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Pedepar. Kapaiomionarii 3 ¢peHoTHIOM rinepTpodii JiBoro muryHouka: yacTka aMiJIoino3y cepus Ta KiiHidYHA
xapakTepuctuka xpopux. Kosmok A.C. Awinoidos cepya mpusanuii uac 88axicascs pioKiCHUM 3AX60PIOBAHHAM, Xd-
paxkmepHum 0715 1r00etl 1imHb020 6iky. OOHAK CYYACHT 00CTIONCEHHS C8I0Hamb NPO OLIbULY NOWUPEHICIb Yiel namoaoeii,
Wo 3YyMOBNIOE HeobXIOHICmb i 6uguenHs, 0cobnueo 8 YKpaini, de mako2o poody OaHi 3aMUMUAIOMBCA 0OMENCeHUMU.
Heoocmammusa oiacnocmuka aminoioo3y cepys 3yMo61eHa HU3LKOI CHeyuiuHicmio KIiHIYHOI KapmuHu, AKA Modice
iMimysamu nposeu iHuwoi cepyeso-cyounHoi namoio2ii, y neputy uepey 3axeoproeamv i3 (enomunom 2inepmpodii
Miokapoa nieoco wnyHouka. Memoio docniodxcents 6y10 OYiHUMU YACMOMY Mma KAHIYHI XapaKkmepucmuxy X6opux Ha
aminoioos cepysi 8 cmpykmypi Kapoiomionamiil i3 peHOMunom 2inepmpoqhii 1i6020 WIIYHOUKA 3a OGHUMU OOHO20 YEeHMPY.
Jlocniodcens npogedeHo WISIXOM PempOCNeKmUsHO20 ananizy 6azu 0anux MeOudHoi OOKyMenmayii ROLIKIIHIKY ma 6i0-
Oinenv cmayionapy 1V « HHL] «Incmumym xapoionoeii, kiiniunoi ma pezenepamuenoi meouyunu im. axaod. M.J]. Cmpa-
acecka HAMH Yxpainuy 3a nepioo 2020-2023 pp. Ananizyeéanuce ckapeu Xeopux, aHamues, OaHi KIIHIYHO20 02150Y,
NOKA3HUKU O-XGUAUHHOZO MECMY, CKPUHIHZO8UX J1aOOPAMOPHUX MaA IHCMPYMEHmAanbHux obcmedcens. /s cma-
MUCMUYHO20 AHANIZY pe3yTbmamie GUsHauaau O06ipuull inmepsean 011 yacmiu, npogoounu mecm x2 Ilipconua,
00Ho8UMIpHULL Oucnepciinui ananiz (ANOVA) ma mecm Toroki. Hamu 6yn0o npoananizosanmo oaui 294 nayieumig i3
genomunom zinepmpoii miokapoa ni6o2o wirynouka, ceped axux oynu 177 (60,2%) eunadkie neobcmpykmugroi
einepmpoghiunoi kapoiomionamii, 70 (23,8%) eunadkis cinepmpoghiunoi kapdiomionamii 3 0OCMPYKYI€O BUHOCHO20
mpaxmy nigoeo uwiynouxa ma 47 (16%) eunaokieé aminoiooszy cepys. Icmunna uacmka aminoioosy cepys cepeo
odocnioxcysanux kapoiomionamiti cmarnosuna p=0,16 (CI 95%; 0,0744-0,2456). 32i0H0 3 Hawumu OaHUMU, NAYIEHMU 3
aminoioosom cepys xapakmepusyeanucs cmapuium eikom (56,8+11,7 poxy, F=6,85, p<0,01) ma cmitixoro 3acmitiHoro
cepyesoro Hedocmamuicmio 8 anamuesi (n=45, y2=65,54, p<0,001). IIpu nopisusnui 3 oboma epynamu cinepmpogiunor
Kkapoiomionamii 8 nayicHmie 3 amiioioo3om cepys GU3HAYANACL MEHULA NPOUOEHA SIOCMAHb 3d OAHUMU O-XEUTUHHO2O
mecmy (248,3+131,6 m, F=10,77, p<0,001), w0 no€0Hysanocs i3 03HaKamu 3aCmor no 6eIUKOMY KOy Kpogoobiey (89%,
n=42, y2=64,56, p<0,001) ma snudicennam cucmoniunoi Qyukyii nigozo wnyHouxa (54,5+15,1%, F=11,71, p<0,05).
Ceped excmparkapOianbHUX O3HAK ) X6OPUX HA aminoioo3 cepys eusasnsiiu npomeinypiro (n=39, 83%,), ueiponamiro
(59,6%, n=28), cenamomezanito (55,3%, n=26), ypasicenna wxipu ma cunyi (34%, n=16), kapnanrbruii myHenvHull
cunopom (23,4%, n=11), maxpoenociio (19,1%, n=9), nopywennsa mpasnenns (12,8%, n=6), snusxcenns eaeu (19,1%,
n=9) ma mpombomuuni nooii pisnoi noxanizayii 14,9% (n=7). Taxum uunom, aminoioos cepys ¢ HedooyiHeHOI0 namo-
n0zieto, yacmka axoi 6 cmpykmypi kapoiomionamii i3 ¢enomunom einepmpoii nigoco winynouxka oocsaeae 16%. V
nopieuAHHi 3 2inepmpoghiunoto kapoiomionamiero 6e3 o6cmpyKyii ma 06CmMpYKYi€io BUHOCHO20 MPAKmMy MaKi nayicumu
Xapaxmepu3zyiomuCs CMapuium GiKOM, MANCUUM COMAMUYHUM CHIAGHOM, SHUIICEHOIO CUCHONIYHOIO YHKYIEI 1i8020
WIYHOYKA MA  HAAGHICMIO eKCMpakapoiaibHOi Namoozii cucmemnozo xapaxkmepy. s USHAYEHHS peanibHOL
nowiupeHocmi aminoioosy cepys Ha mepumopii Ykpainu neoOxioni MynemuyeHmposi 00CAi0NCEHH L.

