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Anomauin. YV pobomi npedcmaenieno po30ip  KIIHIMHUX, [HCMPYMEHMATbHUX mMa
1abOpamopHux OAHUX X60poi NOXUL020 6IKY 3 Nposeamu 3ACMilHOI XPOHIuHOI cepyesoi
Hedocmamuocmi 3i 30€pedcenor0 CKOPOMIUGOI0 30AMHICIIO Cepysi Ma J1eeeHedol 2iNepPmeH3Iel0.
Bcmanoenena  komopbiona namonocis - cepyeo-cyOunHHoi cucmemu, a came: NOEOHAHHS
2inepmpogiunoi  kapoiomionamii, iwemiuHoi X8opobu cepys, 2inepmoHiuHOi X80podu ma
Qiopunayii nepedcepob Ha oui yykposoeo Odiabemy. Kono 3axeoprosanv 011 npogedeHHs.
oughepenyiiinoco  diaeno3zy  ckaamu  cneyiiuni  kapoiomionamii  (iwemiuna,  KIANAHHA,
2inepmeHn3usHa, 3anaibHa, Maxikapois-iH0yKosand, diabemuuna), CRAOKO8L X60poOU HAKONUYCHHSL
(cemoxpomamo3s, xeopoba Andepcena-@abpi, Oeghiyum ceneny, miaminy abo KapHIMiHy)
HeKkaacigikosana Kapoiomionamisi (HeKOMNAKMHUU MIoKapo) ma iHpitbmpamusHi Xeopoou cepyst
(aminoioos, caproioos). Hadano cyuacmi nioxoou 00 0iacHOCMUKU CapKoioo3y cepysl.

Knwuoei cnosa: cinepmpoghiuna xapoiomionamis, einepmpois miokapoa, xeopoba Daopi,
capxoioos cepysi.

AKTyasnbHicTh TeMu. HasBHICTH KOMOPOITHOT CEpIIEBO-CYIMHHOI MATOJIOTIi y
0C10 MOXUJIOTO BIKY MOKE OYTH MEBHOIO J1arHOCTUYHOIO MPOOJIEMOI0 Ta MiJACTaBOIO
JUTSI TIPOBE/ICHHS TAKUX 1HCTPYMEHTAIBHUX JTOCIIJKEHbB, SIK CITipalibHa KOMIT I0TepHA
Tomorpadis Ta/abo0 MarHiTope3oHaHCHa Tomorpadis cepis 3 KOHTPACTyBaHHAM
ra0JI1HIEM.

OagHuM 3 PO3MOBCIOJKEHUX BHU[IB CTPYKTYPHUX 3MIH cepls € rinepTpodis
M’s130BO1 TKAaHUHU - KapJioMiouuTiB. CiiiJl 3a3HaYUTH HACTYITHE:

e [ineprpodiss Miokapaa € HaCIHIAKOM TMEBHUX Ta PI3HOMAHITHUX
MOPQOJIOTIUHUX 3MIH 3 OOKY CepLIsl.

e ['imepTpodisi Miokap/ia pO3BUBAETHCS MPU BEIUKIN KITHBKOCTI 3aXBOPIOBaHb
CEPUEBO-CYIUHHOI CUCTEMHU.

e ['inepTpodiss MioKapaa AOCUTH JIETKO MOXE€ OyTH J[1arHOCTOBAHA, 3aBISKH
IIMPOKIM  JOCTYMHOCTI  TaKUX  IHCTPYMEHTaJIbHUX  METOJIB,  SK
peHTreHorpadis opraHiB rpyJHoO1 KJIITHHH, €JIEKTPO- Ta eXoKapaiorpadis.

e ['imeptpodis Miokapaa nmoTpedye BUKOPUCTAHHS HOBUX Cy4aCHUX METOJIB
Bi3yasizallii, B TMepIly 4Yepry, MarHiTHO-pe30HaHCHOI Tomorpadii Ta
nabopaTOpHOi  MIaTHOCTUKHA  JUIS  BUKJIIOYEHHS  TinepTpodivHOi
Kapjiomionarii, iHpIIBTPATUBHOTO 3aXBOPIOBAaHHA Ta XBopoou dadpi

e TinbKM JIKYyBaHHSI OCHOBHOT'O 3aXBOPIOBAHHS, SIKE€ € YAHHUKOM TinepTpodii
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MiOKap/a, 3/1aTHE CIOBUIBHUTH MPOTPECyBaHHS HE3BOPOTHIX 3MiH 3 OOKY
cepis Ta ix (haTaabHUX HACIIIKIB
Mera po6Goru. IIpeacrtaBuTu KIIIHIYHMIA BHIIQJOK BCTAHOBJICHHS [1arHO3Y
CapKoiN03 3 YpaKeHHSIM CEpIls XBOPiH MOXMIOTO BiKY 3 (iOPWIISIIIEIO TepeacepIb Ta
BaXKUMH TPOSIBAMH XPOHIUYHOT CEPIIEBOI HEIOCTATHOCTI 1 JIET€HEBOT THepTeH3ii, SIKy
JIKyBaJIX 3 IPUBOAY KOMOPO1THUX CTaHIB!
v Tineprpodiuna kapaiomionaris,
v’ Imemivyna XBopoba cepirs,
v Tineproniuna XxBopoba
v skl IpoTiKaau Ha (OHI IyKPOBOTO JiabeTy
Onuc kiainiyaoro Bunaaka. [lamientka I'. 62 poku. 3 1984 poky xBopie Ha
rinepToHiyHy xBopoOy. Toai Bmepie 3adikcOBaHO BUCOKI HU(PpPU apTepiaibHOTO
tucky (210/130 mm.pr.ct.). Y 1997 pomi mpoxoausa JiKyBaHHS B CTallioHapi 3
miarnozom «IXC: roctpuit iHQapKT MioKapaa TMEPETHHKH, MEPEAHbOI CTIHKH,
BEpXiBKM Ta OOKOBHX BiAimiB JiBoro nuryHoudka». Ha EKI' B »xoBTHI 1997 poky,
KOJIM JTIarHOCTYBaIM 1H(pAPKT MiOKapJa Mae Miclle HU3bKa aMIniiTyaa 3yoms R Ta
MOpYIIEHHST penoysgpu3anii y BUTIsSAl iHBepcii 3yons T y rpyaHux BiIBeaeHHSX
(Manonoxk 1). 3 1997 poky naiieHTKy TypOye OUTh y AUISHIN cepis Ipu Qi3UIHOMY
HaBaHTAKCHHI.

