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TnepTpotryeckas KapAVoMMONaTVIs OTHOCUTCSA K rpyrne HacneACTBeHHbIX 3ab0neBaHIIA, B OCHOBE KOTOPbIX N1EXaT MyTaLyv reHOB CapkoMepHbIx benko. Matonorus nposisnsetcs
pa3BUTMEM CYMMETPUYHOM UK aCCUMETPUYHOW TMNepTPOMUM M1OKapLa NEBOTO XXeNyno4ka, CONPOBOXAAIOLLENCS HOPMabHOM UMW NOBbILIEHHOW COKPATUMOCTbIO.
MpencraBneH KpaTkui 0630p BapyaHTOB rvinepTpoMUYeckUX KapAvoM1onaTHiA U GeHOKOMMI AaHHOTO 3aboneBaHyis, KOrAa CTPYKTYPHbIE M3MEHEHVS B CepALLe He ABARIOTCA Cefi-
CTBMEM KNaCCUYECKMX MyTaLLAA B reHax CapkoMepHbIx OenkoB. Y naLmeHToB ¢ psaoM heHOKOMMIA MCXOAHas KOHLEHTpUYeCKas rnepTpotuis NEBOrO XXenyAo4ka MOXET nepe-
XOAUTb B €70 AVNaTaLyIio CO CHKEHMEM COKPaTUTENbHOM cnocobHocT. MopobHoe TedeHMe rvnepTpodrHecko KapavoM1MonaTii NPeacTaBieHo B NePBOM KIIMHUYECKOM Ha-
GniofeHn. BTopor 13 NpeAcTaBeHHbIX KNVHUYECKX Cy4aeB AeMOHCTPUPYET, YTO KapTyHa rnepTpoduYeckon KapayoM/UonaTiiv MOXET ObiTb OAHUM 13 NpK3HaKoB 3abone-
BaHUs, HeONaronpUATHBIM UCXOLOM KOTOPOTO CyXaT Apyrue NpuyunHbI.

KnioueBble cnoBa: rvneprpoduyeckas Kapavommonatus, heHokonum rineptpopuyeckor KapanoMmonatim, cepaeyHas HeBoCTaToYHOCTb, TNePTPOtIS MOKapAa, MyTaLmn
reHoB CapKoMepHbIX OenkoB.
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Rare cases of hypertrophic cardiomyopathy: variants and clinical observations
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Hypertrophic cardiomyopathy belongs to a group of hereditary diseases due to sarcomere gene mutation. This abnormality is characterized by the development of symmetric or
asymmetric hypertrophy of left ventricular myocardium with its normal contractile function or hypercontractility.

Authors provide a brief overview of variants of hypertrophic cardiomyopathy and phenocopies of this disease, when structural changes in the heart are not the result of classic
sarcomere gene mutation. In patients with some phenocopies concentric left ventricular hypertrophy can transform into its dilatation with reduced contractility. Such variant of
hypertrophic cardiomyopathy is presented in the first clinical observation. The second case shows that hypertrophic cardiomyopathy can be one of the symptoms of the disease
with other reasons for poor outcome.
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BeepeHue NAETCA aCCUMETPUYHASA TMNEPTPODUS MEXOKENYA0HKOBON

CornacHo onpefeneHuio rpynnbl 3KCNepToB eBpo-
NEencKoro KapAanonornyeckoro obLecTBa, NpUHATOrO B
2003 1., KapaANOMMOMaTUM — 3TO «reTeporeHHas rpynna
3ab0neBaHNIM, acCoLUMMPOBaHHaa C MexaHM4Yeckom nnm
3NEKTPUHECKOV ANCDYHKLMEN, 0DObIYHO CONMPOBOXAAI0-
LLMXCS TUNepTpodren MroKapaa Uiy gunataumen kamep
cepALa M pasBMBatoLLMXCA BCNEACTBME PAa3NMYHbIX NPU-
YMH, HO YalLle MMEeIOLLX reHeTuYeckyto npupoay» [1]. Tn-
nepTpodudeckas kapamommonatms (TKMIT) 3aHMMaeT oco-
0oe MecTo cpean KapAanomuonaTu. B otnmyme ot npo-
4nx BngoB [ KMTT xapaktepmnsyercs He TONbKO HOpMarb-
HOW, HO 1 CBEPXHOPMASIbHOW COKPATUMOCTBIO JIEBOTO Xe-
nynodka (JIXX). PacnpocTpaHeHHOCTb 3aboeBaHuns B No-
nynaumn coctansaet 0,2%, nnn 1 cnyvam Ha 500 veno-
Bek. Hanbonee y3HaBaeMon pa3HoBuaHoCTbio FTKMIT aB-
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neperopoaku (M) c o6CTpyKLmen BbIXOAHOMO TPaKTa
JPK mnnm 6e3 Takosoro. OfHaKo CyLLECTBYIOT 1 Apyriie, pexe
BCTPeYatoLLMecs 1 MeHee 13BecTHble popMbl TKMTIT: ¢ paB-
HOMEPHbIM yTosLLEeHMEM CTeHOK J1XK (KOHLEeHTpUYeCKIiA
BapWaHT); BepxyLleyHbi BapnaHT FKMIT; runeptpodus
cepefnHHbIX otgenoB MXIT ¢ opMupoBaHmMemM cpe-
LVIHHOW BHYTPUXKENYA04YKOBOW 0OCTpyKLMN; 6e3 yTon-
LLEHNS CTEHOK (3KCLeHTPUYeCKMI BapnaHT) [1, 2].

