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AucraHuinHe HaOBYAHHS

/XAPKIBCbKO MEAMYHA AKOAEMIST NICATIANNAOMHOI OCBITU XApKiB, YKpAiHa/

NMpaBowWwNnyHOYKOBO APUTMOreHHa Kapaiomionaria

Pe3iome

Y CTaTTi PO3ASIAQIKOTLCS MIUTAHHS MOLUMPEHOCTI, €TIOAOTIT | NIATOreHesy, KAIHIKM, IHCTPYMEHTAABHOI aAlarHoc-
TUKN NPABOLLIAYHOYKOBOI ApUTMOreHHoi kapaiomionartii (NMAKMIT). MNMponoHyoTbCSl AIArHOCTUYHI KpUTEpii,
CTPATUIKALLS PU3MKY PAMTOBOI CepLLeBoi cmepTi y nauieHTis i3 MAKMIT i OCHOBHI MiAXOAM B AiKYBAHHI AQHOTO

30XBOPIOBAHHSI.

KAIO4OBi CAOBQ: MPABOLLAYHOYKOBA OPUTMOTEHHA KAAIOMIONATIS, APUTMOTEHHA KAPAIOMIONATIS], LUAYHOY-
KOBA TAXIKAPAIS1 3 MOPPOAOTIEID BAOKOAM AIBOT HDKKM MyYKA [CA, XBUASI ENCUAOH

[MPABOLLIAYHOUYKOBA APUTMOreHHa KapaiomionarTia (MAKMIT) -
reHeTUYHO 3YMOBAEHE 3AXBOPIOBAHHSI MIOKOPAQ, LLO XAPAKTEPU3Y-
€TbCS NPOrPECMBHUM 3AMILLLEHHSIM MIOKAPAQ MPABOTO LWAYHOYKA
CMOAYYHOKO A60 XMPOBOKD TKOHUHOK, 3 MOXAMBUM 3AAYYEHHSIM AO
npoLecy MIOKAPAQ AIBOTO LLUAYHOYKQA, SIK APABUAO, HE BPOXKAKOYM
MIi>KLUAYHOYKOBY NEPErOPOAKY.

OpPUNHAABHUM BU3HAYEHHSIM «APUTMOrEeHHA MPABOLLAYHOYKOBAO
Kapaiomionarist / ancnaaazis» (NMAKMIT) CKOPUCTAAUCS BYEHI, SIKi BiepLLe
BUSIBUAM XBOPOBY, AASI ONUCY HOBOTO 30XBOPIOBOHHS CEPLIEBOrO M'513Q,
O NEePEBAKHO BPOXKAAO MPABUM LUAYHOYOK, OCHOBHUM KAIHIYHUM
MPOSIBOM SIKOTO CTAAO BUHUKHEHHST 3AOSIKICHMX LUAYHOYKOBUX CIPUTMIIN.

3roAOM AOCAIAXKEHHS AYTOMCIT, AOCAIAMEHHS KOPEASILLi reHoTUnYy
TA GEHOTUMY | BUKOPUCTAHHS CEPLEBO-MArHITHOrO PE3OHAHCY 3 KOHT-
PACTHUM MOCUAEHHSIM MOKA3AAM, LLO GiBPO3HO-KMPOBI 3MIHM MiIOKAP-
AQ € XOPAKTEPHOIO GEHOTUMOBOKD OCODAMBICTIO 30XBOPKOBAHHSI.
30AXBOPIOBAHHST TAKOXK MOXE BPOXKATU MIOKAPA OBOX LLUAYHOYKIB,
NPUYOMY YPOXKEHHS AIBOTO LUAYHOUKC NMEPEBNLLYBATUME 30 TSHKKICTIO
YPQOYXKEHHS MPABOrO LUAYHOYKA.

Y 2019 pouj 6yB OryGAIKOBAHWN HOBUM Mi>KHOPOAHMIN EKCNEPTHUI
KOHCeHcyc ToBapMCTBA cepLeBoro putMy (HRS) LWOAO OLHKK, CTPA-
TMdikauji prsKrKy T AiKkyBAHHST APUTMOTEHHOIT Kapaiomionarii. B upomy
AokymeHTi TTAKMIT 6yAo BIAHECEHO AO rPRYNN «APUTMOTEHHMX KAPAIO-
mMionariv» (AKMIT). APUTMOreHHA KApAIOMIONATis1 — LLe ApPUTMOTrEeHHNM
PO3AAA MIOKAPAQ, SIKMA HE € BTOPWHHM MO BIAHOLLEHHIO AQ iLLEMIY-
HOI, riNepPTOHIYHOI ABO KAQNAHHOI XxBOPOOU cepust. AKMI Bkatovae
LLMPOKMI CNEKTP FEHETUYHNX, CUCTEMHUX, IHPEKLINHMX TA 30NMAABHNX
PO3ACAIB. Lle MO3HAYEHHS BKAIOYAE APUTMOTEHHY KAPAIOMIONATIIO
MPOBOro/AIBOrO LLUAYHOYKIB, OMIAOIAO3 CepLsl, CAPKOIAO3, XBOPOOyY
LLlaraca T1a HEKOMMAKTHY KAPAIOMIONATIKO AIBOTO LUAYHOYKA, PI3HOMO-
HITHI KOHaAONATII.

