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KapaiomionarTii: cydyacHuUM nornan
Ha NUTaHHS Klacudgikadii, eTionorii,
OIarHOCTUKM Ta AP epPeHLLINHOI O1arHOCTUKN
YacTtuHa |

K. M. AMocoBa

Hamionanpauit Mmenuanuii yaisepcutetT iMeHi O. O. Boromoubiig, Kuis

Oruisaz siTepaTypu MICTUTh aHal3 i 3iCTaBJEHHS OCTAaHHbOI MIKHAPOAHOI HOMEHKJIATYPH 1 kiacuikalliil xapaiomionaTiii
(KMII). 3nauny yBary npHIiJieHO BUCBITJICHHIO CIIEKTPa reHeTHYHUX JiepekTiB pu pisHux enotunax KMII, 30kpema BToprHHUX,
a TAaKOK XapaKTEPUCTHUI BiTHOCHO PiAKICHUX ()eHOTHIIB Ta iXHIX eTiooriyHuX YuMHHNUKIB — pectpuktuBHoi KMII, apurmorentoi
KMII (mmcniiasii) mpaBoro MIIyHOYKa Ta i30/b0BAHOI HEKOMITAKTHOCTI JTIBOTO TITYHOYKA 13 TIPEJICTABJICHHSM IXHIX CyJacHUX Jia-
THOCTHYHUX KpuTepiiB. B obropopenni muranp giarnoctuku rineprpodivnoi KMII ocobimBy yBary HpuileHo eTamHocTi 3MiH
XapakTepucTuk ii (erotuity B pasi Gararopiunoro nepebiry i amdepentiitniii giarsocruii 3 pecrpukrtiuBHolo KMIT y Bumajkax
CYTTEBOTO TIOTOBIEHHST CTIHKY JIIBOTO MIJIYHOUYKA MTPH XBOPOOax iHMIIbTpaliii Ta HAKOMITYeHHS.

KimouoBi cioBa: kapziomionaTis, rineprpodiuna KapaioMionaris, [uiaTaiiiia KapAioMionaris, peCTpPUKTUBHA Kap/lioMionaris,
apUTMOTeHHA Kap/lioMiOIaTis IPaBOro UITyHOUYKA, i30/Ib0BaHA HEKOMIIAKTHICTD JIBOTO MIIYHOYKA.

Ba BU3HaUeHHSIM €BPOIENHCHKOro TOBAPUCTBA Kap-
niosorie (€TK), kapmiomionarii (KMII) — ue
3aXBOPIOBAHHS MiOKapja 3 MOPYIIEHHSIM HOTO CTPYK-
TypHu Ta (QYHKIII 3a BiICYyTHOCTI ypaskeHb KOpPOHAp-
HUX Cy/JuH, aprepianbHoi rineptensii (Al'), mpupo-
mkeHux i HabyTux Bas cepit [11]. Boxrouac Busna-
yeHHs AMepuKaHcbhKoi acoriarii cepist (AAC), skum
KepYEThCs y CBOEMY KOHceHcyci i BeecBiTHs demepa-
wist cepirst (BADC), posiorite |3, 30]. Bono oxorurioe
3aXBOPIOBAaHHS MiOKap/a He JIMIIEe 3 MEXaHiuHOIO
TChYHKIIEI, a if 13 610eJIeKTPUYHO0, sIKA 4acTO, XOU
i He 006OB’I3KOBO, TIOB’s13aHa 3 TinepTpodicto MioKap-
Jla TIUTYHOUKIB, IO He BINIOBIIA€ 32 BUPaKEHICTIO
iXHPOMY TeMOAWHAMIYHOMY HaBaHTaKEHHIO, Ta,/ab0
13 JTaTaIi€ero MUIYHOUKIB. ¥ 1[bOMY BU3HAYEHHI MijI-
KpecJeHa TaKOK 3HAYHA MUTOMA Bara TEHETHMYHUX
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TTOPYIIIeHb cepell TOBOJII TeTePOTeHHNX eTiONOTITHNX
ypnaukize KMII.

Knacudikaiis i HoMmeHKIaTypa

Posmomin KMII 3a ¢ernoTunioM Ha anusatariiHy
(IKMIT), rineprpodiuny (I'KMII) i pecTpuxkTuBHY
(PKMII) 3 nogaBarusm aputmorennoi KMII ipaBoro
mrysouka (AKTIIT) BuTpruMaB BUIIPOOYBAHHS 4aCcOM
1 3a/1uIIa€TbCd KJIIOYOBUM y LiHl cucremarusalii,
OCKITBKM Ha HHOMY 0a3y€eThCsT TATOTEHETHYHE JHKY-
BanHs (Tabr. 1). Tleil po3moiy MOMMPIOETHCS 1 HA
KMII, npu sIKkuX ypaskeHHsT MioKapjia — ojiHe 3 Oara-
THOX {HIMMX ypaskeHb. /L1 ix noznaueHHs AAC Buko-
puctoBye Tepmin «BTopuHHI KMII» Ha BigMiHy Bif
«TMEePBUHHUX», TOOTO TaKWX, IO aCOINIOOTHCSI 3
«BUHSATKOBUM a00 JOMIHAHTHIM> YPAKEHHSIM CepIls
[30]. IIpote posnozmin KMII Ha nepBUHHI i BTOPUHHI
He npuitHaTuil y Homerkaatypi €TK [11].

3a BiICYTHOCTI YITKUX CTPYKTYPHO-(PYHKITIOHATD-
HUX O3HaK OJHOTO 3 4YOTHPboX (eHorumiz KMII
MO3HAYAIOTh K HekmacudikoBany. el m'stuii peno-
THN yBifimoB y HoMeHKJIATypy K AAC, Tak i ETK.
HaitHoBimmuM TIOTIOBHEHHSM Tiepesiiky (heHOTUTIiB
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Tabanunma 1

Xapaxkrepucruku Mmopdodyukiionamsunx ¢penorunis JJTKMII, TKMIT i PKMII

XapakTrepHucTuka JAKMII I'KMII PKMII
O6’em noposxaumm JIII ™ 1 N/{
Tosumna crinok JIIII N ™M* N

Xapaxrep aucynriii  Cucrosivna (4 CKOPOTIMBOCTI)

Miactomiuna (4 posciabieHHst
MioKap/a i TOAaTIMBOCTI)

[liactoniuna (4 mogatauBocTi)

Opaxuia sukury JIII 4

/N N

Tr1re -

Yacro — auHaMiunuii cy6aopTanbHuil
rpagient cucrosivynoro Tucky B JIII

YacTo — MOTOBIEHHST
eHIoKapaa

1 — migBunens, |, — 3umKeHHs, N — HOpMa.

* Y GibInocTi BUMAKIB — acUMeTpUYHa rinepTpodist 6a3aibHOT YaCTHHN MiKILTYHOYKOBOI TI€PETOPOIKIL

KMII 3a pexkomenpamisimu AAC cTaia Tak 3BaHa i30-
JIbOBAaHA HEKOMIIAKTHICTh (noncompaction) miBOTO
nurynouka (JIIT) [30], sxy €TK 3apaxysano o
neksacudikopanux KMIT [11].

3 ypaxyBaHHSIM TIOTIUPEHOCTI cepeJl eTiONOTIYHNX
ynaHENKIB KMII Bcix dheHOTHTIB TeHeTHIHNX TIOIIKO-
mwxenb ETK nomyunno no kracudikamii KMIT (puc. 1)
PO3TIO/ILTT 32 eTIOJNOTIEI0 Ha ciMeliHI (TeHeTnYHi) i Heci-
meiini (nerenernyni) [11]. o ocranuix, 3okpema, nase-
skatb 1 igionatrani KMII, to6ro KMII 3 nes’sscoBanoro
etiomoriero. 3a kmacudikariero AAC nepsuani KMIIT
PO3TIOIJISTIOTH Ha TeHeTHyHi, 3Mmirmani i nabyti [30].

Kiacudikaitis AMeprKaHCbKOI acoliairii cepiis
MEePBUHHUX Kap/ioMiomnariit
(B.J. Maron Ta cniBasr., 2006)

lenemuuni

I'KMII

AKIIIII

HexommaxTaicts JITII
I'mikorenosn

[Topymenns mpoBigHOCTI
MiToxoHapiaabHi MiomaTii
ITaTomnoris ioHHUX KaHaJiB
- Cungpom nosroro intepsany QT
- Cunnpom bpyranma

- Inmn

3miwani (nepesaicno nezeHemuymi)
JIKMII
PKMII

Habymi
- 3amnanbHa (MIOKap/auT)
- Crpuuunena crpecoM (Takoiry6o)
- Ilepumaprasbaa
- CropuumHeHa TaxXiKapieio
¥ pmiteit matepis i3 [/ 1 Tumy

ITpu KMII onwmcano Gimbir Hisk 400 medexTis y
reHax, sIKi KOAYIOTh CTPYKTYPHi OLIKH capKkoMepiB, a
TAKOK ITUTOCKEJIETY, JIECMOCOMMU, OOOJIOHKH sifiep, i
6ikH, 10 6epyTh y4acTh y MeTaboJIi3Mi i0HIB Kajib-
110 Ta yTBOPeHHI eHeprii B kapaiomiormTax (KMII)
[4]. KimpKicTb TaKMX TeHHUX /Ie(eKTiB MOCTiHHO 3poc-
tae. Y Ginpmocti unaakis KMIT HesaexHO Bif ix
(beroTHITY BW3HAYAETHCS ABTOCOMHO-IOMiHAHTHUIA
TUTT YCHAJKyBaHHS, XO4a MOKJWBI BCi PI3HOBU/IM.
Bungarok cranoBmaTh aeski BropunHHi KMII, gxi
MOB’sI3aHi 3 TCHETUYHO 3YMOBJICHUMH METa0OIIUHUMU
nopymreHHsiMu (xBopoba Dabpi, laHoHa, MITOXOH/IPI-
aJibHI XBOPOOH, ucTpodiHomaTii, M’s130B1 AucTpodii,
atakcia @pigpeiixa). IM mpuTamManmmit aBTOCOMHO-
periecuBHIUN ab0 3YCTICHUH 31 CTATTIO THIT YCIIAAKY-
BaHHs [6].

