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Pesrome

Hecmorpst Ha TO, 4TO MPUHIMUIIBI AUATHOCTUKH THIIEpTpopuueckoit kapauomuonaruu (I'KMIT) uetko
c(hOopMyIHPOBaHBI B IEHCTBYIOMINX PEKOMEHAAIUSIX, B PEaIbHOW KIIMHUYECKOHW MPAKTHKE MIPUXOAUTCS CTaJ-
KHBAThCS ¢ OOJIBIIUM YHUCIIOM KOMOPOMIHBIX MalueHToB, riae Auaruo3 ['KMII He ctonb oueBuneH. Lleanb nc-
cJe0BaHNs — IPOAHAIN3UPOBATh KIMHUKO-IeMOorpaduiecKie XapaKTepHCTUKH MAallMeHTOB, HAIPaBICHHbBIX
B ®I'BY «HMHUII um. B. A. Anmazoa» Munzapasa Poccun ¢ guaraozom ['KMII. MaTepuajabl 4 MeTOAbI.
B peructp Bximoueno 1168 manmentos B nepuos ¢ 2010 mo 2021 roasl, KOTOPEIM BBICTaBIEH MPEABAPUTEIbHBIN
i okoHuareabHbii quarno3 I'KMII. 280 yenoBex MCKIIOUEHBI U3 UCCaea0BaHus. [laliueHThI, BKIIIOYUSCHHBIC
B PETUCTp, OBIIIN pa3/eNieHbl Ha JBe IPyMIbl: 1) manueHTsl, cooTBeTcTBYyIoNNe kpurepusim ['KMIT — 578 dge-
noBek (57,0 %); 2) marueHThl TaK HA3BIBAEMOU «CEepOi 30HBI», UMEIOIINE TOIIIHHY CTEHKH JICBOTO JKEIyI04-
ka 15—19 MM u conmyTcTBytoltyto aprepuanbuyio runeprensuio (AlY) — 310 (30,0 %) yenosek. Pe3yabTarsl.
B rpynne nanuenTos, ynosneTtBopstonux kputepusm ['KMII, 326 (56,4 %) yenoBek oTHECEHBI K BO3PACTHOI
rpynmne 31-59 ner u 35,5 % — k rpynme crapiie 60 net. B rpynmne «cepoii 30HbD» NallMeHTHI CTapliiei Bo3pacT-
HOM rpynmsl coctaBuwin 52,9 % (n = 164), p < 0,001. IIpenmectBytomuii anamue3 Al' umenn 69,2 % nanu-
€HTOB IepBoii rpynmsl U 96,1 % — BTOpOii. Y poICTBEHHUKOB MAIIMEHTOB MEPBO IPYIIHI Yallle BCTpeyaaach
BHe3amHas cepjaeuynas cmepts — 3,5 npotus 0,6 % Bo Bropoii rpymnme, p < 0,05. Cemeiinsiit anamue3 ['KMII
npocnexuBaics y 6,2 % B nepsoii rpynmne npotus 0,3 % Bo Bropoii rpymnme, p < 0,001. B nepBoii rpynme momus
nanueHToB ¢ oocrpykruBHoU Gopmoit 'KMII cocrasuna 54,5 npotus 37,7 % Bo BrOpoi rpymme, p < 0,001.
C MoMoIIIbI0 TIOTUCTUYECKONW PEerpeccHy OlleHUBajlach NPaBUIIBHOCTD Kiaccudukanuu nanueHTos ' KMIT.
[IporeHT npaBUIBHBIX AUArHo30B coctaBmi 94,1 % (Wald test = 78,317, p < 0,0001). 3akarouenne. Tpaau-
IMOHHBIE (PaKTOpHI prcKa, Takue Kak A" u caxapHsbiii quabert, He ToibKo MackupyroT ' KMII, Ho u yTsikens-
10T €€ TE€UYCHHE, TOTCHIUPYS THIEPTPOPUI0 MUOKAP/Ia U IPUBOAS K PA3BUTHIO JKETYTOUYKOBBIX HAPYIICHHH
puTMa U GudpuILIANKUK npeacepanii. Hanbonee BaXKHBIMU MOKA3aTENSIMH MPU KIACCU(PUKAIIUN TAITUSHTOB
¢ nogo3penrneM Ha ['KMII Obuta TonmmuHa CTEHKH JIEBOTO JKETYI0UKa 110 AXOKapAnOoTpaduIecKUM JaHHBIM
u Hannaue Al, TucIponopuroHaIbHON CTENEHN CTPYKTYPHBIX U3MEHEHUI MHOKap/a.
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Abstract

Despite the fact that the principles of diagnosing hypertrophic cardiomyopathy (HCM) are clearly defined in
current guidelines, in real clinical practice one has to deal with a large number of comorbid patients where the
diagnosis of HCM is not so obvious. Objective. To analyze the clinical and demographic characteristics of patients
referred to the Almazov National Medical Research Center with the diagnosis of HCM. Design and methods.
The registry included 1168 patients who were provisionally or definitively diagnosed with HCM in the period
from 2010-2021. Out of them, 280 patients were excluded from the study. The patients included in the registry
were divided into two groups: 1) patients meeting the criteria for HCM — 578 people (57,0 %); 2) patients of the
so-called “gray zone” with the left ventricular wall thickness of 15-19 mm and concomitant arterial hypertension
(HTN)— 310 (30,0 %) people. Results. In the first group of patients with HCM criteria, 326 (56,4 %) patients
were aged 31-59 years and 35,5 % in the group older than 60 years. In the 2™ group there were 52,9 % (n = 164)
patients older than 60 years, p < 0,001. 69,2 % of patients in the first group and 96,1 % of the 2™ group had a
previous history of HTN. In relatives of patients of the first group, sudden cardiac death was more common —
3,5 versus 0,6 % in group 2, p < 0,05. Family history of HCM was observed in 6,2 % in group 1 versus 0,3 % in
group 2, p <0,001. In the first group, the obstructive form of HCM was more common — 54,5 versus 37,7 % in
the second group, p < 0,001. Using logistic regression, the correctness of the classification of patients with HCM
was assessed. The percentage of correct diagnoses was 94,1 % (Wald test = 78,317, p < 0,0001). Conclusions.
Traditional risk factors, such as HTN and diabetes mellitus, not only make it difficult to diagnose HCM, but also
aggravate its clinical presentation: myocardial hypertrophy, ventricular arrhythmias, and atrial fibrillation. The
most important indicators in the classification of patients with suspected HCM were the thickness of the left
ventricular wall according to echocardiographic data and the presence of HTN disproportionate to the degree of
structural changes in the myocardium.
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Beenenne

