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O.C. Ilonancoka, 1.0. Maxogiituyk, K. M. 3nonikosa, H./l. I'apacum
Kadghedpa enympiwinvoi meouyunu, gizuunoi peabirimayii ma cnopmueHoi meOuyunu
(3a8. — npogh. B.K. Tawyk) BI{H3 Vkpainu “bykosuncokuii depocasruii meouuruil yHisepcumem” m. Yepuisyi

KJITHIYHUAM BUITAJOK JIATHOCTHUKH HEKOMIIAKTHOI
KAPJAIOMIOIIATII

Pe3iome. Y crarTi HaBeeHO KITIHIYHUI BUITAJ0K HEKOMITAKTHOI KapioMionaTii JIiBOTO NITYHOYKA, SIKa MOXKE
OyTH JliarHOCTOBaHa B OyIb-KOMY Billi. PO3MOBCIOJKEHICTh IILOT0 3aXBOPIOBaHHs CTaHOBUTH Bix 0,014% mo
0,14% na pik. HexomnakTHa kapaiomionaris MOXe A1arHOCTYBAaTUCh Y (i3MUHO aKTUBHUX 0Ci0, HE MaTH KJIi-
HIYHUX MPOSIBIB 1 MPU3BOAUTH 10 HAIA/iB IUTYHOUKOBOI apHTMii, CHCTEMHOI eMOOJIii 1 HaBiTh PanTOBOI cep-
11eBo1 cMepTi. JIJ1s marieHTiB 3 HEKOMIAKTHUM MiOKapJIOM XapaKTePHHUM € 30UTHIIIeHNH KiHIIEBO-/11aCTOI YHIH
pO3Mip JiBOTO MUTYHOUKA, 3HIKEHA (DpaKIlis BUKKIY, KIiHIYHI MposBU ceprieBoi HemoctatHocTi III-IV kimacy
3a NYHA, nepcuctyrodi abo NOCTiiHI IUTyHOYKOBI apuTMii, OJ10Kaaa mpaBoi HiXKKH myuka ['ica, 1110 moB’s;3aHo
3 HECIIPUATIMBUM IIPOTHO30M, TOMY IIOJIO TAKHX XBOPUX PO3IIAAETHCS MUTAHHS IMIUTAHTALIl KapaioBepTe-
piB-nedibpunsTopiB ab0 TpaHCIUIaHTALlil cepllsd. Y HaBeACHOMY KIIIHIYHOMY BHIIQJIKY Y Halli€HTa, 33 JaHUMH
exokapaiorpadii, B IiJSHII BEpXiBKH, OIYHOI CTIHKH JIiBOTO IIUTyHOYKA MiOKapJ Ma€ ry04acTy CTPyKTYpYy i
CKJIAIA€THCS 3 MHOXKHHHHX TPaOeKyI i ITHOOKNX MIKTPaOEKyISIpHUX KHUIIEHb, BUSBIICHO 3HIDKEHHS (paKilii

BUKH]TY JIIBOTO IUTyHOYKa 10 38%.

Karo4oBi cji0Ba: HeKOMITaKTHA KapIiOMiomaTisl, «ry04acTHii» MiOKap.