BaxxmmBoro BaactuBicTio reHetnyHux KMII €
HETIOBHA TeHeTPaHTHICTh. OCTaHHS BU3HAYAETHCS
YacTOTOI0 eKcrpecii (heHOTHUIy 3a HasIBHOCTI BiATIO-
BiZTHOT MyTartii cepes Beix ii HociiB. [Ipu Beix deroTH-
nmax KMII meneTpanTHiCcTh TOB’sI3aHa 3 BIKOM. YHa-
ciok 1poro mosiBa deroturry KMII B mopociomy
Billi 3a WOTO BiJICYyTHOCTI B AWTWHCTBI 1 TOHAITBI He
3amepeyye MOKJIUBUN TeHeTnyHUN Xapaktep KMIL

Kapniomionatist

|
Tneprpodiuna Junaraniiina

ApuTMOreHHa IPaBoOILIYHOUKOBA

PecrpuxtBHa Hexknacugikosana

Cimeiina/06yMOBJIEHA TEHETHYHO

Heigentudikosanuii redexr rena XBopobu

Heimeiina/He 00yMOBJIEHA TEHETHYHO

[mionaTuana XBopobu

Puc. 1. Knacudikanis KMIT €TK (P. Elliott ta cniBasr., 2008) [11]
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Jlng BciX BUIIB TEHETHYHUX «i3osboBanmxy» KMII
MEKOBUM BIiKOM JIJIsi BUSIBY (DEHOTHUIY BBaXKalOTh
50—60 pokiB, TOMy TIAaHOBI OOCTEKEHHSI HeypasKe-
HUX OJIM3BKUX POANYIB TPOOaHAa PEKOMEHIYIOTh
MPOIOBKYBATH 10 11bOTO BiKY [6]. KiriniuHa ekcripecis
reHOTUITY, TOOTO (HEHOTUIIUHI BUSIBM 1 BiK iXHBOI
TIOSIBH, Bapifo€ y BEJbMHU IMUPOKNX MeKaX, IMOBIPHO,
yepe3 HasIBHICTh MEBHUX MOAM(DIKATOPIB — TeHeTHY-
HUX, ellireHeTHYHUX a00 YUHHUKIB Cepe/lOBUIIA.

Jlos inTerparii xapakrepuctuku KMII 3a denoru-
TTOM, ypaKeHMMH OpraHaMi (OKPIiM CepILst ), HasgBHICTTO
MOJIEKYJISPHO-TEHETUIHOTO JIeheKTy, HOTO XapakTepy
it tuny yenagkysanns BOC y 2013 p. sanpornonysasa
kiacudikaiiiiny cucremy mig Hazsoio MOGE(S) [3,
4]. Bona cTBOpeHa 3a TIPUHITUIIOM CHCTEMATHU3AIlii
TNM B OHKOJIOTIT i MICTHTB IT'SITh XapaKTePUCTHK:

M (Big «morpho») — 3a MOPhHOGYHKITIOHATEHIM
denoruniom: Md — IKMII, Mh — TKMII, Ma —
AKIIII, Mr — PKMII, Mnc — nexkommakTtHicTs JITII.
I'KMII 3 esomomnicio 8 JJKMII nozuagarors Mh +d,
KJHIYHO 310pPOBUX HOCIiB MyTaliit — Mo, Bumanku 3
HEBIIOMUM (PEHOTUTIOM, HATPUKIAA, Y MOMEPJIUX
pomnuis — Mna (NA — non-available);

O (Big «organ») — 3a ypakeHUM (ypasKeHUMU)
opranoM (opranamu), Hanpukiax: Oh — e 3 ypa-
sxkenusim cepirst (H — heart), Oh+m — cepiig i cke-
jetHux M's13iB, Oh+n — cepiis i HepBOBOI cUcTeMH,
Oh+1i (Li — liver) — cepus i meuinku. /I mosHa-
YeHHS 3/0POBUX HOCIIB MyTallii BUKOPUCTOBYIOTb
cumBosl Qo (O — Hymb), a came MoQOo, ToMy TI10
HEMa€ O3HaK CTPYKTYPHO-(PYHKITIOHAJIBHOTO Yypa-
JKEHHS ceplis;

G (Bim «genetic») — 3a THIIOM YCIAJKyBaHH,
Hanpukaag, Gad — 3a aBTOHOMHO-AOMIHAHTHUM
turoM, Gar — aBrocomHo-penecuauM, Gxl (X —
linked) — suernienns 3i crartio. CriopagndHi BUMAAKN
nosuavaiorb Gs a6o Gdn (DN — de novo), Bunaaxu, B
SIKUX CIMEHHMIT aHaMHe3 HeBIIOMUI abo HeraThB-
auit, — Gu (U — unknown) i Gn (N — negative) Biz-
TOBIZTHO, SIKIIO CIMEHWH aHaMHe3 He JOCJTi/KyBa-
g — Go (O — HyJb);

E (Bin «etiology») — Eg mosHavae reHeTHIHy €Tio-
JIOTIIO 3 JIOZIaBAaHHSIM 32 HASIBHOCTI BiZINIOBiIHOT iH(OP-
Mailii, TO3HAYeHHsT YPa’KeHOTO TeHa 1 KOHKPETHOI
myTarii, mampukian, Eg-myh7 (p.Argd04Gly). Ye-
HIB PO/INHM, SKi HE € HOCISIMA MYyTallil, BUSIBIEHOI y
npobaH/ia, To3HaualoTh Eg-neg (neg — negative), 3a
BI/ICYTHOCTI JITAaHWX TEHETUYHOTO TecTyBaHHI — Eg-na.
g mosnavenns HereHetnyHux KMII 3i BctanoBte-
HOIO €TIOJIOri€I0 BUKOPUCTOBYIOTb TaKi CHUMBOJIU:
Ev — KMII BipycHoi eTioJiorii 3 OII€I0 O3HAYEHHS
KOHKpeTHOTO 30y aHnKa (Hanpukiaza, Ev-cb3 — KMIT
BHacJioK iH(pexii Bipycom Kokcaxi rpynn B), Em —
it BepudikoBaHOTO MiOKapauTy, abo Tak 3BaHOI
sanasibioi KMII, Eai-s — zanansuna KMII, iMmoBipHO
(S — suspected), aBroimyrHoi etiosorii (AT — autoim-
mune), Ea — KMII Bracsiok HabyTOTO aMmisioinosy
(3 momaBanusM Tuny aminoiga: A-K, A-L, A-SAA —
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Karnia, Jgambza i cuposaTkoBumii amisnoin A). Tenernu-
Huli amisioino3 sk mpuunay KMII onmcytots cuMBoO-
gamu Eg-A-TTR (tputupernn), a KMII BHacmigok
remoxpomarosy — Eg-HFE;

S (8ix functional status) — 3a crazgieio XpoOHIYHOI
cepiieBoi Hegocrarnocti (XCH) BianosigHo 10 Kia-
cugikariii AMEPUKAHCHKOTO KOJE/KY KapioJiorii
(American College of Cardiology) crinbro 3 AAC i3
TTO/IAJIBIITUM TIO3HAYEHHSIM (DYyHKITIOHAIBHOTO KJIACy
3a NYHA. Crazis A Brasye Ha Bucokuii pusuk XCH
3a BIZICYTHOCTI 11 CHMIITOMIB 1 CTPYKTYPHUX yPasKe€Hb
cepiist, B — Ha HasBHICTD GE3CUMIITOMHUX CTPYKTYP-
HUX ypaxkenb, C — Ha HASIBHICTh CUMITTOMHUX CTPYK-
TYpHUX ypaxkenb, D — Ha pedpakrepuny XCH, ska
notpebye creriasbHux BTpydanb [22]. Hanpukiaz,
Sc-11 moznavae XCH crazii C, II dyHKITiOHATBHOTO
kiacy 3a NYHA.

Ha nymky excniepris BOC, Buxkopucranns cucre-
matuzaitii MOGE(S), sika inTerpye ¢deHno- it TeHOTH-
MYHUI OTIHICH Ta iHTTY eTiosorivay HasmeskHicTe KMII,
Ma€ CTUMYJIOBATH JIKapiB 10 TOYHOTO BCTAHOBJICHHS
JiarHO3Y i3 3aCTOCYBAaHHIM T€HETHYHOTO TeCTYBAHHS
MaIrfieHTa i MpoBe/ieHHs (PEeHO-TeHOTHUITIYHOTO CKPH-
HIiHTY #f0TO poanyiB [3].

lenernuni 1edekT! Ta AesKi iHII
€TiOJIOTIYHI YHHHUKHU PI3HUX
3a (DeHOTHIIOM Kap/IioMionaTiit

Tineprpodiuna kapaiomionaris

TKMII TparnisieTbest 3Ha4HO YacTilie, Hisk BBasKaIn
pamiie, i BUHUKAE B OfHI€El soauan Ha KokHI 500
nopocsux oci6 [12]. ¥V 6isbinocTi 3 HUX Tie HACIIOK
MyTallil, sKi yCHaJIKOBYIOTbCS 32 aBTOCOMHO-/IOMi-
HanTHUM TToM. Yactka Bunaakis [KMII i3 BcTanoB-
JIEHUMY MYTAIlisIMH, sTKi Hamiayiots Ginbire 400 B 15
rerax, craHoButh 40—60 % [6]. 1li myTarii mictsitbest
MPaKTUYHO BUHSATKOBO B TECHAX, sIKi KOAYIOTH OLIKU
CapKOMepiB: BAKKUX JIAHITIOTIB -Mio3nMHy (HaivacTi-
1re), a-Mio3WHY, MiO3UH-3B’I3yBaIbHOTO 1poTeiny C,
ceprieBux tpononiHiB I, C, T, a-Tpomomiosuny, akTuHy
tommo [17, 32]. Taki Myrarii BUCTYIalOTh TpUTEpPaMHU
rineprpodii Miokapza, 60 3yMOBJIOIOTH TTOPYIICHHS
etreprernuHoro Gagancy KMIT BHacC/IOK, 30KpeMa,
30ubieH st oTpeOu B ATM j1y1s1 3a0e31eueH s a/iek-
BATHOTO 130MeTPUYHOTO cKopoueHHs1. OcobiiBe Miciie
MOCIMAI0Th  GibITiCTh MyTamii y reHi Mio3uH-
3B’s3yBasibHOTO TIpoteiny C (MYBPC3), saxi Bukiu-
KalOTh 3MEHIIEHHSI MTPOAYKINi GiIKiB, MOTPIGHUX J1JIsT
HOpMaJIbHOTO (DYHKITIOHYBaHHST capkoMepiB. Okpemi
MATOTEHETUYHI MEXaHi3MU TIOB’SI3aHi 3 TEHETHYHO
3YMOBJIEHUM MOPYIIEHHSM PETYJIsIil ToOMeocTasy
kaspiito B KMIL, mo mpusBOoAWTh 0 MOPYIIEHHS
pesrakcartii Ta akTUBaIlii HU3KK a/lalTAIliTHIX PeaKIlii,
SIKi PErymoloThes M ioHamu [ 13].