Absract. Cardiomyopathies with left ventricular hypertrophy phenotype: prevalence of cardiac amyloidosis and
clinical characteristics of patients. Kozliuk A.S. Cardiac amyloidosis was long considered a rare disease, primarily
affecting the elderly. However, recent studies have demonstrated a higher prevalence, highlighting the need for further
investigation, particularly in Ukraine, where data remain limited. The underdiagnosis of cardiac amyloidosis is primarily
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due to the low specificity of its clinical manifestations, which can mimic other cardiovascular diseases, particularly those
presenting with a left ventricular hypertrophy phenotype. The aim of this study was to evaluate the prevalence and clinical
characteristics of patients with cardiac amyloidosis among cardiomyopathies with the left ventricular hypertrophy
phenotype, based on single-center data. This study was a retrospective analysis of medical records from the outpatient
and inpatient departments of the SI “NSC “Strazhesko National Scientific Center of Cardiology and Regenerative
Medicine of the NAMS of Ukraine” between 2020 and 2023. Data on subjective complaints, medical history, clinical
examination findings, six-minute walk test results, and screening laboratory and instrumental evaluations were analyzed.
Statistical analysis included confidence interval estimation, Pearson’s )’ test, one-way analysis of variance (ANOVA),
and Tukey’s post hoc test. Data from 294 patients with left ventricular hypertrophy phenotypes were examined, including
177 cases (60.2%) of non-obstructive hypertrophic cardiomyopathy, 70 cases (23.8%) of hypertrophic cardiomyopathy
with left ventricular outflow tract obstruction, and 47 cases (16%) of cardiac amyloidosis. The true prevalence of cardiac
amyloidosis among cardiomyopathies with a left ventricular hypertrophy phenotype was estimated at 16% (CI 95%: 7.44-
24.56%,). Patients with cardiac amyloidosis were characterized by older age (56.8+11.7 years, F=6.85, p<0.01), presence
of congestive heart failure in the medical history (45 cases, y2=65.54, p<0.001), reduced distance covered in the 6-minute
walk test (248.3+131.6 meters, F=10.77, p<0.001), signs of congestion in the systemic circulation (89%, 42 cases,
x2=064.56, p<0.001), and decreased left ventricular ejection fraction (54.5+15.1%, F=11.71, p<0.05) compared to both
groups of hypertrophic cardiomyopathy. Extracardiac manifestations of cardiac amyloidosis included proteinuria (83%,
39 cases), neuropathy (59.6%, 28 cases), hepatomegaly (55.3%, 26 cases), skin involvement and bruising (34%,
16 cases), carpal tunnel syndrome (23.4%, 11 cases), macroglossia (19.1%, 9 cases), digestive disturbances (12.8%,
6 cases), weight loss (19.1%, 9 cases), and thrombotic events at various sites (14.9%, 7 cases). Thus, cardiac amyloidosis
is an underrecognized pathology, accounting for 16% of cardiomyopathies with a left ventricular hypertrophy phenotype.
Compared to non-obstructive and obstructive hypertrophic cardiomyopathy, these patients are characterized by older
age, more severe systemic conditions, decreased left ventricular systolic function, and systemic extracardiac

manifestations. Multicenter studies are required to determine the true prevalence of cardiac amyloidosis in Ukraine.

TpuBanmii yac y xonax (paxoBoi CHIIIEHOTH Tia-
HyBaB morsaa Ha amimoimo3 ceprsa (AC) sk Ha
PiAKICHY TAaTOJOriI0, XapaKTepHY MEPEeBaXHO s
mrozeii 3pinoro Biky [1]. Husi psig cydacHuX aBTOpiB
BimHOCATE AC 10 KaTeropii «HeIoaiarHOCTOBAHIX)
XBOpOO Ta MiANAIOTh CYMHIBY HOTO OOMEXKEHY
nomupeHicts [2, 3]. Ominka 3axBoproBaHocti Ha AC
CYTTEBO PI3HUTHLCS 3TIAHO 3 PEECTpaMHU HAIliOHAJh-
HUX MPOQUIBHUX LEHTPIB; €AWHE, M0 3aJHUIIAECTHCS
HE3MIHHUM — [€ NPOTPECHUBHE 3POCTAHHS YHCEIb-
HOCTI TaKMX MALI€HTIB Ta KIIBKOCTI HOBUX BUITAAKIB
[4, 5]. Omre 3 mepmuX emMiAEMIONOTIYHAX IO-
CIIiJKEHb, CIPSMOBaHE Ha OLIHIOBAHHS MOIIMpE-
Hocti AC, Oyno mpoeaeno B CIIIA B mepion 1950-
1989 pokiB, y pe3ynpTaTi SKOTO YacTOTa HOBHUX
BUIIAJKIB XBOpPOOHM OIliHIOBaNach gk 9 oci0 Ha
1 minbiion HacenenHs [6]. Ilpore B OimbIn mi3HIX
JOCIIKEHHIX 3a(piKCOBaHO CYTTEBO BHII TOKa3HUKU
3axBoproBaHocTi. 3okpema, L.G. Gilstrap etal. Bin-
3HAYal0Th 30UTBIICHHS K nomupeHocTi CA B nepion
2000-2012 pokiB (Big 18,0 (95% CI, 117,5-18,5) mo
55,2 (95% Cl, 54,3-56,0) ra 100 000 HacemeHHS/pIK,
p<0,01), Tak i YMUCENBHOCTI HOBHX €Mi30/iB (Bix
8 (95% CI, 7,5-8,2) mo 16,6 (95% CI, 16,2-17,1),
p<0,001) ma 100 000 macenenus/pik) [3]. [lomiOHMi
TPEH/ crocTepiraBcs B poOOTI HIMEUBKUX JOCIHIJ-
HUKIiB, 7A€ OyJ0 BHUSBIECHO 3POCTaHHS KiTBKOCTI
xBopux Ha AC Big 15,5 no 47,6 ma 100 000 Hace-
neHHs/pik y mepiox 3 2009 xo 2018 poky [5]. Mmo-
BipHO, Taka TEHACHIIiSl 3yMOBJICHA HE CTiNBKH Oilib-
IIMM OXOIUICHHSIM HACelleHHS XBOPOOO, CKUTBKU
3apOBAHKCHHSAM JIarHOCTUIHUX TEXHOJIOTIH, sIKic-
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HUM MEIUYHUM OOCITyTOBYBAaHHSM Ta MOJIOBXKEHHSIM
TpUBaIOCTI XKUTTSA XxBopux Ha AC [7, 8].

