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PE3IOME

B 0630pe npencTtaeneHbl gaHHble nUTepaTypbl MOCAEOHUX NET O PacnPOCTPAHEHHOCTU, STUONOMN, PO MyTaLMiA
reHOB CapkomMepa B MaToreHese rnepTpomUYECKON KapamoMmonaTimn, NaToreHeETUHECKMX MeEXaH3Max PasBuUTns
rmnepTpodun Mmokapaa. B 063ope obcykgaroTca BapuaHTbl PeHOTMNA, BOSMOXKHAsS CBA3b MEXAY MEeHOTUMOM
1 peHoTUnoMm. [NprnBeaeHsl AaHHbIE O NATOMU3NONOrM OBCTPRYKLMM BEIHOCALLIErO OTAena NEBOro Xeyao4dka, ama-
CTOSIMHECKON ONCHYHKLUMM, ULLIEMUM MWOKapAa, HapyleHun putmva. OnpegeneHa ponb METOO0B WCCNeaoBaHUs
ONs1 OMarHOCTUKK, BOSMOXXHOCTW U OFPaHNYeHst axokapamorpadun, 3Ha4eHne 1 NpermMyLLecTBa MarHUTHO-Pe30-
HaHCHOW ToMorpadun cepaLa, eé ponb B audepeHUmanbHON AMarHOCTUKE runepTpPodUHecKon KapanoMmonaTum
N rUNepTPOMUM NEBOIO »XENyao4Ka Npy apTepuaribHON MNepTEH3UN, Y CMOPTCMEHOB, DOMbHbIX C (DEHOKOMUAMMI
runepTpoduyeckon kapamommonatin (bonesHb AHgepcoHa — ®abpu, ammnonaos cepaua). OnmcaHbl KpUTepumn
HebnaronpPUATHOrO NPOrHO3a, BbICOKOIO purcka BHe3anHon cMmepTn. OB6CyXKaatoTCs BapnaHTbl MEONKAMEHTO3HOIO
NEYEHNS; COBPEMEHHAs Tepanms MHIMOUTOPOM CepagyHHON MNO3MH-AT®-a3bl MaBakaMTEHOM, KOTOPbIV OENCTBYET
NYTEM YMEHbLLEHNSA 0Bpa3oBaHNs aKTUH-MNO3NHOBBIX MOCTUKOB, CHXKAET COKPATUMOCTb U MpaaueHT OaBieHns
B BbIXOOHOM OTAENE NEBOro »enyaoyka. [Npn HeaMEKTUBHOCTM MEAVMKAMEHTO3HOM Tepanum Npn 0BCTPYKTUBHOM
KapavomMyonaTuy NpoBOAATCA MHBA3MBHbIE BMELLIATENBCTBA (CenTalibHast MUSKTOMKSA 1 ankorofibHast abnaums nepe-
ropoakm). OueHKa (PakTOpPOB prUcCKa BHE3AMNHOM CMEPTU HeobxoamMma Ans OnpeasneHnsa nokasaHuin K MMnaaHTaumm
KapavoBepTepa-gehnbpunnaropa.
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AMacToOIMYeCKas ANCOYHKUMS, aXOKapamorpamuvs, MarHATHO-PE30HAHCHas! TOMOMrpapus, CentasibHas MUSKTOMUS,
asikorosibHas abialuvs rneperopogxm
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ABSTRACT

The review presents the data of the recent years’ literature on the prevalence, etiology, role of sarcomere gene muta-
tions in the pathogenesis of hypertrophic cardiomyopathy and pathogenetic mechanisms of myocardial hypertrophy
development. The review discusses phenotype variants, possible relationship between genotype and phenotype.
It presents data on the pathophysiology of the efferent left ventricle obstruction, diastolic dysfunction, myocardial
ischemia, and rhythm disturbances. The role of diagnostic methods, possibilities and limitations of echocardiography,
the significance and advantages of cardiac magnetic resonance imaging, its role in differential diagnostics of hypertrophic
cardiomyopathy and left ventricular hypertrophy in arterial hypertension, in athletes, and in patients with hypertrophic
cardiomyopathy phenocopies (Anderson — Fabry disease, cardiac amyloidosis) are determined. The criteria for an unfa-
vorable prognosis and a high risk of sudden death are described. The options for drug treatment are discussed; modern
therapy with mavacamten, cardiac myosin-ATPase inhibitor, which reduces the formation of actin-myosin bridges,
decreases contractility and the pressure gradient in the efferent left ventricle. If drug therapy is ineffective in obstruc-
tive cardiomyopathy, invasive interventions are performed (septal myectomy and alcohol septal ablation). Evaluation
of risk factors for sudden death is necessary to determine indications for implantation of a cardioverter defibrillator.
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BBEJEHWUE

CorylacHO COBpEMEHHOMY OIpEAEIECHUI0, Kap-
auomuonatus (KMII) — 3aboneBanue cepaua,
IpPU KOTOPOM MMEIOTCSI CTPYKTYpHBIE U (pyHKLIHO-
HaJIbHBIE HAPYIIEHUs CepAEeYHON MBIIIIbI IPU OT-
cyTcTBUM umemudeckou 6onesznu cepaua (MbC),
aprepuasbHod runeprtonuu (Al'), KiIamaHHBIX
U BPOXAEHHBIX MOPOKOB CEpAlla, AJOCTATOUYHBIX
IJ TOTO, 4TOOBI BBI3BaTh HAOJIOJaeMylo HaTo-
noruto muokapza [1]. Bmecte ¢ Tem, KMII moryt
cocymectBoBaTh ¢ MBC, knanaHHBIMU MOPOKaMHU
u Al', 1 UX HaJIM4YUE HE UCKJII0YAaeT BO3MOXHOCTH
pa3zButus KMII [1].

Iuneprpoduueckas xapamomuonarus (I'KMII)
omnpenessiercs Kak yBeJIWUYE€HUE TOJUIMHBI CTEHKHU
neBoro xenynouka (JIK) ¢ runeprpodueii npaso-
ro xenynouka (I12K) wim 6e3 Hero, koTopoe HE MO-
KeT OBITh OOBSICHEHO MEepPerpy3Koi CONMpOTHBICHU-
eM [2], BOBHHKAET MpU OTCYTCTBUH APYTOTO cep-
JEYHOTO WJIM CHUCTEMHOro 3a0oyeBaHus, MeTabOIu-
YECKOro MJIM MOJHOPTaHHOI'O0 CUHJApPOMA, CBA3aHHO-
ro ¢ I'JIDK [3].

B nacrosimee Bpemsa ycranosyieHo, uto I'KMII
BCTpEYAETCs TOpa3/lo yallle, YeM MPeanoaraioch
paHee, BBIABISAETCS BO MHOTHX CTpaHaX, 3THUYE-
CKHUX I'pyNIax M pacax U B paBHOW CTENEHHU Iopa-
’KaeT o0a 1moJsia; ero KIMHUYECKUue U (eHOTHIInYe-
CKHUE MPOSABJICHUS U T€HETHYECKUH cyOcTpart, mo-
BUAUMOMY, CYIIECTBEHHO HE pa3/IM4aloTCs B 3aBU-
CUMOCTH OT JieMorpaduueckux xapakrepucTuk. Pac-
npoctpanénHocts I'KMII onenuBaercs kak 1:200
B o01melt nomynsuu [4].

LIEJZIb HACTOSLLIETO OB30PA

[IpencraBuTh aHaNIM3 JaHHBIX COBPEMEHHOM TN~
TepaTypsl O POJIH Pa3IUYHBIX MYTAlHH B Pa3BUTHH
runepTpouueckoll KapJAHOMHONATUH, BapHaHTaX
(¢eHoTHUNAa M KIMHUYECKOTO TEUCHUS, METOJaX JIH-
ArHOCTUKH M JICUCHUS TUIEPTPOPUUECKON Kaparo-
MUOTIATHU.

MATEPUWAJIbI U METO[bI

O030p BHINIOJHEH C MCHOJb30BaHHEM 0a3 JaH-
HeIXx PubMed, Medline, PUHI] 3a nepuox ¢ 2017
no 2024 r. B elMHUYHBIX CiaydasX MCIOJIb30BaHbI
0osice paHHUE BBICOKOWH(OpMATHUBHBIC MyOJIUKa-
nuu. [louck mpoBenéH Mo CISAYIONUM KIHOYEBBIM
cloBaM: TunepTpoduueckas KapJJuOMHOIATHUS; 00-
CTPYKIIUS BBIHOCSIIETO OT/eJa JICBOTO JKEJIYy104YKa;
TFeHbl CAPKOMEPHBIX OCNIKOB; BHE3aIHas cepacyHas
CMEPTh; JUACTOINYECKAs TUCPYHKIIUS; YXOKAPIUO-
rpadusi; MATHUTHO-PE30HAHCHAs TOMOTpadusl; Cerl-
TallbHAsS MHUAKTOMHMS; aJKOTOJbHAs adyaius nepe-
TOPOJIKH.
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PE3YJIbTATbI

JlnarHocTuyeckre KPpUTEePUH THNEPTPOPUIecKOoii
KApPAMOMHONIATHH

V¥ B3pocnoro yenoseka 'KMII xapakrtepusyercs
yBenuueHreM Tonuunel crenku JOK 1o 15 mm u 6o-
jee B J1I00OM CErMEHTEe MHOKap/a, KOTOpoe He CBsi3a-
HO C Tieperpy3koii conporusiieHueM (Al', aopTanbHbIT
cTeHO03). MeHblIas CTeneHb yTOMIeHus cTeHKH (13—
14 MM) TpeOyeT OLIEHKH APYIHX MPU3HAKOB, BKIIIOYAS
ceMEMHbII aHaMHe3, TeHeTH4ecKHe NanHble. Kiimnnye-
ckuit quarHo3 I'KMIT y B3pocibIX poJICTBEHHUKOB HEp-
BOH cTeneHu pojacTtsa nanueHToB ¢ ['KMII ocHoBbIBa-
ercs Ha Hanuuuu Toamuubl ctenku JOK > 13 mm [ 1, 51.

ITHOJIOTHS U NATOreHe3

I'KMII sBnsietcst reHeTHYECKH 00YCIIOBIICHHOM Ma-
Tojoruei [1-5].

Bbrina mpennoxena knaccupukanus KMII
MOGE(S), ocHoBaHnHast Ha 5 MpHU3HAKaX, KOTOPHIE
BKJIIOYAIOT MOP(OPYHKINOHAIBHBIE XapaKTEPUCTHKH
(M, morphofunctional characteristic), mopaxxenue op-
ranoB (O, organ involvement), reHETUYECKYIO HIIH Ce-
MeliHyto cxemy HacienoBaHus (G, genetic or familial
inheritance pattern), aTuonoruyeckyto anHortauuio (E,
explicit etiological annotation) u JONOIHUTENBHYIO UH-
(hopmaruro o GyHKIIMOHAIBHOM CTATYCE CEPACYHOM He-
nocratouHoctu (CH) (S, functional status) [6].

B 3aBucuMocTH OT HaMM4uUs MOJOKHUTEIBHOTO Ce-
MEHHOTO aHaMHEe3a WJIH IOJI0KUTEIBHOrO reHeTHYe-
ckoro tecta 'KMII knaccuduuupyercst Ha cemeliHy1o
(60 %) u Hecemerinyo (40 %) [7-9].

['enernueckue TecTUPOBaHUS AEMOHCTPUPYIOT
OTPOMHYIO T€TEPOr€HHOCTh M Pa3sHOOOpa3ue MOJICKY-
JSpHBIX myTer Oonee yem ¢ 2000 myTtanuii B reHax
capkoMepHbIX OenkoB. HekoTopble U3 MyTauuii cyu-
TAIOTCS MaTOT€HHBIMH, TOTJIa KaK MaTOTeHHOCTh JIpY-
rux octaércsa Heomnpenenéuuoit [10]. Cesazp ¢ ['KMII
JOKa3aHa AJis1 HanOoJiee YacThIX MaTOreHHbIX BapHaH-
TOB B OCHOBHBIX I'€HaX, KOJUPYIOLIUX OCJIKU CapKoMe-
pa—muo3un (MYH7), Muo3un-cBsi3biBatomunii 6enok C
(MYBPC3), tponionnn (TNNT2, TNNI3), nérxyro nens
muo3una (MYL2, MYL3), rportomuiosun 1 (TPM1) u ak-
tun (ACTCL) [1, 3, 5, 11].

Mytauuu B renax MYH7 u MYBPC3 oTBeTcTBEHHBI
3a 40 % Bcex I'KMII u 70 % cemelinbix cayyaes [12].

Mytanuu reroB punamuna C (FLNC) u ansda-ku-
Ha3bl 3 (ALPK3) numeroT Beckue J10Kka3arenbCcTBa CBOSH
npuyactHocTy K ['KMII [13, 14].

Tpomonun C1 (TNNC1), Gorarsiii qucTtenHOM
u rounuHoM Oenok 3 (CSRP3) u aktun anbda-2
(ACTN2) siBnsitoTcst CapKOMEPHBIMH T'€HaMHU C YMEpeH-
HBIMH J10Ka3aTeJIbCTBAMH IIPUUMHHO-CIIEICTBEHHOH CBSI-
3u ¢ 'KMII [15].

Capkomep-neraruHas ['KMII BkitouaeT cocto-
SIHUSI, BBI3BAaHHBIC MYTAlMsIMH B HECAPKOMEPHBIX Te-
Hax U ¢eHokonusmMu. Myrtanuu resa ¢ochonambana
(PLN), koTOpBIif y4acTBYeT B PETYJISILIMU KaJbLIHEBOTO
Hacoca, UMEIOT yOeIuTeNnbHbIe JOKA3aTeJIbCTBA IPUIKH-
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Ho-cneacTBeHHoi cBszu ¢ [KMII [13, 14, 16]. Umerot-
Csl MyTallM JIPyTUX TeHOB — Kak capkoMepHbIx (TTN,
MYHG6, NEXN, TCAP), tak u HecapkomepHbix (RYR2,
VCL, MYOZ2, FHL2) — c orpaHu4eHHBIMU JJOKA3aTElb-
ctBami cBsi3u ¢ ['KMII, mosToMy HE0OXOMMBI JIOTIOJ-
HUTEINbHBIC UcciienoBanus [1, 11, 16].

