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Pe3ome

l'uneprpoduyeckas kapauomuonarus (I'KMII) 3anumaer Bemyiiee MecTo B CTPYKType TeHETHUECKUX 3a-
OoJsieBaHMH cepaeyHO-cocyaucTol cucteMsl. CorlacHO coBpeMeHHbIM npeactaBieHusM, [ KMII, csizannas ¢
MYTalUsIMU CapKOMEPHBIX OEJKOB, SIBIISIETCS JIMITh OAHON W3 MPUYHWH, MPUBOASIINX K TUNIEPTPOMUHN JIEBOTO
xemynouka (ITDK). I'uneprpodudeckuii peHOTHIT HAOIIOAACTCS TAKKE MTPH IIEIIOM Psiie TEHETHYSCKU U HeTeHe-
TUYECKHU 00YCIIOBICHHBIX 3a001eBaHuii. M3BecTHO, 4To pactipoctpaneHHocTh ['KMII, 1o JaHHBIM MTOTYIISAIINOH-
HBIX UCCJEeIOBaHUM, poBeAeHHbIX B AMepuke, EBpone u fInonun, cocrasmnsier 1:500. [lo-Bugumomy, naHHEbIE,
MOJTyYSHHBIE B 3TUX WCCIIEOBAHUSAX ¥ OCHOBAaHHbBIE, B TIEPBYIO O4Yepe/ib, HA (PCHOTHUITMYECKOM CKpUHUHTE, HE
MOTYT OBIT TTOJTHOCTRIO SKCTPANIOIMPOBAHKI Ha KOTopTy NanueHToB ¢ ' KMII u oTpaxarot pacnpocTpaHEeHHOCTb
rUnepTpopudeckoro (peHoOTHIIa B MEIOM B Pa3IMYHBIX MOMYISAIUSAX. B muTeparype UMEroTCs MyOIHKaIuu O
pacnpoctpanenHoctu I'KMII B ctpykrype [TIXK HedcHoro renesa y aereil u nogpocTkoB. ONpeneneHsl 0co-
oenHocTH KimHUYeckoro TedeHns [’ KMIL, mpoBeneHa cTpaTudukamnms pucka BHE3aTHON CEpIAeYHON CMEPTH
(BCC), pa3zpaboraHa BpaueOHast TAKTHKA BEIEHUS IS MAIIMEHTOB MOJIOJIOTO M CpelHero Bo3pacta. [loxkuibie
naruenTsl ¢ HeoObscHumoi [JIK sBisiroTcss HanMeHee McClieIoBaHHON KOTOpTOW. M3ydeHne ecTeCTBEHHOTO
TeYeHHsI 3a00NeBaHus, (PAKTOPOB pHCKa HEOMArONMpUATHBIX COOBITHI, B TOM uyucie BCC, BIUSHUS comyT-
CTBYIOIIEH MaToNoruy Ha KnuHudeckue mpossienus npu ['KMII B moxuioM Bo3pacte COCTABISIOT HaJIeKO HE
TIOJTHBIN TTepeueHb 3a/1a4, pEIIeHne KOTOPHIX TTO3BOJIHT HE TOJIBKO OXapaKTepU30BaTh JaHHYIO MMAaTOJOTHIO, HO U
psa npyrux 3aboneBaHuil, mporekatrommx noa Mackoid [’ KMII. PaGoTa B 3ToM HamnpaBieHUH TO3BOJIHUT CO3/1aTh
peasbHbIe MPEANIOCHIIKN K pa3paboTKe anroOpuTMOB IMATHOCTHKH, KPUTEPHEB MPOTHO3a M ONITUMHU3AIUH TIO/I-
xoza0B K Tepanuu [ JDK nesicnoro renesa.