I'uneprpoduueckas kapauomuonarus (IKIIM), pa-
Hee paccMarprBaeMasi Kak peKasi Marojorus, B HacTo-
sIee BpeMsi CYMTaeTCsl Hanboliee pactpoCcTpaHEHHBIM
TFeHETHYECKH 00YyCIOBIEHHBIM 3200JIeBAHHEM CEp/-
na. [Ipu onienke pacrpocTpaHEHHOCTH Ha OCHOBAaHUH
axokapauorpaduueckux (IxoKI') kputepues nanHas
MaTOJIOTHs BCTPEUAETCsl B OOIIEH MOMYISIIUKN Hacele-
Hus B 0,2 %, HO ¢ y4eTOM KIMHUYCCKUX TAaHHBIX U pe-
3yJABTATOB T€HETUYECKOTO TECTUPOBAHUS, B TOM YHUCIIE
1y WIEHOB CeMbH, pactipocTpaneHHocTs ' KMII moker
nocturark 0,5 % [1]. Onaako TonbKO 6 % MareHTOB
UMEIOT ee KimHnueckue npossieHus [2]. TKMII moxer
JIMarHOCTHPOBATHCS B JTFOOOM BO3pacTe BHE 3aBHCUMO-
CTH OT T10J1a ¥ pacOBOM MPUHAJYIEAKHOCTH. [laHHbIE Hau-
Oosee kpymHoro peructpa SHaRe (Sarcomeric Human
Cardiomyopathy Registry) HarIsHO IEMOHCTPUPYIOT
HEYKJIOHHBIN pocT maruentoB ¢ ' KMII B Bo3pacTe
craprie 60 jet ¢ 9,2 % B 2000 roay mo 31,8 % mocie
2010 roga [3, 4]. Bo3pacT moCTaHOBKHY qUarHo3a 3a-
BHCHUT OT T10J1a, TEHOTHIIA (CapKOMep-TI0JIOKUTEIbHBIN
WM CapKOMEepP-OTPULIATENbHBIN) U TTaTOIOT MY CKO-
ro BapuaHTa reHa. B MHOTOYMCIIEHHBIX pEerucTpax,
JTAaHHBIE KOTOPBIX OITYyOJIMKOBAHBI 32 MOCIEIHUE TPU
JECATUIIETHUS, TIOCTOSHHO aKIIEHTUPYETCS BHUMaHUE
Ha npeoOnaganuu Myxx4auH (0T 55 10 70 %) B KOrOpTE
narueHToB ¢ ['KMII [5]. HanpoTuB, >KeHIUHBL, BKITIO-
YEeHHBIE B PETHCTPhI, HA MOMEHT TOCTAaHOBKHM TMarH03a
OKa3bIBAIOTCS 3HAYUTEIBHO cTapiie MyxduH ¢ ['KMII
[5, 6]. OtnuuntensHOM ocodenHOCTRIO ' KMII 110-
MpeXHEMY OCTaeTCsl KpaHsAsl T€TePOTeHHOCTh KITH-
HUYECKUX M (CHOTUNMMYIECKUX NposiBIeHui. [TocTosH-
HbIH pocT 3a00neBaemoct [ KMII cBsizaH He CTONBKO
C UCTUHHBIM YBEJIMYEHUEM YHUCIIa MAI[IEeHTOB, CKOJIBKO
C COBEPILIEHCTBOBAHNEM TUAarHOCTHUYECKUX BO3MOXK-
HOCTEH, TaKk KaK €KeroJHoe yBeJINYeHNE KOINYECTBA
TpaHcTopakanbHbIX OxoKI -uccnenoBanuii mo3Bosser
00BEKTHBU3UPOBATH 1AKE MUHUMAIIBHYIO KIMHUYECKYIO
cumntomatuky Ha 6—11% [7]. B peanbHo# kTuHWYe-
ckoit npaxTuke auarno3 ' KMII ycranasnuBaercs npu
MOSIBJICHUHM CUMITTOMOB 3a00JICBAaHHS WU BBISIBICHUH
anekrpokapanorpadpuyeckux (OKI'), a Taxxe DxoKI"
HM3MEHEHHH B paMKaX MpOoQUIAKTHIECKUX OCMOTPOB
WM o0cneoBaHusl OMmKaiIInX pOJCTBEHHUKOB T1a-
nuenta ¢ ' KMII. B cooTBeTcTBHU ¢ onpeneacHueM
muario3 'KMIT MoxxeT ObITh YCTaHOBJICH MPH YBEIIH-
YEHHUH TOJIIIMHBI CTEHKH JIEBOTO JKeTynouka > 1,5 cm
Ha ocHOBaHUH DX0KI' JaHHBIX WM Pe3ynbTaToOB Mar-
HUTHO-PE30HAHCHOW TOMOTpaduu cepAra Mpu OTCyT-
CTBUHM APYrUX npuuuH [8, 9]. ['uneprpodust Muokapia
B auamasone 13—14 MM MOKEeT UMETh JUArHOCTUUECKOE
3HA4YEHNE, €CITU OHA BBISBJICHA y YWIEHOB CEMbH Malll-
enta ¢ ' KMII win moaTBepkaeHa MOIOKUTEITbHBIM
TeHETUYECKUM TECTOM.