Hexommnaktauii Miokapn siBoro nuryrouka (JIIII),
abo “rybuacTuii Miokapa”, € PiIKiCHOIO BPOPKEHOIO
KapAioMiomari€ero, sika MOXKe OyTH IiarHOCTOBaHA B
Oyab-sxoMy Billi [1,2]. PO3MOBCIOIKEHICTh HOTO 3a-
XBOprOBaHHs cTaHoBUTS Bif 0,014% no 0,14% Ha pik.
[lepmii poboru mpo HexommakTHUN Miokapa JILI
npunaaaTs Ha 1932 p., konmu S. Bellet npu ayromncii
HOBOHAPO/KEHOI'0 3 aTPe3i€l0 a0pTH Ta KOPOHAPHO-
IUTYHOYKOBOIO (iCTYJIOIO BHSBUB T'yO4acTy CTPYK-
Typy Miokapna (3a manumu C.Stollberger, 2004) [3].
BusiBrieHi 3a 10MOMOro0 TBOBUMIPHOT €XOKap/ior-
padii (Exo-KI') cunycoigm B JILI, six i301b0BaHa
aHoMaJisi, Brepiie Oynu onucani y 33-piqHoOi XKiHKA
y 1984 pomi. Yepes pik N. Goebel, R. Jenni et al. mo-
BiJOMWIK TIpo 21-piuHy MaIienTky, y AKoi y Bimi 15
POKIB BHEpILE TPAMBCS €Mi30]] TOCTPOI JIiBOILTYHO-
gkoBOi HemoctaTHocTi. 3a mammmu Exo-KI', y mei
CIOCTEPIraJInCh KaHAIOMOAIOHI CTPYKTYPH B ITOTOB-
LIEHOMY i rinokineTnuHoMy Miokapai JILI, a 3a anri-
orpagiqHOro 00CTEKEHHSI BUSBICHO “COTOBY” CTpPY-
KTypy CTIHKH JIiBOrO HIIyHOYKa. TepMiH “Hekiacu-
¢dikoBaHa Kapaiomionaris’ BimoOpaxae 3axBOpPIO-
BaHHsI, €TI0JIOTis, MAaTOTeHe3 Ta JiarHOCTHKA SIKOT'0 He
uinkom 3posymina. | mume y 2006 p. HeKoMIIaKTHa
KapioMiomaTist BKJIFOUEHa J0 Kiacu(ikalll Sk reHe-
TUYHA KapjaioMionaris [2, 3].

IIpo me¥i miarHo3 Ciij mam’siTaTd y XBOPHUX 3i
37105IKICHUMH LIJTYHOYKOBUMH apUTMIisIMH, CEPLIEBOIO

HEJIOCTATHICTIO a00 CHCTEMHUMH eMOoiismu [4, 5],
TaKOXK OIMHUCAaHI B JIITEpaTypi MOEAHAHHSI HEKOMITAKT-
HOT KapioMiomnartii Ta aHKiJI03YI0YOTr0 CIIOHAMIOAPT-
puty [6]. HexommakTHa kapioMionaTisi MOxe Jiar-
HOCTYBaTHCh Yy CIIOPTCMEHIB, HE MaTH KJIIHIYHUX
IIPOSIBIB 1 MPU3BOINTH JI0 HATIAIIB IILTYHOYKOBOI apH-
TMii, cucTeMHOI eMOOJIii 1 HaBiTh PaNTOBOI CEePIEBOi
cmepri [7].

CraHJapToM JiarHOCTHKH (HE3BaXKar0uX Ha Biji-
CYTHICTh KOHCEHCYCY 1O JIarHOCTHYHHUX KPUTEPIisX)
€ Exo-KI', 3a maHUMM KO OIHUPEHICTH ITi€T Kapio-
mionarii cranouth Bix 0,014 no 1,3% y 3arajibHii
nomyssiii. HekommakTawmii miokapz JILI xapakrepu-
3yerbes, 3a ganuMu Exo-KI', TOHKUM yIIijIbHEHUM
emiKap/iadbHUM IIapOM Ta PO3MOBCIO/KEHUM He-
KOMIIAaKTHUM “Ty04acTuM” eHJIOKapAiaIbHUM IapoM
3 BUCTYNAalOYUMH TpabekylamMu 1 TIHOOKUMU Hi-
1aMu, 10 Croay4arTbes 3 nopoxxkHunoro JIII (ane
He 3 KOpoHapHUMH nazyxamu). Y 2001 poui Oynum 3a-
nponoHoBaHi Exo-KI' kputepii, 3acHOBaHI Ha KiH-
LEBO-CUCTOJIYHOMY BiJHOIIEHHI HEKOMIIAKTHOTO i
KOMITAKTHOTO IIIapiB, 10 CKjaaae Oiibiie 2. 3MiHU
MioKapaa OlIbII BUpa)KeHi B cepenHiil yacTuHi (HHU-
*HI Ta O6iuHi cermeHTH) Ta Ha Bepxisui JIII. 3a mo-
rieporpadii OJIHI€I0 3 03HAK € MPSIMHUA TiK KPOBI 3
nopoxxuunu JI B rnmuOoki iHTpaTpabeKyIapHi Hil
(8,9, 10].

