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Pesiome

Llerp — HM3y4YUTHL OCOOEHHOCTHU TeUEeHHUSI CUMIITOMHOM runieprpodudeckoii Kapauomuonaruu (F’KMIT) B 3aBUCHMOCTH OT
dopMEI (ceMmeliHast/HeceMelHas), Bo3pacTa Ae0I0Ta KAMHUUEeCKUX IIPOSIBACHUM U HAAUYUS apTepUarbHOM runepreH3uu (Al).

MeToasbl u MaTepuaasbl. B Teuenue 6 et o6caepoBaHo 250 mariueHToB, B uCCAepOBaHue BKATOUeHO 100 raiueHTOB ¢ CUM-
nToMHBIM TeueHueM 'KMIT B Bo3pacTe oT 18 A0 86 aerT.

PeszyabpTaThl [1pu Ae0r0Te KAMHUYECKUX IIPOSIBA€HUM B MOAOAOM BO3pacTe Jallle AMarHOCTHPpOBaHa ceMelHasg hopMa 3abone-
BaHUA, ayTOCOMHO-AOMMHAHTHBIN TUII HACAeAOBaHUSA, acuMMeTpuuHasas [ KMIT c mopdoaoruett MOKIT o TUITY ABOSTKOBBIITYKAOM.
Hanpotus, npu Ae0roTe B BO3pacTe 45 AeT U cTaplile yallle BbIIBA€HA HeceMeliHasd (hopMa 3aboaeBaHusa M acuMMeTpuuHast TKMIT
¢ mopdoaoruert MOKIT o Ty MaKCUMaAbHO BbIpa>keHHOU runeprpoduu B 6azarpHoM yactu MIKII. IMTanuenTsl ¢ TKMIT u
comyrcTByromen AI' MOAoAOTO Bo3pacTa dalrie uMeAn oskupenre, XCH III — IV OK NYHA, Goabmnii nepepHe-3aAHUY pasMep
AIT 1o cpaBHeHUIO ¢ TaueHTamMu 6e3 Al 1 yallle Hy>KAaAUCh B peaykiuu MOKIT. I'Nanments: ¢ TKMIT u contyTcTBytroiet Al
c Ae6GI0TOM 3a00AEeBaHUs B BO3pacTe 45 AeT U cTaplile 3HaYMMO Jallle UMEeAN CHHAPOM CTEHOKapAWUH. AOCOAIOTHEIE ITOKa3aHUsST
K peayknuu MOKIT ¢ pe6rorom 'KMIT B Bo3pacTe 45 AeT U cTapllle OIIPeAEAE€HbBl TOABKO Yy IIAIJUEHTOB C COIIyTCTBYoLIel Al
I'Tpu sToMm 50 % nanmenToB ¢ TKMIT+ A’ Kak B MOAOAOM BO3pacTe, TaK U B CTapIlle rpyIile, UMeAr OJKUPEeHUe.

3akawueHnue. [larrepu mopdororum MOKITuMeeT 3HaYUMbIE OTAMUNSA B 3aBUCUMOCTHU OT BO3PAaCTa Ae00Ta KAMHUYECKUX
nposasaeHuii. Cocytrecrsytoniue ¢ TKMIT apTepuaabHasi THIIEPTEH3USA U OJKUPEHUEe IBASIOTCS IPEANKTOPaMHU IIPOrpeccH-
pytoutero Teuenust [KMIT 1 yBeAndeHUs AOAU ITAIITUEHTOB C aOCOAIOTHBIMU ITOKa3aHusAMU K pepayKiuu MOKIT HeszaBucuMO
OT BO3pacTa Ae0l0Ta KAMHNYECKUX IPOSIBACHUH.
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Summary

The objective was to study the clinical features of symptomatic hypertrophic cardiomyopathy (HCM) depending on the
form (familial / non-familial), the age of onset and the presence of arterial hypertension (AH).
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Methods and materials. During 6 years, we examined 250 HCM patients, 100 patients with symptomatic HCM aged from
18 to 86 years were included in the study.

Results. Patients with the clinical manifestations onset at a young age more often had a familial form of the disease, an
autosomal dominant type of inheritance, an asymmetric HCM with reverse curve interventricular septal morphology. On
the contrary, patients with the clinical manifestations onset at the age of 245 years had non-familial form of the disease and
asymmetric HCM with basal interventricular septal hypertrophy. The young HCM patients with associated AH more often
were obese, had CHF of III —IV functional class (NYHA), larger anteroposterior left atrial diameter than patients without
AH and more often needed interventricular septal reduction. HCM patients and associated AH with the disease onset at the
age of >45 years significantly more often had angina syndrome. Absolute indications for interventricular septal reduction
in HCM patients with the disease onset 245 years of age were determined only for HCM patients and associated AH. At the
same time, 50 % of HCM + AH patients both at a young age and in the older group, had obesity.

Conclusions. The interventricular septal morphology differs significantly depending on the age of clinical manifestations
onset. Co-existing AH and obesity are predictors of the progressive HCM course and an increase in the proportion of pa-
tients with absolute indications for interventricular septal reductions regardless of the age of clinical manifestations onset.
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BBEAEHHE

I'mneprpodnueckas kKappuomuonatug (IKMIT)
SABASETCSI OAHMM M3 CaMBIX PACIPOCTPAaHEHHBIX Te-
HeTHYeCKU 00yCAOBAEHHBIX 3a00AeBaHUM MHUOKapAa
U XapaKTepU3yeTCs 3HAUUTEABHON (PeHOTUIINYEeCKON
U3MEeHUUBOCTBIO. B HacTosllee BpeMs CUMTAETCH,
4TO reHeTrdeckas ocHosa 'KMIT AOBOABHO CAOJKHA.
B psiae nccaepOBaHUY ITOKA3aHO, YTO FeHEeTUUEeCKoe
TeCTHPOBAHHUE C UCIIOAB30BaHNEM COBPEMEHHBIX Me-
TOAOB, BKAIOUAsl CEKBEHUPOBAHME HOBOTO IIOKOAEHUS,
He BBIBASET NATOTEHHBIX M BEPOSTHO IIATOTE€HHBIX
reHeTU4YeCKUX IPUUYNH OOAee YeM Yy IIOAOBUHBI TAlU-
eHTOoB [1, 2].

Hapsay ¢ BaAUAUPOBAHHBIMY reHeTU4eCKUMU Ba-
puanTamu B popmuposanuu penoruna 'KMIT npu-
HUMaIOT y4acTHe pa3AnyHble BHYTPEHHME U BHEIITHNIE
(akTOpEL, B TOM UYMCAE CeMelNHasi UAM HeceMeWHas
dopMa 3aboreBaHUs [3], TUII HACAEAOBAHUS, THUII
runeprpodun AJK u narrepH Mmopdororuu MIKIT,
BO3pAacCT IallieHTa Ha MOMEeHT MaHu@ecTalluu KAU-
HUYEeCKUX NPOogBAeHUM [4, 5] u paKTOpHI KapAroMe-
TaOOAMYECKOI'O PUCKA (apTeprarbHas TUIepTeH3Us
[6, 7], oxxupenue [8, 9] u Ap.).