B GonbIIMHCTBE CKPUHUHIOBBIX UCCIICIOBAHMI Ha-
JMYUe CUCTEMHOU apTrepuaibHoi runeprensuu (Al)
OBLIO IOCTATOYHBIM yCIOBHEM, YTOOBI OOBSICHUTh BbI-
sisinenHbie DK 1 OxoKI" u3meHeHus comyTCTBYIOMIEH
AT u, cienoBareiabHO, HCKIIOUUTE auarno3 I'KMII.
OpHaKo MUPOKast pacpoCTpaHeHHOCTh Al B 00mIeit
TIOMYJISIIIMY HACEJICHHS, 0COOCHHO  JIMI] MOKUIIOTO BO3-
pacrta, 3aTpyIHsIeT UHTEPIPETALUIO KIMHUKO-UHCTPY-
MEHTaNbHBIX AaHHBIX [10, 11]. MBI npeAnonoxuiu, 4To
TPaUINOHHBIE (DAKTOPBI PUCKA CEPACYHO-COCYIUCTHIX
3a00JIeBaHUN MOTYT BIHSITh Ha (DEHOTUITHUYECKHUE TPO-
sBieHus 'KMII.

Heap nccaeroBanust — NpoaHaIU3UPOBATh KIIH-
HHUKO-ZeMOrpaduuecKie XapaKTePHUCTUKH MalUeHTOB,
HanpasieHHbIX B PI'BY «HMMUIL nm. B. A. AnmaszoBa»
Mumnznpasa Poccun ¢ quaraozom 'KMIIL.

MarepuaJibl 1 METOABI

Ha ocHoBanuu peTpoCneKTUBHOTO aHAIU3a METHU-
nuHckol 6a3el maHHbIXx PI'BY « HMMULL um. B. A. Anma-
30Ba» Munzapasa Poccun 3a nepuon ¢ 2010 mo 2021 ro-
JIbl B pETUCTp BKItoueHO 1168 mannueHToB, KOTOPBIM
0 pe3yJibTaraM 00CIIeI0BaHUS ObLI BHICTABIICH MPEJI-
BapUTENbHBIN WM OKOHYATeNbHbIN nuarno3 ['KMIL.

[Ipu oOpamieHnn BceM manueHTam it Bepudu-
karuu aquarnosza ['KMIT npoBeneHb! hu3nKanbHbII
OCMOTp, CEMEHHbBIN CKPUHUHT, CTaHJapTHOE J1abopa-
TOpHOE U MHCTpYMeHTanbHoe obcnenoanue (OKI,
Ox0KT'), a Takke cTpaTuUKaus pUCcKa BHE3ATHON
cepaeunoii cmeptu (BCC).

Kpurepuu BkIto4eHUS B UCCIEIOBAHUE:

= Bo3pacrt cTapuie 18 ner;

= cootBeTcTBHE KpuTepusm 'KMII [9].

Kpurepuu uckmrouenus u3 peructpa:

= Hanunuue BepudumpoBaHubiX Genokonuii [KMIT;

= OepeMEHHOCTb Ha MOMEHT OOpalIeHuS;

* yKa3aHHMe B aHAMHE3€ Ha [IepEHECEHHYIO Cell-
TAJIbHYI0 MHOIKTOMHMIO W/WIIN CENTAIBHYI CIIUPTO-
BYIO a0nanuio;

* OTCYTCTBHE HEOOXOIUMBIX JIJIsl aHAJIN3a JJAHHBIX.

Takum 00pa3om, U3 UCCIICTOBAHUS UCKITHOUCHBI
14 marmmenToB (1,2 %) nocne cenTaabHON peTyKINH,
BbInoNiHeHHOW He B PI'BY «HMMUII um. B. A. Anmaso-
Ba» Munznpasa Poccun, 27 maruenTok (2,3 %), HaOmiro-
JABILUXCSI B CBSI3U C OEpeMEHHOCThIO, a Takke 93 ma-
uuenTa (8,0 %), He IMEFOIIHe TOCTATOUHOTO JIsl aHAJIH-
3a 00beMa JaHHBIX B HH(OpMaoHHOH crucTeMe. Kpome
TOTO, TIOCJIE MPEABAPUTEIILHOTO aHATIN3a UCKIIOUECHBI
146 (14,1 %) manueHToB, HEe HMEBIIUX YOEAUTEIbHBIX
kpurepueB ['KMII (puc. 1).

[TarueHThI, BKIIOYEHHBIE B PETUCTp, ObLIH pa3-
JIeJICHbI Ha JIBE TPYIIIHL: TepBas Irpynna — HalueHTHI,
cootBercTByonme kpurepusm [ KMIT— 578 (57,0 %)
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Pucynok 1. [Iuzaiin ucciaegoBaHus

1168 nauueHToB
¢ gnariosom no MKB
142.1 w 142.2 (TKMI)

—~| HECcooTBETCTBUE KpUTepusmM, n = 146 |

—'| He UMeIoT 0CTaTouHOro obbema uHedopMaLuu, n = 93

—'| BepemenHble, n = 27 |

—>| onepupoBaHHble He B HMUL,, n = 14 |

888 nauueHToB

Mpynna 1:
578 naumeHToB ¢
YCTaHOBNEHHbIM

[pynna 2:
310 nauveHToB
«cepot 30HbI» (35 %)

auarHozom KM (65 %)

Hpumevanue: I'KMII — runeprpodudeckas kapanomuonarus; MKb — mexxaynaponnas knaccudukanus 6onesneit; HMULL —

HaIMOHAJIbHBIN MEJUIIMHCKUNA UCCIIE0BATEIbCKUM LIEHTP.

YeJI0BEK; BTOpas IrpyIia — MalMeHThl TaK Ha3bIBae-
MOH «Cepoi 30HbI», UMEIOIIUE TOJIIHUHY CTEHKH JIEBO-
ro xenynodka 15—19 MM u comyTcTByIomyo Al mpu
HEW3BECTHOM aHaMHe3e anuTenbHocTH Al n/mnm ee
creniean — 310 (30,0 %) genosek. Puck BCC Borumc-
nsiest o kanekynsatopy HCM Risk-SCD Calculator
EBpomneiickoro obmectBa kapauonoros (https://doc2do.
com/hcm/webHCM.html).