JliarHO3 HEKOMITAaKTHOTO MiOKap/ja IIiITBEp-
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JOKy€E a00 BUKJIIOYA€ MarHiTHO-pE30HAHCHA TOMOTpa-
¢bist (MPT) ceprst, ocobmuBO 3a HE3aMOBIIBLHOI €X0-
Bizyamizanii amikanpHol ninsHku JIII. Petersen i
crniBaBTOpu onucanu kputepii MPT-piarnocTuku na-
HOTO 3aXBOPIOBAHHA: CIIBBIAHOIICHHS HEKOMIIAKT-
HOTO 1 KOMIAKTHOTO MiOKap/a MpOTSATOM IiacTOJH
Mae Oytu Ounbiie 2,3 (uyTnuBicTh 86%, crenudiy-
HicTh 99%). Jacquier 3 KojeraMu 3ampONOHYBAJH 1H-
mmi Kputepiid: Maca TpabexymspHoro JILI mae OyTu
oinpie 20% Bix 3aransHOi Macu JIII (qyTnuBicTs
91,6%, cnerudiunicts 86,5%).

JI1s1 marieHTiB 3 HEKOMITAKTHAM MiOKapIoM Xa-
PaKTepHHUM € 301JIbIIEHIH KiHIIEBO-IiacTONIYHUH PO-
3mip (KP) JILL, 3umxkena ¢pakuis Bukuy JILLI, kii-
HiuHI TposiBu cepreBoi HegoctaTHOCTi III-IV xmacy
3a NYHA, nepcucryrodi abo MOCTiiHI ILTyHOYKOBI
aputMii, OJ0Kama mpaBoi HiXKK Tydka lica [5, 11],
II0 TIOB’S3aHO 3 HECHPHATIUBHM IIPOTHO30M, TOMY
JUIS TAKHX XBOPHUX PO3TIISAA€THCS MUTAHHS iMILTaH-
Tamii KapjaioBepTepiB-nediOpunaTopiB abo TpaHC-
IIAHTAIT CepIIs.

Hasoaumo kimiHIYHAI BUIAI0K JIarHOCTUKH HE-
KOMITAKTHOI KapaioMiomarTii.

Xsopuii C., 1948 p.H. (68 pokiB), TOCTYNHB Ha
cramionapre nikyBanHs 31.01.17 poky B oOnacHuit
KIIIHIYHUNA KapaioJIoTiuHui aucnancep M.UepHiBiii 3i
CKapram Ha 3alyXy, III0 OCHIIOETHCS MTPH HE3HAY-
HOMY (hi3MYHOMY HaBaHTa)KEHHI, BIAUYTTS HecTadi
MOBITPSI, TIEPIOJIUYHUN CTHUCKAIOUHMIA 3arpyTHHHHUMI
Oi1b, 3aranbHy cnadkicte. Y rpyani 2016 poky Jniky-
BaBCS B MIChKil JTIKapHI CTOCOBHO MPUBOTY JIiarHO3Y:
IXC. Crab6insna crenokapais Hanpyru I ®K. {u-
(y3Hmit Kapaiocknepos. [loBHa Ookana TiBOi HIKKH
nyuka [ica. HegocraTHicTs MiTpaIbHOTO KilamaHa.
HenocrarHicts aopTansHOTo Kianasa. ['ineproHiuyna
xBopoOa II cr., cryminb 3. Pusuk Bucokuii. CH 1A 31
30epexxenoro OB JIIII, OK III.

