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AHHOTauus

Onucan cAydait AMArHOCTMKM OAHOM M3 PeAKMx (popM TUMNepTPOpUM MMOKapAa — aCMMMETPUYHOI TUMNepTPOgUHECcKon
KapAMOMMOMATUM C U30AUPOBAHHOM rMNePTPOUEn BEPXYLLKM CepALia (BepXyLUeUHasi, annkaAbHast (popMa) U BHYTPHUKEAYAOHKOBO
obcTpykumeit. ObCyKAalTCH NPOBAEMbI AMAFHOCTUKM PEAKMX (DOPM FMMEPTPOdUHECKON KapAMOMMONaTUN.

Kalouesble cAoBa: runepTpogmyeckasl KapAMOMMONaTusi, PeAKMe (hopMbl, rMNePTPOGUsT BEPXYILKMU CepALia, MarHUTHO-Pe30HaHC-

Hasi ToMorpacgusi.

The paper describes a case of diagnosis of one of the rare forms of myocardial hypertrophy — asymmetric hypertrophic
cardiomyopathy with isolated hypertrophy of the cardiac apex (an apical form) and intraventricular obstruction. It discusses
problems in the diagnosis of rare forms of hypertrophic cardiomyopathy.

Key words: hypertrophic cardiomyopathy, rare forms, hypertrophy of the cardiac apex, magnetic resonance imaging.

TKMII — runeprpoduyeckast KapaIuOMUONATUS
NBC — umemuyeckast 601e3Hb cepaiia

KI" — xopoHnaporpadust

JIZK — neBbiii Xenymouek

JITT — neBoe npeacepave

JITTY — nedyeOHO-TMIpoduIaKTUIECKUE YIPEXKICHUS

MIKTIT — mMexoKeyaouKoBasi eperopoaka

MK — mutpanbHbIii Ki1anaH

TT2K — mpaBblii xkesymouek

CJIA — cucroinyecKkoe AaBjeHNE B JIETOYHOM apTepun
OKI — anekTpokapanorpaMma

T'uneprpoduueckas xapnuomuonatust (FTKMII) otHocutcs Kk
MEePBUYHBIM TEHETUYECKU O0YCIIOBICHHBIM 3a00JIeBaHUSIM, HACJIE/Ly-
€MbIM T10 ayTOCOMHO-AOMMHAHTHOMY THUITY U XapaKTEePU3YyIOILUMCS
runeprpodueit Muokapaa Jiesoro xeiynouka (JIXK) m/unu npasBoro
xkenynouka (IT2K), gaiie acMMMETpUYHOI, B OTCYTCTBUE AMIaTallui
ero IoJIOCTU U TIPUYMH, BbI3bIBAIOIIMX TUMiepTpoduio cepaua [1, 2].
3abosieBaHMSI B OOIIEH TTOITYJISIIUKM BCTpeyaeTcs ¢ yactoToi 1:1000—
1:500, uyto cocraBisier 0,1—0,2% [1, 3]. ExeromHasi cMepTHOCTb
B3pocibix 00bHBIX TKMIT cocrasisier 1—3%, a B IETCKOM M IO/~
POCTKOBOM BO3pAacTe, Yy JIMILL C BHICOKMM PUCKOM BHE3aITHOM CMEpTH —
4—6% [4—T7].

Hawubosee yacroii popMoit acummeTpruyHOit runeprpoduu sB-
JisieTcst runepTpodus MeXKeTy10ukoBoii neperoponku (M2KIT), ko-
Topasi coctaBiisieT 90% Bcex ciydaeB. 3HAYMTEILHO PeXe BCTPeUaeTcst
acummerpuuHas 'KMII ¢ n3onupoBaHHoil runepTpodueii BepxXylKku
cepaua (BepxylieuHasi, anvukaibHas opma): or 3—10% [8] mo 1—2%
ciyvaes [9].
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TTpu BepxyueyHoit TKMIT HeT 0OCTPYKIIMK BBIHOCSILIIETO TPaK-
ta JIK, ¥ rpaiMeHT CUCTOJIMYECKOTO aBieHus B nojoctu JIZK orcyT-
CTBYET KakK B [10KOE, TaK U MPU BbITIOJHEHUM MTPOBOKALIMOHHBIX ITPOO.
Opnaxko I1.X. IxxaHauus u coaBT. [10] yKa3biBaioT, 4TO MHOTIA MO-
JKET HaOJTI01aThCsl BHYTPUXKETYI0UKOBast 00CTPYKILIMS (B HUXKHEH Tpe-
™ JI2K) BeneacTBre 00pa3oBaHusI B 9TOM MECTE MBIIIEYHOTO KoMa 1
pasnenenus JIZK Ha 1Be Kamepbl — 0a3aIbHYIO U alTUKaJIbHYIO.