ITeAp — yCTaHOBUTB YaCTOTY BBIABACHUS CEMEUHON
U HeceMeNHOU (popM, TUIl HacrepoBaHud, TAI NAPK
(acuMMmeTpuYHass/CUMMETpUYHas), IMaTTepH MOp-
dOAOTUH MEXKIKEAYAOUKOBOM IIePEeropoAKH (hopma
MDJKTTu AoKaAr3aIiust MaKCUMaAbHO TUTIEPTPOdUpo-
BAHHOTO OTAEAQ), @ TAK)Ke HCCAEAOBATE IOTPEOHOCTD
B arpeCCUBHBIX METOAAX AeUeHUsd (cenTarbHas/pac-
mupeHHas Muoskromuss (CM3O/PMD3), cenrasbHas
cunupTroBas abagauus (CCA), uMOAaHTAITUSA KapAUO-
Beprepa-pecdudpurraropa (MKA) u ppyrue ocoben-
HOCTU KAMHUYECKOTro TeueHusa cuMnToMHou 'KMIT
B 3aBUCHMOCTH OT BO3pacTa AeOroTa 3a00AeBaHUI U
HaAW4U4 apTepuarbHOM runiepTeHsuu (Al).

METO/Jbl H MATEPHAJIbI

B Teuenme 6 AeT ob6caepoBaHO 250 malrMeHTOB
¢ 'KMII, y GOABIIMHCTBA OOCAEAYEMBIX UMEAO Me-
CcTO 06ecCUMITOMHOEe/MaAOCUMITOMHOE TeueHue

3a00A€eBaHUA Ha IIPOTSIKEHUU IIepruopa HabAIOpe-
Huda. B uccaepoBanme BKAroueHo 100 mammeHTOB
c cumntToMubeiM Tedyenuem ['KMIIT B Bo3pacTe OT
18 Ao 86 aAeT (50,4=17,7 AeT), 51 % >xeniuH u 49 %
my>xunH. AuargHo3d 'KMII ycTaHOBAEH COrAAQCHO
KAUHHUUYECKUM peKoMeHAAnusAM MUHHUCTepCTBa
3apaBooxpaHenus PO «'mneprpodudeckas xap-
aAmommotnatusa» 2020 r. [10].

Kpurepun uCKAIOUEHUS:

1) marueHTHl ¢ 6€CCUMITOMHBIM/ MAAOCUMITTOM-
HBIM TeueHHeM 3a00AeBaHNU;

2) dpenokonuu 'KMIT;

3) BTropuunsbie AT

B 3aBucumocTH OT Bo3pacTa Ae010Ta 3a00AeBaHNS
koropra nanueHTos 'KMIT pasaenreHa Ha 2 TPYIIIBL:
rpymnnaNe 1 — Bo3pacT ot 18 A0 44 AeT BKAIOUMTEABHO
(n=3%, cpepHUM BO3pacT Ha MOMEHT MCCAEAOBaHUSA
30,9%9,1 AeT); rpyminia Ne 2 — Bo3pacT 45 AeT U cTaplile
(n=063, cpepHUM BO3pacT Ha MOMEHT UCCAEAOBAHUA
61,6+9,9 reT).

AH3alH NCCAeAOBaHMS BEIIIOAHEH C Y4eTOM AQHHBIX
cymecTByomux peructpoB 'KMIT [4, 11] u mIKaas
IPEAUKTOPOB IIOAOSKUTEABHBIX PE3YABTATOB reHeTh4e-
CKOT'O TeCTUPOBAHUS KAMHUKY Melo, KoTopasi BKAIO-
4aeT: BO3pacT <45 aer, cemelHblll aHaMHe3 ['KMIT,
ceMelHbll anamHe3 BCC, Toamuny crerku AJK 20
MM ¥ OOAee, M TaK Ha3bhIBAEMYIO ABOSIKOBBIITYKAYIO
(kaTeHOMAHYIO/ IO TUNY AMH3BI) hopmy MOKIT [12].
Tun F'AOK u narreps Mopgoaoruu MIKITonpeaeasiau
COTAQCHO MOpPGOAOTHUECKOM KraccuduKaruu [10].

Ipu cemeninoun popme 'KMIT niprimMeHeH reHea-
AOTUYECKUHM MEeTOA C COCTaBAEHHEM M aHaAM30M
POAOCAOBHEIX. COOp CBEAEHUN yCTAHABAWBAACS OT
npobaHAQ, MMeIoIero Ha MOMEHT OOCAeAOBaHUS
HaubOoaee TsaKeAoe TedeHUe 3aboneBaHusA. [locae
IIOAYyYeHMs aHaMHeCTHUYeCKUX AQHHBIX O COCTOSTHUN
3A\0POBbSI YAEHOB CEMbHU IIPOBOAUAOCH TIIATEABHOE
0o0caepOBaHNE BCeX KPOBHBIX POACTBEHHUKOB, B TOM
4HMCAE CYUTAIOIIUX ce0s1 3AOPOBBIMU. Y CAOBHBIE 000-
3HAYEHUST, UCTIOAB30BaHHBIE TPU I'PaUIeCKOM M30-
Opa’kKeHUM POAOCAOBHBIX, OIIUCAHEI B TAOA. 1.
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Tadbauma 1

YcaoBHBIE 0003HaYEHUS IIpu COCTABAECHUHU pOAOCAOBHOﬁ

Table 1

Conventions of genealogical tree

YcaoBHOe 0003HaUEHNE

Omnucanue

O[]

JKeHIIMHA, My>KYMHA — 3A0POBEIE

Q7

JKeHIIMHA, My>KUYMHA — MaAble IPU3HAKU

JKeHIInHA, My>K4rHa — OOABHBIE

[MTpobanp,

oN

JKeHIIMHA, My>KUMHA — yMepIlIue

Bpaunsblil coro3

O—

[]

Kpurepuem BrAtoueHms naiumeHToB ¢ 'KMIT u
conyTcTBytomer Al 6bIAa TOAIIMHA MUOKapaa AXK
220 MM, 3TO OOYCAOBAEHO T€M, YTO IIPU IIEpEerpysKe
paBAeHMEeM (Al', aOpTaAbHBIN CTEHO3 UAU UX COYETa-
Hue) B orcyrcTBue KMIT ToAnnHa Muokapaa A2K,
KaK IIpaBUAO, He mpeBkimaeT 20 mM. MTHAEKC acuMMe-
TPUYHOCTHU (OTHOIIeHME TOAIMHBI MJKIT: TOAIITUHEL
3apHen cteHku AVK) 21,3 y nanimenTos ¢ [KMITu HOp-
MaAbLHBIM apTepUaAbHBIM AaBAeHUEM (AA) 11, COOTBET-
CTBeHHO, >1,5 y manuenToB ¢ TKMIT u AT" [13— 15].
IMammmenTtsr ¢ TKMIT u AI', BRAIOUeHHEBIE B ICCAEAO-
BaHUe, UMeAU KAACCUUeCKUM (DeHOTHUI CUMIITOMHOMN
'KMIT (ymeHblIeHHass/HOpPMaAbHas MOAOCTE NAXK,
acummeTpuuHadg [AJK, runeprpodua MIKII, rpapu-
eHT AaBAeHUd B BhIXxOAHOM TpakTe AJK (BTAJK) 30 u
OoAee MM PT. CT. B IOKO€ UAY IIPU IIPOBOKAITUOHHBIX
npobax). Ilpu BBEIIIOAHEHUU CENTAABHOU MUO3JKTO-
MHM BO BCEX CAyYAsAX IOAYYEHO THCTOAOTHUECKOe
nopaTreepskAeHre KMIT.