Ma.moHok 1. I'padika eneKTpokapniorpaMn B 1997 poui

3a gagumu ExoKI™ B aumHamiiy:

e 1997 pik. ®iOpo3 KOpEeHs a0pTH, CTYJIOK a0PTAIBHOTO Kiamana. Mae miciie
rineprpodiss MIDKIITYHOYKOBOI TepeTWHKH. [lopokHWHU cepis He
30utbiieHi. KnanmanHoi marosorii He BuUsBIeHO. CKopodyBajibHa (YHKIIIS
MioKap/a 3aJ0BIJIbHA.

e 2004 pik. @i6po3 KOpEHs a0pTH, CTYJOK aOpTAJILHOrO KiamaHa. Bupaxena
cuMeTpu4Ha rineprpodis JiBoro nutyHouka. IlopoxkHuHu cepus He
30utbieHi. HemoctaTHicTe MiTpaibHOTO KjamaHa (perypritamis go 1/3
JIBOTO TIepeceps).

B 2004 poui mnpoBeneHO KopoHapoariorpadiyHe OCHIDKEHHS, $KEe He
MIITBEPIUIIO HASIBHICTh OOCTPYKTUBHOTO YPaKCHHS.
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V¥ 2014 po Bnepiie 3adikcoBana ¢hiOpuisiis nepeacepab (apuTMmis TypOyBasia
paHiie, 10 JiKaps HE 3BepTajach, TEparmilo HE MpuiiMala) 1 MoBHA OJI0Kaga MpaBoi
HiXKY yuka ['ica (Manonox 2).
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Mauonok 2. I'padika ejekrpokapaiorpamu y 2014 poui

[IpoBigHoto ckaproro 3 2015 poky € 3agumika NMpu HE3HAYHOMY (PI3MUHOMY
HaBaHTa)XE€HHI, IEPIOIMYHUMA O1Th B TUISHIN CepIls, CIa0KICTh, BIAUYTTS CEPIICOUTTS.
3 1IbOTO Yacy 3aroCTPEHHS 3aXBOPIOBAHHS 3 HEOOX1HICTIO TOCIITaI3allli BUHUKAIOTh
3 4YacTOTO JABIYl Ha pik. Bnepiie BusBIEHO LyKpoBui miaber. DiOpuisLis
nepecepib HOCUTh MEPCUCTYIOUHIA XapakTep.

Pentrenorpadist opraniB rpyJHoi KJIITHHH B JUHAMILI 3aXBOPIOBAHHS CBIIYHUTH
npo nporpecyBanHs kapaiomeranii Bix | go Il ctynens 3a miBropa poku:

e 15.10.2015 — KTI 54%, xapaiomeranis | crynens (Manionok 3)

e 15.03.2017 — KTI 63,6%, xapaiomeranis III crynens (Mamonox 4)
e 13.04.2018 — KTI 63,3%, xapuaiomeranis Il crynens (Manionok 5)
o 27.02.2019 — KTI 62,5%, xapmaiomerauis Il crynens (Mantonox 6).

VY 2017 poui 3a ganumMu TpaHcTopakaabHOi EXOKI' 3p006sieHO BHCHOBOK MpoO
HAasBHICTH T1eTpodivHOT KapaioMionarii 3 00iTepaIli€ro BEpXiBKH JIBOTO ITUTYHOUKA
1 (QopMyBaHHSM aHEBPU3MU HEBEIMKUX pPO3MIPIB B 00JIacTi BEPXIBKU JIIBOTO
nuryHouka. CHCTONIYHMNA TUCK B JIETEHEBIN apTepii ckiaB 75 M pt cT, a B 2015 porri
BiH OyB 35 MM pt cT. UepescTpaBoxigna ExoKI': miBuii NUTyHOUOK HE pO3IMIMPEHUH,
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CTIHKHM TOTOBIIIEHI, CKOPOUyBajibHA 3/IaTHICTh MiOKap/ia 30epekeHa. Byika siBoro i
MPaBOTO TMEpencepab MICTATh OpraHi3oBaHi TpomOu. JliBe mepencepasi po3mupeHo 3
epeKTOM CIOHTAHHOTO KOHTpPAacTyBaHHA. B Toil ke wyac BApyre BUKOHAIU
KOpOHapoaHTiorpadito Ta I1arHOCTYBaJX 3BY>KCHHSI TIEPEIHBOT HU3X1THOT TUTKH JIiBO1
KopoHapHoi aptepii n0 30%, sike He MoXe OyTH TMOsSCHEHHSM (opMyBaHHs
aHeBpPU3MH Y XBOpOi 3 HasBHICTIO rineptpodiunoi kapaiomiomnarii. HasBHicTh
TpoMOO03y Tiepeacepb MOTJIa OyTH MPUYUHOIO PO3BUTKY TPOMOOEMOOITIi JIereHEBUX
aptrepiii Ta JereneBoi rineprensii. CmipanbHa KT pgo3Bonmna BUSBUTH O3HAKH
3aCTIMHUX SIBUII B JIET€HSIX, MHEBMO(10p0O3 B HUKHIX YaCTKaX JIET€Hb; JBOCTOPOHHIM
riApoTopakc (B MJIEBpaIbHUX MOPOXKHUHAX BU3HAYAETHCS BUIbHA PlAMHA, TOBIIMHOIO
14 - 15 wmm). KT-manux 3a TpoMO0eMmOOJil0 JIereHeBOi apTepii He BHUSBICHO
(Manwonox 7). Tlicas MeAMKaMEHTO3HOI IMIATOTOBKH aMiOJapOHOM  BiTHOBHIIN
CHUHYCOBHI PUTM 3a JOTIOMOTOI0 €JIEKTPOIMITYIbCHOTO BTPYYaHHSI.

Mauionok 3. Pentrenorpama opranis rpyaHoi kiaitunm. 2015 pik.
Kapaioropakaabuuii inaekc - 54%, mo Bianosigae kapaiomeradii I crynens.

MaJtonok 4. Pentrenorpama orpasis rpyaHoi kiaituau. 2017 pik.
Kapnioropakanbhmii ingexc - 64%, mo Bignosinae kapaiomeradii I11 crynens.
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MauroHok 5. PenTrenorpama oprasis rpyaHoi kiaituau. 2018 pik.
Kapnioropakanbumii ingexc - 63%, mo Bignosinae kapaiomeradii 111 crynens.

>

- ~«2o I ’
MauioHok 6. Pentrenorpama opraniB rpyaHoi kiaitunu. 2019 pik.
Kapaioropakajabuuii iHaekc - 63%, mo Binnosigae kapaiomeradii II1 crynens.

Mauonok /. Cnipanbnaa KT opraniB rpyanoi kiaitunu. Harupuuii pexxum. 3pi3
Ha piBHI a0pTH Ta JereHesoi aprepii. CKynmuyeHHs PiAUHH B IUIEBPAJbHHUX
MOPOKHUHAX.
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Ha EKI' micns npomnenypu EIT - PutM cuHycoBWi, NpaBUIbHUM, MOBHA
Omokaga mpaBoi HDKKM mydka [ica, cunapom mnoposxkeHoro QT ixTepBamy
(METMKaMEHTO3HO 06yMOBJIeHI/IH) (Manionox 8).
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Mauonok 8. I'pagika EKT y 2017 pom B CTAHJIAPTHHUX Ta IPYAHUX
BiiBeeHHAX. PUTM cunycoBuii, npaBuiabuuii. [loBHa 0J10Kkaga npaBoi HIZKKH
nyuka [ica. Cunapom nogos:xkenoro QT inTepBaJia.

