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MoiHoCTb 3aMenIeHrs U YCKOPEeHWsT pUTMa cepalia
y OOJIbHBIX C TUIIEPTPOPUYECKON KapANOMUOIIaTUCHA:
pe3yJbTaThl NITUJIETHETO MPOCIIEKTUBHOIO UCCESI0BAaHUS

aperopoanes A. A., Bykus U.P., Xaaurosa M. A., Orumresa E. A.
®Ir'AOY BO “Ilepssiit MTMYV nm. 1. M. Cevenosa” Muusapasa Poccun (Cevenosckuit Yunsepeurer). Mocksa, Pocens

Lenb. M3yyeHne ocobeHHOCTEN MOLIHOCTU 3amMeaneHus putMma
(deceleration capacity, DC) n MOWHOCTM yCkOpeHus puTMa cepaua
(acceleration capacity, AC) y 60/bHbIX C FUNepTPObUYECcKO Kapamo-
muonatuen (FTKMI) n oueHka COOTHOLLUEHMWIA AaHHbIX mokasaTenew
C U3BECTHbIMU OCNIOXHEHMSIMU U BaKTOpammn pucka BHE3ANHOW Cep-
neyHow cmeptu (BCC).

Martepuan n metoapbl. O6cnenosaxsbl 50 naunentos ¢ FTKMIM. Cono-
CTaBvMasi Mo Moy 1 BO3PacTy KOHTPOJbHAs rpynna Bkaoyana 50 nuu,
He CTpafaloLmx CEPLEYHO-COCYANCTLIMY 3aboneBaHusaMu. Beem na-
UMEeHTaM MPOBOAUAN CYTOYHOE MOHWTOPUPOBAHME 3NEKTPOKAPAMO-
rpammbl ¢ onpeaeneHnem DC n AC. HabniogeHne ocyliecTBASNOCh
B TeYeHue 5 net. JletanbHble ncxoabl 3adukcnpoBaHbl y 6%, B T.4. BCC
cocTasuna 4%.

Peaynbtatbl. BonbHble ¢ FKMI xapaktepr3oBanucb 4OCTOBEPHO 60-
nee H13KNUMK cpegHumn 3HadeHmnammn DC — 5,5 [3,7; 7,4] vs 7,8 [7]1; 8,5]
Mc (p=0,0001) n noctoBepHo 6onee BbICOKUMU 3HadeHus MM AC — -7,4
[-8,9; -5,8] vs -9,3 [-10,0; -8,6] mc (p=0,001) N0 CpaBHEHWUIO C KOHT-
ponbHou rpynnoit. Y 36% naumeHtoB ¢ FKMI BbigBAsSAMCL NaTtono-
rnyeckne 3HaveHnsi DC <4,5 mc, B TO Bpems kak y BCEX NnL, B rpynne
KOHTPOMS 3HAYEHWSI 3TOr0O MokasaTens COOTBETCTBOBaNM Gnaronpu-
aTHOMY nporHody (p=0,001). Y naumMeHTOB C HEYCTONYMBOI Xenyaoy-
KoBoW Taxukapamen (HXT) cHuxeHne DC BoisBnsnv B 56% cnyyaes,
6e3 HXT B 25,5% cnyyaes (p=0,043), ¢ XpPOHMUYECKOIN CEPOEYHON He-
[0CTaTo4HOCTLIO (XCH) y 78% nauweHTtoB, 6e3 XCH y 27% (p=0,016).
Y 60nbHbIx ¢ XCH (p=0,003) 1 napokcuamamu ¢ubpunnaumv npeg-
cepauii (p=0,023) cpenHue 3HaveHne DC Obinn JOCTOBEPHO HIXE, YEM
y MaUmMeHTOB C OTCYTCTBMEM AaHHbIX OCNOXHeHuin. XCH aBmnach He-
3aBUCUMbIM NPEANKTOPOM CHxeHus DC. He BbISIBAEHO COOTBETCTBUSA

cHmxeHna DC yeenmyeHuto pucka BCC, paccymtaHHOMY C MOMOLLbIO
kanbkynstopa HCM Risk-SCD (wwkana pucka BCC npu FTKMIM).
3axkniouenue. MauyeHtol ¢ FTKMIM no cpaBHEHUIO CO 3L0POBLIMU NKLA-
My xapaktepusytotcs 6onee Huskoii DC 1 6onee Boicokoin AC. Cpeau
naumeHtoB ¢ F'KMI cHmxenne DC xapakTepHo Asist 60MbHbIX ¢ 6onee
TSXeNbIM TeyeHnem 3abonesaHus (¢ XCH, napokcuamamm @I, HXT),
0[lHaKO L,enecoobpasHOCTb UCMOb30BaHKs NokasaTens B cTpatudu-
Kaumy pucka BCC HyxaaeTcs B yTOUHEHNN.

