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HekoMnNAKTHA KapAiomionaris.
KAIHIYHUM BUNOAOK

Pesiome. B pobomi nasedeni emionociuni ma namogpizionoeiuni ocobaueocmi HekomMnakmuoi kapoio-
Mionamii. Po3eagnymo eapianmu KaiHiuHo20 nepebicy ma npoeHo3y 3axeoproéarus. Onucano mMoxciusi
iHmepnpemauii pe3yabmamie Cy4acHux iHCMpyMeHmMatbHuUX MemoouK, o 3acmocosyromscs y diaeHoc-
muuyi kapdiomionamii. Hanpukinyi nagederutl KAIHIYHUT 6UNAOOK 13 NPAKMUKU A8MOpie 0iaeHOCMUKU
ma 3acmocy8ants NIKY8aHHS Y X60Poi M0100020 GIKY 3 HEKOMNAKMHON Kapdiomionamieio, 8ipocioHo

cnaokoeoio Gopmoro.

KiouoBi ciioBa: nexomnaxmua kapoiomionamis; MPT; ExoKC; cnadkogi xeopobu

HexommakTHa KapaiomMionaTis, 3riTHo 3 Kjiacudika-
miero MKX-10 ta pekomeHnauigsMu Acouialii Kapaio-
JoriB Ykpainu 2016 poKy, HaJIexKUTh IO PO3/Iiay HEKIa-
cudikoBaHux Kapaiomionariii (142.8) [1] i € reHeTUYHO
reTepOreHHUM 3axXBOpIOBaHHSIM. Bigomi aBTOCOMHO-
MOMiHAHTHI Ta X-3YeIIeHi BapiaHTW CHaJKyBaHHS,
1110 3HAYaThCs K i30JIbOBaHi (POPMU HEKOMITAKTHOTO
JIIBOTO LIJTyHOUKA. [30/1bOBaHMUI HEKOMITAKTHUIA JIiBUI
mryHouok (IHJILL) sBiste coboro pimKicHWIA BapiaHT
BPOIKCHMX Kapzaiomiornariii. Bimomi Taki popmu: He-
KOMITaKTHUI MiOKapJ JiBOTO IIJyHOYKa, CiMEHHUIA,
i30JIbOBAaHMII, ABTOCOMHO-JIOMIHAHTHUI  TMEPIIOrO
Tumny (reH, KapToBaHuit Ha xpomocomi 18q12.1-q12.2),
3aXBOPIOBAHHSI 00YMOBJIEHO MYyTalli€lo ajbpa-aucTpo-
OpeBiHY, HEKOMITAaKTHUI MioKapA JIiBOTO IILTYHOUKa,
ciMeiiHuii, 13071bOBaHUI, aBTOCOMHO-AOMiHAHTHUIA
JIpyroro tumny (reH, KapToBaHU Ha xpoMocoMi 11p135)
Ta HEKOMIMAKTHUI MiOKapj JIiBOTO IIIYHOYKA, CiMeii-
HUIA, i30pOBaHMI, X-3UeruieHUit (reH, KapTOBaHWI
Ha xpomocoMi Xq28), 3aXBOprOBaHHSI OOYMOBIICHO MY-
taiielo TAZ gene (Taca3uH), BIUIMBaE HA METa0OJIi3M
KapaioJiminy [2].

3axBoploBaHHS BMHUKAE Il Yac eMOpioHalb-
HOTO PO3BUTKY TPaOEKYyJISIpHUX YTBOPEHb MioKapja.
IlToB’s3aHe 3 MOPYLIEHHSIM YOPSIAKYBAHHS Ta YIIiAb-
HEHHS XaOTUYHO po3TalnoBaHux Tpadekyd [3]. IlinBu-
1eHa TpabeKyJISIpHICTh 3BUYAMHO HE 3yCTPiUa€eThCS
y mocTHaTaabHOMY mepioni [4]. Haitwacrime THJILLI
CIIOCTEPITra€eThCs B MOEAHAHHI 3 PI3HUMU BaJaMU Cep-

14 [5]. Voepie kapaiomionarist K caMOCTiiiHa HO30-
soriuHa popma onmcaHa Thomas K. Chin Ta cmiBaBT.
y 1990 poui [6].

Yacrory ITHJIII ocratouHo He BcTaHOBIEHO. 3a
manumu Ervin N. Oechslin (2000) [7], Ha migcTaBi BU-
BYEHHS eXOKapAiOCKOITili yacToTa 3yCTpivyaJbHOCTI CTa-
HoBUTH 14 BunankiB Ha 100 tuc. HaceneHHs. CiMeliHi
¢opMU 3aXBOPIOBAHHS Y IUTSAYiN MOMYISLii CriocTepi-
raotbest y 40—50 % Bunankis Ta y 18 % cepen mopoc-
Jux. Cepel YOJOBIKiB 3aXBOPIOBAHHSI 3YCTPiYAETHCS
3HAYHO yacrTilie [7].