B

VY 2017 12018 pokax mpoBouiIM criiporpadiyHe TOCHIIKEHHS, IK€ HEe BUSBHIIO
B IIp0o0ax BUIUXY 3HAYHUX MOPYIICHb (DYHKIII1 30BHINTHBOTO MuXaHHs (Tabnuys 1).
Ta6auusa 1. Cniporpadgiuni noxkazauku y 2017 ta 2018 pokax

IToxka3Huk OIII/IH.I/IIIH 3HayeHHA Hopma % BucHoBOK
BUMIpY
K€EJ 1 2.8 3.6 79 YMoBHa HOpMa
dXKeEJ hi§ 2.9 34 85 YMoOBHa HOpMa
O®dB1 b | 2.2 2.5 85 YMoBHa HOpMa
ODB1/DXKEJ % 73 73 101 Hopma
MOC 25 n/c 6.2 54 115 HopwMma
MOC 50 a/c 2.3 3.2 71 YMoBHa HOpMa

HasgnicTp rineptpodiuHoi kapaiomionarii y HalileHTKA NOTpeOye MPOBEACHHS
71a00paTOPHOTO CKPUHIHTY Ha BUSBICHHS a00 BUKIIOUEHHsS XBopoou Dabpi, He
3Ba)KalOYM Ha Te, M0 creridivHl AJA 1€l XBOpOOH KIIIHIUHI MPOsiBU BiACYTHI. e
MOB’SI3aHO 3 TUM, IO iCHye atumoBa ¢opma xBopobu dadpi, KOIM PO3BUBAETHCS
130JJbOBaHE YPaXKEHHsSI CEpIll MPU BIACYTHOCTI CIMEHHOTO aHaMHE3y Ta 1HIIUX
MposiBiB 3axBoptoBanHsl. [lamienTii mpoBenu creridiuae sadbopaTopHe TOCTIKEHHS
KpOBI Ha OI[IHKY aKTHUBHOCTI O-TaJaKTO3WJa3d B JIEMKOIUTaxX, sKa ckjiaama 9,7
umol/l/h (Hopma > 1,2 pmol/l/h) Ta BuzHaumm pisens lyso-GL-3 — 2,4 ng/ml (Hopma
0,0 — 3,5 ng/ml) B ceprudikonaniii 1adoparopii «ARCHIMEDIife Science GmbH»
(Vienna, Austria). JlocmimkeHHss OyJlo MPOBEACHO 3a CTaHIAPTHOK METOIMKOIO
TaHJIEMHOI MacCHEKTpOMETpli BiJl TUISIMH Cyxo0i KpoBi. CHemiamicT mo MeauyHin
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rereruii npodecop Berthold Strenbel 3po6uB BrcHOBOK mpo Te, 1m0 XBopoba dadpi
BIJICYTHSI.

[TpencraBnsiemo gani ExoKI 3a mepiox 3 2004 mo 2019 pp. B qunamimi: y 2004
poui 3ajdikcoBaHa TimepTpodis MIKILIIYHOYKOBOI TEPETHHKM Ta HE3HAayHa
HEJOCTaTHICTh MiTpabHOTO KianaHa. Ctanom Ha 2015 pik mporpecye HeIOCTaTHICTb
MITPAIPHOTO  KJIallaHa, 3 SBISETHCA  HEAOCTATHICTh  TPUKYCHIJAIBHOTO  Ta
AaopTaJBHOTO KJAamNaHiB Ta JiereHeBa aprepianbHa rimepreHsis. Y 2017 pomi Maca
MiOKapja Maibke BJBIYI mepeBuiye BikoBy HopMmy. CtanoMm Ha 2019 pik mporpecye
HEJIOCTaTHICTh MITPaJIbHOTO, a0pTaJBHOTO Ta TPUKYCHIJAIBHOTO KIAlaHiB, 3pOCTae
Maca MioKap/a JiBOTO NUTyHOYKAa Ta 3HAYHO 30UIBIIYETHCS CHCTONYHUN THCK B
aerenesiit aprepii (Tabauys 2).

Taoauus 2. ani TTExoKI y 2004, 2015, 2017, 2018 Ta 2019 poxax.

IMapameTp/pik Hopma 2004 2015 2017 2018 2019
TMILII (cm) x:0.6-0.9 1.8 1.9 1.6 1.6 2.0
Ilnoma JIII (em?) | 8.8-23.4 N 27/0 28 26 25.2
Iioma I (em?) |  8.3-19.5 N 15/0 20 22.5 21.9
MM JIHI (rp.) x: 99-141 290.7 280.4 446.4
DB (%) >60 60.2 63.0 45.0 47.6 59.6
AT JTo 20 N 38 75 78 73
(MM. pT. €T)
HMK HAK 1cr., | HAK2ct.,, | HAK2 cT., | HAK 2 cT\,
CraH kn1anasiB (perypr. HMK 2ct., | HMK 2ct., | HMK 2c1., | HMK 3cT.,
nol/3 JIIT) | HTK 2cr. HTK 2cr. HTK 2cr. HTK 3cr.

[TamieHTIi B IWHAMIIMI CIIOCTEPEKEHHS MPOBOIMINCH TECT XOIU MPOTATOM 6
XBUJIMH Ta JOCHIIKEHHs KpoBl Ha Bu3HaueHHs piBHA NT-proBNP. Ilo crocyerbes
pE3yNbTaTiB TECTY MIECTH XBWIIMH X04601: y 2018-My pomi quctaniis - 216 meTpis, a
y 2019 pomi - 132 merpu, MmO CBITYUTH MPO MOTIPIICHHS CTaHy Ta 3HUKCHHS
TOJIEpaHTHOCT1 A0 ¢izuuHoro HaBaHTaxeHHs. PiBens NT-proBNP y 2018 pomi 6ys
6181 nr/mut; y 2019-my porti — 1137 nir/mn (Tabauys 3).

Taoauusa 3. NT-proBNP Ta Tect 6MX B aunamiui (2018 ta 2019 poxn).

HocaimkeHnst Oaununi BUMipy 2018 pix 2019 pix Hopma

Kinuesuii npo-
MO3KOBHMH HATPili- /M 6181 1137 <287
YPEeTHYHHU I NenTH/

Tect 6 MX M 216 132 Binsme 550

[Tosepratouucey no0 rpadiku EKID mamientku 3a 2014-it ta 3a 2018-if poku
(Manionok 9), To MOXHa BIIMITUTH Te, 10 IMOBHA 0JI0Kaa MpaBol HKKH my4ka ['ica
3 O3HaKaMU BUPaKEHO1 rineptpodii € He3minHot0. B Toii ke wac Ha EKI" y 2018 pomi
nenpecisi cermeHTa ST mornuOuiach Ta HasiBHI OUTHIII BHPAXEH! 3MIHHM TPOIECY
penonspizamii Miokapaa. Taki 3MIHM MOXYTh BKa3yBaTH Ha IOTIpLICHHS
KpPOBOMNOCTAYaHHsI MIOKapJa 4depe3 30UIblleHHs rinepTpodii Ta imemMii BHACHIIOK

Hayunwiii 632250 6 bydywee 98 ISSN 2415-766X (B) / 2415-7538 (O)



BoinycK 16

BIJIHOCHOI KOpPOHApHO1 HEJAOCTaTHOCTI, ab0 IHIIUMH NPUYUHAMHU, SKI HEOOXITHO
3’SICyBaTH.