Aunarnos Al u onpepeaeHme creneHu Al ycTa-
HOBAEHBI COTAQCHO KAMHUUYECKUM DPEKOMEHAAIU-
sM MwunucTtepctBa 3apaBooxpaHeHust PO «Ap-
TepuaAbHad TUNEepTeH3Uust y B3pocabix» 2020 r.:
AT 1 crenmenu — CAA 140—159 MM pT. CT. U/UAU
AAA 90—99 mmMm pT. cT., AT 2 crenennm — CAA
160 — 179 mm pr. cT. u/uru AAA 100 — 109 MM pr. CT.,
AT 3crenenun — CAA>180 MM pT. cT. u/uam AAA
2110 mm pT. cT. [Ipm 3TOM, ecam 3HaueHua CAA u
AAA ToTniapaAy B pa3Hble KaTeropuu, To cTereHb Al
olleHUBaAach o DoAee BEICOKOU KaTeropuu [16].

IMoaruner AI" ontpepeAeHBI B COOTBETCTBUU C KAAC-
cudukanmed, npeparokegaor M. T. Bourdillon et al.
(2022): n3oampoBaHHast AaCTOANYECKast TUTIePTEeH3Us
(CAA<140 mm pr. cT. m AAA 290 MM PT. CT.) ¥4 CUCTO-
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ropmacrorndeckad runeprensud (CAA =140 MM pT. CT.
u AAA 290 MM PT. CT.), TAlITUEHTHI C U30AMPOBAHHOM
cucrorndeckon rumneptrensueit (CAA >140 MM pT. CT.
u AAA, <90 MM pT. CT.) oTCyTCTBOBaAM [17].

Koponapoanruorpadus BLITIOAHEHA 28 aljieHTam
C KAUHUKOM CTeHOKapAUHU HAIPSKeHUS U B PaMKax
TIOAOTOBKM IIepeA BEIIIOAHEHNEM XUPYPIUiecKol 1
Hexupyprudecko pepykiuun MOKIT (CM3/PMD3,
CCA).

[Mpu onenke Ts>xectr XCH 1cmoAb30BaAr KAacCcu-
dpukanuio Accormanuu AMepUKaHCKUX KapAUOAOTOB
New York Heart Association (NYHA) B cooTBeTCTBUHA
¢ pekoMeHpanusaMu Heto-Mopkcekoit Kapanoaoruue-
ckot Acconmarnnu [18].

AAS CTaTUCTUYECKOU 0OPaOOTKU MCIIOAB30BAACS
nakeT Microsoft Excel 2010, Jamovi 1.6.23.0 u IBM
SPSS (mpob6nas Bepcus). AaHHBIe, TOAUMHSIONINTE-
Csl HOPMaAbHOMY PacIpPeAeAeHHIO, IPEACTaBAEHEL B
BHAE: CpeAHee 3HaueHNe * CTaHAQPTHOE OTKAOHEHUE,
JaHHEBIe, He IOAUUHSAIONINECS HOPMAaAbHOMY pacIlipe-
AEAEHUIO, IPEACTAaBAECHE! B BUAE: MeAraHa [HUKHUN
KBapTUAB, BepXHUM KBapTUAB|. COOTBETCTBHE pac-
IpepAeAeHUsI HOPMaAbBHOMY 3aKOHY IIPOBEPSAOCH C
nomoIbio TectoB Koamoroposa — CMmupHoBa u lla-
nupo — Yuaka. CpaBHeHUe CPeAHUX 3HaYeHUU HOP-
MaAbHO pacCIpeAeAeHHBIX HeIpepBIBHBIX KOAWYe-
CTBEHHBIX IIepeMeHHBIX B He3aBUCHUMBIX BBIOOPKaAxX
IIPOBOAUAOCE C IOMOIbIO t-KpuTepusi CThIOAEHTA.
AAsI cpaBHEHUSI KOAMYECTBEHHBIX IIepEMEHHBIX, He
MOAUMHAIOMIUXCS HOPMAABHOMY PacIpeAeAeHUIo,
OBIA UCIIOAB30BaH KpuTepuit MaHHa — YUTHU. AAd
CpPaBHEHUS YaCTOTHBIX BEAUYNH UCIIOAB30BAACSA KPHU-
Tepuii cooTBeTcTBUA [ [MpcoHa X1-KBappaT. Pasanmunga
CUMTAAUCH 3HaUUMBIMU 0pu p<0,05.
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PE3VYJILTATbBI UCCJIEAOBAHHA

H UX OBCY)KAEHHE

B neaom no rpymnne B 36 % cAy4aeB BBIIBACH ayTO-
COMHO-AOMUHAHTHBIN TUTI HACAEAOBAHUS, AMATHOCTH-
poBaHa cemelnnasa popma 'KMIT, ipu aTOM y maru-
€HTOB B BO3pacTe A0 45 AeT — B 63 % cAy4aes, a Ipu
AebtoTe TKMIT B Bo3pacTe crapiie 45 aet — B 30 %
(p<0,01). IMpu Marnu@ecTaruu KAMHUYEeCKUX ITPOSIB-
AeHUM B Bo3pacTe 60 AeT U cTapiine y OOABIITUHCTBA
HalueHTOB AWAarHOCTUpPOBaHa HeceMelHass (opma
3aboaeBaHusA (75 % CAydaes).

C meabro oTOOpPA NarUeHTOB C IPOrPEeCCUPYIOLIUM
TeueHrueM ' KMIT AT reHeTHUeCKOTO NCCAEAOBAHUST
OBIAU TTPOaHAAM3UPOBAHBI TeHeaAOTHUeCcKre ApeBa
NIPOOAHAOB M IIOCTPOEHBI POAOCAOBHEIE. Pe3yabTa-
ThI @HaAM3a FeHeaAOTHdYeCKOTro ApeBa IalueHTOB C
cemerinor dopmout 'KMIT npopeMOHCTPUPOBAHEI
Ha puc. 1. M3 11 npobasaoB rpynnsl Ne 1 B 9 cayuaax
(81,8 %) BEIIBACHA cCeMeliHaa HOpMa, ayTOCOMHO-AO-
MUHAHTHBIN TUII HaCAeAOBaHUA. B 2 cayuasax popmy
3a00AeBaHMS M THUI HAaCAEAOBAHUSI YCTAHOBUTL He
YAQAOCh, MH(OpMaIys 0 YAeHaX CeMbU HEAOCTYIIHA.

Y nmanueHTOB rpynnel Ne 2 ceMeiiHast hopMa 00-
Hapy’KeHa TOABKO B 1 u3 12 nmpoaHaAM3MPOBaHHBIX
caydaeB — 8,3 % (p<0,01). Hecemetinaga dpopma pAuar-
"HocTtupoBaHa B 10 cayuasx (83,3 %). B 1 cayuae op-
My 3a00A€BaHUA U TUII HACAEAOBAHUSA YCTAHOBUTE HE
YAAAOCH, MH(OpMaIys 0 YAeHaX CeMbU HEAOCTYIIHA.

Takum 00pa3oM, AeO0T 3a00AEBaHNUS B BO3pAacTe
A0 45 AeTy GOABIIMHCTBA MAIJMeHTOB aCCOIIUUPOBAH C
ceMelHOM (popMoi 3a00AeBaHUSA U @y TOCOMHO-AOMMU-
HAHTHBIM TUIIOM HacAepoBaHUs. [Ipu peOroTe 3ab0ne-
BaHUSA B BO3paCTe 45 AeT U CTapllle yallle BCTpeyaeTCs
HeceMeliHag popma 'KMIT.