KnioueBbie cnoBa: runeptpoduryeckas kapamomuonartusi, MOLHOCTb
3amenneHns cepaedHoro putma (deceleration capacity), MOLWHOCTb
YCKOPEHUS CepAegyHOro putma (acceleration capacity), BHe3anHas cep-
[le4Hasi CMepTb.
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Deceleration and acceleration capacities of heart rate in patients with hypertrophic cardiomyopathy:

results of a five-year prospective study

Tsaregorodtsev D.A., Bukiya |. R., Khalikova M.A., Okisheva E. A.
I.M. Sechenov First Moscow State Medical University. Moscow, Russia

Aim. To study the features of deceleration capacity (DC) and acce-
leration capacity (AC) in patients with hypertrophic cardiomyopathy
(HCM) and assess the correlation of these indicators with known
complications and risk factors for sudden cardiac death (SCD).
Material and methods. A total of 50 patients with HCM were
examined. Comparable by sex and age, the control group included 50
individuals without cardiovascular diseases. All patients underwent
24-hour electrocardiographic monitoring with the determination of DC
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e-mail: ilonabukia@mail.ru
Ten.: +7 (926) 582-88-39

and AC. The follow-up period lasted 5 years. Lethal outcomes were
recorded in 6%, including SCD — 4%.

Results. Patients with HCM were characterized by significantly lower
mean DC — 5,5 [3,7; 7,4] vs 7,8 [7]1; 8,5] ms (p=0,0001) and significantly
higher AC- -74 [-8,9; -5,8] vs -9,3 [-10,0; -8,6] ms (p=0,001) compared
with the control group. In 36% of patients with HCM, pathological values
of DC <4,5 ms were detected, while in all individuals in the control group,
DC corresponded to a favorable prognosis (p=0,001). In patients with
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and without nonsustained ventricular tachycardia (NSVT), a decrease in
DC was detected in 56% and 25,5% (p=0,043), respectively, while with
and without heart failure (HF) — in 78% and 27% (p=0,016), respectively.
In patients with HF (p=0,003) and paroxysmal atrial fibrillation (p=0,023),
mean DC values were significantly lower than in patients without these
complications. HF was an independent predictor of DC reduction. DC
decrease was not associated with an increase in SCD risk estimated
using the HCM Risk-SCD calculator.

Conclusion. Patients with HCM compared with healthy individuals
are characterized by lower DC and higher AC values. Among patients
with HCM, a decrease in DC is typical for patients with a more severe
disease course (HF, AF, NSVT). However, the rationale for using this
indicator in SCD risk stratification needs to be clarified.

Keywords: hypertrophic cardiomyopathy, deceleration capacity,
acceleration capacity, sudden cardiac death.
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Al — apTepuansHoe nasnenne, BPC — sapuabenbHocTs putMa cepaua, BCC — BHesanHas cepaeyHas cmepts, BT JIK — BbIBOZHOI TpakT neBoro xenyaoyka, KM — runeptpoduyeckas kapavomuonatus, DK —
runepTpodus nesoro xenynoyka, U6C — uwemmndeckas Gonesb cepaa, UKL — umnnaHTupyembiii kapavosepTep-aedubpunnatop, UM — uxdapkT mvuokapaa, JIK — nesbiii xenyaodek, MXMN — mexxenynoykosas
neperopoaka, HKXT — HeycToumBas xenyaoukosas Taxvkapaus, CM 9K — cyTo4Hoe MOHWUTOpKpOBaHue anekTpokapavorpammel, T3C — TonLmHa 3aaHei cTeHku, TMXKIT — TonwwmHa Mexkenyno4KoBoii neperopoakm,
TPC — TypbyneHTHOCTb puTMa cepaua, P — pubpunnsauus npeacepanit, XCH — xpoHuyeckas cepaeyHas HeaocTaTo4HoCTb, AC — acceleration capacity (MOLHOCTb yekopeHus cepaeuHoro putma), DC — deceleration

capacity (MOLHOCTb 3ameaneHns cepaeyHoro putma), HCM Risk-SCD — wkana pucka BCC npu FKMI.

