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Pesome

BeeaeHue u uenb. Mneptpodpuryeckas kapavommonatus (TKMI) xapakTepusyeTcs HaMuMeM YTO/ILEHUA CTEHKM NIeBOro enygodka (J/K), He
CBA3aHHOTO C YBE/IMYEHWEM MOCTHArpy3Ku (apTepuanbHOi rynepTeHsueil 1 CTEHO30M yCTbA aopThl). B 6onblumHcTBe cnydaes KM obycnosne-
Ha MyTalUMAMK B reHax CapKOMepHbIX 6e/IKOB 1 Hac/leyeTca No ayTOCOMHO-AOMUHAHTHOMY MexaHu3My. B page cryqaes TKMIT MoxeT 6biTb 06-
YCNI0B/IeHa HaKoM/IeHMEM B MUOKap/e TaK1X BeLlecTB, KaKk aMUIoWA, FIMKoreH v Ap. Llenbio Halweit paboTel cTano npoaHaamsnpoBaTb 0CO6eHHOCTH
AVarHoCcTUKM 1 TedeHns TKMIT B peasbHOM KAMHWUYeCKoW npakTuke. MaTepuan u MeToabl. [poBeseH peTPOCNEKTUBHBIN aHaAN3 MeAULMHCKOM
AokyMeHTauum 80 naumeHToB (56,3 % MyxunH) ¢ TKMI, gnarHocTMpoBaHHOM B MHOronpoduabLHOM cTaumoHape r.Mocksbl B nepuog ¢ 2007 no
2021 rog. inarHos FTKMIM y Bcex naumeHToB 6b1/1 yCTaHOB/EH Ha OCHOBAHWU AaHHbIX 3X0KapAuorpaduun. MeauaHa (34ech 1 Aanee B CKOBKax yKasaHbl
25- 1 75-npoueHTunm) Bo3pacTa coctasuna 57 (48,5; 63) net. [IpoA0/HKUTENBHOCTb FOCIUTanM3aumm coctasuna 8 (6; 12,5) gHein. Pesyabtartsl. Mpu-
YMHOW rocNMUTaAM3aL N ABAAINCE CUHAPOM CTeHOKapAnn Y 35 %, oz 03peHne Ha OCTPbI KOPOHaPHBIN CHAPOM Y 16,3 %, napokcn3m Gubpuanaumm
npeacepaunii (®N) y 11,3 %, Apyrue HapylweHus putMa y 2,5 %, AeKOMMEeHCaLMa XPOHUYECKO cepAedHoMn HegocTaTodHocT y 11,3 %, o6Mopoku
y 7,5%, runepToHuyeckunii kpus y 3,8 %, Heo6X0AMMOCTb NpoBeAeHNA KopoHapoaHrnorpadum y 3,8 %, NOCTaHOBKM 3/1eKTPOKapANOCTUMYNATOpPa
y 2,5%, uMnnaHTauum KapanosepTepa-gepubpuanatopa y 1,2 %, MeMLMHCKOrO 0CBU/AETEIbCTBOBAHUA /1A PeLleHNsa BONpoca O roAHOCTU K BO-
MHCKOM cnyxbe y 1,2 %, ocTpoe HapylueHne MO3roBoro kposoobpalleHus y 1,2 %, runotonus y 1,2 %, nekapcteeHHas bpagukapausa y 1,2 % naum-
eHTOoB. /lo aHa/M3MpyeMol rocnuTannsaumm MHGapKT M1oKapAa B aHaMHese 6bin gnarHoctupoBaH y 15 %, apTepuanbHas runepteHsua —y 53,8 %,
XpOHUYecKas cepeyHan HeJoCTaTOYHOCTb — Y 77,6 %, XpoHMyeckas 6one3Hb novek —y 21,3 % nauyuneHtos. TonwmHa ctedku /XK 21,5 cM BbiABaeHa
y 91,2 %. CummeTpuyHasa dopma runeptpodun JIXK numena mecto y 22,1%, anukanbHas — y 5,2 %, runeptpodus nanmanapHon Meiwubl —y 1,3 %,
aCCMMETPUYHARA TUMEPTPOGUA MEXOKENYA0UKOBOM Neperopoaku — y 71,4 % naumeHTos. MocTosHHas 06CTpyKumMa BbiHOCALero Tpakta /K (OBT
J1XK) BoisiBneHa y 62,8 % (9,0 % nauueHTOB 6biaa BbINO/HEHA CeNnTaibHasA PeAyKLMA B aHaMHese), npexoaswan OBT /K — y 1,3 %, HeobCTpyKTUB-
Has TKMIM —y 35,9 %. ®pakuus sbibpoca (PB) JIXK (no Cumncony) coctasuna 63 (55-70)%, XCH co cHukeHHon ®B /XK <40 % BbiseieHa y 3,8 %,
C YMEpEeHHO CHIKeHHOM ®B JIXK (40-49 %) —y 5 %, ¢ coxpaHeHHoit OB /K — y 68,8 % nauuneHToB. Y 47,5 % 1MesIo MECTO NepesHECUCTOINYECKOe
ABVKEHWe nepeaHeit CTBOPKM MUTPasibHOrO Knanawa, y 7,14 % onucaHo nponabuposaHune nepejHei CTBOPKM MATPa/IbHOrO KaanaHa. MuTpasbHas
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peryprutauus 3apeructpuposaHa y 75 % nauventos. dubpuanauueii npeacepawii (OM) crpaganm 45 % naumentos ¢ FTKMM: nocTosiHHOW $popMoii
15 %, napokcmsManbHoi 23,8 %, nepcuctupytouiein 6,2 % nauneHToB. 3a BpeMA rocnuTasn3aLmm xenyAouKoBasa TaxMKapaua 3apernctpuposaHa
y 7,5 %, HagxenyaoukoBas Taxvkapamna —y 3,8 %. HapyLueHns npoBogUMMOCTH oTMeueHbl y 36,3 % nauueHTOB, U3 HUX aTPUOBEHTPUKYAApHas 6/10-
Kagay 6,3 %, 6;10kaAa npaBoit HOXKM NyyKa [Mcay 21,3 %, eBoit HOXKU —y 15 %, cHgpom Bonbdpda-TapkuHcoHa-Yaiita—y 1,3 %. MMnnanTauus
3/1eKTPOKapANOCTUMYIATOPa B aHaMHe3e 6bi1a y 5 %, B TOM YicC/ie B CBA3M € NpucTynamMu MopraHbun-dgamca-Ctokca —y 3,8 % nauyumeHToB. 3a BpeMs
HabtoeHNs, MeamaHa KOToporo coctaeuia 87 (MHTepKBapTU/bHbIN pasMax 45-131,5) mecsues, ymepsio 13,8 % naumeHtos ¢ TKMI. Y ymeplmx
MauMeHTOB AOCTOBEPHO Yalle BcTpeyanack OBT /DK (y ymepwwmx 100 %, y »wsbix 58,2 %, p = 0,006) 1 ®©N (y ymepwux 72,7 %, y wuBbix 40,6 %,
p=0,047). FeHeTMYeCKOe TECTUPOBaHWE 1 UCKAtOYeHre dpeHokonmi TKMI He 66110 NpoBeAEHO BO BpeMs roCNUTaAM3aLum 1 He 6bi10 PeKOMeHA0-
BaHO HU 0HOMY 60/1IbHOMY. 3aKk/loueHne. B peasibHOM KAMHUYECKOI NpaKTUKe B 60/IbLUIMHCTBE C/lyYaeB NPOBOAMTCA AWLb GpeHOTUNMYecKan amna-
rHoctuka KM no gaHHbIM 3xoKapAvorpadun, He NPOBOAUTCA CKPUHMHT Ha reHeTuYeckme MyTauum n nHGuAbTpaTuBHble 3abonesaHns cepaua,
deHoTMNNYECKM HeoTMYMMbIe OT TKMIT. Heo6x0AMMO WPOKOe BHeApeHMe reHeTUYeCKOro TeCTUPOBAHWUA N CKPUHUHIA Ha UHGUALTPaTUBHbIE 3a-
6os1eBaHNA cepALa A/1f CBOEBPEMEHHOW AMarHOCTUKM NaTonoruy, Tpebytolelt HasHavyeHUs crelnduyecKon naToreHeTUYeCKOM Tepanun Ans yayy-
LeHMA NPOrHO3a NaLMeHTOoB.

KnroyeBble cnoBa: ungunsmpamusHsie 3abonesaHus cepdya, 2unepmpoduyeckas KapduoMuonamus, XpoHuyeckas cepdeyHas Hedocmamo-
HoCmb, peHoKoNuU, 2eHemuKa, BmopuyHas [KMI, amunoudos, 6onesHb Gabpu
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Abstract