KuaroueBbie ci1oBa: runeprpoduueckas KapInOMUOTIATHS, TIOKUIIbIE TTAIIMEHTHI, THIIEPTPOQHSI IEBOTO Ke-
JyIoYKa, FTeHEeTHKA, MarHUTHO-PE30HAHCHAST TOMOTpa(Hsl.
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Abstract

Hypertrophic cardiomyopathy (HCM) is a leader in genetic structure of cardiovascular system. According
to modern concepts, hypertrophic cardiomyopathy associated with mutations of sarcomere proteins is just one
of the reasons leading to the left ventricular hypertrophy (LVH). Hypertrophic phenotype is also observed in a
number of genetically and non-genetically related diseases. According to population-based studies conducted in
the USA, Europe and Japan, the prevalence of HCM is 1:500. Apparently, the data obtained in these studies and
based primarily on the phenotypic screening cannot be extrapolated to the full cohort of patients with HCM and
reflect the general incidence of hypertrophic phenotype in different populations. There are some publications
on the prevalence of HCM in the structure of LVH of unknown cause in children and adolescents. The features
of the clinical course of HCM, risk stratification of sudden cardiac death (SCD), medical management in young
and middle age are studied. At the same time elderly patients with unexplained LVH are the least studied cohort.
Study of the natural history of the disease, risk factors for adverse events, including the SCD, the impact of
comorbidity on the clinical manifestations of HCM in the elderly will contribute better understanding of this
pathology, as well as a number of other diseases occurring under the guise of HCM. This can help to develop the

algorithms for diagnosis, prediction criteria and management of LVH of unknown cause.
Key words: hypertrophic cardiomyopathy, elderly patients, left ventricular hypertrophy, genetics, magnetic

resonance imaging.
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l'uneprpoduueckas xapauomuonatust (I'KMIT)
3aHMMAaeT BEYIIEe MECTO B CTPYKTYPE T€HETHUECKHUX
3aboneBanuii Muokapaa [1, 2]. TKMII acconunposa-
Ha C OOIIEU3BECTHBIM PUCKOM BHE3AITHON CEpACUHOM
cmeptu (BCC), a Takxke ¢ pa3BUTHEM CEpICUHOM HEN0-
crarouHocTu. CUnTaNoCh, 4To 3a00seBaHne Hanbosee
aKTyaJbHO JJIs MAllMEHTOB MOJIOAOI0 BO3pacTa, B TOM
quce 1715 Tpo(ecCHOHaIbHBIX CIIOPTCMEHOB. OJHAKO
B niocnenHee Bpems ' KMII Bce wame quarnoctupyror
y HalUeHTOB MOXHJIOT0 BO3pacTa, 4To B OOJbIIEH
CTETEHM CBSI3aHO C YIYYIIEHHEM OCBEAOMIIEHHOCTH
Bpauell B OTHOILICHUU PEIKUX 3a00JIeBaHMi cepaua u
JOCTYITHOCTH COBPEMEHHBIX METOJIOB BU3yaJIU3alluU
Muokapaa [3, 4].

[lo nanueM peructpa I'KMII y nereit 75 % npu-
xonutcst Ha 'KMII, cBa3anHyI0 ¢ MyTalMsiMHu capKo-
MepHbIX OenkoB, u 25 % — nHa 'KMII B crpykType
MHOXXECTBEHHBIX HACIEJCTBEHHO 00YCIIOBIECHHBIX
cuHApOMOB pa3Butus [2]. CBeeHUs O COOTHOIICHUU
'KMII u runeprpodun nesoro xenynouka (IJDK)
JpYroil ATHOJIOTMH BO B3POCION MOMYNISALHUH OTCYT-
CTBYIOT KaK B 3apyOeXHOH, Tak U B OT€YECTBEHHOU
JauTeparype.

[losiBUIMCH TaHHBIE O TOM, YTO MOYKUJIbIE AIIMEH-
TBI COCTaBJISIIOT 3HAYUTEIbHBI KOHTHHICHT OOJBHBIX
I'KMII. BrIsiBIieHBI FeHBI, OTBETCTBEHHEBIE 34 I€0I0T
I'KMII B noxwunom Bo3zpacte. Bozpact3aBucumas mne-
HETPAHTHOCTh XapaKTepHa JUIsl TEHOB, KOAUPYIOIINX
Muo3uHcBs3biBatomuii 6esnok C (M-CBC), Tpononus |
u anb(a-TsoKensle uenu MuosuHa. [Ipu sTom Hanbosee
4acTOM NPUYMHOM SABNIsSIETCSA HAaJMune MyTallui B TeHe,