HCC. 87 yamm il

cxop.. S0 mwic __uyecr 10 mm/mB_ el mmmp cers wmupmon CL)

MaJIIOHOK 9. MopiBHsinHs rpadiku EKF y TPYAHUX BiBeJCHHSX 32 2014 Ta
2018 p

[IpoBeneno perenbHUl anam3 B auHaminl yacy EKI, xonTepiBcbkoro
MoHiTopyBaHHd  EKT, ExoKI' 3 pomnmueporpadi€ro, 3arajbHO-KIIHIYHUX
7a00paTOPHUX JOCIIKEHb KpoBI Ta cedi, Y3]| mwuTOomoaiOHOI 3ai03u, OpraHiB
Majoro Tazy Ta OpIOHIIHOI MOPOXHUHH, IO JIO3BOJWIJIO MPOBECTH IU(DEpEeHLIMHMIMA
J1arHO3 Ta BUKJIIOYUTH BEJIHMKY KUIBKICTH CHelI(pIUHMX Kapaiomionarii (imemivyHa,
KJIallaHHa, TINepTeH3WBHA, 3amalibHa, TaXiKapiAis-lHAyKOBaHa, Jia0eTHYHA),
CIaJKOBUMHU XBOpOOaAMHU HAKOMMYEHHs (reMoxpomaTo3, XxBopoba Auaepcena-daodpi,
nedinuT ceneHy, TiamiHy a0o KapHiTiHy). Jig Toro, mo0 BHUKIIOYUTH a0o
JIarHOCTYBaTH 1HUIBTPATUBHE 3aXBOPIOBAHHS MOTPIOHO OYJI0 MPOBECTH MArHITHO-
pe3oHaHCHY ToMorpadito cepisi 3 KOHTPAaTyBaHHSAM TaJOJIIHIEM 1, MOJXIIMBO,
eHJ0OMiOKap/ IlaabHy O10TCIIO.

24.07.2018 poky Ha (OoHI CUHYCOBOTI'O PUTMY Mali€eHTKI Oysio nposeneHo MPT
JTOCIIDKEHHST  Ceplll 3 BHYTPIIIHBOBEHHUM KOHTPACTYBaHHSIM  TaJOJIIHIEM.
Hocmimxenns npoxoawio B Haykoo-Ilpaktnunomy Menununomy Llentpi Jutsuoi
Kapaionorii Tta kapaioxipyprii MO3 VYkpainu npoBinHuM (axiBLEeM BIIIUICHHI
MPOMEHEBOI J1arHOCTUKH, SIKUH Ma€ JOCBIJ J1arHOCTUKU XBOpoO cepis — Tammo
Paan. 3a otpumanumu JaHuMU: KOH(QIrypauis HUTYHOUYKIB HE 3MIHEHA, OPOKHUHU
CepIsl He PO3IIMPEHi, CKOpOTIMBa (YHKIIS MiOKapja JIBOro IUTyHOUYKA 3HIKEHA
(TimoKiHe3iss MKIUTYHOYKOBOI MEPETUHKU Ta HIKHBOI CTIHKM JIIBOTO IIIJIYHOYKA).
Biamivaerbes rinepTpodist Miokap/a JIiBOro NITyHOYKa. TOBIIMHA MIKIIUTYHOUYKOBOT
MEepPEeTUHKU 2,2 CM, TOBIIMHA IIEPEIHBOI CTIHKK JIBOro muIyHouka — 1,4 cwm,
JaTepanbHOi CTIHKK — 1,25 cM, HIKHBOI CTIHKH - 1,5 cM. ®Dpakiiisi BUKUIY JTIBOTO
nuryHouka 48,2%. Ilpu BBeIeHHI KOHTPACTHOTO npenapary Bi3yaﬂi3yIOTI>C$I
ocepenku rimonepdysii B MIKIUTYHOUYKOBIM TMEPETUHINl Ta HUXKHINA CTIHII JIBOTO
nutyHouka. IligBUINEHHS  CHWTHaAy BiJ  MDKIDIYHOYKOBOI — NEPETUHKH  Ta
cyOeHaoKapAiaIbHUX BIIJIUIIB NIEPEAHBOI Ta JIaTepajbHOI CTIHOK JIIBOTO IMUTYHOYKA.
[Ipu BiATEpMIHOBAaHOMY KOHTPAacTYBaHHI - TPaHCMYypajibHE, MICISIMH OCEpPEJIKOBE
HAKOIMMYEHHS! KOHTPACTHOI'O Mpenapary B MIKIUIYHOUKOBIM MEPETHHIl 1 HMXKHIN
CTIHIII JIIBOTO IUIYHOYKA, MEPEBaXXKHO B OazanbHUX cermeHTax. CyOeH1oKap/iajibHe

Hayunwiii 632250 6 bydywee 99 ISSN 2415-766X (B) / 2415-7538 (O)



. .
Boinyck 16 Illox 1 @J

Ta BOTHHUIIEBE HAKOMWYEHHS KOHTPACTy B CEPEIHIX Ta BEPXiBKOBUX CErMEHTax
JBOTO IITyHOUKA. J(ny3He HAKOMMYEHHsI KOHTPACTHOTO Mpernapara B MiokapAl 0001
nepeacepib. 3BOPOTHIN MOTIK Ha aTplOBEHTPUKYJSIPHUX KianaHax. [lepuxapn He
notoBuieHu. 3akmioueHHs: MPT-mani  MOXyTh CBIJYMTH TPO  HAasBHICTD
HEIIIeMIYHUX 3MiH B MioKap/1i (HalO1IbII BIpOTiAHO - capkoino3) (Manonok 10).

Mauonok 10. MPT cepuﬂ 3 BHYTPIIHLOBEHHUM KOHTPACTYBAHHAM
ragoJiniem. Ha ¢oni cunycoBoro purmy. 2018 pik.