Introduction and purpose. Hypertrophic cardiomyopathy (HCM) is characterized by left ventricular (LV) wall thickening not associated with increased
afterload (hypertension and aortic stenosis), is usually caused by mutations in sarcomeric protein genes, and is inherited in an autosomal dominant
manner. Unlike HCM, myocardial hypertrophy in its phenocopies is associated with the accumulation of substances such as amyloid, glycogen, etc. in
the myocardium. The aim of our work was to analyze the features of the diagnosis and course of HCM in real clinical practice. Material and methods.
A retrospective analysis of medical records of 80 patients (56.3 % of men) discharged with a diagnosis of HCM from a multidisciplinary hospital in
Moscow in the period from 2007 to 2021 was carried out. The diagnosis of HCM in all patients was established on the basis of echocardiography data.
The median age (25th and 75th percentiles are indicated in brackets) was 57 (48.5; 63) years. The duration of hospitalization was 8 (6; 12.5) days.
Results. The reason for hospitalization was angina syndrome in 35 %, suspicion of acute coronary syndrome in 16.3 %, paroxysmal atrial fibrillation (AF)
in 11.3 %, decompensation of chronic heart failure in 11.3 %, syncope in 7.5 % %, hypertensive crisis in 3.8 %, coronary angiography in 3.8 %, pacemaker
implantation in 2.5 %, consultation with an arrhythmologist in 2.5 %, implantation of a cardioverter-defibrillator in 1.2 %, medical examination to
resolve the issue of fitness for military service in 1.2 %, acute cerebrovascular accident in 1.2 %, hypotension in 1.2 %, drug bradycardia in 1.2% of
patients. Before hospitalization, a history of myocardial infarction was diagnosed in 15 %, arterial hypertension — in 53.8 %, chronic heart failure —in
77.6 %, chronic kidney disease — in 21.3 % of patients. Prior to the analyzed hospitalization, a history of myocardial infarction was diagnosed in 15 %,
arterial hypertension in 53.8 %, chronic heart failure in 77.6 %, chronic kidney disease in 21.3 % of patients. LV wall thickness =1.5 cm was detected
in 91.2 %, symmetrical form of hypertrophy — 22.1%, apical — 5.2 %, papillary muscle hypertrophy — 1.3 %, interventricular septum — 71.4 % of
patients. Permanent obstruction of the LV outflow tract (LVOTO) was detected in 62.8 % (9.0 % of patients had a history of septal reduction), transient
LVOTO —in 1.3 %, non-obstructive HCM — in 35.9 %. The ejection fraction (EF) of the LV (according to Simpson) was 63 (55-70) %, CHF with reduced
LV EF <40 % was detected in 3.8 %, with a moderately reduced LV EF (40-49 %) —in 5 %, with preserved LV EF —in 68.8 % of patients. Anterior systolic
movement of the anterior leaflet of the mitral valve occurred in 47.5 %, prolapse of the anterior leaflet of the mitral valve was described in 7.14 %.
Mitral regurgitation was registered in 75 % of patients. 45 % of patients with HCM suffered from AF: permanent 15 %, paroxysmal 23.8 %, persistent
6.2 % of patients. During hospitalization, ventricular tachycardia was registered in 7.5 %, supraventricular tachycardia — 3.8 %, conduction disturbances
were noted in 36.3 % of patients, of which atrioventricular block in 6.3 %, blockade of the right bundle branch block in 21.3 %, left bundle branch block
in 15 %, and Wolff-Parkinson-White syndrome in 1.3 % . Implantation of a pacemaker in history was in 5%, including in connection with Morgagni-
Adams-Stokes attacks — in 3.8 % of patients. During a median follow-up of 87 (interquartile range 45-131.5) months, 13.8 % of patients with HCM
died. In deceased patients, LVOTO was significantly more common (in the dead 100 %, in the living 58.2 %, p = 0.006) and AF (in the dead 72.7 %, in
the living 40.6 %, p = 0.047). Genetic testing and exclusion of HCM phenocopies was not performed during hospitalization and was not recommended
for any patient. Conclusion. In real clinical practice, in most cases, only phenotypic diagnosis of HCM is carried out according to echocardiography,
and screening for genetic mutations and HCM phenocopies is not performed. It is necessary to widely introduce genetic testing and screening for HCM
phenocopies for the timely diagnosis of pathology that requires the appointment of specific pathogenetic therapy to improve the prognosis of patients.
Key words: infiltrative heart disease, hypertrophic cardiomyopathy, chronic heart failure, phenocopies, genetics, secondary HCM, amyloidosis, Fabry
disease
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I'KMII — runeprpoduyeckas kapauomuonarus, JIDK — nesbit sxxenygouek, PB — dpaxiusa Bei6poca, XCH — xponudeckas cepfiedHas HelOCTaTOY-
HoCcTh, XCHc®B — XpoHndeckas ceppedHas HeOCTATOYHOCTH C COXpaHeHHoI (pakiueit Beiopoca, IKI — anekrpoxapanorpamma, IXOKI — axokap-
mmorpadust, NT-proBNP — N-KOHIIeBOII [TpeIIeCTBEHHIK MO3TOBOTO HATPUITypeTUYeCKOro MeNTU/a, BU-TH — BBICOKOYYBCTBUTENbHBIN TPOIOHMH,
ITDK — runeprpodus nesoro xenynouka, PII — dubpunmanus npencepanit, KAI — xopoxapHoanrnorpadus, AT — aprepuanbHas runepreHsns,

CK® — cxopoctb knyboukosoit pumbrpanun, OBT JIDK — obcTpykuns BerHocsAmero Tpakra JK

Beepenue

Tuneprpoduueckas xaparomuonarusi (TKMII) sBms-
eTcst Hamboree PacIpOCTPAHEHHBIM T€HETUYECKUM cep-
[Ie9HO-COCYAUCTBIM 3ab0JIeBaHNEeM BO BCeM MUpe C pac-
IIPOCTpaHeHHOCTHI0 1 Ha 500 YesI0BeK B 00111l OMyIAnn
[1]. 910 maronorus cepaLa, KOTopas XapaKTepuayeTcs Ha-
NnaueM HeoObsICHIMMOI TUIepTPONH IEBOIO XKEMTy[0uKa
(ITDK) mpm OTCyTCTBMUM APYIMX CepAEYHbIX WM HeKap-
JMaJIbHBIX COCTOSAHUI, KOTOpPble MOI/IM Obl IIPUBECTH K ee
passutuio [1]. Ha 'KMII, 06ycnoBieHHYI0 MYyTalusmMu
B TeHaX, KONUPYIOMNUX OGe/KyM capKoMepa VM CBA3aHHbIE
C HUM, IpUXOfuUTCA 60Jlee IMOTOBMHBI BCeX CIy4aeB 3a00-
nesauus [1]. Beino npentudunmposano 6onee 1500 myTa-
L[UI1 KaK MUHMMYM B 15 TeHaX, KOOMPYIOLMX O€/IKY CapKo-
Mmepa [1].

Kpurepnem pmarnosa 'KMII y Bspocnbix sABAeTCA
yBenudeHue TommuHbl crenky JDK B ogHoM wmy 6ornee cer-
MeHTax > 15 MM (ompepenseMoe T0ObIM BU3YalTU3UPYIO-
M MetofoM — IxoKI/MPT/KT), kotopas He 00 bsICH-
€TCA UCKIIOUNTEIbHO YBeIN4eHNeM HAarpy3KM HaBIeHNeM
[1]. B psime ciygaeB TKMII moxxeT 6BIT aTUIIMYHOIL, IPO-
ABNATbCA MeHee BblpakeHHOI [TDK, KoHIeHTpmyeckoim
IJDK, anukasbHOI runepTpoduert, 06CTPyKIer BBIHOCS-
1IIeT0 OT/Ie/Ia JIEBOTO JKeMY/I04YKa C IepefHECUCTONMYECKUM
IBIDKEHMEM IIepefiHell CTBOPKM MUTPATbHOTO K/IallaHa,
IIpY 3TOM BBICOKMII PMCK BHE3AaIIHOJ CMEPTU COXPAHAETCA
[1]. B psife cy4aeB fOCTaTOYHO TPYAHO mpoBecTy audde-
perumanbayo guarHoctuky I'KMII ¢ runmeproHmdecknm
MM CIIOPTUBHBIM CEPJLIEM.

Kpome Toro, BbIpakeHHOe yTommeHue creHku JIDK
MOXeT OBbITh IpK psifie MHQIIBTPATUBHBIX 3a060/IeBaHMIT
cepaua, KoTopele HasbiBaT peHokomuamu [KMIL. Oun
BKJIFOYAIOT Pa3/IM4HbIe PACCTPONCTBA, TaKMe KaK Hapylie-
HUs HAaKOIIEHNS ITIMKOTeHa, MYKOIIOICaXapu/i03bl, aMI-
noun03el, 60me3up Pabpu u gp. [1-3]. TKMII u eé deno-
KOIMY OT/INYAIOTCS He TOJIbKO IIATOTeHe30M IUIepTpodun,
HO U KIMHNYECKUMU OCOOEHHOCTSMMU, T€YeHUEeM U IIpO-
THO30M, B CBSI3JI C 4YeM B PeajIbHOI KIMHIYECKON MPAaKTHKe
muarao3 TKMIT go/mkeH ObITh He TOIBKO KIMHUYECKUM, HO
U «MOJIEKY/IAPHO-T€HETUIECKIM.

Ilenp paboTer — mpPOAHAIM3UPOBATH OCOOEHHOCTI
puarHoctuky u TedeHns 'KMII B peanbHOI KIMHNYIECKO
IIPaKTHKe.

Martepuana 1 METOABI

IIpoBefieHO OJIHOMOMEHTHOE IIONIEPEYHOE MCCIIENOBa-
HUe C IPOCHEKTMBHBIM KoMIIOHeHTOM. IIpoamamusupo-
BaHbl BCce cmydam auarHoctuku [KMII no pesymbraTam

97IEKTPOHHOJ 0a3bl HaHHBIX MHOTOIPOQIIBHOIO CTaLU-
oHapa 3a nepuog ¢ 2007 o 2021 rop u MeAMIIMHCKAs HO-
KyMeHTalys ykasaHHbIX 80 manyeHToB (43,7 % >KeHILIVH,
56,3 % my»xanH) ¢ TKMII. Tnaraos TKMII 6511 ycTaHOBTEH
Ha ocHOBaHMM sxoKappuorpapudecknx (9xoKI') maHHBIX.
B kavectBe guarHoctmyecknux kpurepueB I'KMII ncnonb-
30Ba/M MaKCUMaIbHYI0 TonmyHy cteHkn /DK B gmactomy
>15 MM, HEOODBSCHUMYIO aHOMAJIbHOI IIpef- M IIOCTHA-
rpyskoii [4], wiu Tonmuny crenku JUK B guacrony 213 MM
y porctseHHMKoB /ui ¢ TKMII nnm y nur, ¢ HomoXuTenb-
HBIM F€HOTUIIOM [5].