Tunkl runepmpoguu AK u nammepH MopgoAro-
ruu M2KII y nayuenmos ¢ 'KMII B 3aBucumocmu om
Bo3pacma gebroma 3aboreBanusi. Cpeprt 0O6CAEAO-
BaHHBIX HanueHToB ¢ cumnroMuo F'KMIT (n=100)
acuMMeTpHUYHasa TUIepTPodusa MIOKapAa (TUIIepTPO-
duga MIKII) pouarHoctTupoBaHa B 96 % caydaes. B 4 %
caydaeB (n=4) HaOAr0pAarach cuMMeTpuaHasa ['AJK.

B neaom o rpyminie FTKMI'ToOHapy>keHa OTpHUIIATEAD-
Has KOPPEASIIIMOHHAS CBA3b MEKAY TOAITUHON MOKIT
u Bo3pacTtoM nanuenTa (r= — 0,47, p<0,001) (puc. 2).

MakcruManbHO TUIEPTPOPUPOBAHHBIM OTAEAOM
B 50 % cayuaeB siBAsIAACH OazarbHasg yacTb MOKIT, B
21 % caydaeB cpepHssa yacTb MOKIT (ABOSKOBBIITyKAQs
MDKTT «reverse curve»), B 19 % caydaeB HaOAIOAQAACH
runeprpodua Bcerr MIKIT 1 TOABKO B 6 % CAydaeB
MaKCHUMAaABHO T'HIIePTPOPUPOBAHHBEIM OTAEAOM OBIAA
BepxyIleuHas ooaacTb AJK.

Kaxk nipeacTaBAeHO B TaOA. 2, y TAIIUEHTOB C Ae0I0-
TOM 3a00AE€BaHUS B MOAOAOM BO3PACTe II0 CPaBHEHUIO
C IallieHTaMU C Ae0I0TOM KAMHUYECKUX IIPOSIBACHUHN
BBO3pacTe 45 AeT U cTaplile, 3HaUMMO daitie (46 % mpo-
TUB 6,3 %, p<0,001) BEIIBASIAACHE [KMIT ¢ MOpdoro-
ruert MOKII o Tury ABOSIKOBBIITYKAOM. HampoTus, y
HaIueHToB C Ae0I0TOM 3a00AeBaHUS B Bo3pacTe 45

AeT UM CTaplile 3HauMMo vaiiie (66,6 % mpotus 21,6 %,
p<0,001) BrIgBASIACS BTOpOM BapuaHT (TKMIT ¢ Mop-
dororuent MIKII 1o TUIy MAKCUMAABHO BBIPDA’KeH-
HOU runepTpoduu B 6azarbHoM yacTu MOKII).

B rpynme Ne 1 toamuna MJKIT BappupoBana oT
1570 51 MM (23[19;28]), B rpynmie Ne 2 ot 15 po 33 MM
(20[18;22]), p=0,007. OrcTpeMarbHad TUIEPTPOUI
MDJKTI (6oaee 30 MM) 3HAUUMO Yallle OOHApy’KeHa B
rpynae Ne 1 (24,3 % npotus 4,7 %, p=0,004).

Toammua 3CAJK B rpynne Ne 1 BappupoBana oT 7
20 17 Mm (11,4[10;13]), B rpynne Ne 2 oT 7,2 A0 24 MM
(13[12;13]), p=0,02.

TaxuM 0Opa3oM, He3aBUCHUMO OT BO3pacTa AeOroTa
KAMHUYECKUX IIPOSIBAEHUHU Y IIOAABASIOINIETO OOAB-
IIMHCTBA IIAIJUeHTOB OOHapy>keHa aCUMMeTpUYHas
I'AOK, runteprpodmss MOKIT.

[Tpu AebroTe KAMHUYECKUX IIPOSIBA€HUMN B MOAO-
AOM BO3pAacTe dallle BeIgBAeHa acuMMeTrpudHas [AK,
runeprpodus MIKII ¢ narTrepHOM MOP(POAOTHUH IO
THUITY ABOSIKOBBIITYKAON. Y BCEX MOAOABIX ITAI[MEeHTOB
¢ Mopdoaoruert MJKIT no Tumy ABOSKOBBIITYKAOM
AMarHoCTUpPOBaHa ceMeliHasa popMa 3a00AeBaHUS.

ITpu peOroTe 3abonreBaHUA B Bo3pacTe 45 AeT U
CTapllle Takyke dallle BBIIBAIAN ACUMMETPUYHYIO
'K, runteprpoduto MIKIT, opHako nmaTTepH Mop-
dororuu MIKIT xapaKTepru3oBaACs MaKCHUMaAbHO
BbIpa’kKeHHOU ruriepTpoduelt B 6a3arbHOM YaCTH.

I'KMII u apmepuaibHaa runepmen3us. B uccae-
AyeMou koropte nanueHnTs ¢ 'KMIT u conyTcTByO-
et AI' (n=063) mo cpaBHEHUIO C IalMeHTaMu 0e3
AT (n=237%) no pesyapratam OX0KI mMeAn OOABIIYIO
Toamuay 3CAXK (13 [12;15] — 11 [10;13], p<0,001),
OoAbIIUY IepepHe-3apHul pa3zmep Al (46[42,8;51] —
43[39,3;49,8], p=0,04) 1 TeHAEHIIUIO K YBEAUUEHUIO
KAP AOK (46,9=%6,1 npotus 44,3+6,6, p=0,05).

IMpu saanunn Al'y nariuenToB ¢ TKMIT oOHapyxe-
Ha 60AbIIas yactoTa Bcrpeuaemoctu DI (33,3 % mipo-
TuB 13,5 %, p=0,04), maruenTs! c Al yaliie Hy>KAQANCH
B BBIIIOAHEHUU HEXUPYPTUUECKON U XUPYPTIUIeCKON
peayknun MOKIT (40,3 % npotus 11,1 %, p=0,002),
B TOM unicAe B o6 beMe CMO/PM3 (30,6 % mpoTus
79 %, p=0,008).

Pe3yAbTaThl CPaBHUTEABHOTI'O aHaAM3a KAWHHYE-
ckux 1 OxoKI'-moka3zareneit B 3aBUCUMOCTH OT HAAU-
unsa Al 1 Bo3pacTa Ae0I0Ta KAMHUYECKUX IPOSIBACHUN
IIPeACTABAEHBI B TaOA. 3.

Y 6 u3 10 manmeHTOB MOAOAOTO Bo3pacTa ¢ [KMIT
AMArHOCTHMPOBaHA N30AMPOBAHHAA AMACTOANYECKAsd
AT 1 crenenu. Y 4 nalijueHTOB AMarHOCTUPOBaHa CU-
croropracTorndeckas Al 2 crenenu. [Narmmentam ¢ AT
MOAOAOTO Bo3pacTa pepAykuust MJKITB oobeme CM3/
PMD3O BhINIOAHEHA B 3 cAyUasx, B 1 cAydae oIlpeAeAeHbl
nokazanus K CCA.