Etionoria

MAKMI € reHETUYHO 3YMOBAEHKIM 30XBOPIOBAHHSIM MIOKAPAQ, SIKE
XAPOAKTEPUIYETLCS MPOrPECYHOHMM 3AMILLLEHHSIM (CMOYATKY BOTHULLLE-
BVM, MOTIM — AUPY3HUM) M’ S130BOT TKAHVHM MPOBOTO LUAYHOUYKO XXMPO-
BOKO O6O CMOAYYHOIO. 3OXBOPIOBAHHSI YHACTO MAE CIMENHNIN XAPAKTEP
3 AYTOCOMHO-AOMIHOHTHUM TUMOM YCMNAAKYBAOHHS. MaHidecTauia

MAKMI1 cnocTtepiraeTbcsl B MAAITKOBOMY Q6O KOHALLKOMY BiLli.
3AXBOPIOBAHHSI HOCTO MPU3BOANTE AO PO3BUTKY HEGE3IMEYHNX AASI
SKUTTS LLUAYHOUKOBUMX QPUTMIN, SIKi MOXYTb CTATU NPUHMHOIO PAMTOBOI
cepueoi cmepTi (PCC) y MOAOAMX NALIEHTIB. HO CbOroaHi BCTAHOB-
AEHO 16 reHiB, MyTauji sIKMX BIAMOBIAQKOTb 30 XBOPOBY. HamyacTiwe
MOTOreHEeTUYHI MyTaLii BNAVBAKOTb HA 5 rEHIB, LLIO KOAYHOTb AEGCMOCOMY,
CTPYKTYPW, LLO 6epyTb YYACTb Y AATesii KAITMHU A0 KAITWHM (40-50 %
BMMNAAKIB). [TAQKODIAIH — Lie BIAOK, KUIN YPOXKAETLCS HONYACTILE,
nopsiA 3 €CMOMAQKIHOM, AE3MOIAEIHOM, AECMOKOAIHOM TO MAQKO-
TAOBIHOM. OKpPIM 3raAQHMX MYTALLIM BYAM PO3MI3HAHI iHLWI reHn (TOBTO
FeHU, WO KOAYHOTb MPUEAHAHI CMIOAYKM, KOMMOHEHTU LIUTOCKEAETQ,
iOHHI TQ UTOKIHOBI KAHAAW). ICHYE BAPRIAHT OYTOCOMHO-PELLECUBHOTO
YCMOAKYBAHHS, QCOLMOBAHUM i3 MAABMOMAQHTOPHUM KEPATO30M i
LLEePCTUCTMM BOAOCCSIM, LLLO HO3BMBAETLCS XBOPOH OO Hakcoca.

Eninpemionoria

30XBOPIOBAHHST TPAMASIETLCS 3 HACTOTOO Bia 1:2500 o0 1:5000
BUMOAKIB, YHOCTILLE Y YOAOBIKIB, HiXX Y YKIHOK (2,7:1), CMOPTCMEHIB (BiKOM
AO 40 pokiB). Buwa yactora NMAKMI 3apeecTtpoBaHa y lpedii
(0. Hakcoc) 1a Itanii (Beneuis). MAKMIT Bianosiaae 3a 17 % BUNOAKIB
PANTOBOI CepuUeBOi CMepTi y 3AraAbHin NonyAsiLii i 22 % BMNAAKIB
PANTOBOI CMEPTi y CMOPTCMEHIB.

Knacundikauis

Knacuoikauis MAKMI (Fontaine G.)

[30AbOBAHE YPQXKEHHSI MPQABOIO LUAYHOYKA.

1. Yncta dopma MNAKMIT - NpUCYTHIN «TPUKYTHUK AncnAasii» (ML
OMoBUTUN PIBPO3HO-XKNPOBOKD TKAHMHOKO Y BUTASIAI MASIM, LLO NOLLN-
PIOETHCSI HA AIASIHKM BEPXIBKM, BOPOHKM TA TPUKYCMIAQABHY AIASHKY).
BiAbLLQ YOCTVMHA MACUK MIOKOPAQ 3AMILLLEHA XXMPOM.

2. Naxos-xBopo6a — YHIKAAbBHO AyTOCOMHO-PELECHBHA dopMa
MAKMTI, 4aCTO NPEACTOBAEHA Y BUMASIAI 3AOSIKICHUX LLAYHOYKOBKX
APUTMIN.

3. BeHeLliaHCbKa KapAioMionaTiss — 3aXBOPKOBAHHS CTAHOBUTb
COBO0 HAMBGIAbLLMIN cuMATOMOKOMAAEKC MAKMIT. AAs uiei dopmm
XOPAKTEPHE 3AAYYEHHS B MPOLIEC AIBOTO LLUAYHOYKA. € AQHI Npo

B.M.Uenyitko, e-mail: viratseluyko@ukr.net
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CiIMEVHNN XAPAKTER 3AXBOPIOBAHHST 3 BUCOKOKO MEHETPAHTHICTIO
(50 %). MOXXAMBQ CMEPTb Y AUTSIHOMY BILL.

4. XBopoba lMokkypi (SINoHis), fCTOAOrYHO BianosiaHa MAKMIT.
Mopsaa i3 Tmnosmumm EKIM-osHakamm NMAKMIT BiaA3HAYEHI AOAQTKOBI
deHoMeHM — 3MiHM Ha EKT y BUrASIAT HEKOPOHAPOrEHHO! eAeBalLlii
cermeHta STy NPaBMX IPYAHMX BiABEAEHHSIX. XBOPOOa NOKKypi BUSIB-
AE€HQ B MIAAITKIB | XQPOKTEPU3YETLCSI BUCOKNM PU3NKOM PAMNTOBOI
CMepTi Mip YAC CHY aB0 BIAMOYMHKY.

5. I30AbOBAHA TAXIKAPAIS, SIKA BUXOANTB i3 MPABOTO LLAYHOUKA (MPT
i QHMOKOHTPACTHE AOCAIAXKEHHS NMIATBEPAXKYIOTb HOSIBHICTL [TAKMI B
AIASHL BOPOHKM).