OO6OB’I3KOBUIT  KOMIIOHEHT TATOJOTIYHUX 3MiH ¥
cepi ipu TKMIT — pemojemnoBatHs ApiOHUX KOPO-
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HapHUX apTepiil, sKe BUKJINKAE MIKPOCYIUHHY IHC-
bynxkiifo. /loBeneHo, 1o 1€ peMOIeTIOBaHHS TeHe-
TUYHO 3YMOBJIEHE 1 BITHOCHO He3aJIeKHe BiJl ieTepMi-
HOBAHOCTI PO3BUTKY TinepTpodii miokapma [31, 34].

Yacrka sropuaanx [KMII cranosuts 5—10 %. 11i
BUIAJKU He NOB’sI3aHi 3 maToJIorieo OiIKiB caproMe-
PiB 1 3yMOBJIeHI MyJIBTHOPTAHHUMHU 3aXBOPIOBAHHSIMU,
cepel IKMX IepeBakaloTh reHermdyni. Ile xBopoOu
HAKOIMYEHHS — rJiikorenosu (xsopoba ITomiie Toro)
i mizocomasibhi xBopobu (3oxpema Dabpi), Helpo-
M’s130Bi 3axBopioBaHHs (30Kpema artakcis Dpinpeii-
xa), MITOXOH/piaJbHI XBOPOOH, aminoimos (cimeii-
Huii — tun ATTR, cenimpamit — tun TTR). TKMII
MOJKE BUSBJISATUCS TaKOX y HOBOHAPO/UKEHUX Mare-
piB, XBOpPHWX Ha IyKpoBWH miaber 1 Ttumy, i GyTu
MOB’SI3aHOI0 3 TePaIi€io CTePOilaMU, TaKPOJiMYyCOM,
TIIPOKCUXJIOPOXIHOM Ta JIeIKUMU 1HIIMU TIperiapa-
tamu. Y pemri 25—30 % sumankis etiomorist [KMII
3QJHIIAETHCS HeBimoMomo [12].

HMunarariiina kapaiomionaris

3a pesysbsTaTaMi €MHOTO CIIEIiaTbHO CIJTAHOBA-
HOTO €ITi/IeMiOJIOTI9IHOTO JOCTI/IPKEHHST, TTOTTUPEHICTh
JAKMII cranoButs 1:2700 [8], ame 3a cydyacHUMHI
HEeNpsSMUMK OIIHKAMM €KCIIepPTiB, BOHa Habararo
Buia — npubausto 1:250 [20].

Cepen MOKJIMBUX eTiogioriunux yuHHukiB JJTKMII
OCTaHHIM YaCcOM HAHOLTBINY yBary MPUBEPTAIOTH TeHe-
tiyHi. [InToMy Bary Takux BUIIQJKIB 3apa3 OLIHIOIOTH
npubausno B 40 % [32]. Beranosmeno myTartil moHat
35 reHiB, sIKi MOKYTh OYTH SIK YCIAaJAKOBAaHUMH, TakK i
CTIOPAINYHNMH, a YacTOTa CiMEHHWX/TeHEeTUIHUX
BUIAJIKIB Y PEaTbHOCTi 3HAUHO TIEPEBUIILYE 3aPEECTPO-
BaHy. BctaHOBJICHO, 1110, HE3aJI€KHO Bijl HasiBHOCTI abo
BiICYyTHOCTI TIEBHOTO TEHOTHUILY, (DeHOTUTIUHII CKPH-
HIHT KPOBHUX poanyis npobanaa 3a gornomoroio EKT i
ExoKI' mae 3mory piarHoctyBatu cimeiiny /IKMII y
20—35 % Bumnankis «igiomaruanoi» JJKMII [20].

V 6inmpmocti nanientis i3 renermunor JIKMII
BUSBISIOTh MyTallii TeHiB OUIKIB IUTOCKETETY
cepist — tutuny (TTN), necminy, muctpodiny, 6iaKiB
Z-nuckiB Torio abo GisKiB, SKi 3B’A3YI0TH i3 IUTOCKE-
JIETOM CcapKoMepH, Hanpukiazn, o-aktury [17]. Haii-
Ginmpry mmToMy Bary Maroth myTarii TTN — 25%
cepen cimeitaux i 18 % — cepen criopagudHuX BUTA-
ki JIKMII [18]. /ledextn B rerax 6iakiB uTockese-
Ty MEPEBAKHO YCIAJAKOBYIOTHCS 32 aBTOCOMHO-IOMi-
HAaHTHUM THUTIOM 1 CTAIOTD MiJITPYHTSIM [T PO3BUTKY
munaraiii muryHoukiB [17]. Ipore mpu JIKMIT noxi-
610 o TKMII BinbyBatoThes i MyTarii reHiB 6inkis
capkoMepiB, a caMe BaXKHUX JAHIIOTIB B-MiO3WHY
(Bokpema MYH7, MYNG6), Mio3uH-3B’513yBaJIbHOTO
nporeiny C (MYBPC3), ceprieBux tpornoninis T, I Ta
C (TNNT2, TNNI3, TNNC1), o ;-s1aniiora Tporomio-
suny (TPM1), a-axtuny (ACTC1), o-akTwHiHy
(ACTN2) tomo (puc.2) [20]. YpaKyOTbcs TaKOXK
reHu GIJIKIB BHYTPIIIHBOI OOOJIOHKH sIfiep, TAaKUX sSIK
maminig A/C — LMNA [41].

K. M. Amocosa

JIKMII, acomiifoBaHa 3 MyTallissMU T€HiB OiJKiB
IIATOCKEJIETY, Ha BiJIMIHY Bil IHIITNX TEHETUIHNX Bapi-
anTiB /IKMII, xapakTepusyeTbcst TaKUMU (PeHOTHTTIU-
HUMHU OCOGJIMBOCTSIMHE, SIK CXUJIBHICTD JI0 TIOPYIIEHb
TTPOBI/THOCTI, TT€PeICePHUX 1 MIITYHOUKOBUX apUTMIN
i paroBoi cepieBoi cMepTi, 110 moTpebye GiTbIn paH-
HBOI IMIIJIAaHTAIlll aBTOMAaTHYHOTO Kap/ioBepTepa-
nedibpumstopa [42]. Taki myrarii momupesi mpu
M's30BuX auctpodisax (Emepi — Jlpeiidyca, miedoso-
TO TIOSICY TOIIO) 3 BIATIOBIHUMU YPaKeHHSIMU OI10-
PHO-PYXOBOTO anapary, ki CylmpoBO/LKYIOTHCS TTi/[BU-
mertsM pisast KOK i 9acTo ycmaaxoByroThest aBTO-
COMHO-pellecUBHNM TIrsixoM [ 20, 21].

€ [aHi 1Mo/0 TEHETUYHOI JIETePMiHOBAHOCTI CXWJIb-
HOCTI /10 3alIaJTbHOTO YPaskeHHs MioKap/ia Ipy BipyCHUX
miokapauTax 3 derorunom JIKMII zaBasxu nesskum
TeHeTMYHUM JlepeKTaM, 30KpeMa TeHa AucTpodiny, i
MEBHUM TE€HETHYHUM TIOJIiMOpi3MaM — TakK 3BaHUX
Toll-penierrropis i renis ricrocymictocti MHC T1 TT [ 16].

Cepen Tokcnuamnx (haktopis sk npuuns JJKMII y
Cy4aCHOMY CBITI Ba)KJIMBe MiCIle TIOCI/Jal0Th XiMioTe-
paleBTWYHI Tpernapatd, 30KpeMa aHTPAIUKJIIHN
(moxcopybinuH Ta iH.) i mukiaodochan. BeaxkaoTs,
M0 iXHST TONTKO/KYBaTbHA JIisT Ha MiOKap/ 3yMOBJIe-
Ha OKCUJIAHTHUM CTPECOM i 3MEHIIIEHHSM TPAaHCKPHII-
il reHiB, SIKi KOAYIOTh CHHTE3 CKOPOTJIUBUX Oi/KiB.
[lo3o3ame;xxHe HeE3BOPOTHE YPAsKeHHS MiOKap/ia BUHN-
kae y 1,7 % mnarientis |2, 7].

Tokcrmuny JKMII MOXyTh 3yMOBJIOBATH TaKOX
TpacTy3yMab i HU3BLKOMOJIEKYJSIPHI iHTIGITOpY THPO-
3UHKiHAa3U — cyHITHHIO i copadenib. Tpactysymad, sikuii
BUKOPUCTOBYIOTDH Y TApTeTHIN Teparrii paKy MOJIOYHOI
3aJ1031, MICTUTb PEKOMOIHAHTHI MOHOKJIOHA/IbHI aHTH-
TiJla 10 perenTopa emifiepMaabHoOTo (hbakTopa POCTy
2-ro tuny (HERZ2) i Buksmmkae mopymieHHs 1iiCHOCTI
MiToxoHpi, BucHakeHHs 3anaciB ATD i sumxeHHst
CKOPOTJIMBOCTI MioKap/a 3 HecleluiayHUMU TiCTOJIO-
TIYHIMU 3MiHaMU, 30KpeMa 3amaJcHHIM (MiOKap/IuT).
[Mictsa BiziMiHK TIpenapaTty CUCTOYHA (DYHKITiST Mio-
Kap/ia 3HaUHOIO MipOIO BiTHOBMIOETHC [ 2, 24].