Mennana Bo3pacta manuenToB ¢ [KMII cocrasuma 57
(3mecp m manee B CKOOKax IpeNCTaBlIeH MHTEPKBAPTU/Ib-
HblT pasmax 48,5; 63) met. Cpenu maumentoB ¢ I'KMII
HECKOJIbKO Ipeolmafgamm MyXdamHbl — 56,3% (n=45).
[Ipuuannsl rocuuranusanyu y 6onpHeix ¢ KMII 6bumn
pasHOOOpasHbl, B TOM YMC/Ie CUHAPOM CTEHOKapamu y 28
(35%), ocTpblit KOpOHApHBIL cuHApPOM Yy 13 (16,3 %), ma-
pokcuam ¢pubpumsuyy npepceppuit (OIT) y 9 (11,3 %), ne-
KOMIIEHCAUVA XPOHNYECKOI CEpAEYHOI HEOCTATOYHOCTI
(XCH) v 9 (11,3%), cuHKOII® U IPeRoOMOPOYHBIE COCTOSI-
HuAy 6 (7,5%) nanuenTos (PucyHok 1).

bbbt mpoBesien peTpOCIEeKTUBHBIN aHA/IN3 PE3YIbTAaTOB
9xoKT' wuccnenoBanmii, BBIOTHEHHBIX BBICOKOKBATU(U-
LMPOBAaHHBIMY CIIENMAMICTAMM Ha Y/IbTPa3BYKOBBIX all-
IapaTax 9KCIepTHOro kmacca. Bee msmepenust JDK 6bitn
BBINIOJIHEHBI B COOTBETCTBMM C PEKOMEHAauusaMu Ame-
puxanckoro ObuectBa sxokappuorpadum. Opaxuys Bbl-
6poca (PB) JDK usmepsmach ¢ UCIIONb30BAHMEM METOZA
muckoB («Mopuduuuposanoro Meropa Cummncona»). O6-
cTpykuuoo BeiHOCcAmero Tpakra (OBT) JDK mmarHOoCcTH-
pOBa/IM C MOMOIIBIO JONIIIepaXoKapuorpaduy Ipu 3Ha-
YeHVSAX MaKCYMAaJIbHOTO (IIMKOBOTO) IpajyeHTa JaB/IeHUA
B BBIHOCAILEM TpaKTe JIEBOTO >Kenyhodka =30 MM PT.CT.
B IIOKOE M/IM IIPU INIPOBEMIEHNUM IPOBOKAIVOHHBIX IIPOO.
AcummetpruHasa cenrtanbHas [KMII guarHOCcTHpOBamach
IIpM TOJILIVMHE MEXOKenyZoukoBoit meperopopku (MIKII)
>15 MM u otHomenus tommyuabl MJKII k 3amHent cTeHke
JDK 21,3 [1]. Annkansuaas TKMII guarHoctupoBanach npu
runeprpodun JDK, orpanmyenHont sepxyukon JDK [1].
V306parkenys A1 M3MepeHVs IaIlVJUIAPHBIX MBI ObIIN
ITOJTy4eHbI U3 MapacTePHAIbHON MPOEKIMI MO0 KOPOTKO
ocu. MakcumanbHble AMaMeTphl IepefiHe-TaTepanbHOM
U 3aJHe-Me[ManbHON MaNMI/IAPHBIX MBI N3MEPs/IN Ha
CpeffHEM YPOBHe IapacTepHA/IbHOI MPOEKLUNU 110 KOPOT-
KOJI OCM B KOHIIe /IMacTO/bl. [OpM3OHTAIbHBIN AMaMeTp
U3MEPANM TapajUIeIbHO JIMHUM, IPOBENEHHON MEXTY
neHTpoM nonoctu JDK 1 manuinsapHoi MbIlIIeil B MecTe
npukperieErs K creHke /UK, a BepTUKa/nbHBIN AMameTp
U3MEPANN TEPIEHAVKY/IAPHO NMHUYU, ONMCAHHON BBIIIE.
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CHHJIPOM CTCHOKApINU
nopo3penne Ha OKC
napokcusm OI1
nexommencanus XCH
CHHKOII?, TIPECHHKOII?
TUNEPTOHUYECKUI KpU3
nposenenns KAI'
KOHCYNIBTAIlMK apUTMOJIOTa
noctanoBka OKC

OHMK

peLIeHne BOIPOCa O TOAHOCTH K BOMHCKOIL. .

nmrutantaiys UK/]
TUTIOTOHUS
JICKapCTBEHHAsT OpauKapIus

angina syndrome

suspicion of ACS

paroxysmal AF

decompensation of CHF

syncope, presyncope

hypertensive crisis

carrying out CAG

consultations with an arrhythmologist
pacemaker implantation

CVA

determination of the question of fitness for..

ICD implantation
hypotension
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Pucynox 1.
IIpuuumol
20CHUMAnU3auuU
y 6onvHbix ¢ [KMIT

Ilpumevanme:

OKC — ocTpblit KOpOHapHBIi
CHHJIPOM,

DIT — PubpunnAnmMA Mpencepamii,
XCH — xpoHMdecKas cepiedHas
HeJI0CTaTOYHOCT,

KAT — koponapHas aHruorpadus,
9KC — amekTpokapamo-
CTUMYNATOP,

OHMK — ocrpoe Hapy1enne
MO3rOBOTO KPOBOOOpAIIeH,
VK]l — uMnIaHTipyemblit
Kappauoseprep-ebubpuInIATOp

Figure 1.

Reasons for
hospitalization in
patients with HCM

Note:

ACS — acute coronary syndrome,
AF — atrial fibrillation,

CHF — chronic heart failure,
CAG — coronary angiography,
CVA — acute cerebrovascular
accident,

ICD — implantable cardioverter-
defibrillator
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medication bradycardia 1,2% (1)
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B coorBerctBUM ¢ Kpurepmsamu Kobamwm, rumeprpoduis
HanIIAPHBIX MBI ONpefieislack AuaMeTpoM =11 MM
10 KpaliHell Mepe OfHONM IMaNWIIAPHON! MBI B TOPU-
30HTA/IBHOM W/IV BEPTUKAIbHOM HAIpaBIeHNN WK B 060-
ux HampasieHusx [5]. Cucronmyeckoe jjaBieHne B 1€roy-
Holt aprepyu (CJIJIA) paccumThIBamy HEMHBA3UBHO IIO
JaHHBIM TPaHCTOPAKaIbHON 3XOKapAuorpaduu mo mmko-
BOII CKOPOCTYM TPUKYCIUAATBHON PErypruTaluy C y4eTOM
AuaMeTpa HYDKHEI! ITOJION BEHBI U ee KO/IabMpOBaHNUs Ha
Bjioxe. JIeroyHyio TUIIEPTEH3MIO AMArHOCTUPOBAIM IIPU
3HAaYEeHMAX JaHHOTO MoKa3aTend >30 MM pT.CT.

bt mpoaHanM3MpoBaHbI BCE JOCTYIHbIE 37IEKTPO-
kappuorpammbl (9KI), onenensr kpurepun Kopuerna, nu-
nexc Coxonosa-JlajtoHa u Bomprax 3y6uos OKI. Huskum
CUNMTAJICS BONIBTAXK B OTBEJEHMAX OT KOHEYHOCTE! <5 MM
i B npekapauaababix <10 Mm [2]. Kommnekcsr QRS xe-
JIy[JOYKOBOTO IPOUCXOXKAEHMs, apTepakTbl 13 aHaIM3a
VICK/TIOYa/INCD.

g oLeHKM (QYHKUIMOHAIBHOTO COCTOSHMA IIOYeK
OblTa paccuMTaHa CKOPOCTb KIyOOYKOBOI (uabTpa-
myu (CK®P) nmo dopmyre CKD-EPI. IIposenena oreH-
Ka HaIM4uusA U CTENeHM BbIPAXEHHOCTVM IPOTEMHYPUN
IO pe3ynbTaTaM OOLIET0 aHaaM3a MOYM. YUUTBIBAIUCH
JaHHbIe Pe3y/IbTaTOB 1aOOPATOPHOTO UCC/IENOBAHNA, IIPO-
BeJIeHHBIX BO BpeMs M [I0 MHJEKCHOJ TOCHUTAIN3ALVIMN.

%
20 25 30 35 40

K/IMHMKO-MHCTpYMeHTa/IbHBIM KpUTepyeM XPOHMYeCKOI
6omnesuu nouek (XBII) asnamock croiikoe cHmkenne CKD
<60 mn/mmuH/1,73 M? u/unyu MapKepoB IOBPEX/EHUs I0-
YeK B TedeHMe 3 MecsieB u 6oree. YpoBeHb N-KOHIIEBOTO
¢parMeHTa MO3TOBOIO HaTPMITypETUYECKOrO IPOIENTHIA
(NT-proBNP), TponoHmHa B CBIBOPOTKE KPOBIU, 9KCKpe-
1110 a/IbOYMIHA C MOYOIT He OIIPefie/IsiU [0 TeXHIIECKUM
IpUYMHaM.

TeHeTHYECKOTO TECTUPOBAHS U MCKIIOUEHNS (DEHOKO-
it TKMII B peanbHOI KIVHNYECKOIT IPAKTUKE HEe OBIIO
poBeeHo Hi y 1 6ombpHOrO. B pamkax HaydHO-MCCIERO-
BaTe/IbCKOIT paboThI Kadempbl MPOIeeBTUKY BHY TPEHHIX
6onesneit nededbHoro dakynsrera GPTAOY PHVIMY um.
H.J. IInporosa M3 P® B 2020-2022 ropy 55 manueHTamMm
¢ ITDK (B Tom umcrne 5 (9,1 %) u3 npoaHamnMsupOBaHHBIX
BBIIIIe ALMEHTOB) OBUIO IIPOBEEHO FeHeTYEeCKOe TeCTHU-
poBanue Ayt uckmodenus penoxonuit TKMIL.