Takum uywmHOM, criemidiuHi s capkoimo3y ceprus MPT mani mocrtaBwmin
MUTAaHHA TPO BEJIUKY BIPOTIIHICTh TaKOTO 3aXBOPIOBaHHS. AKTyaJIbHHUM CTajio
MIPOBE/ICHHS €HJIOMIOKapAlaJibHOI Oioricii Miokapja, sike € 1HhOpMAaTUBHUM, ajie HE
3arajJbHONOCTYMHUM. B TO#l e uyac, ICHYIOTh SAMOHCHKI PEKOMEHJAllli 010
niarHoctukn capkoigo3a cepus (New Guidelines for Diagnosis of Cardiac
Sarcoidosis in Japan. Fumio Terasaki, Keiichiro Yoshinaga, 2017), 3a sxumu
BU3HAUAIOTh BEJMKI Ta Majl KpuUTepli BCTAHOBJICHHS miarHo3y. Tak, s
BCTAHOBJICHHS J[1arHO3Y CapKoi/l03 HEOOX1JHA HASBHICTh y MAalllEHTA IOHAWMEHIIIE
IBOX a00 OLIbIIe 13 M’ SITH BEJIMKUX KPUTEPIiB a00 OJIMH BEIMKHI Ta JBa 4K OLiblIe
MaJuX KpUTEpIiB.

Benuxki kputepii:

|. AtpioBeHTpukyisipHa Onokana (OyIb-SKOTO CTyreHs) abo MITyHOYKOBI
apuTMii (HampuKiajd, CTiKa NITyHOYKOBAa Taxikapis abo ¢iOopuisiis
IIUTYHOYKIB);

Il. BuToH4YeHHSI MIDKIUIYHOYKOBOI TEpEeTHUHKH abo aHoMallis CTIHOK
INUTyHOYKa (aHEeBpH3Ma IIUIYHOYKA, BHUTOHYEHHS CEpPEAHBOro abdo
BEPXIBKOBOTO BTy MIKIILTYHOUYKOBOI MEPETUHKH, TIEPTPOdisi CTIHOK
IIUTYHOYKIB);

I1l. 3HmxKEeHHS CKOpOTIMBOI (YyHKIII JIBOro HUTyHOUKa ((paxiis BUKHIY -
MmeHie 50%);

IV. IureHcuBHe  HakomuueHHs  MiokapaoMm  18F-¢ropae3okciritoko3u
(18F®AI') mpu no3utpoHHo-eMiciiiHii Tomorpadii (ITET) abo uutpaty
67Ga npu cuuHTUTpadii;

V. Cnemnudiuni MPT o3naku (B / B KOHTpAacTyBaHHSI TaI0JIIHIEM)
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Maii kpurepii:
|. 3minu Ha EKI': nutyHoukoBa aputMist (HeCTiKa IITYHOUKOBA TaXiKap/Iis,
MOJIITOMHI 200 YacTi MUTYHOUKOBI €KCTPACUCTOIH), OJ0KaIM HIKOK My4yKa
[ica, BigxuseHHS OCi ceplis, maTojaoriyHi 3yor Q;
Il. dedpextn wHakonuueHHs mpu mnepdys3iiHid cuuHTUrpadii Miokapaa
(SPECT);
I1l. ExnomiokapsiansHa G10TCisl: MOHOIIMTapHA 1H(UIBTpAIliS 1 TOMIPHHUM YU
TSOKKUHM IHTepCTUIIaTbHUN (P10po3 Miokap/a.

BpaxoByroun Bci BuIe3a3HaueHi (GakTH Ta JaHl JOJATKOBUX JOCHIKCHb Y
HAIIOI MalllEHTKU MPUCYTHI J1Ba BEJIMKHUX Ta OJIUH MAJIMN KpUTEPId capKoinosy ceplid,
a caMme: BUTOHYCHHS CTIHKH JIIBOrO NUTYHOYKa (aHeBpu3Ma), crierudiuni MPT-3Haku
(3a nannmu MPT-nocaimkenns) ta 3mian Ha EKT (piO6puiisiis nepeacepas Ta moBHa
0JioKkaaa mpaBoi HIXKKM Myuka [ica).

Takum  9YMHOM, BBa)KAEMO  MOXJIMBHM  HaBiThb  0€3  MPOBEICHHS
€HJIOMI0Kap/I1aJIbHO1 010TIC1i BCTAHOBUTH KJIIHIYHHMM 1arHO3!

OCHOBHE 3aXBOPIOBaHHS:

[ndiapTpaTuBHa Kapaiomionartis. Capkoifo3 3 NEPEBAKHUM YPAKEHHSIM CEpIIs.
Hecriiiki mapokcu3Mu Taxikap/ii 3 mupokuMu komiuiekcamu QRS (wactora no 150
ckopoueHb / xB). TpuBano nepcuctyroua popma ®II. EHRA III. EIT (28.04.2017;
16.04.2018). Puzuk TEO 3a mkanoro CHA2DS2-VASc 3 6anu. Pusuk reMmopariunux
yckiaaHeHsb 3a mkanoo HAS-BLED 3 6anu. J{piGHi opranizoBaHi TpoMOU B BYIIIKax
nepezacepab. JlereHera rinmepTeH3is, acollifioBana 3 capkoino3om (5 KiIiHiYHA TpyIma).
CTJIA 78 mm pt ct. Cepenniii pusuk (5 - 10%).

CynyTHE 3aXBOPIOBAHHSL:

IXC: creHO3yrouuii aTepoCKiIepo3 KOPOHApHHUX apTepiil (CTeHO3 NepeaHbOi
HusxigHoi rutku JIKA 30%). I'ineproniuna xBopoOa. Il cramis. 2 cryminb. Pusuk 4.
CH II A cranii 31 30epexeHoro cuctoniyHoro ¢pyskuiero JIII (OB 59%). 111 ®K no
NYHA. Hykposuii miaber. II tun. CnankoBo oOymoBieHuil. CepenHiil CTymiHb
TsokkocTl. Cranist cyOkommnencanii. Creato3 mneuinku. Hedpomartis 4 cr. XHH 1
3Mmimanoro  rene3y. Jliabetnuna  nepudepuyHa  gUCTalbHA ~ CHUMETPUYHA
noJiHeponaTis HUXKHIX KiHIIBOK. [[iabeTnuHa aHriomaTis HMXKHIX KIHI[IBOK 2 CT.
XAT. CyOxmiHiyHMM TinoTHpeo3. I'eManriomu mnpaBoi 4acTku nediHku. [looanHoki
(po3mip g0 1,2 cm).

BucHoBku podoru.

1. V xBopux 3 mposBaMU BaXKKOi CEpIIEBOi HEIOCTATHOCTI Ta TinmepTpodiero
MiOKapja MpH BiJICYTHOCTI OOCTPYKTHBHOTO YPaK€HHSI KOPOHAPHUX CYJIUH
HEOOX1JTHO HE 30BIJIKaTH 3 TpoBeneHHsM MPT cepuis 3 KOHTpacTyBaHHSIM
ra0JI1HIEM.

2. HeinBa3uBHe iHCTpyMeHTanbHe jJochimkeHHs — MPT cepus 3
KOHTPACTyBaHHSIM JIO3BOJISIE OTPUMATH YHIKAIBbHY iH(opMmalio om0
HasgBHOCTI a00  BIJICYTHOCTI TaKUX XBOpoO, sAK rinepTpodiyHa
Kap/110MiOIIaTis, aMiJI0ig03, CapKoigo3 Ta XxBopooda daodpi.