Yracmiiok akyMyJssiiil pe3yJsbTatiB moJiiMepasHol
JIAHIIIOTOBOI peakIlii y XBOPWUX Ha MIOKapauT SK
samanpHy /IKMII i Tak 3BaHy mOCTMiOKapIUTUIHY
JKMII, npn axiit y Miokapzi 3a BiICYyTHOCTI O3HAK
3araieHHsT BUSHAYAEThCS BIPYCHUH T€HOM, 3MIHUIIOCS
VSIBJICHHS TTPO XapaKTep HaluacTilioi BipycHoI iH(eK-
il stk npranay 11iei KMII. Kpim erreposipycis Koxk-
caki rpymu B, 1ie anenoBipycu, mapsosipyc B19, Bipyc
repriecy Jiogwan 6 i BLJI [9, 28].

PecrpukTrBHa KapaioMionaTis

PKMII — Haiibimbmr pigkicea KMII. Mosxkiusi
etiomoriuni unHHIKN PKMII ccrematnsye kracudi-
karis S. S. Kushwaha rta crisasr. (1997) [27]:

1. «Mioxkapmianbui» PKMII:

- HeiHdiIbTPaTUBHI — 30Kpema ijiornatudHa, Ci-

MmeitHa (reHernuyna), PKMII wa 17 cucremuoi

CKJIEPOJIEPMii;
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Puc. 2. Acomiaris dernotumis KMII 3 remamu, B sikux ientrdikosani matosoriani MyTarii (3a R. Hershberger ta cmiBasr.,

2013, 3i 3amimamn) [21]

- iH(IBTPaTUBHI — TIPU aMiJoizo3i, capKoimo3i,
xBopobax Tormre i Hurler;

- Tpu XBOp0OAaxX HAKOMUYEHHSI — TeMOXPOMATO3i,
riikorenosi, xsopo6i Mabpi.

2. Eanomiokappianbai PKMII:

- eHZIOMiOKapiaabHuii Hibpos;

- Tinepeo3nHoMIiTbHIIT CHHAPOM;

- 1P KapLUHOIAHIIT XBOPoOi cepiis;

+ VHACJIIOK PafiiallifHOTO OMPOMiHEHHS, TOKCHY-
HOTO eDeKTy aHTpaIUKJIiHy, eprotaMiny, Ipernapa-
TiB pryTi, OycyabdaHy TOIIO.

[Ipwm posmnoxini PKMII na cimeiini i Hecimelini 10
nepmnx HasrexxaTh mepsuaHi PKMIT, 3ymoBeni myTa-
LisIMU TeHiB GLIKIB gecMocomu (Tak 3BaHi gecMiHOIa-
Tii) 1 capkomepiB, 3okpema Tporoniny I (TNNI3), a
TaKOK CIMEIHI BUTIQJIKW 3 HEBCTAHOBJICHUMH My TaIlis-
mu, i BropunHi PKMII Ha 110 cimelinoro amimnoinosy,
reMOXPOMaTO3Y, TIIIKOreHo3y 1 xBopobu Madpi [11].

ApuTMOreHHa Kap/1ioMionaris NpaBoro NuUryHOYKa

Menuxko-comianbie 3Hauennst AKIIII, sika B €Bpo-
I TparuiseThCcs dacTinie, Hisk nepBuHHa PKMII,
3yMOBJIEHE THUM, IO, TOTPU BIHOCHY PIJKICHICTD
(1:2000—1:10 000) [19], BoHa cTa€ OCHOBHOIO MPH-
YIHOIO PaITOBOI cepleBol cMepti B 0cib 10 35 Pokis,
ocob6mBo criopremetis [10]. 3a ertiosoriero 1e mpak-
TUYHO BUHATKOBO reHetmuna KMII 3 aBTOoCOMHO-
JOMIHAHTHUM a00 PEIECUBHUM THIIOM YCIIaIKyBaHHSI,
3yMOBJICHA MY TaIlisIMU TIEPEBAYKHO T'€HIiB IECMOCOMU, &
TaKOK TUTHHY, TaMiHiHy A/C, TpanchopmiBHOTO (hax-
TOpa POCTY, perienTtopa pianoauny Toto [32]. Braxka-
10Th, 1[0 OCTaHHI BIJINBAIOTh Ha (DYHKIIIO HATPIEBUX
KaHaJIB 1 IPOBEJICHHs IMILYJIbCIB, 1O CIPUSAE BUHUK-
HEHHIO TIIJIYHOUKOBHUX apUTMIH TIe JI0 PO3BUTKY MaKpO-
CKOTIYHUX 3MiH mpasoro nuryrouka (1111) [40].

Y 3HaYHOI YaCTUHY TAIIEHTIB Y MiOKap/ii BUSBJIS-
10T 3allayibHI 3MiHHM, IMOBIPHO, SIK PEakKIlilo Ha 3aru-

11
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6enp KMIT muisixoM amonTtosy it Hekposy. IIpore
JIOBOJII YacTa ifieHTUdIKAIs B MioKapai BipycHOTO
TeHOMY CBITYUTH TIPO CXWUJIBHICTD JI0 BiPyCHOTO MiO-
KapuTy, sIKUil 3MaTHUI MOrJHOTIOBATA YPasKEHHS
miokapza i fioro auchynkmio [40]. Oxnak xapakrep
38’sa3ky AKIIIII i BipycHOTO MiOKapuTy 3a/IUITAETD-
Cs1 He3'sICOBaHUM.

HiarnocTtuka it qudepeHiriiina giarHocTUKa
Kap/ioMionarii

Jiarano3 KMII BcTaHOBIIOIOTH MIJITXOM BU3HAYEH-
HA 3a JOIOMOTroI KiiHiuHOro obOctesxenns, EKT,
ExoKT i, 3a mokazamHsiMu, peHTreHorpadii opraHis
TPYIHOI KJIITKY Ta MarHiTHO-Pe30HAHCHOT ToMOTpadii
(MPT) gk 3070TOTO CTaHAAPTY TEBHOTO (PEHOTUITY
KMII i 3antepevennst Tak 3BaHUX (heHOKOMIN — ypa-
JKEHHsI MiOKap/a BHACJIJOK imeMiuHoi XBOpoGu
ceprst, Al ta Bax ceprgt. [Ipyruit etam — posrisij
MOKJIMBOCTI TEHETUYHOTO MOXO/IPKEHHS 11hOTO (heHO-
TUITY, IO CTOCYETHCS He JINIIe TIePBUHHUX («i30J1b0-
BaHUX» ), a i1 iMoBipHO BropuHHUX KMII, i mudepen-
IIHWH 1aTHO3 TIEPBUHHNX | KOHKPETHUX BTOPUHHNX
KMII 3i BcTaHOBIECHHSIM KOHKPETHUX HO30JIOTIM.

[l BcTaHOBJIEHHST IMOBIPHOTO CIMEITHOTO Xapak-
TEpy 3aXBOPIOBAHHS BAJKJIMBO MPUCKIIIMBO 3i0paTu
ciMefHU# aHaMHe3 71 BU3HAUYEHHS MOKJIMBUX
KMII y poandis, 1po 110 MOKYTb CBITYUTH BUTIAIKN
parrroBoi cmepti, XCH Ta iHcynsTy B Mosomomy it
cepeHbOMY Billi, @ TTPU MYJIBTHOPTAHHOMY 3aXBOPIO-
BaHHI MpoOaH/Ia — TaKOK CHMIITOMIB He3 sICOBAHUX
ypa’keHb HEPBOBOI CHCTEMH, 30Dy, CIyXy H eHJO0-
KPUHHOI CHCTEMU B POJIMHI. 32 HASBHOCTI CiMEHUX
BUTIAJIKIB MOKHA OTPUMATH BaXKJIWBY iH(OPMAIIiTo
10/10 UMOBIPHOTO XapaKTepy YCIaJKyBaHHS, 1[0 Ma€
neBHe udepeHIiiiHo-/lilarTHOCTUYHe 3HaYeHHs. [l
ABTOCOMHO-/TOMIHAHTHOTO THIy XapaKTepHa HasB-
HICTDh ypakeHUX 0cib y KOKHOMY TOKOJiHHI, i iMO-
BIpHiCTH mepegadi XBOPOOM HaIlaJKaM CTaHOBUTD
50 %. ko xBopuii 6aTbKO NpobaHAa, aBTOCOMHO-
pellecuBHE 1 Tak 3BaHe MaTpUJiHeapHe yCIa/JKyBaH-
H, SIKe BJIACTMBE MITOXOHPIAJIbHUM 3aXBOPIOBAH-
HIM, MOKHA 3allepedynTh. YPakeHHsS MaTepi MosKe
CBITYUTH 1 TTPO aBTOCOMHO-ZIOMIHAHTHUH THUII YCIIaJl-
KyBaHHSI TCJS 3allepedyeHHsT MITOXOH/APiaTbHUX
xBopob [39].

Unenu ofiHIET POIMHI MOKYTh MaTH Pi3Hi (heHOTH-
i KMIT, to6to JIKMIT, TKMIT i PKMII. Taka cury-
alig JoBoJii pijkicHa, aje II HasgBHICTb yKadye Ha
HMOBIpHI MyTallii TeHiB GiKIB capKOMEPIB.

BincyTHicTh ciMelfHOTO aHaMHe3y He 3arepedye
regernunol KMII BHacmiziok MOXIMBOCTI TeHeTHd-
HOTO ypakeHHsI 3 0COOJIMBO HU3BKOIO MEHETPAHTHIC-
TIO, Je(eKTiB [iarHOCTUKHU, TIePeYacHOi CMepTi
pPOMMYIB 3 IHNIUX MPUYWH 1 HEYNCJIEHHOCTI POJMHU
ab0 MOKJIHBOCTI CIIOPAJUYHOTO BUIAIKY XBOPOOU
BHACJIIOK HOBOI MyTalii. Bukopucranus cueniajb-
HUX TEHETUIHUX JIOCJI/KeHb BiIKPUBAE TTePCIEKTH-

K. M. Amocosa

BY HeE TIJbKU [I7I1 3MEHIIEHHS YacTKM TaK 3BaHUX
imionmarnunnx KMII, a it g5 epekTuBHINIOr0 cKpu-
HiHTY fioro poanyiB. OiHaK KJIIHIYHY 3HAUYTITICTh MA€E
JIATITE TO3UTUBHUI PE3yJIbTaT, i HaBiTh y TAKNX BUTIA/I-
Kax IHHICTh iH(OpMAIlil IMOoA0 XapakTepy MyTallil
JIUIST BU3HAYEHHS TIPOTHO3Y 1 cTpaTerii Kypariii 10BoJTi
obmeskena. Bogrouac posib eHzoMiokapianbHoi 6io-
ricii (EMDB), Ha siky paninie oKIaaan BeJTuKi Haii,
CYTTEBO 3BY3UJIACS.