STMONOrMM U NaToreHes
rmnepTpodunyeckon kKapguoMmmonaTmnm

Mopdonorudecknm cybctpatom FTKMI npun Bcex Ba-
pUaHTax fBSETCA YBENUYEHNE YMCTa U 0ObemMa Kapamo-
MWOLMTOB W 1X AE30PUEHTaLMA. DTU M3MEHEHWA B COYe-
TaHWUM C y4acTkaMm (hrbpo3a Ha hoHe NaTonorn4eckon rm-
nepTpotuM MMOKapAa M Cy>XEHNEM NHTPaMYpPabHbIX KO-
POHaPHbIX COCYA0B CO3AAI0T YCII0BMS A5 BO3HMKHOBEHWS
KenyaoYKOBbIX HapyLleHWn putMa cepaua. B ocHose
3TUX aPUTMUI NIEXXMNT MEXaHU3M «re-entry», 4To CBA3aHO
C BbICOKMM PUCKOM Pa3BUTUA BHE3aMHOW CepaeyHou
cmepTn [2-5].

KnuHunyeckas kaptrHa TKMIT ¢ accumeTpuyHon -
nepTpoduen JTX onpenensetcs creneHbio 06CTPYKLMN Bbi-
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XOAHOrO TpakTa JIK, BbIpaXkeHHOCTbIO AMacToNMHeCckom Anc-
PyHKUMM JK, Han4mem HapyLLeHW pUTMa 1 CTENEHbIO
ANCPYHKUMM MUTPaNbHOrO KnanaHa. CteneHs o0CTpyKUmm
NPy NepesHeCcUCTONNYECKOM OBUXEHUM CTPYKTYP MUT-
PanbHOro KnamnaHa MOXeT YCUMNMBaTb COMYTCTBYlOLLEe
yOJIMHEHWe CTBOPOK Ha (DOHE MX MUKCOMATO3HOW aere-
Hepauuu [4].

CnMmnToMaTVKa BepxylleyHoro BapuaHta KM un
KapAmMomMMonatTnm ¢ paBHOMEPHOW rmnepTpodurent Mmno-
Kapaa JIX ewe meHee cneunduyHa. 3anofo3puTb AaH-
Hble BapMaHTbl MOXHO Ha OCHOBaHUM Hanyna NpmusHa-
koB runepTpodun JIK (TT1K) B oTCyTCTBME 0OBEKTUBHBIX
NPUYKMH ee Pa3BUTUS, @ NOATBEPANTb MOAO3PEHNSA — yKe
no pesynbratam axokapamorpadum (3xo-KI), nubo apy-
MMX BU3Yanu3mpyloLmMx MeToamk (KomnbloTepHas To-
Morpacdus 1 MarHUTOpe3oHaHCHas ToMorpachuvs cepaua).
B pyT1HHOWM KNMHMYeCKOW NPaKTUKe YTOMLLIEHME MMoKapaa
Oonee 15 MM y naumeHToB 6e3 apTepuanbHONM runep-
TEH3MW, CTEHO33 A0PTasIbHOIO KilanaHa Uam KoapkTaLmm
aopTbl ABMIAETCA OCHOBaHVIEM AN Nofo3peHnsd Ha KM
[1,6]. BmecTe c Tem, TONWMHA MVOKapAa B psae ciy4a-
eB MOXeT ObITb MeHbLLe. Hanprmep, MyTaLus B reHe Tpo-
NOHWHa T MOXeET ObITb aCCOLMMPOBAHa C OTCYTCTBUEM U
He3Ha4YNTENbHOW rMnepTpodmnen Mmokapaa, Ho conps-
>KeHa C BbICOKMM PUCKOM Pa3BUTKLA BHE3AMHOW cepaey-
How cmepTw [7-9]. Mpr HeoveBUAHOW rMnepTPOdUM 1 No-
nospeHny Ha TKMIT guarHos ycrtaHaBnvBaloT nocie
NpoBeAeHUa reHeTyeckoro aHanmsa [1, 4, 8].

B HacToALLee Bpems He NoONeXUT COMHEHUIO Hacnes-
CTBEHHbIV hakTop pa3BuTks TKMT. [ins 3aboneBaHms xa-
pakTepeH ayTOCOMHO-AOMUHAHTHbBIV TMMN HaCIe40BaHWA.
HacToTa KIMHUYeCKX MPOSBIEHNI TeHeTUHeCKoro AedekTa
(NeHeTpaHTHOCTL) HEMOJHAs U YBENMYMBAETCS C BO3pac-
ToM: B Bo3pacTte 10-29 neT -y 55% HocuTenen reHos, B
Bo3pacte 30-49 neT —y 75%, y HOCUTeNen reHoB B BO3-
pacte crapwe 50 net-y 95% [1, 10, 11]. bonblWwnHCTBO
MyTaLMI NIOKANM3YIOTCA B FreHax CapKoMepHbIX OefikoB, Ta-
KX KaK o-TPOMOHWH, TPOMOHUHbI T, [ 1 C, MMO3MHCBA3bI-
BatoLLmM benok C, perynaTopHble nerkme Lenu M1o3mnHa,
3CCeHUManbHble nerkve Lenyt MMo3nHa, CepaeYHbIv akTuH,
TaUTUH W TAXKeNble Lienn cepae4Horo o.-MMo3nHa.