kogupytomem M-CBC [5]. TKMII, Bo3HUKafomas
BcaencTBue Mytarnuu reaa M-ChC, nmeeT xapakrep-
Hble KIMHUYECKHEe 0COOEHHOCTH. B OonbpImmHCTBE
ciydaeB 3aboneBaHue MaHU(BECTUPYET MO3THO, U 00-
JIE3Hb MPOTEKAET OTHOCHTEIHHO JOOPOKAaueCTBEHHO.
B HEKOTOpBIX CiTydasx IEHETPAaHTHOCTH 3a00IeBaHUs
B Bo3pacTe 10 50 net moxet coctaBiath 50 % mo gaH-
HBIM AnekTpokapanorpaduu (OKI), n s y 30-40 %
OOJBHBIX K TOMY BO3PACTY BBISBIISIOTCS 3XOKAPIUO-
rpaduaeckue (IxoKI') mpuszaaku 'KMII [6]. dpyroit
xapaktepHoit ueproit 'KMII Ha done myTaruii reHa
M-CBC sBisieTcst BO3MOKHOCTD Pa3BUTHSI CO BPEMEHEM
CHUCTOJINYECKOW NUCHYHKIIUN JIEBOTO JKEIyJ0uKa U
nepexon ' KMII B nunsarammonnyto dazy. YactoTa 3T0-
ro peromena Ha ¢pone myranuit M-CbC MoxeT noctu-
ratb 40 %. Taxoe pa3BuTHe 3a00I€BaHNS OTMEYACTCS
npumepHo y 10 % Bcex 6ompaBIX ' KMII [6]. YacToTa
nporpeccupoBanus ['KMII no munsrarmoraHON (a3bl
B TIOXKHJIOM BO3pacTe He OMpesiesieHa.

[To maHHBIM psizia aBTOPOB, KIIMHUYECKUE MTPOSB-
nenust ['KMII B moxxuiiom Bo3pacTe XxapakTepu3yroTcs
Oosiee MATKHMM TeUYEHHEM 3a00JIeBaHus, JUArHO3, KaK
MIPaBUIIO, yCTAHABIIMBAIOT CITyYaifHO Y O€ CCHMITTOMHBIX
MAI[EHTOB MPH BHICIYITUBAHUH IITyMOB B CEP/LIE HITH
TIPH MTPOBEACHUN CKPUHHHTOBOTO 00CITIEIOBAHMS UJIe-
HOB ceMbH Ipobana. B mureparype nMeeTcs onmcanne
ne6rora ' KMII, oOycnosienno# mytamusmu M-CBC
cpenu manueHToB B Bo3pacte 90 met u crapure [7, 8].
IIpu OxoKI' uccrnemoBaHuy BBIABISIOT YMEPEHHYTIO
TUTIEPTPO(HUI0 MHOKapIa JIEBOTO >KEeIyaodka, Oosee
BBIP@XKEHHYIO B 0a3aIbHBIX CETMEHTAX MEXIKEIyI04-
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KOBOM reperopok [ 7]. IIpogomKuTenbHOCTb KU3HU Y
TaKMX MMalMeHTOB I10 JINTePaTypHbIM JaHHBIM COOTBET-
CTBOBaJIa HOPMAJIBHOHN MPOTOIKUTEILHOCTH KU3HHU,
HaOJIOaBIINeCs CMEPTEIIbHBIE HCXO/bI HE BCET1a ObLIN
CBSI3aHBI C KaPAUOJIOTHUECKON maronoruei [§].

OpnHako, comiacHO APYTMM aBTOpam, OMHMCAHBI
myTarmu M-CBC, npuBoasIiye K BIpaKeHHBIM KIHHH-
YEeCKHUM IPOSIBJICHUSIM B JIt000M Bo3pacrte [9]. merorcst
nyOnukanuu o nporpeccupytomiemM TeueHuun ['KMIT
y JIMIL TTOXHUIIOTO BO3pacTa, TpeOyIoIeM MpOoBeICHHS
XUPYPrUUECKUX BMENIATeNIbCTB B BUE MHOIKTOMHUU
win centanbHoi abmsiuu [10]. Borpoc cootHoiire-
HUSI TTAIIMEHTOB, UMEIOIIUX CHMIITOMBI 3a00J1eBaHMs,
u 1 ¢ beccumntoMubiM TedenueM [’ KMIT ocraercs
OTKPBITBIM.