Junaraiiitna kapaiomionarist

Denorunr JIKMIT icToTHO BiApi3HSAETHCS Bix
TKMII i PKMII, npore Moxke OyTH iIEHTUIHUM 10
dbenoruny mpu AKIIII i3 GiBeHTpUKYJAPHUM abo
MepeBaKHO JIBOMIIYHOUKOBNM ypaskeHHsM [20, 21].
[lndepentiiiHy aiarHOCTUKY MOYWHAIOTDH i3 3amepe-
YeHHsI MicasAiHGapKTHOTO Kap/AioCKJIepo3y, AaBHBOI
HeedeKTUBHO JiKoBaHOi Al, a TakoX TEpBUHHOTO
ypakeHHsI KJallaHiB Ta I1HITUX CTPYKTYp ceprs 3
XCH. Ha panHix cTaisix y MaJJOCUMITOMHUX TMaIli€H-
TiB BU3HaYa/IbHa HAsIBHICTD Auartarii JIII, a ae smemn-
mrenust dpakiii Bukumy (OB).

Tineprpodiuna kapaiomionaris

3acayroBye Ha yBary Toi (hakT, 1O MOTOBIIEHHS
crinku JII, Hacamiiepes CHMETPUYHE, sTKe MOsKe Oy Th
JIOBOJII 3HAUHUM, HEOOOB'SI3KOBO € HACJIKOM rimep-
Tpoii KMII, ase Moske 6yTu clipuuiHeHe XBOpoGamu
HarkormueHHst (ITomre, Mabdpi Toro) Ta iHdinsrparii
(aminoimo3 TOIIO), SKi YaCcTO BBAKAIOTHh MPUIMHAMU
gutnie PKMIL. Ile Hepinko mpu3BOAUTS JIO Tirepiar-
noctuku [KMII sk reHeTHYHOTrO 3aXBOPIOBAHHST cap-
KOMEPIB, 0COOJMBO Yy BUMAAKaX JOMIHYBaHHS B KJIi-
HIYHIN KapTUHI TATOJIOTI] CepIis.

3aymmaerbes npobiema audepeHIiiHol aiarnoc-
trkn HeoberpykruBHoi [[TKMIT i3 AT i «cepriem atire-
Tay, SIKi CYMPOBO/UKYIOTBCS KOHIICHTPUYHOIO Tilep-
Tpodiero JIII, a Takosk 3 130;TOBAHOI0 HEKOMITAKTHIC-
ti0 JII. Tudepenmiaris 3 AT 0cobanBo akTyaabHa
BHACJTIIOK CXWJTHHOCTI TIAITIEHTIB i3 TIEPBUHHOIO TE€HE-
tnuHoio T'KMII o «m’sikoi» AT, iMmoBipHO, yepe3 aco-
1TiaImiio 3 aKTUBAITIEI0 CUMITATHIHOI HEPBOBOI CUCTEM,
sIKa BBaKaeThest BaacTuBoio [ KMII.

Ha xopuctp 'KMII cBimunts rimeprpodis 1111,
MakcuMasbha Topuna crinku JIII Ginbue 15 MM B
ocib esporreoinnoi pacu i Gibiie 20 MM — HErpoiHOI
pacu, HeBiIMOBiIHICTH 3HAYHOI TinepTpodii 3 piskuMu
nopymenasamu penosisipusartii Ha EKD crymenio AL
Ha iimoBipuy Al BKasye BiJICyTHICTb [IOPYILIEHb PEIO-
ssgpusartii Ha EKT i 3BopoTHWI po3BUTOK TinepTpodii
yepe3 6—12 mic ;kopcTroro koutposio AT.

Jl1st «cepiis atyieTa» TPUKMeTHA HASIBHICTD JIESTKO-
ro 30inbients noposkuunu JIII, HeamineHi HaroBHe-
HHS I pelakcariiss Miokap/ia 3a IJaHUMH JOTITLIepoTpa-
(ii Ta BizcyTHiCTH MOpYIIIEHD pernossipu3artii [35].

V¥ upupoaromy tepebiry TKMII 1. Olivotto Tta
cmiBaBT. (2012) BuUOkpemusu yorwpu cramiii [33]
(tabm. 2).
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Tabuanuma 2

XapakrepucTuka 1-ma cragis 2-ra cramis 3-Ta crazis 4-ra crajig
Cyrricts lineprpodii Kuacnunnii Hecnpusariuse Manidecrna
Y HeMae (benotun PEMOJIETIOBAHHST JchYHKITS
DB N a6o >65 % >65 % 50—65% <50 %
MPT i3 rajoniniem, «1i3He
HiJICUJIEHHST» Y BIICOTKAX Bincyrhe 0—5% 10—15% 25—50%
1o macu miokapza JIIIT
o [IceBmonopmanbamit [IceBmonopmabumit
. . . N, N a6o penaxcauiiinuii AOHOP . AOHOP .
[liacroniyna dyHkiis , , ab0 PeCTPUKTUBHUHN THII, a00 PECTPUKTHUBHUN THII,
MoskimBe L E T, yacto L E , ,
3aBxau L E 3HauHO L E
OO6CTpPyKILig y BUHOCHOM Pixme semrauna AP Bigcyrns
p*y Ay y Bincyrna Yacro (y 70 %) BHIDKYETBCS 1 MOKe acy "
TPaKTi M AP 3nnkae
3HUKATH
. . Tinpku JIIT .
nJaTais nepeacepab Bincyrna Y ITomipna a6o snauna JIII  3nauna 060X nepeacepab
A . peAcepa acy 3aJIeKUTH Big AP p peAcepa
Dibpuutsiuist nepezcepib Bijcyrhs Pinko Yacro Jly>ke yacto
i mecriiika 11T ey A y
CumnroMmn i GyHKITIOHATbHE . . Bapirotorhb Bapirotors, ane 3a3puyait . .
Bincyrni . . L. ITomipni abo 3HauHi
0OMeKeHHs 3aJIEKHO Bij AP HeBUpaxKeHi abo moMipHi
XCH pijko, . Hecnpusitiusnii,
ITpornos N puI Bapiioe P

PCC 0,5—1 % na pik

PCC 10 % ma pix

IIT — mrynoykosa Taxikapzis, N — Hopma, E' — cenrasnbha msuakicts E' 3a JaHMMU TKAHUHHOTO IONILIEPiBCKOTO IOC/TiIZKEHHS,
AP — cyGaopranbuuii rpagient cucromiunoro tucky, JIIT — mise nepeacepas, PCC — panrosa ceprieBa CMEpPTb.

*V crani crokoio abo BHACJIIOK TIPOBOKAIil; * y AMHAMILL CIIOCTEPEKEHHSL.

IMepma cragist, tak 38ana [KMII Ges rineprpoddii,
BU3HAYAETHCA BiZICYTHICTIO 03HaK rineptpodii JIIII B
oci6 i3 MyTallisiMu TeHiB, SIKi 3a pesyJsrataMu 0OcTe-
JKEHHS 4JIeHIB POJMHM TAIli€HTa 3/1aTHI BUKJIMKATH
TKMII. ¥ GinbirocTi BUMAAKIB KJIaCHUHII (hEHOTHUTT
BUSBJSETHCA Y Bitli Biz 10 70 20 pokiB, oHAK MOXKe
6yTu BigcyTHim g0 60 i HaiTh 70 poKiB abo He Bij-
OyTucs Baaradmi [14]. Harosorytors, mo «TKMII Ges
rimepTpodii» He o3HAUYa€ (HEHOTUII-HETATUBHICTD,
ockisibky 3a3Buvail EKI He 11isikom HOpMasibHa, Tij
yac gonmiep- ExoKT BugBasgioTh He3HAUHI BiIXUICH-
Hs, 30KpeMa ropymnerHst pesakcarii JIIT i #HeBenmke
361bIITeH s TiBOTO Tepenceps, a mix wac MPT y
YACTWHW XBOPUX Bi3yasi3yeThcs TOYATKOBA Timep-
tpodis JIIII [14].

YV 75 % xBopux i3 nepsuraoto [KMII (auB. Tabur. 2)
BU3HAYAIOTH TaK 3BAHUN KJIACUIHUI (heHOTUT (Apyra
cTalis) 3 03HaKamMu 3Ha4HOI Tineprpodii JIII 3a BoJb-
takHuMu Kputepissmu EKI, moroBieHHsSIM CTiHKH
JII Bizx 15 MM, y GiIbIIOCTI BUMIAZKIB — acKMeETpHY-
HUM, 3a3BUYail y 6azajibHiil YacTHHI MiZKIILTYHOUKOBOT
nieperopoziku [33]. @enorun F’KMII oxorutioe Takoxk
He3HayHi CTPYKTYPHI 3MiHU arapaTry MiTpaabHOTO
KJIaTaHa, sKi CIIPUSIOTh YTBOPEHHIO MiTPaJbHO-CET-
TAJILHOTO KOHTAKTY TiJI 9aC CUCTOJIH, PEMO/IETIOBAHHS
repencepab 1 MiokapaiasibHi «MmicTku». [Ipu mikpo-
CKOTIi1 BU3HAYAIOTh Xa0OTUYHE B3AEMHE PO3TAITyBaHHS
rimeprpodoBanux KMII, 1o, ograk, He crerudidae

st TKMII, pemoieioBaHHsI Cy/IMH MiKPOIIMPKYJISi-
1ii Ta inTeperuiianbHuii (hibpos, 03HAKOIO KOO € TAK
3BaHe mizHe migcuieHHs npu MPT i3 ragosiniewm,
TIJIOTIY TKOTO MOJKHA OIIHIOBATH KiTbKICHO.

36imbmienass B > 65 % BinoGpaxkae rinepauHa-
mivHe ckopodenHs JIIII i e cBiuuTh PO TiABUTIIEHY
CKOPOTJINBICTh MiOKap/a, IO YacTO JeKIApPYIOTh MPH
1iit maroJiorii. /Io TOTo K y pasi 3MeHIeHHST 00’ eMy
mopoxkuuuu JIII Busnauenuss (DB weroune. 3a
BUHSITKOM BUIIAJIKIB Pi3KO BUPaKEHOI CyOaopTaIbHOT
OOCTPYKIIil y CIOKOI, O3HAKU [IaCTOMYHOI TrChYHK-
wii JIII ciabko BupaskeHi i 3a3BWYaii BiAIIOBIJAIOTH
peslakcaIiiitHoMy THUITY.

