journal of Heart Failure. 2012;14 (11):1199-1207.
doi: 10.1093/eurjhf/hfs119.

36. Van den Hoogenhof M.M.G., Beqqali A., Amin A.S, et al.
RBM?20 mutations induce an arrhythmogenic dilated cardiomyopathy
related to disturbed calciumhandling. Circulation. 2018;138(13):1330-
42. doi: https://doi.org/ 10.

37. Na L.1., Weijian Hang, Hongyang Shu, Ning Zho. RBM20, a
Therapeutic Target to Alleviate Myocardial Stiffness via Titin Isoforms
Switching in HFpEF. Front Cardiovasc Med. 2022;9:928244. doi:
10.3389/fcvm.2022.928244.

38. Li W., Yin L., Shen I., et al. SCN5A variants: association
with cardiac disordered Front. Physiol. 2018,9:1372. doi: 10.3389/
fphys.2018.01372. eCollection.

39. Mann S.A., Castro M. L., Ohanian M., et al. R2220Q SCN5A
mutation is associated with reversible ventricular ectopy and dilated
cardiomyopathy. J Am Coll Cardiol. 2012;60:1566-73. doi: 10.1016/].
Jace.2012.05.050.

40. Zegros T., Papagiotidis T., Parcharidou D., et al. Emerdind
concepts in arrithmogenic dilated cardiomyopathy. Hart Fail Rev.
2021;26(5):1219-29. doi: 10.1007/s10741-020-099330z.

41. Wilde A.AM., Amin A.S. Clinical spectrum of SCN5A mu-
tations: long QT syndrome, Brugada syndrome, and cardiomyopa-
thy. JACC Clin Electrophysiol. 2018;4(5):569-579. doi: 10.1016/].
Jacep.2018.03.006.

42. Corrado D., Wichter T., Mark S., et al. Treatment of Arrhyth-
mogenic Right Ventricular Cardiomyopathy/Dysplasia an International
Task Force Consensus Statement. Circulation. 2015;132:441-453. doi:
10.1161/CIRCULATIONAHA.115.017944.

43. Lishui Shen, Shangyu Liu, Zhenhao Zhang, et al. Catheter
ablation of ventricular tachycardia in patients with arrhythmogenic
right ventricular cardiomyopathy and biventricular involvement. Eu-
ropace. 2024;26(3):euae059. doi: 10.1093/europace/euae059.

44. Corrado D., Calkins H., Link M.S., Leoni., Favale S., Bevi-
lacqua M., et al. Prophylactic implantable defibrillator in patients
with arrhythmogenic right ventricular cardiomyopathy/dysplasia and
no prior ventricular fibrillation or sustained ventricular tachycardia.
Circulation. 2010;122:1144-1152. doi: https;//doi.org/10.1161/ CIR-
CULATIONAHA.109.913871.

45. Orgeron G.M., James C.A., Riele A.T., et al. Implantable
Cardioverter-Defibrillator Therapy in Arrhythmogenic Right Ven-
tricular Dysplasia/Cardiomyopathy: Predictors of Appropriate Therapy,
Outcomes, and Complications. Am Heart Assoc. 2017;6:¢006242. doi:
10.1161/JAHA.117.006242.

46. Leong C.J., Sharma S., Seth J., Dave A., et al. Gene Therapy
Jfor Inherited Arrhythmia Syndromes. Cardiogenetics. 2024;14(3):132-
148. doi: https;//doi.org/10.3390/cardiogenetics 1403001 1.