3. Kepytouuch SMOHCHKUMH PEKOMEHIAIIISIMU 3 JIarHOCTUKH CapKOii03a cepiist
(Fumio Terasaki, Keiichiro Yoshinaga, 2017) mMoxIuBO aiarHOCTYBaTH IO
NaToJIOT1I0, HaBITh 0€3 MPOBEJCHHS €HIOMIOKapAiaabHOT O10MCii.

Hayunwiii 632250 6 bydywee 101 ISSN 2415-766X (B) / 2415-7538 (O)



Boinyck 16 Jllom 1 % <

Jlitreparypa:

Ocnoeni 0xcepena nimepamypu w000 memu “lI'inepmpogiuna xapoiomionamia”

1. Authors/Task Force members, Elliott PM, Anastasakis A, et al. 2014 ESC
Guidelines on diagnosis and management of hypertrophic cardiomyopathy: the Task
Force for the Diagnosis and Management of Hypertrophic Cardiomyopathy of the
European Society of Cardiology (ESC). Eur Heart J 2014; 35:2733.

2. Baggish AL, Battle RW, Beckerman JG, et al. Sports Cardiology: Core
Curriculum for Providing Cardiovascular Care to Competitive Athletes and Highly
Active People. J Am Coll Cardiol 2017; 70:1902.

3. Bois JP, Geske JB, Foley TA, et al. Comparison of Maximal Wall Thickness
in Hypertrophic Cardiomyopathy Differs Between Magnetic Resonance Imaging and
Transthoracic Echocardiography. Am J Cardiol 2017; 119:643.

4.Bogaert J, Olivotto I. MR Imaging in Hypertrophic Cardiomyopathy: From
Magnet to Bedside. Radiology 2014; 273:329.

5. Bos JM, Will ML, Gersh BJ, et al. Characterization of a phenotype-based
genetic test prediction score for unrelated patients with hypertrophic cardiomyopathy.
Mayo Clin Proc 2014, 89:727.

6. Caselli S, Maron MS, Urbano-Moral JA, et al. Differentiating left ventricular
hypertrophy in athletes from that in patients with hypertrophic cardiomyopathy. Am J
Cardiol 2014, 114:1383.

7. Caselli S, Pelliccia A. The electrocardiogram and the phenotypic expression
of hypertrophic cardiomyopathy. Eur Heart J 2019; 40:982.

8. Chan RH, Maron BJ, Olivotto I, et al. Prognostic value of quantitative
contrast-enhanced cardiovascular magnetic resonance for the evaluation of sudden
death risk in patients with hypertrophic cardiomyopathy. Circulation 2014; 130:484.

9. Chaowu Y, Shihua Z, Jian L, et al. Cardiovascular magnetic resonance
characteristics in children with hypertrophic cardiomyopathy. Circ Heart Fail 2013;
6:1013.

10. Chen AS, Bent RE, Wheeler M, et al. Large Q and S waves in lead Il on the
electrocardiogram distinguish patients with hypertrophic cardiomyopathy from
athletes. Heart 2018; 104:1871.

11. El Saiedi S, Behairy NH, Kharabish A, et al. Delayed Myocardial
Enhancement in Pediatric Hypertrophic Cardiomyopathy: Correlation with LV
Function, Echocardiography, and Demographic Parameters. Pediatr Cardiol 2017;
38:1024.

12. Gersh BJ, Maron BJ, Bonow RO, et al. 2011 ACCF/AHA guideline for the
diagnosis and treatment of hypertrophic cardiomyopathy: executive summary: a
report of the American College of Cardiology Foundation/American Heart
Association Task Force on Practice Guidelines. Circulation 2011; 124:2761.

13. Gupta T, Harikrishnan P, Kolte D, et al. Outcomes of acute myocardial
infarction in patients with hypertrophic cardiomyopathy. Am J Med 2015; 128:879.

14. Hershberger RE, Givertz MM, Ho CY, et al. Genetic evaluation of
cardiomyopathy: a clinical practice resource of the American College of Medical
Genetics and Genomics (ACMG). Genet Med 2018; 20:899.

15. Hershberger RE, Givertz MM, Ho CY, et al. Genetic Evaluation of

Hayunwiii 632250 6 bydywee 102 ISSN 2415-766X (B) / 2415-7538 (O)



BoinycK 16

Cardiomyopathy-A Heart Failure Society of America Practice Guideline. J Card Fail
2018; 24:281.

16. Hiemstra YL, Debonnaire P, Bootsma M, et al. Global Longitudinal Strain
and Left Atrial Volume Index Provide Incremental Prognostic Value in Patients With
Hypertrophic Cardiomyopathy. Circ Cardiovasc Imaging 2017; 10.

17. Hiemstra YL, Debonnaire P, van Zwet EW, et al. Development of and
Progression of Overt Heart Failure in Nonobstructive Hypertrophic Cardiomyopathy.
Am J Cardiol 2018; 122:656.

18. Hindieh W, Weissler-Snir A, Hammer H, et al. Discrepant Measurements of
Maximal Left Ventricular Wall Thickness Between Cardiac Magnetic Resonance
Imaging and Echocardiography in Patients With Hypertrophic Cardiomyopathy. Circ
Cardiovasc Imaging 2017; 10.

19. Ingles J, Burns C, Barratt A, Semsarian C. Application of Genetic Testing in
Hypertrophic Cardiomyopathy for Preclinical Disease Detection. Circ Cardiovasc
Genet 2015; 8:852.

20. Jensen MK, Havndrup O, Christiansen M, et al. Penetrance of hypertrophic
cardiomyopathy in children and adolescents: a 12-year follow-up study of clinical
screening and predictive genetic testing. Circulation 2013; 127:48.

21. Lafitte S, Reant P, Touche C, et al. Paradoxical response to exercise in
asymptomatic hypertrophic cardiomyopathy: a new description of outflow tract
obstruction dynamics. J Am Coll Cardiol 2013; 62:842.

22. Luijkx T, Cramer MJ, Buckens CF, et al. Unravelling the grey zone: cardiac
MRI volume to wall mass ratio to differentiate hypertrophic cardiomyopathy and the
athlete's heart. Br J Sports Med 2015; 49:1404.

23. Maron BJ. Clinical Course and Management of Hypertrophic
Cardiomyopathy. N Engl J Med 2018; 379:655.

24. Maron BJ, Haas TS, Maron MS, et al. Left atrial remodeling in hypertrophic
cardiomyopathy and susceptibility markers for atrial fibrillation identified by
cardiovascular magnetic resonance. Am J Cardiol 2014; 113:1394.

25. Maron BJ, Maron MS. The Remarkable 50 Years of Imaging in HCM and
How it Has Changed Diagnosis and Management: From M-Mode Echocardiography
to CMR. JACC Cardiovasc Imaging 2016; 9:858.