[IporHo3 manMeHTOB OBUI OlLieHEeH IIpU TenedOHHOM
KOHTAaKTe U IIPU aHaIu3€e JOCTYIHON MEAUIMHCKON NOKY-
meHTauuy depes 87 (45-131,5) mecsneB. KonedHolt TOUKOI
ABJIS/IACh CMEPTH OT BCEX IPUYNH.

Cratuctnyeckass o6paboTKa MPOBOAMIACH C ITOMO-
mpio mporpamMMmbl SPSS 26. ITockonbKy 4acTh IOTy4YeH-
HBIX JaHHBIX He IOJYMHATACh 3aKOHY HOPMaJIbHOTO pac-
npefe/eHnd, NPYMEHAIM HellapaMeTpUYecKue MeTOHBL
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OPUTMHAABHBIE CTATHU

LenTpanbHasa TeHJEHUMA M JUCIEPCUA NPU3HAKa Ipef-
CTaB/IEHbl KaK MeflMaHa U MHTEPKBAPTM/IbHBIA pasMax.
O1eHKy MeXIPYINOBBIX Pas3IM4uil B IByX HE3aBMCUMBbIX
TpyIax MpOBOAVIN C ITOMOIBI0 KpuTepus MaHHa-Yur-
Hu. [Ipy aHanmse KaueCTBEHHDIX JAHHBIX OIpPeNesIsIn ab-
COMIOTHYIO ¥ OTHOCUTEIbHYIO 9aCTOTY UL KaXXKIOTO 3Ha-
4yeHNs NpusHaKka. [Ipy cpaBHeHMM OTHOCUTENbHBIX YaCTOT
IIpM3HaKa B IBYX I'PYIIIaxX 1 K03 ULMEHTOB KOPpesauit
HPOM3BOAMIACH IIPOBEPKA TUIIOTE3 00 X paBeHCTBe C I10-
MOUIbIO JIBYCTOPOHHETO KPUTEpUs CTaTUCTUYECKOI 3Ha-
4uMOCTH. [I/I1 COmOCTaB/IeHNs TPYIII IO Ka4eCTBEHHOMY
IPU3HAKY MWCIONb30BAIN KPUTEpUil XU-KBafgpaT (MeTop
MaKCHMMaJIbHOTO HpaBJoNono6us). Bepk1uBaeMocTh 60mb-
HBIX MCCTIENOBANM METOOM IOCTPOEHMA KPUBBIX BBDKU-
Baemoctu Kammana-Meriepa. CTaTUCTHYECKM 3HAYMMBIM
cunranca yposensb p <0,05.

Pe3yabpraTsl

3a mepuop, ¢ 2007 o 2021 IT. B OTHOM U3 MHOTOIIPO-
¢unpHbIX cranuonapos I. Mockssr 'KMII 6bina ana-
rHoctupoBada y 80 u3 560901 rocnmranmsmpoBaHHBIX
nanyenTos (0,0143 %; 14,3/100000 gyenosex/rox, 1:6993 ro-
CIMUTANM3UPOBAHHBIX B rof). Bee manmentsr ¢ TKMIT 6bu1n
BBIMTMCAHBI 13 Kapamonorndeckoro otnenenus (Tabmuma 1).

[Tpn mocTymreHMu B CTAL[MOHAp >XKaa00bl HAa aHIU-
HO3HYIO 0OJIb/TsKeCTb 3a TPYAMHOI onucaHbl y 44 (55 %)
naruentos ¢ IKMII, ogpruiky — y 41 (51,3 %), cmabocts
n/vnn yromnseMoctb — v 30 (37,5 %), cepriiebnenne, me-
pebou B pabote cepaua — y 25 (31,3 %), obMopoku/mpe-
mpobMopouHble cocTosuust — y 10 (12,5%), oTeKy HIDKHUX
KOHeuHOCTU — Yy 7 (8,8 %) manmeHTOB.

B anamHese y 12 (15 %) Obit yKasaH paHee JUATHOCTH-
posaHHbIiT nHMapkT Muokapaa (VIM), us auxy 6 (50 %) 6es
3HAYMMBIX CTEHO30B KOPOHAPHBIX apTepuil Py KOPOHAPO-
anruorpadun, y 3 (3,8 %) ¢ foKasaTeNbHbIM CTEHO30M KO-
POHAPHBIX apTepuii, 13 HUX y 2 (2,5 %) MpoBOAMIOCH CTeH-
TUpOBaHMe NHDAPKT-CBSI3aHHOI apTEPUL.

B anamHese y 43 (53,8 %) maIjeHTOB MMeIa MECTO ap-
TepuanbHas runeprensus (AI): y 6 (7,5%) nanueHToB —
1 cremenys, y 9 (11,3%) — 2 cremeny, y 28 (35%) — 3 cre-
nenn. ITpu rocrmramisanym y 1 (1,3%) 6onbHBIX OblTa
BbIsIB/IEHA apTepuajbHasi TMIIOTEH3WSI.

Caxapubiit guaber (CII) 2 tnma 6su1 B aHaMHe3e y 14
(17,5%) 6ompubix ¢ I'KMII, HapylieHue TOIEpaHTHO-
CTM K IJIIOKO3e OBUIO BBISAB/IEHO IIPU TOCIMTANTU3ALNN
y 10 (12,5 %) manmeHTOB.

XCH 6b1a ykasaHa B juartHose y 62 (77,6 %) HaljeHTOB
¢ TKMIL. Y 71,1 % manuentos 6bu1 11 u 111 ¢byHKIMOHATIB-
bt knace (PK) mo New-York Heart Association (NYHA)
ny61,8% — IIA cragusa XCH o kinaccudukanyu Crpasxe-
cxo-Bacmnenxo. V3 npusnakos XCH rupporopakc BbIABIEH
y 5 (8,1 %) naiueHToB, 13 HX y 3 (4,8 %) — IIPaBOCTOPOH-
HUIL, ¥ 2 (3,2 %) — ABYCTOPOHHMII ITMAPOTOPAKC, TellaToMe-
ramusa —y 7 (11,3%), acuut — y 1 (1,6 %) mareHTos.

ITpu OxoKT ronmmmHa MexXKKenyJOuKOBOi TePEeropoaKu
(MDJKII) cocraBuna 1,8 (1,4-2,3) cM, 6a3aabHOrO cerMeHTa
MIKIT — 2,06 (1,8-2,3) cm, 3apneit crenkn JIDK — 1,4 (1,2-
1,6) cm. Tommna MOKIT u/vnm sagueit crenxu JIDK >1,5 cm
BpLAB/IeHa y 91,2 % manmentos ¢ 'KMII. CummerpuyuHas

¢dopma 'KMIT — y 22,1 %, annkanbHas popma — y 5,2 %,
runeprpodus MaNWUIAPHBIX/OM Mbly/sl y 1,3%, ru-
neprpodusa MIKII y 71,4 % naumentoB. O6CTpyKTUBHASA
FKMII gmarsoctupoBaHa y 64,1% (B T.4. cKpbITas 06-
cTpykuus BeiHocsmero Tpakta JDK (OBT JIXK) BbLaBnena
y 1,3%), HeobcTpykTuBHas — y 35,9 % 6ombubix ¢ TKMII.
Y 9,0 % marmeHTOB ObITa OIIEPALVISI CENTANTBHON PEFYKIINI
B aHaMHe3e. MefiaHa MaKCYMaIbHOTO TpajilieHTa JaBiie-
Hua B BT JDK y 6ompabix ¢ OBT JDK cocraBma 53 (28-105)
MM PT.CT., CpefiHero rpaameHTa gasnenns B BT JDK — 30
(15-49) mm pr.ct. IlepenHesasuuit pasmep 7€BOTO IpeEf-
cepaust coctaBun 4,5 (4,0-5,2) M, ero o6bem — 102,5 (63-
140) mi1, mowanp npasoro npencepmus — 16 (14,5-22,5)
cm?”. KoneuHo-pguactomyeckuii pasmep JUK cocrasun 4,3
(4,0-4,8) cM, ero KOHEYHO-IMACTONMMYECKUIT 06beM — 80
(70-100) mu. @B JIK cocraBmna 63 (55-70) %. XCH co
camxenHoit ®B JDK <40 % pmarnoctuposana y 3 (3,8 %),
C yMepeHHO CHIDKeHHOl — Y 4 (5%), ¢ coxpanenHoit ®B
(XCHc®B) — v 55 (68,8 %) nanuenros (PucyHok 2).

Y 38 (47,5 %) nmanyeHTOB MMeNIO MeCTO IepeHeCHCTO-
mmueckoe aBkeHne MK, y 7,14 % onucan nponmanc MK.
BropuyHas MUTpanbHasA perypruTanysl 3aperucTprupoBa-
Ha y 60 (75 %) mauneHToB.

Tabnuya 1. Yacmoma ouazrocmuxu I'KMIT

8 MHO20NPOPUNLHOM crnayuoHape 3a nepuod ¢ 2007
00 2021 .

Table 1. Frequency of diagnosing HCM in a
multidisciplinary hospital for the period from 2007
to 2021

Konmnue- % GOMbHBIX
Komnye-
CTBO IIpO- C AMATHO30M Yacrora
CTBO 60/IB-
JIeYeHHbIX TKMII n3 yncna| AMArHOCTUKM
HBIX C ANa-
B CTaINO- nponedyenHpix | TKMII/100 Thic.
THO30M
Ton/ | Hape 60m1b- B CTalMoHape/ uen/ronm/
I'KMII/ . . .
Year HBIX/ % of patients | HCM diagnostic
Number . .
Number of patients diagnosed with frequency/
of patients | . P HCM among 100 thousand
. diagnosed
treated in R those treated people/year
A with HCM | . .
hospital in a hospital
2007 20212 6 0,0297 29,70
2008 26134 5 0,0191 19,10
2009 30268 6 0,0198 19,82
2010 28855 8 0,0277 27,72
2011 30569 4 0,0131 13,09
2012 29720 5 0,0168 16,82
2013 30078 6 0,0199 19,95
2014 39735 3 0,0076 7,55
2015 42024 9 0,0214 21,42
2016 46047 4 0,0087 8,69
2017 45909 4 0,0087 8,71
2018 49604 10 0,0202 20,16
2019 47027 5 0,0106 10,63
2020 45206 3 0,0066 6,64
2021 49513 2 0,0040 4,04
2007-
2021 560901 80 0,0143 14,26

Ipumevanne: TKMII — runmeprpodirdeckas KapAnoMuOIaTILsL
Note: HCM — hypertrophic cardiomyopathy
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Pucynox 2.
Cucmonuueckas
PYHKUYUS 716020
HeyoouKa y 60mvHbIX
¢ 'KMIT

IIpumevanme:
@B JIK — dpakuns Be6poca
JIEBOTO XKe/Ty[0uKa

Figure 2.

