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Knm-mqecxue, Mop¢onoruqecme U reHeTn4yeckume xapakrepuctmkm nauMeHToB Mosiogoro eo3pacra
C FMI'IeprO(bI/I‘-IECKOﬁ Kapp,uomuonameﬁ, UMerLmnx nokasaHmng K uMnJiaHTauum Kapauoeeprtepa-

nedundbpunnartopa

Jasbiposa B.T.", l'yakosa A. 9.23, Kpytukos A. H.3, Monskosa A.A.2, Koctapesa A.A.°

Llenb. N3yunTb knnHMYeckne, MopdONOrniyeckme n reHeTuieckme xapakrepuc-
TVKW NaLMEeHTOB MOJIOAOr0 BO3pacTa ¢ rmnepTpoduyeckoin kapanomvonaTmei
(TKMIT), nmetoLmx nokasaHns K NEPBUYHON 1 BTOPUYHOM NPOdunakTuke BHe3an-
HoWi cepaeyHoli cmepTun (BCC).

Marepuan n metoabl. B viccnenosaHve BKIOYeHO 44 naumeHTa MONOAOro BO3-
pacta ¢ FKMI, koTopble 06cnefoBaHbl B COOTBETCTBUM C HALMOHABHBIMU KIU-
Huyeckummn pekomeHpaumnsamun no FKMM (2020). Ons pacyeta pucka BCC ncnosnb-
3oBasnca kanbkynatop AHA HCM SCD Calculator. [eHeTudeckoe uccnefoBaHme
BbINOJIHEHO C MPUMEHEHWEM LieNeBOii NaHenu, Bkiovaowein 108 reHos, accouu-
MPOBaHHbIX C PAa3BUTVEM KapLMOMUONATHIA.

Pe3ynbTratbl. B nccnenyemoli koropte naumeHTsl MONOAOro Bo3pacta B 72,7%
cnyyaes (n=32) umenu ot 1 go 3 pakTopoB KapAMOMETAbONIMYECKOrO pUcka
(B cpenHem 1,53+0,8).

BospacT 18 nauveHTOB, MMEIOWMX Noka3aHWs K yCTaHOBKE UMMIaHTUPyemo-
ro kapavoseptepa-nedubpunnatopa (UKA), sapbuposancs oT 18 no 44 net
(28,8+2,2). Bo3pacT Ha MOMEHT yCTaHOBNEeHUS anarHo3a coctaesun 18,5+7,4 ner,
LMTeNbHOCTL BeccMMnToMHOro neproga — 6,4+0,9 net. PacyeTHblin puck BCC
BapbupoBsancst ot 3,11 no 20,71% (6,15 [4,67;7,32]). B 83,3% cnyyaeB (n=15)
nmarHoctupoBaHa cemeliHas dopma FKMI, npu atom B 50% (n=9) umen mecto
cemeliHbii aHamHe3 BCC.

B noarpynne naumeHToB ¢ nokadanusamu k MK reHeTnyeckme BapmaHTbl C NaTo-
reHHoi 3HaumMmocTbio (IV 1 'V knacc), koaupyrolime BbipaboTky 6enKoB capkomepa,
o6HapyxeHbl Y 6 13 9 npobaHaos (66,7%).

Maunentam, koTopbiM nokadaH VKA, (n=18), no cpaBHeHMto ¢ nauneHTamu 6e3
Takmx nokasaHuii (n=26) anarto3 M’KMI 6bin Yalle ycTaHOBMIEH B AETCKOM W NoA-
pocTkoBoM Bo3pacTe (61,1% vs 23%, p=0,01). Y naumeHToB, UMEIOLLMX NOKa3aHWs
Kk VK[, 3HaunMo Yalle AMarHoCTMPOBanu nattepH Mopdonormm Mexekenynouko-
BOV Neperopoaku rno Tuny ABOSKOBbINYKkNoi (72,2% vs 38,5%, p=0,028). Cpean
nauMeHToB, UMeloLLX nokasanus kK VKA, fons nuuy, ¢ HU3KMM ypoBHEM duramnye-
ckoii akTnBHOCTM coctaBuna 50% (n=9), 3 Hux B 55,6% cnyyaes (n=5) 6bina ava-
rHOCTMpOBaHa M30bITOYHAs Macca Tena/oxupeHne 1 cTenenu.

3aknioyeHue. JeTckuii u NOAPOCTKOBLI BO3PACT NOCTAHOBKM AnarHosa FKMI
1 naTTepH Mopdonorny MeXKenyLo4KOBOM NEPEropoaKy No TUMy ABOSIKOBbIMYK-
/IO 3HAYMMO yalle BCTPEYAOTCS y NaLMEeHTOB MOMIOLOr0 BO3pacTa, UMEIOLLIUX
nokasaHus k KA,
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Clinical, morphological and genetic characteristics of young patients with hypertrophic cardiomyopathy
with indications for implantable cardioverter-defibrillator

Davydova V.G.", Gudkova A.Ya.?3, Krutikov A.N.3, Polyakova A.A.2, Kostareva A.A.2

Aim. To study the clinical, morphological and genetic characteristics of young
patients with hypertrophic cardiomyopathy (HCM) with indications for primary and
secondary prevention of sudden cardiac death (SCD).

Material and methods. The study included 44 young patients with HCM who were
examined in accordance with national clinical guidelines for HCM (2020). The AHA
HCM SCD Calculator was used to calculate the risk of SCD. The genetic study was
performed using a target panel of 108 genes associated with cardiomyopathies.

Results. In the study cohort, young patients in 72,7% of cases (n=32) had from
1 to 3 cardiometabolic risk factors (on average 1,53+0,8).

The age of 18 patients with indications for implantable cardioverter-defibrillator
(ICD) ranged from 18 to 44 years (28,8+2,2). The age at diagnosis was
18,5+7,4 years, while the asymptomatic period lasted 6,4+0,9 years. The estimated
risk of SCD ranged from 3,11 to 20,71% (6,15 [4,67; 7,32]). In 83,3% of cases
(n=15), familial HCM was diagnosed, while 50% (n=9) had a positive family history
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of SCD. In the subgroup of patients with indications for ICD, genetic variants with
pathogenic significance (class IV and V) encoding the production of sarcomere
proteins were detected in 6 of 9 probands (66,7%).

In patients with indications for ICD (n=18), compared to patients without it (n=26),
the diagnosis of HCM was more often established in childhood and adolescence
(61,1% vs 23%, p=0,01). In patients with indications for ICD, the reverse curvature
hypertrophy of the interventricular septum was significantly more often diagnosed
(72,2% vs 38,5%, p=0,028). Among patients with indications for ICD, the proportion
of people with low physical activity was 50% (n=9), of which 55,6% (n=5) were
diagnosed with overweight/class 1 obesity.

Conclusion. Childhood and adolescence at the time of diagnosis of HCM and
reverse curvature hypertrophy of the interventricular septum are significantly more
common in young patients with indications for ICD.