[ToripmeHHsT caMONOYyTTS BiAYYB BIIPOJOBXK
OCTaHHIX TPbOX 10, KOJH 3’ ABUIKCH BUIIICHABEICHI
CKapru, Hapocia 3aayxa. 3BepHYBCS B MICBKY JIiKa-
PHIO, 3B1JITH HANIPABJICHUI B 00JIACHUH KJIIHIYHUAN Ka-
paiosioriuHUi Aucnancep, Jie OyB oapa3y rocriTtai-
30BaHMH Yy BiJJIJICHHS TOCTPOI KOPOHAPHOI HelocTa-
THOCTI Juis ctabimizamii crany. O0’ekTuBHE 00CTe-
KEHHS: 3arajlbHUA CTaH CepeAHbOi TSHKKOCTI, Ps-
115/xB., aputmiunuii, AT-120/80 MM pT.cT. B nere-
HSIX JUXaHHS BE3WKYJSPHE, TOCNablieHe B HUXKHIX
Bigaimax 3 o00ox OokiB. Ha enexrpokapaiorpami
(EKT'): ¢iopunsmis nepeacepas 3 YCC 120 yn/xs,
noBHa OJI0Kaa JiBoi HiXKKH Imy4ka ['ica. B Gioximiu-
HOMY aHaJji31 KpoBi: KpeaTHHiH 88,2 MKMOJIb/JI, ce4O0-
BHHA 6,3 MMOJIB/JI, reMaTOKpuT 46%, pidpuHores 3,1
I/J1, TIF0K032 5,6 MMOJTB/J, BU3HAYEHHS PiBHS TPOIIO-
Hiny “T” — tect HeratuBHuil. Exo-KI" (12.10.16p.):
ToBimHA 3310601 crinku JIII B giacromy (T3CJI)x
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— 1,2cM, TOBIIMHA MIXKIITYHOYKOBOI HEPETOPOIKU
JIUI B miactomy (TMILIIT)x — 1,2¢cM, KiHIIEBO-CHCTO-
niununii po3mip (KCP) - 5,8cm, KiHIeBO-aiacTONIYHAR
po3mip (KAP) — 7,23cm, niBe mepencepas (JIIT) —
4,9cwm, ppakis Bukugy (PB) — 39%, npasuii mtyHO-
yok (ITHI) — 2,45¢cM. Y pinsHIl BepXiBKH, OIYHOT CTi-
uku JIII miokapn Mae ry0UacTy CTpyKTypY 1 cKitaga-
€THCS 3 MHOXKMHHUX TPaOEKyI i TTUO0KNX MikTpade-
KYJISIDHUX KHIIEHb. BUCHOBOK: 301MbIIEHHS MOPOXK-
aun JII, JIIL, TTHI — BepxHs Mexxa Hopmu. [loMipHa
rineprpodis crinok JIII. Tmoxines ctinok JIII.
O3zHaku TOMIPHOTO aopTOCKiIepo3y. JlereHepaTuBHi
3MiHH 3 OOKY CTYJIOK aopTanbHOro kinanana (AK), mi-
TpanpHoro kiamana (MK). CkopoTnuBa 30aTHICTB
miokapna JIII 3amxena. Exo-KI' — o3naku HepocTa-
THOCTI MITpaJbHOIO KjlaraHa, KIMOBIPHO aTe€pOCKJIe-
POTHYHOTO TeHe3y 32 PaxyHOK iIemii COCOYKOBUX
M’ s13iB. Exo-KI" B guraamimi (11.01.17p.): T3CJIx —
1,4cm, TMIIIT — 1,2¢cMm, KCP -5,9cMm, KJIP — 7,4¢cwMm,
JIT - 5,2,cm @B — 39%, III — 2,5cm. Cuctomiuyauii
THUCK B JIETeHEBii apTepii — 29 MM pT. cT. Y AinsHIi
BepxiBkH, O0iuHOi cTiHku JIIII mae rybuacTy cTpyk-
Typy 1 CKIIQIa€ThC 3 MHOKUHHUX TPaOeKyI 1 riubo-
KHX MDKTpaOeKyJIsipHUX KUIIeHb. BUCHOBOK: 301b-
weHHs nopoxkuud JIIT, JIHI, TTHT — BepxHst Mexa HO-
pmu. ITomipHa rimeprpodist crinok JILI. Iimokines
crinok JIII. O3Haku moMipHOTO a0pTOCKIEepo3y. Je-
reHepaTuBHi 3MiHM 3 60Ky cTynok AK, MK. Cxopot-
nuBa 3natHicTh Miokapaa JIII 3umxena. Exo-KIT —
O3HAaKM HEJOCTaTHOCTI MITpaJbHOTO KjanaHa, HiMo-
BipHO, aTEpOCKIEPOTUYHOTO TeHE3y 32 PaXyHOK ilie-
Mii COCOYKOBHX M’SI3iB.