B cooTBeTcTBHU C COBPEMEHHBIMU PEKOMEHAALIHSI-
MH, TECTUPOBAHUIO ITOIEKAT TOJIBKO I'eHBI C YOS IUTEIb-
HBIMH JloKa3arelbcTBamu acconuanuu ¢ KMIT [1, 5].

Monexynsapnsiii natorenes 'KMII, accounuponan-
HOU ¢ MyTalMsIMHU B T€HaX, KOAUPYIOIIUX OJIKU CapKo-
Mepa, MOJKET OBITh CBSI3aH C HAPYLICHUEM KaJlbIIHEBO-
T0 rOMEOCTa3a, OBBILICHUEM YyBCTBUTEIbHOCTH MHO-
(¢UIaMEHTOB K HOHAM KaJIbLHsl. DTO IPUBOJHT K YCH-
JICHUIO COKpAIICHUS CapKOMepa B CUCTOITY, CHUXKEHHIO
pacciabieHus B AMACTOILY, THIIEPTPOPUIECKOMY PeMO-
nenauposanuto [3, 17, 18].

[IporcxoanT NOBBILICHHE CUHTE3a YMOPUOHATIBHBIX
(dopM capKOMEpHBIX OCJIKOB M aKTHUBAIMs KHHA3HBIX
CUTHAJIBHBIX KacKaJo0B, 00eCNEeUNBAIOUINX MPOLECCHI
COOCTBEHHO THNEPTPO(YUU KapIUOMHUOLUTOB, POJIH-
¢depanuu hudbpobdiacToB, Tpanchopmannu pudpobdia-
cToB B Muo(uoOpoodactsl [3, 5]. Habnronaercs pasno-
HaNpaBJICHHOE PACIIOI0KEHUE KAPAUOMUOLIUTOB U MbI-
LIEYHBIX BOJIOKOH ((peHoMeH «disarray»), HHTepCTHULH-
anbHbI GUOPO3 pa3HOW CTENEHH BBIPaKEHHOCTH [3].

JuarHoctTuueckue TPyAHOCTH MOTYT BO3HHKATh
IPU COCTOSTHUSIX, NPUBOASALINX K BTOPHUYHOH THIIEp-
tpoduu JIK (I'JIXK), Brmtoyast pemoaenupoBanue, 00-
YCIJIOBJICHHOE CIIOPTHBHBIMH TPEHUPOBKaMH («cepa-
L€ CIIOPTCMEHa) WM JUIMTEIILHONH CUCTEMHOM rumnep-
TEH3UEH, KOTOphIe MOTYT (PEHOTHIIMYECKU COBIAIAThH
¢ 'KMII [5].

®enorun ['KMII MmoxeT ObITh Y TAIIMEHTOB C pa3-
JMYHBIMU CHCTEMHBIMU 3a00JI€BaHUSIMU, TAKUMH KaK
0one3nb Annepcona — ®adpu, Oonesns JlaHoHa, rim-
KoreHo3sl (Hampumep, Oone3ns [lomne), ammionnos,
atakcus @punpetixa, cuaapom HyHuana. Dtu 3aboe-
BaHUsI TEHETUYECKOW U HETeHETUYEeCKOH MPUPObl Ha-
3piBatoT peHokonusmu ['KMIT [1].

Xorts crenenb U pacnpenenenue I'JOK moryT ObiTh
aHasiornyusl TakoBeIM npu 'KMII, BbI3BaHHOM MyTa-
OUSIMU CapKOMEPHBIX T€HOB, MaTO(PHU3UOIOTHIECKHE
MEXaHU3Mbl, OTBETCTBEHHBIC 32 THIIEPTPOPHIO, ecTe-
CTBEHHBI aHAMHE3 U CTPATEruy JICUCHHS, Pa3IHYHbL.
[To 5TMM IpUYUHAM APYTHE CepIICUHbIC UM CUCTEMHBIC
3aboneBanusl, criocoonsle Be3biBaTh [ JUK, He cienyer
paccmarpuBath kak ['KMII [1, 3, 5].

Kaaccnpuxanun runeprpoduueckoi
kapauomuonaruu. Ilaropusnosnorns
IIpu 'KMII cymecTByeT MHOXKECTBO HaTTep-
HOB TUNepPTPO(UH, KOTOPbIC 3HAUYUTEIBHO BaPbUPYIOT
JlakKe Cpeaiv POACTBEHHUKOB IIEPBO CTENEHH POJCTBA.
OTH U3MEHEeHUs1 MOTYT ObITh AU(Py3HBIMHU, CETMEH-
TapHBIMU (BKJIIOYAsl alyKajlbHbIE), O4arOBBIMU, MOTYT
BKJItOUaTh pacnpoctpanenue Ha IDK, Bo3moxHbI n3me-
HEHHsI MUTPAJIbHOIO KJlallaHa, HAJIM4YKE 3alO0JIHEHHBIX
KpoBbto Kpunr [5, 10].

B Hacrosiiee BpeMsi 0JJHOM U3 HanboJ1ee 4acTo MpH-
MEHSIEMBIX CXeM MOP(]OIOrnuecKoi KiIaccu(puKaLH sB-
nsetcs pazaenenue I'KMII Ha deTslpe Thna: anukaib-
Hast [KMII; cpennexenynoukosas ' KMII; 6a3anbHas
I'KMIT; nuddysnas TKMII [19, 20]

Bolaensitor Takke CHMMETPUYHYIO M aCUMMETPUY-
Hy1o ¢opmsl [5, 19].

[Ipu acummerpuunoin 'KMII nabnionaercs ru-
nepTpodus MeXoKeIy104koBoi neperopoaku (MIXKIT)
WM U30JIMPOBAaHHAS THUIIEPTPOQHUS APYTOH CTCHKH.

1. Acummerpuunas I'KMII:

a) runeprpodus 6azanpHOi yactu MXKII;

0) curmoBuHas runeprpopuposannas MXKIIL;

B) runeprpodus Bceit MXKIL;

r) asosikoBbimykias MXKII — runeptpodus cpea-
Heit yactu MXKII;

n) runeptpodus npyroii crenku JIK (6okoBoi,
3aHel).

2. Cummetpuunas Gopma I'KMII [5, 19].

IIpu cpennexenynoukosoit I'KMII Bo3zMoxHO BO-
BJIEUYEHHUE HE ToJbKO cpeaner yactu MIKII, Ho u cBo-
6oxnoii crenku JOK ¢ popmupoanuem JIK tuna «re-
COYHBIE Yackl». BO3MOXHO codeTaHue TUNEPTPOPUH
MKII ¢ runeprpodueii apyroro otaena JOK wmm [DK.
I'uneptpodus BepXyLIIKH MOXKET ObITh H30JIMPOBAHHOM
W COYETAThCSI C TUNEPTpOoUEl CPEAHUX CETMEHTOB
JDK [19].

Bosmoxna I'KMII ¢ anukanbHON aHEBpU3MOMH
[20-25].

Ota rpynna OOJbHBIX XapaKTEPU3YeTCsl BHICOKUM
puckoM BHe3anHou cepaeunoi cmeptu (BCC), tpom-
005MO0JINYECKUX OCIOXKHEHUH, MPOrpecCCUPOBAHUS
CH [22, 24, 26].

Psn npyrux mopdonoruueckux aHoMaJiii He SIBIIs-
10TCsl IuarHoctuyeckumu npusnakamu I'KMII, o mo-
TYT OBITh 4aCThIO (PEHOTUITUUECKOTO MPOSIBICHUS 3200-
JIeBaHUsl, BKIIIOYAs TUIEPTPOPHUPOBAHHBIE U CMELIEH-
HbI€ B allMKaJbHOM HAIIPABJIEHUH COCOYKOBBIE MBIIII-
1bl, KPUITHI MUOKap/1a, aHOMAJIbHOE KPEIIJIEHHE COCOU-
KOBOM MBIIII[BI HETTOCPEACTBEHHO K IEPEHEN CTBOPKE
muTpanbHoro kianana (MK) npu orcyTctBuu cyxo-
SKWIBHBIX XOpa, yanuHéHHsie ctBopku MK [5, 27-30].

Boraensitor 00CTpyKTHBHYIO U HEOOCTPYKTHBHYIO
I'KMII [1, 3, 5, 10, 19].

Mexanu3m 00CTPYKIMH BEIXOTHOTO OTAETa JICBOT'O
xenynouka (BOJDK) — runeprpopus MXKII u nepen-
HECHCTOJIMYECKOe JBMKEHHE nepeanel crBopku MK
[5, 10, 19, 27-31].

I'paguent nasnenus B BOJIXK orpaxaer cteneHs
0OCTpYKLINH, OH U3MEHSIETCS B 3aBUCMOCTHU OT (PU3H-
OJIOTUYECKUX YCJIOBUI Harpy3ku (Hampumep, yBelu-
YMBACTCS MIPH YMEHBIICHUH 00BbEMA JKEITYI0UKOB H3-
3a 00€3BOKUBAHUSL, YIIOTPEOICHHS AJIKOTOJIS WITH TTUILIH,
IIPU IepeXo0/ie B BEPTUKAIBHOE MOJI0KEHHUE). DTH N3Me-
HEHHS 4acTo SIBJIAIOTCS IPUUMHON €XKETHEBHBIX KOJle-
Oanuit cumnTomoB. [Ipuém Oeta-010KaTOpPOB CHIKACT
creneHp oocrpykuuu [5, 10, 31].

[lepenne-cucronudyeckoe IBM)KEHHUE IEpeaHEl
ctBopkd MK npuBOIUT K MUTpaibHON perypruTanun
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B CEpE/IMHE U KOHIIE CUCTOJIbI. BBIpaXkKeHHOCTh MUTpaIIb-
HOMW perypruTanuy IMHaMUYHa, CTETIEHb MEHSAETCS C U3-
MEHEHHEM TsKeCcTH oOcTpykimu [29, 31].

[lepenne-cucronuueckoe IBUKEHUE NepeaHEN
ctBopkr MK 00yCJI0BIICHO yITMHEHHEM CTBOPOK U XOPJL
MK, sddexrom Benrypu, cMelieHueM TOUKH KoarTa-
u ctBopok MK knepenu, 6mmke k MK, B pe3ynbra-
T€ YMEHbIIEHHsI COOTHOILIEHUS JJIMHBI ITepeIHel 1 3a1-
Heill ctBopok MK. Yckopenne kpoBoToka B BOJIXK yBe-
JIMYMBAET MEPETHE-CUCTOINUECKOE JBHKEHUE Tepe-
Hel ctBopku MK [27].

Bpoxnénnsle aHomanuu, Npu KOTOPBIX MauIIsp-
Hasl MBIIILA NPUKPEIIsieTcsl HenocpeaAcTBeHHO kK MK,
MHOTJIa IPUBOIAT K o0cTpykumu cpeaneid yactu JDK
U MMEIOT 3HA4YEeHME NI MJIaHUPOBAHUS MHBA3HUBHBIX
crpareruit neuenus [ 10, 27-30].

[Ipu o6crpykrusuoit ' KMII nabnronatorcst Hapy-
LIEHUs] BHYTPUCEPACUHON TeMOJUHAMUKH: YBEJINUEHNE
CUCTOJIMYECKOro AasneHus B nosoctu JOK; ymnnenne
nepuona pacciadnenus JDOK; nmoBeimenne auactoiu-
yeckoro gasieHus B JOK; MuTpanbHad perypruranus
Ha (OoHE IepeAHe-CUCTONNYECKOT0 IBIKCHUS ITepeTHeN
ctBopkr MK; ymeHblIeHe cepaedHoro Beiopoca [29].

Bricokoe BHYTPHUIIOJIOCTHOE JaBJI€HHE, HEPaBHO-
MEPHOCTbH COKPAILLCHUS U pacciaaliIeHHs! JKeIy10UKOB,
puruanocts JIK BeneacTBue runeprpodun Muokapaa,
uieMun 1 GpuOpo3a NpUBOIAT K AUACTOINIECKON TUC-
¢ynkuuun JIXK [5, 10].

B HekoTophIX citydasix BO3MOXKHA TpaHchopManus
nuactonuyeckoit CH B xoneunyto craauio CH ¢ Hus-
Kot hpakuueit Beiopoca (OB) [10, 32].

VY 5-10 % nauueHTOB HabIrOAaeTCsT 0OCTPYKLMS
Ha ypoBHe cpenneit yactu JOK. 'KMII ¢ o6ctpykuueit
Ha yPOBHE Cpe/THEN YacTH ey 104YKa — OATHIL, KOTOPBIN
cBsizaH ¢ runeprpodueii crenok JOK B cpenneit yacTw,
HapyleHrneM onopoxkaenus JIK 1 anukanbHOM 3aepok-
KOM KpOBH, BBI3BAaHHOM anMKajIbHON aHeBpu3Mo [33].

Taxoli BapMaHT UMEET Xy /NN IPOTHO3 IO CPaBHE-
HUIO C PaclpoCTPaHEHHBIM TUIIOM, YTO CBSI3aHO C IIPO-
rpeccupoBaHueM B TepmMuHanbHyto ctaauto CH, BCC
u aranpHOl aput™ueii [19, 34].

HeobOctpykTuBnas ['KMII BcTpeuaercss oTHOCH-
TEJNbHO PEJIKO U UMEeT JIyqiuii nporuo3. Ilo naHHeIM
axokapauorpaduu (OxoKI'), HeobcTpykrusHas ' KMIIT
M0JIpa3/IeNsIeTCsl HA HECKOJIBKO THUIIOB: pacpOCTpaHEH-
HBIW, TUQPepeHIUPOBAaHHBIA, OTPAHUYCHHBIN U THII
co camwkennon ®B [19].

[Ipu pacnpocTpaHéHHOM THIIE HEOOCTPYKTUBHON
I'KMII mporxo3 syuiiie ¥ CHMOTOMOB MEHBIIIE, B TO Bpe-
Msl KaK IMalueHThl ¢ Hu3koi @B nMeroT 6osiee BEICOKYO
CcMepTHOCTS [23].