NHTepec npencrasnset otcytcrere y 40% naumeHToB
¢ TKMTM MyTaLmi B reHax capkoMepHbIx OefikoB Npu Ha-
VYU MYTaLLMIN MUTOXOHAPWANbHOW unu agepHomn JHK.
3aboneBaHus, KNMHUYeCK HeoTndMMble oT TKMIT 6e3 my-
TaLM B reHax CapkoOMEpPOB, B OCHOBE KOTOPbIX NIEXaT MHble
HapyLLeHusi, Ha3blBatoTca deHokonuamu TKMI. deHo-
konuu TKMTI MoryT 6bITb 00YCroBneHbI: AehekToM saep-
Hom [HK ¢ ayTOCOMHO-0OMUHAHTHBIM MM ayTOCOMHO-
peLieccnBHbIM X-CUeneHHbIM HadeAoBaHWeM; AedekTamu
MUTOXOHAPManbHbIX JHK; Aedektamu, CBA3aHHbIMK C Ha-
pyLUeHMeM yrneBogHoro obmMeHa BeLLecTs B KapaAMoMUo-
UmTe; CTRYKTYPHBIMM aHOMaNMsMM GENKOB KapAMOMUOLINTA
[8, 12-14]. Hanbonee 4acTo BCTpevaeTcs ayTOCOMHO-pe-

LLeCCUBHBIV TUM HAaCSIeA0BaHUs, NpWY KOTOPOM 3aboreBa-
HUSA VIMEIOT XapakTepHble PeHOTUNMYeCKe NPOABIEHNS U
Nerko AuarHocTupytoTcs no codetaHumio N’KMI ¢ akcTpa-
KapAnanbHOW NaTtonornen.

PasHoBMAHOCTM runepTpodunyeckomn
KapgunommonaTtmm

CywectyeT 12 13BECTHbIX PAa3HOBUOHOCTEN (DEHOKO-
nuin TKMI. K nepeou otHocAaT aedrumt NADH-Ko3H3MM-
Q-penykTasbl. KnMHM4yeckasa KapTrHa npeacrasneHa acim-
mMeTpuyHom TKMI Ha doHe MbllleqyHon cnaboctn, ym-
CTBEHHOW OTCTaNoCTM, 0hTaNnbMONAErnn 1 NakTaTauMao-
3um. Mpr OMOMNCM CKENETHOM MbiLLLLbI BBISBASIOT «ragged-
red» BONMOKHa, a TakXXe HakomneHwe NMNUAOB U Napa-
KPWCTaNnoB B MUTOXOHOPWSAX.

[nsa sTopon deHokonum FKMTI xapaktepeH aecdbunumnt
LMTOXpPOMa B. B KNMHMYeCkmnx NposiBneHusx 3abonesaHus
OOMUHUPYIOT NprsHaky TKMTIT ¢ nossneHnem atanbHbIX
KENYO04HKOBbIX TaXMKAPANIA 1 (DUOPUINALMM XKENYA0HKOB.
Mpn Broncmn M1okapaa y Taknx NaumeHTOB BbISBNSIOT
«NPUHYLNNBYIO» AMNATALMIO MUTOXOHAPUN.

Y BOMbHbIX C TPETbMM BULOM BbISBASIOT ADULAT LiM-
Toxpom-C-okcmaasbl. 3aboneBaHne NpPosiBASAeTC CUM-
meTpryHom FTKMIT Ha poHe apTepmanbHOWM rMnoToHmmK. K
0CODEHHOCTAIM OTHOCAT Takume KIMHUYeckue npossrne-
HWS1, KaK NaKTaTaLMao3, MbllwevHyto cnabocTb 1 HapyLle-
HMe PYHKLMN NoYekK.

Lednumt mutoxoHgpmansHom ATD-a3bl ABASETCA NpU-
YyMHoW YeTBepTOW heHoKonMK. Y BorbHbIX, Kak NpaBuso,
pa3BuBaetca cummeTpudHan FKMIT r sHuedanomumonaTtus
NPy NPOrpPeccrpyoLLer MbILLEYHOM CNabocTy.

Mpwv natom Buae peHokonum N’KMI xapakTtepeH fe-
prunT AA3-npoTerHa LUTOXpOMa. XapakTepHbIMU Mpu-
3HaKaMM NaToNOrMm Cy>aT OTNOXEHMS OONbLLOrO KONK-
4yecTBa NUNUAOB W [MKOreHa B MUTOXOHLPUAX B Kap-
JVOMMOLIMTAX U KJIETKaX CKeNTETHOM MycKynaTypbl. Y 6onb-
HbIX Pa3BMBAETCA reHepPanM3OBaHHAs MbllLeYHas rMnoTo-
HWMA 1 NakTaTaumgos.

X-cuenneHHas KMTIT ¢ aHoManbHbIMU MUTOXOHAPUSA -
MU NPW LWeCToM BUae HEeHOKONUU NPUBOAMUT K PaHHEMY
pa3BUTMIO XCH C4acTbiMK NeTanbHbIMM MCXOOAMMN B TeYe-
Hve roga. llpu aytoncuy BbIABNAETCA rMnepTpodusd r
Avnatauns Kamep cepALa B CO4eTaHUM C SHAOKApAMaIb-
HbIM (D1OPO3M0CTO30M. B BronTaTe MbllWLbl cepaLa Ha-
XOOAT UMPKYNAPHOM (POPMbl KPUCTbI U HaKoMfeHve B
MUTOXOHOPWAX NSIOTHbBIX TeNew, U rMMKOreHa.