26. Maron BJ, Maron MS. Hypertrophic cardiomyopathy. Lancet 2013;
381:242.

27. Maron BJ, Maron MS, Semsarian C. Genetics of hypertrophic
cardiomyopathy after 20 years: clinical perspectives. J Am Coll Cardiol 2012;
60:705.

28. Maron BJ, Semsarian C. Emergence of gene mutation carriers and the
expanding disease spectrum of hypertrophic cardiomyopathy. Eur Heart J 2010;
31:1551.

29. Maron BJ, Udelson JE, Bonow RO, et al. Eligibility and Disqualification
Recommendations for Competitive Athletes With Cardiovascular Abnormalities:
Task Force 3: Hypertrophic Cardiomyopathy, Arrhythmogenic Right Ventricular
Cardiomyopathy and Other Cardiomyopathies, and Myocarditis: A Scientific
Statement From the American Heart Association and American College of

Hayunwiii 632250 6 bydywee 103 ISSN 2415-766X (B) / 2415-7538 (O)



BoinycK 16

Cardiology. Circulation 2015; 132:e273.

30. Maron BJ, Yeates L, Semsarian C. Clinical challenges of genotype positive
(+)- phenotype negative (-) family members in hypertrophic cardiomyopathy. Am J
Cardiol 2011; 107:604.

31. Maron MS. Clinical utility of cardiovascular magnetic resonance in
hypertrophic cardiomyopathy. J Cardiovasc Magn Reson 2012; 14:13.

32. Maron MS, Lesser JR, Maron BJ. Management implications of massive left
ventricular hypertrophy in hypertrophic cardiomyopathy significantly underestimated
by echocardiography but identified by cardiovascular magnetic resonance. Am J
Cardiol 2010; 105:1842.

33. Maron MS, Maron BJ. Clinical Impact of Contemporary Cardiovascular
Magnetic Resonance Imaging in Hypertrophic Cardiomyopathy. Circulation 2015;
132:292.

34. Maron MS, Olivotto |, Harrigan C, et al. Mitral valve abnormalities
identified by cardiovascular magnetic resonance represent a primary phenotypic
expression of hypertrophic cardiomyopathy. Circulation 2011; 124:40.

35. Maron MS, Xin W, Sims KB, et al. Identification of Fabry Disease in a
Tertiary Referral Cohort of Patients with Hypertrophic Cardiomyopathy. Am J Med
2018; 131:200.e1.

36. Massera D, McClelland RL, Ambale-Venkatesh B, et al. Prevalence of
Unexplained Left Ventricular Hypertrophy by Cardiac Magnetic Resonance Imaging
in MESA. J Am Heart Assoc 2019; 8:e012250.

37. Maurizi N, Michels M, Rowin EJ, et al. Clinical Course and Significance of
Hypertrophic Cardiomyopathy Without Left Ventricular Hypertrophy. Circulation
2019; 139:830.

38. Norrish G, Jager J, Field E, et al. Yield of Clinical Screening for
Hypertrophic Cardiomyopathy in Child First-Degree Relatives. Circulation 2019;
140:184.

39. O'Hanlon R, Wilson M, Wage R, et al. Troponin release following
endurance exercise: is inflammation the cause? a cardiovascular magnetic resonance
study. J Cardiovasc Magn Reson 2010; 12:38.

40. Pelliccia A, Maron MS, Maron BJ. Assessment of left ventricular
hypertrophy in a trained athlete: differential diagnosis of physiologic athlete's heart
from pathologic hypertrophy. Prog Cardiovasc Dis 2012; 54:387.

41. Peteiro J, Bouzas-Mosquera A, Fernandez X, et al. Prognostic value of
exercise echocardiography in patients with hypertrophic cardiomyopathy. J Am Soc
Echocardiogr 2012; 25:182.

42. Rowin EJ, Maron BJ, Appelbaum E, et al. Significance of false negative
electrocardiograms in preparticipation screening of athletes for hypertrophic
cardiomyopathy. Am J Cardiol 2012; 110:1027.

43. Rowin EJ, Maron BJ, Olivotto I, Maron MS. Role of Exercise Testing in
Hypertrophic Cardiomyopathy. JACC Cardiovasc Imaging 2017; 10:1374.

44. Semsarian C, Ingles J, Maron MS, Maron BJ. New perspectives on the
prevalence of hypertrophic cardiomyopathy. J Am Coll Cardiol 2015; 65:1249.

45. Sherrid MV, Balaram S, Kim B, et al. The Mitral Valve in Obstructive

Hayunwiii 632250 6 bydywee 104 ISSN 2415-766X (B) / 2415-7538 (O)



Boinyck 16 Jllom 1 % <

Hypertrophic Cardiomyopathy: A Test in Context. J Am Coll Cardiol 2016; 67:1846.

46. Silbiger JJ. Abnormalities of the Mitral Apparatus in Hypertrophic
Cardiomyopathy: Echocardiographic, Pathophysiologic, and Surgical Insights. J Am
Soc Echocardiogr 2016; 29:622.

47. Veselka J, Anavekar NS, Charron P. Hypertrophic obstructive
cardiomyopathy. Lancet 2017; 389:1253.

48. Walsh R, Thomson KL, Ware JS, et al. Reassessment of Mendelian gene
pathogenicity using 7,855 cardiomyopathy cases and 60,706 reference samples.
Genet Med 2017; 19:192.

49. Weissler-Snir A, Chan RH, Adler A, et al. Usefulness of 14-Day Holter for
Detection of Nonsustained Ventricular Tachycardia in Patients With Hypertrophic
Cardiomyopathy. Am J Cardiol 2016; 118:1258.

50. Williams LK, Misurka J, Ho CY, et al. Multilayer Myocardial Mechanics in
Genotype- Positive Left Ventricular Hypertrophy-Negative Patients With
Hypertrophic Cardiomyopathy. Am J Cardiol 2018; 122:1754.

OcHoOBHI JxepeJia JgiTepatypu moao temu “Capkoino3 cepus’:

1. Hamzeh N, Steckman DA, Sauer WH, Judson MA. Pathophysiology and
clinical management of cardiac sarcoidosis. Nat Rev Cardiol. 2015;12(5):278-88.

2. Isobe M, Tezuka D, lIsolated cardiac sarcoidosis: Clinical characteristics,
diagnosis and treatment. International Journal of Cardiology 2015;182: 132—-140.

3. Kandolin R, Lehtonen J, Airaksinen J, Vihinen T, Miettinen H, Ylitalo K,
Kaikkonen K, Tuohinen S, Haataja P, Kerola T, Kokkonen J, Pelkonen M, Pietila-
Effati P, Utrianen S, Kupari M. Cardiac sarcoidosis: epidemiology, characteristics,
and outcome over 25 years in a nationwide study. Circulation. 2015 Feb
17;131(7):624-32.

4. Kandolin R, Lehtonen J, Graner M, Schildt J, Salmenkivi K, Kivisto SM,
Kupari M. Diagnosing isolated cardiac sarcoidosis, J. Intern. Med. 2011;270: 461—
468.