ITpu6ausHo B 70 % BUMAAKIB i Yac JOMILIEP-
ExoKT BUSBISIOTH O3HAKH CHCTOMYHOT 0OCTPYKIT ¥
surocHoMy TpakTi JIII y crokoi abo B Xo/1i mpoBoOKa-
miitaux po6 (BasbcaibBy, MPU MEPEXOl Y BEPTH-
KaJIbHE TIOJIOXKEHHS, T 9ac hi3MIHOTO HaBaHTaKEH-
Hs, TiCJIsI TpuiioMy HiTpordinepuny). [Ipore HeBemn-
Ki BeTMYnHU Cy6aoPTaIbHOTO IPAIIEHTA THCKY, 0CO-
6MBO 3a HOTO BiICYTHOCTI B 6a3aqbHUX YMOBAX, HE
crentnciuni 711 Tak 3BaHoi 06¢TpyKTHBHOI TKMIT.

Y 10—15 % XBOPUX 3 4aCOM PO3BUBAETHCSI HECIIPU-
aranBe pemopemoBannas JIII (tperst crazis), 1o
aCoIlIEThCS 31 301MBIIEHHSIM I1HTEPCTUIIHHOTO
hi6posy. e mMaHibeCcTyeThCST MOCTYIOBUM 3HUIKCH-
Ham OB (1o 50—65 %) i norambaeHHaM iacToiy-
HOI Ta MIiKPOCYIWHHOI JUCHYHKINi, CIIOHTAHHUM

13
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3MEHIIIEHHSIM Cy0aOpPTaNbHOTO TPajlieHTa THUCKY,
ausaTariieto miBoro nepencepss. Lleit mporec cympo-
BOJKY€EThCst moripuieHHsM o3Hak XCH, ocobiuBo
pi3ko — mpu po3BUTKY (bibpuIsIiii epeacepab (IUB.
tabu. 2). Kpim XCH, 3HAYyIIMHI YCKITATHEHHIMH €
apuTMii i3 PanToOBOI CEPIIEBOIO CMEPTIO i TPOMOOEM-
6oJtisIMU, 30KpeMa 1HCYJIBTOM.

Yersepra (TepMminaibha) crajist (end-stage, burn-
out) — He 06OB’SI3KOBUH eTan KJIIHIYHOTO Tepebiry
TKMTII, rpamisieTbest mpubIn3HO Y 5 % XBOPUX Hesa-
JIeKHO BiJl iXHBOTO Biky [33]. Bona xapakTepusyeTs-
¢4 3MeHIIeHHAM ToBImuHN crinku JI11I, 36impnentam
fforo moposkHUHNA, 3HIKeHHIM DB <50 % i3 moBHNIM
3HUKHEHHSIM OOCTPYKIIi Ta O3HAKaMU BUPaKeHOI
XCH. BBaxkaioTb, 10 BayKJIUBY TAaTOT€HETHYHY POJIH
BiZlirpa€ irnemist BHACJIIIOK MiKPOCYZIMHHOTO YPaskKeH-
Hg 3 anonrtosom KMII i nomupenum hibposom
MioKapa.

®enorun 'KMIT y wiit craxaii upexacrasiennii
nBoma BapiaHTaMmu. [iMOKiHETUYHO-AWIATAIIMHNIHT
Binosinae denoruny JIKMII i3 momipHolo auaTa-
tiero JIIII i meBHOIO pe3uyabHOIO TiepTpodieio 3a
maaumu ExoKTI i MPT. @enotun rinmokiHEeTUYHO-
PECTPUKTUBHOTO BapiaHTa HaOJMKAEThCS 10 (hEeHO-
tuny PKMII i manidectyeTpecs BimHOCHO He3MiHe-
HuM 00’emom moposkHuHY JITTT, He3HAYHUM 3HUKEH-
ussv DB i 3HavHOI0 AiacTosiunon0 AUCHYHKITED 3a
PECTPUKTUBHUM THUIIOM i3 CYTTEBOIO JAMJIATAIEI0
000X 11Iepecepb.

PecrpuxkTBHA KapioMionaTis

Ha Binminy Bin inmmx dhenorumise KMII, PKMII
Ma€ TepeBakHO (DYHKITIOHAIBbHI (TeMOIMHAMIUHI)
kputepii [5]. Ile Bupaskena miacrosiuna auchyHKITisT
3a PECTPUKTUBHUM THIIOM YHACJIIOK Pi3KOTO 3061/Ib-
IIeHHS KOPCTKOCTI CTiHOK TIJIyHOUKIB, 3a3BUYail
000X, 31 3HAYHUM MiJBUIIECHHSIM IXHBOTO KiHIIECBO-
JIACTOJIIYHOTO THUCKY, SIKUW MOJKHA OI[IHUTH HeiHBa-
3UBHO 3a TokazHukoM E/E’ 1ipu HeamineHiii pesakca-
1ii Miokapza. Kpusa [iacToigHOTO THCKY B IMIITYHOY-
KaxX T 9ac WOoTo iHBa3WBHOI peecTpallii Ma€ Xapak-
TepHUH /i TaK 3BAHOTO CHUHIPOMY PECTPUKIIii
BUTJISI/T «KBQ/[PATHOTO KOPEHST», TOMY IO HaTlOBHe-
HHS JKOPCTKUX MIIYHOUKIB MPAKTUIHO 3aKIHUYETHCS
nepimofo (i3 Tpbox) (hazoro MBUIKOTO HATTOBHEHHS, 1,
TIOYMHAIOYUN 13 CePeINHU T1acTOJH, TTOaIbIIe TTiIBU-
IEHHST IACTOJIYHOTO THCKY B HUX HE BiIOYBA€ETHCS.
Kuiniuao cnioctepiraetbest tsokka XCH i3 manidect-
HUM BEHO3HUM 3aCTOEM KPOBI B 000X KOJIaxX KPOBO-
o6iry. Hactunoro ¢enoruny PKMII € takoxk piska
JIaTallisg [epeacepib 3a HOpMalbHUX ab0 HaBiTh
3MEHIIeHNX PO3MipiB MOPOKHUH MIJIYHOUKIB i HOP-
MasbHilt DB.

Ha okpemy yBary 3aciiyroBye moaiGHIcTh (heHOTH-
my PKMII, sikuit BU3HAYa€THCS TIepeBaKHO 32 (DyHK-
LIOHAJIBHUM [PUHIIUIIOM, TOOTO 32 HAsIBHOCTI KJIiHi-
KO-TeMOJIMHAMIYHOTO CHUHAPOMY PEeCTPUKIIi, i3 Jac-
tuHoto crnekrpa denotury 'KMII, 3a sikoro rimep-
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tpocist JIII, mo Bu3Havae 1eii (heHoTUI, cymnpoBo-
JUKYETBCS CUHIPOMOM pecTpukilii. Takuii «mepe-
xpecT» (heHOTUIIB 0COBIMBO TIOKA30BUN Y BUIIA[KaX
nepsurroi PKMII BHacmifok myrarii rexiB 6inkis
capkomepiB, 3okpema TNNI3 (ceprieBuii TpomoHin 1)
i, pimme, MYH7 (Baxki jaHIorn B-mio3uHy), sKi
Baactusi i TKMII [5].

YacTtka MaIiedTiB i3 TEPBUHHOI TeHETHYHOIO
FKMII, sxka mae miactoniuny auchynkmio JIIII 3a
PECTPUKTUBHUM TUIIOM, CTAHOBUTH TPHOIN3HO 2 %.
I1i namieHT BiAPisHAIOTHCS Bij OLIBIIOCTI TAIIEHTIB
i3 TKMII cuMeTpUyHICTIO 11 HEBETMKOI0 BUPAKEHICTIO
rineprpodil (<15 MM) 1 TSRUNM 11epebiroM 3 BUCOKO0
JIETAJIBHICTIO, TIOAIGHUM /10 Tiepebiry mpu imionarud-
uiit PKMIIL. € gawi, 1mo 3a HasgBHOCTI ieHTH(DIKOBA-
HUX MyTaliil y Takol kKaTeropil narieHTiB epeaxaiu
myTaiiii came TNNI3 [26]. Tle mano migcrasu A. Bahl
Ta criBaBT. (2012) 3apaxyBaTy MaIieHTIB i3 TinepTpo-
(ieto miokapma, ssxka Bractua 'KMII, i cunzpomom
pectpukiiii 1o dhenorury PKMII [5]. 3 takoro mo3u-
ITi€10, OTHAK, HE TIOTO/KYIOTHCS 1HIIT eKCTIepTH, 30Kpe-
ma J. Kaski Ta cmisasr. (2012) [25].

KiiHiKO-reMOJIMHAMIYHWI CUHIIPOM PECTPUKIIii,
Biaactusuit PKMII, morpebye audepeniiiiHol ia-
THOCTUKU i3 CHHAPOMOM KOHCTPHUKIII Yepe3 KOH-
CTPUKTUBHUN TTePUKAPANT. BiATOBIAHII aqropuT™ 3a
D. Zwas Ta cmiBast. (2012) HaBeneno Ha puc. 3 [43].

ApHTMOTeHHa Kap/IioMionaTisi IPaBoro NUTYHOYKA

3HaAUyMIicTh paHHbOI AiarHocTUKHM 1iei KMII
3YMOBJIEHA THUM, 1[0, Tonpu PpiakicHicTs (1:2000 —
1:10 000), BoHa cTa€ BiJIHOCHO YACTOIO MPUYMHOIO
pamToBoi cMepTi B 0ci6 MOJOIOTO BiKy, 0COOIMBO ¥
CIIOPTCMEHIB, KA MOKe OYTH IEepPIIUM KJiHIYHIM
BusiBoM xBopoOu. Tak, y mociimkerni D. Corrado ta
criBaBT. (2001) vactra AKIIIII cepex mpuuun pamnto-
BOI cMepTi B 0cib BikoM 710 35 pokiB y miBHiuHI [Tasmii
ckiama 22 % [10].