B ocraHHI mecATWIITTS B PO3BHHEHHX KpaiHax
3MIHCHEHO BENMKI KPOKH B HANPSIMKY BHBYCHHS
eIiIeMioIIOoT1I, TaTOTeHe3y, YAOCKOHAJICHHS ajro-
putMiB niarHoctuku Ta gikyBanas AC [9]. Bogaouac
y Mexkax YKpaiHu peanbHa nomupenicts AC Ta oro
gacTKa B CTPYKTypl KapAialbHOI IaTOJIOTII Tpak-
TUYHO HEB1JIOMI, 1[0 CIIOHYKAJIO HAC MPOaHaTi3yBaTh
BiJINIOBIJIHI JaHi B paMKaX OJHOTO IICHTPY 3 HaMipoM
JIOTIOBHUTH HAasBHY iH(pOpPMAIlI0 IOA0 KITHKOCTI
TaKAX TAIIEHTIB Ta OCOOJMBOCTEH KITIHIYHHUX
MIPOSIBIB 3aXBOPIOBAHHS.

Meta poOOTH — OIIHUTH YacTOTy Ta KIiHIYHI
XapaKTepUCTUKH XBOPUX Ha aMijoigo3 ceprs B
CTPYKTYpi KapziomiomaTiii i3 ()eHOTHIIOM rimep-
Tpodii NiBOro MITyHOUKA 32 JAHUMH OJTHOTO IIEHTPY.

MATEPIAJIU TA METOJAU JOCJIIKEHb

JlocimpkeHHsT TIPOBEICHO BIAMOBITHO IO TPWH-
IUTIB 010€TUKH, BUKJIaMeHUX Y [ eNbCIHCHKIN IeKIa-
pautii « ETHYHI TPUHITUIN MEIUYHUX TOCIHIIKEHb 3a
YYAaCTIO JIFOJMHH Y SIKOCTI 00’ €KTa JOCITIKSHHS Ta
«3aranpHiil geknapamii mpo Oi0eTHKY Ta mpaBa
moauan (FOHECKO)», nuisixoM peTpoCIeKTHBHOTO
aHanmizy 0a3uM NaHUX MEIUYHOI JOKYMEHTAIii mo-
TIKJTiHIKY Ta BingineHs cramioHapy Y «Harionans-
HUH HAyKOBHH HeHTp «lHCTUTYT Kapmiojorii, Kii-
HIYHOI Ta PereHepaTUBHOI MEIUIIMHU IMEHI aKaje-
mika M.JI. Crpaxxecka» HAMH VYkpainu 3a nepiox
2020-2023 pp. Ha momeHT cBoro mepeOyBaHHS B
HAYKOBO-MEIUYHOMY 3aKiIajii BCi MaIli€eHTH J00pO-
BIJIBHO HaJaBajd MUCbMOBY 3roJy Ha 0OpOOJIeHHS
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MEPCOHANBHUX JaHuX 3rigHo 3 Hakazom MiHi-
CTepcTBa OXOpOHM 370poB'ss Ykpaimm Ne 110 Bix
14.02.2012 «IIpo 3arBepmxeHHS (GOpM TEPBUHHOL
00;1iKOBOi JOKyMeHTamii Ta I[HCTpyKIii momo ix
3allOBHEHHSI, 110 BUKOPHCTOBYIOTbCS B 3aKianax
OXOPOHH 370POB'ST HE3AIECKHO Bix (hOPMH BIACHOCTI
Ta MiANOPSAAKYBaHHSD». JIOCHIIKCHHS CXBaJICHO KO-
Miciero 3 nutanb etuku 1Y «HamioHansHuil HayKo-
BUH TEHTp «lHCTUTYT KapzioJorii, KIiHIYHOI Ta
pereHepatuBHOi MeaumuHH  iM. akan. M.Jl. Ctpa-
xecka HAMH Vxkpainn» (mpotokon 3acizanas Ne 1-
37 Bim 24.12.2024 p.), yuyacHUKH miamucany iHpop-
MOBaHY 3r0Jly Ha y9acTh Y AOCIiIKCHHI.