B crapiieit Bo3pacTHOM rpymmne y 52 narueHToB C
I'KMIT punarnoctuposana Al', mipu aToM y 24 — CUCTO-
ropmacrormdeckas Al 1 ctenenn, y 25 — CUCTOAOAM-
acroamdyeckas Al 2 cTeleHH, ¥ TOABKO B 3 CAyYasIX
nMeAa MeCTO U30AMPOBaHHAd auactoandeckas Al
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Puc. 1. Pe3yabTaThl aHaAM3a reHEaAOTUYECKOTO ApeBa NalueHToB ¢ ceMerHoM hopmort [KMIT: * — aeGror kannu-
YeCKHX IIPOSIBACHUH, IIPOrpeccrs CUMIITOMOB; ** — mporpeccusi cuMntoMoB; OT — crabuausarus Ha (hapMaKOTepaIruy;
TC — TpaHcnaaHTanus cepala; Ds — anarnos; BCC — BHe3anHas ceppedyHasi CMepTh
Fig. 1. Results of the analysis of the genealogical tree of patients with familial HCM: * — clinical manifestations on-
set, symptoms progression; ** — symptoms progression; FT — stabilization on pharmacotherapy; TC — heart transplantation;
Ds — diagnosis; BCC — sudden cardiac death



Davydova V. G. et al. / The Scientific Notes of Pavlov University Vol. XXX Ne 1 (2023) P. 50—61

Peayxrmst MOKIT B o6beme CM3/PMO npoBeaena 16
narnentam, CCA — 6 marmueHTaM, Bce oHU uMeAn Al

B rpymnme Ne 1 y naniuenToB ¢ TKMITu Al (n=10)
110 CPaBHEHMIO ¢ nanueHTamu 0e3 Al' (n = 27) 3Hauu-
MO 4Yallle BBISIBASIAU okupenue (50 % npotus 11,1 %,
p=0,01)u XCHIII -1V ®K (60 % mpotus 26 % p<0,05),
oOHapy’KeHa TeHAEHITHS K YBeAWYEeHUTO YaCTOTHI BBI-
aBAeHUs pAucAunupemun (70 % npotus 37 %, p=0,07).

ITpu cpaBHUTEABHOM aHaAu3e OxXoKI -mokazaTresel
YCTaHOBAEHO, uTo B rpy1ie Ne 1 maruenTsl ¢ TKMITu
AT o cpaBHeHUIO ¢ naneHTamMu 6e3 Al uMeAr 60Ab-
i nepepHe-3apuui pazmep Al (p=0,03) u TeHAEH-
nuto K yBeanueHno KAP AJK (p=0,08), B rpymme Ne 2
3HAUUMBIX OTAMYNY 1o pasMepy Al u KAP AJK He
obOHapy>keHO. [Tpu 3TOM 3HAaUUMO OOABIIIAS TOAITUHA
3C AOK mpu 'KMIT c A" BEITBAEHA Y TAITUEHTOB IPYII-
nel Ne 2 (p=0,04), B rpynne Ne 1 y nanueHToB ¢ AT’
OTMeueHa TeHAeHIIHA K yBeandennto 3C AOK (p=0,07).

B rpynne Ne 2 nanuenTs: ¢ TKMIT u conryTcTBy!IO-
et Al" (n = 52) o cpaBHEeHMIO C TarueHTamMu 6e3 Al
(n=11) uMeAn OOABIIYIO YaCTOTy CUHAPOMA CTEHO-
Kapauu (55,8 % npotus 18,2 %, p=0,02), TeHAEHIINU
K OOABIIIEN YacTOoTe BhIIBAeHUS o>kupenus (50 % mpo-
TuB 18,2 %, p=0,06) 1 06cTpyKTHBHOM hopMbI [ KMIT
(57,7 % npoTtus 27 %, p=0,00).

Pepyknug MOKIT nanimentam ¢ 'KMIT moaoporo
BO3pacTa BEIITOAHeHaA B 40 % cAaydaeB cpepU NalyieH-
ToBCAT (30% — CM3/PM3,10% — CCA),uB11,1 %
caydaeB metopoM CM3/PMD3O nanumentam ¢ TKMIT
0e3 AT" (p=0,04).

AOcoAroTHBIe TOKazaHus K pepyknum MOKIT
BTpynne Ne 2 onpepeAeHBl TOABKO Y ITAIIMEHTOB C
ooctpykTuBHOM ['KMIT u conyrcrByromen Al Pe-
ayknus MOKIT BeimonHeHa B 42,3 % cAydaeB, Ipu
aToM B 06seMe CM3O/PMO B 30,7 % caydaes. Y Bcex
nanueHToB ¢ 00cTpyKTUBHOU 'KMIT 6e3 AT" 3 rpyn-
bl Ne 2 Ha poHe apeKBaTHOM hapMaKoTepaniu ObIAO
MOCTUTHYTO CHUKeHUe TpaareHTa AaBAeHMs B BTADK
¥ YMeHBIIIeHNe CUMIITOMOB, TTOKa3aHUs K PEAYKIINU
MDJKTI B 5TO rpyTIie NaIJMeHTOB CTapIIero Bo3pacra
OTCYTCTBOBAAU.
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Puc. 2. MJKIT u Bo3pact (r= —0,47, p<0,001)
Fig. 2. Interventricular septum and age (r= —0.47, p<0.001)

3HauYMMBbIe OTAMYMS B YaCTOTE OITACHBIX ANA SKU3HU
SKeAYAOUYKOBBIX HapYIIIeHUY PUTMa B 3aBUCUMOCTH OT
Haanumg Al' He oOHapy>KeHHBI Kak B rpytmme Ne 1, Tak
U B rpymme Ne 2.

Takum o6pazom, B meaoM 1o rpynne 'KMIT AT
SBASIETCS (PaKTOPOM, aCCOITUMPOBAHHBIM C OOABIIIEN
ToAIMHOU 3CAJK, OOABIITUM ITepepHe-3aAHUM pPas-
MepoM Al'Tu yBeAndyeHNEM 4aCTOTHI BOSHUKHOBEHUS
@TI. IManmenTtsr ¢ 'KMIT u Al yame Hy>KAaAWCH B
BBIIIOAHEHUN HEXUPYPTUYECKOM U XUPYPrudeCcKOn
peayknun MJKIT He3aBUCHMO OT BO3pacTa.

INanuenTter c TKMITu conyrcrByromei AI' MOAOAO-
ro Bo3pacTa uatre nMmean oxxkuperne, XCH I — IV OK
NYHA, Goabimuii nepepHe-zapHu pasmep Al mo
CpaBHEHUIO C nanueHTamMu 0e3 Al” 1 yallle Hy>KAQAUCh
B peaykiuu MOKIT ¢ momompio CM3/PM3 u CCA.