Craructudeckas 00paboTka MaTepraia MpoBOIH-
JIach C TIOMOIIIBIO TIporpaMmbl Statistica 11.0 (Statsoft
Inc., CIIIA) u maketa MS Excel 2010 (Microsoft,
CHIA). leckpunTHBHBIC TTOKA3ATEIH, UMEIOITUE TTPH-
ONMKEHHO HOPMAJIbHOE paclpeieleHne, MpeICTaBiIe-
HEI B BHJIE CPEIHET0 aprupMeTHIecKoro 3HadeHus (M),
CpPEeIHEeKBAAPATUIHOTO OTKJIIOHEHUS (G) M KOJTUIECTBA
MPU3HAKOB B rpytie (n). KomndecTBeHHBIC TPU3HAKH,
MMEBIIINE pacTipe/esieHre, OTIAMIHOE OT HOPMAaJIbHOTO,
OITMCBHIBAJIMCH MEANAHOM, HYDKHUM U BEPXHUM KBApTHIIS-
MH (25-M 1 75-M niporieHTIIIIME) B Buae Me (Q1; Q3).
Jns cratucTu4yeckoi MpoBEPKU TUIIOTE3 O PABEHCTBE
YHUCIIOBBIX XapaKTEPUCTHK B CPAaBHUBAEMBIX TPyTITax
UCTIONB30BaIcA HenapHbld U-kputepuilt MaHHa—YUTHHU.
s cpaBHEHNST OMHAPHBIX M KaTETOPHATBHBIX MTOKa3a-
TeJlel MPUMEHSJICS TOUYHBIN JIByCTOPOHHUM KPUTEPUH
®umniepa. [TocTpoeHre NPOrHOCTUYECKUX MOJIEIEH BbI-
TTOJTHSIJTH C TIOMOTITBI0 MEeTOIa OMHAPHOM JIOTUCTHICCKOM
perpeccun. [IpoBepka CTaTHCTUYECKUX THIIOTE3 MPO-
BOIMJIACH TIPH YpOBHE 3HaYUMOCTH p < 0,05.

PesyabTarbi

s ananm3a KITMHAYECKOTO TPOQHIIS TPOBEACHO
CpaBHEHHE NaIlMEHTOB MepBOM U BTOpoil rpymit. [laru-
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€HTHI Pa3IINYaIINCh 10 TEHIAEPHOMY COCTaBy: B TPYII-
e, ynoBietrBopsomei kputepusm I'KMII, 6s110
290 (50,2 %) my>xumnH u 288 (49,8 %) KeHIINH, BO BTO-
poii rpyIirie oTMeueHo mMpeoda aHne NI KEHCKOTO
mona— 194 (62,6 %) u 116 (37,4 %) cOOTBETCTBEHHO
(p <0,001). Bce manmeHTsI OBUTH pa3deiICHBI HA TPH
Bo3pacTHbIe Tpynmsl: 10 30 net, 31-59 et u craprie
60 net. B rpymime, ynonerBopstormeit kpureprsiv ['KMIT,
326 (56,4 %) 4enoBeK OTHECEHBI K BO3PACTHOM TpyIITe
31-59 ner u 35,5 % — k rpymme crapmie 60 net. B rpym-
TI€ «CepOi 30HbD KOJIMYECTBO MAIIMEHTOB CTapIei BO3-
pacTHoO# rpyrmsl coctaBuino 164 (52,9 %) uenosexka,
p <0,001. Cnexyer OTMETHTB, UTO B IICPBOH TPyTITIC
YKSHIITUHBI OBUTH 3HAUYUTENBHO cTapie (56,7 £ 14,0 ro-
I1a) BKITFOUCHHBIX B peructp my>xanH (50,2 + 12,3 rona,
p <0,001), B oTyIIYHE OT BTOPOU TPYIIITHL.

IIpn ananm3e xao0 MaIMeHTOB U JTaHHBIX 00b-
€KTHMBHOTO OCMOTpa He BBISBICHO 3HAYNMBIX Pa3Iiv-
YU 110 9aCTOTE TaKUX KIMHUYECKHUX MPOSBICHUH, KaK
OJIBITITKA, 00NN B 00ACTH cepama, mepedon B paboTe
cepra, MPeCcHHKOMaIbHbIe M CHHKOIIAIBHBIE COCTOS-
HUs (Tabm. 1). X0oTa TPYIIBL ¥ pa3InIaiuch M0 YacTOTE
AT B anamHe3e, OOJTBITIE ITOJIOBUHBI MAITHEHTOB, YIOB-
nerBopsaronux kpurepusim ['KMII, taxxe umenu Al
Hapymenuns yrieBomHoro oOMeHa mpenMyIieCcTBEeH-
HO PEriuCTPHUPOBAIUCH y MAIIUEHTOB BTOPOU TPYTIIIHL.
He ycraHoBiieHO paznuuuii Mexly rpynmnaMu o ya-
cToTe pa3BUTHSA (PHOPHILIAIINN TIPEICEPAHA.

