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AnunkanbHasi runeprpoduueckasi KapHOMHONATHS — PeJIKash HAC/IGACTBEHHAS ATOJIOTHS, KJIIOUEBbIM [IPU3HAKOM KOTOPOH SIBJISIETCS
ACHUMMETPHUHAs THIIePTPOdHs MUOKap/ia C BOBJIeUeHHEM BEPXYLLKH JIEBOTO 2Ke/IyI0UKa, 4TO 00yCJIOBANBAET XapaKTepHYIO /15 JaHHOH
MaToJIOTHH KOH(MUIypalKio MOJIOCTH Ceplia B BHE MUKOBOro Tysa. HecMoTpsi Ha HecreLudHuecKui Xapakrep MpeabsiBisieMbX
’Ka/100, OTCYTCTBHE YHU(HLMPOBAHHbIX IMAarHOCTHYECKUX KPUTEPHEB, A TAKXKE OFPAHHUEHHbIE BO3MOXKHOCTH HEKOTOPBIX CTaHAaPTHBIX
MHCTPYMEHTAJIbHBIX METO/I0B HCC/IEI0BAHHS!, ONPE/Ie/IEHHbIE IMATHOCTHYECKHE XapAKTEPHUCTHKH, BbIABJIAEMbIE C MOMOLLBIO PA3JIHYHbBIX
HEMHBA3HBHbIX BU3YaJIM3UPYIOLLMX MOCOOHIH, MO3BOJISIOT C BLICOKOH TOYHOCTbIO YCTAHOBUTD MArHo3. B Hacrosiieit pabore Mbl pH-
BOJIMM KJIMHHYECKHH C/Tydaii anuKaabHON rHIepTpouyecKoil KapAMOMHONAaTHH Y TTAalIMEHTa ¢ HecneHYeCKUMHU 2Kao0aMu Ha 60J1b
B rpyat M uameHenusimMu Ha IKI, He MCKIMOYAOLIMMH BO3MOXKHOE PAa3BUTHE OCTPOro KOpoHapHoro cuxapoma. IlosydeHHble Hamu
pesyJIbTaThl B COMPOBOXKICHHH COBPEMEHHbIX IMArHOCTHUECKHX METOJIOB HCC/IE/IOBAHHS, BK/I0YAsT OHO(DOTOHHYIO SMUCCHOHHYIO KOM-
NbIOTEPHYIO TOMOTpaduio, MO3BOJIHIHM HE TOJILKO CBOEBPEMEHHO YCTAHOBUTD MPABHJIbHBII JMArHO3, HO M UCKJIIOUHTb HILIEMHYECKYIO
60J1e3Hb Ccep/ilia, TeM CaMbIM U36exKaTh HEOGOCHOBAHHOTO TPOBEIEHHST MHBA3UBHOM KOPOHApOaHTHOrpaduH.
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MULTIMODALITY IMAGING IN APICAL HYPERTROPHIC CARDIOMYOPATHY:
CLINICAL CASE
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Anna Yu. Demchenkova®
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Apical hypertrophic cardiomyopathy is rare familial form of hypertrophic cardiomyopathy, with hypertrophy mainly affecting the
apex of the left ventricle and characterized by a spade-like left ventricular cavity. Despite varying presentation, impaired capabil-
ities of some standard instrumental methods and dissent on diagnostic criteria several diagnostic characteristics estimated by
various noninvasive imaging modalities make it possible to establish a diagnosis with high accuracy. We hereby describe a case
with electrocardiographic abnormalities and chest pain with suspected acute coronary syndrome. Acute coronary syndrome was
excluded as well as performing invasive coronary angiography was avoided using advanced diagnostic tools including single pho-
ton emission computed tomography and apical hypertrophic cardiomyopathy was demonstrated by careful differential diagnosis.