Bceranosnenuit nmiaraos: HexomrmakTHa Kapio-
mionarist. [loBHa Oiokana miBoi HibKKM mydka [ica.
QibpwtALisg Iepeacepab, mepcuctytoda hopma, Taxi-
cucroniunuit Bapiant (31.01.17 p.-02.02.17 p.), me-
JTMKaMEHTO3Ha KapioBepcis kopaaporom 02.02.17p.
BinHOCHA HETOCTATHICTH MITPAIBHOTO KIIaNlaHa, a0p-
TasnbHOTO KiamnaHa. Jlerenesa rineprensis | cr. CH
IIA cr. 31 3umxkenoro @B JIII, K III.

Ipy HEKOMITAKTHOMY MiOKapi TIOPYILICHHS B €M-
OpioreHe3i BHHUKAIOTh HA PAHHIX CTaJIisIX PO3BUTKY [3,
12]. B HOpMi 110 26-TO THS BHYTPITHEOYTPOOHOTO PO-
3BUTKY MiOKap/l MPeCTaBIEHUI CKIIaJHOI0 Iy04YaToro
CTPYKTYPOIO i3 M’SI30BUX TPaOEKyIl 3 MHO)KUHHAMH Mi-
KTpabeKyIspHUMY JlakyHaMu. Taka OymoBa miokapna
Ha JIAHOMY eTarli € HE0OXiTHOI YMOBOK HOPMAJIEHOTO
PO3BHUTKY, OCKUIBKH B LILOMY Iiepiozi me He chopMo-
BaHI KOPOHAPHI CYAWHHM 1 IOHI KapiOMIOILIMTH CITOXKH-
BalOTh KMCEHb Oe31mocepeiHko 3 kKamep cepiis. J{o 31-ro
JIHSL CTIHKM Cepls YIIUTBHIOIOTBCS, JIAKYHH 3aKpHBa-
FOThCS 1 YaCTKOBO OepyTh yuacTh y (hOpMyBaHHI KOPO-
HapHUX CyJWH. 3a MOPYLIEHHs LHX HporueciB hopmy-
€ThCS HEKOMITAKTHHH (TyO4acTHii) MioKapj, 1o TpH-
3BOJIUTH JIO0 PI3KOTO 3HWKEHHS CUCTOJIYHOI (PyHKIIi
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JIII. YpakeHHs! MioKapZa y JITEH 4acTo MOETHYETHCS
3 IHIIIMMH BPOPKEHUMH aHOMAJTLSIMH, 1110 BU3HAYA€ BH-
COKY CMEPTHICTB Y IIbOTO KOHTUHTEHTY. Jlopoci mari-
€HTH 3 TAKOO MATOJIOTI€X0 CKAPT, K IPABUIIO, HE MAIOTh
1 TOMy 3aXBOPIOBaHHSI MOXX€ BHSBIISTHCH BHITaIKOBO.
[3onpoBanmii HekommakTHUH Miokapy JIIII — ne rexe-
TUYHE 3aXBOPIOBAHHA. PO3PI3HAIOTH JEKiIbKa THITIB

IILOTO 3aXBOPIOBAHHS: TUIT | XapaKTePU3y€EThCs MOTO-
BiieHHsiM cTiaku JII Ta MiKIDTYHOUKOBOI TIEperopo-
nxu 6e3 muraranii JIII, tum 2 — moenHaHHSIM 03HAK He-
kommakTHoro miokapaa JIL i gunsaraniitaoi kapiomi-
orarii. JliarHOCTHKa 3aXBOPIOBaHHA MOTpedye 0OcCTe-
YKEHHSI WICHIB CiM 1 1, MOKITBO, TEHETHYHOT'O KOHCYITb-
TyBaHHS.
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KJIMHUYECKHAW CJOYYAH TUATHOCTHKHA
HEKOMITAKTHOM KAPJIMOMUOITIATUA