AHanu3upyst aHaMHe3 )KU3HU, MEXTy TTallneHTaMu
JIBYX TPYTII BBISIBJICHBI CTATHCTUYECKH 3HAYUMBIE Pas3iTi-
qus 1o BcrpedaeMoctt BCC y poCcTBEHHUKOB TTEPBOI
JUHUH POZICTBA. B KayecTBe KpuTEpreB OLEHKN ObLTH
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Tabonuya 1
KIIMHUYECKASA XAPAKTEPUCTUKA TALIUEHTOB
Knunuyeckue nposiBjieHust l'[epl:la=ﬂ ;ggnna, BTOI:Ia: gll)zlma, p
Bospacr, rogst (M + 6) 53,4+ 13,6 594 +11,9 <0,001
AT, n (%) 400 (69,2 %) 298 (96,1 %) < 0,001
OIL n (%) 130 (22,5%) 58 (18,7 %) 0,219
C u HTT, n (%) 74 (12,8 %) 49 (20%) 0,004
Opprika, n (%) 407 (70,4 %) 227 (73,2 %) 0,420
Bomu B rpyaHoit kietke, n (%) 318 (55,0%) 167 (53,9%) 0,798
[lepebou B pabore cepana, n (%) 238 (41,2%) 128 (41,3%) 0,969
IIpecuHKONANBHBIC U CHHKOIIAIBHBIC COCTOSTHUS, N (%) 186 (32,2 %) 83 (26,8 %) 0,243
OTexn HIKHUAX KOHedHOoCTeH, n (%) 39 (6,7 %) 33 (10,6 %) 0,058

Hpumeuanue: AI' — aprepuanshas runeprensus; HTI' — napymenue tonepantHocTH K yreBonam; CJ — caxapHelii auaber;

I — pubpuIsALHs npeacepanii.

BbIOpansl cydan BCC y poacTBennnkoB Monosxe 40 et
0e3 ycraHoBIeHHOTO Jinarao3a 6o BCC B mroOoM Bo3-
pacte npu ycranosineHnom auarnose I'KMII. B nepBoit
rpymnne yaie Bcrpeyasnack BCC y poCTBEHHUKOB —
20 (3,5%) cmyuaes npotus 2 (0,6 %) Bo Bropoii rpymre,
p <0,05. Cemetinbrit anamue3 ['KMII npocnexxuBan-
cay 6,2% B nepoit rpyne npotus 0,3 % Bo BTopoit
rpymne, p < 0,001. IIpu cpaBuenun pucka BCC mexay
IPyNNON MalMeHTOB, YOBIETBOPSIOMIUX KPUTEPUIM
I'KMII, u rpynmnoii maueHToB «Cepoi 30HbI» CTaTh-
CTHUYECKH 3HAYMMBIX pa3IMuuii He yCTaHOBIEHO: 4,55
[2,79; 13,40] B mepBoii rpymrie npotus 2,64 [1,55; 10,2]
BO BTOpOIA, p > 0,05.

[Ipu cpaBuutensHoM ananuse DKI' He BbIsBIIE-
HO 3HAYMMBIX OTIUYHUI MEXIy ABYMs IpyHnamMu 1o
mpuHe kommiekca QRS, unreppany QT n Hanuuuro
narosiorundeckoro 3yoma Q (p > 0,05). Hapsiay ¢ atum,
B IpyIII€ MallEHTOB, YAOBIETBOPSIOMINX KPUTEPUIM
I'KMII, oT™MeueHo yBeNTWYECHNE YHCIIa TTAIIUEHTOB C HEe-
YCTOWYHMBOM W/WIIN YCTONUUBOH JKEITyTOUYKOBON Taxu-
KapAKen Mo TaHHBIM XOJITEPOBCKOIO MOHUTOPUPOBA-
uust OKTI': 115 (19,9 %) no cpaBuenuio ¢ 44 (14,2 %)
MaMeHTaMH U3 TaK Ha3bIBaeMOMN «cepoi 30HB (p =
0,011). ITpuHIMIHATBHBIX Pa3TUYUi MEXKIY IpyIIaMH
10 YaCTOTE PAa3BUTHUS aTPUOBEHTPUKYISIPHBIX HApYyIIIe-
Hul He yctanoBieHo (p = 0,282).

Bbonpmmit puck BCC cpenu nmanueHToB nepBoi
IpyNIBl HAlle]d OTpakeHUE U B OONBIIEM YHCIIE M-
IJIAHTHPOBAHHBIX KapJHOBEPTEPOB-ACPUOPUILIATO-
pos (MKM): 31 (5,4 %) nanuent npotus 5 (1,6 %) BO
Bropoii rpymre (p < 0,001). AHanoruuHast HarpaBeH-
HOCTB COXPAHSETCS U B MOJATPYIIE MallNEHTOB, KOMY
nokaszana umranTaius UK/, Ho He Brimonnena: 120
(21,0%) B mepgoii rpymme npotus 24 (7,7 %) Bo BTO-
poii rpymme, p < 0,001.

B nepBoii rpymnme 105151 MaueHToB ¢ 00CTPYKTUB-
HoH (hopmoii 'KMIT 6bu1a Beie: 315 (54,5 %) npotus
115 (37,7 %) mauuenTtoB Bo BTOpoii rpymnme, p < 0,001.
B GonbmmHCTBE CitydaeB 00CTPYKIHS PErHCTPUPOBa-
Jach B okoe: B 263 (45,5 %) ciyyasix B epBoi rpyIme
nportuB 84 (27,1 %) Bo Bropoii (p < 0,001). [Tpu onenke
JIOKaJIM3aliy 00CTPYKIUH 3HAUMMBIX Pa3Iuuiid MEKITY
JBYMSI TpyTIIaMH MOITy4YeHO He Obu1o. B mepBoii rpymme
yaiie BBISBISUIOCH IEPEAHEE CUCTOIINYECKOE JIBHIKE-
HHUE MUTpaJbHOrO Kianana: y 257 (47,6 %) nauues-
toB rpotuB 99 (31,9 %) Bo Bropoii rpymre, p < 0,001,
CpasuutensHblil ananu3 OxoKI' mokazareneit npen-
cTaBjeH B Ta0i. 2. Cieayer OTMETHTB, YTO TIOATpYIIa
nanueHToB 710 30 JleT uMena MaKCUMalbHYIO TOJIINHY
CTEHKH JIEBOTO kenynouka 23,3 + 7,4 MM, TOora Kak
y manueHToB crapiue 60 JeT cpeaHss TONIIMHA CTEHKH
cocrapisiia 19,9 + 3,9 mm (p <0,001). Y naumentos
> 60 et BBISBICHO yBEIMUCHUE HHACKCA 00beMa Jie-
BOTO TIpeCEepAHs, KOTOPOE HENb3s OOBbSICHUTD TOJIBKO
T'KMIT: 48,8 + 15,5 o cpauenwuto ¢ 40,4 + 15,5 ma/m?
y nanenTtoB < 30 et (p < 0,001). lanusrii penomen
MOXKET OBITh aCCOIIMUPOBAH C BO3PACTHBIMH CTPYKTYP-
HBIMU U3MeHeHussMu Muokapaa (p < 0,0003), a Takxke
C IIUPOKOH pacmpocTpaHeHHOCThIO Al B uccnemyemoit
nonyssiud. OHAKO MEXIY MaKCUMaTbHOH TONIIIMHON
CTCHKH JICBOTO KeNylo4uKka U aHaMHe30M Al BbIsiBiie-
HBI JOCTaTOuHO ciadble cs3u: 19,4 + 4,7 B moarpymme
0e3 Al' u 20,2 + 6,6 mm B oarpymme ¢ A" (p = 0,035).