Hamu anamizyBanuch cy0’€KTHBHI CKapru XBO-
puX, aHaMHe3, JaHi KIIHIYHOTO OTJISAY, MOKa3HUKU
6-XBWJIMHHOTO TECTY, CKPUHIHTOBUX J1a0OpaTOPHHUX
Ta IHCTPYMEHTAIBbHUX 00CTeXeHb. BIimB cummTo-
MiB, OB’ s13aHUX 13 QiOpumsLiero nepeacepas (OID),
Ha SKICTh JKUTTS aHami3yBanu 3a mkaioro EHRA
(European Heart Rhythm Association Score, EHRA
score), ne | — e BigcyTHICTH cumnToMmiB, 11 — yerki
CUMIITOMH (IIOACHHA aKTHBHICTh Maibke HE oOMe-
eHa), 11 — momipHi cumnToMu (3HAYHE TTOPYITICHHS
MOBCSAKACHHOI aKTHUBHOCTI), [V — TSDKKI cHUMITOMU
(HEMOXIJIMBICTh BUKOHAHHS IIOJEHHHUX CIIPaB yepes
®II) [10]. Hdiarno3 rimepTpodivuHoi KapaiomionaTii
('KMII) ta AC 0ym0 miaTBEpIKEHO 32 JOTIOMOTOI0
KpUTEpiiB A7 MarHiTHO-pE30HAHCHOI TOMOrpa-
(ii/exokapmiorpadiunoi Bizyamizamii [11], sxi y
BHITQJIKy OCTAaHHBOTO CYTIPOBO/IKYBAINCH HASBHICTIO
ricToNoriuHo Bepu(DIKOBAHHUX JETIO3UTIB aMiIoiny B
nepudepnuHux TkaHuHax. HasBaicts migtumy AC
nerkux jaHmoriB (AL — Bix anrm. light chain amy-
loidosis) BU3HAYAMU 3a HASIBHOCTI MiJBUIICHOI KOH-
ueHTpauii Ta/abo MopyILIeHHs CIiBBiTHOMICHHS BiJlb-
HUX JIETKHX JIAHIIOTIB K Ta A B CHPOBATII KpPOBI
mocmipkyBaHnx mamieHTiB. [lintum AC B iHmHX
XBOPHUX BBa)KaBCsS HEBCTAaHOBJIEHHMM Yy 3B SI3Ky 3
00MeKXEHIMH MOXKITMBOCTSIMU J1arHOCTUKA Ha TEPH-
Topii YKpaiau. Y IOCHTiHKEHHS HE BKIFOYAUCH JaH1
MaIi€eHTIB 3 TinepTpodicro Miokap/a, MOB’sS3aHOI0 3
apTepiabHOIO TiMepTeH3i€r0, KIanaHHUMHU BaJlaMH,
imeMigHO XBOpoOoro. [ craTrcTnaHOi 00pOOKH
pe3yIbTaTIiB BUKOPHCTOBYBAIM CTATHCTUYHY TIPO-
rpamy SPSS Advanced Statistics 27.0 Homep L-
CZAA-BT2KCD. /lns omiHOBaHHS [iana3oHy 3Ha-
YeHb, Y AKOMY 3HaXOIUThCS icTMHHa dactka AC y
FeHEepPaIbHIA CYKYIHOCTI, BHU3HAYadd JOBIpYUN
iHTepBan 1y dacTku. KareropianbHi 3MiHHI TIpen-
CTaBJIEHO y BIJCOTKOBOMY ekBiBaneHTi, ne 100%
CTaHOBMJIA 3arajibHa KUIBKICTh JOCIIDKYBaHHX Y
rpymi. HasBHICTh B3a€MO3B’S3Ky MiX KaTeropiaib-
HUMHU 3MIHHAMH PO3PaxOBYBAIH 32 JOMOMOTOIO
tecty x2 Ilipcona. Y mporieci 069nciIcHs BU3HAYATH
cepenHIo apuMETHYHY BelnuMHy — M Ta cras-
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nmaprtHe BimxwieHHS — SD. [y OIiHIOBaHHS CTaTHUC-
TUYHOI 3HAYYMIOCTI BIiMIHHOCTEH [UISI TPHOX Ta
OuTbIle TPy BHKOPHUCTOBYBAIHM OTHOBUMIPHHI
mucnepciiinuii ananiz (ANOVA) 3 o0uucieHHIM
noka3sHuka F-craTuctuka Ta KoedillieHTa J0CTO-
BIpHOCTI — P, IIJITXOM TIOPIBHSHHS JBOX JKEPEIT Ba-
piauii JaHuX: MIXTPYHOBOI Ta BHYTPilIHEOTPYTIOBOI.
[Ticns mpoBeleHHS OCHOBHOTO aHaJi3y 3acTOCO-
ByBaJi TeCT ThIOKI, IO TO3BOJSIIO YTOYHUTH HAsB-
HICTh BiAMIHHOCTEH MiXX NEBHUMH Tpymamu [12].
BinMinHoCTI BBaxkanu goctoBipHuMHE mipu p<0,05.

PE3YJIbTATH TA iX OBITOBOPEHHS

Hamu 6yno npoanamizoBaHo maHi 294 marfieHTiB i3
(henotunoM rineprpodii Miokapaa HEKITalIaHHOTO, He-
IIIEMIYHOTO Ta HETIMepTOHIYHOro noxomkeHHs. Cepen
JOCITiKyBaHUX Oyno miarHoctoBaHo 177 (60,2%) Bu-
nankiB HeooctpyktuBHOI ' KMII, 70 (23,8%) Bumankis
’KMIT 3 0OCTpYKIi€}0 BHHOCHOTO TpPaKTy JIiBOTO
nurynouka (OBT JII) ta 47 (16%) Bumaakis AC
(cepen HUX N=42 aMiNOiNO3y JIETKKX JIAHIIOTIB Ta N=5
aMiJIOiZI03y 1HIIOTO TOXOPKEHHS). 3TiAHO 3 Pe3yiib-
TaramMu OOYUCICHHS icThHHA yactka AC cepen Jo-
CIIDKYBAaHUX KapAiOMionaTid i3 (EeHOTUIIOM Timep-
tpodii JIII cranoBmma p=0,16 (CI=95%; 0,0744 —
0,2456), w0 3arayoM BiINOBIZAa€ HHUHI BIIOMHM
pe3yibTaTam A0CHiIKEeHb Y KpaiHax €BportH (puc. ).

ITamtiearn 3 ['KMII, sk oO0cTpykTHBHOIO (hOpMOTO,
tak 1 6e3 OBT JII, xapakrepu3yBaIUCh OUTBIII MOJIO-
UM BIKOM — CepelHili BiK TAaKMX XBOPUX CTaHOBUB
BianosinHo 41,7+24,3 poky Ta 46,3+41,2 poky. BoaHo-
gac Bik xBopux Ha AC cranoBuB 56,8+11,7 poky Ta OyB
nocroipHo OimpmmM (F=6,85, p<0,01). I'ennepHuii
cknag xeopux Ha ['KMII ta AC He MaB CTaTUCTUYHO
3HAYyIIOl TepeBarn B Oik YOJIOBIYOi abo KiHOUYOT
CTaTi, a TaKoX JOCTOBIPHO HE BiJpPI3HABCS MiXK
rpymnamu.

CepenHiii TepMiH TIPOSBIB XBOPOOU 0 MOMEHTY
3BEPHCHHS 32 MEAWYHOIO JOIOMOTOK OYB JOCTO-
BipHO MeHIIMM y Tpyni AC Ta He Bigpi3HSABCS MikK
rpynamu ['KMII. Tak, manientu rpynu AC Bkasy-
BaJll Ha HASBHICTH CTIMKOI HApOCTal04Y0i CHMIITO-
MAaTHKH B cepeTHbOMY rnorepesi 6,23+5,00 Mmicsis,
toni sk Ounpmicts 3 Tpyn ['KMII mamu tpynHOMImII
o0 Cy0’€KTUBHOI OITIHKH TPHUBAJIOCTI 3aXBOPIO-
BaHHS Ta BiMIYaJd HAsBHICTh HOTO O3HAK Y IIMPO-
KOMY 4acOBOMY fiarna3oHi (HeoocTpykrusHa ['KMIT —
21,98+19,02 micsiigs ta T'KMIT 3 OBT JIII —
18,44+11,04 micsins; F=4,10, p<0,05).