H. Chung u coagr. (2020) oOHapy:xunu 6osee BbIpa-
JKEHHYIO AnnaTtanuio esoro npeacepaus (JII1), nuacro-
mrueckyto auchynkuuio JOK B rpynne 00ibHBIX C He-
anukanbsHoil ' KMII, ueM ¢ anukanbHOM. ABTOPBI BbIs-
BIJIM CBA3b MEXKAY PEAKUMU BapHaHTaMU B HECKOJIBKHUX
rerax capkomepoB u penoruniom I'KMII [35].

VY 75 % nauuentos ¢ Bepxyuieunoit ' KMII ve 06-
HapyxuBaercs MyTauuid. Cpenu octaibHbIX 25 % npe-
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obmagarot mytaiuu ACTCL/TPML1 [19]. MoxHo mpe-
MOJIOKUTb, YTO HEKOTOPbIE MyTaIlMU CIIOCOOCTBYIOT He-
OJIarOMPHUATHOMY PEMO/ICITUPOBAHUIO CEP/IIIA U YTO BO3-
MOJKHA CTpaTH(HKAIHS PUCKA HA OCHOBE T€HETUYECKO-
ro npodunuposanus [3, 35-37].

Myraruu B rerax MYH7 u TNNT2 acconumnpyrores
¢ OoJiee paHHUM IOSIBJICHUEM KJIMHUYECKUX MTPOSIBIICHUH,
BBICOKOI YaCTOTOM JKEITyTI0UYKOBBIX apUTMHUM, TOTJIa KaK
npu mytanusx B renax MYBPC3 u TNN13 ormeuaercs
OoJiee JOOpOKaUECTBEHHOE TeueHue 3aboseBanus [37].

Kannnyeckne nposiBjieHUs TUNepTPOGUIeCKOM
KApAMOMHONIATHH

[Mamuentsr ¢ 'KMII MoryT ObITH OECCUMITTOMHBI-
MU JUIUTEIBHOE BPEMs, Y HEKOTOPBIX CUMIITOMBI pa3-
BHBAIOTCS CIIyCTSl MHOTO JIET TIOCJIE MOSIBICHUS dJIEK-
tpokapauorpadudeckux (OKI') mmm DxoKI-npuzna-
koB ['JDK [10, 26].

CuMOTOMBI MOTYT OBITH OOYCIIOBIICHBI HIIEMHUEH
MHUOKapJia, 00CTpyKIHel (CHHKONaIbHbIE COCTOSHHUS),
HapyleHusMu putma cepaua, CH [3, 5, 10, 26].

l'uneprpodus Muokapaa, MUKPOCOCYIUCTAsT JHC-
(hyHKUUS ¢ HApYLIEHUEM pe3epBa KOPOHAPHOTO KPOBO-
TOKa, MEAMaIbHas TUIIEPTPOGUS HHTPAMypaJIbHBIX ap-
TEPUOJI U UX TOHWKEHHAS IFIOTHOCTb SIBJIIOTCS TPUYH-
Hamu uieMuu Muokapaa npu I'KMII. Otu napymenus
MOTYT yCyTyOJISThCSI HATMYMEM MUOKAPAUAIBHBIX MbI-
IIEYHBIX MOCTHUKOB, NIPH KOTOPBIX HapyIIEHHUE KPOBO-
TOKa 00YCIIOBJICHO KaK CYKCHHUEM MPOCBETA, TaK U Kpa-
TKOBPEMEHHOW KOMIIpeccHell BO BpeMsl COKpallleHUs
runepTpodpupoBaHHoro Muokapaa. CHUKEHHE pesep-
Ba KOPOHApHOI'0 KPOBOTOKA MPOMCXOAMUT O€3 CTeHO3a
SMUKApIUAIBHBIX apTepuil, XOTsI HAIMYHME COILYTCTBY-
IOLIET0 aTePOCKIIEPO3a YCYTryOIIsieT HILIEMHIO U CBS3aHO
¢ yXyAllleHueM mporHosa [3, 5, 21, 26, 38].

[loBbIIEHNE AKTUBHOCTH KapAMOMHOLUTOB BBI3bI-
BACT YBEJIIMUECHHUE MOTPEOHOCTH B KUCIOPOAE, 0COOEH-
HO B TUIEPTPO(UPOBAHHBIX 00JACTAX, YTO HPUBOIUT
K KJIETOYHOM T'MITIOKCUU. DTO SABJSIETCA OCHOBOM pa3BU-
tus Gubdposa [21, 26].

Bricokoe BHYTPUIIOJIOCTHOE JaBJI€HHE, HEPaBHO-
MEPHOCTh COKPAILLCHUS U paccialiIeHHs JKEeIy104KOB,
purnanocts JOK BenencTBue runepTpoduu MHOKap-
Ja, uiemMur 1 Gudpo3a BeAyT K AUACTOIINIYECKOM AnC-
¢ynkuum JIXK [5, 10].

VY GosblIMHCTBA OOJIBHBIX UMEETCSI ceplieuHas He-
JOCTaTOYHOCTb C COXpaHEHHOH (pakuuell BeIOpoca
(CHc®B) ¢ HapyiieHueM peliakcaluu, pacTsiKUMOCTH
u HanosnHeHus JOK.

[Ipu CHc®B y nauuentos ¢ 'KMII gacto nabmio-
JIAt0TCs JIEroyHasi TUIEPTEH3Us U OTCYTCTBHE YBEIH-
YeHHUsl yAapHOro 00bEMa MpHu (U3UUECKON Harpyske
[10, 31, 39-41].

YV HEKOTOPBIX MALlMEHTOB UIIEMHUS MUOKAp/Ia, 3aMe-
ieHue ero (puOpo3HOH TKAHBIO BEAYT K PA3BUTHIO CHCTO-
nr4eckoi qucdynkunn 1 tpancopman CHedB B CH
¢ Hecoxpaunéunoit ®B (CHu®B) [10, 21, 29, 31, 32].

VY Takux ManueHToB HaOII0AaeTCsl PEMOJICITUPOBa-
HUE C YBEJIMUYEHUEM KaMep ey I0UYKOB, KOHEUHOT'O 11~
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ACTOJIMYECKOTO M KOHEYHOT'O CHCTOJINYECKOT0 00bEMOB
JIK, a Taxke perpecc runeprpodun uz-3a auddysHo-
ro pyOlLeBaHus Ipy 3aMeIleHH MUoKapaa puoOpo3Hoit
TKaHBIO B pE3yJIbTATE MUKPOCOCY TUCTOMN HUILIEMHH, CHH-
skeane @B <50 % [10, 21, 26, 38].

Octpas CH BcTpeuaercs HEUacTo, OJHAKO OHA MO-
JKeT OBITh CIPOBOLIMPOBAHA TAKMMH COCTOSHHSIMH,
Kak Taxuaputmus (Hampumep, ®I1), nmemus, ocrpas
WIM yCUJIMBAIOIIAsACA MUTpaJIbHAs peryprutauus (Ha-
npumep, paspbis xopna) [31].

[Ipu neo6crpyktuBHOM [’ KMII nauneHTs B 0cHOB-
HOM HaxOJsTCS B CTAOMIBHOM COCTOSIHUH, KaK IIPaBHJIO,
C COXpaHEHHON CHUCTOIMYECKON QyHKIMEH, CHMIITOMA-
mu CH nérkoit crenenu TsHkecTH uin 0e3 HUX U B 1ie-
JIOM ¢ OnaronpusiTHBIM porHoszom [10].

BoznukHoBenne ®I1 MokeT OBITH BBI3BAHO COYE-
TaHHBIM 3()()EKTOM CTPYKTYPHOTO U BIIEKTPUYECKOTO
pemoaenuposanus JIII, BerzBannoro I'KMII, a takxke
MOJKET OBITh CBSI3aHO C M€HETUYECKMMHU (DaKTOpaMHu.
Caumxenue annactuuHocty JDK, noBbIIeHHE KOHEYHOTO
nuactonnueckoro fgasinenus B JOK npuBonut x yBenu-
yeHuto noctHarpysku JII1 u nporpeccupytorueii ero au-
JaTauuu. DiaekTpuueckoe pemoaenuponanue JIII tak-
K€ OKa3bIBAaeT BaXKHOE BIMAHNE Ha BO3HUKHOBeHUE DI
y nauuenTos ¢ 'KMII. [Tepsuunas muonatus npeacep-
it mpu ['KMIT, conpoBosknaromasicst 6ojee BBICOKOIH
pacipoctpanéHHOCTbIO (prdpo3a mpeacepaunii, crnocoo-
ctByeT pazsutuio OII [10, 42, 43].

®II Berpeuaercs y nanuentos ¢ 'KMII B 6 pa3
yarie, 4eM B 0011eld OMYJISILIMH, COTTOCTABUMOM MO BO3-
pacty u noisty [44].

Hawubonee Bricokas yacrora PII nabmronaercs
y OousibHBIX ¢ ucxojgoM B CHHOB (58 %) [32].

Boznuknosenue @II, kak npasuiio, B 6osee MoJo-
JIOM BO3pacTe, UeM y HaceJeHUsI B LIEJIOM, 3HAUUTEb-
HO yBEJIMYMBAET PUCK HEOIAroMmpUsTHOTO KIMHUYECKO-
ro TeueHus [31].

Mertaananuz M. Du u coasr. (2023), BKIFOYaBIIHi
11 uccaenoBanuii 27 369 nanmenTtoB ¢ ' KMII, u3 Hux
3913 — ¢ @II, nokazain, yro namueHTel ¢ I'KMII ¢ OII
uMenH Oosee BBICOKMI PUCK CMEPTH OT BCEX NPHYUH
(B 2,75 paza), cMEpTH OT CepACUIHO-COCYIUCTHIX 3a00JIeBa-
Huii (B 2,62 paza), BCC (B 7,09 paza), cMepTH, CBSI3aHHOM
¢ CH (B 2,04 paza), u cmMepTH oT uHcyJbTa (B 17,05 paza)
1o cpaBHeHUIO ¢ narueHTamu ¢ ['KMIT 6e3 @IT [42].

B npoTuBONONIOKHOCTE 3TOMY, COIVIACHO JIaHHBIM
E.J. Rowin u coasr. (2017), ®II He sBnsieTcst He3a-
BUCUMBIM (akTopoMm, onpexaessitomum pazsutue CH,
1 HE CBsI3aHa C yBEJIMUEHNEM CMEPTHOCTH B cBsA3u ¢ CH,
BCC, ot Bcex npuuuH [44].

[Tanments! ¢ 'KMII u nepcuctupyromeit nnu na-
poxcuzManbHOM DIl UMEOT BBHICOKUI PHUCK Kapauo-
9MOO0JIMYECKOT0 MHCYJIBTA, T0O3TOMY aHTUKOAryJsHT-
HYIO TEpPAIUIO MPSMBIMU MEPOPAILHBIMU aHTHKOAry-
JSHTaMU (MJIM, B KAa4eCTBE allbTEpPHATHUBLI, Bapdapu-
HOM) CJIEAyeT pacCMaTpUBaTh HE3aBUCUMO OT OLICHKH
CHA2DS2VASc [5].

[puunnamu cunkone npu 'KMII sBisitorest 00-
crpykuust BOJDK, nonnas arpuoBentpukyisipHas (AB)

Onokana, AMCPYHKLUSI CHHYCOBOTO y3I1a, yCTOMYMBAs
xkemynoukoast Taxukapaus (OKT).

O kapaMaIbHOM MEXaHHU3ME CHHKOIIE MOXHO Iy-
MaTh IpU BOSHUKHOBEHUH BO BpeMs (PU3NUECKOH Ha-
Tpy3KH, KOTOpasi MOXET MPOBOLUPOBATH OOCTPYKIHIO
WK yCyryomnsiTh e€. ApUTMOICHHBIH MEXaHU3M CHH-
KOIIE CJIEAyeT 0J03PEeBaTh P HAJTUUUU TaXUKaApAUU
Win OpaJiuKapIuu: B 3TOM CIIydae MOKa3aHO UINTEIIb-
Hoe MoHuTopupoBanue JKI [45].

VY nanuentoB ¢ ['KMII 6e3 oOcTpyKumu ocMoTp
MOJKET HE BBISIBUTH M3MeHEHHH. [Ipu 0OcTpyKTHBHOM
I'KMII BbIcTymIMBaETCS CUCTOIMUYECKUH IIIyM IO JIEBO-
My Kpato rpyaussl, Bo 11 MexxpeOepbe cnpaBa ot rpy-
JUHBI U Ha BepXylUIKe. VIHTEHCUBHOCTH IlIyMa YBEJH-
YUBaeTCs NPU YMEHBIIEHUN NpPEAHarpy3KU U MOCTHA-
IPY3KH (IpU NEPEXo]e B BEPTUKAIBHOE MOJIOKEHUE
WK TIpH 11poOe BanbcanbBel), Tak Kak 3TO yBEIUUUBa-
eT obctpykuio. CUCTONNYECKUH IIyM Ha BEPXYIIKE,
He CBsI3aHHBIH ¢ | TOHOM, 00yCIIOBJIEH MUTpPAJIbHOM pe-
ryprurtanuei [3, 5].