Paninre HeKOMIakTHUI MioKapA MO3HAYaIU SK
MEePCUCTYIOUi MiOKapliaJbHi CHUHYycOinud, abo K TyO-
yacTuii miokapa. IlepeBakHO BUSIBJISIETBCS B JIIBOMY
IIITYHOUKY Ta MOXE 3YCTPidyaTHUCh Y IIPaBOMY Ta B 000X
KaMepax ceplsl.

HexommakTHuii Miokapa He Mae crelugivyHoi Tic-
TOJIOTiYHOI KapTUHU. BinbliicTe maToMmop@oJoriB Bij-
3HAYaloTh MiABUILEHUI (HiOPO3 TpadEeKYIIPHUX CTPYK-
Typ (puc. 1, 2) [8].

i mepediry 3axBOpPIOBaHHS XapaKTepHU Mpo-
JIOHTOBAaHUU Oe3CMMNOTOMHMI mepion i QiHamizamisa
TSDKKOIO  CEpLIeBOIO HEMNOCTATHICTIO, IO IIOTPEOye
TpaHcIiaHTanii cepus [9, 10]. Knainiuni mpossu 3a-
XBOpPIOBaHHS HecrienudiyHi, y 60—82 % Bunankis 3a-
XBOPIOBaHHSI MaHi(PeCcTye 3 CUMIITOMOKOMILIEKCY Cep-
1IeBOi HEAOCTATHOCTI (3aAuIlKa, HAOPSIKU, TaxiKapist).
KniniyHa xkapTuHa moaiOHa A0 AuIaTaliitHOT Kapaio-
miomnaTtii. CMepTHICTh MPOTITOM 3—6 POKiB CTAHOBUTH
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10 80 %. HaiiuacTille criocTepira€TbCsl JiaCcTOJIYHA Ta
CHUCTOJIIYHA AUCHYHKIISI JiBOrO IIIYHOUKA, CHUCTEM-
Hi eMOOJIii, IIUIYHOUKOBi Ta MepeAcepAHi TaxiapuTmii,
CXUJIBHICTb IO PamnTOBOi CMepTi. 3BeAcHI JliTepaTypHi
JaHi KJiHiYHuX 1 gemorpadiunux npossiB THJILI Ha-
BeleHi y Tao. 1.

Enexrpokapmiorpagiuni 3MiHM Hecrnelu@idyHi Ta
nosiMmopHi. OnrcaHi BUNaaKU BiIXWUIECHHS eJIEKTPpUY-
HOI OCi cepusl BJIiBO, aTPiOBEHTPUKYJSIPHiI OJOKagu
Pi3HOTO CTyIeHsl, 0J10Kaau JiBuX Hixkok cuctemu lica
(21-44 %), dpiopunsuist mepeacepab (7—26 %) ta iHmi
IIJTYHOYKOBI Ta HaIIITYHOUYKOBI ITOPYIIIEHHS CEPIIEBO-

PucyHok 1. 3abapBrieHHs1 reMaTOKCUJliH-e03UHOM.
Mane 36inbLueHHs. TpaHCcMypanbHUi 3pi3 niBoro
wnyHo4ka. CTpinkamm 306paxeHo eHpoTeslin,
Lo nepexoauTb Ha TpabeKkynu,

Yy MiXXTpabeKynspHUX BUiMKax

PucyHok 2. 3ab6apBrnieHHs1 reMaToKCUJ/liH-€eO3UHOM.
Mane 36inbLeHHs1. TpaHcMypanbHUiA 3pi3 niBoro
wiiyHo4Yka. CTpinkamy no3HayeHo mMioKapA,
nokputun eHgoresiem. lMonepeyHnui 3pi3 Tpabekysn
Y MiXXTpabeKynsapHuX BUiMKax 3 HEKpO30M (3ipo4ku)

Tabnuysi 1. KnidiyHi Ta gemorpagbivyHi nposiBu HEKOMMNaKTHOCTI JIIBOro LUJTyHOYKa (AaHi pi3HUX aBTopis)

O3Haku Chin et al. |Ritter et al. | Ichida et al. |Oechslin et al.| Stollberger et al.
KinbKicTb XBOpUX, N 8 17 27 34 62
Yonosgiya cTtatb, % 63 82 56 74 70
CepefHili Bik BCTAHOBNEHHS AiarHo3y, poKu 7 45 5 40 50
Bik (min-max), poku 0,9-22,5 18-71 0-15 16-71 18-75
TpvBanicTb CNOCTEPEXEHHS, POKU <5 <6 <17 <11 <6
AHomanii 06nmyys, % 38 0 33 0 H/A
CimeliHi Bunagku, % 50 12 44 18 H/A,
Jlokanizayis HekomnakTHoro cermeHTa (%)