6. AOBPOSIKICHI MPABOLUAYHOYKOBI €KCTPACUCTOAN 3 HASIBHICTIO
EeKTOMIYHOro BOTHULLIA, MMOBIPHO, B AIASIHLLE BOPOHKMK. [ICTOAOrYHO
BM3HOYAETLCS 3HOYHE MOLUMPEHHS PIBPO3HOT TKAHUHN Y AIASHL
BOPOHKM, ACOLIMOBAHE i3 3aNAAEHHSIM. HO AyMKYy QBTOPIB, MPOUHMHA
CMEePTi TAKMX XBOPUX — MIOKQPAMT.

7. AHOMAAIs Yast (Uh) — piaKiCHO NATOAOTIS, WO XAPAKTEPUIYETL-
CS$1 CTPIMKMM PO3BUTKOM CEPLIEBOI HEAOCTATHOCTI (BMPOAOBXK KIABKOX
AHIB/TVXKHIB) B OCI6 MOAOAOIO BiKY, WO NMPU3BOAUTE AO CMEPTI.
MprYMHa CMePTi TAKMX XBOPWX — CEePLIEBA HEAOCTATHICTbL i/aB0 apuT-
Mii. Y TOKUX BUMOAKOX MIOKAPA XOPAKTEPU3YETLCS MOBHOO BIACYTHIC-
THO M’ 130BMX BOAOKOH. MAKpOCKOoMi4YHO npu xBopo6i Uhl BU3HAYAEThb-
Cs1 NneprameHTHe cepue.

8. HeaputmoreHHi dopmm MNAKMIT - BiANOBIAHO A0 KAQCU®iIKaL
BOOS posmsiaatotbes gk dopma NMAKMI. Y LpomMy BUNAAKY Nepea-
Ba4AETLCSI HASIBHICTb QAPUTMOTEHHOrO CYBCTPATY B «CAASIMOMY CTQHI»,
KNV BUSIBASIETBCS MPU MPOBEAEHHI CMELIAABHMX iIHBA3MBHMX/HEIHBO-
31BHUX AOCAIAKEHD.

ANCIAQ3IsT i3 3QNYHEHHSIM AIBOIO LLUAYHOYKQ

1. BIBEHTPUKYASIPHO AMCMAQISI XOPAKTEPUIYETLCS YPOKEHHSIM
060X LLUAYHOUKIB. MIOKQPA AIBOTO LUAYHOYKQ 303HAE TUX CAMMX 3MIH —
3AMILLLEHHS XXMPOBOO TA GiIBPO3HOK TKAHWHOK. BTpaTa M’ a930BOi
TKAHUHN CYMPOBOAXKYETHCS AUAQTALIEID LAYHOUKIB, 3HMKEHHSIM
CKOPOYYBOABHOI 3AQTHOCTI 3 PO3BUTKOM BIBEHTPUKYASIOHOT CepLEBOI
HEAOCTATHOCTI. AOCUTb CKAQAHO MPOBECTN ANDEPEHLLINHY AlQrHoC-
MKy 3 AKMI. AndepeHLUimHO-AIarHOCTUYHUM KPUTEPIEM € HASIBHICTb
YKMPOBOT iIHDIABTP ALl MiOKaPAQ.

2. AUCNAQ3iS, YCKAOAHEHO MIOKAPAUTOM. Y LbOMY BMMAAKY B
npoLec BTArytoTbCsi OOUABQA LUAYHOYKM, PO3BMBAETLCS CEPLEBA
HEAOCTATHICTb. [MPOrHO3 HECMPUSITAVBIM. YOCTO PO3BUTOK MIOKAPAM-
Ty Npu NMAKMIT 3yMOBAEHUI FEHETUYHO.

KniniyHa kaptuHa

KAIHIYHI MPOsIBM 30XBOPIOBAHHST 3AAEXKATH BiA XAPAKTEPY TA CTY-
NeHs1 YPOXKEHHS! MPOBOTO LUAYHOYKA TA MOXYTb BKAIOYATK CUMMTO-
MU, NOB’SI30HI 3 APUTMIEID N 3yMOBAEHI MPABOLLAYHOYKOBOKO HEAO-
CTATHICTIO.

CKaprn XBOPUX NOB 1I3AHI 3 HASIBHICTIO TSHKKMX MOPYLLEHb PUTMY.
OcHosoto aputmin npu MAKMIT € HOSBHICTb Y MPOBOMY LLUAYHOUKY
AIASIHOK, LLLO MQIOTb Pi3Hi eAeKTPOdIZIOAOTIHHI XOPAKTEPUCTUKN (M’ 9-
30B0, GIBGPO3HA TA XMPOBA TKAHUHA), SIKi CTBOPIOKOTE YMOBU AAS
PO3BUTKY MOPYLLEHb PUTMY 30 MEXAHIZMOM MIKPO-peEHTPI.

Mopsia 3i ckapramy Ha Nepeboi B pOOOTI CEPLISI XBOPI BIASHAYAOTh
30NAMOPOYEHHS, HEMPUTOMHICTb. I[HOAT NEPLLMM MNPOSBOM 3AXBOPIO-

Ne 3 (249) / 2021

BOHHSI € PANTOBA APUTMIYHO CMePTb. CreupdiyHMX KAIHIYHUX O3HAK
npwv NAKMIT Hemae.