B cBsi3u ¢ HanMuMeM COIMyTCTBYIOIIEH MAaTOJIOTHH
C ITOMOMUIBIO JIOTHCTHYECKON PEerpecCHy JOTOTHUTENb-
HO OIICHUBAJIACh MPaBUJILHOCTh MPEAIPHHATON HAMU
knaccuukanmy ' KMIT. [TponeHT npaBUIbHBIX AXAarHO-
30B cocraBmi 94,1 % (Wald test = 78,317, p < 0,0001).
TonmuHa cTeHKH JIeBOro keyaouka nmo IxoKI -nan-
HBIM U Hasmuue A" oTMedeHbl Kak HanOosee 3HaYH-
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Tabnuya 2
JAHHBIE 9XOKAPIUOTI'PAOUYECKOI'O OBCJIIEJOBAHUS
IlepBasi rpynna, Bropas rpynmna,
Moxa3zaresn mo IxoKT P n= 519?)7 I:l _ 311)3 p
Nupexe oovema JIIT, mir/m> 47 [37; 60] 42 [36; 52] 0,002
KIIP JDK, mm 45141, 49] 46 [42; 49] 0,009
KCP JDK, mm 26 [24; 29] 27 [24; 30] 0,009
K0, mn 95 [78; 114] 100 [80; 117] 0,060
KCO, mn 28 [22; 39] 30 [23; 39] 0,068
®B (Simpson),% 65 [60; 70] 65 [60; 70] 0,697
MaxkcumanbHast Tonmmaa cteHkn JOK, Mm 22 [20; 24] 17 [16; 18] <0,0001
MaxkcuManbHBIH IPaJHeHT B IOKOE, MM PT. CT. 37[16; 76] 24 [13; 52] <0,0001
MakcuManbHbIi TPaJUeHT MPU MPOBOKALIUU, MM PT. CT. 47 [19; 81] 39 [16; 64] 0,035
MurpasbHast HeZIOCTAaTOYHOCTh > 2 crerneHu, n (%) 79 (33,4 %) 80 (25,3 %) 0,230
PCIJIA, MM pT. cT. 36 [30; 42] 35[30; 42] 0,431
TDK, uetbipexxamepHas, MM 31 [28; 35] 30 [28; 34] 0,898
Tonmuua crenku [DK, Mmm 5[4; 5] 4 14; 5] 0,009

IMpumeuanne: K/P JIXK — koHe4HO-AMACTONHYECKUI pa3mep seBoro xenynaouka; KO — KoHeuHO-IHacTONMYeCKHH 00beM;
KCO — xoneuno-cucromuyeckuit 0obem; KCP JIDK — koHeuHO-cucToIMuecKuii pa3Mep j1eBoro xenynouka; JIII — nesoe npencepaue;
JDK — neBsiit xenynouek; [IDK — npasbiif sxenynouex; PC/IJIA — pacyeTHOe cucToaMyecKkoe AaBieHHEe B JIETOYHOM aprepun; OB —

(pakuus Beiopoca; IxoKI' — sxokapauorpadus.

Pucynox 2. IIpocduias Tepanuu Ha MOMEHT IIEPBUYHOTO 00paIleHU T
B ®I'BY « HMHUII um. B. A. AnmazoBa» Munsapasa Poccun

Tpynna 2 [T

Tpynna 1 [NG6

0% 10%

BriokaTopbl MeANeHHbIX KanbLMeBbIX KaHanos

90,6

20% 30% 40% 50% 60%

70% 80% 90% 100%

%orn
o
g

60
40
30
20
10

0

Beta-Ab VAT ®/capTansl [lnypetukn BKK
1 rpynna 654 439 306 144
m2 rpynna 632 623 348 288

CraTHbl AHTUKOATYNAHTB!

[lesarperanel
337 123 438
387 13 497

AMKP AurokeuH
95 05
139 13

Hpumeuyanue: AMKP — aHTaroHNCTHl MUHEPATKOPTUKOMIHBIX perentopoB; beraAb — Gera-anpenoodnokaropsr; BKK — 6moka-
TOpHI KanbIHEBIX KaHaoB; AII® — MHrHOUTOPHI aHTMOTEH3UHITPEBPALIAONIEro hepMenTa.

MbIe (paKTOPbI, BIHUSIOIINE HA MPAaBUILHOCTh JHArHO3a
'KMII (ta6a. 3).