KEYWORDS: apical hypertrophic cardiomyopathy, SPECT MPI, magnetic resonance imaging, echocardiography, myocardial
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Beenenune. [uneprpocuyeckass Kapamomuonarusi
(FKMIT) — onna u3 nHauGosiee pacrpocTpaHeHHbIX GOpM
HacseICTBeHHON Kapauomuonatud [ 1]. PasHoBuaHoCTbIO
[KMIT siBasiercst anukasbHasi runepTpodpuueckas Kap-
nnomuonatust (A-IFKMIT), npu kotopo#t B mpoiiecc
BOBJIeKaeTcst 06/1aCThb BepxyLIKu MHokapia JIDK, pexxe —
NpaBoro »KeTyJI0uKa WM MUOKap/a B 1iesioM [2]. BriepBble
A-TKMII 6bina onucana B SInonunn B 1976 . Yamaguchi
M COABT., OTJHYUTEJIbHOH €e O0COOEHHOCTBIO $IBJISIETCS
KoH(urypauusi Muokapaa JIPK B Bume muxoBoro Tysa
B KOHLLE IMACTOJIbI TIPH MPOBEIEHUH BEHTPUKYJIOrpaduu
[3, 4]. TMaupentsr ¢ A-TKMIT 3auactyio npembsiBsitor
2KaJI00bl, KOTOPbI€ MOT'YT UMHTHPOBATh OCTPbIH KOPOHAp-
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nposenenunss MKAIL. Tlpu nocrynienun oGbLeKTHBHBIN
OCMOTP He BbIsIBUJ KAKHX-JIHOO 3HAUHMBbIX OTKJIOHEHHH.
[lo pesysbratam s1abopaToOpHbIX aHAJMM30B TaKKe He
BBISIBJIEHO 3HAUUMbIX OTKJOHEHMH OT pedepeHCHbIX
3HAYEHHUH, BKJIIOUasi MapKepbl MOBPexKAEHUs MUOKap/ia
(TporonuH, KpeatuHdochokunaza-MB).

1. 3KI" nokos: perucTpupoBascsi CHHYCOBbBIH PHUTM
¢ HCC 61 B munyty. Beprukasnbtoe nosnoxenue J0C.
KauecrBeHHble M KOJIMUECTBEHHbIE TIPU3HAKH THIIEP-
tpocun muokapna JDK (ungeke CokosnoBa—Jlaiiona
>38 MM, KopHesbCKu BOJIBTaXKHBIN HUHIEKC >20 MM).
PerucrpupoBanuch riy6okue oTpulaTesbHble 3yOLbl T
B otBenenusix 11, II1, aVF, V3—Vg (puc. 1).
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Puc. 1. dnexrpokapamorpamMmma naipeHTa
Fig. 1. Patient’s ECG

Holii cunnpom (OKC) — sarpyaunHas 6osib, OfplilKa,
cepaueOuenne, MoTepu Co3HaHUs U T.JL., IPU TOM OHH
JJIUTEIbHOE BPeMsi MOTYT HabJIoiaThesi y Bpadek ¢ OLu-
OOUHBIMH JIMAarHO3aMH, TAKMMH KaK «THIEePTOHHYECKOe
cepaue», «MBC», «undapkr muokapaa» u T.J. [5].
CBoeBpeMeHHO yCTaHOBJIEHHBIH IMarHO3 C TIPUMEHEHHEM
COBPEMEHHbIX HEMHBA3UBHBIX METOJOB HCCJIE0OBAHHS
[03BOJISIET HCKJIIOYMTL BO3MOXKHBLIH OKC u, cienosa-
TeJIbHO, HeOOGOCHOBAHHOE BbIMOJHEHHE HHBA3UBHOM
Koponapoanruorpacduu (MKAI') y nanHoit Koroptbl
nalyeHToB.

Kaununueckuii cayyaii. [Taunent 50 siet, nanpasien
B ®I'BY «HMMWMIL BMT um. A.A.BuuiHesckoro»
Muno6oponbl Poccun (nanee LleHTp) U3 MOJUKIHHUKH
10 MeCTy KUTeJbCTBA. Llebio oGpatiieHust B MOMMKIIH-
HHUKY TTOCJTY?KHJTH 2Ka/100bl MallieHTa Ha 60Jib KoJliolie-
ro Xapakrepa B IpeKapauajbHOH 06/1acTH Kak MpH
(husnuecKoil Harpyske, Tak U B MOKOE IJIHTEJIBLHOCTBIO
OT HecKoJbKUX MUHYT 110 30—40 munyr. [1pu perucrpa-
uun DKI-nokost B MoJUKAMHUKE ObLIH BbISIBJAEHDI
«TIPU3HAKK HapyllleHUsl MPOLECCOB PernoJisipu3aluu
muokapna B otesieHusix I1, III, aVF, Vo—Vg», koTopbie
MOCJTYKUJIM TIPUUMHON ero Hampassennsi B Llentp ans
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2. Cmandapmnas IxoKIT — oTMmedanach acuMm-
MeTpuuHasi runeptpodusi muokapaa JIPK na ypoBHe
BEPXYLICYHBIX CErMEHTOB OOKOBOMH CTeHKH (€3 MpH3Ha-
KOB BHYTPHXKENYI0YKOBOH 00cTpyKunu (puc. 2). KIO
JDK=92 4 mn1, KCO JIDK=29,6 mu1, ®B JIK no mero-
ny Sympson 68%. 30H HapyLIeHHs JIOKaJIbHO
COKpaTUMOCTH MUoKapaa JIJK B 10CTyMHbIX HccenoBa-
HHUIO CerMeHTax He OblJI0 BbISIBJIEHO.