Systolic function of the
left ventricle in patients
with HCM

Note:
LVEF — left ventricular ejection
fraction

Pucynox 3.
Huacmonuyecxkas
PynKyus nesoeo
HenyooUuKa y 60nbHbIX
¢ TKMIT

Ilpumevanme:

JOIJDK — puacronnyeckas
InChYHKIM IEBOTO XKeMyf0uKa,
JOJDK — puacronnyeckas
byHKIMS 71IEBOTO JKeTy0uKa

Figure 3.

Diastolic function of the
left ventricle in patients
with HCM

Note:

LVDD — left ventricular diastolic
dysfunction,

LVDEF — left ventricular diastolic
function
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OPUTMHAABHBIE CTATbBU

B saxmouennn 3xoKT y 13 (16,3 %) marueHToB OMICaH
Ka/IBIIMHO3 CTPYKTYp cepaua: y 3 (3,8 %) — TONbKO Kanb-
I[IHO3 CTBOPOK MUTPAJIbHOTO K/IallaHa, y 2 (2,5 %) — ToJb-
KO a0pTaJbHOrO Kiamaua, y 8 (10%) — m MuTpaabHOro,
U A0PTA/IbHOTO KJIAIIaHa.

Iuddysusiit runokunes JDK Besisren y 5 (7,2 %), 1o-
KazmbHblt — ¥ 5 (7,2 %), aknHes BbLaBeH y 1 (1,4 %) manu-
eHra (y BceX 3TMX OONBHBIX B aHaMHe3e ObIT yKa3aH MH-
¢dapkT Muokapga), y 2 (2,9 %) guccuneprust Bepxyuku JDK
Ha (oHe IIOTHOI 6/I0Ka/IbI TeBOJT HOXKM ITy4Ka [1ca.

IIpusHaky /1€ro4yHON TMUIIEPTEH3UM BBIABIEHBI y 21
(35%) mammeHTta, Cpemy KOTOPBIX OBIZIO PaCCINTAHO
CIJIA, y 20 (33,3%) maumeHtoB B mporokone IxoKT
CIJIA He 6bUTO OTpaxeHo. Y 14 (23,3%) 60mbHBIX
¢ ’'KMII creneHb JIeTOYHOI TUIIEPTEeH3MU ObLIa IEPBOIL
(CIJIA <50 MM pr.cT.), ¥ 5 (8,3%) — BTOpOIL (CIJIA 50-
80 MM pr.cT.),y 2 (3,4 %) — Tperneit (CIJIA >80 MM pr.CT.).

Iuacromuueckas aucdynkuma JDK BbiaBmeHa y 37
(51,4%) naumenrtoB ¢ I'KMII: y 24 (33,3%) — Hapyure-
HIUe penakcauuy, y 12 (16,7 %) — mceBEOHOpMAIM3ALINS,

= HOPMENbHbIN BOMBTAMN

y 1(1,4%) — pecrpuxumss; y 5 (6,9 %) mManmeHToB B TOKY-
MEHTAllMM OTMedeHa HOpMa/bHas IMACTONNIecKass QyHK-
. Y 30 (41,7 %) ouenka guactondeckont ¢pynkium JDK
He npoBoautacek (Prcynok 3).

BrInoT B momocTy nepukappa 6ui1 BuisABIeH y 9 (12,5 %)
[AI[EeHTOB.

ITpu anammse pocrymubix JKI, saperncTpupoBaHHBIX
IpY TOCTeTHeN TOCHUTAIN3aluy, OB BBIABIIEHBI BOJIb-
taxaple npusHaku [TDK y 36 (48 %), HU3KuiT BONIbTaX Ha
9K y 1 (1,3%) maruenta (Pucynok 4). Orpuiare/nbHblil
3y6ern; T B rpyIHBIX OTBefieHNAX (dacTo B V2-V6) ObLI 3ape-
TUCTPUPOBaH y 36 (48 %) mannentos. Hamrane matonornde-
cxoro 3y6ra Q Ha OKI' 65110 3apeructpuposaso y 8 (10 %)
manueHToB (y Bcex Obur 3agoxomentupoBan VIM/IIVMIKC
B aHaMHe3e): y 4 (5%) B HIDKHMX oTBefeHMsaAX, y 1 (1,3%)
B GOKOBBIX, Y 2 (2,5%) B IepeHeNeperopoyjouHbIX 11 Bep-
xymke JDK, y 1 (1,3 %) B HYDKHUX 11 B GOOKOBBIX OTBEEHISX.

O®IT BoissBneHa y 36 (45%) manumentos ¢ I'KMII:
y 12 (15%) — nocrosiHHas, y 5 (6,2 %) — IepCUCTUPYIO-
mast, y 19 (23,8 %) — mapokcusmaibHas Gpopma.

 HU3KHI BONBTAN Pucynox 4.
oo gt Jcane O9KT y 6onvnoix ¢ TKMII
Tlpumeqanne:

= normal voltage

« low voltage

TJDK — runeprpodus Muokapaa
JIEBOTO JKeMyI0YKa

= voltage signs of LVH

Figure 4.
ECG in patients with
HCM

Note:
LVH — left ventricular
hypertrophy
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3a BpeMst TOCIIUTA/TN3ALI MY JKETYJOYKOBAsT TaXUKAPAS
Oblna 3apernctpuposaHa y 6 (7,5%) IHalieHTOB, U3 HUX
y 4 (5%) manmeHTOB HEYCTOMYMBAsI XKETYLOIKOBAsT TaXM-
Kapaust 6blTa 3auKCUpoBaHa mpy 24-9aCOBOM XOJITEPOB-
ckoM Mouurtopuposanuu IKI, y 2 — na 9KI B 12 oTBefe-
Huax. Hapkenynoukosas Taxukappus Beisasiena y 3 (3,8 %)
marentoB ¢ TKMII: y 2 (2,5 %) — mpu 24-4acoBOM XornTe-
poBckom Mouuropuposanuu IKI, v 1 (1,3%) — Ha OKT
B 12 orBepenysax (PrucyHok 5).

Hapymenus mposoaumocty BbLABIeHBI ¥ 29 (36,3 %)
[IAlIVIeHTOB: aTPMOBEHTPUKY/IApHas (AB) Omoxaja —
y 6 (6,3%) mpu atom y 2 (2,5%) — I crenenn, y 3 (3,8 %) —
III cremenu, Omokaja NpaBOii HOXKM Iydka I[mca —
y 17 (21,3%), nepoit Hoxky myduka Imca — y 12 (15%)
maryentoB. Cunppom  Bonbddda-ITapkuncona-VYarita
61 BoisBieH y (1) 1,3% mnaumenra (Pucynok 6). ITpu-
cryn Mopranbu-9namca-Crokca ykasaH B JOKYMEHTAL[UM
y 3 (3,8%) 6onpubix ¢ [KMIL. B anamuese 4 (5%) mammu-
eHTaM OblI UMIUIAHTUPOBAH 3IEKTPOKAPAUOCTIMYIISTOP.
[Tpuunuoit nmitantauyun sBsuch AB-6mokama III cr.
y 3 (3,8 %) ImanyeHToB MOCIIe pe3eKIMI MeXIKEeTyLOYKOBO
[IepPeropoAKy, OpafnucUCTOMNYecKasi MOCTOsAHHAs (opma
®ITy 1(1,3%) marueHToB.

Ckopoctb knyb6oukosoit ¢unbrpanun (CK®) y mauu-
entoB ¢ [KMII cocraBnsna 65 (56-78,8) mn/mun/1,73 M2
(n=71). Xpoundeckass 60me3Hb IOYEK MMeNa MeCTO y 22
(31%) 6onbHBIX, IpK 3TOM y GonbLIMHCTBA 3a U 36 cra-
mun. (Pucynox 7). Ilpotemnypus sbiasneHa y 17 (25%

HALMEeHTOB, N=68), ypOBeHb HPOTEMHYpUM Bblle 1 T/1
Opi1 BBIABIIEH Y 3 (4,4 %), HehpOTUUECKIIT CUHAPOM —
y 1 (1,5%) maumenrta c TKMII (PucyHox 8).

[Tpono/mKNTENbHOCTD TOCIIUTAIN3ALNI CPEAY al[eH-
toB ¢ 'KMII cocraBuna 8 (6; 12,5) cyrok. Uepes 87 (45-
131,5; min 1, max 180) Mecs1IeB I1OC/Ie BBITICKI ymepno 11
(13,8 %) manneHToB. [TpOTO/KUTENBHOCTD XU3HU Y YMep-
mmx 601bHBIX 0T MoMeHTa fiuarHocTuku [KMII cocraBmra
10 (3-12, min 0, max 17) ner.

Y yMepLIMX MaIieHTOB Yallle, YeM Y XKUBBIX, MMENUCh
OBT JDK u ®II B anamuese (X?= 10,09; p = 0,006 u X*=
3,96; p=0,047 cooTBeTcTBeHHO) (PucyHok 9, 10).