Keywords: hypertrophic cardiomyopathy, sudden cardiac death, implantable
cardioverter-defibrillator, interventricular septum morphology, pathogenic and
likely pathogenic genetic variants, sarcomere.
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KnioueBble MOMEHTbI

* YV MOJIOOBIX TAIMEHTOB C TUIEPTPOGhUIECKOMN
kapauomuonatuein (F’KMIT), B T.4. UMEIOLIMX MO-
KazaHMWs K MMIUTAHTAllMM KapauoBepTepa-aedu-
OpuLIATOpa, OOHaApykKeHa 0oJiee BhICOKasl, YEM B
POCCUICKOI TTOMYJISIIIMN, 9aCTOTa BCTPEYaeMOCTH
M30BITOYHOM MACCHI TeJla/OKUPEHUST M apTepralb-
HOW TMIIEPTEH3WM.

» Jluarno3 'KMII, ycTraHOBJIEHHBIH B IETCKOM M IO/ -
POCTKOBOM BO3pacte, SIBISIETCS] MH(OPMaTUBHBIM
MapKepoM KJIMHMYECKOTo TeUeHMsT 3a00JeBaHUs 1
MOKa3aHWEM K TeHETUUECKOMY TECTUPOBAHUIO U CE-
MEMNHOMY CKPUHUHTY.

ITatTepH MOPHOIOTUN MEKKETyIOUKOBOM Mepe-
TOPOIKU MO TUIY JBOSIKOBBIMYKJIONU SBJSIETCS 10-
TIOJTHUTEJIHPHOM IIEHHOW MH(bOpMaIreli, KOTOPYIO
Hapsiy ¢ NenuaTpuyecKMM BO3pacTOM MOCTaHOB-
ku quarHo3a ' KMII HeoOxonuMo yIYUTHIBATh IPU
HalpaBIeHUM Ha TE€HETUYECKOE TECTUPOBAHUE
Y MaTHUTHO-PE30HAHCHYIO TOMOTpaduio cepaia.

Buezamnas cepaeunas cmepts (BCC) Hanbosee omac-
HOE OCJIOXKHEHHE TUIIePTPO(PUISCKOIT KapaINOMUOIIaTHI
(F'KMII) y maumeHTOB ¢ ceMeiiHOIt (popMmoii 3aboreBa-
HUS W Ie0I0TOM KIMHUYECKNX IPOSIBICHUIT B MOJIOIOM
Bo3pacte, yactora BCC B 3TOlf KOTOpPTE MAIlMEHTOB CO-
IIOCTaBMMAa C aHAJOTMIHBIM TOKa3aTelIeM Y ITallieHTOB
C apUTMOTCHHOM KapauoMUoNaTreit (CBemeHMsT U3 Ha-
IIMOHAJIbHOM 0a3bl MaHHBIX Benmmkoopuranunm) [1].

dapMakoTeparus He JoKa3aua cBow 3(P(PeKTUBHOCTh
B obecnieueHnu 3amuTel oT BCC, B CBSI3U ¢ 4eM eInH-
cTBeHHbIMU BMelatenbcTBamu nmpu I'KMII, kotoprle,
KaK TI0JIaTaloT, BIMSIFOT Ha JOJTOCPOYHBIN IIPOTHO3, SIB-
JISTIOTCS CeTITajIbHAs MUO3KTOMHUS M YCTAHOBKA MMILIAH-
THpyeMoro KapauoBeptepa-aeduodopunasgropa (MKI).

1St. Petersburg City Hospital N2 40, St.Petersburg; 2Pavlov First Saint Petersburg
State Medical University, St.Petersburg; 3Almazov National Medical Research
Center, St. Petersburg, Russia.

Davydova V. G.* ORCID: 0000-0002-0233-5555, Gudkova A.Ya. ORCID: 0000-
0003-0156-8821, Krutikov A.N. ORCID: 0000-0001-6897-6171, Polyakova A. A.
ORCID: 0000-0002-6655-5274, Kostareva A. A. ORCID: 0000-0002-9349-6257.

*Corresponding author:
victoria_lp@mail.ru

Received: 09.06.2024 Revision Received: 07.08.2024 Accepted: 07.09.2024

For citation: Davydova V.G., Gudkova A.Ya., Krutikov A.N., Polyakova A.A.,
Kostareva A.A. Clinical, morphological and genetic characteristics of young
patients with hypertrophic cardiomyopathy with indications for implantable
cardioverter-defibrillator. Russian Journal of Cardiology. 2024;29(11):5994.
doi: 10.15829/1560-4071-2024-5994. EDN DQKAPQ

* Young patients with hypertrophic cardiomyopathy
(HCM), including those with indications for
implantable cardioverter-defibrillator, have a higher
incidence of overweight/obesity and hypertension
han in the Russian population.

Diagnosis of HCM established in childhood and
adolescence is an informative marker of the disease
clinical course and an indication for genetic testing
and family screening.

The reverse curvature hypertrophy of the interven-
tricular septum is additional valuable information
that, along with the pediatric age of HCM diagnosis,
should be taken into account when referring for gene-
tic testing and cardiac magnetic resonance imaging.

Ot60p mamueHToB M1 yctaHoBku MK]I ¢ 1menpio mmep-
BuuHoi npodmraktuku BCC y manumenTtoB ¢ 'KMII
OCTaeTCs CIOXHOM 3amadeii, yIuThIBas MHOTO00Opasue
¢$aKTOpOB pHCKa U UX HU3KYIO MTPOTHOCTHYECKYIO 3Ha-
YUMOCTD B OTIEJBHOCTH [2-4].

IMosiBunMCH nepBble COOOUIEHUST OTEYECTBEHHBIX aB-
TOpOoB 0 Oojiee Hu3kKoit yactrore MKJI-tepanuu B poc-
cuiickoil monyiasuuu nauumeHtoB ¢ TKMII (5,7% vs
12-26%) un Bctpeuyaemoctu BCC mpumepHo B 2 pasa
BBIIIIC 10 CPABHEHUIO C 3aITafHBIMU TOIYJISIUIME [5].
AKTyaJTbHOCTH HaJbHEHIIEero n3ydyeHus MH(PpOpMaTUB-
HBIX KIIMHAYECKNX, MOP(POIOTUICCKIX W TeHETHIECKIX
XapaKTePUCTHK y ManmeHToB Poccuiickoit Menepanun,
KOTOpPBIC HAXOMSITCSI B TPYIIIIE BHICOKOTO PMCKA PAa3BUTHS
BCC u xotopeim Oyzmet morb3a oT MKJI — oueBnmHa.