TlpencrapnsieM ciyyail TUArHOCTUKU aCUMMETPUYHOI Bepxy-
meyHoit FKMIT JIZK ¢ BHYTpHIKeTy1I0YKOBOIT OOCTPYKIIHEIA.
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a — DKIT B Bospacte 49 et (2004 r.): ry6oKue oTpuLaTeIbHble 3y6Lbl 710 6—7 MM B IPYIHBIX OTBeAeHUsAX V,—V, U B OTBEIEHUAX OT KOHEY-
HOCTeI, ¢ OMHOBPEMEHHOU ITy00KoOi1 nerpeccueii cermeHTa S7 B TeX XKe OTBEACHUSIX U IPU3HaKamMy runiepTpoduu muokapaa JIZK; 6 — sxokap-
nuorpamma B Bospacte 57 niet (Hosiopb 2012 1.): B-pexxuM, anuKanibHas MO3UIINS, IUACTONA, TUTIEPTPOhUs BEPXYIIKU CEP/Ilia C BOBIEUCHUEM
cpennux otaenoB JIZK u cocoukoBbIX MBI mmonocTh JIZK B cpemHeM M BepXylIeYHOM CeTMEHTaxX MpEeICTaBieHa B BUIC Y3KOU IIENH;
B, T — MPT B Bospacte 57 net (neka6bpb 2012 r.): B — nputounslit otnen JIZK, nractona; 6a3aibHbI CETMEHT: IEpeIHMN 8 MM, TIepeTHeO0KOBOIM
5 MM, HIDKHEOOKOBOM 4 MM, HIDKHUIA 4 MM, HUXKHETIEPETOPOJIOYHBIN 9 MM, TIepeIHeNIeperopoaouHblil 10 MM; CpeHMIA CETMEHT: TiepeaHuii 16
MM, TIepeIHeOO0KOBOI 23 MM, HIDKHEOOKOBOI 18 MM, HYDKHUI 19 MM, HUKHETIeperopoIouHbIit 13 MM, mepeqHenieperopoaouHblil 10 Mm; Bep-
XYIIEYHBIN CETMEHT: MepeaHuii 16 MM, GOKOBOM 15 MM, HUXHUI 14 MM, TieperopoaouHsiii 27 MM; I — niputouHslii otaen JIXK, cucroma, muo-
Kap/ BEpXYIIKA aCUMMETPUYHO YTOJIIEH, C TIOJTHOI 00CTPYKIIMEl BEPXYIIIKK B CUCTOIY, MmosiocTh JIZK ipocMaTpuBaeTcst TOIBKO B 6a3aibHOM
cermeHTe (25% 1825 mm), TonmmHa nepenHeit creHku [12K 3—4 MM, 6e3 MPU3HAKOB UCTOHYECHUSI Y TUCKIHE3UH, OOIIMPHbIE 30HBI TUTTOKUHE -

3um no M2XKII.

kapauorpamme (DKI') Bo Bcex OTBEASHUSIX HU 10 M HU BO BpEMsI ITPO-
BeleHMsI IPOOBI HE 3apPeruCTPUPOBAHA.