Cepe/l 11epHiux CUMIITOMIB, sIKi 3'SIBJISIIOTHCS B
cepemHbOMY v 35 POKiB, TPEBATIOIOTH CEPIEOUTTS
(57 %) i mpecunkore (21 %), iMOBipHO, BHACTIIOK
MOPYIIEeHb PUTMY, Tofi sik cnmnTomu XCH BusHaua-
0ThCST PiKO (6 %), OCKITbKYM BOHA 3a3BUYail PO3BU-
BAETHCS BIAHOCHO Mi3HO [ 15, 40]. Sk yske GyJio 3a3Ha-
YEHO, MEPIITNM KJIIHIYHUM BUSIBOM MOJKe OyTH 1 pari-
TOBA CMEPTb.

Y 3uaunol yactTuHM XBopux (110 76 %) PO3BUBAETD-
cs1 GIBEHTPUKYJISIPHE YPaKeHHS 13 AJIaTaIliero 000X
HIYHOUKIB i3 nepeBaskanusam ausararii JIII Ta #ioro
CHCTOIYHOKO UCHYHKINEO, MO BUKJIWKAE 3HAYHI
TPYAHOII ITiJT 9ac AnudepeHIiiitHol [iarHoCTHKY 3 TIep-
BunHO™0 [[KMII. Tomy ToBapucTBO CEpIIEeBOTO PUTMY
(Heart Rhythm Society) pasom i3 €spomneiicbkoto
acoriamiero cepieBoro putmy (European Heart
Rhythm Association), a Takox jekinbka aBTOpuUTET-
HUX €KCIEPTiB 3alpOTOHYBAJU 3MIHUTH Ha3BY
AKTITI ma <aputmorenty KMIT» abo «aputMoreni
muryHoukoBi KMII» [1, 40].



K. M. AmocoBa

«CEPIE I CYIVHN», Ne 2, 2016

CuMIToMu i 03HAKU BEHO3HOTO 3aCTOI0 B MAJIOMY 1 BEJIMKOMY KOJIAX KPOBOOOIry
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Xipypriute JikyBanus

Puc. 3. AJiroput™ BeIeHHsI XBOPOTO 3 PECTPUKTUBHUM Ta,/ab0 KOHCTPUKTUBHUM THIIOM HOPYLIEHb Kap/ioreMoanHamiky [43]

3rigno 3 pekomengatisimu €TK, no giarnoctnaaux
kputepiiB AKIIIII nanexars:

1. CTPyKTYpHi 3MiHHU, SKi XapaKTepU3YIOThCS BOT-
HUIIEeBOIO a60 andysHowo Brpatoro KMIT i3 samimeH-
HM (BiOPO3HOW Ta JKUPOBOW TKaHWHOW. ITix yac
ExoKI' i MPT sBusnavarors auiaramito ITIII, gaxa
MMOYMHAETHCS 3 BUHOCHOTO TPAKTY I CYITPOBO/IKYETH-
CsT CETMEHTAPHUM 200 TITOOATHLHIM TOPYIIEHHIM CHC-
ToJiiuHoro pyxy crinok ITII. /liarnoctuyne 3HaueHHSA
MalOTh aKiHe3isd abo0 JUCKiHe3is, TOMl 9K TiMOKiHe3i1o
no yBaru He GepyTbh. Bisyamizosane mig wac MPT
Mi3HE MiJCUJICHHS i, TMOBIPHO, O3HAKN >KUPOBOTO
MEPEPOKEHHS He HaJleKaTh /10 JiarHOCTUYHUX KPH-
tepiiB €TK, apke numosa indinbrpaliisi He BUHSITKO-
Bo criertrivna st AKIIIIIL

2. Bignosinxi ricrosoriuni aminu miokapga ITITL
OpnHak giarHoctryHa HiHHicTs EMB 3Ha4HO 00Mesxe-
Ha yepe3 MOMMUPEHHs CTPYKTYPHUX 3MiH y MiOKapi i3
cyberikap/iaabHUX 1apis BiibHOI cTitku ITIIT 3 Beb-
ME 0OMEKEHUM YPaskeHHSIM MIKIILIYHOYKOBOI Iepe-
TOPOJIKH, sIKa 3a3BUYAll cTae cyOCTPaTOM ISt JOCJi-
oxerHs nuisxom EMDb.

3. IlopyIiieHHs pernoJisipu3artii y BUTJIS/i HeTaTUB-
Hux 3y6iiB T y BigBemennsx V1—V3 («Benuknit
Kkpurepiii») un V1—V2 abo Tibku B 0HOMY 3 Bi/Be-
netb — V4, V5 uu V6 («mauti kputepii» ).

4. TlopymenHst menosigpusaltii y BUTJISL Tak 3Ba-
HUX &-XBUJIb (Ticsist 3youiB S) y Bigsenenusx V1—V3
SIK «BEJIMKUX KPUTEPIiB» 1 TOJIOBKEHHS TePMiHAIBHOI
YACTUHU JIENOJISIPU3allii MUTyHOUKIB (Bia miKy 3y0Iis
S) Gigbire 3a 55 Mc y BigBeaenusx V1—V3 ta/abo
TTi3HI TTOTEHIIaIN MJIYHOYKIB Ha CUTHAJI-yCepeIHEeHI N
EKT («masmi kputepiis).

5. llnynoukoBi apurmii («Mamuii KpuTepiii»)
Gismpine 3a 500 eKTOMYHUX KOMIUIEKCIB T dYac
24-TOMUHHOTO XOJITEPiBCbKOTO MOHiITOpYBaHHs EKI
Ta,/ab0 NMIJIYHOUKOBA Taxikapis 3 Mopdosrorieto 610-
Ka/i JIiBOil HikKKM 1mydKa [ica 3 moBopoToM enekTpnd-
HOI oci joropu, TOOTO 3 HEraTMBHOIO MOJISIPHICTIO
QRS y Bigsenenusx I1, 111, aVE Y Ginbiocti Bumnaji-
KiB apuTMii TIOB’s13aHi 3 (Hi3UIHNM HABAHTAKEHHSM i
MOXKYTh Ha JIeKiJTbKa POKIiB TepefyBaTh PO3BUTKY
enornmy AKIIIIL.

6. Cimeiinuit anamtes (mpubiausHo y 50 % XBOPUX)
i Bigmosigui renui mytarii. Y 90% BumaakiB BoHH
JIOKAJT3yIOTBCST B T€HAX JIECMOCOMM, TTEPEBAXKHO TLIa-
koiminy-2 (PKP-2), pinie — necmonnaxiny (DSP),
mwiakoryo6iny (JUP), necmoxominy-2 (DSC) i gecmo-
rieiny-2 (DSG) [29].

JludepeHtiiliny IiarTHOCTUKY TPOBOJSATH TEPII 3a
BCE 3 IIONMATUYHOIO TIJIYHOYKOBOIO TaXiKapi€en 3
BuHOCHOTO TpakTy [T, 1m0 3a BizicyTHOCTI ManibecT-
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Horo denoruny AKIIII noBoi ckimazno. Ha kopuctb
ITIOaTHYHOI MIJTYHOYKOBOI TaxiKapzii cBigJaTh Bif-
cytHicTh 3MiH Ha EKI y 12 BifBeseHHAX i HA curHam-
ycepenneniit EKT nmpu cmHycoBOMY puTMi Ta TOBOPOT
enekTpnaHOi oci QRS exTomiYHMX MMIIYyHOUKOBHUX
KOMTLIIEKCiB IoHn3y. /Ipyroto nmosuttiero s audepeH-
MIIHOI AIaTHOCTUKHU € MIOKapIuUT, 30KpeMa BHACTITOK
capkoiznosy cepiigd. Ha xopucTh 0CTaHHBOTO CBiTYAThH
CHCTeMHI 1 pecripaTopHi CUMIITOMH, a TaKOX aTpio-
BEHTPUKYJIsIpHa OJIOKaa BHCOKOTO CTyIeHs. Bcera-
HOBJICHHsI jiarHO3y Torpebye EMB i reHernuHOro
TECTYBaHHS, TIPOTe IXHIN HETaTUBHUN pe3yJsTaT He
JIA€ MiJICTaB MOBHICTIO 3allepeunTr OOUIBI MATOJIOTII.
OcobnBO CKJIaHO 3AiicHUTH AU(bEepPEHIiHY Jia-
rHoctuky Mik AKITII i3 GiBeHTPUKYISIPHUM YPakeH-
Hawm 1 JIKMII. Ha kopucts meprioi ¢BijunTh niepemiy-
BaHHS MMUIYHOUKOBUX apUTMilt PO3BUTKY MaHi(ecTHO-
ro (beHOTHITY 3aXBOPIOBAHHS, 1110 MOKHA BCTAHOBUTH
3a IOTIOMOTOI0 aHAJ3y MeINYHOI IOKYMEHTAIlil XBOPO-
ro, a TaKOXK cyOeriKapiajbHOl JIOKaI3alil M3HbOTO
ragosinieBoro miacuienus mpu MPT cepris [40].

I301b0BaHA HEKOMIAKTHICTH JIBOTO NUIYHOUYKA

IzopoBany HekoMmakTHicTh JITIT (ToOTO 3a BifACyT-
HOCcTi iHmUX aHomaiiii ceprs) AAC 3apaxoBye 10
nepBrHHUX TeHetnuHnx KMII, ockimbku ommcana ii
acorianid 3 JeKiTbKoOMa MyTallisIMU TeHiB capKOMepiB.
BBaskatoTs, 110 BOHAa 3yMOBJICHA 3aTPUMKOI0 Mopdore-
He3y Miokapzia B miepiofi oHTorenesy [31, 39]. Oxnak
€TK posrasnae HekommakTHicTb JIIIT sx Hermacndi-
koBany KMII, apke BoHa MOske TTOEAHYBATHCS 3 yciMa
innmamu penoruriamu KMIT i gesikumu ipupo/pkeHn-
MU Bajiamu cepiis [11].