Llenp nccmenoBaHus — U3YIUTh KIIMHUYIECKUE, MOP-
doaornuecKre M TeHETUISCKIE XapaKTePUCTUKY TTAIlH-
eHTOB MoJjionoro Bo3pacta ¢ ' KMII, nmemoux mokasa-
HUS K IepBUYHON U BTOpUUHOI mpodumiraktuke BCC.
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Martepuan n metogbl

B reuenue 8 net Hadmonamcs 270 marmentos ¢ TKMIT.
71T AByHAITpaBJIEHHOTO KOTOPTHOTO MCCICIOBAHUST OTO-
O6pano 44 mamueHTa ¢ CUMITOMHBIM TedeHneM ['KMIT
MoJ1on0ro Bo3pacta — ot 18 mo 44 net (30,6%8,9 ner), 41%
KeHIIMH 1 59% MyxxunH. [IpoBeneH peTpoCeKTUBHbII
aHaJIM3 CBEICHUIT MEOUIIMHCKON TOKYMEHTAIIMN TIPO0aH-
IIOB M X POICTBEHHUKOB, IMPOCTICKTUBHO IMPOOAHIbI Ha-
oumronamick ot 2 1o 7 nieT, B cpenHem 4,91+1,7 ner.

OO0cnemoBaHMe MAIIMCHTOB W OIpeAc/icHIe TTaTTepHa
MOpPGOJIOTHHN MEXKKeTyTouKoBOit mmeperoponku (M2KIT)
MIPOBEICHO B COOTBETCTBUU KIMHUYCCKUMM PEKOMEH-
manugamu MwunsnpaBa Poccum "Tumneprtpoduueckas
kapmuomuorarus” 2020r [6]. [TammenTsl ¢ peHOKONN-
avu 'KMII (6ome3np ®adbpu, 6ome3ns JlaHoHa, TpaHC-
TUPETUHOBBIA aMUJIOUO03 U NIp.) OBLIN MCKIIOUCHBI.
Hnst pacuera pucka BCC mcmonb3oBaics KalbKyos-
top https://professional.heart.org/en/guidelines-and-
statements/hcm-risk-calculator [4].

IeHeTyeckoe MccaemoBaHNWE BBITIONIHEHO Ha aHAJM-
3arope Illumina HiSeq 2000 ¢ mpuMeHeHWeM LieeBO
ImaHenw, BKIodaromeil 108 reHoB, acCOMUPOBAHHBIX
¢ pa3BUTHEM KapauoMuornatuii. Kiaccel maToreHHOCTH
TeHETUYECKNX BAPUAHTOB OIPEICICHBI B COOTBETCTBUU
C peKOMEHIAIMSIMI AMEPUKAHCKOM KOJUTCTMN MEIUIIMH-
ckoit reHetnku (American College of Medical Genetics
and Genomics — ACMG) [7].

HccnemoBanne OBLIO BBITIOTHEHO B COOTBETCTBUU
CO CTaHmapTaM¥M HaIeXallel KIMHUICCKON MPaKTUKU
W IPUHOUIIaMUA XeJTbCHHKCKO# mekmnapaunu. [TpoTokosr
HUCCIeAOBaHUS OBIT OMOOpeH DTUYECKUM KOMHUTETOM
®dI'BY HMMUIIL um. B.A. AnmazoBa. 1o BKIIOUEHUS
B MCCJICMOBAaHNE y BCEX YYACTHUKOB OBLUIO TOJTYYECHO
IMMCbMEHHOE MH(MOPMUPOBAHHOE COTIACHE.

Jlast cTaTUCTUUECKO 00pabOTKU pe3yJIbTaTOB UC-
nonb3oBannchk Jamovi 1.8.4 u IBM SPSS. [lanHrble,
TMONUMHSIIOIINECS HOPMAJIbHOMY pacIIpencsIeHUIO, TIpe-
CTaBJICHBI B BUIE: cpeqHee + CTaHIAPTHOE OTKIIOHEHUE.
JlanHble, He MOOUMHSIIOIINECS HOPMAJTBHOMY pacIipene-
JICHUIO, TIPOAEMOHCTPUPOBAHKI B BUIE: MEANaHa [HIIK-
HUil KBapTWIb, BEPXHUN KBapTwib|. g cpaBHCHUS
YaCTOTHBIX BEJIMIMH HMCIIOJIb30BaJICSI KPUTEPUMA COOT-
BercTBus [lupcona xm-kBampat. Pasmmuus camranmchk
sHauynMbIMU T1pu p<0,05.

PesynbTaTthbl

Ilo pesyabrataMm o0ciienoBaHUs MALIMEHTOB IUATCHO3
I'KMII 6bL1 ycTaHOBJIEH npu poxaeHuu — 2,3% (n=1),
B JOLIKOJBbHOM Bo3pacte — 4,5% (n=2), B Mianiiem
LIKOJIbHOM Bo3pacte — 9,1% (n=4), B mOApOCTKOBOM
Bo3pacte — 22,7% (n=10), u B 61,4% (n=27) — B MoJIO-
oM Bo3pacte. J1e0l0T KIMHUYECKUX MposiBieHuii B 9,1%
(n=4) HacTyIWI B TIOAPOCTKOBOM BO3pacTe, B OCTAIbHBIX
cayuasx (90,9%, n=40) — B mosionoM Bo3pacte. Bospact
Ha MOMEHT YCTaHOBJIEHWSI TWAarHO3a BapbUpOBAJCS OT
6 no 40 net (21,5£8,5), WINTEIHLHOCTH OECCUMIITOMHOTO

Teproaa, COOTBETCTBEHHO, OT 1 roma mo 24 et (7,2%5,2).
[Ipu reHealornyecKOM aHAJINW3€ POTOCIOBHBIX B IOIA-
BIISIIONIEM OOJIBIIMHCTBE CIy4YacB BBISIBICH ayTOCOMHO-
TOMHWHAHTHBIA THUIT HACIIEAOBAaHMSI M ceMeifHas (popMa
3aboseBanust (n=72,7%, n=32), u3 Hux B 22,7% cny4aen
(n=10) mmen mecTo cemeliabiit aHamHe3 BCC B Bo3pac-
Te oT 12 mo 50 mer (43 [40;50]).

Tommmua M2KII Bappuposanack ot 15 go 51 mm
(24 [19;30]), TommuHa 3agHEN CTEHKU JIEBOTO Xe-
nymouka (JI2K), coorBeTcTBeHHO, OT 7 mo 31 mm (12
[10;13]), mHOEKC acCUMMETPUIHOCTH COCTAaBJISLT OT 1,1
1o 5,1 (2,2%0,93), mamekc Macchl MuoKapaa — ot 115 mo
629 r/m? (169 [141;223]), pa3Mep JIeBOTO Mpencepaust —
ot 30 1o 68 MM (43 [39;49]), KOHEUHBI! AMACTOINYEC-
ckuii pasmep JIK — or 31 mo 61 mm (45£6,6), dpakius
BeIOpoca JIZK Bapwsuposamack ot 25% no 83% (64+10).
B 40,9% cnyyaeB (n=18) nuarHocTupoBaHa OOCTPYKTUB-
Hag ¢dopma 'KMII ¢ rpagneHTOM IaBJIEHUS B BBIXOJ-
HoM TpakTte JIZK >30 MM pT.CT., MAKCUMAaJIbHEIN Tpamm-
eHT B BeIxomHOM TpakTe JIXK cocraswmir ot 35 mo 116 mm
pr.cT. (68 [46;93]). DKcTpemanbHas runeprpodus MKII
(>30 mm) BoIsiBIIeHA B 31,8% ciyuaeB (n=14).