Bepxieka 100 100 100 94 98
HwxHs cTiHka - 100 70 84 8
Bokoga cTiHka — - 41 100 19
3MiHn EKI 88 88 88 94 92
bnokaga Hixku lNica 25 47 15 56 26
®enomeH WPW 13 0 15 0 3
LLinyHo4koBa Taxikappgis 38 47 0 41 18
®di6punauis nepencepnb - 29 - 26 5
CuvcTtonivHa OMCdYHKLIiA NiBOro LUyHOYKa 63 76 60 82 58
3acrTiliHa cepueBa HejOCTaTHICTb 63 53 30 68 73
CuctemHi embonii 38 24 0 21 -
JlereHeBa embonis 0 6 7 9 -
Tpom6 NiBOro LWyHO4YKa 25 6 0 9 -
TpaHcnnaHTauia cepugs 0 12 4 12 —
Henpom’a30Bi NopyLUEHHs — - — — 82
JleTanbHuii hiHanm 3axBOpHOBaHHS 38 47 7 35 -
PanToBa cepueBa cMepTb 13 18 0 18 -
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ro putmy [11]. OnyGnikoBaHi AaHi, 110 KOHCTATyIOTh
BUCOKY 4aCTOTY 3yCTPivaJIbHOCTI 3MiH KiHII€BOI YaCTU-
HU IIUIYHOYKOBOT'O KOMILJIEKCY: KOCOHUCXiTHA Ta TOPH-
30HTaNbHa aenpecis cermeHTa ST Ta inBepcis 3yous T
[12]. ¥V yacTuHi BUMaaKiB 3a CYKYIHICTIO KJiHIYHUX i
JJabopaTOpHUX JaHUX AiarHOCTYBaBCs iH(PapKT MioKap-
Ja Ha aHTiorpadiyHUX iHTaKTHUX KOPOHAPHUX apTepi-
SIX. 3a TaHUMU aBTOIICIH, iMIeMiuHi 3MiHU 3HAXOIWIN
y TpabeKyJiax i MOTOBIIEHOMY MioKapi (HaivacTiiie B
cyOeHmoKapaiaTbHUX Bigminax). OmHiero 3 HalTommpe-
HIIIIMX TiITOTEe3 pO3BUTKY iH(PAPKTY € TUCHOYHKILISI CyIUH
MIKpOLIMPKYJISITOpHOTO pycia. lmemisauis Miokapaa
TaKOX PO3IISIAAETHCS SIK OIHA 3 MPUYMH PO3BUTKY Ta
MpOrpecyBaHHSI PEMOICIIOBaHHS JIiBOrO LITyHOUKa Ta
cepleBoi HegocTaTHOCTI [13].

Exokappiorpagisi (ExoKI') — HaiOinpm Baxiu-
Buit Meton giarHoctuku THJILI. TTpu exokapaiockorii
(ExoKC) 3a KOpOTKOIO BiCCIO BUSIBIISIETHCSI IBA IIApU
MioKapja: OUTbII KOMITAKTHUI — cyOemiKapaialbHUI
1 HEKOMMAKTHUI Yepe3 HasiBHICTb TPabeKyJIsipHOC-
Ti — cyOeHmoKapaiabH1i. BaxmBolo 1iarHoCTUYHOO
03HAKOIO € CITiBBiTHOILIEHHSI HEKOMITAKTHOTO MioKap-
Ja 10 KOMITAKTHOIo HanpukiHii cuctoiau. s THJILI
CHiBBIZHOIIEHHSI CTAHOBUTH 2, MPU Tineptpodii Mio-
Kapja JIiBOro IUTYHOUYKa TiMepTeH3MBHOI €Tionorii —
1,1, nnsg nunatauifiHoi kapaiomionarii — 0,8 (puc. 3).
3a3Buyaii rinepTpabeKy/IsSIpHi CETMEHTH TilTOKiHeTUYHi.

ExoKTI'-o3Hakwu, mo po3pobeHi R. Jenni ta criBasT.
[14], TyT naBeneni 3a .M. CtpmkakoBUM Ta CITiBaBT.,
2004 [15]:

1. BiacyTHicTb iHIIIO1 KapaiaJbHOI ITATOJIOTII.

2. Tineptpodis NiBOro HIIyHOYKa 3 TMiABUILEHOIO
TpabeKyaspusalii€lo Oijbllle HiX OZHOrO CerMeHTa
CTiHKM JIiBOTO LIJTYHOYKA.

3. linepTpabekynsipu3alisi CIOCTEPIra€TbCs Iepe-
BaXKHO B alliKaJIbHI/ YaCTUHI Ta CepeHiX BifIiaax JiBo-
TO IIUTYyHOYKa.

4. TumoBa «IBOIIAPiCTh» MiOKap/a JIiBOTO MITYHOU -
Ka, TOBIIIMHA TyOYacTOro LIapy B ABa pa3u OuIbIlIA Bil
HEypaXXeHOTro MioKap/a.