[ManmenTsl c TKMITu conyrerBytomeit Al ¢ poe0ro-
TOM 3a00A€BaHM4 B BO3pacTe 45 AeT U cTaplile 3HaUm-
MO 4allle UMEeAU CUHAPOM CTEHOKapAUY. AGCOAIOTHBIE
nokasaHus K pepykuun MOKIT npu pe6rote 'KMIT
B BO3pacTe 45 AeT U CcTapllle OPeAEAeHBl TOABKO Y
HMallMeHTOB C COMYTCTBYomen Al

Tabauma 2

XapaKTepuCTHUKa TUIIOB TUIIEPTPOGUY AEBOI0 JKEAYAOUYKa I MOP(OAOTHH MEKIKEAYAOUYKOBOM ITEPETOPOAKHU
B 3aBHCUMOCTH OT BO3pacTa Ae6i0Ta KAUHUYECKUX MMPOSIBAEHHI

Table 2

Characteristics of the types of left ventricular hypertrophy and interventricular septal morphology depending
on the age of clinical manifestations onset

Mopdonorus MIKTT TKMIT (n=100) FP(YI}E%%Q 1 Fp(};lr[;[%:l;g 2 pl—2
Tuneprpodus 6azarbrom yactu MOKII 50 (50 %) 8 (21,6 %) 42 (66,6 %) <0,001
(cybaopranbHasg), n (%)
Tuneprpodus scett MOKIT, n (%) 18 (18 %) 8 (21,6 %) 10 (15,8 %) 0,3
ABOSIKOBBIIIYKAA4 «reverse curve», n (%) 21 (21 %) 17 (46 %) 4 (6,3 %) <0,001
AnukanbHag runeptpodus, n (%) 6 (6 %) 1(2,7%) 5(8,1 %) 0,29
CumMeTpuyHag runepTpodus, n (%) 4 (4 %) 2 (5,4 %) 2(3.2%) 0,58
CpepHes)KeAyAOUKOBast «IIeCOYHbIe Yach», N (%) 1(1%) 1(2,7%) - —
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Tabauma 3

IToka3aTean, xapaktepu3syiomue nangueHToB ¢ T[KMII B 3aBucuMoctu ot Haanuus AT’ u Bo3pacra AebroTa
KAUHHUYECKUX IPOSIBACHUM

Table 3

Indications characterizing patients with HCM according to the presence of AH and the age of clinical
manifestations onset

Mokasarens I'pynna Ne 1 (n=37%) I'pynna Ne 2 (n=63)
Bes AT (n=27) CAT (n=10) p Bes AT (n=11) CAT (n=52) p

Tonamuna MOKIT, mm 24[18,9;29,9] 21[20;25] 0,63 22[20;28] 20[18;22] 0.1
Toammua 3CAK, MM 10,7[9,6;13] 13]11,8;13,6] 0,07 12[11,3;13] 13,1[12;15] 0,04
KAP AOK, MM 43,9+7,13 48,6=+5,03 0,08 46+4,43 46,6=+6,26 0,68
Nuperc KAP AJK, mm/ M2 23,7]20,7;26,6] 23,3[21,5;24] 0,56 | 21,4[21,1;23,7] | 24,4[22,8;26,2] | 0,18
Nuperc KCP AOK, MM/ m? 13.2[12,2;16,6] | 13,9[11,%415,2] | 0,81 | 14,8[12,9;16,9] | 14,2[12,6;16,7] | 0,77
Nuperc KAO ADK, MA/m? 49,8[46,5;55,9] | 49,1[44,4;64,1] | 0,85 | 46,2[43,6;52,1] | 49,3[37,2;58,4] | 0.8
Nuaperc KCO AJK, ma/m? 158[11,9;22,7] | 16,6[11,5;21,6] | 0,81 | 16,7[14,4;21,4] | 16,5[12,9;20,6] | 0,8
MM NOK, r/m? 171[140;232] 166[144;202] 0,89 173[152;213] 162[134;195] | 0,32
OB NK, % 65[56;72,5] 68[62;71] 0,92 61[51,5;67,9] 64[58,5,67] 0,62
[Mepepne-3apauit pazmep All, 43[39;49] 48[43;55] 0,03 49[41,5;50] 46[42;50] 0,85
MM

Wupekc pazmepa AlT, Mmm/m? 22,9[20,2;25,4] | 22,4[20,6;25,4] | 0,91 26,7[19;27,4] | 24,6[22,4;27,2] | 0,79
WNupekc oovema AlT, Ma/M? 46[32,9;51,9] 55[49,9;82,9] 0.1 47[31,5;61,9] 49[40;59,7] 0,48
AT 8 (29,6 %) 5 (50 %) 0,25 4 (36,3 %) 25 (48 %) 0,47
OO6cTpyKTHBHAA hopMa 12 (44,4 %) 6 (60 %) 0,4 3 (273 %) 30 (57,7 %) 0,06
XCHIII—1V ®K NYHA 7 (26 %) 6 (60 %) <0,05 1(91%) 13 (25 %) 0,24
DTI1 3(11,1 %) 3 (30 %) 0,16 2 (18,2 %) 18 (34,6 %) 0,28
CHUHAPOM CTEHOKapAUHU 6 (22,2 %) 3 (30 %) 0,62 2 (18,2 %) 29 (55,8 %) 0,02
OsxupeHue 3 (11,1 %) 5 (50 %) 0,01 2 (18,2 %) 26 (50 %) 0,06
CA, 2 tuna 2 (7,4 %) 2 (20 %) 0,27 2 (18,2 %) 10 (19,2 %) 0,93
AnCAuTIIAEMUS 10 (37 %) 7 (70 %) 0,07 4 (36,3 %) 30 (57,7 %) 0,2
[Napokcusmel Heycroruusou JKT 7 (26 %) 3 (30 %) 0,8 3 (27,3 %) 7 (13,4 %) 0,25
KA 4 (14,8 %) 1(10 %) 0,7 1(91%) 3(57%) 0,68
OKC 0 0 - 0 2(3.8%) -
Pepyxumsa MOKIT 3(11,1 %) 4 (40 %) 0,04 0 22 (42,3 %) 0,01
CCA 0 1(10 %) 0,11 0 6 (11,5 %) 0,23
CM3/PMOS 3(11,1 %) 3 (30 %) 0,16 0 16 (30,7 %) 0,04
[Mpumeuanusa: M)KIT — MeskKeAaypOuKoBas meperopopka; 3CAPK — 3apHSA cTeHKa AeBOTO JKeAypouka; KAP —
KOHeYHO-puacToandeckul pasmep; KCP — koHeuHo-cucTtoanmdeckudt pasmep; KAO — KOHEUHO-AMACTOAMYECKUM
o6beM; KCO — koueuHO-cuctoamdeckuit oowveMm; MIMM — wmnHAeKC Macchl Muokappa; @B — dpakius BBIOpO-

ca; AIT — aeBoe mpeacepaue; AI' — aerounas runepreHsusi; XCH — xpoHudeckas ceppedHast HEAOCTATOYHOCTE;
OIT — dbudbpusranus npepceppuii; KT — >xeaypoukoBas Taxukapaus; MKA — UMIAaHTHPYeMBbIH KapAUOBepTep-
pecpubpuansarop; IKC — saerrpokaparoctumyasaTop; CA — caxapHbIl AuabeT; A — apTepuanrbHas TUIIEPTEH3US;
OK — dyarnuoHarbHBIN Kaacc; CCA — cenTanbHas cnuproBas adbaanusa; CM3/PMDO — cenTanbHas/paciivpeHHas

MHOI3KTOMMUA.