[Marrepn mopdonornu M2KII B 52,3% cinydaeB (n=23)
OBLT TIPEICTABIICH MAaKCUMAJILHBIM YTOIICHUEM €€ Cpel-
Hell Tpetu (aBosikoBbimykiiasg MXKII), B 22,7% (n=10)
ciydaeB HaOmonanachk runeptpodus Bceit M2KII, rumnep-
tpodust 6azanbHoi yactu MXKIT — B 20,5% (n=9), ru-
neptpodus BepxymedHoit oomactu MXKII (amukanbHas
I'KMII) — B 4,5% (n=2). KoMOMHUPOBaHHAsI TUIIEPTPO-
¢ug ¢ BoBneuennem MXKIT u gpyrux otnenos JIZK BcTpe-
Tuack B 9 ciaydasx (20,5%), B T.4. B ABYX ciydasx (4,5%)
BBIsIBJIEHA cpenHexkenynoukoBass ' KMIT o Tumy "necou-
Hele yachl". JBosgkosbinykinyio MKIT nmenn 6 u3 9 mna-
LIMEHTOB ¢ KOMOMHUPOBaHHOI runeprpodueii (66,7%).
[MotpebuTenssmu arpeccuBHBIX MeTonoB JeueHus (MK/I,
ceMnTaibHass MUOSKTOMMUS) SIBIISIIOTCS 7 U3 9 MalleHTOB
¢ KOMOMHUPOBaHHOU runepTpodueit muokapmna (77,8).

B mccnemyeMoif KoropTe MaMeHTH MOJIOZOTO BO3-
pacta B 72,7% ciaydaeB (n=32) umenu ot 1 mo 3 ¢akro-
poB KapauomeTtaboamaeckoro pucka (KMP) (B cpemHeM
1,53%0,8): 31,8% — usoniTounyio maccy tena (UMT)
(26,8+1,2 xr/m?), 18,2% — oxupenue (32,6+1,7 kr/m?),
38,6% — mucnunugemuio, 22,7% — apTepuajbHyIO TH-
neptreHsuo (Al). [TamueHTH ¢ oxkupenneM wim UMT
(n=22) cocraBuiu 50% Bceii rpynibl U B CPaBHEHUU
C MaIMeHTaM1 HOPMaJTbHOM MaccHl Tena (n=22) He UMeJTn
3HAYMMBIX Pa3IMIMil IT0 YaCTOTE BBISIBJICHUS ITapOKCU3-
MOB HEYCTOMUMBOI1 KeymoukoBoit Taxukapoun (HY2KT)
10 JAHHBIM CYTOYHOTO MOHMTOPHUPOBAHUS 3JICKTPOKApP-
nquorpammbl (CMOBKT) (27,3% vs 18,2%, p=0,47) u otiu-
YaJnch 00Jiee HU3KUM YPOBHEM (hPU3MICCKOI aKTUBHOCTH.

I1pu nedrore kmmHnueckux nposieiaeHunii 'KMII B mon-
POCTKOBOM 1 MOJIOIOM Bo3pacTe rokazanus K MKJI ompe-
neneHsl B 18 u3 44 ciyyaes (40,9%). Bospact naiueHToB
¢ okazanusamu K MKJ (n=18) Ha MOMEHT BKJTIOUCHMS
B HICCIICIOBaHNE BapbUpOBAJICs OT 18 mo 44 et (28,8%2,2).
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XapaktepucTtuka KNIMHU4eckux, Mmopdonormyeckmx nokasarenei nayMeHToB
MoJI040ro Bo3pacTa ¢ nokasaHuamu kK UK, v 6e3

Mokasatenu

BoapacT, net
Bo3pacT Ha MOMEHT yCTaHOBNEHUS AMarHo3a, net

Jlonsi nauneHToB C YCTAHOBNEHUEM AMarHo3a B IETCKOM
1 NOAPOCTKOBOM BO3pacTe, n (%)

CewmeiiHas dopma /KM, n (%)
CemeitHbii aHamHe3 BCC, n (%)
CuHKonanbHble COCTOsHMS, N (%)
HYXT, n (%)

TonwwmHa MXI, MM

VIHAEKC aCUMMETPUYHOCTN

VHAEKC Macchl MMokapaa, r/m?
SkcTpemanbHas runeptpodus JIK, n (%)
[oskosbinyknas MXTI, n (%)
KombuHupoBaHHas runeptpodus, n (%)
WN36bITouHas macca Tena, n (%)
Oxupenue, n (%)

Oucnunuoemns, n (%)

ApTepuanbHas runepTeHaus, n (%)

Ta6nuua 1
Monogble nauneHThbl Monogple nauneHThbl p
¢ nokasanusamu k UK, (n=18) 6e3 nokasdanuii k K[, (n=26)
28,8422 32,58,2 0,21
18,574 24+8,7 0,04
11 (61,1%) 6 (23%) 0,01
14 (778%) 18 (69,2%) 0,53
9 (50%) 1(3,8%) <0,001
7 (38,9%) 2 (77%) 0,012
7 (38,9%) 3(11,5%) 0,034
26 [23;33,5] 20 [15,3;24,8] 0,02
2,7+ 1,9+0,7 0,007
177 [166;238] 142 [133;202] 0,06
11 (579%) 3(11,5%) <0,001
13 (72,2%) 10 (38,5%) 0,028
7 (38,9%) 2 (77%) 0,012
5 (27,8%) 9 (34,6%) 0,25
4(22,2%) 4(15,4%) 0,56
5 (27,8%) 12 (46,2%) 0,21
2 (111%) 8 (30,7%) 012

CokpauieHusi: BCC — BHe3anHas ceppedHas cmepTb, TKMIM — runeptpoduyeckas kapavomuonatus, UK, — uMnnaHTupyemblil kapayoseptep-aedubpunnatop, JHOK —
neBblii xenyno4ek, MXI — mexoxenynoukosas neperoponka, HYXT — HeycToiumBas xenyao4kosas Taxvikapans.