Cepep NopyLlleHb PUTMY HAMYACTILLE TPAMASIETbCST MPABOLLAY-
HOYKOBO €KCTPACUCTOAISL, MPUYOMY YACTOTA EKCTPACUCTOA MOXE
KOAMBATUCSI BiA OAVHNYHNX AO BiremiHii, LUAYHOUYKOBOI TOXIKApA|.
EnizoAM LUAYHOUKOBOT TAXIKAPAli MOXYTb BYTU SIK 6E€3CUMATOMHUMM YA
MOAOCUMATOMHVMU, TOK | CYMPOBOAYXKYBATNCS] MOPYLLUEHHSIMW FEMO-
AVHAMIKM, HOCAMMEpPEA, MOripLIEHHSIM MO3KOBOTO KPOBOOBIry 3
PO3BUTKOM MPECUHKOMAABHUX | CUHKOMOABHWX CTOHIB.

SIKLLO € NOPYLUEHHSI HACOCHOI GYHKLIT MPOBOrO LWAYHOYKA, HO
nepLnm NAQH BUXOASITb CUMMATOMU MPABOLLUAYHOYKOBOI CcepLeBoi
HEAOCTATHOCTI. Y LbOMY BUMNAAKY MOXYTb BYTW CKAPIM HA BiAYYTTS
TSDKKOCTI B IPABOMY Mippetep’i, HOBPSIKU HA HMKHIX KIHLLIBKOX, MyAb-
COLLIO SIPEMHUX BEH. Y pa3i 3AAYHEHHS AO MPOLLECY AIBOTO LUAYHOYKAO!
nepeo6ir 30XBOPIOBAHHST OBTSHDKYETLCS! PO3BUTKOM BIBEHTPUKYASIOHOT
cepLeBOi HEAOCTATHOCTI.

O6’ eKTBHO NPK DI3NKAABHOMY OBCTEXEHHI HO MOYATKOBMX ETAMNAX
30XBOPRIOBAHHST HisIKX CReUMPiYHNX O3HAK HE BUSIBASIFOTb. Y pA3i HOSIB-
HOCTI CUCTOAIYHOI i/a60 AIOCTOAIMHOI MPABOLLAYHOYKOBOI HEAOCTAT-
HOCTI CNOCTERIraETLCS 3GIABLLEHHS MPABOrO MEPEACEPAS 3 PO3BUTKOM
BIAHOCHOI HEAOCTATHOCTI TPMKYCMIAQABHOTO KAQMAHQA, 3 XAPAKTEPHOKO
QAYCKYABTATUBHOK KAPTUHOO. Moy 3GIAbLLEHHI MPOBOTO NEPEACEPAS
MOYKAVBUI PO3BUTOK CYMPOBEHTPUKYASIOHMX MOPYLLEHD PUTMY.

HiarHoctuka NAKMIN

AjarHo3 MAKMIT BCTAHOBAKOKOTb HA MIACTOBI CTRYKTYPHWX, MCTO-
AOTiYHUX, EKT, apuUtMidHKX, reHeTnYHMX GaKTopiB. BUsHaunT dyHKUiOo-
HOAbHI TO CTPYKTYPHI MOLLKOAYKEHHST AQKOTb 3MOry ExoKI, aHriorpadia
3 BeHTpUKyAorpadieto, MPT a60 paAIOHYKAIAHE AOCAIAKEHHS.

Ha EKT BUSIBASIKOTb MPOBOLLAYHOYKOBI MOPYLLEHHST PUTMY, BKAKOYQ-
HOUM LUAYHOUKOBY TOXIKAPAIKO 3 MOPDOAOTIED BAOKAAM AIBOI HIDKKM
nyyka lica, o3Haku rinepTpodii NPABOro nNepeacepAs. Buainsiots
cneundiyHi amiHm EKI npu MAKMIT:

e HErATMBHI 3y6Li Ty MPABMX rPYAHMX BiaABEAEHHSIX 3 V1 o V3 npn

BiACYTHOCTI BAOKAAM MPABOI HKKM nyyKa lMca;

e YMOBIAbHEHHS MPOBEAEHHST IMMYABCY B MPABOMY LUAYHOUKY (TPW-
BAAICTb LUAYHOYKOBOrO KOMMAEKCY — MoHAA 110 MC y MpaBmx
FPYAHUX BIABEAEHHSIX, MPU HOPMOABHIM LUNPWHI B V6);

* HASIBHICTb XB1AI ENICUAOH, 3yMOBAEHOI CAIAOBVMM MOTEHLLIOAOMN
MPAOBOro WAYHOYKA (puc. 1).

Puc. 1. HasiBHicTb XBUAi €NcHNOH y NpaBMX rpyAHMX BifiBeAEHHSX
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BiA3HAQUYAETLCS BNEPTA LUAYHOUYKOBA QPUTMISI, B TOMY YMCAI LLAY-
HOYKOBO TOXIKAPAIS1 3 MOPDOAOTIEID BAOKAAM AIBOT HDKKM NMy4yKa lca.
XMEKT AQ€ 3MOry OLHUTU TSHKKICTb ApUTMIT, MpoBECTU CTPATUDIKALLiIO
PU3KKY.

Mpn exokapAiorpadiyHOMY AOCAIAYKEHHI BUSIBASIKOTb O3HOKM
YPOYKEHHS MPABOrO WAYHOYKA: 36iAbLUEHHST MOPOXKHUHWN, HASIB-
HICTb 30H rino- Ta akiHesii (AIASHKM GIBPO3Y TA XKMPOBOro nepe-
POAXKEHHS), 3HMKEHHS1 TAOBAABHOT CKOPOYYBAABHOI 3AQTHOCTI,
HASIBHICTb QHEBPW3MATUYHUX BUMMHAHBL. Y PE3YALTATI NOPYLLIEHHS
AIQCTOAIYHOI QYHKLUIT MPABOro LWAYHOUYKA CMOCTEPIraeTbCs 30iAb-
LIEHHS MPABOro NepeAcepAst T MOXAMBUA PO3BUTOK TPUKYCHI-
AQABHOT HEAOCTATHOCTI. CKOPOTAMBA GYHKLLIS APABOTO LUAYHOYKA
MOXE BYTU HE MOPYLLUEHA, OAE YACTILLE — 3HUXKEHA, B TOMY YNCAI 1
3HAYHO.