Pe3rome. B cratbe npuBeneH KIMHUYECKUH Ciydail
HEKOMITAKTHOM KapJIUOMMOIATUU JIEBOI'O >KEIyA0-
9gKa, KOTOpasi MOXKET OBITh TUArHOCTUPOBAHA B JIIO-
0oM Bo3pacTe. PacipocTpaHeHHOCTh 3TOro 3aboiie-
Banus — oT 0,014% mo 0,14% B rox. HekommakTHas
KapIMOMHUOIIATHS MOXET JUAarHOCTHPOBATHCSA y (u-
3UYECKHU aKTUBHBIX JIUII, HE UMETh KIIMHUYECKUX IIPO-
SIBJICHUM U MPUBOJUTH K MPUCTYTIAM KEITYJOUYKOBOU
APUTMHH, CHCTEMHON AMOOJIMH M Ja)Ke€ BHE3AITHOM
cepaeuHol cmeptu. g MalMeHTOB ¢ HEKOMIIAKT-
HBIM MHOKapJIOM XapakTEPHBIM SIBIISIETCS yBEIHUe-
HUE KOHEUYHO-TUACTOIMYECKOr0 pa3Mepa JIEBOTO Ke-
JyJI0YKa, CHIDKEHHAst (hpakius BHIOpOCA, KIMHUYE-
CKHE TpOsIBIIEHUs cepaedyHor HepoctaTtouHocTu III-
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IV xnacca mo NYHA, nepcuctupyromiye uin mocto-
SIHHBIE JKEITyJOYKOBBIE apUTMHUM, OJIOKaga NpaBoit
HOXKH ITyuka ['wca, 4To CBA3aHO C HeOIaronpusT-
HBIM TIPOTHO30M, TO3TOMY JUIA TakuX OOJBHBIX
paccMaTpuBaeTcsi BONMPOC 00 MMIUTAHTAIIMU Kap.Iuo-
BEPTEPOB-IePUOPHILIATOPOB WIIM TPAHCIUIAHTAIH
cepaua. B npuBeneHHOM KIIMHUYECKOM cllydae y ma-
LMEeHTa TO JaHHBIM dXoKapauorpadum B obmacTu
BEPXYLIKH, OOKOBOM CTEHKH JIEBOT'O JKEJIyI0YKa MH-
OKapA uMeeT Ty04arylo CTPYKTypy M COCTOHUT M3
MHOKECTBEHHBIX TpaOeKysl M TIIyOOKHX MexTpade-
KYJIIPHBIX KADMaHOB, BBISIBJICHO CHIDKEHHE (PpaKIIuK
BBIOpOCa JIEBOTO Jkemyaouka 10 38%.

KiroueBble cj10Ba: HEKOMIIAKTHAas KapAHOMHUOIIA-
THSL, “TyO4aThlii” MHOKapA.
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Opuzinanvui 00C1i0HceHH

CLINICAL CASE OF DIAGNOSTICS OF NON-
COMPACT CARDIOMYOPATHY

Abstract. The article presents a clinical case of non-
compact cardiomyopathy of the left ventricle, that can
be diagnosed at any age. Prevalence of this disease is
from 0,014% to 0,14% per year. Non-compact
cardiomyopathy can be diagnosed in physically
active persons, it does not have clinical
manifestations and can result in attacks of ventricular
arrhythmia, systemic embolism and even cardiac
death. For patients with non-compact myocardium
enlargement of the final diastolic size of the left
ventricle, reduced ejection fraction, clinical
manifetsations of heart failure of III- IV to the class
of NYHA, persistent or permanent ventricular

arrhythmias, His right bundle-branch block are
characteristic features, which is related to the
unfavorable prognosis, that is why for such patients
the question of implantation of -cardioverter
defibrillator or transplantation of heart is suggetsed.
In the presented clinical case a patient has (from the
findings of echocardiography) a spongy structure in
the area of the apex, lateral wall of the left ventricle
myocardium and consists of plural trabecula and deep
intertrabucular pockets and reduced left ventricular
ejection fraction to 38%.

Key words: non-compact cardiomyopathy, “spongy”
myocardium.
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