3axBOpIOBaHHS MO)Ke OyTH Oe3cMMITOMHUM abo
yexmagaioBarucs XCH 3i sumkenoro @B, mryrouko-
BOIO Taxikapzieto, (hibpuALieio nepeacepab 3 TpoM6o-
eM6oJTisIMHI Y BeJiKe abo Majie KoJio KpoBoooiry. [lia-
THO3 BCTAHOBJTIOIOTH y pasi Bizyasrizattii mizx yac ExoKI'
ta MPT rineprpabeKyIsipHOCTI 13 TIMOOKUME MiKTpa-
GexymapHIME HGOPO3HAM, STKi 3AMTOBHIOIOTHCS KPOB'IO
3 mopoxxamHN JIII mpu KOMBOPOBOMY OTITIIIEPIBCHKO-
My JlocJiipKeHHi. Taka TpabeKy ISIpHICTD JIOKATi3yE€ThCsT
B OfIHOMY a60 nekinbkox cermentax JIIII, 3asBuyail y
BEPXIBKOBOMY 11 CEPE/IHIX CErMEHTaX 33IHbOIATEPAIID-
soi crinkn JIIII, sxa B ypaskeHUX cerMeHTax MoTOBIIe-
Ha i rinokinetnuna [37]. Timokixesis moxke Gyt i B
Mopdostoriyao Heaminenux mpu ExoKI cermenTax, 1mo
MIPU3BOAUTD JI0 3HIGKeHHsT riobanbaoi DB [39]. Baxk-
JIMBUM JIIaTHOCTUYHUM KPUTEPIEM BBAXKAIOTh BiHO-
[IEHHST TOBIIUHU CYOEHIOKAP/aIbHOTO <HEKOMITAK-
THOTO» 1 CyOemiKapIiaTbHOTO «KOMITAKTHOTO» TIapiB
Mmiokapiaa B KiHii cucrtosm Oinbmie 2,0 3a gaHuMU
ExoKT (kputepiit R. Jenni Ta criBast., 2001) [24] a6o
Gisbine 2,3 ipu 3acrocysanai MPT-gigyasizarii [38].
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T'enetnuHi goCHAKEHHS B NAL[iCHTIB
3 IMOBIPHHUM 200 BCTaHOBJIEHUM
JliarTHO30M KapioMionaTii

Teneruyni gocai/pkenHs y BeJleHHI IIalli€eHTIiB 3 IMO-
BipHMM i BcTaHoBJIeHNM giarHo3oM KMII 3aciayrosy-
10Th Ha oKpeMy yBary. MaxoBuit anasi3 1bOro MUTaH-
Hs1 Ma€ OyTU TIPEJIMETOM CHEIaJbHOTO OTJISIAY, TYT
JIVITIIE OKPECIUMO JIEKITbKA TTO3UITIH.

Yepes mommpenicts cimeiinux Gopm KMII i
JOCTYIHICTh TE€HETHUUYHOI JiarHOCTUKU It 1oTped
KJIIHIYHOI IIPaKTUKU y CBITI HU3KA €BPOINEHCHKUX 1
aMepPUKAHChKUX aCOIliallifl BiATpaIIOBaId PEKOMEH-
JAIlil /1711 TPOBe/IeHHsT TeHeTUYHOTO CKPUHIHTY Malli-
enTiB 3 KMII Ta ixHix kpoBHUX pommuis [1, 21]. Bens-
MU [THPOKI TIOKA3aHHST [JIsST HhOTO Ga3yrThCsT Ha PO3-
rusii KMIT stk ToTeHT1ilfiHO TeHEeTHIHUX 3aXBOPIOBAHD
Y BCIX CITOPaJIMYHNX BUMA/IKAX, KOJIU IHITUX BIZIOMUX
TIPUYMH HEMAE, 1 3/IeTIeBIeHH] BApPTOCTI TECTiB.

Kniniuna BaroMmicTb pe3yJbTaTiB TeHEeTUYHUX
JIOCJTI/IPKEHb 3YMOBJIEHA, 30KpeMa, MPOTHOCTUYHOTO
3HAUYIICTIO JIESTKUX 13 HUX. Tak, BCTAHOBJIEHO 3B’30K
TIeBHUX MYTAIliil i3 MiABUIIEHNM PU3UKOM ParTOBOI
CepIIeBOi CMEPTi BHACIOK (haTaTbHUX IIIJTYHOUKOBUX
apuTMIil, 1O JOIIJBHO BPAXOBYBATH IIiJ[ Yac MpH-
HHSATTS pillleHb IOJ0 TOYaTKy ab0 MPOIOBKEHHS
3aHATH CIIOPTOM Ta IMIJIAHTAIll aBTOMAaTUYHUX Kap-
nioseprepis-aedibpuasaTopis.

Otke, KMII oxomioioTh BeJbMU INUPOKE KOJIO
3aXBOPIOBAaHb MiOKap/a, 3a SKUX HOTO ypaskKeHHS
MOske OYTH SIK 130TbOBAHNM, TaK i OHUM i3 MYJIBTH-
opramaux. Metoau Bi3yasisaliii cepiis, 30KpeMa
ExoKI' i MPT (ocranHiii BBa)KaoTh 30JI0TUM CTaH-
JAPTOM), JIA0Th 3MOTY BU3HAUUTH XapakTep (GeHOTH-
my KMII i KiZbKiCHO OIIHUTH BUPa)KEHICTb CTPYK-
TYPHUX Ta (DYHKIIOHATBHUX BUABIB (TinepTpodii,
JtaTaiiii, o6CTpyKIlii, cUCTOMUHOI 1 maiacTosivHOl
nuchyHkiii tomo). g iHdopmallis 3Hauyma s
OI[iIHKM TIPOTHO3Y 1 TNPU3HAYEHHS MaTOTeHeTHJIHOI
tepanii XCH Tta mpodinaktuky iHIMUX TSKKUX
YCKJIaJHEeHb, TMepPeoBCiM TIOTEHIIIHHO (aTalbHUX
MITYHOYKOBUX apuTMiit i TpomGoembomiit. 3aBastki
JIOCSITHEHHSIM KJIIHIYHOI TEHETUKN BCTAHOBJIEHO, 10
Hesanexkno Bixm denoruny Bim 40 % (AKMII) no
maitke 100 % (IKMII, AKIIII) Bunaakis nepBuH-
Hux KMII renernyni — cimeiini abo crniopagudni —
3aXBOPIOBAHHS 3 HEIOBHOIO TEHETPAHTHICTIO, sKa
3aJ7€’KUTh Bifl BiKY, a KiJbKicTh imeHTH(DIKOBaHUX
TeHOTHITIB OI[IHIOETHCS TPU3HATYHUM YHCJIOM 1 IOpid-
HO 3pocTac. Y (oryci MOTOYHUX HOCTiIKEHb —
MOIATBIIMI TIONTYK TEHOTHUIIB 31 BCTAHOBJIEHHSIM
iXHix acorialiit i3 (peHOTUIIAMY 3 OI[IHKOTO MTOTEHIIi -
HOI KJIIHIYHOI 3HAYYIIOCTi, a B TMEPCHeKTUBI — PO3-
pobKa TAXOAIB 10 TEHHOI Teparrii.
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Kapanomuonartuu:
COBPEMEHHbIV B34 Ha BONPOCHI knaccudukaunm, 3TMonornu,
ANarHoCcTnkn n anpdepeHymanbHOn oNarHoCTUKU
YacTb |
E. H. AmocoBa

Harmonasnphslit Meunmucekuil yuusepeuteT umenu A. A. Boromosbiia, Kues

B Hacrosiiiem 0630pe JIMTepaTypbl MPEACTABIeH aHAIN3 M COMOCTABIEHIE COBPEMEHHbBIX MEK/IYHAPOIHBIX HOMEHKJIATYPBI 1
xsaccudukanuii kapauomuonaruit (KMIT). 3naunressHoe BHIMaHUe y/IeI€HO MPEJCTABICHNIO CIIEKTPA TeHeTHYEeCKHX e(heKTOB
npu pasubplx (enorunax KMII, B Tom ymcie BTOPHMUYHBIX, a TakKe XapaKTepPHCTHKE OTHOCUTENBHO PeAKUX (heHOTHIIOB M UX
aTrosiorndeckux paxropoB — pecrpuktuBHoit KMII, apurmorennoit KMII npaBoro skeyouka u N30 1MPOBAHHON HEKOMITAKTHOCTH
JIEBOTO JKEJTYJI0UKA € OOCYKIEHHEM X MEXKIYHAPOAHbIX ANArHOCTHYECKUX Kputepues. [Ipu o6CysKIeHnN BOIIPOCOB IMATHOCTHKA
runeprpodudeckoit KMII ocoboe BHUMaHME y/IeIEHO ITATHOCTY U3MEHEHNIT e¢ (PeHOTUIIECKIX XAPAKTEPUCTHK [TPU MHOTOJICTHEM
Habmonernu u auddepeHnuanbHol rarnoctrke ¢ pectpuktuBaoil KMIT B cirydasix 3HAYMTEIBHOTO YTOJIIEHUS] CTEHKU JIEBOTO
JKeJTyI0UKa IPH 60JIE3HAX HHMHUIBTPAIIN U HAKOTICHHSL.

KoueBble cioBa: KapIuoMHIONATHs, TUIIEPTPOGIUECKas KapAUOMUONATHS, INIATAIOHHAS KApANOMHOIIATHS, PECTPUKTUBHAS
KapAMOMHOIIATH, aDUTMOTEHHAsT KAPMOMHOIIATH [IPABOTO JKEJIYI0UKa, M30IMPOBAHHAS HEKOMIIAKTHOCTD JIEBOTO JKEJIY/I0UKa.

Cardiomyopathies:
modern view on the issues of classification, etiology,
diagnosis and differential diagnosis
Part |

K. M. Amosova
0. 0. Bogomolets National Medical University, Kyiv

This literature review presents an analysis and comparison of modern international nomenclature and classification of cardiomy-
opathies (CMP). Considerable attention is paid to the representation of the spectrum of genetic defects in different phenotypes of
CMP, including secondary, and the characteristics of relatively rare phenotypes and their etiological factors — restrictive CMP,
arrhythmogenic CMP of the right ventricle and isolated incompactness of the left ventricle. The discussion of their international
diagnostic criteria is overviewed. When discussing the diagnosis of hypertrophic CMP, special attention is focused on the phasing
changes of its phenotypic characteristics during long-term observation and differential diagnosis with restrictive CMP in cases of
significant wall thickening of the left ventricle in diseases of infiltration and accumulation.

Key words: cardiomyopathy, hypertrophic cardiomyopathy, dilated cardiomyopathy, restrictive cardiomyopathy, arrhythmo-
genic right ventricular cardiomyopathy, isolated left ventricular non-compaction.
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