AAs plarHoCTMKM MTAKMITT TaKOXK 30CTOCOBYIOTh BEHTPUKYAOTPA-
dito, LLLO AQE 3MOTY AOBECTU HASIBHICTb AMAQTALLT MPABOrO LUAYHOM-
KA, IKA MOEAHYETLCS i3 CErMEHTAPHMMM MOPYLLEHHSIMU MOro CKO-
POYEHb, BUMMHOHHSIM KOHTYPY B AIASHLI AMCIAQSIi | 3GiAbLUEHHSIM
TPABEKYASIPHOCTI.

MiATBEPANTU AIArHO3 AQE 3MOTY | BiONCist MIOKAPAQ 3 FICTOAOTYHUM
AOCAIAKEHHSIM, WO MIATBEPAXKYE HASBHICTb TPOAHCMYPAABHOIO
PiIBPO3HO-XXMPOBOTroO 3aMilLeHHsT Miokapaa T, EAekTpoHHO

AucraHuinHe HaOBYAHHS

MiKPOCKOTMis1 eHAOMIOKAPAIAABHOI Bioncii AQ€ 3MOry BU3HAYUTU
PEMOAEAOBAHHS BCTABHUX AMCKIB KapAioMiouuTis. BTim, 6ioncis He €
METOAOM, LLIO BUKAIOYAE 30XBOPKOBAHHS, aAxKe 3A6ip MaTepiany
MPOBOASITb 3 AIASIHKU MiXKLLAYHOYKOBOI NEPETrOPOAKM, TOAI SIK MPU AQHIN
MATOAOTII XXNPOBE MEPEPOAXKEHHS MOLUMPIOETLCS 3 EMIKAPAC HO
EHAOKAPA. KpiM TOro, MATOAOTIHHUIM MPOLEC MOXKE MATM BOTHULLLEBNA
XAPAKTEP, | MATOAOMYHO NEPEPOANKEHA AIASHKO HE NOTPANUTL B
6ionTat. AmLie B Ni3HIX CTOAISIX 30XBOPIOBAHHS, MPU 3AUTTI OKPEMMX
BOTHULLL, MOXE BYTN Andy3sHE ypodkeHHs ML | AlarHOCTUYHA LiHHICTD
Gioncii 3pocTae.

BadkAMBMM AIQrHOCTUYHMM TECTOM € NpoBeaeHHs MPT cepus 3
KOHTPACTYBAHHSIM FTOAOAIHIEM, KO MIATBEPAXKYE HEOAHOPIAHICTD
CTPYKTYPU MPABOrO LUAYHOYKA TA HASIBHICTb XXKMPOBOT TKOHWHW B MiO-
KApAI. Llen metoa AQE 3MOry BUSIBASITM OCEPEAKM AIAMETPOM BiA,
KIABKOX MIAIMETPIB i PO3POXOBYBATU BMICT YXMPOBOT TKAHMHW.

Yci poandi XBOpOro, B sIKOro 6yno BugsAeHo MAKMI, NOBUHHI
NPOXOANTU FEHETUYHE OBCTENKEHHS 3 METOK BUSIBAEHHS! Y HX 30XBO-
PIOBAHHS HQO PAHHIX CTOAISIX.

Y 1994 p. W. J. McKenna i CniBOBT. 3QMPONOHYBOAM BEAUKI TA MOAI
Kputepii aiarHocTmkm MAKMIT, y 2010 p. ui kputepii OyAn neperAsHyTi
3 YPOXYBAHHSIM MOSIBU HOBUX TEXHOAOTIN OBCTEXEHHS XBOPUX | HOBUX
reHEeTUYHNX ACHUX (TAOA. 1).

Ta6nuusa 1. Kpurepii giarHoctkn npaeoLlnyHoukoBoi apUTMoreHHoi kapaiomionarii MixHapogHoi po6oyoi rpynu nepernsagy 2010 p.

Kpurepin

Benuxui

Mno6anbHa Ta/ abo perioHanbHa AMCHYHKLIS | CTPYKTYPHI 3MiHM

ExoKT

MPT

Anriorpadis ML

Xapakrepuctka
TKAHMHM CTIHOK

Anomanii EKT

Aputmii

CimeiiHunin
aHamHe3

* PerioHanbHa akiHesis, AuckiHesis abo aHespuama ML

i ofHe 3 HacTynHoro B KiHLi AiacTonu:

- napacrepHanbHo no Aosrii oci — BTMLL >32 mm (3 nonpas-
KOO HQ NNoLLy noBepxHi Tina =19 mm/m?)

- napacrepHankHo no kopoTki oci — BTMLL >36 mm

(>21 mm/Mm?)