KnroueBbie MOMEHTBI
Y10 M3BECTHO O MpeIMeTe UCCIIeTOBAHUS?

* MOIIHOCTh 3aMEMJIEHUS] U MOIIHOCTb YCKOPEHUS
CEepIeYHOro puTMa MPOAEMOHCTPUPOBAIA BO3MOX-
HOCTh WX TIPUMEHEHHUS T CTpaTU(UKALIMN PUCKa
001IEl, CepaeyHO-COCYAUCTON CMEPTU U BHE3AMTHOM
CepIeyHON CMEpPTHU Yy MAIMEHTOB, MEPEHECIINX UH-
(apKT MUOKap/a.

Y10 100aBIAIOT PE3Y/ILTATHI HCCIIENOBAHMS ?

[MammeHTsI ¢ TUIIEPTPOdUUECKON KapaIMOMUOTIaTUe
MO CPABHEHUIO CO 3A0POBBIMU JIMIIAMU XapaKTEPU3Y-
[0TCS 00JIee HU3KOW MOITHOCTBIO 3aMeUIEHUST U 00-
Jiee BBICOKOW MOIIHOCTbIO YCKOPEHUSI CEePIEeYHOrO
puTMAa.
Cpeny MalMeHTOB C TUMNepTPOGUYECKON Kapauo-
MMOTATUEN CHWDKEHWE MOIIHOCTU 3aMEIJICHUS cep-
JEYHOTO PUTMA XapaKTepHO I OOJbHBIX C Oosee
TSDKEJIBIM TeYEeHUEM 3a0o0sieBaHUs (C XPOHUYECKOMN
CepIeYHOI HEAOCTaTOYHOCThIO, TapoKcHU3MamMu Hu-
OpWILISILIMY TIPEACEPAUiA, HEYCTOMUMBOM XKeTyI104uKO-
BOM TaxyKapaue).

Key messages
What is already known about the subject?

* Deceleration and acceleration capacities have been

shown to be useful for risk stratification of all-cause

and cardiovascular mortality, as well as sudden cardi-
ac death in patients after myocardial infarction.
What might this study add?

Patients with hypertrophic cardiomyopathy, com-

pared with healthy individuals, are characterized by

a lower deceleration capacity and a higher accelera-

tion capacity of heart rate.

* Among patients with hypertrophic cardiomyopathy,
a decrease in deceleration capacity is typical for pa-
tients with a more severe disease course (with heart
failure, atrial fibrillation, nonsustained ventricular
tachycardia).

Benenne

Haubonee yactoii mpuYMHON BHE3aMHON cepaey-
Hoit cMeptu (BCC) B MoJiogoM Bo3pacTe SIBJISIETCS TH-
neptpoduyeckas kapnuomuonatus (I'KMIT). Hepen-
ko 'KMII npotekaet 6eccumntoMmHo 1 BCC ObiBaeT
€e eqUHCTBEHHbIM MposiBieHueM [1, 2]. CMepTHOCTH
nanueHToB ¢ [KMIT ot BCC npu ectecTBeHHOM Teue-
HUU 3a00J1eBaHusI Koyebiercs B npeaeaax oT 1 1o 6%:
y B3POCIBIX COCTaBIsIeT 10 3%, B IETCKOM M TOAPOCT-
KOBOM BO3pacTe, a TakXXe B OTAEJIbHBIX MOATPYIIIax

41

B3pOCbIX nauueHToB — 4-6% [1-3]. CoBpeMeHHbIE
Metonsl JieueHuss [KMII u npodwnaktuku BCC no-
3BOJISIIOT CYIIECTBEHHBIM 00pa3oM YJIyUIIUTh MPOTHO3
Mpu 3TOM 3abosieBaHuu [4, 5].