MuTOXOHAPWANbHAA MMOMNATUA N BPOXAEHHAS KaTa-
pakTa accoLMMpPOBaHbI ¢ ceabMon cheHokonmer TKMTT. Mo-
MUMO NPU3HaKoB cMmeTpudHon TKMIT K KNnHUYeCKnm
NPOSIBIEHUAM OTHOCATCA MeTaboNNYeCKniA aLmna03, M1O-
naTu4eckmii NPOMUIb 3NeKTPo3HLedanorpamMmel 1 BPOX-
[lEHHan KaTapakTa. B GuonTtate MUokapha W CKeneTHbIX
MbILILLAX HaxoOaT yBenM4yeHre 4ucna MUTOXOHLPUM C
QHOMaNMAMM CTPOEHNS KPUCT. B MMOLIMTaX CKeNETHOM MyC-
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Penkue criydan runeptpoghu4eckont Kapanommuonatum

KynaTypbl U KapAMOMMOLMTaX COLEPXKUTCSH MHOIO BKJTIOYe-
HUI C N30bITOYHBIM COLEPXKAHMEM TIMKOTeHa.

K BOCbMOW (heHOKOMMM OTHOCATCA C1y4au, KOraa CUM-
MeTpuryHas KM codeTaeTcs C MUTOXOHOPMANBHOW MUO-
natmen 1 MHMapKToM mMo3ra. OTnnYUTENBHOM 0COBEH-
HOCTbIO OaHHOIO (PeHOTMNA CITYXXUT YacToe COYeTaHue
MOBTOPHbIX MHCYJILTOB C MUOTOHMEN. Hepenko 3abonesa-
HMe OCNTIOXKHAETCA HapyLLUEeHNAMY prUTMa. Kak npasuiio, 3To
cnHgpom WPW mnum xenyno4koBble TaxmKapaum.

Ledbnunt anmnHHbIX Lenen aumn-CoA-aernaporeHassi
NPYBOAMUT K Pa3BUTUIO AeBATOM (PEHOKOMMM. Y NaLMEHTOB
C AaHHOW naTonoryen NoM1UMO NPU3HAKOB CUMMETPUYHOM
IKMT nprcyTCTBYIOT XKaniobbl Ha reHepani3oBaHHYO Mbi-
LeYyHyto cnabocTb.

HepnocraTok nnpyBaTkapbokcmnasbl U NMpyBaTaAerng -
pOreHasbl CONYTCTBYET, COOTBETCTBEHHO, AECATOM U OANH-
Haguaton heHokonum FKMI. KnnHuyeckine nposisneHmns
3TUX 3a00neBaHNN CXoXU. Y DOMbHbIX BbIABNSETCS 3a-
Lep>KKa YMCTBEHHOO 1 (PU3N4eCKOro pa3BUTUS, TMNOTO-
HWMA, aumnos. MNpy sxokapamnorpadur BbIABASIOT CUM-
METPUYHYIO TMNepTPOMUIO M1MOKapaa.

Mpu4rHoM aBeHaguatoro Buaa deHokonun TKMI
(6onesHn Mabpu) ABnsetca neduumT hepMeHTa anbda-
G4-ranakTo3naasbl. Tak Kak reH anbga-ranakrosnaasbl
A noKanu3oBaH Ha ANMHHOM ne4e X-XPOMOCOMBI
Xg22 ® q24, 3aboneBaHue HacnedyeTcs no X-cuenseH-
HOMY peLeccrBHOMY TuMy. COOTBETCTBEHHO, NaTONOr s Obl-
BaeT TOSIbKO Y JNLL MY>XKCKOTO Mona. B KIMH1Ke SOMUHMPYIOT
KOXHble NPosiBNeHNs (aHrMokepaToMbl), COCYAMUCTbIE MO-
paXxeHusa cepaua U roffoBHOro MO3ra. 4acto pa3ByBaeTcs
XpoHyeckas bonesHb nodvek. KaptuHa KM npencras-
neHa CUMMETPUYHOM rmnepTpoduren MMoKapaa.

Y GonblWnHCTBa GoNbHbIX, CTpadatowmx TKMM, co-
CTOSIHWE ANUTENBHO OCTAeTCs CTabUIbHBIM, YTO, OAHAKO,
He CHWM>XaeT OMacHOCTM BHE3AMHOIO Pa3BUTUA XXN3HEeYT-
POXXAIOLLIMX HAPYLLEHW CEPAEYHOIO PUTMA 1 BHE3AMHOW
cMepTw.

OueHb peako (B 2-9% cnyvaes) mncxonoM MKMI 6bl-
BaET pacCLlUMpeHie NonocTer cepaLa, MCTOHYEHNE MVYOKapAa
N CHU>KEHWe COKpaTUTENbHOWM yHKLLMKM JIXK BNNOTh A0 pa3-
BUTWS COCTOSIHMS, HEOTAIMHYMMOTO OT AMNaTaLMOHHOM Kap-
avomuonatin (OKMIT). B Takmx cnydasx B KAMHWYe-
CKOV KapTuWHe mnpeobnafaloT NMposBIeHNs Nporpeccu-
PYIOLLEN CUCTONNYECKOW CepAeYHON HELOCTAaTO4YHOCTU.