* PerionanbHa akiHesis, abo auckiHesis, a6o acMHXpoHHe
ckopouehHs ML i ogHe 3 HacTynHoro:

- koediLjieHT KiHueBoro aiactoniuHoro o6’ emy MLL

Ao nnowi nosepxHi Tina =110 mn/m? (ans yonosikie)

abo >100 mn/m? (ans xiHok)

- dpakuis euknay ML <40 %

* PerioHanbHa akiHesis, AuckiHesis abo aHespuama ML

Dibpo3HO-XMPOBE 3aMilLLEHHS MIOKAPAA NPH EHROMIOKAp-
nianbHii Gioncii

¢ Xeuni encunox
* IuseproBaHi T-xeuni B BigeepeHHsax V1-V3 y oci6 >14
pokis 3a BiacyTHocTi Gnokaaun npasoi Hixku nyuka lica

i QRS >120 mc

* Hecriiika abo crifika LUT i3 mopdonorieto BJTHIT i3 iccio,
cnpsmoBsaHoto Beepx (Heratmei abo HesusHaueHi QRS y
sinsepennsx I, l1li aVF i nosutueni B aVL)

* MAKMIN nigreepaxeHo y poauyie nepworo cryneHs

* MAKMIT niateepaxero nig yac onepauii abo astoncii y
POAMYIB NEPLIOTro CTyneHst

* MNatoreHeTnyHa myTauis reHa, acouiioeanoro 3 [MTAKMI

Manwuii

* PerioHanbHa akiHesis, AMCKiHe3is Ta OAHE 3 HACTYMHOrO B KiHLi AiacTonu:
- napactepHansHo no posrii oci — BTMLL >32 i <36 mm (>18i <21 Mm/m?)
- napacrepHanbHo no kopoTkii oci — BTMLL 229 i <32 Mm (>16 i <19 mm/m?)

* PerionanbHa akiHesis abo auckinesis ML Ta oaHe 3 HacTynHoro:

- koediLieHT KiHueBoro aiactoniyHoro 06’ emy ML po nnowi nosepxHi Tina >100 mn/m?
i <110 mn/m? (gns yonosikis) a6o >90 mn/m2 i <100 mn/m? (Bns xiHok)

- ppakuis sukuay MU >40 % i <45 %

* 3anuwkosi Miountn <60 % Npu MOpPOMETPUYHOMY aHANi3i 3 GiIBPO3HUM 3aMIlLEEHHIM
miokapaa einbHoi ctiHku ML y >1 3pasky 3/6e3 XMPOBOro 3aMiLLEeHHS TKAGHUHW NpK
eHpoMiokappaianbHii Gioncii

* 3anuwkosi MiounTH Npu MopdomeTpruHOMy aHanisi 60-75 % i3 $ibpo3HUM 3amilLeH-
HM Miokappaa BinbHoi cTinku ML B >1 3pasky 3/6e3 XMPOBOro 3aMilLieHHs TKAHWUHM NPK
eHpoMiokappaianbHii Gioncii

* MizHi noteHuianu Ha curHan-ycepepneniin EKM 8 >1 3 3 napamerpie 3a eiacyTHocrTi
nogoexeHHs QRS >110 mc

* TepminansHa Tpusanicts aktueauii QRS >55 mc, BUMipsiHa MiX HaAMPOM S-xBuA i KiH-
uem komnnekcy QRS, skniouatoun R’, y V1, V2 abo V3, 3a sincyTtHocti nosHoi BIHMAT

* Iueepcis T-xeuni y V1 ta V2 y oci6 >14 pokis npu sigcytHocti BITHMT a6o 3 V4 po V6
* Ineepcis T-xsuni y insepennsx 3 V1 go V4 y oci6 >14 pokis 3a HasiBHOCTi noBHOI
BAHAr

* Hecriitka abo crittka LT i3 BMHOCHOrO TpakTy npagoro wnyHouka abo 3 Mopdonorieio
BJTHIT 3 Biccio, cnpsmoeaHoto BHu3 (nosutueHi QRS y sigsepennsx I1, 1ll, aVF i Heratushi
8 aVL) abo 3 HeBM3HaUEHOIO Biccio

* 500 wnyHoukoeux ekcrpacucron npotarom 24 rog XMEKT

* MAKMI y poauuis nepworo cryneHsi CNopiAHeHHs, B SKMX He 6yNo MOXIMBOCTI BU3HA-
4MTH, 4M BignoBigae BoHa noTouHum kputepism MAKMIT

* Mepepuacha cMmepTsb Y Biui <35 pokis yepes nigo3spy Ha MAKMI

* MAKMI niateepaxeHa natonoriyHo abo 3a AONOMOro NOTOYHMX KPUTEPpIiB y poauuis
LPYroro CTyneHs CnopigHeHHs

Mpumitka. BTMLL — suxinHni Tpakt npasoro wnyHo4kka, BIMHII - 6nokaaa npasoi Hixku nyuka lica, BJIHMAT — 6nokaaa nisoi Hixku nyska ica.
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MNMpo neBHy HasBHICTb [TAKMI CBIAYUTD BUSIBAEHHST 2 BEAUKUX,
abo 1 BeAUKOro i 2 MaAMX, A60 4 MAAUX KPUTEPIIB i3 PI3HKX KATEro-
pint. Mpo rpaHuyHy HasiBHICTb NMAKMI cBiaYaTh 1 BEAUKUY i 1 MAAUV
Kputepii, abo 3 Maamnx kputepii 3 pisHMX Kateropin. MNpPo MOXAUBY
HasBHICTb NMAKMIT roBopsiTe 1 BeAMKMK QB0 2 MAAMX KpUTepii i3 pis-
HUX KATEeropin.

JlikyBaHHs

Y AikyBaHHI xBopux MAKMI1 30CTOCOBYIOTb MEANKAMEHTO3HY
Tepanito, iHBA3MBHI T ONEPATUBHI BTRYYAHHS.