J1eGroT KIMHUYECKNX MposiBiieHnit B 16,7% ciay4yaeB Ha-
CTYITIJI B TIOAPOCTKOBOM BO3pAaCTe, B OCTAIBHBIX CIIydastx
(83,3%) — B MosonoM Bo3pacTte. JIIuTenbHOCTb 6eCCruM-
IITOMHOTO TIeprofa OT MOMEHTa YCTaHOBJICHUS AMarHO3a
IO HavyaJIa KJIMHIMYSCKUX TIPOSIBJICHUI COCTaBmiIa OT 1 ro-
na mo 15 net, B cpentem 6,430,9 ner.

B 83,3% (n=15) ciydyaeB mMarHOCTUpPOBaHA CeMeii-
Has ¢opma 'KMII ¢ ayTocCOMHO-TOMUHAHTHBIM TUIIOM
HacjenoBaHus, B 16,7% citydaeB nHOOpMALIMS O YWiIeHaX
CeMbH HEMOCTYITHA IIJII YTOUHCHMS TUIIA HACJICIOBAHMSI.
[pu aTtoM B 50% (n=9) umen MecTo ceMeiHbIi aHaMHe3
BCC. B 38,9% cny4yaeB (n=7) mMallMeHTbl IMEJIN B aHAM-
He3e cuHKoIaiabHble cocTossHus. I[lapokcusmbr HYXKT,
BBISIBJIEHHBIE 110 maHHBIM CMOKI, perucrtpupoBanich
y 38,9% manmeHtoB (n=7).

MMauuents! ¢ nokazanusmu K UKJ B 72,2% (n=13)
ciiygaeB uMesm nattepH Mopdonorun MKIT o tumy
IIBOSIKOBBITTYKJIOM, rurieprpoduio Bceit MXKIT — B 16,7%
(n=3), runeprpoduio 6azanbHoi yactu MXKII — B 11,1%
(n=2). B 7 cay4asx (38,9%) oGHapyxeHa KOMOMHUPO-
BaHHas rurepTpodus, B T.4. B 11,1% (n=2) JIK no tu-
my "mecouyHble yackl'. MakcuManbHag ToammHa M2KIT
cocraBmwia oT 19 mo 50 mm (31 [24,5;34,5]), npu 3TOM
B 57,9% ciyuaeB (n=11) HabOi0na1aCh 9KCTpEMaibHAast
runeptpodus JIXK >30 mm. MHIeKc Macchl MHOKap-
na JIK coctaBui ot 158 mo 330 r/m? (205 [183;232]).
WHpekc acuMMeTpUYHOCTH BapbupoBaiicd ot 1,4 mo 5,1
(2,6%0,9). Pacuernslit puck BCC B TeueHUe MOCIENYIO-
mux 5 net cocraBun ot 3,11 no 20,71% (6,15 [4,67;7,32]).

WK]JI ycranoBiaen 11 manmeHTaMm, AJsl IIEPBUUYHOMN
(n=9) u BropuuHoit (n=2) npodunaktuku BCC. UK]I-
Tepanus IJIaHUpyeTCcs 6 maluueHTaM B paMKax IepBUY-
"ot ipodmnaktnk BCC. B ogHoM ciiyyae y manyeHT-
Kku 24 jet ¢ BeicokuM puckom BCC (6,05%) u Hu3KOit
MIPUBEPXKEHHOCThIO K pekoMeHmanusM BCC mpownso-
IIj1a JoMa, 3a 1 CyTKM 10 3aIUIaHMPOBAHHOM YCTAaHOBKU
UK.

IManments! ¢ mokazanusimu Kk MK]L (n=18) mo cpas-
HEHUIO ¢ TalMeHTaMu, KOTOpbiM He mokazaH MK]I
(n=26), vanie umean ceMeiinbiii anamue3s BCC (50%
vs 3,8%, p<0,001) u mapokcusmbl HYKT no maHHBIM
CMDOKIT (38,9% vs 11,5%, p=0,034), gaie npeabsiB-
JISUIA 3Kaj00bl Ha CUHKOMAa/IbHbIE cocTostHus (38,9% vs
7,7%, p=0,012), uMenan MeHbILINI BO3PAaCT HA MOMEHT
ycTaHoBieHusT auarHo3a (18,517,4 vs 24%8,7, p=0,04),
IWarHO3 MM Yallle YCTaHaBIWBAJICI B OETCKOM M ITOMI-
poctkoBoM Bo3pacte (61,1% vs 23%, p=0,01), umenu
6onpmryto TormmHy M2XKIT (p=0,02), 6oxbImii MHIEKC
acumMetpuaHocTH (p=0,007), gale mMeIn 3KCTpeMab-
Hyto runeptpoduto (57,9% vs 11,5%, p<0,001), koMGu-
HUpPOBaHHYI0 rurneprpoduo muoxkapaa (38,9% vs 7,7%,
p=0,012) 1 marTepH MOP(HOIOTUH TI0 TUITY ABOSIKOBBIITYK-
moit (72,2% vs 38,5%, p=0,028).

®akToper KMP (oxupenne/UMT, quciummmemus,
AT’) ¢ oOIMHAKOBOM YaCTOTO¥ BCTPEUYAINCH B ITOATPYIIIE
MaleHTOB ¢ TToka3aHusmMu K MK] u B monrpymire ma-
IIMEHTOB, COMIOCTABMMOI 1O TIOJIy M BO3pacTy, 0e3 mo-
kazanuit Kk MKJI (Ttabma. 1).
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Tabnuua 2

FeHeTuyeckue BapuaHTbl, BbiiBJIEHHbIE Y I1p06aHAOB MO0JZ1040Ir0 BO3pacTa C NOKa3aHUAMU K 701}

N I'eH Benok Mo3numsa GRCh37 AMVHOKUCNOTHAsA rs Kateropus
MonoxeHwe B KAHK 3amMeHa no knaccudmkaumm ACMG
1 MYBPC3 cepaeyHbIi MMO3UH-cBa3biBaowWmin - chr11:47364570 ¢.1351+2T>C — rs397515897 n
6enok C
2 MYBPC3 CepaeYHbIi MMO3UH-CBS3bIBatoWmin  chr11:47353740 ¢.C3697T p.GIn1233Ter rs397516037 n
6enok C
3] MYBPC3 cepaeyHblil M1o3unH-cea3biBatowmin - chr11:47354388 ¢.3467dupA p.Pro1157AlafsTer12 rs730880720 n
6enok C
MYBPC3 CepAeYHbIi MMO3UH-cBs3bIBalowmin - chri11: 47359116 c.C2428T p.Arg810Cys — BN
6enok C
4 MYBPC3 cepaeyHblil Mro3unH-ceasbiBatowmin - chr11:47360209 ¢.C2170T p.Arg724Trp rs200399246 BN
6enok C
MYH7 TsKenas uenb 6eTa-M1Mo3nHa chr14:23895005 ¢.G2185C p.Ala729Pro — BI
DTNA McTpoBbpeBuH chr18:32455309 ¢.C1769T p.Pro590Leu rs746246245 H3
TTN TaNTUH chr2:179605328 ¢.G11681A p.Gly3894Glu — H3
B MYH6 TSHKENasa uenb anbda-mMnosnHa chr14:23858142 p.Asn1367Lys — H3
SCN5A anbda-cydbeanH1La HaTPUEBOro chr3:38616792 ¢.3659C>T p.Ala1221Val rs727503407 H3
kaHana 5 tuna
6 MYBPC3 cepaeyHblil Mro3unH-ceasbiBatowmin - chri11:47354447 c.C3408A p.Tyr1136Ter rs193922383 Il
6enok C
SHOC2 KapKacHblii 6enoK C BbICOKMM chr10:112724450 c.A334G p.llet12val — H3
coepXaHvuem nenumHa
7 MYBPC3 CepAeYHbIi MMO3UMH-cBs3bIBalowmin - chr11:47364206 c1543_1547del  p.Asn515fs = BN
6enok C
MYH6 TKeNnas uenb anbda-mMnosmHa chr14:23862177 ¢.G3195C p.GIn1065His rs267606904 BN
MYH6 TsHKENnas uenb anbda-MnosmHa chr14:23856794 ¢.C4594T p.Arg1532Cys rs201827489 H3
TTN TaWTUH chr12:179582828 ¢.C24905A p.Thr8302Lys — H3
8 ALPK3 anbda-knHasza-3 chr15:85406027 c.G4897A p.Gly1633Arg rs750258262 H3
9 PLEC NNEKTUH chr8:144999517 ¢.C4991T p.Ala1664Val rs782569624 H3