Haub6onee noaHoe o6cienoBaHue rnposeaeHo B 2004 r., koraa mo
pe3yabTataM CyTouHOro MmoHutopupoBaHust DKI Gbl1a 3ahukcupo-
BaHa FOPU3OHTAIbHAsE U KOCOHUCXOMsIasi nernpeccusi cermenra ST
1o —4,17 MM ¢ uHBepcueii 3youa 7. JJaHHble U3MEHEHMS PACLIEHEHbI
KaK MIIEeMUYeCcKUe, Mo MOBOIY Yero BhIMOJIHeHa KopoHaporpadust —
KI' (03.06.04), HOo aHruorpaduyeckue MPU3HAKK CTEHOTUYECKOrO
reMOIMHAMUYECKU 3HAYMMOTO MOPaXeHUs] KOPOHAPHBIX apTepuil He
BbIsIBJIeHBI. Torna xe nposeaeHa axokapauorpadus (9xoKI'), o pe-
3yJabTaTaM KOTOPOil KOHCTATUPOBAHBI BHIPAXKEHHAs] TMIOKWUHE3MsI
anukaabHoit oosnactu JIZK, yBennyeHue sieBoro npenacepaust (JITT) no
4,5 cM, dpakumst Beiopoca coctasisiia 62%. [NalmeHTKe GbUT TOCTaB-
JIEH auarHo3: uieMudeckas 6onesHb cepaua (MBC). CteHokapaus
HanpspkeHus 11 pyHKIMoHanbHOrO Kiacca.
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Bcero 3a 15 net nposeneHo 7 OxoKI (1999, 2001, 2002, 2003,
2004, 2006, 2010 rr.) B pazaununbix JIITY, HO KpoMe TTOCTENEHHOIO
yBeauueHus nonoct JII1, moBbIIeHs] CUCTOIMYECKOTO NaBICHUS
B sierouHoii aprepun (CAJIA) 1 HeonpeneaeHHOro TUIa ABUKEHUS
crenku M2KII, u3ameHeHuii B MpOTOKOIaX 00CAe10BaHUsI HE OMUCHI-
Basnin. Ha DKTI ot 2004 r. peructpupoBajnch ry0OKME OTPULIATE b~
Hble 3y6ubl 7' 10 6—7 MM B IpYAHBIX OTBeAeHUsIX V,—V U B OTBe/e-
HUSX OT KOHEYHOCTEH C OJHOBPEMEHHOI IIIyOOKOI aemnpeccueit
cermeHTa S7 1 npusHakamu rurneprpoduu muokapaa JIZK (cm. pucy-
HOK, a).

B TeyeHue nocieayrommx 8 JeT B CBSI3U C COXpaHEHUEM XKaao0 1
usMeHeHuit Ha DKI manuueHTKy HEeOMHOKPATHO TOCIIUTAIU3UPOBAIN
B KapIuoJOrnyeckoe OTAeIeHUe, I1ie, HECMOTPsI Ha OTpULIATeIbHBIN
pesyabrar KI', ocHOBHBIM auarHo3oMm ocrtaBaiach MBC. HazHava-
JINCh HUTPATCOAEpKALLIME JTeKAPCTBEHHbIE MTPEnapaThl.
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E.A. Heamna v coaBT.

B okts16pe 2012 r. Ha npuemMe npu GhuU3MIecKoM o0CIeI0BaHUN
CepIeYHO-COCYIUCTON CHUCTEMbI OIPEEISICS HEMHTEHCUBHBII CH-
CTOJIMYECKHUIA 1IIyM B TOYKE MPOEKIIMU MUTpasibHOTrO KianaHa (MK).
Kpome Toro, oTmMevanach macTO3HOCTb CTOI, HUXHE TPETH TOIEHEIA.
[MauuenTke BoimoaHeHa DxoKI (29.10.12), mo naHHBIM KOTOPO BbI-
sBuan yBeamuenue JIIT 1o 4,7 cMm, HeorpeaeJeHHbIM TUI ABUXKEHUS
MZKIT, nosbiieHue CAJIA no 40 MM pT.CcT. M HegocTaTOYHOCT MK
11 ctenenu. B Guoxumuyeckom aHajiM3e KpOBM 0Opaliajio BHUMaHUE
TMOBBILLIEHUE YPOBHSI BBICOKOUYBCTBUTEILHOTO TporioHnHa T 10 22,02 Hr/n
(Hopma meHee 13 Hr/mut) u NT-pro BNP 1o 2104 Hr/n (HopMa MeHee
125 Hr/ma).

JlaHHbIe KJIMHUYECKOI KapTUHBI, Pe3yJbTaThl HHCTPYMEHTAIb-
HBIX U J1aDOPATOPHBIX UCCAECAOBAHUI MPOTUBOPEUMIN JAUATHO3Y
WBC. ns yrouHeHus: MOP(HOIOTMUECKUX U3MEHEHMI cepaia MmoTpe-
60BaOCh MPOBeIeHNEe KOHCUIMyMa B cocTaBe 2 Bpaueil hyHKIINO-
HAJIbHOW MAarHOCTUKM M KapAMOJIOra C TMOBTOPHBIM IMPOBEAECHUEM
Ox0KI (cM. pucyHOK, 0), Tp1 KOTOPOIi BBISIBJIEHBI CJEIYIOLINE U3Me-
HEeHUsI: a) runeptpodusi BEPXyLIKU Cep/ia ¢ BOBICUYCHUEM CPETHUX
otmenoB JIZK u BbIpaxkeHHast rUMepTpodusi COCOUYKOBBIX MBIIIIIL;
6) mosocth JIZK B cpeiHeM 1 BEpXyLIEYHOM CETMEHTaX MpeacTaBieHa
B BUJIe Y3KOii 1Ieu 10 7,5 CM B AMACTOIY; B) BHYTPUXKETYIOYKOBBIi
rpagueHT B cuctony 10 86,0 MM pT.CT. (M3MEpEeHME MPOBOIMIOCH C
TOMOIIbIO TOCTOSTHHOBOIHOBOI fomnmiepodxoKI); r) oTcyrcTBue
CUCTOJIMYECKOTO JABMXEHUsT Kriepeau ctBopku MK u mutpanbHo-
CeNnTaJbHOTO KOHTAaKTa; 1) auactoiunueckas aucdyHkims JIK coor-
BETCTBYET HOpPMaJbHOMY THITy (cKopocTh nuka E OGonbiie A =1,4;
DT =210 mc; BUP =95 mc).