AHaAW3Y OTAEABHBIX KAMHUYECKUX, MOP(OAOTH-
YeCKHUX OCOOEHHOCTEN, XapaKTEePU3YIOIIUX TeUeHne
I'KMITy cuMITOMHBIX TAIIMEHTOB, IIOCBAIIEH PSIA Pa-
00T, OOABIIMHCTBO U3 KOTOPBIX COIIOCTABUMO C HAIIIM
HCCAeAOBaHUEM 10 pa3Mepy BbIOOPKHU. [To TsakecTn
KAMHNUYECKOTO TedeHUs 3a00AeBaHUs, BhIpa’kKeHHO-
ctu runeprpocdun MIKII, Apyrux oTAeAOB MUOKAp-
A ¥ IOKa3aTeAsIM BHYTPHUCEPAEUYHOU TeMOAMHAMUKH
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manueHThbl ¢ cuMirToMHoN 'KMIT, BRAIOUeHHEIE B HC-
CAEAOBaHUE, COITOCTAaBUMEI C OMMCAHUAMU KAUHUYE-
CKHUX HaOAIOAEHNM, KOTOPHIE IIPEACTaBAEHBI ADYTUMU
aBTOopamu [19—21].

[ToaydueHHBIE HAMU AQHHBIE IOATBEPIKAAIOT IIPEA-
CTaBAEHHUE O Upe3BBIYaHO BEIPA’KEHHOU FeTEePOTeH-
HOCTHM KAMHHWYeCKOM KapTuHbl [ KMITu cBuAeTEABCT-
BYIOT O 3HQUMMOCTH BO3pacTa MaHU(eCTall KAUHU-
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YeCKUX MPOSIBACHUM, THTIa HaCAEAOBaHNS, CEMEeUHOU
uAmM HeceMelHoM popMbl [KMIT u comyTcTByIOIIE!
Al' B u3MeHeHUM IIOKa3aTeAell PeMOAEANPOBAHUS
cepAlla ¥ IPOTrpecCUpoOBaHUU CUMIITOMOB [3, 5 —7].

Aast mariueHTOB C AebtoroM 'KMIT B MoaopoM
BO3pacTe xapakTepHa OOAbIlas ToAlrHa MOKIT. ¥V
nanyueHToB I'pynnsl Ne 1 1o cpaBHEHHUIO C IPYNIION
Ne 2 B 5 pa3 dallle BBIIBA€HA 3KCTPEMAAbHAS TOAITU-
Ha MOKTI. OrctpemanbHada runeptpodus AXK (T. e.
MaKCHUMaAbHASl TOALIWHA CTeHKU =30 MM) SBASIeTCS
He3aBUCHUMBIM IIPEAUKTOPOM PUCKA C 4aCTOTOU KaTa-
cTpodudeckux cOObITHN A0 40 % 3a 20-AeTHUM TIEPUOA,
[20, 22, 23].

B pesyapTaTe aHaAM3a KAMHUYECKOTO TeUeHUS
I'KMIT 1 Ha OCHOBe pa3AuuYuiU B IIaTTepHe MOPEO-
aorum MOKITI BBIA€AEHBI 2 IPYIIBL TalueHToB. [1o-
Ka3aHo, YTO AeOI0T KAMHUYECKUX IPOSIBACHUN B MO-
AOAOM BO3PACTe aCCOIMUPOBAH C CeMeHOU (popMon
3a00AeBaHMUS, ayTOCOMHO-AOMUHAHTHBIM THUIIOM Ha-
caepoBaHUs, acumMmeTpuaHon FAJK (runepTpodueit
MJKTI, mopdororueins MOKIT o TUIly ABOSKOBBIILY-
kAol). [ToryueHHBIE AQHHBIE COTAQCYIOTCS C Pe3yAbTa-
TaMU UCCAEAOBAHUM, BBIITOAHEHHBIX HaMU PaHee [24]
Y CBEAEHUSIMHU U3 PETPOCIIEKTUBHOI'O KOTOPTHOT'O HC-
caeposanug NHLBI HCM Registry [4].

AeOI0T KAMHUYECKUX ITPOSIBAEHUHU B CTapiliel BO3-
pacTHoOU rpyuire (45 AeT U cTaplile) acCCOLUUPOBAH C
MakCuUMaAbHO runeprpodgupoBanuon MIKIIT B Oa-
3aABHOM 4aCTU U HeCeMeHOM (hOPMOU 3a00AeBaHU,
YTO COOTBETCTBYET COBPEMEHHBIM IIPEACTABACHUSIM O
'KMIT B cTapuinx BO3pacTHBIX Ipymnnax [3, 4].

Ba>XHO OTMETHUTB, UTO COTAACHO IIKaAe KAMHUKU
Metio mopdoarorus MIKIT o Ty ABOSIKOBBIITYKAOMR
UMeeT HaUOOABIIIYIO IIOAOJKUTEABHYIO (IIAIOC 5 Oan-
AOB) IPEACKA3aTEABHYIO 3HAUUMOCTb HAAMUNSA ITaTO-
TreHHBIX BAPUAHTOB '€ HOB, KOAUPYIOIIUX BEIPAOOTKY
OeAKOB capKoMepa U, HallpOTUB, CONTyTCTBYoIas Al
nMeeT HauOOABIITYIO OTPUIIATEABHYIO (MUHYC 4 Oaa-
AQ) IpeACKa3aTeAbHYIO 3HQUMMOCTD IIPU BEIIBACHUN
TaKUX IIaTOTeHHBIX BapuaHToB [12].

AnaamsupyeMsle rpynnsl nanueHToB (Ne 1 m Ne 2)
OBIAM comocTaBUMBI II0 TsoKecTm XCH m wacrote
BCTpeyaeMoCTH oOCcTpyKTUBHOM hopMbl [KMIT. ¥V nia-
nueHToB rpynnsl Ne 2 ¢ TKMITu conyreTBytomieit AT’
BBIIBA€HA TEHAEHIIUSA K OOABIIIEN YaCTOTE BBIIBACHUS
OOCTPYKTHUBHOM (hopMBl 3ab6oreBaHus. Al" iBAsieTcs
CaMOCTOATEABHOU IIPUYNHOU IIOBHIIIIEHUA TPAAUEHTA
paBaeHud B BTAJK. I'lo panubIM S. Kobayashi et al.
(2017), porg marmuenToB ¢ 'AJK, oOycroBaeHHON AT
1 HaanumeM oocTtpykuuu B BTAJK, coctaBasieT 9 %.
[Tpu 'AJK u S-o6passoit popme MIKIT yBeanyeHue
rpapuenTa pAaBaeHus B BTAJK cocrtaBasgeT 4 % [25].

AT 9BAS€TCS He3aBUCUMBIM IIPEAMKTOPOM HeOAa-
TOIIPUATHOTO NPOrHo3a y nanueHTos ¢ FTKMIT He3sa-
BHUCHUMO OT 3THUYECKOM IIPUHAANEKHOCTH, IIOAQ UAU
Bo3pacTa [26, 27]. l'unepTpodusa Mruokapaa AK oTpa-
>KaeT CIIOCOOHOCTD aAAIITHPOBATHCS K reMOAMHaMUYe-
CKUM HarpyskKam, IPeACTaBAsAsA COOOM Ba)KHOE 3BEHO
narore”esa. Heo6xopnmo yuuTseiBate, 9To IAJK npu

3cceHIMarbHOM Al cB3aHa He TOABKO C IIEPErpy3KOHn
AaBAEHMEM, HO TaKyKe C rTeHeTU4eCKOU ITPEeAPaCcIIOAO-
>KeHHOCTBI0. OT 30 % A0 75 % UHAUBUAYAABHBIX KOAE-
0aHUM MacChl MUOKapAA Y OOABHBIX 3CCEHIIMAABHOMN
AT onpepeasieTcs reHeTUYeCKMMU (PaKToOpaMu, CXO-
>KUMHU ¢ TakoBbIMU Ipu 'KMIT [28, 29, 30].