Cokpatenuns: Bl — BeposTHO natoreHHbid, H3 — HeonpepenerHon 3HadmmocTw, M — natorenHslil, ACMG — American College of Medical Genetics and Genomics,
MYBPC3 — myosin binding protein C, MYH6 — myosin heavy chain 6, MYH7 — myosin heavy chain, TTN — titin, DTNA — dystrobrevin, SHOC2 — SHOC2 leucine rich repeat
scaffold protein, PLEC — plectin, SCN5A — sodium voltage-gated channel alpha subunit 5, ALPK3 — alpha kinase 3.

Honst mamuentoB ¢ MK (n=18) 1 HU3KUM ypOBHEM
(usnueckoii akruBHocTU coctaBuia 50% (n=9), u3 Hux
B 55,6% cnydaeB (n=5) 6buTa TMarHoctTupoBana MMT/
oXxupeHue 1 cremeHU, B T.4. B 2 CIIydasiXx B COUCTaHUU
¢ Al' 1 nucnmamminemMueii.

B pesynsraTe reHeTUYeCKOTO UCCIICIOBAHMS Y 9 TIpo-
0aHIOB MOJIOLOTO Bo3dpacTa ¢ mokaszaHusiMu K MK
OBIJIO OOHapyXeHO 18 TeHeTMYeCKMX BapUaHTOB. Xa-
pPaKTepPUCTUKA BBISIBJICHHBIX TEHETUUCCKIX BapHUaHTOB
MpeAcTaBcHa B TabauIe 2.

JleBATh TCHETUIECKIX BapHMAHTOB, MMCIOIINX ITaTOTeH-
Hyto 3HauuMocTb (I'V 1 V kiacc), oOHapyXeHbl B FeHaX, KO-
JIUPYIOLINX OEJIKK capkoMmepa, Iipu 3ToM 77,8% (n=7) GbL10
00HApYKEHO B T€HE CEPICYHOTO MHO3WH-CBS3BIBAIOIIETO
6enka C (MYBPC3), 11,1% (n=1) — B TeHe TSDKEJION Lenn
cepraedHoro 6era-muosuHa (MYH?7), 11,1% (n=1) — B reHe
TSDKEJIOM 1ernu anbga-muo3nHa (MYHO).

Cpenut 9 TeHeTHYECKUX BapMaHTOB, MMCIOIINX He-
OIIpeaeNICHHYI0 KIMHIIecKyto 3HaumMocTh (111 ximace),
44,4% (n=4) oOHapyXeHO B IeHaX, KOAUPYIOIIUX Oell-
KU capkoMmepa: 22,2% (n=2) — B reHe TaiituHa (TTN)

u 22,2% (n=2) — B TreHe TSoKeJIoi 1enu abda-MUo31Ha
(MYHG6). Jpyrue reHeTU4YeCKNE BapHaHTHI C HEOIIpe-
neixeHHoi sHaummocteio (H3) (56,6%, n=5) Ovun
oOHapyXeHbl B TeHax: nuctpoopeBuHa (DTNA) — 1,
KapKacHOTO 0elTKa ¢ BHICOKUM COIEp:KaHUEeM JICUITMHA
(SHOC2) — 1, mrektuHa (PLEC) — 1, anbda-KUHA3EI
3 (ALPK3) — 1, a Takxe B reHe SCNS5A, Komupyromem
anb(da-cyobeAMHUIY HAaTPUEBOro KaHaja 5 tuma — 1.

YV kaxmoro n3 mpobdaHaoB ooHapyxkeHo oT 1 1o 4 re-
HETUUYECKNX BapHaHTOB. [eHeTHYeCKMe BapuaHTHI, KO-
IUPYIONINE BEIPAOOTKY OEJTKOB capKoMepa, ¢ KaTeropuei
naroreHHBIX (I1) 1 BeposiTHO maToreHHBIX (BIT), 06HaApY-
KeHBbI y 6 u3 9 ipobanmoB (66,7%), Ipu 3TOM B Cilydae
Ne 3 y mpobdannma ¢ BCC o6HapyXeHO 2 TeHEeTUUECKUX
BapuanTa, I1 u BII, B rene MYBPC3. B Tpex KauHU4Ye-
CKMX ciIydassx oboHapyxkeHHBIN I1/BIl BapmaHT B TeHe
MYBPC3 couetaics ¢ IpyriMU TeHeTUIeCKMU BapraH-
tamu: B ciaydae Ne 6 — ¢ BapuantoM H3 B reHe xapkac-
HOTO OeJTKa ¢ BEICOKMM conepxXaHueM jaeittnHa (SHOC2),
B caygae Ne 4 — ¢ BII BapmaHTOM B reHe TSDKEJION Lemnn
o6ceta-muo3uHa (MYH7) n nByms Bapuantamu H3 B re-
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Hax mpuctpobpeBuHa (DTNA) u taiituna (TTN), B ciy-
yae Noe 7 — ¢ BII B reHe Ts3Keoil 1enm aibda-MUOo31Ha
(MYH6) n BapmantoM H3 B rene tatituaa (77N).