Mpwn NepBOM KOHTaKTe C MaLWeHTOM, NMPeanonoXm-
TenbHo crtpagaolwmM FKMIT, HeobXoaMMO UCKIIOYUTb
deHokonmio TKMIM. Ocobyto akTyanbHOCTb NpeacTaBnsaioT
3aboneBaHMs, NPY KOTOPbIX Ha3HAYaloT 3aMeCTUTENbHYIO
Tepanuio. Hanpurmep, y nauveHToB ¢ 6onesHbio Gabpu npn-
MeHeHMe 3aMeCcTUTeNbHON (hepMeHTaTUBHOW Tepannu
(aran3npasa-o v -B) Ha paHHKX 3Tanax NpPeaoTBPaLLAET pas-
BUTWe 3a00MeBaHUs, a Ha CTaflMW PA3BEPHYTbIX KITMHNYe-
CKMX MPOsBEHUI CnocobCTBYeT perpeccy Mopdonoru-
YeCKUX N3MEHEHU.

Ecnv 3amMecTnTenbHOM Tepanmm He pa3paboTaHo, de-
Hokonuu FKMTT, B oTIMYMe OT CapKOMEpPHbIX BapUaHTOB,
VMEIOT TEHAEHLMIO K 3110KaYeCTBEHHOMY 1 ObICTPOTEYHOMY
TeYeHWIO C AMnaTtaLmen NonocTen 1 HapyLleHnemM CUCTo-
nudeckon dyHkumm JIX. Mpy HecBoeBpeMeHHOW Kop-
PEKLLMM HaPYLUEHUI KIIETOYHOW SHEPTeTKM, B TOM YNCTE,
NPV Pa3BUTUN BOCNANUTENbHbBIX U3MEHEHW B MVOKapPae,
y GonbHbIX pa3BMBaeTCs ObICTpas LeKOMMeHcauus cep-
[e4YHOW HeoCTaToOYHOCTU. Hapsaay C HapacTaHnem crene-
HW rMNepTpoOdUM Pa3BMBaETCS MUOreHHas Aunatauns
JIX, cHUXaeTcs cokpaTuTenbHas cnocobHOCTb MMoKapaa,
BO3HMKAIOT KIIMHMYECKMe MPU3HAKM HeLOCTaTOHHOCTH
KpoBoobpalleHus. Kpome Toro, pa3sutie 3aboneBanHmm
XapaKTepu3yeTCs BbICOKOW HYaCTOTOM TaKMX SKCTpaKapam-
anbHbIX OCIOXHEHWM, KaK XPOHMYeCKas noYye4Hasa HeLo-
CTaTO4HOCTb, MUOMATUM 1 HEBPOIOTYECKME OCTTOXKHEHNS.

Huxe npencraBnerbl ABa KIAVHUYECKMX Ciy4vas, ae-
MOHCTPMPYIOLLMX AOCTaTO4HO pefkue BapuaHTbl Teye-
Husa TKMIT.

KnuHunyeckmii cnyyan 1

Y naupenta b., 23 neT, B Bo3pacte 11 net Obin amar-
HOCTUPOBaH cememnHblIn BapuaHT TKMI1. V3 aHamHesa
M3BECTHO, YTO OTew, yMep BHe3anHo B Bo3pacte 40 fieT, npea-
MONOXMTENBHO, OT MOBTOPHOTO VM. MoaTeepXaatoLLEen Me-
OULMHCKOM OOKYMEHTauMn HeT. Y ABYX poAHbIX OpaTbeB
Takxe BbigneHa KMI. Jo 16 neT naumeHT Xanob He
npenbasAsan. B neproa nonoBoro co3peBaHms NOSBUAMCH
Xanobbl Ha cepauedbreHre. B Bo3pacte 16 net npu cy-
TOYHOM MOHUTOPKMPOBaHMK KT ObINM 3aperncTprpoBa-
Hbl MPOBEeXKa 113 3 KOMMIIEKCOB HaAKeNyn04KOBO TaxXn-
KapAun 1 OAUHOYHAA MOHOMOPMHasA Xenyao4KOBas 3KC-
Tpacuctonus. C 3Toro BpeMeHM naumeHTy Obinm peko-
MEeHO0BaHbl OrpaHNYeHe PU3nYeCcKMX Harpy3ok, MeTo-
nponosn 25 Mr 2 npuema B feHb U anntrasemM 40 Mr 3 npue-
Ma B [eHb.

[o Bo3pacta 21 rofia CoCToAAHME OCTaBanoCh OTHOCK -
TenbHO CTabunbHbIM. KnnHMyeckme NposBneHus XpoHu-
4yeckon cepaevHon HemoctatodHocTn (XCH) cooTset-
ctBoBanu | @K (NYHA). B ceHTa6pe 2011 1. y naumeHTa
BMepBble BO3HWUKIIO CHMHKOMalbHOe COoCTosHMe. [Mpn
3x0-KTI B cpaBHeHWM € AaHHbIMY OT 2007 T Obina oTMeYeHa
oTpuLaTeNbHas AMHaMmKa: pasmepsl JIXK pesko yse-
NNYNNINCD, rMobanbHas COKPATUMOCTb CHU3MNACh (Tabs. 1),
NpW3HaKm OOCTPYKLMM BbIXOLHOMO TPaKTa OTCYTCTBOBASIM.
37O NOCYXXWUMO NOBOAOM ANA OTMeHbl AnnTnasemMa. Ha
dhoHe npriema Metonposnona no 12,5 Mr 2 p npy CyTo4HOM
MOHUTOPUPOBaHUKM DK 3aperncrprpoBaHbl NPU3HAKK
ANCPYHKLMM CUHYCOBOTO y31a, MPOSBAOLLENCSA May3amu
[0 2,9 cek, Murpaumen BoauTens putMa no npeacepamam
C4actoTon o1 32 10 60 B MUH. B TedeHMe cyT Oblnn 3ape-
MMCTPUPOBAHbI 3NM30/, NPeaCcePAHOV TaxMKapanun C Ya-
croton 117 B MUH, HacTast Xenyao4KoBas 3KCTPacUCTonms,
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Tabnuua 1. JnHamuKa 3xokapauorpaduyeckmx nokasartenen ¢ 2006 no 2013 rr.