Bospacr, non, BerpaxxeHHocts u popma [TDK, OB JDK,
KOHEYHO-[IMacTONMIeckuit pasmep n o6wem JUK, mmacro-
mmdeckass ¢yukuus JDK, pasmep u obbem neBoro mpen-
cepanus, creneHpb nporennypun, CK®, ¢pyHxumoHanpHblil
knacc XCH no NYHA, cragus XCH (o Crpaxecko-Ba-
CUJIEHKO), Ha/I4lie apTepuanibHOl TUIepTOHNH, MHpapKTa
MUOKapfia B aHaMHe3e J CaXapHOro fmabeTa y yMeplLIMX
¥ )KVBBIX TTAI[MEHTOB JOCTOBEPHO He pasnnyanuch (Tabmu-
na 2, Pucynox 11).

55 manmentam ¢ IJDK (5 (9,1 %) us mpoaHannsu-
POBaHHBIX BbIllle IAIMEHTOB) OBIIO IMPOBEJEHO TIeHe-
THYeCKOe TeCTUPOBaHMe I UCKIIoYeHUsA (eHOKOMMit
TF'KMII. U3 Hux y 12 (21,8 %) mauneHTOB GBI BBISB/IEHDI
MyTaluu reHoB 6GenkoB capkomepa (umctmuHas ['KMII),
y 1 (1,8 %) — myranus reHa rpanctuperusa (ATTR- amn-
JIOUT03).

F 45% Pucynox 5.
O 15% Hapywenus pumma
0.2% B HoCTOSHHAS y 6onvroix ¢ TKMIT
I 23.3% Tpuvewane:
DIT — GubpunnAnMA Mpecepamii,
HepCuCTUpyromas HOKT — HajpxenygodkoBas
- 3,8% TaXMKapAu,
HapchngMan],Ha;[ ] TMMapoKCU3MaJibHasz KT — xenmynoukoBas TaxuKapaus
HXT
I 7,5%
[TapoxcusmanbHas
KT
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Figure 5.
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I 2357 ¥ permanent Note:
. Afib — atrial fibrillation,
persistent SVT — supraventricular
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O6cyxpeHue

CornacHo omy6/MMKOBaHHBIM NaHHBIM, cryday I'KMII
ObUIM TarHOCTUPOBAHBL B 122 cTpaHax. DTOI MaTONIOrMei
cTpajjaeT npuMepHO 20 MJIH 4elOBeK BO BCEM MUPE, UTO
3HAUUTE/IbHO IIPEBBIIIAET paHee IIpeJIoIaraBlieecs KOmm-
4ecTBO 601bHBIX. OK0710 90 % cryvaes ['KMII aBiA0TCA He
AMarHOCTUPOBaHHbIMIU [1].

B Hamem MHOrOmpo(dmIbHOM CTAalMOHApe B IIEPUOL
¢ 2007 mo 2021rr yacrora BeisBnenus [KMII cocraBmia
14,26 Ha 100 THIC. YeTOBEKO-/1eT. AHA/IOTMYHOM CTATUCTU-
4eckoit mHpopmanyy Ha caiite ®efepanbHOII rocymap-
cTBeHHOI cratuctuky Poccuiickoit Depepaunun u B fio-
CTYTIHOJ IUTEpaType HailT! He y#anock. B Podectepckom
snupeMmonorndeckom mpoekre (Muuaecora, CIIIA) B me-
puor, ¢ 1984 no 2016rr BersaBngeMoctb I'KMII cocraBu-
na 8,0/100 Teic. yenoBexko-net [6]. Pasmmums moryt 6BITH
00YC/IOBIEHBI Majlojil BBIOOPKOII HAIIEro JICCIefOBAHIS
U BKJIIOYEHMEM TO/IbKO TOCHMTA/IM3MPOBAHHBIX MallMeH-
TOB. YumrsiBas pacrnpocrpaHeHHocts [KMII B o6miei
nonysanyy coctasiseT 1 Ha 500 demoBek, 607blIOe KO-
yectBo caydaes [ KMII He [arHOCTMPOBAHO B PeanbHOMN
K/IVHUYEeCKOT mpakTuke [1].

OrnuunrenvHoit ocobennoctoio I'KMII saBnsaercs
HEOJJHOPOJHOCTh KIMHUYECKUX IPOABIEHNUII, BapbuUpy-

T 21,3% (17)

BMHMT

I — 15% (12)

BHNT

Ap N 6.3% (5)
2,5% (2)

omas oT 6ecCUMIITOMHOrO TedeHus mo Tspxenmoir XCH
U BHE3AIHOI cepfiedyHoll cMepTu. TunmdHpIMU Mopdo-
normyeckumn npusHakamu [KMII asnarorca rumnep-
Tpodusl, MOBpeXAeHME KapAMOMUOLUTOB u (Gubpos
muokapga [1]. Ilpu stom 3aboneBaHmum HapyulaeTcs
0oOMeH KanbLusA B Muokappe, Hea(HeKTUBHO MCIIONb-
3yeTcsA 3HepTusA M PasBMBAETCA MUKPOCOCYAUCTAS HVC-
¢dyHKuMs. B HameM yccIefoBaHUM U 11O TUTEPATYPHBIM
TAHHBIM, 3TO CONPOBOXK/AETCA HapYyIIeHNEeM JI0KaTbHO
U CHIDKEHMEM T7106a/IbHOII COKPAaTUMOCTH, HapyLIeHueM
practonnyeckoit pynkuuu JDK, HerocTaToYHOCTBIO K1a-
IIAHHOTO aIlllapaTa CepAlla, HapyLUIeHWAMU PUTMa U IIPO-
Bogumoctu, XCH (y 77,6 %, B 1.4. XCHc®B y 68,8 % ma-
mueHToB) [1,5].

B xnmnHM4YecKnx pekoMeHpanusax EBpomnerickoro o6buie-
CTBa KapfMOJIOTOB B KauyecTBe 00513aTEIbHOTO KpUTEPUs
punarHocTyky XCHe®B (mo 2021 roma u XCHyn®B) pe-
koMmeHzioBaHO omnpepnenenue NT-proBNP, BNP. B mmn-
POKOIl KIVHMYECKON IIpaKTMKe 3TO He BCerja BBINOJ-
HAETCHA, B CBA3U ¢ 4eM y maumeHToB ¢ I'KMII B Hamei
paboTe 3Ha4yeHMs STOTO IIOKA3aTeNlsd He OIpE/e/sAInCh.
Ilo pesynrbraTaMm HEKOTOPBIX aBTOPOB, ypoBeHb NT-
proBNP, BNP, BbICOKOYYBCTBUTENIbHBI TPOIOHUH MO-
ryr nomoub guddepennuposars 'KMII or ee ¢eno-
KOIMII M Jaxke OTIMYaThb (EHOKOIMM JpPYyr OT [pyra.

Pucynox 6.
Hapywenus
npogodumocmu

y 6onmvrox ¢ TKMIT

IIpumevanne:
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Conduction disorders in
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Liu H. et al. moxasany, 4T0O y HallMEHTOB C aMIJIOU030M
cepala 3HaUYMTeNbHO Bbie ypoBeHb NT-proBNP [5803,5
(2533-13969) nporus 1513 (656-3516), p=0,001)] u Tpo-
mouun T [91,9 (53,85-223,45) mporus 17,3 (11,9-45,3),
p=0,001], yem y manmentoB ¢ 'KMII. B ormmume or
I'KMII guarHO3 amMmonjo3sa CepAla MOXXHO MCKITIOUNTD
npyu HopMasnbHbIX 3HadeHusAX NT-proBNP. Hu y opno-
ro manreHTa ¢ AL ammiono3om ceppia He 6bUI0 0OHA-
pyxeno NT-proBNP <55 nmonb/n. B nccneposanmm Hu
K. et al. BBIABUIN, YTO YPOBHM BBICOKOYYBCTBUTEIBHOTO
tporonrHa T (B4-THT) m NT-proBNP 6biiu 3HaumTenn-
HO BBIlIIe B IPYIIIIe aMIION03a cepaa [Meguana: Bu-THT
98 rir/mi, NT-proBNP 4110 rir/mn], 4eM B TPyIIIIe aTaKCUK
Opupperixa [Bu-THT 14 nr/mr, NT- proBNP 40 nr/mn] u B
rpynme 6onesun ®abpu [Bu-TuT 18 nr/mi, NT-proBNP
131 ir/mm, 06e P<0,001]. Kak Bu-TaT >60 nir/mn (4yBcTBI-
tenpHOCTH 0,79, crienuduyanocts 0,93), Tak 1 NT-proBNP
>1000 nr/mn (ayBcTBUTENnbHOCTH 0,91, crenuduyHOCTD
0,93) nosBossinu otudpepeHnrpoBaTh aAMUION/03 CEP-
1ja ot atakcuu Opupperixa u 6onesuu Pabpu [7,8]. B cs-
311 C 9TUM Lie7Ieco06pasHoO IIMPOKOE BHE[PEHME OIpefierne-
HISI JaHHBIX OMOMapKepOB y MAIMEHTOB C rnepTpoduert
muokappaa JDK un ocobenno mpu I'KMII.