5. Kandolin R, Lehtonen J, Kupari M, Cardiac sarcoidosis and giant cell
myocarditis as causes of atrioventricular block in young and middle- aged adults,
Circ. Arrhythm. Electrophysiol. 2011;4: 303-309.

6. Nagao S, Watanabe H, Sobue Y, Kodama M, Tanaka J, Tanabe N, Suzuki E,
Narita I, Watanabe E, Aizawa Y, Minamino T. Electrocardiographic abnormalities
and risk of developing cardiac events in extracardiac sarcoidosis. Int J Cardiol.
2015;189:1-5.

OcHOBHI Jxkepea JgiTepatypu moao teMu “Xsopoda ®aodpi”

1. Barbey F, Qanadli SD, Juli C, et al. Aortic remodelling in Fabry disease. Eur
Heart J 2010; 31:347.

2. Chimenti C, Padua L, Pazzaglia C, et al. Cardiac and skeletal myopathy in
Fabry disease: a clinicopathologic correlative study. Hum Pathol 2012; 43:1444.

3. Coats CJ, Parisi V, Ramos M, et al. Role of serum N-terminal pro-brain
natriuretic peptide measurement in diagnosis of cardiac involvement in patients with
anderson-fabry disease. Am J Cardiol 2013; 111:111.

Hayunwiii 632250 6 bydywee 105 ISSN 2415-766X (B) / 2415-7538 (O)



Boinyck 16 Jllom 1 % <

4. El Dib RP, Nascimento P, Pastores GM. Enzyme replacement therapy for
Anderson-Fabry disease. Cochrane Database Syst Rev 2013; :CD006663.

5. Gambarin FI, Disabella E, Narula J, et al. When should cardiologists suspect
Anderson-Fabry disease? Am J Cardiol 2010; 106:1492.

6. Heart Failure Society of America, Lindenfeld J, Albert NM, et al. HFSA 2010
Comprehensive Heart Failure Practice Guideline. J Card Fail 2010; 16:el.

7. Kramer J, Niemann M, Liu D, et al. Two-dimensional speckle tracking as a
non-invasive tool for identification of myocardial fibrosis in Fabry disease. Eur Heart
J 2013; 34:1587.

8. Liu D, Hu K, Niemann M, et al. Effect of combined systolic and diastolic
functional parameter assessment for differentiation of cardiac amyloidosis from other
causes of concentric left ventricular hypertrophy. Circ Cardiovasc Imaging 2013;
6:1066.

9. Maron MS, Xin W, Sims KB, et al. Identification of Fabry Disease in a
Tertiary Referral Cohort of Patients with Hypertrophic Cardiomyopathy. Am J Med
2018; 131:200.e1.

10. McMurray JJ, Adamopoulos S, Anker SD, et al. ESC Guidelines for the
diagnosis and treatment of acute and chronic heart failure 2012: The Task Force for
the Diagnosis and Treatment of Acute and Chronic Heart Failure 2012 of the
European Society of Cardiology. Developed in collaboration with the Heart Failure
Association (HFA) of the ESC. Eur Heart J 2012; 33:1787.

11. Mundigler G, Gaggl M, Heinze G, et al. The endocardial binary appearance
(‘binary sign') is an unreliable marker for echocardiographic detection of Fabry
disease in patients with left ventricular hypertrophy. Eur J Echocardiogr 2011;
12:744,

12. Namdar M, Steffel J, Vidovic M, et al. Electrocardiographic changes in early
recognition of Fabry disease. Heart 2011; 97:485.

13. Niemann M, Breunig F, Beer M, et al. The right ventricle in Fabry disease:
natural history and impact of enzyme replacement therapy. Heart 2010; 96:1915.

14. Niemann M, Herrmann S, Hu K, et al. Differences in Fabry cardiomyopathy
between female and male patients: consequences for diagnostic assessment. JACC
Cardiovasc Imaging 2011; 4:592.

15. O'Mahony C, Elliott P. Anderson-Fabry disease and the heart. Prog
Cardiovasc Dis 2010; 52:326.

16. Patel MR, Cecchi F, Cizmarik M, et al. Cardiovascular events in patients
with fabry disease natural history data from the fabry registry. J Am Coll Cardiol
2011; 57:1093.

17. Shanks M, Thompson RB, Paterson ID, et al. Systolic and diastolic function
assessment in fabry disease patients using speckle-tracking imaging and comparison
with conventional echocardiographic measurements. J Am Soc Echocardiogr 2013;
26:1407.

18. Weidemann F, Maier SK, Stork S, et al. Usefulness of an Implantable Loop
Recorder to Detect Clinically Relevant Arrhythmias in Patients With Advanced
Fabry Cardiomyopathy. Am J Cardiol 2016; 118:264.

19. Weidemann F, Niemann M, Sommer C, et al. Interdisciplinary approach

Hayunwiii 632250 6 bydywee 106 ISSN 2415-766X (B) / 2415-7538 (O)



BoinycK 16

towards female patients with Fabry disease. Eur J Clin Invest 2012; 42:455.

20. Weidemann F, Niemann M, Stork S, et al. Long-term outcome of enzyme-
replacement therapy in advanced Fabry disease: evidence for disease progression
towards serious complications. J Intern Med 2013; 274:331.

21. WRITING COMMITTEE MEMBERS, Yancy CW, Jessup M, et al. 2013
ACCF/AHA guideline for the management of heart failure: a report of the American
College of Cardiology Foundation/American Heart Association Task Force on
practice guidelines. Circulation 2013; 128:e240.

22. Wu JC, Ho CY, Skali H, et al. Cardiovascular manifestations of Fabry
disease: relationships between left ventricular hypertrophy, disease severity, and
alpha-galactosidase A activity. Eur Heart J 2010; 31:1088.

23. Zamorano J, Serra V, Pérez de Isla L, et al. Usefulness of tissue Doppler on
early detection of cardiac disease in Fabry patients and potential role of enzyme
replacement therapy (ERT) for avoiding progression of disease. Eur J Echocardiogr
2011; 12:671.

Abstract. The analysis of clinical, instrumental and laboratory data of elderly patients with
manifestations of congestive chronic heart failure with preserved ejection fraction of the heart and
pulmonary hypertension is presented. Comorbid pathology of the cardiovascular system has been
established, namely: a combination of hypertrophic cardiomyopathy, coronary heart disease,
hypertensive disease and atrial fibrillation against a background of diabetes. Differential diagnosis
was performed with specific cardiomyopathies (ischemic, valve, hypertensive, inflammatory,
tachycardia-induced, diabetic), hereditary accumulation diseases (hemochromatosis, Andersen-
Fabry disease, selenium deficiency, thiamine deficiency fnd carnitine deficiency), unclassified
cardiomyopathy (noncompacted myocardium) and infiltrative cardiomyopathies (amyloidosis and
sarcoidosis). Modern approaches to the diagnosis of cardiac sarcoidosis are given.

Key words: hypertrophic cardiomyopathy, myocardial hypertrophy, Fabry disease, heart
sarcoidosis.
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