METOAbl ANATHOCTUKW

DJIeKTpoOKapauorpagpus
H X0JITePOBCKOe MOHUTOPHPOBAaHHUE

Bonbraxknsie kputepun ['JIK (mamexc Cokosno-
Ba — Jlaiiona, KopHenbcKuil BOJNBTaKHBIM MHICKC)
npu ['KMII Berpeuatorcs peaxo (2 %). Haubonee ya-
CTBIMHU SIBIISIIOTCSI M3MeHeHus1 cermenTa ST u 3y6ua T,
nuHBepcust 3youa T B HKHUX ¥ OOKOBBIX OTBEICHHSX.
VY nnunenue untepBana QTc orpakaer runeprpoduio,
¢ubpo3, a TakkKe MEKTPOPU3UOIOrHIECKOE PEMo/Ie-
JUPOBaHKE KapAHOMHOLIUTOB, XapaKTepU3yIoLIeecs 3a-
METHBIM YCHJIEHHUEM I03/IHEr0 HATPHUEBOTO TOKa U 3a-
MeJICHHOU penosisipu3arueii [46]. 3yousr Q B couera-
HUH C TIOJIOKUTEIbHBIME 3yOLamu T B TeX e oTBefe-
Husix (HecoorBercTBue Q/T) m rurantckue (> 10 mMm)
orpuuatenbubie 3yOusl T B mepeiHeOOKOBBIX OTBEE-
HUSX perucTpupytorcs npu capkomeproi ' KMII. Huz-
KHH BOJIBTAaX MHOTa HAOMI0AAeTCsl Y AllMeHTOB C Tep-
MUHaJIbHOU craauel capkoMepHoil ' KMII u siBnsercs
npusHakoM auddysnoro ¢udposa. [lonsém cermen-
ta ST ¢ orpunarensHeiM 3yOnoM T MOKET cBUAETEIB-
CTBOBATb O Pa3BUTHHU AlIMKAJIbHOM aHEBPU3MBI, OOBIYHO
Ha (OHE CPEAMHHO-KEITYA0YKOBON 00CTpyKIHu [46].

Perucrpanust rirybokux, HO y3kux 3yOuoB Q B je-
BBIX IPYIHBIX OTBEICHUAX 00yCIIOBIIEHA rHIIepTpodueit
MIKII. IIceBnonndapKkTHAs KpUBasi ¢ perucTpanuei mna-
tosornyeckoro Q wim QS cBsizana ¢ nmossiMu Gpudpo3a.

«['urantckue» (> 10 MM) CHMMETpPUYHBIE OTPHILIA-
TesbHbIe 3yOns! T B rpyIHBIX OTBEICHUSAX PETUCTPHUPY-
I0TCsI IIPH BepxyLieuHoi runeprpoduueckoit KMII [46,
47]. Koppensiuuu Mexay CTENIEHbIO HEraTHBHOCTH 3y0-
ua T u pe3yspTatamMu 3XoKapAuorpaduuecKux uamMepe-
HUI 00HApYKEHO HE ObUI0. Y MAlMEHTOB C AlTUKAIbHbI-
Mu aneBpu3Mamu 3yoen T MmoxkeT Hopmanu3oBaThes [47].

Wusepcus 3y6ua T 110001 cTeneHu NpucyTCTBYET
y 93 % nanuenTos ¢ Bepxymeunoit ' KMII. Onnako Ha-
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JMYHE «TUTaHTCKUX» OTpULATeIbHBIX 3yOnoB T ropaszmo
Oonee BapuabeIbHO: UMEIOTCS JaHHBIE O paclpocTpa-
HEHHOCTH 3TUX U3MEHEHHUH cpeau OOJBbHBIX C BEpXy-
meyHoi ' KMII B CeBeproit Amepuke ot 2 10 47 % [48].

Onucansl cityyau peructpaunu usmenenuii Ha OKI,
XapakTepHbIX 1151 cuaapoma bpyrana (henoxornuu bpy-
raga), y naueato ¢ 'KMII ¢ naTorennoil myTtanuei
B reue MYBPC3 u orcyTcTBHEM MyTaluuii, OTBETCTBEH-
HBIX 3a cuHpoM bpyrana [49].

Heycroitunpas XT B pexomenanusax kak Esporneii-
ckoro obuiecta kapauosoros (ESC, European Society
of Cardiology), Tak 1 AMEpUKaHCKOH KapAHOJOruye-
CKOH accounanni/ AMEpUKaHCKON KOJUIETUH KapAuoJIo-
roB (AHA/ACC, American Heart Association/American
College of Cardiology) BritoueHa B 4uciio (hakTopos
pucka BCC, xotopsle ciieyeT yuuThIBaTh Py NepBUY-
Holi npodunakrtuke BCC [46].

Puck BCC sBnsiercss BHICOKMM NPU HEYCTOWYMBOH
KT, xorna npu MOHUTOPUPOBAHUM B TeueHue 2448 u
perucTpupyrTcs yacTbie mpodexku (> 3), Ooiee mpo-
JIoJpKuTenbHbIe (> 10 cokpalienuit), ¢ BBICOKOH 4acTo-
toit (> 200 yn/mun) [5].

Nmetorcs Hekoropele nuaMenenust JKI', vacto Ha-
omopatomuecs npu Gpenoxkonusx ['KMII. Brrsisnenue
YKOpO4YeHHOTo nHTepBana PQ, nenbra-BoIHBI SBIACTCS
OCHOBaHHUEM JJISl IOMCKa TIIMKOTEHO30B, Oone3nu [la-
HOHa, Oosie3nu AHaepcona — ®abpu, MUTOXOHAPHAIIb-
HOU 00J51e3HN. ATPHOBEHTPHUKYJIISIPHBIE OJIOKaIbl YaCTO
HAOJIFOIAF0TCSI IPH aMUIIOU03€, 00JIe3Hn AHJEPCO-
Ha — @abpu B no3aHei craguu, 6oneznu [lanona, cap-
kongosze, PRKAG2-kapanomuonatuu. BeipaxenHnas
runeprpodust JOK xapakrepna mis 6onesnn JlaHoHa,
6onesnu [lomne, PRKAG2-kapaunomuonaruu. Hus-
kuii BosibTaxk QRS wacto Habto1aeTCs Mpyu aMUIOU10-
3e u atakcun Ppunpeiixa. [Ipu amunonnose Bo3MoOKHA
nicepionH(apkTHas kpusas [1, 3, 5].

JlaGopaTopHbIe TeCThI

Obs3arenbHbIe 1TAOOPATOPHBIEC TECTHL Y BCEX 00IIb-
HbIX ¢ (heHoTrnom ['KMII BkitowaroT: anainus Ha Kpe-
atuH(pocPOoKrMHA3y, HA YPOBEHb HATPUYPETHUECKO-
ro ropmona (B-tuna) N-konresoro npornentuna (NT-
proBNP), tecTbl ansi oueHKH (YHKLUUH TIEYESHHU, OIpe-
JIeNIeHe TPOTENHYPUH, KpEATUHUHA, TPOTIOHUHA. Y BbI-
00pouHBIX OONBHBIX ISl UACHTH()UKAIUH (EeHOKONHIA
I'KMII HeobxoauMo OLleHHMBATh: YpOBEHb alb(a-ra-
JAKTO3UAa3bl A (MY>KYMHBI) I HCKITFOUEHHsI 00JIC3HI
Amnzepcena — ®@adpu, CBOOOIHBIX JIErKUX LENed HMMY-
HOTJIOOYJIMHOB M1 MMMYHO(HKCALMIO PH MTO103PEHUH
Ha AL-aMniomn103, ypoBeHb JlakTata (MpH Mo103pEeHUH
Ha MUTOXOHJpUAJIbHBIC OOJIE3HH), KAPHUTHHA (pa3BU-
e KMII npu nepuuHoM neduuure kapuutuna) [ 1, 3].

Ixokapauorpadus
Ox0oKI" nomxHa NpoBOAUTHCS B COOTBETCTBHH
CO CTaHAAPTHBIM MPOTOKOJIOM C M3MEPEHUEM TOJIILIH-
Hbl cTeHOK JDK B HECKONBKMX MPOEKUUAX HA pa3ind-
HBIX YPOBHSIX (0a3asibHBIC, CPEAHUE, BEPXYIICUHBIE CET-
MeHTHI) [1].
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Onenka rpaauenTa gasienus B BOJIK Heobxoauma
JUIS1 IMarHOCTUKK OOCTPYKTHBHOM (OpMBI 3a00J1€BaHMSI.

B 3aBucumoctu ot rpaguenta gasienus B BOJDK
BbIACIAIOT BapuanTel ' KMII:

» HeoOctpykruBHas ['KMII (rpaauenT naBienus
B BOJDK < 30 MM pT. CT. B IOKOE U IIPH HArpy3Ke);

» ooctpykrtuBHas ['KMII (rpaguenTt naBieHus
B BOJIXK > 30 MM pr. cT. B okoe);

* JIaTeHTHasi OOCTPYKUMsI: TPAJUEHT AaBICHUS
B BTJIDK <30 mm pT. ct. B okoe u > 30 (50) MM pT. CT.
npu "arpyske [1, 3, 10, 20, 29].

Xorts ans nuarHosa ooctpykrusnoit ' KMIT npume-
HSIETCS 3HAUEHHE TMKOBOro rpajguenta 30 MM pT. CT., Io-
POTOBBIM 3HAUEHUEM JUJIs1 OIIPEIENIEHNs TOKa3aHUH K UH-
Ba3MBHOMY JICUEHUIO SIBJIAETCS TPAAUEHT > 50 MM PT. CT.
[1,3,5].

[Ipu oTcyTcTBUM OOCTPYKIMH B MOKOE MPOBOJHUT-
s OLIEHKA IPaJIMEHTa BO BPEMsI BBIITOJIHEHUS] MaHEBpa
BanbcanbBbl, B OJI0KEHUH CHJSL M CTOSI y BCeX 00JIb-
HbIX. Ecim 5TH 1poObl He MpUBENHU K YBETUYEHHIO Ipa-
JUEHTa JaBieHUs > 50 MM PT. CT., y CAMITOMHBIX 0O0JIb-
HBIX He0OXx0 1Mo TipoBeneHue crpecc-OxoKI ¢ dhuzn-
yeckoit Harpyskoi [1, 3, 5].

[IpoBenenus npoOsl BanbcanbBbl HEIOCTATOYHO,
TaK KaK OHa He 00J1aJaeT JOCTaTOYHOM YyBCTBUTEIILHO-
cThio [1, 5]. dapmakonoruueckas MpoBOKaIUs ¢ 100Y-
TaMHHOM HE PEKOMEH/TyeTCs, IOCKOJIbKY OHA HE SIBJISET-
sl PU3HOJIOTUYHON U MOXKET IJI0XO0 IepeHocuThes [1, 5.

Bosmoxen Bapuant I'KMII co cpennexenynouko-
BOM 00CTpyKLHel — Ha ypoBHe cpeaneit yactu MXKII
[19].

Ona MOXeT ObITh H30JUPOBAHHON HITH COYETATHCS
¢ oocrpykuueir BOJDK. Kpurepuu rpaguenta nasie-
HUSL IS CPeIHE-KeITy IOYKOBOM 00CTPYKIMH HE OIpe-
nenenst [1].

[Ipu nposenernn OxoKI' MoryT OBITH TPYAHOCTH
B 00HApY>KCHUH JIOKAIN30BaHHOM runepTpodun. ¥ na-
nueHToB ¢ Bepxymednoit 'KMIT OxoKI" gacto nnrep-
NpeTHpyeTcsl Kak HopMaibHas. Ecin 310 cocTtosiHue
noao3peBaercsa (u3menenus Ha IKI'), Ho He sBIAsSETCS
OUYEBUHBIM MpHU TpaHcTOpakanbHOM OXoKI', cienyer
paccMOTPETh BO3MOXKHOCTb NPOBE/ICHUS] KOHTPACTHOM
OxoKI'. KoHTpactupoBanue nomoraet BEIIBUTb THIIEP-
TpOoUIO BEPXYLIKH, allUKAIbHBIC aHEBPU3MBI U aIlu-
KanbHBIA TpoMO [47, 48, 50].

Jlisl OLleHKH HACTONMYECKONW (PYHKIUH HCIIOJIb-
3yercs pomnmeporpadus TpaHCMUTPAIBHOTO MOTO-
Ka ¥ TKaHeBoi nomrmep. Ilpu Hapymenun penakca-
LU CHUXKAETCs CKOPOCTh paHHero HamosnHeHus JIK
(muk E < 0,5 m/c), cHmxaeTcss OTHOLIEHUE CKOPOCTH
paHHEro HaroJIHeHUsI K CKOPOCTH HarojHeHus B (azy
cuctonsl npeacepaus (E/A < 0,8). [Ipu noselieHun
JaBJICHUS B JIEBOM MPEICEPANH HAOII01aeTCsl PECTPUK-
TUBHBINA TN HanonHeHus JDK — oTHoIeHne ckopocTu
pannero HanonHeHus JOK (E) k ckopoctu HanosHeHUst
B (hazy cuctonsl npencepauii (A) E/A > 2 u otHoIICHHE
ckopoctH panHero HamonHenus (E) x ckopoctu nBu-
JKEHHUs KOJIbIla MUTPaJIbHOTO Kilanana (e'), onpenesnse-
MO C MOMOIIbIO TKAHEBOTO Jomuiepa, E/e' > 14. O0b-
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ém JIIT yBenuuusaetcs (> 34 mi/mM?), oTMeuaeTcs yBe-
JMYEHUE CKOPOCTH TPHUKYCIUAAIBHON perypruranuu
>2.8M/c[29, 51].

MarsuuTHO-pe30HaHCHAsA TOMOrpadus cepaua

MaruuTtHo-pe3oHaHcHas Tomorpadus cepamna
(MPT) ¢ koHTpacTUpOBaHUEM MO3BOJISICT OOJIEE MOJIHO
onpeaenutb penorun [KMII [1, 5, 6, 52, 53].

MPT na€t BO3MOKHOCTBH 0OJIee€ TOYHO M3MEPHUTH
TonuHy cteHku JDK, mydiiie tuarHocTupoBarts 1 o1e-
HUTb MHOXECTBO (popM rumeprpoduu, XxapakTepHbIX
st 'KMII. Mertox numeet O0blIOe 3HAYEHUE JUIS IV-
arHoctuku Bepxymeunoit 'KMII [22, 24, 26, 48, 50].