EcrectBennoe teuenne ' KMII y mosxuibIx mroaeit
4acTO XapaKkTepHu3yeTcs HAINYMEM MHO)KECTBEHHBIX
comyTCcTBYOIIUX 3a0oneBanuii. Hanbonee wacro cpe-
JIU COTTYTCTBYIOIIIEH MaTOJIOTUN BCTPEYaeTCs UILIEMHU-
yeckas 00JIe3Hb cep/ilia, apTepuanbHas THIIEPTEH3Us
U caxapHblii quabet. M3BecTHO 0 Oonblel yactore
UIIEMUYECKOl O0JIe3HH cepala U OONbIIeH KITMHUYe-
CKOM 3HAYMMOCTH TTOPaKEHHUSI MUKPOLUPKYIATOPHOTO
pycaa npu 'KMII B moxkunom Bo3pacte. B oreue-
CTBEHHOH JIUTEpaType OMyOIUKOBaHbI paOOTHI, TOKA-
3pIBaroIue, uto couetanue ' KMII ¢ comyTcTByromieit
MaToJIOTHEN yXyJIlaeT NMPOrHO3 TaKUX MalMeHTOB
[11]. Ocoboe mecTo B kimHUYeckoit kaptuHe ['KMII
3aHUMAeT CUHAPOM XPOHHMYECKOM CEpAEeUHON HeJNo-
CTAaTOYHOCTH, KOTOPBIN Y JIUIl TIOKUJIOTO BO3pacTa
HOCHUT OJMATHONOTHUecKuil Xxapaktep [12]. B nannoit
KOTOpTe MalrueHTOB 3a00JIeBaeMOCTh M pacipocTpa-
HEHHOCTb XPOHUUYECKOM CEPIEYHON HEJOCTAaTOYHOCTH
yBeanuusaetcs ¢ 1 % B Bozpacte g0 50 et 1o 10 %
u Ooniee y smi crapiie 70 jget. OrieHka 0coOeHHOCTEH
nanHoro cujapoma npu I'KMII, a Takxke B3auMHOe
iausinue [KMIT 1 koMOpOMAHON MaToJIOTHU Majo
U3y4YeHO U TpeOyeT JaJbHEHIIero YTOYHECHNUSI.

CornacHo JaHHBIM, OMyOJIMKOBaHHBIM B 3apy-
oexxHoit nmureparype, 'KMII B moxkunom Bo3pacrte
xapakTepusyetcst Oonee Hu3kod wactoroit BCC.
®axkrops! pucka BCC, nokazanus A1 UMIUTAaHTAITIN
KapauoBepTepa-1eGuopILIsSTOpa C 1SITbI0 IEPBUYHOMN
NpOQHUIAKTHKH, ONpeAeIsieMble B OTHOILICHHHA MOJIO-
JIBIX MAIlMeHTOB, Y€TKO HE perylaMEeHTHPOBAaHBI IS
HOKUIIOTO Bo3pacTa. CTano U3BECTHO, YTO HAHOObIIEH
npeJicKa3aTesIbHON IIEHHOCTHIO 001a1at0T CIIeTyOLIHe
(haKTOpPBI pUCKA: CHHKOMAJIbHBIC COCTOSIHUS; CEMEHHBII
anamue3 BCC; anni30/161 HEYCTOHUMBOM KeTyJ0UKOBOI
TaxUKapAUH, BbISABIIEMbIE TP CYTOYHOM MOHUTOPH-
poeanuu DKI [3, 7, 8]. Haubomnee yacToli npuanHOM
cMepty, accouuupoBannoii ¢ 'KMII, siBnsiercs cMepTh
OT SMOOJIMYECKUX UHCYIIBTOB MY GUOPHIIISILINY Ipe-
cepauii, 4To MOAUEpPKUBAET BAXKHOCTh PACCMOTPEHUS
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BOMPOCA O HA3HAUEHUH aHTUKOATYJATHTHON Tepanuu y
TaKUX ManueHToB [3].