Mapametp Bpems nccnepgosaHus
2006 OxTs16pb 2011 Wionb 2012 fiHsapb 2013 ®espanb 2013

Xz, Mm 46 59 69 73 76
JIXc, MM 28 34 47 55 63
MXT, Mm 18 18 20 20 18
3C, MM 21 20 20 18 17
OB, % (M-pexim) 70 53 59 47 34
OB, % (B-pexum) 70 55 55 50 45
[pafveHT pasneqna B BT JTX,

MM pT. CT. 18 8 6 5 5
MP creneHb | [-11 Il [I-111 %
nn, mm 41 40 46 60 62
LNA, MM pr. CT. 25 30 48 58 75

JIXn — nmameTp neBoro xenynoyka B auacrony; JIXXc — auametp neoro xenyaoyka B cucrony; MK - TonwmHa Mexokenyno4koBoi neperoposky; 3C — TonLMHa 3aaHei CTeHkm
NeBOro xenynoyka; ®B — dpakuys BbIOpoca; BT X — BbIXOLHOM TpaKT NeBoro xenynoyka; MP — MuTpansHas peryprirtauus; JM — nepenHe3anHni pamep NeBoro Npencepams;

[INA - naBneHme B NeroyHow aptepum

HeyCToMYMBbIE NPOBEXKI XKeNyo0HKOBOW TaXMKapamm, Npo-
LOMXKUTENbHbIE yHaCTKK ansTepHaumm 3ybua T. YumnTbiBas,
YTO MaUMEeHT nepeHec octeommenut GonbliebepLoBoOm
KOCTK B BO3pacTe 9 neT, ANs UCKIOYEHUS BTOPUYHOMN
KM emMy ObINO NpoW3BEAEHO VUCCNefOBaHWe DronTaTa
OptowwHoro xupa. Mpn nccnefoBaHUM NPU3HAKOB aMu-
NoVA03a BbISBEHO He Oblifo.

B mtoHe 2012 . naumeHTy Obln MMNNAHTMPOBAH Kap-
ovoBepTep-aedndbpunnatop ¢ yHKLMen 2-x KaMepHo-
O 31EKTPOKaPANOCTUMYNATOPA U BbINOMHEHA SHOAOMWO-
KapAnanbHas droncus, noATeepaMBLIas Mopdonornye-
ckme npmsHakm TKMIM. C 3Toro MomMeHTa Obino HasHave-
HO MeOVMKAaMEHTO3HOe fle4eHre, BKIoYaBLLee OBYXKPAT-
HbI NpremM MeTonponona cykumHata no 12,5 mr, ogHo-
KpaTHbIA Npviem 2,5 Mr neprHOonprna, 0gHOKPaTHbIV Npu-
eM 25 Mr annepeHoHa 1 ABYKPaTHbIN npreM 35 Mr Tpu-
MeTa3namHa. Ha hoHe npriema AaHHbIX MpernapaToB C MIOHS
no ceHTadpb 2012 I. cepaevHas HefOCTaTOHHOCTb COOT-
BetcTBoBana Il d.k. (NYHA).

B ceHTs0pe 2012 . npou3oLwuno nporpeccupoBaHiie XCH
no Il @.k.: y naumeHTta nogBUINCG OObILLKa NPV MUHU-
MasTlbHOM (PU3MHECKOM YCUANW, MHOTAA — B MOTIOXEHNN
nexa, oulyuleHne cepauebueHnsi, pe3ko BbipaxkeHHas
00Las cnabocTb, NOBbILLEHHAS YTOMISEMOCTb, NOXyAaHME.
OTMeYeHa TeHLEHUMS K TUMOTOHUM. B BUOXMMMHECKOM aHa-
n3e Npy 2-X KpaTHOM M3MePEHNY OTMEHaEeTCA NoBblLLe-
HVe YypOBHSA TpoMoHMHa-T B 100 pa3 oTHOCUTENBHO HOP-
ManbHoro yposHs (948,8nr/mn; 1309 nr/mn), NoBbILLEHVE
ypoBHA KOK MB B 4 pasa (15, 46 Hr/mn; 14,79 Hr/Mn).
Mpw axokapamorpadryeckoM NCcegoBaHNm Obinu Bbl-
IBMIeHbl 04YaroBble M3MeHeHWs Mrokapaa JIK B obnactu
HUXHEWN CTeHKW B BUOE VCTOHYEHWS U akKMHe3UW, Oanb-
HenLas AmMnaTaums 1 CHUXeHMe COKPaTUTENbHOM (YHK-
Ly JIXK, hopMUpoBaHme OTHOCUTENBHOW MUTPAaNbHOM pe-

ryprutaumm Il cteneHn m pocT NeroyHow rmnepTeH3nm
(tabn. 1). MNaumeHTy Obina BbiMONHeHa KOPOHApHas aH-
rmorpadusi, KoTopas He BbIIBUA HUKAaKNX U3MEHEHWNN B
KPYMHbIX KOPOHAPHbIX cocymax. TecT Ha 6onesHb Pabpu
ObIN1 OTpPULIATESNbHBIN.