Ortpumaro/Received 06.11.2025
PevjeH3oBaHo/Revised 15.11.2025
TMpwiiHsTo Ko Apyky/Accepted 25.11.2025 |

Olha Kovalova, MD, DSc, PhD, Professor, EFESC, Kharkiv National Medical University, Kharkiv, Ukraine; e-mail: prokov@gmail.com, om.kovalova@knmu.edu.ua; phone: +380 (97) 314-74-33;

https://orcid.org/0000-0003-3410-6623

Vadym Nikonov, MD, DSc, PhD, Professor, Head of the Department of Emergency Medicine and Disaster Medicine, Postgraduate Education Institute, Kharkiv National Medical University, Kharkiv, Ukraine;
e-mail: nikonov.vad@gmail.com; phone: +380 (50) 970-94-76; https://orcid.org/0000-0002-0078-9991
Anna Zhuravlova, PhD in Medicine, Associate Professor, Department of General Practice — Family Medicine and Internal Diseases, Kharkiv National Medical University, Kharkiv, Ukraine;

e-mail: ak.zhuravlova@knmu.edu.ua; https://orcid.org/0000-0002-3585-4853

Viktoriia Nikonova, PhD in Medicine, Senior Research Fellow, Cardiorheumatology Department, Institute for Children and Adolescents Health Care of NAMSU, Kharkiv, Ukraine;

e-mail: viktoriavvn@gmail.com; https://orcid.org/0000-0001-8269-6176

Tom 22, N# 1, 2026

www.mif-ua.com, https://emergency-journal.com 95



HaykoBum orasa / Scientific Review

Yevheniia Kinoshenko, PhD in Medicine, Associate Professor, Department of Emergency Medicine and Disaster Medicine, Postgraduate Education Institute, Kharkiv National Medical University, Kharkiv,
Ukraine; e-mail: yi.kinoshenko@knmu.edu.ua; phone: +380 (50) 652-80-59; https://orcid.org/0000-0002-5024-1561
Myroslav Baturynskyi, Senior Research Fellow, lvan Kozhedub Kharkiv National Air Force University, Kharkiv, Ukraine; e-mail: info@hups.mil.gov.ua; https://orcid.org/0000-0003-3942-0902

Conflicts of interests. Authors declare the absence of any conflicts of interests and own financial interest that might be construed to influence the results or interpretation of the manuscript.
Authors’ contribution. 0.M. Kovalova — concept of research, writing text; V.V. Nikonov — concept of research, editing text; A.K. Zhuravlyova, V.V. Nikonova — bibliometrical analysis of scientific

literature; I.I. Kinoshenko — collection of materials; M.P. Baturinskij — research design.

O.M. Kovalova', V.V. NikonoVv', A.K. Zhuraviova’, V.V. Nikonovc?, Ye.l. Kinoshenko’, M.P. Baturynskyi®

'Kharkiv National Medical University, Kharkiv, Ukraine

2Institute for Children and Adolescents Health Care of NAMSU, Kharkiv, Ukraine
3lvan Kozhedub Kharkiv National Air Force University, Kharkiv, Ukraine

Arrhythmogenic potential of cardiomyopathies

Abstract. The article presents a review of literary scientific sources
from the MEDLINE database on PubMed, Web of Science, Sco-
pus, and Google Scholar platforms, focusing on arrhythmia in
patients with arrhythmogenic cardiomyopathy. In accordance
with international guidelines, the definition of arrhythmogenic
right ventricular cardiomyopathy, arrhythmogenic left ventricular
cardiomyopathy, and biventricular heart damage are provided. An
algorithm of the diagnostic process based on the Padua criteria is
presented to verify the types of arrhythmogenic cardiomyopathy.
The electrocardiographic characteristics of supraventricular and
ventricular arrhythmias and their clinical manifestation in patients
with arrhythmogenic cardiomyopathy are described. The signifi-

cance of genotype in the formation of arrhythmic phenotype in
cardiomyopaties is emphasized in accordance with modern data.
Treatment strategies for arrhythmias include pharmacotherapy and
invasive methods. The indications for prescribing antiarrhythmic
drugs to patients with arrhythmogenic cardiomyopaties are high-
lighted, taking into account clinical situations. The role of ablation
of arrhythmogenic substrate and implantation of cardioverter-
defibrillator in the prevention of sudden cardiac death of patients
is shown.

Keywords: arrhythmogenic right ventricular cardiomyopathy; ar-
rhythmogenic left ventricular cardiomyopathy; arrhythmias; geno-
type-arrhythmic phenotype; treatment
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