[Ipu onmutyBanni nauieHtiB 3 AC Oyno BCTaHOB-
neHo, mo B 95,7% (n=45) BUIMAKiB MiJICTaBOIO IS
MIEPBUHHOTO 3BEPHEHHSI 10 JIKaps OyiId TPOSBHU
3acTiifHOi ceprieBoi HemocraTHOcTi (CH), Tomi sik B
aHaMmHe3i xBopux Ha oouasi popmu ['KMII 3acriitni
SBHUIIA CIIOCTEPITAIINCHh JOCTOBIpHO pinme (He-
oboctpyktuBHa I'KMII — 22,0%, n=39 Ta I'KMII 3
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OBT JILI - 35,7%, n=25; y2=65.54, p<0,001). 17 ma-
uienTiB y rpymi I'KMII 3 OBT JIL ta 14 nauieHTiB y
rpyni AC miaTBepKyBaial BUMAAKH BTPAaTH CBiJllO-
MOCTi BIIPOAOBXK Tepebiry XBopoOW (BiIIOBiIHO
24,3% 12 29,8%; ¥2=0,2, p>0,05), siKi B mepuiomy Bu-
naaKy Oynv moB’si3aHi 3 (i3NIHIM HABaHTAXKEHHAM,
a B JpyroMy MajH IEpeBaXHO CIOHTAaHHUH Xa-
paxTep. CHHKONABHI NOAI1 cocTepiramce i B rpymi
HeoOctpyktuBHOi ['KMII, mpote iX KinbkicTe Oymna
noctoBipao MeHIIO (10,7%, n=19; ¥2=13,0 p<0,01).
Enizogun @II dikcyBanuce B ycix OOCHIIKyBaHHUX
rpynax (rpymna HeobctpyktuBHOi ['KMII — 22,6%,
n=40; rpyna 'KMII 3 OBT JIII — 31,4%, n=22;
rpyna AC — 21,3%, n=10; ¥2=2,43, p>0,05). Btim
Cy0’€KTHBHA NEPEHOCHMICTh MOPYLICHb PUTMY CEp-
1 Oyna Baromo ripuoto B rpynax I'KMIT 3 OBT JIILI

ta AC mnopiBHsHO 3 HeoOcTpykTtuBHOIO ['KMII.
3okpemMa, 85,1% (n=40) y rpymi AC ta 72,9% (n=51)
mariedTiB y rpym ['KMII 3 OBT JIII ominroBamn
cBill ctan mig yac napokcusmy OII Ha 3 abo 4 Ganu
3a mkanor EHRA, Toni sik yacTka TaKuX MAIli€HTIB Y
rpymi HeobctpyktuBHOi I'KMII cranoBuna 29,9%
(n=53) (x2=66,18, p<0,001). JlaHi cimeiiHOro aHaMm-
He3y BKa3zyBalli Ha HAasBHICTb O3HAK IEPBHHHOL
rineprpodii Mmiokapma abo panToBoi KapaianbHOI
cmepti B 46 (26%) XBOpHMX Ha HEOOCTPYKTHBHY
'KMII ta 17 (24,3%) xBopux na 'KMII 3 OBT JILLI.
Cepen xBopux Ha AC mume 1 (2%) mamieHT min-
TBEP/KYBaB HasBHICTh MOAIOHOTO 3aXBOPIOBAHHS B
cim’1 (¥2=21,22, p<0,001), 110, BiporigHO, OB’ I3aHO
3 BaroMoO MNepeBaKalvoI0 KUIBKICTIO MaTOTeHETHY-
Horo Tuny AL y nociipkyBaHii rpyti.

Aminoino3s cepus (AC): 16,0%
Jogipunii inTepBas (95%): [7,4%:; 24,6%]

" Heo6cTpykTnBHa I'KMII

B ['KMII i3 OBT JIII

B Amisoino3s cepus (AC)

YacTka aMisioino3y cepus B CTPYKTYpi kapaiomionariii i3 ¢peHoTunOM rineprpodii 3a 1aHuMU 0AHOT0 HEHTPY

Cepen excTpakapAiallbHUX O3HAK Yy XBOPHX Ha
AC, TUTIOBHX [UISI CHCTEMHOTO aMijioimo3y, HaMu
OyJI0 IiarHOCTOBaHO: HAasBHICTH MpoTeinypii (n=39,
83%), uetiponatii (59,6%, n=28), 30iIbIIICHAS PO3-
Mipy nedinku (55,3%, n=26), ypaxkeHHs LIKipU Ta
cunmi (34%, n=16), kapnaaTbHUN TyHETBHUA CHHII-
pom (23,4%, n=11), makpormocis (19,1%, n=9), no-
pyuieHHs TpaBieHHs (12,8%, n=6) Ta 3HIKEHHS Baru
(19,1%, n=9). Kpim Toro, cepen mamieHTiB i3 Tpynu
AC 14,9% (n=7) Manu cymyTHi TOCTpi Ta XpOHiYHI
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TpOMOOTHYHI TOfil pi3HOI nokamizamii. BogHouac
cepen mamienTis 3 ' KMIT 060x TutmiB mo1i0H1 03HAKH
OylnM TOOJWHOKHUMH, MAaJIOBUPAKEHUMH Ta HE
MOEAHYBATUCH Y CHMIITOMOKOMILIEKC.