MPT Takske 103BOJISIET HICHTUPUIUPOBATH MAPKe-
pBI, CBSI3aHHBIE C MOBBIIIEHHBIM puckoM BCC, BkitO-
yasi aneBpu3My Bepxyuiku JOK, muddysHoe nosbiie-
HHE YPOBHS TaI0JIMHUSL B TIO3IHUIH MIEpHOJ (T. €. pudpo3
MHOKap/a) U KOHEUHYIO CTAAUI0 C CUCTOJIIMUECKOM AnC-
¢byHkumei n3-3a o0mmpHoro pyouesanus [26, 32, 53-56].
3HaYUTEIbHOE HAKOILIEHHUE a/10JIMHKS Ha MTO3/IHUX CTa-
JIUSIX TaKKe MOJKET Mpe/ICKa3blBaTh MPOrPECCUPOBAHUE
3a00J1eBaHus 10 TEPMUHAIIBHOM cTaauu, Koraa @B Haxo-
JUTCs Ha rorpaHnuaHoM ypoBae (o1 50 % 1o 65 %) [39].

MPT umeet BaxxHOE 3HaUCHHE TPU AU PepeHInab-
HoM nuarHose runeprpodun JOK npu ['KMII u runep-
Tpoduu, cBszanHol ¢ Al" (TunepToHnYecKoe cepaie),
1y CIIOPTCMEHOB, a TAKXKE BBISIBUTH XapaKTEPHbIE MTPH-
3Haku ammiioniHol KMIT u 6oneznu @abdpu [57, 58].

T1-kapTupoBanue oTpakact 00bEM BHEKIECTOUHOTO
npoctpanctsa. [Ipu 'KMII BHekeTOUHBIH 00BEM yBe-
JIMYEH, 3HaUeHUs HaTUBHOrO T1 3HAUNTENBHO yBENnuye-
HBI 110 CPAaBHEHUIO CO 3/I0POBBIMH CIIOPTCMEHAMH, Y KO-
TOPBIX BHEKJIETOYHBIN 00bEM CHIDKEH [57, 58]

IloznHee ycunenue ¢ rajioIMHUEM MPUCYTCTBYET
y nauuenToB ¢ ['KMII, uyTo cooTBeTCTBYET ydacTkam
¢ubposa, u He HAOIIONACTCS Y CIIOPTCMEHOB [S57].

Harusnsle 3nauenus T1 npu 6one3nn @abpu 3Haun-
tenpHO Hke, yeM rpu [’ KMIT. [Ipu amunoniose npu ot-
CPOUYCHHOM KOHTpacTUpOBaHUU Habronaercs auddys-
HO€ YCHJIEHHE CHI'Hajla OT MHOKapAa, a TaKXe MOBBI-
LIeHNe HaTUBHBIX 3HaueHUH T1 mpu KapTUpOBaHUU.
[Tpu amunono3e HAKOIUICHHUE TaJl0JMHUS 00YCIIOBIIe-
HO OTJIO)KEHHEM aMMJIOMJa, OHO IPOUCXOIUT Auddys3-
HO B OaccelfHax BCeX KOPOHAPHBIX apTepHid, Cy03HI0-
KapauajabHO U cyOsnukapauansHo B TDK u JOK [58].

OO0BEM KOHTPACTUPOBAHHOI'O MHOKap/a B OTCPO-
yeHHylo a3y 6oxee 15 % spnsercs npeaukropom BCC
[55, 58].

ITanuentam ¢ nomo3penuem Ha I'KMII, y koto-
peix OxoKI" He naér pesynbraroB, a MPT Henoctynna
WM IPOTUBOIIOKA3aHa, 115l YTOUHEHMS TarHo3a Moka-
3ana komnbtotepnas Tomorpadus (KT) [3, 5].

NEYEHWUE CUMNTOMOB U OCNOXXHEHUN
TMNEPTPO®UYECKOW KAPANOMUONATUA

Tepanus I'KMII Ha3zHavaeTcs 1 ynydlleHUs
(GyHKIIMOHAIBHBIX BO3MOXKHOCTEH M yMEHbBIICHUS

CHUMIITOMOB. Y MalMEHTOB C CUMIITOMaMH, 00yCIJIOB-
neHHbIMu o0cTpykiueir BOJDK, nenbio jeueHus sB-
JSIeTCsl yMEHbIICHHE OOCTPYKLUUHU C MOMOIIBIO MEIu-
KaMEHTO3HOH Teparuy, XUPYPruiecKoro BMeIaTesb-
CTBA WJIU aJIKOTOJIbHOM a0iisinuu nieperopojaku (AAIL).
[Tpu HAMTMYUKM CHMIITOMHBIX HapYILICHUH PUTMA ITpUMe-
HSIIOTCA aHTHapUTMHUYECKHE ITpenapaTsl. [Ipu BeIcokoM
pucke BCC mpoBoautcs e€ npouiakTHKa, UMIIaHTa-
uust kKapauoseptepa-aeduodpusitopa (K). [launents
C IPOIPECCUPYIOILEH CUCTOIIMYECKON UITM INACTOIHYE-
ckoii muchynkuueit JOK, pedpakrepHoii kK MeAMKaMeH-
TO3HOM Teparuu, MOTYT ObITh KaHAUATaMU JIJIsl TPaHC-
mia”HTanuu cepamna [1].

CHUMIOTOMHBIE NAMEHTHI ¢ TPAJUCHTOM JIABICHUS
B [IOKOE U IIPH TPOBOKALIMOHHBIX 1Tpodax > 50 MM pT. CT.
JOJDKHBI [TOTTy4aTh MEAMKAMEHTO3HYIO TEpaIHuIo C Lie-
JBI0 CHWDKEHUS IpafMeHTa AaBJIeHUs. BoIbIIMHCTBO
0eccMMNTOMHBIX HanueHToB ¢ ooctpykuueidr BOJIK
HE HYXJAIOTCS B JICYCHUH, HO B OTICIBHBIX CIIydasx
MOYKET OBITh PACCMOTPEHO (PAPMAKOIOTHIECKOE Jieye-
HUE 1151 CHUKeHus nasieHus B JOK.

[anuenTsl ¢ rpagueHToM HaBieHus < 50 MM pT. CT.
(B mMOKOE W IpW MPOBOKALMH) JOJDKHBI IIOJIydYaTh Jie-
YEHUE B COOTBETCTBUH C PEKOMEHIALUSAMH AJIsl HEOO-
crpyktuBHOM ' KMII, HO B HEKOTOPBIX ClTydasix MpH rpa-
nuente 30-50 MM pT. CT. ¥ OTCYTCTBUU JPYTUX IPUIHH
JUIS CAMIITOMOB MOXET OBITh pACCMOTPEH HHBA3UBHBII
MOAXO/ JUIsl CHIDKCHUS FpaiueHTa AaBienus [1].

MenukaMeHTO3Hasl Tepamnus, HalpaBJIeHHAs
Ha YMEHbLICHUE OOCTPYKIHH, BKIIOYaeT Oera-0ioka-
TOphl 0€3 Ba30IMIaTUPYIOLIEro ACHCTBUS (KapBeau-
7071 ¥ HeOMBOJION HE MOKa3aHbl) B J03€, TUTPYEMOM
JI0 MAaKCUMaJIbHO TIEPEHOCUMOM, MJTH HeIUTUAPOIIUPH-
JMHOBBIC aHTArOHUCTHI KalbLUs (BepanaMuil WiIn JTul-
THA3eM) C TUTPOBAHUEM JI03bl O MAaKCUMAaJILHO Iepe-
HOCUMOH. AHTarOHUCTHI KaJIbIU PEKOMEHI0BaHbI Ia-
LUEHTaM, KOTOPbIE HE IEPEHOCST WIIK UMEIOT IPOTHUBO-
rokasaHus Juis Oera-agpeno0aokaropos [1, 5, 26, 59].

AHTaroHUCTHI KaJIbLKUS CIIelyeT IPUMEHSITh C OCTO-
POXXHOCTBIO y MAIMEHTOB NPHU TsHKENOW 00CTpYKLNH,
TaK Kak Bazoaujatupyoumuii 3gdexkr Moxer ysenu-
YUTh TPAJAUCHT JaBieHus [5, 59].

Juzonupamu, TUTPYEMBbIH 1O MAaKCUMaJIbHO Iepe-
HocuMoU 110361 (00b19HO 400—600 MT/CyT.), MOKET OBITH
no0aBiieH K OeTa-aapeHobI0KaTopaM Mk 0JIOKaTopam
KaJIbLEBbIX KAHAJIOB, €CJIM MOHOTEpanus HedPEeKTUB-
Ha [l, 5, 26, 39, 59].

JuzonupaMu OTHOCUTCSI K aHTHAPUTMHUYECKUM
npenapaTtam IA kiacca, mpu 3ToM OH 00JagaeT CBOWi-
CTBOM CHMXAaTh TpajgueHT aasienus B BOJDK u ynyu-
HIaeT NEPEHOCUMOCTh (PU3NYECKOM HArPy3KH C HU3KUM
PHCKOM IIPOAPUTMOTCHHBIX 3()(HEeKTOB 1 O€3 MOBBILICH-
Horo pucka BCC. Bo Bpemsi TOBBIIIEHUSI 103bI CIICAYET
KoHTponupoBath nHTepBai QTc. JJuzonupamun ciemy-
eT n30erarh MaueHTaM C riayKoMol, My>K4MHaM C IIpo-
CTaTUTOM U ITALUCHTaM, IPHHUMAIOLINM JIPYTHUE Mperia-
patsl, yanunstomue natepsan QT [1, 59].

[Nanmenros ¢ oocTpykuuei cpeauneit uactu JOK cre-
JIyEeT JICYNTh BHICOKUMH JJ03aMH OeTa-aapeHo0I0KaTo-
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POB MJIM HEAMTHIPONHMPHINHOBBIX OJOKATOPOB Kajb-
[IMEBBIX KaHAJIOB (BeparmaMuiia uin quirtuazema) [1].

ATnuKaabHbIE AHEBPU3MBI JIEBOT'O JKETYJ0UKa CAMH
1o cede peKko HYKAAIOTCS B JICUEHUH. Y HEKOTOPBIX
NAlKMEHTOB Pa3BUBACTCS MOHOMOP(hHAs KTy T0YKOBast
TaxXUKapIusl, CBsI3aHHas C BEPXYLICYHBIMH PyOLIAMH, KO-
TOpBIE MOTYT MOJ1aBaThCsl KAPTUPOBAHUIO U a0JIalHU.

[Ipu BbIsIBIEHUU TpoMOa BHYTPU aHEBPU3MBI HE-
00X0/1MMO Ha3HAUYEHHUE MEPOPATIBbHBIX AHTHKOATYJISH-
TOB [1, 24].

[lerneBble WK THAa3UAHBIE JUYPETHUKU B HU3KOH
J103€ MO>KHO IPUMEHSATH C OCTOPOKHOCTBIO y OONBHBIX
C 3aCTOEM B MajJOM Kpyre KpoBooOpaiueHus Ha (oHe
oOcTpykuuu BeiHocsiero pakra JOK. Baxno nzberats
THIIOBOJIEMHUH, KOTOPAs yBEIMYMBaeT 00CTpyKuuio [ 1, 3]

Wuruburopsl cepaeynoit MuosnH-ATd-a3b1. MaBa-
KaMTCEH SBJISICTCS TIEPBBIM B CBOEM KJlacce MHIMOMTO-
poMm cepaednoit Muo3uH-ATd-a3b1, KOTOPEI AeiicTBY-
eT MyTéM yMEHBILIEHHs 00pa30BaHus aKTHH-MUO3HHO-
BBIX MOCTHKOB, TEM CaMbIM CHMKasi COKPATUTEJIbHYIO
CHOCOOHOCTD M yJIydllasi SHEPreTUKY MHOKapza, CHU-
’Kas rpagueHT aasinenus B BOJIK [1, 5, 26, 59-61].

3asepuena 11 ¢aza panroMu3upoBaHHOTO IJIaLie-
00-KOHTPOJIUPYEMOTO IBOHHOTO CJICTIOTO UCCIICIOBAHMS
EXPLORER-HCM, B koTOpO€E OBUIN BKIIOYEHBI MAIH-
eHThI ¢ cuMITOMHOH 06cTpykTHBHOW [ KMII ¢ rpaguen-
ToM nasiieHus oonee SO mm pr. ct. (123 — B rpymme neve-
Hus, 128 — B KOHTpONIBHOI rpymie). B rpynne maBakam-
TEHa 0TMEYaJIoCh OOJIbIIee CHIKCHUE TPAJUCHTA J1aB-
JICHUS1, yBEJIMUCHUE TTMKOBOT'O IOTPEOICHUSI KUCIOpoaa
(pVO,), ymenblienne cuMnToMoB. bonbiie nanuenTon
(80 mpotuB 40) nmenu camxenue kiacca CH mo xmac-
cudukamun Hero-Hopkckoii Kapmonornyeckoii acco-
nuaru (NYHA, New York Heart Association) [60].

CrnenyeT OTMETUTD, UTO AAHHBIN penapaT He 3ape-
ructpupoBal B Poccuiickoit ®@enepannn.

Wurnburopsl cepreunoid Muo3nH-ATd-a3bl He pe-
KOMEH/IOBaHbl B Ka4€CTBE MEAUKAMEHTO3HOM Tepanuu
NEepBOM JIMHUHU; CIIETYET PacCMOTPETHh BO3MOKHOCTh
UX NPUMEHEHMs B KaueCTBE TEpalMM BTOPOW JIMHUH,
KOI'Jla ONTHMajbHasi MEIMKaMEHTO3Hasl Tepanus Oe-
Ta-aJIpeHO0JI0KATOPAMH, AaHTATOHUCTAMHU KaJbIHs 1/
WIN TU30TIMpaMuioM Hed(h(HEeKTHBHA HITH TUIOXO Tepe-
HocuTcs. MIHrnbuTopsl cepreunoid MuosnH-ATd-a3el
HE CJIelyeT NPUMEHATD C IU30IMPaMUA0M, HO UX MOXK-
HO Ha3Ha4aTh OJIHOBPEMEHHO ¢ OeTa-aapeHobI0KkaTopa-
MU WM QaHTarOHUCTAMU KaJblKs. Y MalUEHTOB C MIPO-
THUBOIOKa3aHUSIMU WJIH HEMIEPEHOCUMOCTBIO OeTa-aape-
HOOJIOKATOPOB M @HTArOHUCTOB KaJIbIIM MHIHOUTOPHI
MHO3UH-ATd-a3bI MOTYT paccMaTpPUBATHCS B KAUE€CTBE
MoHoTepanuu. [1oBbIIeHre 1036 IpenapaTa 10 MaKCH-
MaJIbHOH (15 Mr) ciieayeT KOHTPOIUPOBaTh B COOTBET-
CTBHHU C O(MIHATIBHBIMA PEKOMEHAALMSIMU C HCIIOJIb-
3oBanueM OxoKI [1].