MenykamMeHTo3Hoe nedeHme C okTsops 2012 1. BKoYa-
na B cebs HazHa4eHWe MeTonponona cykumHaTta no 12,5
M ABaXAbl B IeHb C AaNbHeurLwen TuTpaumnen gosbl, pa-
MUMPWN 5 M OOHOKPATHO, TopacemMuaa 2,5 Mr OOHOKPaTHO
YTPOM, 3MNepeHoHa 25 MIr OOHOKPATHO YTPOM, KapAmo-
MarHuna 75 Mr ogHokpaTtHo 1 Mekcrkopa 100 Mr Tpex-
KpaTHO B Te4YeHme MecsLia.

MocnenHss rocnuTanmnsaums obina B hespane 2013 .
no npu4mHe fekomneHcaumm XCH. lMpy noctynneHum
NauUMEHT NPef bR anobbl Ha OAbILLKY B COCTOSIHWM MO-
KOS1, yCUAVBABLLYIOCS MPU MUHMMANbHOW h3MHeCKOM Ha-
rpy3ke, MapoKC13MarnbHYIO HOYHYIO OAbILLKY, OLLYLEeHNS
cepaLebreHns, BbipaxkeHHyio obLLyto cnabocts. Ha BTO-
pble CyTKM roCnUTann3aLmm pa3Bmics oTek Ierkmx C Hu3-
KMM apTepuranbHblM AaBAEHUEM, YTO MOCITYXKIO MOBOLOM
[N5 NepeBOfa NaLeHTa B OTAENeHNEe peaHMaLMmM 1 NH-
TeHCMBHOW Tepanumn. Ha hoHe MacCBHOM MHOTPOMHOW Te-
panun, BKIloYaBLLEeN B cebs KoMOUHaLMIO fodhammHa C 10-
OYyTaMWHOM 1 NEBOCUMEHAHOM, MPOBOANIN BHYTPU-
apTepuanbHyto BanmoHHyo KOHTpRynbcauuio. Mpn 3xo-
KapamorpaduryeckoM UccnegoBaHnm Obina BbisiBreHa An-
naTaums BCex NomnocTelt C OTYETIMBbLIMY 30HAMU MCTOHYEHNS
1 aKMHe3MN M1oKapa B 06MacTi HUXKHUX OTAENOB Ha ce-
pPeANHHOM 11 63a3anbHOM YPOBHSIX, @ TAKXKe CHXKEHME 110~
GanbHOM COKPATUMOCTI NeBoro xenyaodka (puc. 1). B
00nacTy BepxyLUKUX 11 GOKOBOW CTEHKM BM3yanmn3npoBanach
BblpaXkeHHast TPabeKyNAPHOCTb C COOTHOLLEHNEM KOM-
MaKTHOMO 1 HEKOMMAKTHOTO CoeB, paBHbIM 2 (puc. 2). Ton-
LLIMHa MMOKapa coctaBuna 16 Mmm. [nnataums neBoro xe-
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PucyHok 1. Oxorpamma — napacrepHasnbHas nosmuus, ceye-
HUWe Mo KOPOTKOWM OCK Ha YPOBHE NanuniapHbIX
MblwwL,. OTHOCUTENbHOE UCTOHYEHNE MMOKApAa
B 0651acTV HMXKHEN CTeHKM (OTMeYeHO CTpesikom)

Nya04Ka CONpPOBOXAANACh TAXENOM OTHOCUTENTBHOW MUT-
panbHOW HeJOCTaTOYHOCTLIO C 3abpPOCOM MoToKa peryp-
rMTaLMK B IEFOYHbIe BeHbI. PacdeTHoe faBneHve B JIA co-
CTaBMIIO OKOMO 75 MM pT. CT. TpukycnupgansHas perypru-
TaLMsa COOTBETCTBOBAsIA 3 CT.

HecMoTps Ha NPOBOAMMYIO MHTEHCMBHYIO Tepanuio, na-
LMEHT yMep Ha 4-e CyT rocnuTanauimmy Npm SBneHmnsx oteka
nerkux. MpmM3HakoB MMOKapAMTa NO AAHHbIM FMACTONOIN -
4eCKoro UCCNefoBaHus BbiBIEHO He ObIfo.

KnuHuyeckuii cnyyaii 2

BonbHom 1., 19 neT, BNepsble Obl roCnnTan3npoBaH
B CBfA3M BHE3amnHO MOSBMBLUMMCS MPUCTYNOM cepaue-
OuveHus. Ha OKT 3apeructprpoBaHa HeperynspHas Taxu-
Kapaus C Lupokumuy komnnekcamu QRS. Tpuctyn npotuen
camocToaTensHo. Mpu anddepeHumansHoOM AMarHocTu-
ke ycTaHoBneHa hubpunnsaums npeacepanin (OM) ¢ npo-
BefeHMEM Yepes L00aBOYHBIM MyTb C HaCTOTOW Xenyaou-
KoBbIx oTBeToB 300 B MUH 1 Bonee. Mo gaHHbIM Dxo-KI
Obina BbifgBNEHa acMmMeTpudHas MK (Mexkenyno4Ko-
Ban neperopogka 20 MM, 334HsAs cTeHka 13 Mm) 6e3 npn-
3HaKoB 0OCTPYKUMN BbIXOAHOTO TpakTa JIK. Pasmepbl ka-
Mep Dbl He YBenYeHbI.