[Tpu ananu3e cTpyKTyphl 0A30BOI Tepanuu OTIHU-
YHsl MEXKIy TPYIIIaMi B OCHOBHOM KacCallUCh TEPaIuu
MHTUOMTOpaMK aHTMOTEH3UHIIPEBPAIAONIETro hepMeH-
Ta / capraHamMu U OJI0KaTOpaMH KaJIbIIUEBBIX KAHAJIOB,
KOTOpasi HaIpaBJicHa Ha KOPPEKIIUIO COIYTCTBYIOIICH
narojoruu (puc. 2).
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O6cy:xneHue

B nocneame rop! BO3pacT MarieHToB Ha MOMEHT
Bepudukanun quarao3a 'KMII coBnanaer ¢ nporeccom
I00aNbHOTO CTapeHus HaceneHus. Heb3s UCKITIounTh,
yTO mmpoxoe BHeapenne IxoKI' B peanbHyI0 KIMHH-
YECKYIO MPAKTUKY ¥ TOBBIIIEHNE OCBEIOMIEHHOCTH
KakK Bpaueil, Tak ¥ MaIMeHTOB B OTHOIIIEHUH TUarHo3a
I'KMII OynyT criocobcTBOBATh POCTY CITyYaiHO BBI-



Tabnuya 3

MOJEJb JJOTUCTUYECKOU PET'PECCHUHU JJI51 BBISIBIEHUSA ®PAKTOPOB,

ONPEJAEJISIIOIUX KIMHUYECKUU JUATHO3 THNITEPTPO®UYECKOU KAPIUOMUOIIATUHN

OpurunaasHas cratba / Original article

SIBJICHHBIX (pOpM 3a005eBaHus Cpelr cTapiieil Bo3-
= - pactHoii rpynnbl. JlaHHbIi (akT moATBEpKIAET peecTp
’E = E AR =21 SHaRe, rae cpennuii Bo3pact namuentoB ¢ [ KMII
N’ (e} -
2 o & | = R DI P~ nocie 2010 rona Ha MOMEHT IIOCTAaHOBKYU AMAarHo3a
= N
= @ coctaBui 51 + 16 net [4]. AHasIOTrHYHbBIE BO3pACTHBIE
S =
S TEeH/ICHLMHU 3a()MKCUPOBAHBI M B HAILIEM PETUCTPE CPeIH
§ 5 T, yaoBieTBopsaromux kputepusam 'KMIL
= 8| = C ydyeToM yBeJIMUEHHs BO3pacTa MalMEHTOB
[NE) oo
X g E § § E % 3 ¢ TKMII nocTeneHHO CTHPAIOTCSI BO3PACTHBIC pa3-
L= = Sl SR TUYUS MEXKAY My>KUMHAMU U KeHuHamu [12]. Jlan-
Hasl TeHJICHLIMSI YETKO IPOCIIEKUBAETCS HAa IPUMepe
= N .
3 MalMEeHTOB TaK Ha3bIBaeMOMN «cepoi 30Hb. OgHaKO
<
w| B B IPyMIE MalUEHTOB, YAOBIETBOPSIOMINX KPUTEPUIM
= s
S
=~ en | L] B T'KMII, xeHIMHB ObUIH 3HAYUTEILHO CTApIIE MYIK-
) ~lolo|=|n|x 2
= Slalalals § & YHH, KaK ¥ B paHee ONMyOJIMKOBaHHOM HCCIICIOBAHUHI
» — == % o .,
= < SN 6]. [Ipu ananuze AMepUKaHCKON aJMUHHUCTPATUBHON
S
) r:‘( 0a3bl JaHHBIX YCTAHOBJICHO, YTO >keHIIMHBI ¢ [ KMIT
O yame umeroT Al caxapHblii 1uabeT U CKIOHHBI K pa3-
= § BUTHIO JKEITYI0UYKOBOM Taxukapauu [12], 4To MokHO
9 o
S 2lolglglgls g OOBSICHUTH HETaTUBHBIM BIMSIHUEM COITYTCTBYIOIIEH
= laiel i e = E i1
E Sl 3lss = MaTOJIOTUN Ha MPOLIECCHI CTPYKTYPHBIX U3MEHEHUI
) = Muokapza. Hanpotus, B HallleM perucTpe reHJepHbIX
% pasnuuunii no pacnpoctpaneHHocTH Al' HapyeHui
o= o
E YIJIEBOAHOTO OOMEHA M JKEITYI0UYKOBOM TaXUKapAHH
josl
<
- “lol@lslaly| & He BbIsIBJIEHO. OJTHAKO OTMEUEHO YBEINYEHUE YaCTOTHI
o [sg) 1=} v
= g SIS S\ Y S bubpwLIsiumy npeacepauit y myxuut (x> = 5,81; p =
< —1E|C] e Y E 0,016), uto paHee He PETUCTPUPOBAIOCH IPU AHATIN3E
g Oospurero yucna namuentos ¢ [ KMII [6].
2
& B ornuune ot EBponeiickoro perucrpa kapano-
= <
e o .
g | muonaruii (EURObservational Research Programme
F . .
= ; = (EORP) Cardiomyopathy registry), B KOTOpOM 105t
s g —|lo|lon|~|o|o T nanueHToB ¢ Al coctasasia 37 % [13], B Hamem uc-
gf © —ln| | == | D B ’
s = Sl vl e CIIEOBAaHUU MpenlIecTBY oMU anamue3 Al' umenu
g = S|lo|o|lo|o|— o o
) ° E{ 69,2 % nanuenToB nepsoil rpymnmnsl. [Ipu 3ToM pac-
5 g MIPOCTPAHEHHOCTh CaXxapHOro nuabdera 6e3 yuera Ha-
(= ) ~ [
O g PYLICHUH TOIIEpaHTHOCTH K IroKo3e (9,7 %) ObLia co-
/M 19 v v
S nocraBuMa c esporneiickoii koroproi (10 %). Cronb
- o | Oonbias 3a0oneBaemMocth AT 00ycliOBICHA TIPEKIES
o~ O
s|g|g8|2le|al B BCET'0 BO3PACTOM BKJIIOUYEHHBIX B PETHCTp MaLUEHTOB
==} Slaldale|S B ’
SEES SRS N = KOTOpBIH B oArpytme nauuentos ¢ AI' cocrasun 57,6 +
| = B
= 10,8 rona no cpaBHenuto ¢ 44,1 + 14,5 rona 6e3 AT
&= v (vl
§ Bonbias noss 00JIBHBIX ¢ OOCTPYKTHUBHOM (hOpMO
§ £ I'KMII (45,5 %) B HameM peructpe B rpymniie naueH-
E § TOB, yaoBneTBopsitomux kputepusm I'KMII, npotusope-
2 § yuT 001IeH TeHACHINH, TPOIEMOHCTPHUPOBAHHOH B pe-
2 5 & ructpe SHaRe, rae rpanuent > 30 MM pT. CT. BeTpeyancs
§ E & y 28 % namuenToB [3]. Ilo MHeHUIO HccnenoBaTeneci
§ = 5 u‘ peructpa SHaRe, HU3KMil poLIeHT 0OCTPYKTHBHBIX
] z = < (hopM cBsi3aH ¢ YBETUUCHHEM KOTOPTHI BO3PACTHBIX
g . . .
= Er = E MalUeHTOB ¢ Hekaccuuecko ¢popmoit ['KMII, ot-
<
= § = = g CYTCTBHMEM IaTOJIOTUYECKHUX BAPUAHTOB B I'€HaX, KOIM-
< S o
%é ] E, E 5| £ PYIOLINX capKoMepHbIe OSNIKH, 1 MEHee BhIpaKEHHOH
g S § = ? é = runeprpodueit Muokapaa. ITH TEHACHUUHN HATJISITHO