B Tpex KIMHMYeCKNX CIyJasix OOHapy:KeHBI TCHETH -
yecKre BapuaHTH TobKo H3: B cirydae Ne 5 y mammmeHTa
¢ ceMeiiHoit ¢opmoit TKMII — B reHe Tskesoit Lenu
anbda-muosuHa (MYH6) 1 anbda-cyobeTMHULIBI HATPHE-
Boro kaHaja 5 tuma (SCN5A), B ciaydae Ne 8 y TallueHTKA
¢ ceMeitnoi popmoit 'KMII u HeraTUBHBIM peMOIEIN-
poBanueM (IV cramusa, TKMII) — B reHe anbda-KIHA3BI
3 (ALPK3), B caydae Ne 9 y marmeHTa ¢ HEM3BECTHBIM
CeMEHHBIM aHAMHE30M U HETaTUBHBIM PEMOIEINPOBa-
aueM (IV cramust, TKMII) — B rene mektuHa (PLEC).
HMHTeprpeTalinst KIMHUIECKOTO 3HAUCHMST OOHAPYKCH-
Horo B reHe PLEC Bapuanta ¢ H3 3arpynHeHa B CBS3U
C TeM, UTO MO JTaHHBIM TOCTYITHBIX JUTEPATYPHBIX MC-
TOYHUKOB HET MH(MOPMAIIMU O €TO IMPUIACTHOCTH K pa3-
pututo 'KMII. [Tnanupyercsi mOBTOpHOE T€HETUUECKOE
HCCIIeMOBAaHME ¢ PACIIMPEHHON MaHEeIbIO TCHOB.

00cyxaeHue

Csenenud o cemeiinoM aHamHe3e BCC BBISBIEHBI
y 50% mnauueHToB Moogoro Bo3pacta ¢ ['KMII, umero-
mwux nokazanust kK UK. JIns nauumentoB ¢ TKMIT ce-
MeitHbI aHnaMHe3 BCC cunraercs moka3aHHBIM MapKe-
poMm pucka Kak B pekoMeHmanusx AHA/ACC (2024),
Tak M B peKoMmeHmauusx EBpomneilickoro odiiecTBa Kap-
nurojoros (ESC 2023) [2, 4].

IMo HammM JaHHBIM, CPEI TTALIMEHTOB MOJIOIOTO BO3-
pacra, nuMmeromux noxkazanust kK MKJI, 6osee yem B mo-
JioBuHe ciaydaeB auarHo3 'KMIT Ob11 ycTraHOB/IEH B IET-
CKOM/TIompocTKOBOM Bo3pacte. Ilammentsr ¢ 'KMII,
IMaTHOCTUPOBAHHOM B 3TOM BO3pacTe, HeCyT OoJjiee BBI-
COKMi1 pYICK OITACHBIX [UTSI KM3HU XKEITyI0IKOBBIX apUTMUIA
1 UMEIOT OOJIBIIYIO TTOTPEOHOCTh B arPeCCUBHBIX METOIAX
JIEUEHUS] CepleyHOl HETOCTaTOYHOCTH, MO CPaBHEHUIO
¢ nanueHTamu, y kotopbix 'KMII nuarHoctupoBaHa BO
B3pociioM Bo3pacte. B pabote Marston NA, et al. (2021)
ObLIO TI0Ka3aHo, uTo y aeteii ¢ [KMII aputmuueckue siB-
JICHUS SIBIISTIOTCSI TIPUYMHOM OOJIBIIIMHCTBA HEXeJIaTelb-
HBIX SIBJICHMI1, BOSHUKAOIINX B TeueHMe 10 JIeT mocie mo-
CTaHOBKM ImarHo3a. [lokasartenb cpemHeil ITUTeTEHOCTH
6eccuMnToMHOTO Trepuona (7,2%5,2), ycTaHOBICHHBIH
B HaIlleM MCCJICIOBAaHMM, COTIOCTABUM C JAHHBIMH, TIO-
mygyeHHBIME Marston NA, et al. (2021) [8]. 3aciyxuBacT
BHUMAHUSI TIPEOIIOJIOKEHIE O HEOOXOMMMOCTHU TIPOBEIC-
HUST KaCKaTHOTO CEMEHOTO CKPMHMHTA IO HACTYIUICHUST
ITOIPOCTKOBOTO BO3pacTa, T.¢. IO 8-JICTHETO BO3pacTa, BbI-
ckazaHHoe B uccienoBanuu Ostman-Smith 1J (2022) [9].

IeHeTMYeCcKMe BapraHTHI C TTATOTEHHOM 3HAYNMOCTBIO
(IV m V ximacc), Komupyiomue BeIpabOTKy OEIKOB cap-
KoMepa, OOHAPYKeHBI ¥ OOJIBIIMHCTBA 00CICIOBAaHHBIX
npo0OaHI0B MOJIOAOTO BO3pacTa ¢ ceMeiHoi (popMoii 3a-
OosieBaHUA U MMerolMxX nokazanust K MKJI, yro comacy-
eTCcs CO CBeIEHUSIMHU JTuTepatypshl [2, 4]. HeobxomumocThb
YUUTBIBATh MOTEHUMUAIbHBIA apUTMUYECKUU PUCK HO-

CUTENICTBA TEHETUYCCKUX BApMAHTOB C ITATOTCHHOM
sHaunMocThio (IV 1 V Kiracca) B TeHaxX, KOOMPYIOIIUX
OeTKM capKoMmepa, yKa3aHa B MOCJICTHUX PYKOBOICTBAX.
B EBpormeiickoM pyKOBOICTBE II0 JICUCHUIO ITAIlEHTOB
C XKeJTyIOYKOBBIMU apUTMUSIMH U TipodmrakTuke BCC
PEKOMEHIYeTCST TEHETHUECKOe KOHCYJIBTHPOBAHUE U TeC-
TrpoBaHue y Bcex narreHToB ¢ TKMII (kmace I, ypoBeHb
B), momuepkuBaeTcs IEHHOCTb TCHOTHIIA B OIIPEICIICHIHN
nporHo3a [10]. HocutensctBo I1 1 BIT BapuaHTOB TeHOB,
KOOVPYIOIINX BEIPAOOTKY OEJTKOB capKoMepa, IIpenacTaB-
JITIOT COOOM HOTIOTHUTEIBHBIN (haKTOp pUCKa IS Mallv-
enToB ¢ 'KMII u mpomexxyrounsiM puckom BCC [2, 4].

B pabore Ho CY, et al. (2019) moka3aHo, 4TO TTamu-
entol ¢ I1 mnn BIT BapmanTamu capkoMepa u (DeHOTH-
noMm (+) XapaKTepu30BaJINCh BOIBOE OOJIBIINM PHCKOM
BO3HUKHOBEHUS HEOJIArONPUSITHBIX MCXOMOB M B 4 pasa
0oyice BBICOKUM PUCKOM KCIYTOUYKOBBIX apUTMUM 10
CpaBHEHMIO C MAIlMEHTaMU ¢ (heHOTUNIOM (+), TCHOTH -
oM™ (-) [11]. HocurenberBo I1 1 BII BapuaHTHI B TeHAx
MYH7 n MYBPC3 cBS3aHO C TOBBIIICHHBIM PUCKOM
HEOJIATONPUSTHBIX apUTMUYECKUX COOBITHIT 1 TIPOTpec-
CUPOBAHUS XPOHUYECKON CEpIeYyHON HeAOCTATOYHOCTHU
y mauveHToB ¢ TKMIT [2, 4].