B pganbHenwemM naumeHT Habnogancs ¢ AMarHo3om
FKMTIT: acummeTpuryHaa runeptpopua MXTI, He-
OOCTPYKTUBHbBIV BapuaHT. CuHapom WPW: napokcums-
ManbHas popma PI.

113 cemenHoro aHaMHe3a ObINo U3BECTHO, YTO MaTb OofIb-
Horo ctpafana AKMI. 3aboneBaHne OCNOXHANOCh Mo-
cTrosHHoM hopmom @r1. PaszsmBLummca cuHgpom Opepe-
pVika B 1Tore notpeboBan MMMIaHTaLMK NOCTOSHHOTO 31ek-
TpokapamocTumynsatTopa. Mexay TeM, IpUYMHOM neTanb-
HOro ncxofia ObIo BOBCe He 3aboreBaHMe cepaua: XKeH-

PucyHoK 2. Dxorpamma — napacrepHanbHOe ce4eHmne Mo Ko-
POTKOWM OCU Ha YyPOBHE BEPXYLLKW. BbipaxkeHHast
TpabekynapHOCTL B 06nacTn nepegHen n 6oko-
BOW CTeHOK (OTMe4yeHa cTpenkamm), ¢ COOTHO-
LWeHeM HeKOMMaKTHOro U KOMMaKTHOTO CI0EB,
paBHbIM 2

LMHa YyMepra B BO3pacTe 46 f1eT OT OCTPOro HapyLUeHns
MO3roBOro KpOBOODpaLLEHWS.

MNayyeHT B TedeHme 1,5 net nonyyan MeankamMeHTo3-
Hoe neveHune KopaapoHom B fose 200 mr/cyT. KT ocTa-
BaslaCb XapaKTepHOW Ang OAHOMO 13 Bap1aHTOB acCUMET-
puyHon [T1K: BbICOKOAMNAMTYAHbIe 3yOubl R B | 11 B NeBbIX
npekapAvanbHbIX OTBEAEHMAX C O4eHb FyOOKMMK OTpK -
LaTtenbHbIMM 3ybuamn T. Yepes 1,5 rofa Bnepsble B XXM3-
HM Y NauMeHTa cTanu HabnoaaTbCcsi 0OMOPOYHbIe COCTOS -
HW1g. Bo BpemMsa 0fHOro ann3ona notepu Co3HaHus Ha K
PerncTpUpoOBani 3NM304bl aCUCTONUM XeNyA04YKOB 00 5 C
Ha hoHe TpeneTaHWsA Npeacepanv. ATPUOBEHTPUIKYIAPHAS
onokana ¢ npucrynamm M3C nocnyskmna nokasaHvem K Mm-
MAaHTaLWM NOCTOAHHOTO 3MEKTPOKapAMOCTUMYNATOPa B pe-
xunme VVI.

Cnycrd rof, B Bo3pacTe 21 rofa, naLmeHT noctynmn B
CTaumoHap ¢ aekomneHcaumen XCH. MNauneHT npeabasnsan
>kanobbl Ha TAXENYIO OAbILLKY NPU MUHUMAaNbHOM Gur3n-
4eCKOW Harpyske 1 BbipaXkeHHble nepudepmnyeckime oTeku.
Mpr Dxo-KT Obinn obHapyKeHbl Aunataums 1 AUchyHK-
uma JIK, oTHocUTeNbHOe NCTOH4YeHKe cteHok JIK. Bo Bpe-
MSsl FoCnTanM3aummy naumeHT ymep ot TpoMoo3Moonnn B
cocybl CTBOMA MO3ra. HeoxXXunaaHHbIMY CTanyi pesynsratbl
FMCTONOIMYECKOro UCCNeoBaHUs, Npu KOTOPoM Obinu
BbIAIBIIEHbI MPU3HAKM TMIaHTOKETOYHOMO MVIOKapAMTa.

MpuBeLeHHble KNMHUYeCKMe Cilydan LeMOHCTPUPYIOT
OTHOCUTESNBHO pefkme BapmaHTbl TedeHuns TKMIT ¢ dop-
MVPOBaHMEM MNaTaummy U CUCTONTUYECKOM ANCHYHKLAN
JUK. B nepsoM cny4ae Henb3a UCKMOYNTL PeHOKONMIo
KM, Bo3mMoxHO, X-cuenneHHyto KM c aHoManbHbIMM
MUTOXOHOPUAMK. BO BTOPOM Cfly4ae BbIFBIIEH TUCTONO-
rMyecKkn NOATBEPXAEHHbIN MUoKapamT. OgHako Hacnes-
CTBEHHbIV aHaMHe3 CBUAOETENbCTBYET O (DOHOBOM reHeTy -
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YyeckoM AedekTe. [eHeTUYeCK I aHau3, K COXaneHuio, He
ObIn BBIMOMHEH HW B OHOM M3 CJTy4aeB, MO3TOMY HET laH-
HbIX B MOJMb3Y MM NPOTUB UCTUHHOW capkomepHor TKMIT.
YKazaHve B HaCneACTBEHHOM aHaMHe3e Ha Cly4am cMep-
TV POACTBEHHVIKOB B MOSIOALOM BO3pacTe MCXOAHO ABSETCA
OTArOLLAIOLLIMM ODCTOATENBLCTBOM W MPeAnKTOpOoM Hebna-
FONPUSATHOIO Te4eHus 3aboneBaHNs.

3aknoyeHue
B pesynsrate MOXHO cenath BbiBOL, YTO NOLO3PeHMe
Ha cheHokonum FKMTT, npoTekatolme C paHHeN aunaTa-
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