JACMOHCTPUPYET BTOPAs rpyImiia HAICro perucrpa, rjae

377



107151 00CTPYKTUBHOHM (hopmbl He mpeBbimana 27,1 %.
Hamporus, B rpymnne nanueHToB, Y10BIETBOPSIOIINX
kputepusim ' KMII, Gonbimii mpoLeHT 00CTPYKTUBHBIX
(hopM cBsi3aH Kak ¢ KapAUOXUPYPrUUECKON HapaBiIeH-
Hocteto HMUILL um. B. A. AnmasoBa, Tak u ¢ 6omee
BBICOKMM TPOLIEHTOM OOJBHBIX ¢ AL, UIMEIOIINX BCe-
CTBHE MHOTO()AKTOPHOU MPHUPOJIBI MATOIOTHUECKOTO
nporiecca 6osee BEIPAKCHHYIO THIIEPTPOPHI0 MUOKap/a.

AHanu3 HaCTOSIILEr0 PETUCTPa HAMJISIIHO AEMOH-
CTPHUpPYET, uTO conmyTcTBytomas Al mpuBoauT K yBe-
JIMUYEHUIO PUCKA PA3BUTHS KETYIOYKOBBIX HAPyIIEHUH
putma (x> = 15,5; p = 0,0005) u pubpuIsiumm mpea-
cepauii (%* = 8,63; p = 0,013), morennupys puck BCC
1 CUCTEMHBIX TpoMOoaMOomuii y naruentos ¢ ['KMIT.
Opnako nons nanuenTos ¢ MK/I B Hamem peructpe
KpaiiHe Majna. BMecTe ¢ TeM KOIM4YecTBO MalEeHTOB
¢ nuarno3om 'KMII, koMy mokazana, HO HE BBINOJ-
HeHa uMIutanTanus MK/, B mpolieHTHOM OTHOILIEHUH
npubmkaercs K gone nanueHToB ¢ MK/ B peructpe
SHaRe (21 %) [4].

3akirouenmne

B nocnenHue rofp! akTHBHO BBICKa3bIBAETCS TUIIO-
Te€3a 0 CJI0XKHOM MOJIEKYIIPHO-TeHETUYECKOH MpHUposie
I'KMII, koTopast OObACHSET INPOKYIO PEHOTHITHYE-
CKyt0 BapuabenbpHOCTh 3a00eBanust [ 14]. CoBepiieH-
CTBOBAHUE METOJIOB BU3yaJIM3aLlUK CEP/ILa U TeHeTHYe-
CKOT'O TECTHPOBAHHMS PUBEII K MOSIBICHHUIO OOJIBIIOTO
KOJIMYECTBA MAalMEHTOB (10 JaHHBIM psiia aBTOPOB, JI0
40 %), OTHOCSIIIMXCS K CTapIlIei BO3pacTHOM rpymme
1 UMeIoLUX HecapkoMepHble myTtauu [15]. TlosTomy
JalbHEeHIINe UCCIIEA0BaHuUS TOJKHBI OBITH HATIpaBiie-
HBI HA U3yYEHHUE BIUSHUS TPATULHOHHBIX (aKTOPOB
pHCKa cepliedHO-COCYANCTHIX 3a00JieBaHMi Ha (eHO-
tunndeckue npossiaenus ' KMII B coueranuu c pac-
IIMPEHHBIM TeHETHUECKUM CKPUHUHIOM, YTO TI03BOJIUT
chopMynHupoBaTh HOBBIE TOIXOABI K AU(PepeHInanb-
HOH TMarHOCTHKe 3a00JIeBaHHS.

BriBOABI

1. TKMII Bce varie AMarHocTUpyeTcs y MalMeHTOB
C TPAAUIIMOHHBIME (PAaKTOPAMH PHCKA CEPACUYHO-CO-
CYIMCTBIX 3a00JIeBaHuM, TakuMK Kak Al u caxapHbIit
Jua0eT, KOTOPhIE HE TOJIBKO MAaCKUPYOT OCHOBHOE 3a-
OoJeBaHuUE, HO U YTSDKEISIOT €ro TeUCHUE, TOTCHIIN-
pys runepTpoduo MUOKap/a U MPUBOJIS K PA3BUTHIO
JKEITYTOYKOBBIX HAPYIIEHUN pUTMa U (PUOpUILISIIUN
MpEeACEPAUII.

2. Haubosiee BayXHBIMH ITOKa3aTEISIMU TIPH KJ1ac-
cuduKaIuu NanueHToB ¢ noao3penruemM Ha [KMII Ha
CETONIHALIHUM IEHb OCTACTCS TOMIIMHA CTEHKH JIEBOTO
JKEITYIOUYKa 10 AXOKapIHOrpapuuecKuM JIaHHBIM U Ha-
nuune Al, AMCIPONOPIIMOHATBHON CTENIEHU CTPYKTYP-
HBIX U3MEHEHUH MUOKapAa.
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