3. MPT cepduya c konmpacmuposaruem — Kamepbl
cep/illa B paamepax He yBesinueHbl. OTMeuasioch yTodiie-
HHe MHOKapia B anukaabHoM otiene JIDK: MOKIT=10—
13 MM (puc. 3, a). [IpusnakoB 06CTPYKIHH BHIHOCSIIETO
tpakta JIK He momydeno. OnHako BH3yasM3HpoBaiach
cy6ToTanbHas obsutepauust nojiocti JIK Ha ypoBHe
BEPXYILLIKM B CHCTOJy 3a CUYeT TMNePTPOPUU YKazaHHOM
30Hbl. YUaCTKOB OTCPOYEHHOrO KOHTPACTHPOBAHHS
B muokapae JDK He BbisiBieno. IlpumeuarenbHo, uto
B jauacrosy nosioctb JDK npuoOpetana xapakTepHylo
KOH(UTYpalIHI0 TTHKOBOTO Ty3a (puc. 3, 6).

4. O0HOOMOHHAA IMUCCUOHHASL KOMNbIOmMep-
Has momoepagus MUOKaApOa, CUHXPOHUSUPOBAH-
Hasa ¢ IKI (curxpo-OPIKT), B couetaHuu ¢ Harpy-
304YHOH MPOOOH MPOBOAMIACH C LIEJbIO HCKIOUYEHHS
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Puc. 2. 9xoKI nauyenra. B-pexunm, anukasbHast 4eTbIpex-
KamepHasi Mo3uLusi. Bl/l3yaJll/13pr€TCﬂ BbIpaxKeHHas1 JIOKaJlb-
Hast aCUMMETPHUHAsT THTIEPTPODHST MHOKAPAA BEPXYLIEUHbIX
CerMeHTOB GOKOBOH CTEHKH (0TMeueHo cTpesikot ). Tommna
MHOKap/ia B IMACTONY B YKa3aHHOH 30He I0CTUTAEeT 16 MM
Fig. 2. Patient’s EchoCG. B-mode, apical four chamber
view. Signs of significant local asymmetric hypertrophy of
the left ventricular wall in the apical-lateral region (arrow).
The LV wall thickness in diastole reached up to 16 mm

tepHoe Jyist A-TKMIT cHukeHHe CHCTOJIMYECKOro yToJl-
weHust muokapna Bepxywku JDK. Tlpu stom nocse
HArpy304HON NpoObl OTMEYAI0Ch JajbHelliee ycyryoe-
HUE CHH2KEHHSI CHCTOJIMYECKOro yToJileHus (puc. 4, 0).

Takum o6pa3om, Mo peayjabTaTam MpPOBEAEHHbIX
MHCTPYMEHTAJIbHBIX MCC/IE0BAHUI Oblja YCTAHOBJICHA
anukanbHasi ¢opma [KMII. OtcyTtcTBHe 0OpaTHMBbIX
nedekToB nepdysud MHOKapjaa B Xojle MPOBEIEeHHOH
CUMHTHrpauu MHOKapaa MO3BOJIHIO TAKKe HCKJIO-
YUTb y NaUuMeHTa Hajinuue 0e360/1€BOH UILIEMUH MHO-
Kapa U HHTEPIPETHPOBATh KasnoObl KaK Hecreuudu-
yeckue 1o otHouieHuio K MBC.

O6cyxnenue. J{aHHbINH KIHHHUECKUH CTydail IEMOH-
CTPUPYET OAMH H3 MOP(OJOrHUeCKHX BapHAHTOB
['KMII. ®enorun A-IT'KMIT ¢ Hanuunem MyTaiuu cap-
KOMep KapIMOMHOIIUTOB, M3BECTHBIH KaK CHHAPOM
SImaryuu, siB/sieTCsl pe/Ikod Hac/eICTBEHHON MaTONOMH -
ell, KoTopast MOXKeT OCJOXKHUTbCS pa3BUTHEM CpeliHe-
JKEJIYJIOUKOBOH OOCTPYKUMK ¢ OOJIMTEpALled TOJIOCTH
JDK, UM, aneBpusmbl Bepxyiuku JIK.