BoipaxxeHnHas runeprpoduu Bepxyiiku JIXK cepaiia moarsepxkie-
Ha JaHHBIMU MarHUTHO-PE30HAHCHOM ToMorpaduu cepaua ot 26.12.12
(CM. PUCYHOK, B). MUOKap/ BEpXYIIKA aCMMMETPUYHO YTOJILEH, C IOJI-
HOI 00CTPYKIIMEN BEPXYLIKHU B CUCTOJTY (CM. PUCYHOK, T).

Oo6cyxaeHnue

OCOGEHHOCTSIMU TAHHOTO KJIIMHUYECKOTO Ciydast SIBJISIFOTCST Peji-
kast hopma T'KMIT 1 1ocTaTOYHO MO3AHSISI AMATHOCTHKA 3a00JIeBaHUST —
oYTH yepes 15 JieT nocsie nosiBieH!st KIIMHMYECKUX CUMITTOMOB.

Knunuyeckas KapTuHa y mauueHTKu @. 10CTaTOYHO SIPKO Bbl-
paxkeHa (60Ji1 B cepjille, OIbIIIKA, TOJIOBOKPYXEHHUE), YTO HE OYEHb

AUTEPATYPA

1.  [Tap6ycenko C.A. Twuneprpoduyeckasi KapaIMOMUOIIATUSI COBpE-
MeHHOoe cocTosinue npobyiembl. Consilium medicum 2006; 1:
38—45.

2. Tpucsemosa E.JI. Tunieprpoduueckasi KapIruoOMUOIATUS: ITUO-
JIOTHSI, KJIMHUKA, TUATHOCTUKA, JieueHue. JKypH Mel HOBOCTH
2007; 9: 19—24.

3. Maron B.J., Peterson E.E., Maron M.S., Peterson J.E. Prevalence
of hypertrophic cardiomyopathy in an outpatients population
reffered for echocardiographic study. Am J Cardiol 1994; 73:
533—538.

4.  Maron B.J., Casey S.A., Hauser R.G., Aeppli D.M. Clinical course
of hypertrophic cardiomyopathy with survival to advanced age. J
Am Coll Cardiol 2003; 42 (5): 882—888.

5. Monserrat L., Elliott PM., Gimeno J.R. et al. Non-sustained
ventricular tachicardia in hypertrophic cardiomyopathy: an
independent marker of sudden death risk in young patients. J Am
Coll Cardiol 2003; 42 (5): 873—879.

6. McKenna W.J., Deanfield J., Faruqui A. et al. Prognosis in
hypertrophic cardiomyopathy. Role of age and clinical.

74

xapakTepHo sl naHHoro Buaa ['KMII. Tak, u3BecTHO, 4YTO Kapau-
anruu BecTpevarotcs auiib Y 40% GobHBIX, OfbIIIKA TIpU dusnde-
ckoit Harpy3ke — y 15—30%, rooBoKpyXeHHe OTMe4aeTcsl PeaKo.
BripakeHHOCTh KIMHMYECKOW KapTUHBI Y ManueHTku P., cKopee
BCEro, CBsi3aHa C runeprpodueil He TOJbKO BEpXYIIKU, HO U CPeli-
Hux otaenoB JIZK, aucbanancoM Mexay MOTpeOHOCTSIMH TUIIEPTPO-
¢GupoBaHHOTO MMOKapAa B KUCJIOPOAE U BO3MOXHOCTbIO YMEHb-
meHHo# mosoctu JIK, ¢ yTosiieHMeM CTeHOK MHTPpaMypaslbHbIX
KOPOHApHBIX apTepuii, 00yCIOBIEHHBIX «00JIE3HBIO MEJKUX KOPO-
HapHBIX apTepuii», KOTOpPasi, MO NAHHBIM JUTEPATYPhl, BCTPEUALTCS
y 80% GosbHbIx [10].