B oOGcaepoBanHoOM KoropTe mnanueHToB ¢ 'KMIT
HEe3aBUCUMO OT BOo3pacTa AebioTa 3aboreBanust Al
ABASIETCS (PAKTOPOM, aCCOITUMPOBAHHBIM C OOABIIIEH
ToAmmHON 3CAJK, OOABIIIUM IIepeAHe-3aAHUM pas-
MepoM AlTu yBeArdyeHMEeM 4aCTOTHI BOSHUKHOBEHUS
OIT. [pu 3TOM HEOOXOAKUMO YUUTBIBATh, UTO BAUSHHIE
OAMHOYHBIX (DAKTOPOB CEPAEYHO-COCYAUCTOTO PUCKA
Ha FTKMI'T-cheHOTHII CBA3aHO C IIEABIM PSIAOM COCYIIe-
cTByrOIIUX (hakTopos. HanpuMmep, y 50 % nanueHTOB
c 'KMIT+ AT kak B rpynie Ne 1, Tak u B rpy1me Ne 2,
BBIIBACHO OKUpeHHe. Haarnmune oXuUpeHUs BHOCUT
AOIIOAHUTEABHBIN BKAAA 3a cueT yBeandeHns KAP AJK
u pa3Mepa Al'l, kak otmedeHo B paboTe E. E. Nollet et
al. (2020) [9].

OCo6eHHOCTSAMU PEMOAEAMPOBAHNSI MHUOKapAa B
rpynne ¢ TKMIT+ AT’ ¢ Aoe010TOM KAMHUYECKUX IIPO-
SIBA€HUU B BO3PACTE AO 45 AT ABASAETCA YBEAUUEHUE
nepepHe-3apHero pasmepa All. Pazamep AeBoro nipea-
cepaud ABASETCS IITapaMeTPOM, BXOAAIIUM B IIKAAY
onpepeAeHms pacueTHoro pucka BCC B Teuenue 5 1io-
caepyromux AeT HCM Risk-SCD Calculator 1 BausieT
Ha pacueTHBIN MOKa3aTeAb pucka [31, 32, 33].

Tak>Ke BBEIIBAEHO YBEAUYEHUE CAYUYAEB TSIKEAOU
XCHII—IV O®K NYHA y naieHTOB MOAOAOI'O BO3-
pacta c 'KMIT u conyrcrBytomelt Al'. Panee B pabo-
Te A. 4. 'yakoBoii (2006) mpoAeMOHCTPUPOBAHO, UTO
PHUCK CMEePTH Y B3POCABIX C 0O0cTpyKTUuBHON 'KMIT
B BOo3pacTe A0 45 AeT, ocroskHeHHOM XCH BBICOKOTO
OK (II—1V), B 2,5 pa3a BhlIllle, 4eM IIPU MeHbIIIeH Ts-
xectr XCH (I — I ©K). Prck cMmepT# OT KapANAABHBIX
NPUYNH Yy IaUEeHTOB ¢ 0OcTpyKTuBHOU 'KMIT B co-
yeta"Huu ¢ AI' AOCTOBEPHO BEITIIE, UeM ITPU OOCTPYK-
tuBHOU 'KMIT u HOpMarbHOM AA,. VMcmoab3oBaHUe
oneHku Kanrana — Meliepa I0Ka3an0 3HaUMMOE Pas-
AMYME BBDKUBAeMOCTH Ha ypoBHe p = 0,02 (kpurepui
Log Rank), B 52 % cayuaeB AarHOCTUPOBAHa BHE3all-
Has cMepTh [34].

B mocaepnmie roant AN, B 4aCTHOCTH IIOBEBINIIEHYE
Auactoandeckoro AA, paccMaTpuBaeTCs KaK BaXK-
HBIU (DAKTOP, MOAUMDUIUPYIOLINN IIPOLIECCHl PEMO-
AEAMPOBaHUS MUOKapAa y narnuenTos ¢ I'KMIT [7].
B uccaepyeMolt KoropTe IAlMeHTBI MOAOAOTO BO3-
pacta ¢ I'KMIT u conyrcrBytomelt Al' yame uMean
abCOAIOTHBIe TOKa3aHus K pepayknun MOKIT o cpas-
HEHUIO C MOAOABIMU armeHTaMu 6e3 Al'. B crapiieit
BO3PACTHOM TpyIIle Y NaljueHTOB C OOCTPYKTUBHOM!
I'KMIT 6e3 Al cHU)KeHUe IpapleHTa AABACHUS B
BTAJK m yMeHBIIEeHHe CUMITOMOB AOCTUTHYTO Ha
doHe cTaHAAPTHOU (papMaKOTepanuu (MaKCUMaAb-
HO TEePEeHOCUMBIX A03aX OeTa-aApeHOOAOKATOPOB).
AOcoaroTHBIEe ITOKa3aHus K pepykiuu MJKIT B crap-
IIIell BO3PACTHOM TpylIe OIpeAeAeHBl TOABKO NpPHU
obcrpykTuBHOU '[KMIT + Al'. Ba’)KHO OTMETHUTB, 4TO
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y BCex nanueHToB ¢ o0cTpykTuBHOU [KMIT + ATl
a0COAIOTHBIMHU ITOKa3aHUAMU K pepyKuunu MOKIT Ob1A
11 6oaee 1 pakTOpa KaPAUOMETAOOAUIECKOTO PUCKA.
¥ Bcex nmanneHTOB ¢ TKMIT, TOABEPIIIUXCSA PEAYKIIINA
MDJKTI, noAy4YeHO TUCTOAOTUYECKOE IIOATBEPIKAEHUE
kraccuueckor 'KMIT. TToayueHHEBIE AQHHBIE CBUAE-
TEeABCTBYIOT O POAU cocyilecTByomux Al 1 o>Kupe-
HUS B IPOIPEeCCUPOBAHNY CUMIITOMOB U YBEAUUEHUN
nmoTpeOHOCTHU B pepaykiuu MOKIT.

3ARJIKOYEHHE

AeOI0T KAMHUYECKUX IPOSABACHUNU B MOAOAOM BO3-
pacTe accolUUpoBaH C ceMerHou hopMol 3aboAae-
BaHUs, ayTOCOMHO-AOMUHAHTHBIM TUIIOM HaCAEAOBa-
Hus, acummerpuuHol 'AJK (runeprpoduett MOKIT,
Mopdororuerr MIKIT o Tunmy ABOSKOBBIIIYKAOMN).
AeOI0T KAMHUYECKUX MPOSIBAEHUU B CTapIled BO3-
pacTHOU rpyumne (45 AeT U craplle) acCOLUUPOBAH
C MakCcuMaAbHO rurieptpodupoBanHor MJKIT B Ga-
3aABHOM YaCTU M HeceMeHOU (DOPMOM 3a00AeBaHUA.

HeszaBucuMo OT Bo3pacTa MaHU(peCcTaluy KAUHU-
veckux npoasaeHut FKMIT cocymecTByromue ¢ Heit
apTepUaAbHAas TUIEPTEH3US U OKUPEHHE IBASIIOTCS
IIpeAUKTOpamu nporpeccupyomero redenns 'KMIT
U yBeAWUYeHUd NOTpeOHOoCTH B pepyKimu MJKIT ¢ no-
moibio CM3/PM3 u CCA.
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