ANiyBaHHs1 MTAKMIT cnpsiMOBAHE HA YCYHEHHST ApUTMIl | cepLeBOi
HEAOCTATHOCTI. 9IK QHTMAPUTMIYHI NpPenapaT 3aCTOCOBYIOTb
6eta-6nokatopm (Bb), amiopapOH, COTAAOA. MOXKAMBE TAKOXK 3ACTO-
CYBOHHST GAEKAiHiAY B KOMGiIHALIT 3 Bb y XBOpUX 3i 36epexxeHoto
dyHkujeto ML Ta ALLL, AAST KOHTPOAID LLUAYHOUKOBUX QPUTMIN, pedpaK-
TEPHUX AO IHLLVX QHTUAPUTMIKIB. 30 HEAOCTATHLOI €PEKTUBHOCTI, LLO
OLLHIOBAHA 3 BUKOPUCTAHHSIM AQHUX XMEKT, niaGip aHTUARUTMIYHOI
Tepanii AOLIABHO MPOBOANTM 30 AOMIOMOTOK EAEKTPODIZIOAOTIYHOTO
AOCAIAKEHHS.

AiIKYBOHHS1 3ACTIMHOI CepLeBOi HEAOCTATHOCTI MPOBOASTb 3Q
3AraAbHOMPUNHATUMN METOACMM 3MAHO 3 MDKHAPOAHUMU PEKO-
MEHAQLLiSIMU i3 AIKyBAHHST CEPLLEBOT HEAOCTATHOCTI. MOXYTb 30CTO-
COBYBATUCS IHTBITOPM QHMNOTEH3NHMEPETBOPIOBAABHOTO pEepPMeEH-
Ty (AMN®), BAOKATOPU peLenTopiB AHMOTEH3UHY, 6eTa-6A0KaTOpH,
QHTArOHICTU OABAOCTEPOHY, METABOBI AlYPETUKM NPU O3HAKAX
3aCTotO. IMPK HASBHOCTI AMCOYHKLIT MPABOrO LUAYHOYKA 3 METOKO
3HMKEHHSI NePEeAHABAHTANKEHHS MOXKE BYyT 30CTOCOBAHWUM i30COpP-
Biay AnHITPAT. [pK HOSIBHOCTI AIBOLIAYHOYKOBOI HEAOCTATHOCTI
30CTOCOBYIOTb QHIMNOTEH3MH PEeLLENTOR — HEMPUAI3ZWH iHriGiTop (APHI,
BAACOPTAH/CAKYBITPUA).

Y BUNOAKY PO3BUTKY B XBOPWX QiIBPUASILIIT MepeACepAb, BHYTPILL-
HbOLUAYHOYKOBMX TPOMOBIB, A TAKOX CUCTEMHOI TPOMBOEMBOAII,
PEKOMEHAOBAHNM MPUNOM QHTUKOATYASIHTIB (BAPPAPWH, HOBI QHTU-
KOQMYASIHT Q60 HU3bKOMOAEKYASIOHI reNapuHLA).

Mpn 6paamKapaii, B TOMY YMCAI N iIHAYKOBAHIN QHTUAPUTMIY-
HOIO TEPAMIEID, PEKOMEHAYETLCS BCTOHOBAEHHS EAEKTPOKAPAIO-
CTUMYASITOPA.

Y BMNOAKOX PedPPAKTEPHOCTI AC TEPAMIi TA MPU BUCOKOMY PU3N-
Ky PO3BUTKY CUHAPOMY PAMNTOBOI CEpLIEBOI CMEPTI BAOKOTLCS AO
iIHBOBMBHWX METOAIB AIKYBOHHSI: PAAIOYACTOTHOT ABASILLT TQ IMIAQHTO-
uii kapaioseptepa-aedibpuastopa (IKA). YenilHe BUKOHAHHST paAio-
YACTOTHOI QBASILIJI MOXXE 3MEHLLNTA KAIHIYHI NPOSIBA 30XBOPIOBAHHSI,
AAE HEe AO3BOASIE 3AMOBIrTM MOXXAMBOCTI MOSIBU HOBUX BOTHULL,.
IMAAQHTALS IKA, SIK MPOBUAO, MPOXOANTE 6€3 YCKAOAHEHD | AQE 3MOTy
3HM3UTK pr3nK PCC.

[Mpw PO3BUTKY BIBEHTPUKYASIPHOI HEAOCTATHOCTI XxBOPI NMAKMIT €
KAHAMACTAMM HA TOAHCIACHTALLIO cepust. AAe, 3BOdKakoYM HaO 6ara-
TO MPWYYH, Tl IPOBOASTb YKPOM PIAKO.

MpodinakTuka
pantoBoi cepueBoi cmepTi (PCC)

MbKHAPOAHUN ekcnepTHUIN KOHCeHCYC HRS 2019 poky BKAIOYAE
TAKi pekomeHAaLji 3 iMaAaHTaLii KA,

Ne 3 (249) / 2021

PekomeHaaii | knacy anst imaaaHTauii IKA

1) NauieHT 3 AKMIT, aKi nepeHeCAn 3yniHKy KpOBOOOBIry y 38" 13Ky
3 LUAYHOYKOBOIO Taxikapaieto (LUT) a6o ¢ibpuagLieto twAyHouKiB (PLLD;

2) MauieHtn 3 AKMI, ski nepeHecAmn enizoa reMoANHAMIYHO
HecTabiAbHOT LLT.

PekomeHaauii Il kKnacy

1) NauieHtn 3 NMAKMI, aki nepeHecAn enizoa reMoANHAMIYHO
ctabinbHOi LUT (lla).

KOHCEHCYCHMIN AOKYMEHT TAKOXK MPOMOHYE BPAXOBYBATU HASIB-
HICTb BEAUKUX | MOAMX KPUTEPITB PU3NKY PO3BUTKY LUAYHOUYKOBUX QPUT-
Min y xBopux MAKMI. AO BEAUKUX KPUTEPIiB HOAEXKATb:

* HECTIMKA LUAYHOYKOBA TAXIKAPAIS;

® IHAYKTUBHICTb LUAYHOYKOBOI TAXIKAPAIT Mia 4aC eAeKTpodis3iono-

MYHOroO AOCAIAXKEHHS!;

o dpakuist BUKMAY ALL <49 %.