5. upoki MixXTpaOGeKyJsIipHi KapMaHU, 110 TMOEMT -
HYIOTBCS 3 TTOPOXKHUHOIO JIiBOTO IILTYHOUKA.

JliarHo3 mpaBOMipHUIT 3a HasIBHOCTI BCiX Mepepaxo-
BaHUX KPUTEPiiB.

IToenHaHHS MiXTpaOeKyJIsIpHUX KapMaHiB i3 MO-
POXKHUHOIO JIiBOTO IIUTYHOYKa JOTNOMOTrae nudepeH-
LiloBaTU TyOYacTUil MioKapj i3 MEPCUCTYIOUUMU CU-
HycoinamMu. OcTaHHi SBASIIOTH COOOI0 PO3IIUPEHHS
KOPOHAPHUX CYIVH 3a TUIIOM F'éMaHTiOM, 1110 30iACHIO-
I0Tb KPOBOOOIr i3 KOPOHAPHOro pycja B MOPOXHUHY
[IUTYHOUKIB, 3ycTpivatoTbes y 0,08—0,3 % xBopux, IKUM
MnpoBoAWIach KopoHaporpadis [16].

lNnepTpabeKyaspHICTh MPaBOro HITYHOUYKA CKJIA[I-
HO AiarHocTyeThCs pu ctaHgapTHiit ExoKC, Tomy 110
30i1b1lIEHHS TPAOeKyJl € HOpMaJbHUM SIBUILIEM LIS L€l
nopoxxHuHU cepiid. JouiapHe BuKopuctaHHsa ExoKC 3
KOHTpAacTyBaHHSIM i MarHiTHO-pPE30HAHCHOI TOMOIpa-
¢ii (MPT) cepus. OcrtaHHili MeTOA AO3BOJSIE OibIII
YiTKO BHUKOHATUM MOP(POMETPIiI0 ceplsl Ta IOILIapOBY
CTPYKTYPY MioKap/a, He 3aJIeXXUTh BiJl JOCTYIY Ta €XO-
BikHa TopiBHSAHO 3 Ex0KC, BiIpi3HSIETHCS MEHILOO
Cy0’eKTMBHICTIO. PexoMeHmoBaHO I TIPOBEIEHHS
ycim xBopuM, y sskux Ha miactaBi ExoKC BuHukma tmi-
no3pa mono THJILI.

MPT-kputepii HEKOMITAKTHOCTI MioKapa:

— CIIiBBiZHOIIIEHHSI HEKOMIIAKTHOIO MioKapaa Ta
KOMMAKTHOTO HaMpuYKiHLi niactonau > 2,3 (puc. 4) [17];

— Maca TpabeKyIsIpHOI YaCTUHU CTaHOBUTH > 20 %
BiJI 3araJibHOI Macu MioKapa JliBOro LIJTyHOUYKa (4yT/Iu-
BicTb — 93,7 %, cnetmdiunicts — 93,7 %) [18];

— BUSIBJIEHHST (iOpo3y TpabeKyasIpHOI YacTUHU
Miokapja npu nposeaeHHi MPT-nociiaxeHHs 3 rano-
Jiniem [19].

Crig 3a3HaYUTH, 10 HEKOMIAKTHMI MioKapz 3y-
CTPIYa€ETHCSI MPU TaKUX CIIAAKOBHMX Balax i CHHIpPOMAX,
K 1e(PeKT MiIXKIITYHOYKOBOI Ta MixKIIepeACepAHOI Tepe-
TFOPOJIKM, CTEHO3 JIereHeBoi apTepii, cuHapoM Roifman
(opdaHHE aBTOCOMHO-PELECUBHE 3aXBOPIOBAHHS, 1110
XapaKTePU3YEThCS 3aTPUMKOIO POCTY, CITOHAMIOCTi(i-
3apHOI0 JIMCILIA3i€l0, KOTHITUBHOIO 3aTPUMKOIO, JAMC-
Mop(dizMOM 0coOH, a TAKOX KIIITUHHUM iMyHoOAedilu-
ToM), cuHApoM Barth (kapmiomionarisi, HelTpoOIEeHis,
HEIOCTaTHE PO3BMHEHHSI CKEJIETHOI MYCKYJIaTypy i
M’s130Ba CJ1a0KiCTh, 3aTPMMKa POCTY, HEIIEPEHOCHUMICTh
¢i3MUYHOro HaBaHTAaXXEHHSI, KapJioJilmiHOBI aHOMa-
Jiii, aummypist), M’s130Bi quctpodii Emery — Dreifus,
Becker, cunapom Melnick — Needles Ta mioTyOynsipHa
Kapaiomiornarisi.