[TpoaomKUTENHLHOCTD KU3HU IMTOKHIIBIX MTAIIMEHTOB
¢ 'KMII omnpepensercs HE CTOJIBKO caMuM (DakTom
HaJIMYHs JAHHOTO 3200JIeBaHMsI, CKOJIIBKO OOBSCHSIETCS
JIPYTUMH aCCOIIMAPOBAaHHBIMHU CEP/IEUHO-COCYTUCTHIMU
3a00JIEBAHUSAMU, B YaCTHOCTH HIIEMHUYECKOH 00je3-
HBIO cepana, HHPApKTOM MHOKapAa, a TaKKe COIyT-
CTBYIOIIEH MATOJIOTUEN, TAKOM KaK OHKOJOTHMYECKUE
3a00seBaHMs, TIOJIMOPTaHHAS TATOIOTUS, KEITYIOUHO-
KHIIEYHbIE KPOBOTEUCHUSI, TEMOPparnieckue NHCYIb-
ThI, XpOHUYECKasi 00CTPYKTHBHAsI OOJIE3Hb JIETKUX,
MHEBMOHHSI, KOTOPble NIMPOKO PAacIpOCTPaHEHHI B
MIOXKUIIOM Bo3pacte [3, 8].

AKTyanbHOW A JIMI] TTOKUIIOTO BO3pacTa IMpo-
OnmeMoll sBIseTCs TO, 4TO psij 3a00ieBaHUH, Mpo-
sysitoruxest [JOK 1 neGroTupyrommx B MOXUIOM
BO3pacTe, yacTto nporekaroT nmoa Mackoit 'KMIL. ITpu
Hanmnuuu [JDK HescHoro renesa, B nepBylo odepenb,
HEoOXOIMMO TIPOBOAMTH TU(PepeHIaTbHBIN IUarHo3
C pa3IMYHBIMH CUCTEMHBIMH (JOpMaMU aMHUIOUI03a,
remMoxpomaro3sa, 0Oosie3upt0 Dadpu, capkonio3zom [1,
13]. Onpenenenue stuonorun I'JIDXK npencrasnser
TPYAHYIO 3a/1a4y, 0COOCHHO Ha paHHUX, OECCUMIITOM-
HBIX CTaAUAX 3a00JIEBaHMSL.

YacTo BcTpeuaemble B MOKHMIOM BO3pacTe CHU-
CTEMHBIE, META0OTMYECKHE U WH(UIBTPATUBHBIC 3a-
0oJeBaHMsI, aCCOUUPYEMBIE C THIEPTPOGUIECKUM
(heHOoTUIIOM, 00YCIOBIUBAIOT CJIIOKHOCTU JUATHO-
CTHKH U TPeOYIOT JajbHEWIIero N3y4eHusl JaHHOTO
BOIIpOCa C IeJIbI0 pa3paboTku auddepeHnraibHO-
JUArHOCTHYECKUX aJITOPUTMOB MPHU Pa3IUYHOM 3THO-
moruu [JIK.

B neunBasuBHo# auarnHoctuke I'KMII «3o0i10-
TBIM CTaHJApTOM» sABiIseTcs AByxmepHas OXoKI,
MO3BOJISIONIAs OLIEHUTh BapHaHT PEMOJEITMPOBAHUS
MHOKap/ia, BBIPAXXCHHOCTh THIEPTpodrun MUOKap/a,
a TaK)Ke HaJuuue OOCTPYKIIMU BBIHOCSIIETO TPaKTa
JIEBOTO Keynouka. [IpoBeieHHbIE B TIOCTIEIHUE TOBI
WCCIICIOBAHMYSI ITOKA3aJIH, YTO 00JIee TOYHBIM 1 HH(OP-
MaTUBHBIM MeToaoMm auarHocTtuku ['KMII asasgercs
MarHuTHO-pe3oHaHcHas Tomorpadus (MPT), mpu-
MEHEHHUE KOTOPOH 0COOCHHO ONPaBIaHO MTPU HATUIHN
anMKaJbHOM rUnepTpodun, BEpXyIICUHbIX aHEBPU3M,
obctpykruBHbIX (popm I'KMII. TIpoBenenne MPT ¢
KOHTPACTUPOBAaHHEM I'aJIOIMHUEM B OTCPOUYCHHYIO (hazy
pacumpsieT BO3MOKHOCTH 00cCIeJOBaHHUS OOJNBHBIX C
I'JIX HesicHOTO TeHe3a, YTO TO3BOJISIET MPOBECTH TU(-
¢depenunanpupii uardo3 [KMIT ¢ apyrumu npudn-
Hamu [JIK [14]. [TosBunuce myOnukanuu, B KOTOPBIX
OTpa)keHa MOTIbITKA OIMPEe/IeJIEHUs] TeHe3a UILEMHUH 110
y4acTKaM MaToJIOTH4eCKOro HaKOIIEHHUsI KOHTPACTHOTO
BelecTBa B MUOKapae. OMUChIBaIOT CyOIHI0KapAnAITb-
HO€ KOHTPAaCTHUPOBaHHUE MPH MIIEMUYECKOW OOe3Hn