O®II saBnseTcs HauboIee YaCTON YCTOMNYMBON apUTMIEN
npu 'KMII. Ee paciipocTpaHeHHOCTD 3aBYICUT OT TsKECTHU

20
18,3% (13)

18
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12 11,3% (8)
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2 1,4% (1)
0% (0)

Pucynox 7. XBII y 6onvnoix ¢ TKMII

1.5% (1)

m HedpoTnueckuin cugpom

23.5% (16)

Cnabas u ymepeHHas
npoTenHypua
u HeT npotenHypum

Pucynox 8. IIpomeunypus y 6onvoruix ¢ TKMII

3aboneBanmsaA 1 cocrasier ot 22% y 6ombHbix ¢ TKMIT
u 10 32% y 60ompHbix ¢ TKMII, oxxupaomux MMIIaHTa-
LMY KapuoBeprepa-fepuOpuIIaITOpa 1 9/l1eKTpOoKapauo-
crumynaTopa [9]. B namem nccnegosanuu PIIy 60/1bHBIX
¢ TKMII Bcrpevanach yame — B 45% cmy4aes. Hapy-
IIEHNS MPOBOMIMMOCTH BBIABJIEHBI y KaXKJOTO TPETbEro
nanyenTa, y 9% HapylleHus IPOBOAUMOCTU BOSHUKIIN
nmocne pesekrum MOKII. Takas dyacrora comocTaBMMa
¢ gacroroit ®II u HapylIeHns: IPOBOJUMOCTI Y GOIBHBIX
C CHCTEeMHBIM aMMJIOM/I030M B OfIHOM M3 MCCIELOBAHMUI
[2]. BeposTHO, Hama rpynma 6onbabix ¢ I'KMII 6bi1a re-
TepPOTE€HHOI1, JMarHo3, TIABHBIM 06pa3oM, 6T HOCTaBIEH
no fanabiM OXOKI' u He ObIT MCKTIOUEHDI €€ HeHOKOmUN
(Hanpumep, aMmnongo3 cepaua). CormacHo pesynbraraM
IpembIyLINX VICCIefOBAHMIA, YaCTOTA BbIAB/IEHN HAC/IE]-
crBeHHoro ATTR ammmonposa cpegyu manyeHTOB ¢ Aua-
raoctuposanHoit ['KMII coctaBnser 5%, m gocTuraer
7,6 % B BO3pacTe 55 neT u ctapiue [3]. B HemaBHeM ucce-
IZOBaHMU B KOropTe adppo-KapyOCKIX IALIEHTOB ¢ He0Ob-
sicanmoit runieprpoduert JDK amumonsos cepaiia BolsiBieH
y 33,9 % 60mpubIx [10].

B mera-ananuse Liu Q. et al. mokasaHo, 4To cpenyu ma-
mertoB ¢ [KMII ¢ynkimonanbubiil kmacc NYHA, OII,
obcrpykiyss BTJIDK 6bpuim 3HaUMMBIMM IIPOTHOCTUYE-
ckuMH (GaKTOpaMM CepHeyHO-COCYmucTol cmeptn [11].

20
18,3% (13)
18
16
14
12 11,3% (8)

10

2 1,4% (1)
0% (0)

Figure 7. CKD in patients with HCM
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Figure 8. Proteinuria in patients with HCM
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Bornee Toro, III-IV ®K NYHA 6501 caMbIM BaKHBIM (DaK-
TOPOM PUCKA CEPIeYHO-COCYAUCTOI CMEPTHOCTI ¥ CAMBIM
CWIBHBIM IIPOTHOCTUYECKMM (pakTopoM pucka obuieit
CMepTHOCTH. B HameM mcciegoBanny y yMepIuyx nalyeH-
toB ¢ 'KMII focroBepHo yaige Bcrpevanacs OBT JDK (p
= 0,006) u OII (p=0,047); pyukunonanpublit K1acc NYHA
pasmuyanca MeXAY YMepIIMMM M JKUBBIMM IIaIVieHTa-
MJ, HO pasiuuus He ObUIM CTATUCTUYECKU JJOCTOBEPHBDI
(p=0,073). Bo3MOXXHO, 9TO 00YC/IOB/IEHO MAJIOl BHIOOPKOIT
U TeTePOreHHOCTb KOTOPTHI HAIIMX ITAI[MEHTOB, BO3MOX-
HOCTDBIO Ha/IN4Vs Cpefy OONbHBIX C YCTAaHOBJICHHBIM Jya-
rHozoM 'KMII manmeHTOB ¢ TMIEPTOHNYECKUM CepAleM,
a Takxke ocobeHnoctamu auarHoctrky XCHc®B B oTcyT-
crBue onpenenenns 6uomapkepos (BNP, NT-proBNP).
BbDKMBaeMOCTDb MALMEHTOB IOC/Ie OIlepalyi, HallpaB-
JIEHHOJI Ha yMeHbllleHue rpagyeHTa masneHusa B BTJDK
(MMO9KTOMMSI, QIKOTO/IbHAS A0/IALN), HIDKE, 4eM Y 60/Ib-
HBIX 6e3 omepanuy u 6e3 06CTPyKLMUM. ITO MOXKXHO 00B-
SCHUTD 4YeM, 4TO OOJIbIIel] TSXKECThI0 KIMHUYECKON CUM-

nromaruky un HammareM XCH Bricoxux OK y 60mpHbIX,
Tpebyroumx Muoskromun [11]. 9to cormacyercs ¢ pesynn-
TaTaMM HAIero MCCIIeOBAHNUA.

Yacrota 60mbHBIX ¢ MHGAPKTOM MMOKapha B aHaM-
Hese B HallleM JICCTeOBaHMM Obl/Ta HAMHOTO BBIIIE, YeM
B TaitBaubckoM uccnemoBanum (15% u 3 %) [12], a vacrora
6071pHBIX ¢ MHGAPKTOM MIIOKapaa 6e3 3HAYMMBIX CTEHO30B
KOpOHApHBIX apTepuii Oblla COIOCTaBMMa C pe3yibraTa-
MU uccnegoBanus Puwanant S. et al. (7,5% u 9% coor-
BeTcTBeHHO) [13]. [To-BMAMMOMY, TOMMMO aTepOCKIepo3a
KopoHapHbIx apTepuii, npu I'KMII Mukpococynucras fuc-
(YHKIMSA, CTEHO3 MHTPAMYPa/IbHBIX KOPOHAPHBIX apTepuit
U [UCHYHKIUA SHOTENMNS MOTYT CIIOCOOCTBOBATh Pas3BuU-
THI0 nitemuy u/wnn nHdapkra mMuokapaa. Ilpu denoxo-
musix [KMII, ocobeHHO mpu amMmiongose ceppla, msMe-
HeHus Ha OKI mn oKaibHble HapyIIeHUs COKPaTUMOCTHI
muokappaa npyu 9XOKI moryT ummntnposars Kaptuay VIM
1 6BITH 06YCTIOBIEHBI OTIOKeHUeM amutonsia B crenke JDK
VI B KOPOHAPHBIX apTepusx [2,3].

Pucynox 9.
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B HameM mcclefoBaHMM Yy TIOJIOBMHBI IIALIMEHTOB
¢ TKMII umena mecto aprepuanbHas rumeprensus (Al)
B aHaMHese, ¥ 35% — AT 3 ct. Hamr pesynbraT He oT/mda-
eTCs OT TaKUX B IPedbIAYIoMNX uccnefopanuax [14]. He-
CMOTP# Ha TO, YTO JIB€ HO30/IOTMM MOTYT COYeTaThCA, IPU
AT s nmoprBepxpernss TKMII Heo6xomuMo reHeTmde-
CKO€e TeCTMPOBaHMe, YTOOBI CK/IIOUNTD TUIEPTOHNYECKOEe
cepaue kak npuauny ITDK.

Huskuit (make HOpPMajbHbIN) BOJIBTaXX KOMIUIEKCOB
QRS, xortopslit oT™MedeH y psaga 6ompabix ¢ TKMII, sBis-
eTCs NpOABJIEHMEM MacC-BOIBTXHON Aycconanym. ITO
MOXXeT OBITh OZHMM U3 mpusHakoB ¢eHokomuit TKMII
u TpebyeT cKpuHMHTA A7 BbisBaeHus npuyanH [JTDK (re-
HETUIECKIIT TECT, OMOTICHS U JIp.).

V¥ 30 % nauuenToB ¢ [KMII B Halltem mccieqoBaHUm BbI-
SBJICHO HapyllIeHMe yrieBogHoro oomena (y 17,5% — ClI).
ro B 2 pasa Bblllle, YeM B OOLIeN MOMY/IALUN, U COOCTA-
BuMo ¢ vactoroit CJI B xoropre 6onpubix KMII B Tasisa-
He [12]. C]l MoxxeT OBITb NPUYMHON MMUKPOCOCYRUCTON
nucoyskiyu u VIM 6e3 3HAYMMBIX CTEHO30B KOPOHAPHBIX
aprepuit y 6onpubix ¢ [KMII. ITanyents: ¢ TKMII u CJI
UMeIOT O0jIee BBICOKMII CEpIeYIHO-COCYANCTBIN PUCK. Y HUX
Boiiie OK 1 6oree BoiparkeHa ceppiedHast HE[OCTATOYHOCTD,

08

06

04

BEBIKIIBAa€MOCTh

00

o6ycnosnenHas aracronudeckon guchyuxuuert JUK. Vare-
pecHo, uro npu CJI MO>KeT pasBMBaThCS KapPTUHA «MabeT-
YeCKOIl KapAMOMIOTIaTII», possyrsatomeiicsa [TDK, anacto-
JIM4ecKoit ANCYHKIVel, AUIaTaleil IeBOro Ipefcepaus
[15]. IVDXK, BeisBannas ClI, ycyrybnstercsa Al u modedHoit
nucoyukuyeit [15]. Ipu ITDK mpu CII, ocob6enHo npu Ham-
upn AT, mogedHoIt aycyHKINMM HEOOXORMMO reHeTIIECKOe
tecTupoBaHue gy nogreep>xaenysa IKMII u nuddepenun-
QJIBHOI IMATHOCTIKMY C Iyabe TMIeCKOlT KapAMOMIOIIATHET.