JI1st ocyIlecTBIEHUSI Mep IO TIEPBUYHOMN TTpodu-
naktuke EBporneiickoe o6uiectBo kapauoioros (ESC)
B 2014r pekoMeHI0BaJI0 MaTeMaTUYECKYIO MOJIEJb, U3-
BecTHy10 Kak “HCM Risk-SCD” (mukana pucka BCC
npu 'KMIT), mo3BOISIONIyI0 PACCUUTHIBATD S-JIETHUI
puck BCC. B otnnuue oT mpeabiayiux peKoMeHaauui
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B IIPOTHOCTUYECKYIO MOJIENIb HE BKJIIOUEH TUTIOTEH3UB-
HBII OTBET MPpU (PU3MUECKUX HATPy3Kax, HO T00aBICHBI
BO3pacT MalMeHTa, pa3Mep JIEBOro Mpencepaus 1 Mak-
CUMaJIbHBIN TpaIUeHT JaBJICHUS] B BBIBOMHOM TPaKTe
sesoro xenynouka (BT JIZK). ITo pesynasratam pacue-
ta Kanbkyjiasitopa HCM Risk-SCD BbiAensiIOT HU3KU
puck (5-netHuii puck BCC <4%) — uMILIaHTUPYEMBIiA
kapauoBeprep-aedudopuiaTop (MKI) He mokasaH,
MPOMEXYTOUHBIN pucK (5-netHuit puck BCC >4%, Ho
<6%) — WK]I MoxeT ObITh UMIUTAHTUPOBAH, U BBICO-
Kuit puck (5-nethuit puck BCC >6%), sBasrommii-
cs nokazaHuem sl ummantanuu MKJI [2]. OgHako
pe3yabTaThl HEKOTOPHIX MCCIEIOBAHUM MOKa3aJu He-
TOYHOCTh B TiporHo3upoBaHuu BCC ¢ moMolipio 3To-
ro meroga u coorercTBytomein MK/ -tepanuu [6-9].
W3BecTHO, yacTh 60bHBIX ¢ MK]I MCOBITHIBAIOT He-
OIpaBAaHHbBIEC IIIOKU U OCJIOXHEHUS TOC/e onepanuu
[10]. B cBs13u ¢ 3TUM HEOOXOOMMO MajbHelIee coBep-
1LIEHCTBOBaHME MeTONOB cTpatudukanuu pucka BCC
y 60oabHbIX ¢ TKMII. Bo3MOXHBIMU MpeauKTOpaMu
MOIJIM OBl CTaThb HEMHBA3WBHbIE 3JEKTPOPUINOIOTH-
yeckue (daekTpokapauorpaduueckue) rokasaTenu,
C MOMOUIBI0O KOTOPBIX OLIEHUBAIOT NUcOaIaHC Berera-
TUBHOM perynsiunu. K unciy Takux MapkepoB OTHOCSIT
MolIHOCTh 3ameneHus (deceleration capacity, DC)
M MOIIIHOCTb ycKopeHUsl (acceleration capacity, AC)
CeplleuHOro puUTMa, MPOAEMOHCTPUPOBABIINE BO3-
MOXHOCTb UX TIPUMEHEHUsI Il CTpaTUUKAIIUN PUCKA
oO1eii, cepaeuHo-cocynucroit cmeptu u BCC y na-
LIMEHTOB, NepeHeciux uHdapkT muokapna (UM) [11-
13]. OgHako 0COGEHHOCTU ITUX MoKa3aTeseil y 60b-
HbiX ¢ 'KMII 1 BO3MOXHOCTb UX UCMOAb30BAHUS IS
crpatudukanum pucka BCC npu naHHoM 3abosieBa-
HUU HE UCCJIeIOBaHA.

Llenb uccienoBaHusi — U3ydyeHUE OCOOEHHOCTEN
DC u AC y 6onbnbix ¢ TKMII 1 omieHKa cooTHOMLIE-
HUI TaHHBIX TTOKa3aTeNel C U3BECTHBIMU OCTIOKHEHU-
siMu 3a0oJieBaHus 1 (pakTopamu pucka BCC.