Y/

PucyHok 3. CniBBigHOLUEHHS

komnakTHoi (C) Ta
HexkomnakTHoi (NC) 4acTtnHm
(nosHayeHo cTpinkamu)

PucyHok 4. MPT cepus 3 NO3Ha4€HHAM KOMIMaKTHOro (YopHum),
HeKoMnaKkTHoro wwapy (6inMmM) Ta ToBLUMHU MioKapaa (cipum)
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AiKyBOHHS

CreniuciuHoi Teparii He icHye. ['oloBHI BeKTOpHU
CIpsSMOBaHi Ha JIIKyBaHHS CepleBOl HEAOCTATHOCTI,
npodinakTUKy eMOOJiUHUX YCKJIaJAHEHb Ta JIIKyBaHHS
MOPYIIEHb CEPLIEBOTO PUTMY.

3 MeTO10 TPOMOOTPOdiTaKTUKM MTPU3HAYAETHCS Bap-
(apuH y JIiKyBaJbHUX 103aX 3 KOHTPOJIEM MiKHApOIHO-
ro HOpMaJli30BaHOTO BiAHOILLIEHHS (2—3), He3BaXaluu
Ha HasiBHICTh/BiICYTHICTh (DiOpuMIIsLIii mepeacepib.

Hnsa ycyHeHHS Ta IpodiJJaKTUKKY HeOe3IMeUHUX I10-
pYILIEHb CEepIIEBOTO PUTMY 3aCTOCOBYIOTH aMiOIapoOH,
MpY HEOOCTaTHi e(EeKTUBHOCTI Ta MpPOTpecyBaHHI
apuUTMIill XBOpi € KaHAWJaTaMU1 Ha IMIUIaHTALil0 Kapaio-
BepTepa-aediopuasgTopa, Ha MEBHUI Yac € e(PEeKTUB-
HUM TPOBEACHHS emikKapaiaJbHUX a0l cyOcTpaTiB
apuUTMiit.

V JikyBaHHi ceplieBOi HENOCTaTHOCTI 3aCTOCOBY-
IOThCSl CTAHIAPTHI MiAXOAU MEIUMKAMEHTO3HOI Tepartil
(miypeTviku, capTaHM, iHTIOITOPU aHTiOTEH3UHIEpe-
TBOPIOBAJIBHOTO (hEPMEHTY, aIpeHOOJOKATOPU, Ba30-
IUJIATaTOpPH, OJIOKATOPW aJbIOCTEPOHY, IMTOKCHH 3
00epeXHICTIO (PU3HUK IIPOBOKAIIii IIIJTYHOUKOBUX apUT-
miit)). Ilpum po3BHMHEHHiI BHYTPIIIHHOIILIYHOYKOBOI
Oonokaau 3 posumupeHHsIM Komruiekcy QRS 130 mc ta
OisibIlIe iCHY€E DOCBiJ iMILIaHTAllii PECUHXPOHI3YIOUMX
KapAiOCTUMYJISITOPiB 3 TUMYACOBMM TOKpPALIEHHSIM
KJIIHIYHOTO CTaHYy XBOPOTO.

Hecnpusarnuuii mporHo3 Ta Majia €()eKTUBHICTb
Teparnii OOrpPyHTOBYIOTh CIPSIMyBaHHS XBOPUX i3 cep-
meBoto HemocratHicTio 111 dyHKIIIOHATEHOTO KJIacy (3a
NYHA) i 3HmxeHo10 cuctofiiuHoto dyHKIi€w (hpak-
uis Bukuny < 40 %) Ha TpaHciutanTauiio cepus. Lllec-
TUpIiYHA BUKMBAHICTb Cepell XBOPUX 3 JOHOPCHKUMU

cepisiMu ctaHoBWIa TIoHan 80 %, 10 pOOUTH Liel Me-
TOA HallePEeKTUBHILLIVM.

ITpornoHyeMO KJIiHiYHUMIA BUIMAA0K i3 MPAKTUKU aB-
TOPIB.

KAiHiYHMIM BUNOAOK

XBopa C., 26 pokiB, focTaBjieHa OpUramol0 IIBUIKOI
nornomoru 04.05.2015 p. Ckapru Ha 3arajibHy cJ1abiCTb,
MnepioauyHi Hamagu cepueouTTs], 10 TPUBAIOTH A0
2 XBUJIMH, 3alITaMOPOYCHHS Ta BTpaty cBimomMocTi. [1po-
TATOM OCTaHHBOI 0O BTpaTa CBiIOMOCTi OyJjia HEOTHO-
pPa30BOI0, TPUBATICTIO A0 KUIBKOX XBWJIMH. KiliHiYHUX
MPOSIBiB CEPLIEBOI HEJOCTATHOCTI HE Bil3HAUEHO.

IMoripmenus crany 3 28.04.2015 p., Koau mig yac
Haraay ceplueOUTTs parToBO BTpaTuja cBigoMicTh. [To-
JiOHI cTaHU MOBTOpIOBaIUCh HeogHopa3oBo: 01, 02 Ta
03.05.2015 p.