N3menenust Ha DKI (otpunarenabHbiii 3yoeir 7, aenpeccus cer-
MeHTa ST), 3aperucTpupoBaHHbIEe BO BpeMs 00pallleHn i 3a MEIULIUMH-
CKOI1 ITOMOIIBIO, MOXHO OBUIO PaCLEHUTb U KaK UIIEMUYECKUE, U KaK
obyciosneHHbie [KMII. OnHako oHM Bce BpeMsl paClieHUMBAIUCh Kak
MIIeMUYECKUE, HECMOTPST Ha OTPUIIATeIbHbIE PE3YJIbTaThl HATPY304-
HbIX Tpo6 1 KT'. HenocraTouHoe conocrapieHne KIMHUYECKUX MPU-
3HAKOB C MHCTPYMEHTAJbHBIMU JAHHBIMU TPUBENO K OIIMOOUYHOM
nuarHoctuke MBC. ITonoOHbIe o11MOKM He 63001 IHBI, TaK KaK Mpu-
BeJIM K HA3HAUYEHUIO HUTPATOB, MPOTUBOMOKA3aHHBIX B TAHHOM CIIy-
yae.

MPT cepnua, BbIMONHEHHAs MalMeHTKe @. TOMOTHUTEIBHO K
Ox0KT', nana BO3MOXHOCTh HanboJIee TOUHO OLIEHUTH MOpdoIoruye-
CKHE M3MEHEHUSsI, PacTpOCTPAaHEHHOCTD, BBHIPAXKEHHOCTh THUTEPTPO-
¢uu Muokapsaa ¥ MOATBEPAUTH IUATHO3 ACUMMETPUYHON BEpXyLIey-
Hoit [KMIT JIZK ¢ BHyTpuKeayn1ouKoBoii oocTpykuueit. [lo MHEHUIO
psina aBTOpoB [8, 9], 9TOT METON OCOOEHHO LIEHEeH ISl AMArHOCTUKHU
BepxylieyHoil (GopMbl 3a00aeBaHMsI, TUNIEPTPOGMUN HUXKHEH 4acTh
MKIT u XK.
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nandeHTke . Ha3HAYWIM METOIpojona cykuuHat 50 Mr/cyrt
(6eranok-30K, «Astra Zeneca», [lIBeuust) [11], peKoMeHI0BaHO MTPO-
BeneHue JIHK-nuarHocTuku, a Takxe orpaHM4eHue 3HAYMTEeIbHBIX
¢usnueckrx Harpy3ok. Kpome Toro, 6Jmxaiiumm pojacTBEeHHUKAM —
cecTpe M ChiHY pekoMmeHnoBaHo mposeneHue DxoKI u JHK-aua-
rHocTukH [12].

Echocardiographic and hemodynamic features. Am J Cardiol
1981; 47: 532—538.

7. Maron B.J., Roberts W.C., Epstein S.E. Sudden death in
hypertrophic cardiomyopathy. A profile of 78 patients. Circulation
1982; 65: 1388—1394.

8. Amocosa E.H. Kapmnomuonaruu. Kues: Kuura mumoc 1999; 98—
99, 163—164.

9. Tpugppun b., Tonoas 9. Kapnmonorust M: [1pakruka 2008. http://
cardiolog.org/cardiologia/43-kmp/329-gkmp.html?start=3

10.  Jucanawus I1. X., Kpyeroe B.A., Hazapenko B.A. u dp. Kapnuo-
MMOTIaTUM U MUOKapIUThL. Y4eb. moc. M: PTMY 2000; 9.

11. [Tabpycenko C. A., Cagppvieuna F0.D., Haymos B. I’ u dp. CoBpe-
MEHHBIC TIOIXOAbl K JIEYCHHIO OOJIbHBIX TUIMEPTPODUUECKON
kapauomuonarueii. Jleu Bpau 2004; 2: 32—37.

12. Tabpycenxo C. A., Cenesnes /.M., bouxos B.H. u dp. Tenetnde-
CKHe acreKThl runeprpoduueckoit kapanomuonatuu. [Ipakrt
Bpay 2000; 18: 2—S5.

IMocrynuna 15.09.2013

TEPAMEBTUYECKUIA APXUB 4, 2014