TsoxkicTh cTany nauieHTiB 3 AC 3yMOBIIOBajzach
HE JIUIIIe HAsBHICTIO eKCTpaKapAialbHUX TOPYIIeHb,
ane W BHpaXeHUM (YHKIIOHaJIBHUM pO3JaZOM Y
uinomy. Tak, pe3ynpTaTé 0-XBUIMHHOTO TECTY Je-
MOHCTPYBaJI HATMEHIITY IPOWIEHY BiICTaHb y TPYIIi
AC Ta 1i Oinpmii 3HauenHs B rpymax [KMII 3
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OBT JILU ta neobctpykrrBHoi 'KMII (BiamoBinHO
248,3+131,6 M, 371,84207,5m, 474,5+427,1 m;
F=10,77, p<0,001). O6mexeHa (i3MdHA CIIPOMOXK-
HicTh mamieHTiB 3 AC MoeaHyBajlach 3 O3HAKaMHU
3aCTOI0 10 BEJIIMKOMY KOy KpoBooOiry (89%, n=42,
¥2=64,56, p<0,001), Tomi sAK y WAaIli€eHTIB 3 He-
ooctpyktusHoro ['KMIT ta 'KMII 3 OBT JIII Taki
SIBUINA CIIOCTEpiraauch 3piaka (BigmosigHO 6,8%,
n=12, ta 8,6%, n=6).

Cucromiuna ¢ynakmis JIII cepen mamientis 3 AC
CTpakaana Oinblie, Mpo IO CYIWIH 32 HAasBHICTIO
JIOCTOBIpHOT BiaMiHHOCTI mokazHuka OB JIII
(54,5£15,1% B rpymi AC mipotu 62,1+£20,0% B rpymi
HeoOctpyktuBHoi I'KMII Tta 63,7+15,9% B rpymi
'KMIT i3 OBT JIUI; F=11,71, p<0,05) (tabmx.).

[IpoBenenwnii Hamu aHai3 JaHUX 294 MaIlieHTiB i3
¢denoTunoM rineptpodii Miokapaa MPOAEMOHCTPY-
BaB CTPYKTYPHE MEepPEBaKaHHS BHUIIAJIKIB HEOOCTPYK-
tuBHOi ' KMII (60,2%) 3 MeHmMu yactkamu ' KMIT
3 OBT JIII (23,8%) Tta AC (16%). Y Hamomy no-
CIIJDKCHHI He OYyJIO JIarHOCTOBAaHO JKOJHOTO BH-
naaKy xBopoou AHnepcona-Dabpi, He3BaXKal4YH Ha
TaKy MOXUIMBICTH 3TiAHO 3 JITEpaTypHUMH JDKe-

penamu [13]. 3aranom oTpuMaHi HaMu JaHi HOYTh y
napaseni 3 pe3yJbTaTaMy MacIITAa0HHUX IMOITYJISIIii-
HHX JOCIIDKEeHb, ¥ akuX gacTtka AC cepen ceprieBo-
CYIIMHHUX XBOPOO 3 MOAIOHMM ()EHOTHUIIOM KOJIH-
Ba€eThCA B Mexax 5-25% [14, 15, 16]. 3okpema, Benu-
KU MeTaaHami3, mpoBeacHuit M. Rossi Ta koman-
JI010, IEMOHCTPYE KiNbKiCTh HOBUX BUNAKiB AC mpu
00CTeXCHHI Mali€HTiB 3 MPUBOAY 1HIIOTO 3aXBOPIO-
BaHHA. JlOCHimKeHHS MOKasalW, IO B JITHIX Ia-
IIEATIB CHMITOMHHUHN aopTainbHHUA CcTeHO3 y 16%
BUIAJIKIB TIOEHYBABCS 3 MOTOBIIECHHIM cTiHOK JIIII
BHACIIJIOK JIeNOHYyBaHHS aMinoixy [14]. B iHmii
po6oTi B 13% Bumaakis erionoriganM ynaHIKOM CH
31 30epexkeHoro @B JIIII Ta TOBIIMHOKW CTIHKH
JIII >12 mm ©Oyno BuzHano HasBHiCTE AC. Kpim
TOT0, OOCTEKECHHS XBOPUX 3 TIEPBUHHUM JiarHO30M
I'KMII y 6mu3bko 9% BUMAIKIB MMiATBEPIKYBAJIO
HasBHICTH AC [16]. ¥V miioMy x 4acToTa HaiOiIbII
nomupenux tumiB AC — AL-aminoigo3y ta ATTR,
3T1THO 3 TaHUMHU MKHAPOIHOI OHJIaiH-TUTaThOopMu 3
0a3010 3HaHb PIAKICHUX 3axBoproBaHb Orphanet,
KOJIUBAETHCI B Mexax BimmosimHo1-9/100 000 Ta
1-5/10 000 3m0poOBOTO HACEIICHHS.

ITopiBHAIbHA KJIHIYHA XapaKTePHUCTHKA XBOPHUX i3 (peHOTHIOM rinepTpodii miokapaa JILI

s | o i
Bik (poku), M£+SD 46,3+41,2 41,7+24,3 56,8+11,7%*
Cimeiinnii anamue3 (% nauieHTiB) 26,0% 24,3% 2%
3acriiitna CH B anamue3i (% nanienTtiB) 22,0% 35,7% 95,7%***
Cunkone B anamHe3si (% nauieHTiB) 10,7%** 24,3% 29,8%
TpomooTuuHi noaii B anamuesi (% nauieHTin) 2,8% 4,3% 14,9%**
TpusaJjicte cumnromis (Micsini), M£SD 21,98+19,02 18,44+11,04 6,23+5,00*
Husbka tosepantHicTs 10 ®II (% nauienris) 29,9%* 72,9% 85,1%
Biacrans xo0a601 npu 6-xBuiimHHOMY Tecti (MeTpu), M+SD 474,5+427,1 371,8+207,5 248,3+131,6%
®B JIl, M+SD 62,1+20,0% 63,7+15,9 54,5+15,1%

Mpumitkn: * — p<0,05; ** — p<0,001; *** — p<0,001.