3 aHaMHe3y 3aXBOPIOBaHHS BiTOMO, IO yIIepIle B
KUTTI CEpUEOUTTSI Ta CUHKOIM Bilm3Hauae 3 Oepe3Hs
2011 p., mpoxomuiaa oOcTexXeHHST B M. BiHHUIII 3 TIpn-
BOMY imiomaTUIHOI KapmioMionaTii (HeKOMIIAaKTHUMA Mi-
okapn). I[Ipomnarc miTpanbHoro kiamana I ct. Cunapom
iHTEepMiTyI04Oro MoaoBxkeHoro QT, MOXIMBO BpoIKe-
Horo reHesy. I[lapokcuamanbHa mojiMopdHa IUTyHOY-
KOBasl Taxikap[is 3 CUHKOMaJbHUMU cTaHaMM. Ilicis
BUITMCKY PEKOMEHAOBAHO MpUiitMaT puTMOKOD 1 TabJI.
2 pa3u, coraznoi 80 mr o 1/4 tabi. 2 pa3u Ha AeHb, MO-
BaJtic 7,5 Mr 2 pa3u Ha eHb — 3 TvxkHi. [Tpotsrom 3 Mi-
CAIIB PEryJsipHO, a MOTIM €Mi30AUYHO TpuiimMana co-
TaJIOJ, EMITIpUIHO 30iibImmIa 103y 10 40 Mr 2 pa3u Ha
JIeHb. 3a KOHCYJIbTALII€I0 1O apUTMOJIOra He 3BEPHYJIACh.

3 aHaMHe3y XUTTS BiZoMO, 10 MaTH ITiCJIsT Hapo-
JIDKEHHST JUTUHU CTpaXkaaja BiJ HamaliB cepLeOUTTsS 3
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PucyHok 5. EKT” xBopoi Ha apyruvi aeHb rocnitanisayii

N2 1(80) » 2017

www.mif-ua.com, http://emergency.zaslavsky.com.ua

175



KAanHnyeckum cayyam / Clinical Case

CUHKOTIAaMU, TIoMepJia y Billi 51 poky Bin kapaiomionatii
(MeamuHOI JOKYMEeHTallii He 30eperiock). Haria xBopa
caMOCTiliHO Ha 21-My polli XXUTTS HapoOAuWJa 300POBY
nutuHy (ExoKC Tta KOHCyabTallisl AUTSYO0ro Kapaioaora
npoBeneHi). Ckapru KapaialbHOTO XapakKTepy Bia3Ha-
Yae pik MoTomy.

Ilpu oG’exTMBHOMY OIIsimi: 3pict — 162 cMm, Maca
Tina — 44 xr. KJTliHigHO: 3HAYHWX BiIXWJICHb He 3HAMICHO.

IIpu nadopaTopHOMY KJIiHIYHOMY, IMYHOJIOTIYHOMY Ta
oioximiunomy ooOcrexkenni 06.05.2015 p. XogHuX Bim-
XUJCHb He 3HaimeHo. EnexrpomniTHuit ckimanm i pyHK-
i muTOonomioHoI 3a1031 He 3MiHeHi. JJabopaTopHUX
03HaK 3alaJieHHS He 3HalIeHo.

EKT (05—08.05.2015 p.): puTM CUHYCOBUIi 3 YacTO-
To10 52 3a XBUJIMHY. HopManbHe po3TalllyBaHHS eJleK-
TpUYHOI oci cepus. [TopyleHHs MpoLeciB penosipusa-
11i1 JTiBOro HITyHOYKa 1MdYy3Hi, He crietudivHi (iHBepcis
Ty rpynHux Binenennsix), QT — 470 mc (puc. 5).

3a3HauMMo, MO0 TPOTITOM IIepioly CTallioHAPHOTO
obcTexkeHHs (3 mob1) y XBOpOi HEOIHOPa30BO (hiKcyBa-

JIM TTApOKCU3MU LITYHOUYKOBOI Taxikapii (3aBXAu Io-
JiMopgHoi), iHBepToBaHUil T mpoTsarom go6u OyB Av-
HaMiYHUM 3a aMIUTiTya010. Bpaxanu 3MiHU MTOKa3HUKa
QT, mo npotsroM omHiel 1o6u BapitoBaB Big 380 10
560 mc. Ilicast mpu3HaYeHHs aapeHOOI0KaTOpa METO-
TIPOJIOJTY Ta BBEJICHHS MPETapaTiB MarHiio 3ahikcoOBaHO
3HUKHEHHS IIUTYHOYKOBUX ITOPYIIEHb PUTMY, 3MECHIITH-
nack nucnepcis QT.