OB30P

Cep/IIa, B TO BpeMsI KaKk HTHTpaMypajibHOE KOHTPACTUPO-
BaHUe OoJiee XxapakTepHo Jyis uanonarundeckoi ['KMIT,
MHOKapUTa, YTUKAPANATBHOE KOHTPACTHPOBAHHE
BBISIBIIGHO TIpU capkoupose, 6oneznun dadpu, a 00-
LIUPHOE SHAOKAPANATIEHOE KOHTPACTUPOBAHUE — MPHU
CUCTEMHBIX (opmax amuionio3a [15]. B 3apy0OexHoi
JUTEpaType MOSIBISIOTCS Pa0OThI, ONCHUBAIOIINE
BO3MOXKHOCTB MCToJb30Banus MPT ¢ MeTogukon oT-
CPOYEHHOTO KOHTPACTHUPOBAHUS JJIsI IPOTHO3ZUPOBAHHS
nanpHetniero reaeHus [ KMIT u crparuduxkaiuu prcka
BCC. Onmnako nanHele, MOMyYeHHBIE B ATUX UCCIEA0-
BaHMSIX, JOCTATOYHO MPOTHUBOPEUUBHI, U B HACTOSAIICE
BpeMs JaHHAsi TEMA OCTAETCsl OTKPBITOM JJIs JaJIbHEN-
IIUX MCCIIEIOBAHUM.

Takum 00pa3om, KOropra NaIUeHTOB MMOXKHIOTO
BO3pacTa SIBJIIETCS Majio MCCIICOBAHHBIM OOBEKTOM
JUTSL M3YYCHUST 0COOEHHOCTEH KIIMHHUYECKOTO TEUCHUS
'KMII, 3Ha4MMOCTH BIHMSIHUS KOMOPOUIHOM TaTOJI0-
TUU Ha IIPOrPECCUPOBAHUE XPOHUYECKOM CEpIAEUHON
HEJI0OCTAaTOUYHOCTH, CTparuuKaIuy prcka HebIaro-
npusTHbIX coObITHi. [JTIK HesicHoro reHesa siBnsiercs
OCHOBAaHHUEM IS MPOBENEHHS CIOKHOTO audepeH-
[AAJTFHOTO TUATHO3A C IIEJIBIM CIIEKTPOM CUCTEMHBIX U
HECHUCTEMHBIX TCHETUYCCKUX U HEreHETHUECKUX 3200~
neBanuii. CBOCBpeMeHHast TMarHOCTHKA 3a00JICBaHMIA,
CIOCOOCTBYIOIIAsT HAYyally 3THONATOTCHETUYECKOTO
JIeUEHUSI, SIBISACTCA €IUHCTBEHHON BO3MO>KHOCTBHIO
MPOUICHUS] KU3HU U YIyUIICHUs] KaueCcTBa KU3HU Y
noxkuieix maruenTo ¢ [JDK paznuunoro renesa.

Koudaukr naTepecoB. ABTOPHI 3aABUIN
00 OTCYTCTBUU MOTEHIINAIHLHOTO KOH(JINKTA
UHTEPeCcoB.
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