CBoevacHa niarHoctika AC € KPUTUYHO BaXKITH-
BOIO JUIsI BUOOPY TAKTUKU JIKYBaHHA Ta NPOTHO3Y
mamienTa. HemoctaTas nprxuTTeBa Bepudikamis AC
HiATBEpKyBaach y poOOTi X BUBYEHHI ay TOIICI -
HOTO Marepiany Mali€HTiB BiKOM IOHaf 75 pOKiB.
Taxk, cepen momepnux 3 o3Hakamu CH, rimeptpodii
JIII ta ®IT y 6mu3bko 43% BumaakiB OyJo TicTo-
JOriyHO Bepu(iKOBaHO HAsABHICTH aMiJioioy B TKa-
HuHax cepus [14]. [IpobGrema KpueThCS B HHU3BKIN
criermuigHOCTI KITIHIYHOT KapTHHH Ta CXOXOCTI
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OpOSIBIB 13 HIMPOKUM CHEKTPOM CEpLEBO-CYAMHHOT
natoyorii. TpuBanmii yac cumnromokomiuieke AC
Moke imityBatn miepebir 'KMII ab6o »x CH 3i
30epexxeroro @B JIII [17]. Tak i B HamoMy mno-
CIIJKeHHI crocTepiranuck cniibHi jius [KMII Ta
AC xiiHIYHI TPOSBH, SKAUMH OyJH (GiOpHIIAIS TTe-
pencepap Ta CHHKONANBHI CTaHW HA T Tineptpodii
MioKapza, o MoXxe OyTH MIATPYHTSIM sl XUOHUX
JIarHOCTHYHUX BUCHOBKIB Y KIIIHIYHINA IPAKTHIII.

Ha ymoeax niyensii CC BY 4.0
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3rifHO0 3 MIDKHApOJHWMH JAHUMH, IO IMiJ-
TBEPJKYBAJIOCh 1 B HAIIOMY JIOCIiPKEHH1, PO3BUTOK
CHCTEMHOTO aMUIOifn03y € XapakTepHUM [yl Ia-
nieHTiB BikoM moHax 50 pokiB, Tomi sik [KMII e
BPOPKEHOIO TATOJIOTIEI0 Ta YacTO BUSBISETHCS B
Motogomy Bimi [18]. KitiHiuHi IposIBY Ta TPUBATIICTH
XBOpOoOM 3a Cy0’€KTHBHOIO OI[IHKOIO TAIli€HTIB 3
I'KMII mupoko KONMWBAIUCh — BiA MOBHOI BiJICYT-
HOCTi CKapr N0 TOpYUIeHb PUTMY, OONICHUX Bij-
YyTTIB 32 THIIOM CTEHOKApP/ii, CHHKOTIAJTbHIX CTaHIB
Ta 3aCTIMHUX SBHI, HEPEBAKHO MO MaJOMy KOy
KkpoBooOiry. Hartomicte kiiHiuHa kKaptmHa AC Yy
OLTBIIIOCTI BUTIAIKIB MaHi(ecTyBaIa MpOTrpecyrv0r0
CH rta rinorensiero, mo, Ha AyMKy GaxiBLiB, €
TUIIOBUM TepIIMM MposiBoM xBopobu [10, 19].
BuBueHHs ciMeHHOro aHaMHe3y HOCIHiIKyBaHUX
MAIiEHTIB Ta HAsABHICTh MOAIOHOI maTOJOril cepen
iXHIX poIUUiB OMOCEPEIKOBAHO BKa3yBaJlo Ha I'eHe-
tuuay npupony ['KMII. Hespaxaroum Ha Bimomwmid
ayTOCOMHO-ZIOMiHAHTHUH TUI yCIIAAKYBaHHS AEIKUX
naroreHeTHYHUX BapiaHTiB AC [20], 4iTKOTO 3B’SI3KY
31 CIIaJIKOBICTIO HAMH BUSBIIEHO He OyIo. BiporinHo,
MpUYMHA KPHUETHCSA B TOMY, IO OinbIla dYacTka
NPOaHANI30BaHUX HAMH TMAI[iEHTIB CKIajanach i3
xBopux Ha AL-Tun, sxkuii y OiNbIIOCTI BHIAJAKIB
TIOB’sI3aHUM 31 CIIOHTAHHUME MyTamisivu [21].

Hocmimkysani Hamu mamnieHTd rpynu AC xapak-
TEpU3yBaJINCh OUTBII TSDKKAM COMAaTHYHUM CTaHOM,
B OCHOBI KOTO OyJIO TIO€QHAHHA TinepTpodii Mio-
Kapna i3 cucronigaoro aucdynkiiero JIII Ta mimoro
pSLy eKCTpakapiialbHHMX TIOpYIIeHb. LIMOBIpHO,
TaKUi cTaH pedyeld 3yMOBICHUH CHCTEMHICTIO
3aXBOPIOBAHHSA Ta HAKOIMYEHHSAM HEPO3UMHHHUX
TOKCUYHUX OUIKIB y JKUTTEBO BAXKIMBHX CHCTEMaXx
opratiB [22]. ¥ mpoMy X KOHTEKCTI BapTO pPO3-
[TISAaTH TIOTaHy MEePeHOCHMICTh MOPYIIEHb PUTMY
mamnientamu 3 AC, 1110, BipoTiHO, TIOB’SI3aHO 13 3a1Ty-
YEHHSIM Yy MpOIeC MOpYILIEHb HEPBOBO-CYIUHHOTO
KOMITOHEHTa TEeMOJWHAMiKd. 3TiHO 3 JiTeparyp-
HAMH JDKeperaaMu, HalOUThII MOMUPEHUM TIEPIITIM
kiiHiuHM miposiBoM AC € Hapocratoua CH no Benu-
KOMY Ta MaJIOMy KOJIaX KpoBOoOIry. Y psilii BUlIaJAKiB
MaloTh MiCIle TIOPYIICHHS MPOBIAHOCTI 200 pUTMY 32
tunom OII, nmuryHoukoBUX apuTMmiil [23]. V 3’Bs3Ky
i3 CHCTEMHICTIO XBOpPOOHM IOCTaTHBRO THUIIOBUMH €
YPaXXEHHsI HHUPOK, OPTaHiB ILTYHKOBO-KHIIKOBOTO
TPakTy, MepuEepUIHOi HEPBOBOI CHUCTEMH, IIKipH,
CJIM30BUX O0OOJIOHOK Ta CyauHHOI cTiHku [20]. 3amy-
YeHHS HHUPOK Y TATOJOTIYHWH mporec MaHidecTye
MPOTETHYPi€I0, PO3BUTKOM XPOHIYHOI HUPKOBOI He-
JIOCTATHOCTI, 1110 TIPU3BOIAMTH JI0 TIMOMPOTEiHEMIT Ta
MOCUJICHHSI HaOPSKOBOTO CHHAPOMY. XapaKTepHUM
mposiBoM Uit AC € HasBHICTh Pi3KOi TiMOTeH3il Ta
CHUHKOTIAJIbHUX CTaHiB, B OCHOBI SKHX JIEKUTh
MO€AHAHHSI MaJIOTO CEpPLEBOro BUKUIY, iH(IIbTpamis
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aprepiaibHOI CTIHKM Ta PETYJSTOPHUX HEPBOBUX
3aKiHYeHb aMiloioM. B oCTaHHROMY BHMAJAKY Xa-
pPaKTEpHUMHU € TIOPYUIEHHS NepupepuyHOi UTyTIH-
BOCTI Ta pO3BUTOK HeHpomatuyHux Ooseit [24].
Cumnromamu 3i croponu LIIKT moxyTte OyTu rema-
TOMETalis, 3aKpemny, MPOHOCH, CHHAPOMH Mallba-
copOii Ta ManbaurecTii [18].