[TaTosiorust npeBasupyer Cpeid My»KUMH, MPH ITOM
MaHudecTalus KIMHUYECKOH KapTHHBI TpeuMyllie-
cTBeHHO HabJionaetcs nocae 40 set (cpeaHuii Bo3pact
41,4+14,5 ner). ¥ Hailero nauueHTa 0oJie3Hb BIep-

Puc. 3. MP-tomorpamma JDK cepniia naupenra: a — pexxkum kuHo-MPT, npyxkamepHasi noguuusi. B cucrony ormeua-
eTcsl BblpaykeHHas runeptpodus Muokapaa JIK B obnactu Bepxywku JIK ¢ npusHakamu cy6ToTasbHON 06auTepaliii
(ykaszaHo crpesikoil); 6 — pexkum kuHo-MPT, nynHas och JDK, uetbipexkamepHasi noguuusi. B nuacrony onpenessercs
(hokasibHasi TUIEPTPOdHUST aNMKaJILHBIX CEFMEHTOB, KOTOpasi UMeeT hopMy MUKH (YKa3aHO CTPEJIKOH )

Fig. 3. Patient’s cardiac MRI: a — Cine-MRI, 2-chamber view, shows significant LV hypertrophy with near oblitera-
tion of the apical cavity (arrow); 6 — Cine-MRI, long LV axis, four chamber view, shows apical hypertrophy with «ace-
of-spades» silhouette of LV (arrow)

CKpBITOH HlleMud MUOKapaa. [lo pesysnbratam nepdy-
3UOHHON CLUMHTHIPA(UU OTMeYasoch HepaBHOMEPHOE
HaKoMJeHHe paarodapMalleBTHIECKOT0 JIeKapCTBEH-
Horo npenapata (P®JIIT) B muokapne JDK ¢ maxcu-
MaJibHbIM BKJIOYeHHEM B 00J1aCTH BEPXYLLIKH.
[Ipexonsiuiedt nilleMun MHOKap/a He BbIsiBIEHO (pHc. 4,
a). I'lo pesyabratam aHani3a COKpaTHTENbHOH COCOOHO-
cru muokapaa JIPK B nokoe Hamu 6b110 0TMeU€HO Xapak-

Bble Obla BbIsIBJEHA B Bo3pacre 48 JieT, 4To COOTBET-
CTBYET 3IMUAEMHOJOTHYECKHM JaHHbIM, OTMEUEHHBIM
B paHee NMpoBe/ieHHbIX padoTax [2].

[TockosibKy OIHMM M3 MPHOPUTETHBIX HarpaBJeHUH
LleHTpa sIB/IETCS Hay4HO-MEIMLIMHCKAs JIeATebHOCTb,
HaMH OblJl BBIITOJIHEH BEChb CIEKTP HEOOXOAUMBbIX HCClIe-
JIOBaHWH, HanpaBJ/eHHbIH HA YTOYHEHHUST AMarHo3a y 1aH-
Horo natmenra [6]. Jlnarnocruueckuii mouck 3a6oJieBa-
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Puc. 4. a — Pesynbrarsl nepdysHoHHOl CLUUHTHIpa(UH MUOKAp/Ia MOC/Ie Harpy30uHOH MPo6bl U B MOKOE.
Onpenensitorest xapaxkrephble narrepubl A-IKMIT: nosbiennast akkymyasiiusi POJIIT B o6nactu Bepxyiku JDK, KoH-
¢urypauust nosmoctu JDK B Busie «TTHKOBOH MacTH» Ha CepUH TOMOrpadHuecKnx cpe3oB (yKasaHbl CTpesKaMu); 6 —
cokpartutesbHas ¢pyHkins muokapaa JIK no nanusiM KT -cunxponusuposannoit OPIKT. Busyanusupyercs cHmxenue
CHCTOJIMUECKOTO YTOJIIEHNST MHOKap/la BepXyllIeuHOH JIOKaJIH3all1 B MIOKOe, KOTopoe ycyry6JisieTcst mocsie Harpy30uHoH
npoO6bl (yKas3aHbl CTPENKOH )

Fig. 4. a — Myocardial perfusion scintigraphy results. Shows typical patterns of ACMP: increased tracer uptake in
the apex, spade-like image of the left ventricle (arrow); 6 — cated-SPECT results, shows reduced wall thickening in
the apical perfusion hotspot at rest which got worsen after stress (arrow)