B HameM mccrefoBaHNN NMOpakeHNe TI0YeK BBIABIEHO
y Kaxxgoro Tperbero manyenta ¢ TKMII, y 6onbpumHcTBa
OBIIO BBIPAXKEHO HE3HAYUTENbHO. IIpoTenHypus B ob1iem
aHa/lM3e MOYM BBIABJIANACH IPEMMYIIECTBEHHO He3HAdl-
Te/IbHAS, IIPYM 3TOM aHa/IM3 MOYM Ha aJIbOYMUHYPUIO MU
CYTOYHYIO IPOTEUHYPUIO/aTbOYMUHYPIIO He ObUI IIpOBe-
men. O6menpusuano, yro XBII saBasgercs BaXHBIM (ak-
TOPOM PHUCKA MCXOZOB IIPM TAKMX CEPHEYHO-COCYAMCTHIX
3aboneBanuax (CC3), kak IBC n XCH. OnHako 3HaueHne
XBII mpu T'KMII ocraercst HeonpeneneHHbIM [16]. C opHOI
cToponbl, XBII TecHO cBA3aHa c mporpeccuposanuem IJDK
u pubposa mmokappa. C gpyroit CTOpOHbI, rUmepTpods
u aracronmdeckas guchyuknus JDK moryT ciocobcTBo-
Barb cHyDKeHN0 CK®, pasButuio moyeqHoi gucyHKImmn

Pucynox 10.
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y mamyenros ¢ [KMII [16]. [lna cBoeBpeMeHHOIT A1MarHo- ITo monmyyenHbIM HaMy pe3ynbTaTaM T€HETUYECKOTO Te-
CTUKY TTopakeHMst moveK y 6onbHbIX ¢ [KMIT Heob6xopuma  ctupoanus 6onbHbIx ¢ TKMIT, y 21,8 % mainueHToB 61

CKPUHMHTOBasl OLIEHKa 3KCKpeluy ajnb0yMuHa C MOYOJ,  BBISABJICHBI MyTal[uyl TeHOB Oe/IKOB capkoMmepa, y 1,8% —
B T.4. CyTOYHOU ampOymmuypum. IlprdeM BbIpaKeHHast — MYTALVs B FeHE TPAHCTMPETHHA ([UAaTHOCTUPOBAH HACIEN -
[TDK B codyetannu ¢ nopakeH1eM Mo4ek sBjsieTcs «kpac-  crBeHHbIT ATTR-ammnonnos). Heobxopuma HacTOpoXKeH-
HBIM ¢J1aroM» CHCTeMHOIO aMIIONI03a M APYTUX MHPWIb-  HOCTb KIMHVUIVCTOB B OTHOLIEHVM JaHHOTO 3a00/IeBaHuUA
TPaTUBHBIX 3ab0/meBaHmit cepaua [2,3], uTo TpebyeT CKpu- U CKPMHVHT /I €T0 UCK/TIOUEeHVS IIPY HAIMYWUA eT0 «Kpac-

HyHra Ha penoxorvy I'KMIIL. HbIX (praros» y 60mpHbIx ¢ TKMIT [16].

Tabnuua 2. CpasHumenvHas Xapakmepucmuxa ymepuiux u evixcusuiux 6onvHoix ¢ 'KMII

Ywepuwe (n=11) | Bunkmsume (n=69) | p___

YpoBeHb NpoTenHypuu, r/n 0,26 (0,00-2,00) 0,09 (0,00-3,0) 0,29
Hanuume obctpykummn BOMK, % 100 58,2 0,006
TonwmHa creHku JIXK, mm 19,5 (17,8-24,3) 20,9 (18-23,7) 0,37
Hanuuue @1, % 72,7 40,6 0,047
Hanuuue HapyweHusa 45,5 34,8 0,5
nposogumocTtu, %

ApTepuanbHas runepreHsus, % 36,4 56,5 0,22
CK®, mn/mun/1,73 m2 96 (60-104) 64,5 (56-76) 0,087
Ounabet, % 36,4 58,0 0,39
OuameTtp /1N, mm 49,4 (45-52) 45 (40-51,4) 0,23
O6vem /N, ma 99 (81,5-202) 105 (60-140) 0,83
KAP /1K, mm 41 (39-51) 43,3 (40-47,6) 0,9
KOO /K, mn 94,5 (80-126) 80 (68-97) 0,27

TIpumeuanne: BOJDK — BoiBofHbIT 0TZICN TeBOrO XKemynouka, JDK — nesbiit xkenynouek, ®IT — dubpumnsanms npenceppmit, CK® — ckopocrs
ky6oukoBoit punprpauu, JIIT — nesoe npepcepaue, KIIP — koneuno-auacronnyeckuit pasmep, KJIO — koHeuHO-nacTonmyeckuii o06sem

Table 2. Comparison of characteristics in deceased and surviving patients with HCM

| Parameter | Deceased(n=11) | _Alive(n=69) | __p |

Proteinuria, g/! 0.26 (0.00-2.00) 0.09 (0.00-3.0) 0.29
Presence of LVOT obstruction, % 100 58.2 0.006
LV wall thickness, mm 19.5 (17.8-24.3) 20.9 (18-23.7) 0.37
Presence of Afib, % 72.7 40.6 0.047
Arterial hypertension, % 36.4 56.5 0.22
GFR ml/min/1.73 m2 96(60-104) 64.5 (56-76) 0.087
Diabetes 36.4 58 0.39
LA diameter (mm) 49.4 (45-52) 45 (40-51.4) 0.23
LA volume (ml) 99 (81.5-202) 105 (60-140) 0.83
LV EDD (mm) 41 (39-51) 43.3 (40-47.6) 0.9

LV EDV (ml) 94.5 (80-126) 80 (68-97) 0.27

Note: LVOT — left ventricular outflow tract, LV — left ventricle, Afib — atrial fibrillation, GFR — glomerular filtration rate, LA — left atrium,
EDD — end-diastolic diameter, EDV — end-diastolic volume
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OI‘paHI/I‘IeHI/IH NCCAEAOBAHMA

B ¢BA3M ¢ peTPOCHEKTUBHBIM XapaKTEPOM MCCIENO0-
BaHUA, Pa3IMIHBIMU NPUINMHAMU UM CPOKAMM TOCINTa-
MN3aLNY, PasANIHBIMM KIMHUYECKUMM HPOABIEHUAMMU
U TIPUMEHEHHBIM) MERVKO-9KOHOMUYECKUMN CTaHfap-
TaMM BefieHMsi OOIbHBIX, IPOBEIEHbl He Bce oOcmenoBa-
H1sA, HeoOxoauMble manuernTam ¢ 'KMII B cooTBeTCTBUM
C COBpPEMEHHBIMU pPEKOMEHJAIMAMIY, He IPOBOAUIOCDH
reHeTMYecKoe TeCTUpPOBaHMe I VCKIIYeHe (eHOKOmNIA
'KMIT.

3aknaoueHue

B peanpHoit knuHu4eckoit mpaktuke I'KMII amarso-
CTUPYETCS HeYacTo, BEPOATHO, peXKe, YeM BCTpeYaeTCs, He
uckmodens! runeppuarsoctuka IKMIT y 6obHBIX ¢ apTe-
PMaIbHOI TUIIEPTEH3Mell U CAaXapHBIM [1abeToM, a TaKxKe
runoguarnoctuka ¢enokonuit 'KMIIL. Bcem nanmeHTam
¢ T'KMII neobxoamumo mposenerre IxoKI mo coBpemeH-
HBIM IIPOTOKOJIaM C OLIEHKOJl [AMacTONMNYeCKOil (QyHKIVN,
MHJeKca Macchl, feopMaly MUOKapAa, IETOYHOI TUIep-
TeH3U! ¥ Jp., OlleHKa ypoBHA TpomoHuHa 1 NTproBNP,

os
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BerxuBaemocThb
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0s
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Survival

04

00

0 2 4 [] 8 10 12 14

Following time (year)

reHeTNYeCKoe TeCTMPOBAHNE, a TAKXKe Apyrue obcmenoBa-
HMsA 71 MICKTIOYeHNs (PeHOKOMMIt. 3HauYMTeNbHbIe JOCTHU-
JKeHMA VM IIMPOKas JOCTYITHOCTb T€HeTUIeCKOTO TeCTUPO-
BaHMs objerdaetT OOGHApPY)KeHUE CAPKOMEPHBIX MYTALWIL,
BbisbiBatoux I'KMII, u AMarHocTuky Apyrux reHeTuye-
CKMX 3ab0/eBaHuUll, KoTopble MOryT MMuTHpoBaTb I'KMIL
ITK COCTOSIHMSA He BCerfa MOTYT ObITh HafjeXxHO audde-
PEHLIMPOBAHBI TONBKO Ha OCHOBE BU3Ya/IM3MPYIOIINX Me-
topuk. Hecmorps Ha To, uto dpenoxonvm I'KMII orrOCHK-
TeJIbHO PEJIKM, OYeHb BA)KHO paslIMyaTb 3TU COCTOSHUA
Ha paHHell CTafiny, IMOCKO/IbKY UX €CTeCTBEHHOe TedeHNe,
7iedeHNe 1 IIPOTHO3 3HAYMTE/IbHO OT/IMYAIOTCA OT TAKOBBIX
npu 'KMII ¢ capkomepHbIMU MyTauuAmMu. B pamkax Ha-
IIEr0 VCCIEHOBAHNS MYTAallMi TeHOB OEIKOB capKoMepa
BBIABMIN Y KaXKJOTO IATOTO IHAllMieHTa, a MyTalus IeHa
tpaHctuperyna (ATTR-amunonsos) y 2% 60IbHBIX C BBI-
paxennont IJDK. 9rto mopTBepKmaeT HeOOXOAMMOCTH
IIMPOKOTO BHEAPEHMA TE€HETUYECKOIO TeCTUPOBAHNA,
ckprHuHra Ha ¢enoxorvu [ KMII n BKI0UueHMe UX B IPO-
rpaMMy TOCYHZApCTBEHHBIX rapantuii B Poccuiickoit ®e-
Jepaumy s CBOEBPEMEHHOTO HasHadyeHMs crerpdude-
CKOJ IIaTOT€HEeTUYECKO Tepaluy U yIy4IleHs IIPOrHO3a
HaIlYieHTOB.

Pucynox 11.
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Figure 11.

Kaplan-Meier curve

of the proportion of
patients with different
classes of CHF or without
it among 80 patients

with hypertrophic
cardiomyopathy (HCM)
(p=0.073)

Note:
HF — heart failure
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