Bapro 3a3naumty, mo ¢axisui €BponercsKoro
TOBapUCTBA KapIiOJIOTiB PEKOMEHIYIOTh PO3TIISAaTH
MpU3HAYCHHS aHTHKOATYJISTHTIB IS HarieHTiB 3 AC
He3alie:)kHo Bix HagBHocTl DI, 1110 CHIBBIIHOCUTHCS
3 BUSBJICHOIO HaMHU IIiJBUIICHOI KUTBKICTIO BH-
MajKiB TOCTPUX Ta XPOHIYHHX TPOMOO3IB cepen
narfientiB miei karteropii [10]. Bomnouac, sk 3a
JIAaHVMH JIITepaTypH, TaK i 3a pe3yJbTaTaMy HaIIoro
anamizy, capkomepHa ['KMII, npu cxoxocti ¢eHo-
tuny 3 AC 3a TaHMMU METOJIB Bi3yasizailii, peaisy-
BaJIach MEPEBaKHO JIMILE B aHOMaJIbHIN rinepTpodii
MiOKap/a, MO IMOEIHYBAIOCh 13 BiATEPMiHOBAHOIO
JIEKOMITCHCAITI€10 KPOBOOOITY, PO3BUTKOM MOPYIICHE
PUTMY Ta eMmi30JlaMH Pi3KHX KOJAICiB KPOBOOOITY y
pumnaakax OBT JIMI.

HesBaxkatoum Ha 3arajoM BiIITOBITHICTH OTpPH-
MaHHX HaMH DPe3yJIbTaTiB JaHUM CBIiTOBOI JliTepa-
TYpH, HEOOXITHUM € MIUpILIe 3aTydeHHs NpodiabHUX
HEHTPIB Ui TOJANBIIOTO TOIIYKy B HHOMY
HaINpsIMKy, IO CTBOPIOBATHME YMOBH IUIS OLTBIT
TOYHOTO BU3HAYCHHS KUIBKOCTI TAaKWUX TAIlI€HTIB Ta
MIPUIIBUAIIECHHS POLIECY TIarHOCTHUKH.

BUCHOBKH

1. 3pocratoua KUIBKICTh BHUIAIKIB aMiIOino3y
cepls 3a JTaHMMH MDKHApPOIHOI JITepaTypH 3yMOB-
JI0€ HEOOXiAHICTh Teperiigy BiANOBiAHOI cTa-
THCTHKH Ha Tepuropii VYkpaimu. HenocraThs
JIarHOCTHKA aMuIoimo3y cepist 0arato B YOMY
3YMOBJICHA HU3BKOIO CTIEHU(IUHICTIO KIIiHIYHOT Kap-
THHU, SKa MOXKE€ IMITyBaTH MPOSIBY 1HINIOI CepIeBO-
CYJMHHOI TIATOJIOT1i, Y TIEPIITy YepTy 3aXBOPIOBAHb 13
(denoTHmom rimeprpodii Miokapsa.

2. Cepen mamieHTiB i3 (eHOTHIOM TrinepTpodii
MioKapza JIiBOTO NMUIYHOYKA B paMKax JOCIiKCHHS
OJIHOTO IIEHTPY Hamu Oyno aiarHoctoBano 60,2%
BUNAJKiB HEOOCTPYKTHBHOI rinepTpodidHoi kapaio-
miomnatii, 23,8% Bumaakis rineprpodiuHoi Kapaio-
MiomaTii 3 OOCTPYKIII€I0 BUHOCHOTO TPaKTy JIIBOTO
HnUTyHO4Ka Ta 16% BHUNAAKIB aMiioino3y cepus. 3a
HalIMMH JTaHUMH, ICTHHHA 9acTKa aMiJIoio3y cepist
cepen maIieHTiB i3 (GeHoTHIoM TinepTpodii JiBOTO
IUTYHOYKA KOJMBAa€ThCcI B Mexax 7,44-24,56%
(CI95%). Cepen ycix OOCTEKEHHUX XBOPI Ha ami-
701103 cepusl XapaKTepU3yBaJIUCh CTapIIAM BIiKOM
(F=6,85, p<0,01), OLIBIIOK YACTOTO 3aCTIHHHX
SIBHLI TI0 BEJIMKOMY KOJy KpoBooOiry (y2=64,56,
p<0,001), HHU3BKOI TOJNEPAHTHICTIO [0 TOPYIIECHb
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puTtMy cepus (x2=66,18, p<0,001), 3HIKEHOIO CHCTO-
miyHOIO (QyHKIie miBoro mnuryHouka (F=11,71,
p<0,05) Ta HasABHICTIO eKCTpaKapIiadbHOI MMaToJIOTi]
CHCTEMHOTO Xapakrepy. s MOCATHEHHs 4iTKOTO
PO3YMiHHS peabHO1 MOMMPEHOCTI aMiJIoio3y cepist
Ha TepuTopii YKpaiHH HEOOXiMHUM € TPOBEIACHHS

JOCT/DKEHb 13 3alydYeHHsIM OLIbIIOI  KiIBKOCTI
[EHTPIB Ta Malli€HTIB.

®inancyBanus. JlociipKeHHS] He Ma€ 30BHIIIHIX
JoKepen QiHaHCYBaHHS.

Konduaikr inTepeciB. ABTOp
BIJICYTHICTH KOHQIIKTY 1HTEpPECIB.
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