HUSl Y IAHHOTO NaleHTa Obll MHHIIMUPOBAH BbIsIBJIEHH -
em npu perucrpaupun IKI-nokost Tunuunbimu IKI-npu-
3Hakamu runeprpodun muokapaa JDK. C uenbto yrou-
HEeHUs1 JIOKaJIM3alUK THIepTPO(HUH NaLHEHTy POBOIUIH
IxoKI' KaK HeHMHBA3HWBHBIM METOJL BU3yaslu3aLMK cepaua
nepBoit uHuu. Popma nosoctu JDK B Bume «mukoBo#
MacTH» Hapsyly ¢ yroJiieHneM Bepxytikd JDK >15 mm
CUMTAETCsl 3XOKapauorpaduueckum Kpurepuem A-
[KMII [7, 8]. Tem He MeHee BM3yasnu3allksi BEPXyLIKH
JDK meronom crannaptHoit dxoKI npencrapssier Heko-
TOpble TPYAHOCTH BBHJY OrpaHHUEHHs] HajJlexKallei
OLIEHKHM COKPATHTEJbHON COCOOHOCTH BEPXYLIKH M3-3a
BbIpaxKeHHOH ee runeptpoduu. [lpu HerocraTtouHoM
KadecTBe M300paXKeHHsl B OLleHKe COCTOSIHUST BEPXYIIKH
JDK ¥ BblpakeHHOCTH ee TrUNepTpouH MalueHTam
BoinosiHsior MPT cepaua. JlnarHocTHueckumMu KpuTe-
pusivt A-ITKMIT no nanneim MPT ceprua siBaisitorest:
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yrosienue Bepxyliku JIK Gosee 15 MM u/um cootHo-
lIeHHe TOJLIMHBI CTeHKH MUoKapaa JDK na 6asaibHoM
M BepxylledyHoM YpoBHsx Gosee 1,3—1,5 [9-11].
Cunxpo-ODPIKT wmuokappa UIMPOKO MpHUMeHsIeTcs
CPeIM MALMEHTOB ¢ »Ka/Jo0aMH Ha 3arpyiuHHYyI0 0O0Jb
1 oTKnoHeHUsIMH Ha DKI, y KOTOPBIX ¢ MOMOIIBIO APYTHX
MHCTPYMEHTAJIbHBIX MCCJ1EI0BAHUI HEBO3MOXKHO MCKJIIO-
UUTb TPeXOIsIllyto MIlIeMHI0 MHoKapaa. Omnpenenenue
TUIMYHBIX NaTTepHOB mnepdy3nn Muokapaa npu A-
['KMIT no pesyasratam cunxpo-ODPIKT nossosser He
TOJIbKO CBOEBPEMEHHO YCTAHOBHTb TPABHJIBHBIA JHar-
HO3, HO TaKxkKe M30exKaTb HEHYKHbIX M JIOPOrOCTOSIILIMX
ucenenoBauui [ 12, 13]. K xapakrepubim cuuHTHrpadu-
4yeckuM mnattepHam anukajbHoil I'KMII oTHocsiTes:
nobitieHHoe Hakorienne POJIIT B o6acti Bepxyiiku
JDK; natrepH B Bule «COJIHEUHON CHUCTEMbI», KOTOPbIN
Xapakrepuayercst HanboJiee HHTEHCUBHBIM KOJIMUECTBOM
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cyeta (counts) B o6s1act Bepxyuku JIDK, okpykeHHbIi
B BUJIE KOJIbLIA CErMEHTaMU ¢ OoJsiee HU3KUMH MoKa3are-
JISIMH KosinuecTBa cueta [ 14, 15]. Zhou u coaBt. HenaBHo
paspaboTanu HOBbIH Meton onpenenenuss A-IKMIT,
OCHOBAHHbIH HA HHTErPaJbHOM KOJIMUECTBEHHOM aHAJIH-
3e nepdy3rd MHOKapaa M CUCTOJHUYECKOTO YTOJILIEHHUS]
credku JDK wmeronom cubxpo-O®IKT muokapaa.
JIaHHbBIH MeTOo/l MPOJEMOHCTPUPOBAJ BBICOKYIO JMATrHO-

cThdeckyto TounocTb (95%) npu cpasuennn ¢ MPT
cepaua [ 16].

Takum 06pa3om, Halll ONbIT IPUMEHEHHS MYJIETUMOJIA/b-
HOW BM3yaslM3allii MHOKapja MOo3BOJIU/ YCTAHOBUTh T1pa-
BWJILHbBIA AHArHo3, u3bexkaTb He0OOCHOBAHHOIO BLIMOJIHE-
HUSI WHBAa3UBHOTO BMeEIATEJLCTBA Y JIAHHOTO MallMeHTa
M MOXeT B JlaJibHeilieM ObITh MCMOJb30BAH B KauecTBe
AJIFOPUTMa TAKTHKH BEJIEHUs Y TAKKUX MallHeHTOB.
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