B nHamreit paboTe mmoka3aHoO, YTO IMAIIMEHTHI, UMEIO-
mue nokaszanust kK MK/, Hapsiny ¢ Oojbliieil TOJIMHOR
MIKII, 6onee BLICOKMM MHAEKCOM aCUMMETPUYHOCTH,
OOJIBIIICiT YACTOTOM BBHISIBIICHUST SKCTPEMATbHOM TUTIEP-
Tpoduu JIZK 1 KoMOMHUPOBAaHHBIX (DOPM TUNEPTPOGUN
MHMOKapaa XapaKTepHu30BaJINiCh 3HAUYNMO OOJIBIIEi Jac-
TOTOI BCcTpeuaeMocTH nartepHa mopdonoruun M2KII 1o
THUITY IBOSIKOBBIIYKJIOM, IO CPAaBHEHMIO C MAIlMCHTAMU
MOJI010TO Bo3pacTta 0e3 nokazanuii kK MKJI.

Hannsie Pernctpa TKMIT (HCMR — Hypertrophic
Cardiomyopathy Registry) u3 44 ueHTpoB B 6 cTpaHax,
KOTOPHII Ha CETOMHSIITHUI IeHD SIBISICTCS KPYITHECHIITNM
MIPOCIIEKTUBHBIM MCCICIOBAaHNEM €CTECTBEHHOTO TeUe-
Hust TKMII, cBuaeTenbCTBYIOT, YTO MALIMEHThl — HOCHU-
TeJI TeHeTUIECKNX BapUAHTOB, KOAMPYIOIINX BHIPAOOT-
Ky OCJIKOB capKoMepa ¢ BHICOKMM KJIACCOM ITaTOTCHHO-
ctu (I1/BI1) n ximmuangecknM peHotnmom 'KMII, gamme
nMmenn Mopdonornio MKIT mo Tumy ABOSKOBBITTYKIION
¥ OOJBIIYIO BRIpaskeHHOCTDL (pubdpo3a [12].

He Y, et al. (2024) mipoBenun McclIeqoBaHNE U CpaB-
HUJIU Pa3IMIMs apUTMOTEHHOTO PHCKA MEXKIY TPpyIITaMu
NalUeHTOB C IBOSKOBBINTYKI0M (popmoit MKII u ¢ apy-
rumu popmamu M2KIT [13]. Haubomnee BaskHBIM pe3yiib-
TaTOM 3TOTO WMCCIIEAOBAHUS SIBJISCTCS TO, UTO HapPSIy
¢ (Gpubpo30oM Hamuuue ABOSKOBBINMYKJION (popmbl MKII
YBEITMUIMBACT PUCK Pa3BUTHUS OIMACHBIX IJIS XXU3HU IIa-
poxcusmoB HY KT npu '’KMII.

VY Mmononsix manneHToB ¢ T KMIT o6Hapy»xeHa BbIcOKast
yacrota UMT/oxupenus (50%), koTopast modtu B 2 pasza
(1,96) npeBbllIacT aHAJIOTMYHbIE ITOKA3aTeIU Y Hacesle-
Husg Poccuiickoit Menepanum B Bo3pacte 35-44 roga 110
nauaeiM uccaegoBanus "DCCE-PD" (26,6% myxunH
u 24,5% xenwuH) [14]. Hapsny ¢ UMT u oxupeHueM,
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oOHapyxeHa 0oJjiee BbICOKasl 4yacToTa BcTpedaemMoctu Al
(22,7%). Tlo manubpm BarytuHa H. T. u Cxisiauoit E. B.
(2017), pacmpoctpaneHHOCTh Al cpean JUIT MOJIOZOTO
Bo3pacTta coctapisieT 14,2%, ocHOBHBIE (haKTOPhI pUCKa
AT BcTpeuaroTcs 0osiee 4YeM y 4eTBEpPTU 00CJIeAOBAaHHbBIX
[15]. B Hameii pabote moka3aHO, YTO MALIMEHTHI C TIOKa-
3annsMu K K]l B mojioBUHE CIy9aeB XapaKTepHU3YIOTCS
HU3KUM YpOBHEM (DM3MIECKOM aKTMBHOCTU U OOJBIICH
JacToTOll OCHOBHBIX (hakTopoB KMP. Cxoxue maHHbIe
ITOJTy4YeHBI IPYTUMU MCCICTOBATEIISIMU, KOTOPBIE CO00-
IIMJTA O TIeJIeHATIPABJICHHOM CHIDKCHUH TTallMeHTaMU (Du-
3MYECKUX HATPy30K ITOCJIe TTOCTAHOBKY AWArHo3a 1 4To
orpaHWYeHUS PUBNICCKUX YIIPAKHEHUIT OTPUIIATEIHHO
TTOBJIMSUTM HA WX SMOLMOHAIBHEIN cTaryc. KoHcTaramms
(aKTOB HETATUBHBIX IICUXOJOTMUCCKUX 1 TOITOCPOIHBIX
COMATUYECKHUX TIOCIEACTBUMA, K KOTOPBIM MOTYT OBIThH
npenpacroioxkeHsl mauveHTsl ¢ ' KMIT n3-3a orpanuue-
HUST YPOBHS (DM3MUYCCKUX HATPy30K, YKa3aHbI B aKTyallb-
HBIX pekomeHmanusax mo FKMII [2, 4]. Hapsimy ¢ atim,
B pykoBozacTse 1o 'KMIT AHA/ACC (2024) mpuBonsiTcst
MaHHBIC TIPO- U PETPOCIICKTUBHBIX MCCICIOBAHUMA, UTO
JTaxke MHTCHCUBHBIC (DM3MUYCCKIE YITPAKHCHMS Y TTAIINCH-
ToB ¢ 'KMII ¢ mosoXuTeIbHBIM TEHOTUIIOM B OOJIBIIIMH-
CTBE BO3PACTHBIX TPYIII, BKIIIOYAs IETEH U ITOAPOCTKOB,
He yBemmumBaioT puck BCC 1 apuTMHI4IecKoro ooMopoka
[16]. TakuM 0Opa3oM, B peKOMEHIALMSIX TS TAlIEHTOB
Mo o0pa3y XM3HU Bpady HEOOXOOUMO "TIPOUTH MEXIY
Cuwmmroit u Xapubnoit": CHU3UTh/HE YBEIMYUTHh PHUCK
BCC u pexoMeHI0oBaTh MHINBUAYAJILHO amalTUPOBaH-
HBII ONTUMATBHBIN YPOBEeHBb (DM3MUECKUX Harpy3oK. [1pu
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