WHBa3uBHOE JeyeHne, HallpaBJIe€HHOE HA YMEHb-
mrenue tonmuael MOKIL, nmeer 1enbio yMeHbIINTh 00-
ctpykuuto BOJDK [1, 5, 29].

WHBazuBHOE JIeUeHHE U1l yMEHBILICHUS OOCTPYKILIMU
BOJIX Bxirouaer cenranbHyo MU3KTOMUIO U AATIL.
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WHBazuBHOE J1eUeHHE U151 yMEHBILICHUS OOCTPYKLIMU
BOJIX cnenyer paccMOTpeTh y NallMEHTOB C IPaUEH-
oM naBnenust JIK > 50 MM pT. cT., TAKENBIMU CUMIITO-
mamu CH (dynkumonansabiit kinace [I-IV o NYHA)
W/WITM IOBTOPHBIMH CUHKOIIE ITPY (PU3HYECKOH Harpy3-
K€, HECMOTpsI Ha MaKCUMaJIbHO MIEPEHOCUMYIO MEINKa-
MEHTO3HYI0 Tepanuio [ 1, 3]. IuBa3uBHOE NcUeHHE TaK-
K€ MOKET OBITh PACCMOTPEHO Y MALUEHTOB C JIETKUMHU
cumnromami (kaace Il mo NYHA), y kotopsix rpaau-
eHT JaByieHus > 50 MM pT. CT. B IOKO€ WJIM IIPU IIPOBO-
KalliU U UMEETCS MUTpPaJIbHAsl perypruTanus cpeaHen
U TSKENOM CTENeHH, CBsI3aHHasI C ITepeIHE-CUCTOINYe-
CKUM JiBIKeHHEeM nepeHeil ctBopku MK, ®IT niu nu-
natanus JIIT cpeaneit u tsoxénoit crenenu [1].

Her naHHBIX, MOATBEPKAAIOINX UCIOJIb30BAHNE
WHBA3UBHBIX MPOLEAYP AJI1 YMEHBIIEHHs TpajueHTa
nasnenns B BOJDK y 6eccuMnTOMHBIX TALIUEHTOB, He-
3aBUCUMO OT ero TsbkecTH [1].

HawuGonee yacTo BbInonHseMas XUupyprayeckast mpo-
uenypa ans nedenus: oocrpykuun BOJDK — muskro-
must MOKII. OHa ycTpaHser uin CylecTBEHHO YMEHb-
mraer rpagueHt B BOJIK 6onee yem B 90 % ciyuaes,
YMEHBILIAET CUCTOIMYECKYIO MUTPAIbHYIO peryprura-
LU0, CBA3aHHYIO ¢ nepeaHuM asmkenneM MK, yiyd-
nraeT GU3MYECKyl0 paboTOCHOCOOHOCTh U CUMIITOMBI
[1,5, 26, 39, 59].

[IpenonepaunoHHBIMU (HAKTOPAMH, OTIPEAEISIFOLIH-
MH XOPOIIMH OTAAJIEHHBIN MCXOJ, ABJSAIOTCS BO3PACT
Menee 50 nert, pasmep JIII < 46 mm, orcyrcTBUe DI
U My>KCKoit o [1].

OnepaTrBHOE BMEUIATEIBCTBO MOYKET OTpaHHuM-
BAaThCSl MUAKTOMHEH WJIM COUETAThCS C BMEIIATEIb-
CTBOM Ha MUTPAJILHOM KJjanaHe (yKOpOYeHHE Mepe-
HEll CTBOPKH, PE3EKIMSI XOP/, PE3EKIMsI MaIMIISPHBIX
MBI, HEPEOPUEHTALINS MAMUIUIIPHBIX MBIIILL, TIPOTE-
supoBanue MK) [62].

JlonrocpoyHoe yny4iieHue CHMITOMOB JIOCTUIAeTCs
6onee uem y 80 % MaMEHTOB € OATOCPOYHON BHUKUBAC-
MOCTBIO, COITOCTABUMOM C TAKOBOM B 00ILEH TIOMYJISILIMH.

OCHOBHBIMU XMPYPIHUECKUMH OCIIOKHEHUSMH 5IB-
JSIFOTCSL aTPHOBEHTPUKYIIApHAs OJokazna, O1okana Jie-
Boil HO)kKM myuka ['mca (BJIHIID), nedexr mexokeny-
JIOUKOBOM MEPEropoJKU U aopTallbHasl perypruTanus,
HO oHM penku (3a uckirouenuem BJIHIID) [1, 59, 62].

JpyruM BapuaHTOM MHBa3UBHOTO JICUEHUS ABIISAET-
cst AAIL BBenenue ankorodst B nepdopaTopHyto apTe-
PHIO IIEPETOPOIKH TS CO3AaHHS JTIOKATM30BaHHOTO PYO-
na MOKII npuBoanT K pe3ysibTaTam, CXOJHBIM C XUPYP-
THYECKUM BMEILIATEIBCTBOM, C TOUKH 3pEHHs] yMEHBbIIIe-
HUSI TPAMEHTA, YIYYIIeHUs] CAMIITOMOB U (PU3NYECKON
paboTOCIIOCOOHOCTH, B TOM YHCIIE Y MOJIOJIBIX JIFOICH
[1,5, 26, 59, 63—66].

IIpu cpaBHenun AAII u centambHOW MHUIKTOMHMH
B HECKOJIbKUX MeTaaHaIn3ax ObLJIO MPOAEMOHCTPUPO-
BaHO, 4T0 AAII xapakrepuzyercsi 6oynee BHICOKOW Ya-
CTOTON UMIIAHTALIUH [IOCTOSTHHOT'O KapJUOCTUMYJISTO-
pa ¥ MOBTOPHOIO BMemIarenbeTsa [59, 64, 66].

B o06cepBamoHHOM HCCIeI0BaHUM PH HAOJIOAE-
auu 3a 952 naumentamu ¢ ' KMIT u Beimonaennon AAIT
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5-JIeTHSSI BBDKMBAeMOCTh cocTaBuia 95,8 %, 5-neTHss
BBDKHBAaEMOCTb 0€3 CepIeUHBIX OCIIOKHEHUH — 98,9 %.
3a Bpemst HaOmonenus 164 (17,2 %) nauuenram Oblia
BBINOJIHEHA TIOBTOPHAs a0alusl B paMKax 3arjiaHupo-
BaHHOM modTanHoi mpouexnypst, 18 (1,9 %) nauuen-
TaM ObLJIa BBIOJIHEHA XUPYPriudecKas MUIKTOMUS [64].

PesynpTaThl peTPOCIEKTUBHOIO OJHOLIEHTPOBOIO
HCCIIEI0OBAHUS, IPOBENEHHOTO B KIIMHUKE Mayo, BKJIO-
yaiero 334 namuenta ¢ [’ KMII, kotopeim npoBeaeHa
M30JIMPOBAHHASL MUAKTOMUU, U 167 mauuenToB ¢ AAIIL,
MOKAa3aJIM, 4TO MOCJIE CENTaTbHON MUIKTOMUM Ui AATT
CMEpTEJIbHBIX MCXOJI0B B CTaluoHape He Obuto. Heda-
TaJIbHbIC OCJIOKHEHHS (TaMIIOHA/a, AJIUTENbHAS JKely-
JIOYKOBasl TaXUKap/Hsi/OCTaHOBKa ceplila, MOBTOpHAsI
ornepanysi Wik HapylIeHHEe MO3rOBOT0 KpoBOOOpailie-
Hus) umenu Mecto y 18 (5,4 %) nauueHToB, nepeHécmx
CeNTANBHYI MUAKTOMUIO, U 12 (7,2 %) manueHTos, me-
penécumx AAII (p = 0,43). He Obu10 BBISBICHO pa3iu-
Y1l B KomryecTBe nMiantupoBanubix KJI (7,2 % y na-
LUEHTOB, EPEHECIINX MUIKTOMHUIO, IPOTUB 9,6 % y na-
nueHToB, nepenécimx AAILL p =0,37), Ho noTpeOHOCTH
B YCTAQHOBKE IOCTOSIHHOTO KapAHOCTUMYJsITopa Oblia
3HAUUTENBLHO HIKE B rpyIie MUIKToMuH (3,9 % npoTus
17,4 %; p <0,001). Obm1ast yactoTa MOBTOPHOT'O BMEIIIa-
tenbeTBa (3a 10 ner) cocrabuna 1,0 % y narnueHToB, me-
penécuux MUdKTOMHUIO, U 35,0 % N7 mauuMeHToB, Ie-
penécumx AAIL koaddunmenT prucka moBTOPHOM Npo-
uenypsl nociae AAII o cpaBHEHHIO ¢ MUDKTOMUEN CO-
craBui 33,3. He ObLIO BBISIBIICHO CBSI3U MEXKIY OCTATOY-
HbIM rpaguerToM B BOJIK u 061iei cMepTHOCTBIO [65].

AAII sBnsieTcst NpeanoYTUTENbHBIM BMEIIATENb-
CTBOM y OCJIa0JICHHBIX MAallMEHTOB IIPHU COIMYTCTBYIO-
el maToJOrny, YBEIMUYNBAIOIIEH PUCK XUpYyprude-
CKOTro BMeIaTesbCcTBa [S].

CenranbHas MUDKTOMUSA PEKOMEH/YETCSl MalleH-
TaM € MOKa3aHUAMU ISl XUPYPrUuecKOr KOppEeKLIHU
coco4koBbIX MbIIIL, MK, a0pTO-KOpOHApHOIO IIYHTH-
pOBaHUA MPH COMYTCTBYIOIIMX CTEHOTHUYECKUX MOpa-
JKEHUSIX KOPOHApPHBIX apTepuit [3].

BrnepBbie Bo3HUKIIIAs WM IJI0X0 KOHTPOJIUpYeEMas
OII MOXKET yCyryOUTb CUMOTOMBI, CBS3aHHBIE C 00-
CTPYKLUEH; €€ clieyeT IeUUTh TyTEM BOCCTaHOBIICHUS
CHUHYCOBOT'O PUTMa WJIM KOHTPOJISI YaCTOTHI CEPISUHBIX
cokpaienuii (HCC). AMuonapos sisisiercs 3pheKTHB-
HBIM NpenapaToM JUIsi BOCCTAHOBJIEHUS M MOJAEpKa-
HUSl CHHYCOBOTO puTMa [3]. AHTHKOAryJIsiHTHas Tepa-
NS IPSIMBIME OpalibHBIMU anTHKOaryssiHTamu (II0AK)
v antaronuctamu Butamuna K (ABK) nokaszana nesa-
BHUCUMO OT OolleHKH pucka no mkane CHA2DS2-VASc
[1,3,5].

Meraananu3s, nposenéunslii S.Q. Lyu u coanr.
(2024), BrirovaBmuii 7 0OCcepBaIlMOHHBIX HUCCIIEOBA-
aui 1 9395 manmentos ¢ 'KMIT u ®II, mokaszan ogu-
HaxoBy1o 3¢ dexruBnocts [IOAK 1 ABK B oTHOIICHNH
CHIDKCHHS PUCKA TPOMOOIMOOIMYECKHUX OCIIOKHEHUH.
[TOAK npoaeMoHcTprpOBaia MpeuMyIECTBA B CHUXKE-
HUHM CMEPTHOCTH 1 YaCTOTbI BHYTPUUEPETTHBIX KPOBOU3-
JUSIHUH 110 cpaBHenHuto ¢ rpynmoi ABK [67]. Heobxo-
JIUMBl PaHJOMU3HPOBAHHBIE KOHTPOJIUPYEMBIE HCCIIe-

JIOBaHUsI, YTOOBI IPEIOCTABUTH OOJIBLIE JOKA3aTEILCTB
B nonb3y [IOAK B 3T0ii nmonmyssuuu.

Jleuenne CH y manmentos 0e3 o0ctpykunn BOJDK
JIOJDKHO OCYILIECTBIISATHCS B COOTBETCTBUM C PEKOMEH/1a-
LUSAMU 110 AUArHOCTHKE U JieueHuto XpoHnueckoid CH.
[lenbro METUKAMEHTO3HOM Tepanuu SABJISETCS CHUXKE-
Hue nuactonuueckoro fasieHus B JOK u ymyumenue
HanonHeHud JOK nytém camxkenus UCC ¢ nomotisro
OeTra-aapeHo0I0KaTOPOB, BEpanaMuiia Wil JUITHA3EeMa
1 OCTOPOKHOTO IIPUMEHEHMS TNYpETHKOB. Bo3moxkHO
MIPUMEHEHUE aHTarOHUCTOB aJbocTepoHa. bera-aape-
HOOJIOKATOPBI MJIM aHTATOHUCTHI KAJIBIHSA CIETYEeT pac-
CMOTPETh Y MAMEHTOB CO CTCHOKAPIUTUYECKUMH 00-
JSIMHU, TIpH GU3NYECKON HArpys3Ke WU JUIMTEIbHBIX
3MM30/aX B MOKOE, AaXKe IPU OTCYTCTBUU OOCTPYKLIUH
BOJIX [1, 5].

[Ipu neobcrpyktuBHOi I'KMII mMoxeT ObITh pac-
CMOTpPEH BONPOC 00 OCTOPOKHOM NMPHUMEHEHUH IEPO-
palbHBIX HUTPATOB y OOJBHBIX CO CTeHOKapauei [1].
Takxe MOYKHO pacCMOTPETh BO3MOXHOCTh MpPUMEHE-
HUSI paHOJIAa3uHA AJIS1 YIYUIICHUSI CHMIITOMOB Yy Taly-
EHTOB CO CTCHOKapAueil U OTCYTCTBHEM OOCTPYKLHUH
BOJIX [1, 68].