Marepuaj 1 METObI

B wuccnenoBaHue OblIM BKAOYEHbl 50 mMalMeHTOB
¢ T’KMIT (25 myxuuH, 25 XeHIIUH, cpeaHuii Bo3pact 40
[18; 57] net). Kputepuu BKIIOUEHUS] U HEBKIIIOUCHUS TIPEI-
craBjieHbl B Tabnuue 1. Jlnarno3 F’KMIIT onpenensiicst npu
yBEJIMUYEHUU TOJIIMHBI CTEHKHU JieBoro xenymnouka (JI2K),
KOTOpasi He OOBSICHSJIACh MCKIIOYMTEIbHO MOBBIIICHUEM
Harpy3ku nasieHuem [2]. 1o pesyabraTam 3xokapauorpa-
Gbuu TOJNIMHA MEXKeTyaoukoBoil neperopoaku (TMZKIT)
cocrtaBuia, B cpeaHem, 1,8 [1,5; 2,2] cM, ToiamuHa 3aaHei
credku (13C) — 1,4 [1,2; 1,5] cMm, y 7 mauyMeHTOB TOJIIMHA
crenku JIK 6bi1a >3 cm. ®pakuust Beiopoca JI2K, B cpen-
HeM, cocTaBisiia 64 [56; 721%. ¥V 15 GonbHBIX HabO0aIaCh
oO0cTpyKTUBHasi ¢opMa 3abosieBaHusl (CpenHUI TpagueHT
nasiaenuss B BT JIK cocraBu 45 [39; 74] MM pT.cT.). Y 16
NalMeHTOB 3aperucTpUpoOBaHbl 3MU30Abl HEYCTOUUYMBOI
KenaynoukoBoil Taxukapauu (HXKT) mpu cyToOUHOM MOHU-
TopupoBaHuu 3aekTpokapanorpammbl (CM BKI), y 6 BbI-
sBieHbl ciyyan BCC B ceMbe, y 5 nmaleHToB HaOJI01aI1Ch
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00MOpOKM HesicHOro reHe3a. CemeiiHas ¢hopma IMArHOCTU-
poBaHa y 9 00JbHBIX. ¥ 7 MallMEHTOB B aHAMHE3€ 3aperu-
CTPUPOBaHbI MapoKcu3mMbl pudpwmsiiu pencepavii (DIT).
Y 9 60JbHBIX MO KIIMHUYECKUM MpU3HAKaM (OIbIIIKA, OTEKU
HWXHUX KOHEUHOCTEI) BBISIBJIEHBI MPU3HAKU XPOHUYECKON
cepneuHoit HenoctatouHocTu (XCH) [14]. Tlo pe3ynbraTtam
npuMeHeHus kanbkysisitopa HCM Risk-SCD, nsartunernuii
puck BCC pacueHen kak Hu3kuit y 29 (58%) naumeHToB,
Kak MpoMexkyTouHblit y 10 (20%) GOJbHBIX U KaK BBICOKMiA
y 11 (22%) narmmenToB. OCHOBHBIE KIIMHUYECKHE XapaKTepu-
CTUKHU MAlMEHTOB C pa3iuuHoi creneHbio pucka BCC npen-
crapiieHbl B Tabauie 2. Coueranue 'KMII ¢ runeproHuye-
CKoit 6oJie3HbI0 Habmonanochk y 10 (20%) nauueHToB. Tlep-
Basl CTEIEHb MOBBIIIEHUS] apTepuaibHOro nasieHus (AJL)
nmarHoctupoBaHa y 8% GosbHBIX, BTopast y 12%.

40 (80%) narreHTaM MpPOBOAMJIACH Teparusi 6eTa-aape-
HoGJioKaTopaMu, aMuonapoH npuaumanu 10 (20%) 6oJib-
HBIX, 0JIOKATOPBI KaJIbIIMEBLIX KaHAIOB — 22% MalMeHTOB,
WHTMOUTOPBl aHTMOTEH3UHIIpeBpalammero GepMmeHra —
32%, 610KaTOpPBHl AHTUOTEH3WHOBKIX pelenTopoB — 10% ma-
LIMEHTOB, TMeTieBble TUYpeTUKU — 10%, CIIMPOHOJIAKTOH —
12% GonbHBIX. [IBa mamueHTa, cTpanaBiire 00CTPYKTUBHOM
dopmoit 'KMII, paHee nepeHecan aJKOrojibHYIO CeNTalb-
Hy10 abianuio.

KoHTtposibHas rpynmna, cornoctaBumasi 1o nojy 1 Bo3pac-
1y ¢ rpynmoit TKMII, cocrostia u3 50 i (26 myxuuH u 24
JKEHILWHBI), HE CTPAJAIONINX CEPAEYHO-COCYAUCThIMU 3200-
sieBaHusIMU. CpeHUI BO3pacT Yy4aCTHUKOB cocTaBui 38 [17;
54] net. Bce yyaCTHMKU OCHOBHOII M KOHTPOJIbHOI TpyMIl
Jlajii TMCbMEHHOE MH(MOPMUPOBAHHOE COIIache Ha yyacTue
B HCCJIEOBAHUU, KOTOPOE ObLIIO OOOPEHO U YTBEPXKIEHO JIO-
KaJIbHBIM 3TUYECKUM KOMUTETOM.