Iin qac XO0JITePiBCHKOr0 MOHITOPYBaHHS
(05.05.2015 p.) 3HaiiAeHO: iHTEPMITYIOUMI CUHAPOM
noaosxkeHoro QT. Yacra 11IyHOUKOBA TMOJIITOMHA €KC-
TpacuCTOJIisl, Y ToMY yucai paHHs Tuily «R Ha T», rpy-
MOBi y BUMSAAI KYIUIETiB, TPUILIETIB Ta MapOKCU3MU
IIJTYHOYKOBOI Taxikap/ii. BusHaueHo aBa emizonu po3-
BUTKY (biopwisiii nutyHOUKiB moHasn 30 ¢, mepei SIKuMu
OyJsio 3HauHe nogopxkeHHst QT (puc. 6—8).

Xsopiii npoBeaeno ExoKC (06 Ta 07.05.2015 p.): io-
POXHUHMU ceplsl He po3immnpeHi. CucromiyHa GQyHKILisS
30epexeHa ((pakuis Bukuny — 65 %). Iponanc mi-
TpaJIbHOTO Ta TpUKYCHigaabHoro KiamnaHi I ct. 30i1b-

=-FRirac] | Gis | 1 sS00 1
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PucyHok 6. ®parmeHT 3anucy EKI™ 3a Xontepom. Ha ¢poHi nofosxeHoro iHTepsany QT yacta nosimopchHa
LWISTYHOYKOBA €KCTPAacuUCTOIis, peynauByroda «nipyet» LUJYHOYKOBa Taxikaphis 3 TpaHcgopmauiero
y WyHOYKOBI chi6punsayii

oxz=

N e

e et iSRS s A
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176 MeANLMHA HEOTAOXKHBIX COCTOSIHUI, p-ISSN 2224-0586, e-ISSN 2307-1230 N2 1(80) « 2017



KAanHnyeckum cayyam / Clinical Case

IIeHa TPaOeKyYJISIPHICTh alliKaJbHOI YAaCTUHU JIiBOTO
nuIyHouka (puc. 9, 10).

3Baxkaloun Ha HasIBHICTb CYTTEBOTO TMOJAOBXEHHS iH-
tepBany QT Ta iHayKIIi10 IITYHOUKOBUX TaxXikapiit, came
MiCJIsI MAKCUMAJIbHOTO MOJOBXEHHS MTPUITHSATO PillleHHS
PO JOLIJIBHICTb 3aCTOCYBaHHS OeTa-aapeHO0010KaTOPiB
i TIpernapaTiB MarHito JUisl 3amoyaTKyBaHHsI Teparii. Y
BIIJIEHHI MPU3HAYEHO METOIPOJIOJ, ITOYaTKoBa J103a
12,5 Mr 2 pa3u Ha ieHb, 3 ypaXyBaHHSIM BilICYyTHOCTI TTO-
OiYHUX Jill TOCTYTOBO /1032 30inbieHa 1o 50 Mr 2 pa3u
Ha geHb. CIIoyaTKy BHYTPIIIHLOBSHHO Y MEPIIIi IBi 1001
BBOIMJIACH MarHe3id 4 1/mo0y. Ha npyry moOy jikyBaH-
HsI XBOpa BiJ3HAUMJIa 3HUKHEHHS Bi4yTTs CEpLICOUTTS,
TaKoX He BinmivyeHi cuHkonu. Ha konTponbHiii EKT He
3a(hpikCOBaHO LTYHOUYKOBMX MOPYLIEHb PUTMY, BigMiue-
Ho 3MeH1eHHs iHTepBaiy QT mo 380—400 mc.

XBOpiii MOBTOPHO IPOBEIECHO XOJTEPIBCbKE MO-
HITOpYBaHHS, 32 TaHUMHU SIKOTO Ha (DOHI CMHYCOBOTO
puTMy (cepenHst 1oOoBa yacToTa 58 3a XBWIMHY) 3adik-
coBaHo |12 MOOAMHOKKX MUTYHOUKOBUX €KCTPACUCTO.
Maxkcumansauii QT 400 mc.

HesBaxkaloun Ha OTpUMMaHUI KIiHIYHUI e(heKT Bif
MpPU3HAYEHOTO JIiKyBaHHS, XBOpiii 3ampoIloHOBaHa
KOHCYJIbTallisl Jikapsi-apuT™Mosiora. Ha Hally crijibHY
3 apUTMOJIOTaMM TYMKY, XBOpili aOCOIIOTHO MOKa3aHa

iMIUTaHTallisl KapaioBeprepa-aediopuisitopa. 3a Bin-
HOCHMMU MOKa3aHHSIMM PEKOMEHI0BaHa iMILJIaHTAaLlisl
ogHOKaMepHoro crumynsitopa y pexumi AAIL. Peko-
MEHI0BAaHO MPOBEJAEHHS iHBa3MBHOTO eJIeKTpodi3iosio-
TiYHOTO MOCJIIKEHHS ceplis ISl BUPILIEHHS MUTaHHS
11010 a0JIsALil cyOCcTpaTy MOPYILIEHHS PUTMY.