[epeuunas npodunaktuka BCC npu ['KMII noka-
3aHa nauueHTaMm rnpu pucke BCC B tedenue 5 ner > 6 %.
Taxum 60s1bHBIM MTOKa3ana uMIUIanTauus KJ1. Mmruian-
tarust KJ[ Mmoxer ObITh paccMoTpeHna nipu pucke BCC
ot 4 10 6 %. s ouenku pucka BCC B Teuenue 5 ner
y HallMEHTOB cTapiie 16 JIeT U ornpeieneHus NoKa3aHui
K nepBuuHoi npogunaktuke BCC pekomenyercs uc-
MoJb30BaTh KalbKyJsiTop (https://qxmd.com/calculate/
calculator 303/hcm-risk-scd) [1, 3, 69].

IIpu oLieHKe prcKa yUUTBIBAIOTCS: BO3PACT; MAKCH-
MauibHast TonmuHa crenku JOK (mm); pasmepst JIIT (nu-
aMeTp U3 MapacTepHAIBLHOTO TOCTYTA 110 JJIMHHON OCH,
MM); rpagueHT B BOJDK (MM pT. cT.); ceMeiinblii anam-
He3 B otHouienun BCC; neycroitunsas JXKT; HeoObsic-
HUMBbIC CHHKOIIE [69].

ArnukanbHas aHeBpU3Ma, BBIpaKeHHBIH puodpo3
(= 15 % maccer JOK), onenusaemslii ¢ nomoisto MPT,
u ©B menee 50 % He BKIIIOYEHBI B KaJIbKYJISTOP, OAHA-
KO SIBJISIIOTCSL yCTAaHOBIICHHBIME (hakTopamu prucka BCC
npu 'KMII Hapsiny ¢ cemelinbiM anamHe3oM BCC, BbI-
paxxenHo# runeprpodueii JOK (> 3 cm B m060M cermen-
Te 1o JaHHbM DX0KI i MPT), HeoObICHUMBIMU CHH-
KOTI€ (HE OTHOCSIIIMMUCS K HEHPOTeHHBIM HITH KapIHallb-
HBIM BCleACTBHE 00CTpyKUuH). I1o MHEHUIO amepHKaH-
CKHUX 9KCIEPTOB, OCKOJIBKY KayKAbIM M3 3TUX OCHOBHBIX
(hakTOpOB B OTACIBFHOCTH CBSI3aH C MOBBIILIEHHBIM PUCKOM
BCC, 66110 OB1 pa3yMHO PacCCMOTPETH BO3MOXKHOCTB I1€p-
BUYHOH npoduiakTuky ¢ ummmantauuend K/ as nauu-
EHTOB ¢ OJ{HIM U OoJiee pakropom pucka BCC [5].

3AKJTIOYEHUE

I'KMII xapakrepusyercsi 3HaUNTENbHON r'eTeporeH-
HOCTBIO MOP(OJIOTMYECKUX BAPHUAHTOB M KIMHUYECKO-
ro Teuenust. [Ipu BoisiBnenun runeprpoduu JOK HeoO-
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xoauMo uckimouath penokonuu ' KMIL. MPT neobxo-
JUMa IpU HEJOCTATOYHON BH3YyalIM3allMH C TTOMOIIBIO
OxoKT". IIpu cumntomHoit obctpykTuBHoit ' KMII He-
00X0UMO MEIMKaMEHTO3HOE JICUCHHE; NHBa3UBHAs
TaKTHKa JOJKHA 00CYXKIAThCsl IPU OTCYTCTBUH 3D hek-
Ta JICKapPCTBEHHOU Tepanuu. AHTUKOATYJISTHTBI JOJKHBI
Ha3HA4YaThCsl BCEM OOJIBHBIM ¢ (QUOpHUILIALUCH Tpej-
cepauii. [lanimentam ¢ Beicokum puckom BCC nokasa-
Ha umruianTanus K/,

JINTEPATYPA / REFERENCES

1. Arbelo E., Protonotarios A., Gimeno J.R., Arbustini E.,
Barriales-Villa R., Basso C., et al. 2023 ESC Guidelines
for the management of cardiomyopathies. Eur Heart J. 2023;
44(37): 3503-3626. doi: 10.1093/eurheartj/ehad194

2. Elliott P.,, Andersson B., Arbustini E., Bilinska Z., Cec-
chi F., Charron P., et al. Classification of the cardiomyopathies:
A position statement from the European Society of Cardiology
Working Group on Myocardial and Pericardial Diseases. Eur
HeartJ. 2008; 29(2): 270-276. doi: 10.1093/eurheartj/ehm342

3. T'abpycenxo C.A., I'yaxoBa A.f., Koznonosa H.A.,
Anexcangposa C.A., bepcenesa M., T'opnees M.JL., u np.
l'uneprpoduueckaskapauomuonarus. KiuHndyeckne pexo-
mergannu 2020. Poccutickuii Kapouonocuieckul JHCypHail.
2021; 26(5): 4541. [Gabrusenko S.A., Gudkova A.Ya., Kozi-
olovaN.A., Alexandrova S.A., Berseneva M.1., Gordeev M.L.,
etal. 2020 clinical practice guidelines for hypertrophic cardio-
myopathy. Russian Journal of Cardiology. 2021; 26(5): 4541.
(In Russ.)]. doi: 10.15829/1560-4071-2021-4541

4. Maron B.J., Rowin E.J., Maron M.S. Global burden
of hypertrophic cardiomyopathy. JACC Heart Fail. 2018; 6:
376-378. doi: 10.1016/j.jchf.2018.03.004

5. Ommen S.R., Mital S., Burke M.A., Day S.M.,
Deswal A., Elliott P., et al. 2020 AHA/ACC Guideline
for the diagnosis and treatment of patients with hypertrophic
cardiomyopathy: A report of the American College of Cardiol-
ogy/American Heart Association Joint Committee on Clinical
Practice Guidelines. Circulation. 2020; 142(25): ¢558-e¢631.
doi: 10.1161/CIR.0000000000000937

6. Westphal J.G., Rigopoulos A.G., Bakogiannis C.,
Ludwig S.E., Mavrogeni S., Bigalke B., et al. The MOGE(S)
classification for cardiomyopathies: Current status and future
outlook. Heart Fail Rev. 2017; 22(6): 743-752. doi: 10.1007/
s10741-017-9641-4

7. Stafford F., Thomson K., Butters A., Ingles J. Hyper-
trophic cardiomyopathy: Genetic testing and risk stratification.
Curr Cardiol Rep. 2021; 23: 9. doi: 10.1007/s11886-020-
01437-4

8. Ahluwalia M., Ho C.Y. Cardiovascular genetics:
The role of genetic testing in diagnosis and management
of patients with hypertrophic cardiomyopathy. Heart. 2021;
107: 183-189. doi: 10.1136/heartjnl-2020-316798

9. Ingles J., Burns C., Bagnall R.D., Lam L., Yeates L.,
Sarina T., et al. Nonfamilial hypertrophic cardiomyopathy:
Prevalence, natural history, and clinical implications. Circ
Cardiovasc Genet. 2017; 10(2): ¢001620. doi: 10.1161/
CIRCGENETICS.116.001620

Hay4yHble 0630pb! NTEpaTypbl
Scientific literature reviews

10. Maron B.J. Clinical course and management of hy-
pertrophic cardiomyopathy. N Engl J Med 2018; 379: 655-668.
doi: 10.1056/NEJMral710575

11. Abbas M.T., Baba AliN., Farina J.M., Mahmoud A.K.,
Pereyra M., Scalia 1.G., et al. Role of genetics in diagnosis
and management of hypertrophic cardiomyopathy: A glimpse
into the future. Biomedicines. 2024; 12(3): 682. doi: 10.3390/
biomedicines12030682

12. Marian A.J. Molecular genetic basis of hyper-
trophic cardiomyopathy. Circ Res. 2021; 128: 1533-1553.
doi: 10.1161/CIRCRESAHA.121.318346

13. BonaventuraJ., Polakova E., Vejtasova V., Veselka J.
Genetic testing in patients with hypertrophic cardiomyopathy.
Int J Mol Sci. 2021; 22: 10401. doi: 10.3390/ijms221910401

14. Ingles J., Goldstein J., Thaxton C., Caleshu C.,
Corty E.W., Crowley S.B., et al. Evaluating the clinical va-
lidity of hypertrophic cardiomyopathy genes. Circ Genom
Precis Med. 2019; 12(2): €002460. doi: 10.1161/CIRC-
GEN.119.002460

15. Chiswell K., Zaininger L., Semsarian C. Evolution
of genetic testing and gene therapy in hypertrophic cardiomyo-
pathy. Prog Cardiovasc Dis. 2023; 80: 38-45. doi: 10.1016/
j-pcad.2023.04.009

16. Litt M.J., Ali A., Reza N. Familial hypertrophic car-
diomyopathy: Diagnosis and management. Vasc Health Risk
Manag. 2023; 19: 211-221. doi: 10.2147/VHRM.S365001

17. GuoG.,WangL.,LiX.,FuW.,, CaoJ., ZhangJ., etal.
Enhanced myofilament calcium sensitivity aggravates abnor-
mal calcium handling and diastolic dysfunction in patient-
specific induced pluripotent stem cell-derived cardiomyocytes
with MYH7 mutation. Cell Calcium. 2024; 117: 102822.
doi: 10.1016/j.ceca.2023.102822

18. Helms A.S., Alvarado F.J., Yob J., Tang V.T., Paga-
ni F., Russell M.W., et al. Genotype-dependent and -independ-
ent calcium signaling dysregulation in human hypertrophic
cardiomyopathy. Circulation. 2016; 134(22): 1738-1748.
doi: 10.1161/CIRCULATIONAHA.115.020086

19. Wang Y., Jia H., Song J. Accurate classification
of non-ischemic cardiomyopathy. Curr Cardiol Rep. 2023;
25:1299-1317. doi: 10.1007/s11886-023-01944-0

20. Neubauer S., Kolm P., Ho C.Y., Kwong R.Y.,
Desai M.Y., Dolman S.F., et al. Distinct subgroups in hy-
pertrophic cardiomyopathy in the NHLBI HCM registry.
J Am Coll Cardiol. 2019; 74(19): 2333-2345. doi: 10.1016/j.
jacc.2019.08.1057

21. Cianci V., Forzese E., Sapienza D., Cardia L.,
Cianci A., Germana A., et al. Morphological and genetic
aspects for post-mortem diagnosis of hypertrophic cardio-
myopathy: A systematic review. Int J Mol Sci. 2024; 25(2):
1275. doi: 10.3390/ijms25021275

22. Yang K., Song Y.Y., Chen X.Y., Wang J.X., Li L.,
Yin G., et al. Apical hypertrophic cardiomyopathy with left
ventricular apical aneurysm: Prevalence, cardiac magnetic
resonance characteristics, and prognosis. Eur Heart J Car-
diovasc Imaging. 2020; 21(12): 1341-1350. doi: 10.1093/
ehjci/jeaa246m1

23. Zhang M., Sun X.L., Wu G.X., Wang D., Wang L.M.,
Wang J.Z., et al. [Clinical and genetic characteristics of differ-
ent types of non-obstructive hypertrophic cardiomyopathy].



Bankansckuin meguumHcknn >xypHan, 2024, Tom 3, Ne3

Baikal Medical Journal, 2024, Vol. 3, No 3

Zhonghua Xin Xue Guan Bing Za Zhi. 2021; 49(6): 593-600.
(In Chinese). doi: 10.3760/cma.j.cn112148-20210118-00056

24. Rowin E.J., Maron B.J., Haas T.S., Garberich R.F.,
Wang W., Link M.S., et al. Hypertrophic cardiomyopathy
with left ventricular apical aneurysm: Implications for risk
stratification and management. J Am Coll Cardiol. 2017;
69(7): 761-773. doi: 10.1016/j.jacc.2016.11.063

25. Li J,, Fang J., Liu Y., Wei X. Apical hypertrophic
cardiomyopathy: Pathophysiology, diagnosis and manage-
ment. Clin Res Cardiol. 2024; 113(5): 680-693. doi: 10.1007/
$00392-023-02328

26. Maron B.J., Rowin E.J., Maron M.S. Hyper-
trophic cardiomyopathy: New concepts and therapies.
Annu Rev Med. 2022; 73: 363-375. doi: 10.1146/annurev-
med-042220-021539

27. Jain C.C., Newman D.B., Geske J.B. Mitral valve
disease in hypertrophic cardiomyopathy: Evaluation and man-
agement. Curr Cardiol Rep. 2019; 21: 136. doi: 10.1007/
s11886-019-1231-8

28. Sherrid M.V., Balaram S., Kim B., Axel L., Swis-
tel D.G. The mitral valve in obstructive hypertrophic cardio-
myopathy: A test in context. J Am Coll Cardiol. 2016; 67:
1846-1858. doi: 10.1016/j.jacc.2016.01.071

29. Jain P., Patel P.A., Fabbro M. Hypertrophic car-
diomyopathy and left ventricular outflow tract obstruction:
Expecting the unexpected. J Cardiothorac Vasc Anest. 2018;
32(1): 467-477. doi: 10.1053/j.jvca.2017.04.054

30. Lentz Carvalho J., Schaff H.V., Morris C.S., Ni-
shimura R.A., Ommen S.R., Maleszewski J.J., et al. Anoma-
lous papillary muscles-Implications in the surgical treatment
of hypertrophic obstructive cardiomyopathy. J Thorac
Cardiovasc Surg. 2022; 163(1): 83-89.el. doi: 10.1016/
Jjtcvs.2020.04.007

31. Seferovi¢ P.M., Polovina M., Bauersachs J., Arad M.,
Ben Gal T., Lund L.H., et al. Heart failure in cardiomyopa-
thies: A position paper from the Heart Failure Association
of the European Society of Cardiology. Eur J Heart Fail.
2019; 21(5): 553-576. doi: 10.1002/ejhf.1461

32. Rowin E.J., Maron B.J., Carrick R.T., Patel P.P.,
Koethe B., Wells S., et al. Outcomes in patients with hyper-
trophic cardiomyopathy and left ventricular systolic dysfunc-
tion. JAm Coll Cardiol. 2020; 75(24): 3033-3043. doi: 10.1016/
jJjacc.2020.04.045

33. Sherrid M.V., Massera D. Risk stratification and hy-
pertrophic cardiomyopathy subtypes. J Am Coll Cardiol. 2019;
74(19): 2346-2349. doi: 10.1016/j.jacc.2019.09.020

34. Inagaki N., Hayashi T., Takei Y., Tanimoto K.,
Chikamori T., Kimura A. Clinical and genetic backgrounds
of hypertrophic cardiomyopathy with mid-ventricular obstruc-
tion. J Hum Genet. 2018; 63(12): 1273-1276. doi: 10.1038/
s10038-018-0509-9

35. Chung H., Kim Y., Cho S.M., Lee H.J., Park C.H.,
Kim J.Y., et al. Differential contributions of sarcomere and mi-
tochondria-related multigene variants to the endophenotype
of hypertrophic cardiomyopathy. Mitochondrion. 2020; 53:
48-56. doi: 10.1016/j.mit0.2020.04.010

36. Cui H., Schaff H.V., Lentz Carvalho J., Nishimu-
raR.A., Geske J.B., Dearani J.A., et al. Myocardial histopathol-
ogy in patients with obstructive hypertrophic cardiomyopathy.