AO MAAUX KPUTEPITB HOAEXKATb:

* YOAOBIYO CTATh;

e CTATYC NPOBAHAQ;

« >1000 nepeAYACHUX CKOPOYEHD LLUAYHOUKIB 301 24 TOAUHM;

o AMCOYHKLST NPABOrO LWAYHOUKA (3riaHO 3 KpuTepiamm MAKMI

MidkHapoaHOI po6oyoi rpynn 2010 poky);

® HOSIBHICTb ABOX i BiAbLLE AECMOCOMHUX MYTALIN.

2) IMnAaHTaLs KA MOBUHHA PO3MASIAQTCS Y NALIEHTIB 3 3 BEAUKN-
MU, 2 BEAVIKMMW TQ 2 MOAVMY Q60 1 BEAVKM TA 4 MAAVMU KPUTEPISIMIA
APUTMIYHOTO pr3nky (lla).

3) IKA MOyKe BYT PO3IASIHYTA NPU HASIBHOCTI 2 BEAVKUX, 1 BEAVKO-
ro i 2 maamx, a6o 4 maavx kputepiis (II6).

HewoaasHo Cadrin-Tourigny Ta iH. 3aNPONOHYBAAM HOBY MPO-
FTHOCTUYHY MOAEAb CTIMKMX LUAYHOYKOBKX CIPUTMIN, PU3UIK MOSIBUA SIKUX
yepes 1, 2 Ta 5 pokiB MOYXHO OBYNCAUTM 3 OLIHKOK (WWW.ArVCrisk.
com).

Ponb ¢pisnyHOi aKTUBHOCTI Y NporpecyBaHHi
3axBOPIOBAHHA Ta pusuky PCC

BBQOXKQIOTb, WO Di3NYHA AKTUBHICTb CAPUSIE NPOrPECYBAHHIO
30XBOPKOBAHHSI, PO3BUTKY LLUAYHOUKOBOT ANCOYHKLLT T QpAPEHEePriyHIN
CTUMYASILLT, LLLO MOXKE CMPOBOKYBATU 3AOSIKICHI APUTMIT Y MALEHTIB 3i
CMPWISITAVIBVM NATOAOTIHYHUM CYBCTOATOM. CNOPTCMEHMW, SIKi XBOPIOTb
Ha MAKMI, NOM1PaoTb FOAOBHUM YMHOM MiA HAC Gi3NYHX HOBAHTAO-
YKEHb | MOIOTb PU3KK PAMTOBOI CMEPTI B 2-5 pa3iB BULLM, MOPIBHSIHO 3
HEe CMOoPTCMEHAMM. 3 LET MPUYMH 3MAraAbHI BUAM CMIOPTY NALIEHTAM
3 AiarHo3om MNAKMI npoTUnoKA3aHi.

MporxHos

Y MUHYAOMY MPOTHO3 BBAYKAAM HECMPUSITAVBUM, Y 3B 513Ky 3 HOSIB-
HICTIO 3QrPO3AMBIX AAS YKUTTS MOPYLLEHD PUTMY 3 BUCOKMM PU3NKOM
panToBoOi cMepTi, aae 3a HasiBHOCTI MPT ta KT-tomorpadii cepus
30P 03 AIArHO3 BCTAHOBAKOKOTb HABAraTo paHiwe. CKPUHIHT MOAOAMX
CMOPTCMEHIB TAKOX PSTYE XNTTS. HO CbOroAHI AOBFOCTOOKOBUN MPO-
FHO3 BBODKQIKOTb CMPUSITAMBUM, OCOBAMBO Y YAEHIB CiM’T, SIKi NIPOXOASTH
FEHETUYHMIN CKPWHIHT.

AoaarkoBa iHpopmauisa. ABTOPU 3QSIBASIKOTL MPO BIACYTHICTb
KOHQAIKTY iHTEPECIB.
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MpaBoXxenynoukoBas apUTMOreHHaAs Kapauomuonarus
B. . Ueaywko, E. A. ByTtko

XAPbKOBCKAS MEANLMHCKAST AKAAEMUNSI MOCAEANNIAOMHOIO O6PA30BAHMS
XApPbKOB, YKPAUHO

B cTOTbE PACCMATPUBAKOTCS BOMPOCHI PACNPOCTPAHEHHOCTU, STUOAOTUA
M NOTOreHe3a, KAVMHVIKM, MHCTRYMEHTOABHOM AVArHOCTUKM MOOBOXKEAYAOHKOBOM
apuUTMoreHHom kapavomuonatim (NMAKMIT). MpeAAaratoTcst AMArHOCTUYECKMe
KpUTEPUM, CTRATUPNKALMS PUCKA BHE3AMHOM CEPAEYHON CMEPTU NALIMEHTOB
¢ MAKMI1 11 OCHOBHbIE MOAXOAbI K AGHYEHUIO AQHHOTO 3000AEBAHMS.
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Summary

Right ventricular arrhythmogenic cardiomyopathy
V. Y. Tseluyko, O. O. Butko
Kharkiv Medical Academy of Postgraduate Education, Kharkiv, Ukraine

The article describes the questions of prevalence, etiology and
pathogenesis, clinical presentation, instrumental diagnostics of arrythmogenic
right ventricular cardiomyopathy (ARVC). Diagnostic criteria, sudden cardiac
death risk stratification in patients with ARVC and basic approaches in the
treatment of this disease are proposed.

Key words: arrhythmogenic right ventricular cardiomyopathy,
arrhythmogenic cardiomyopathy, ventricular tachycardia with morphology of
left bundle branch block, epsilon wave
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