Ha xanb, y 3B’I3Ky i3 ciMeiiHUMU OoOCTaBUHAMU
XBOpa TMOBUHHA Oyjia MOBEPHYTUCSA MO0 BiHHUII, Mo-
JaJiblli KOHTAKTH Julie TeaedoHHi. s peryasipHoro
MIPUIAOMY MM PEKOMEHIYBaJI METOIIPOJION Y JOOOBiit
nmo3i 100 Mr Ta MarHepoT — 2 1a0J1. 3 pa3u Ha A¢Hb. bes-
YMOBHO, 0 pEKOMEHIalliii yBiillJ1a HEOOXiAHICTh iMII-
JIaHTallii KapaioBepTepa-aediopuiasTopa.

I3 Tene(hOHHUX KOHTAKTIB BiOMO, 1110 peKOMEHI0-
BaHy Teparlilo MalieHTKa MpUAMae PeryasipHoO, OJHaK
BOCEHU MMHYJIOTO POKY Bi3Hayasia MOPYILIEHHS PUTMY
Y BUTJISIII KOPOTKOYACHUX MAPOKCU3MIB CEPLEOUTTS, Y
3B’I3Ky 3 UMM TIpUIIMa€E A0AaTKOBO 50 MT METOIPOJIO-
ny. ITocTaBneHa Ha 4epry y JOKaJIbHOMY JIeIapTaMeHTi
OXOPOHH 3IOPOB’SI HA OTPUMAaHHSI IeBaiCy.

CrioniBaEMOCh, 110 Hallliii XBOpili HIlll0 He 3aBaaUTh,
Terep yxe, IK HaM BiZIoMO, CAMOCTIifHO BUXOBATU JUTHHY.

KondaikT inTepeciB. ABTOpHU 3asBISIIOTh MPO BiACYT-
HiCTb KOH(JIIKTY iHT€peCiB MPU MiAroTOBLI JaHO1 CTATTi.
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PucyHok 8. ®parmeHT 3anucy EKI 3a Xontepom

PucyHok 9. lMapacrepHarnbHa npoekuisi
3a KOpOTKoIo Bicclo.
FinepTpabeKynspHicTb BepXiBKN cepusi

PucyHok 10. lMapactepHasibHa npoeKyisi
3a KOpPOTKOIO BiCCIO 3 BiXWU/IEHHSAM.
FinepTpabekynsapHicTe BepxiBku cepusi
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HeKoMnakTHAS KAOPAUOMUONATUS.
KAuMHNYyeckum cayyam

Pesiome. B pabGore npuBeseHbl STUOJOIMYECKUE W NTATODU -
3M0JIOTUYECKUE OCOOEHHOCTY HEKOMIIAKTHOM KapaAnOMUOIIa-
UK. PaccMOTpeHbl BapMaHThl KIMHUYECKOTO TEYSHUST U IIPO-
rHo3a 3aboJyieBaHus. OMKcaHbl BO3MOXHBIE MHTEPIPETALIUN
pe3y/IbTaTOB COBPEMEHHBIX WHCTPYMEHTAJIbHBIX METOIUK,
MPUMEHSIIONINXCS B IUATHOCTHKE KapauoMmuonatuu. [1puse-

V.Y, Tseluiko?’, I.V. KuznetsoVv’, I.V. Steblianko?

JIeH KJIMHUYECKU# cTydail U3 MpakTUKKU aBTOPOB TUArHOCTU -
K ¥ TIPUMEHEHMS JIeYeHUs y O0JIBbHON MOJIOIOTO BO3pacTa
C HEKOMITAaKTHOM KapAuOMHOMNAaTUEN, HOCTOBEPHO HACEHd-
CTBEHHOI (DOPMOIA.

KioueBbie €J10Ba: HekoMIIakTHas Kapauomuonatus; MPT;
Dx0KC; HacencTBeHHbBIE 00JI€3HU

" Kharkiv Medical Academy of Postgraduate Education, Kharkiv, Ukraine
2 Regional Clinical Hospital — Center for Emergency Medical Care and Disaster Medicine, Kharkiv, Ukraine

Non-compaction cardiomyopathy.
A clinical case

Abstract. The article presented the etiological and pathophys-
iological features of non-compaction cardiomyopathy. Types
of clinical course and prognosis were considered. We have de-
scribed the interpretation of the results of modern instrumental
techniques used in the diagnosis of cardiomyopathy. In the end

of article, there is a clinical case from the practice of the authors
on the diagnosis and treatment of young female patient with
non-compaction cardiomyopathy, probably hereditary form.
Keywords: non-compaction cardiomyopathy; magnetic reso-
nance imaging; echocardioscopy; hereditary diseases
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