J Am Coll Cardiol. 2021; 77(17): 2159-2170. doi: 10.1016/
jJjacc.2021.03.008

37. Sedaghat-Hamedani F., Kayvanpour E., Tugrul O.F.,
Lai A., Amr A., Haas J., et al. Clinical outcomes associated
with sarcomere mutations in hypertrophic cardiomyopathy:
A meta-analysis on 7675 individuals. Clin Res Cardiol. 2018;
107(1): 30-41. doi: 10.1007/s00392-017-1155-5

38. Coleman J.A., Ashkir Z., Raman B., Bueno-Orovio A.
Mechanisms and prognostic impact of myocardial ischaemia
in hypertrophic cardiomyopathy Int J Cardiovasc Imag. 2023;
39:1979-1996. doi: 10.1007/s10554-023-02894-y

39. Maron B.J., Rowin E.J., Udelson J.E., Maron M.S.
Clinical spectrum and management of heart failure in hyper-
trophic cardiomyopathy. JACC Heart Fail 2018; 6: 353-363.
doi: 10.1016/j.jchf.2017.09.011

40. Geske J.B., Ong K.C., Siontis K.C., Hebl V.B.,
Ackerman M.J., Hodge D.O., et al. Women with hypertrophic
cardiomyopathy have worse survival. Eur Heart J. 2017;
38(46): 3434-3440. doi: 10.1093/eurheartj/ehx527

41. Covella M., Rowin E.J., Hill N.S., Preston I.R.,
Milan A., Opotowsky A.R., et al. Mechanism of pro-
gressive heart failure and significance of pulmonary hy-
pertension in obstructive hypertrophic cardiomyopathy.
Circ Heart Fail. 2017; 10(4): ¢003689. doi: 10.1161/
CIRCHEARTFAILURE.116.003689

42. DuM., Wang X., Zhang A., Li F., Yi M.. Prognostic
effect of atrial fibrillation on survival in patients with hyper-
trophic cardiomyopathy: A meta-analysis. J Cardiothorac
Surg. 2023; 18(1): 196. doi: 10.1186/s13019-023-02299-x

43. Rowin E.J., Sridharan A. Thinking outside the heart
to treat atrial fibrillation in hypertrophic cardiomyopa-
thy. J Am Heart Assoc. 2020; 9: €016260. doi: 10.1161/
JAHA.120.016260

44, Rowin E.J., Hausvater A., Link M.S., Abt P.,
Gionfriddo W., Wang W., et al. Clinical profile and conse-
quences of atrial fibrillation in hypertrophic cardiomyopa-
thy. Circulation. 2017; 136(25): 2420-2436. doi: 10.1161/
CIRCULATIONAHA.117.029267

45. Brignole M., Cecchi F., Anastasakis A., Crotti L.,
Deharo J.C., Elliott P.M., et al. Syncope in hypertrophic
cardiomyopathy (part II): An expert consensus statement
on the diagnosis and management. Int J Cardiol. 2023; 370:
330-337. doi: 10.1016/j.ijcard.2022.10.153

46. Finocchiaro G., Sheikh N., Biagini E., Papadakis M.,
Maurizi N., Sinagra G., et al. The electrocardiogram in the di-
agnosis and management of patients with hypertrophic cardio-
myopathy. Heart Rhythm. 2020; 17(1): 142-151. doi: 10.1016/
J-hrthm.2019.07.019

47. Leaphart D., Waring A., Suranyi P., Fernandes V.
Call a spade a spade: Missed diagnosis of apical hypertrophic
cardiomyopathy. Am J Med Sci. 2019; 358(4): 299-303.
doi: 10.1016/j.amjms.2019.07.002

48. Huang G., Fadl S.A., Sukhotski S., Matesan M.
Apical variant hypertrophic cardiomyopathy “multimodality
imaging evaluation®. Int J Cardiovasc Imaging. 2020; 36(3):
553-561. doi: 10.1007/s10554-019-01739-x

49. DeMaria E., Borghi A., Tonelli L., Selvatici R., Cap-
pelli S., Gualandi F.. Brugada ECG pattern in hypertrophic
cardiomyopathy: Brugada phenocopy or overlapping syn-

Hay4yHble 0630pbl IMTEpaTypbl
Scientific literature reviews



bankansckuin megnumHcKmn xxypHan, 2024, Tom 3, Ne3

Baikal Medical Journal, 2024, Vol. 3, No 3

drome? J Electrocardiol. 2021; 69: 132-135. doi: 10.1016/
j.jelectrocard.2021.10.004

50. Patel H., Ko N.L.K., Kumar S., Gros B. «Acing»
the hidden spade: Review of diagnosis, follow-up, progno-
sis, and various associations of apical variant hypertrophic
cardiomyopathy. Cureus. 2019; 11(1): €3979. doi: 10.7759/
cureus.3979

51. Pieske B., Tschope C., de Boer R.A., Fraser A.G.,
Anker S.D., Donal E., et al. How to diagnose heart failure
with preserved ejection fraction: The HFA-PEFF diagnostic
algorithm: A consensus recommendation from the Heart Fail-
ure Association (HFA) of the European Society of Cardiology
(ESC). Eur Heart J. 2019; 40(40): 3297-3317. doi: 10.1093/
eurheartj/ehz641

52. Rowin E.J., Maron B.J., Maron M.S. The hypertrophic
cardiomyopathy phenotype viewed through the prism of mul-
timodality imaging: Clinical and etiologic implications. JACC
Cardiovasc. Imaging. 2020; 13: 2002-2016. doi: 10.1016/
j.jemg.2019.09.020

53. Rowin E.J., Maron B.J., Chokshi A., Kannappan M.,
Arkun K., Wang W., et al. Clinical spectrum and management
implications of left ventricular outflow obstruction with mild
ventricular septal thickness in hypertrophic cardiomyopa-
thy. Am J Cardiol. 2018; 122(8): 1409-1420. doi: 10.1016/
j.amjcard.2018.06.055

54. Miller R.J.H., Heidary S., Pavlovic A., Schlachter A.,
Dash R., Fleischmann D., et al. Defining genotype-phenotype
relationships in patients with hypertrophic cardiomyo-
pathy using cardiovascular magnetic resonance imaging.
PLoS One. 2019; 14(6): €0217612. doi: 10.1371/journal.
pone.0217612

55. Weissler-Snir A., Dorian P., Rakowski H., Care M.,
Spears D. Primary prevention implantable cardioverter-
defibrillators in hypertrophic cardiomyopathy — Are there
predictors of appropriate therapy? Heart Rhythm. 2021; 18:
63-70. doi: 10.1016/j.hrthm. 2020.08.009

56. Amano Y., Kitamura M., Takano H., Yanagisawa F.,
Tachi M., Suzuki Y., et al. Cardiac MR imaging of hyper-
trophic cardiomyopathy: Techniques, findings, and clinical
relevance. Magn Reson Med Sci. 2018; 17(2): 120-131.
doi: 10.2463/mrms.rev.2017-0145

57. Szabo L., Brunetti G., Cipriani A., Juhasz V., Gra-
ziano F., Hirschberg K., et al. Certainties and uncertainties
of cardiac magnetic resonance imaging in athletes. J Cardio-
vasc Dev Dis. 2022; 9(10): 361. doi: 10.3390/jcdd9100361

58. Hlasxmerosa C.B., Cunnis B.E., Adbanackes A.B.
MaruuTHO-pe30HaHCHast TOMOTpaust cepa IpH TUIEpTPo-
(hryecKolt KapAMOMHOTIATHH: IMarHOCTHYECKIE BO3MOXKHOCTH,
IIPUMEHEHNE B KIIMHUYECKOW IMPAKTHKE, MPOTHOCTHYECKAs
3HaYUMOCTb. Poccutickutl kapouonozuueckuii srcyprai. 2019;
24(12): 131-136. [Shayakhmetova S.V., Sinitsyn V.E., Afa-
nasyev A.V. Cardiac magnetic resonance imaging in patients
with hypertrophic cardiomyopathy: Diagnostic and prognostic
value. Russian Journal of Cardiology. 2019; 24(12): 131-136.
(In Russ.)]. doi: 10.15829/1560-4071-2019-12-131-136

59. Sawan M.A., Prabakaran S., D’Souza M., Behbahani-
Nejad O., Gold M.E., Williams B.R., et al. A systematic

Hay4yHble 0630pb! NTEpaTypbl
Scientific literature reviews

review of present and future pharmaco-structural therapies
for hypertrophic cardiomyopathy. Clin Cardiol. 2024; 47(1):
€24207. doi: 10.1002/clc.24207

60. Olivotto 1., Oreziak A., Barriales-Villa R., Abra-
ham T.P., Masri A., Garcia-Pavia P., et al. Mavacamten
for treatment of symptomatic obstructive hypertrophic
cardiomyopathy (EXPLORER-HCM): A randomised,
double-blind, placebo-controlled, phase 3 trial. Lancet. 2020;
396(10253): 759-769. doi: 10.1016/S0140-6736(20)31792-X

61. Zhang H., Yu C., Cheng Y., Chen Z., Chen M.,
He W., et al. Clinical trials in hypertrophic cardiomyopa-
thy therapy: A comprehensive analysis of trials registered
in global clinical databases. Drug Des Devel Ther. 2023;
17: 1863-1877. doi: 10.2147/DDDT.S413136

62. Hodges K., Rivas C.G., Aguilera J., Borden R.,
Alashi A., Blackstone E.H., et al. Surgical management
of left ventricular outflow tract obstruction in a specialized
hypertrophic obstructive cardiomyopathy center. J Thorac
Cardiovasc Surg. 2019; 157(6): 2289-2299. doi: 10.1016/
j-Jjtcvs.2018.11.148

63. Batzner A., Pfeiffer B., Neugebauer A., Aicha D.,
Blank C., Seggewiss H.. Survival after alcohol septal abla-
tion in patients with hypertrophic obstructive cardiomyopa-
thy. J Am Coll Cardiol. 2018; 72: 3087-3094. doi: 10.1016/
j-Jjacc.2018.09.064

64. Yokoyama Y., Shimoda T., Shimada Y.J., Shima-
mura J., Akita K., Yasuda R., et al. Alcohol septal ablation
versus surgical septal myectomy of obstructive hypertrophic
cardiomyopathy: Systematic review and meta-analysis. Eur J
Cardiothorac Surg. 2023; 63(3): ezad043. doi: 10.1093/ejcts/
ezad043

65. Nguyen A., Schaff H.V., Hang D., Nishimura R.A.,
Geske J.B., Dearani J.A., et al. Surgical myectomy versus
alcohol septal ablation for obstructive hypertrophic car-
diomyopathy: A propensity score-matched cohort. J Thorac
Cardiovasc Surg. 2019; 157(1): 306-315.e3. doi: 10.1016/
Jjtcvs.2018.08.062

66. Bytyci L., Nistri S., Morner S., Henein M.Y. Alcohol
septal ablation versus septal myectomy treatment of obstructive
hypertrophic cardiomyopathy: A systematic review and meta-
analysis. J Clin Med. 2020; 9: 3062. doi: 10.3390/jcm9103062

67. Lyu S.Q., Zhu J., Wang J., Wu S., Zhang H.,
Shao X.H., et al. The efficacy and safety of direct oral anti-
coagulants compared with vitamin K antagonist in patients
with hypertrophic cardiomyopathy and atrial fibrillation.
Thromb J. 2024; 22(1): 2. doi: 10.1186/s12959-023-00562-8

68. Olivotto 1., Camici P.G., Merlini P.A., Rapezzi C.,
Patten M., Climent V., et al. Efficacy of ranolazine in pa-
tients with symptomatic hypertrophic cardiomyopathy:
The RESTYLE-HCM randomized, double-blind, placebo-
controlled study. Circ Heart Fail. 2018; 11(1): e004124.
doi: 10.1161/CIRCHEARTFAILURE.117.004124

69. O’Mahony C., Jichi F., Pavlou M., Monserrat L.,
Anastasakis A., Rapezzi C., et al. A novel clinical risk pre-
diction model for sudden cardiac death in hypertrophic car-
diomyopathy (HCM risk-SCD). Eur Heart J. 2014; 35(30):
2010-2020. doi: 10.1093/eurheartj/eht439



Bankansckunin megnumHekm xxypHan, 2024, Tom 3, Ne3

Baikal Medical Journal, 2024, Vol. 3, No 3

KoHbnukT nHtepecos

ABTOP [EKNapUPYET OTCYTCTBIME ABHBIX U MOTEHLMAbHBIX KOHMDIMK-
TOB MHTEPECOB, CBA3AHHbBIX C NyGIMKALMEn HAaCTOSALLISH CTaTbU.

UcTo4HUK buHaHcupoBaHus

ABTOp [eKNapupyeT OTCYTCTBME BHELLHEro rHaHCMPOBaHNS
L5 MPOBEAEHNS CCNeaoBaHns 1 MyGavKaumm CTaTbm.
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