CM BKI npoBoauau BceM IMauueHTaM, BKIIOUYEHHBIM
B uccienoBaHue. [loMMMoO cTaHIapTHOrO omnpenesieHus ya-
CTOTBI CEPICUHBIX COKpPAIIEHUI, HAPYILIEHUIl pUTMa U TIPO-
BOJIMMOCTH, olieHuBanuch nokasareau DC u AC no meto-
nuke Bauer A, et al. (2006) [11]. B ocHOBe MeToia JIEXKHUT
rnosTanHas KomIibloTepHas obpadborka DKI, 3aperucrpu-
poBaHHoit ipy CM BOKI. dna pacuera DC u3 Bceit 3anucu
BbLIEIISIIOTCS MHTepBaibl RR, KoTtopele mivHHee, yem rpe-

Taomuuna 1
Kpurepuy BKIIOYEHUST 1 HEBKJIIOYEHUSI
YYACTHUKOB OCHOBHOM I'PYIIITbI

Kputepuu BKIIIOUEHUsT

— FKMIT;
— Bospacr > 16 ser

Kputeprn HeBKITIOUCHUS

— HaJMyue Ipyrux 3a0oeBaHuii, MPUBOAALLMX K PA3BUTHUIO
runepTpoduur MUOKapaa (BKJItovyas 00Je3HU HAKOIIIEHUS);
— UBC;

— CUMIITOMaTUYECKUE apTepraibHble TUIIEPTCH3UH;

— cuHapom Bonbda-ITapkuHcona-VYaiira;

— aTpuoBeHTpuKysipHas o6iaokana [1-111 ct.;

— noctosiHHast popma DI1, TpeneTaHust Mpeacepamii;

— HaJIMYMe UMILIAHTUPOBAHHBIX AHTUAPUTMUUYECKUX YCTPOICTB;
— aHeMUs;

— OHKOJIOTUYECKHUE 3a001eBaHuUs;

— TUPEOTOKCUKO3;

— OTKa3 OT YYacTHsI B UCCIICTOBAHUY

IMpumeuanue: TKMIT — runeprpoduyeckas kapamomuonarusi, UbC —
niemuyeckast 6onesHs cepana, I — GpubdpmIaLMs npencepnyii.
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Taomuua 2

Xapakrepucrtuka nanueHtoB ¢ [ KMII B 3aBucumoct or HCM Risk-SCD

Bce manueHTs HCM Risk-SCD HCM Risk-SCD npomexyrtounslit  HCM Risk-SCD Bbicokuit puck
HU3KUI pucK (n=29) puck (n=10) (n=11)
Bospacr, ner 40 [18; 57] 43 [17; 60] 32 [17; 52] 39 [30; 57]
Yucno ManmeHToB ¢ MPU3HAKOM (JI0JISt OT OOIIEro YKclia MalnueHTOB)
Mon
— MYXCKO 25 18 (62%) 3(30%) 4(36%)
— XEHCKUI 25 11 (38%) 7 (70%) 7 (64%)
HXT 16 2 (7%) 4 (40%) 10 (91%)
BCC B cembe 6 1 (3%) 2 (20%) 3(27%)
I[IXK >3 em 7 1 (3%) 3(30%) 3(27%)
O6MOpOKU 5 1 (3%) 1(10%) 3 (27%)
O6ctpykuust BT JIK 15 6 (21%) 4 (40%) 5(46%)
XCH 9 4 (14%) 1 (10%) 4 (36%)
OI1 7 3(10%) 2 (20%) 2 (18%)

IMpumeuanue: BCC — BHe3amnHasi cepaeuHasi cmepTb, BT JIK — BbIBOIHOIT TpakT JieBoro keiynouka, [JI2K — runeprpodust eBoro xeayaouka,
HXT — HeycroitunBas xerynoukosas taxukapmusi, OI1 — dubpumisauus npencepauit, XCH — xpoHuueckas cepueuHast HenoctatouHocth, HCM

Risk-SCD — mikana pucka BCC npu TKMII.

IOBITYITUI WHTepBaJ, a sl BerauciieHnss AC — WHTepBabl
RR, xopoue mpenpinymiero naTepBaia. HapyureHust purma
WCKITIOUAIOTCSl M3 aHajn3a, KaK W 3MU30/bl YINTMHEHUST WU
yKopoueHus nHTepBayioB RR Ha >5% ¢ Lie/iblo YMEHbBIIEHNS
KOJIMYECTBa OLIMOOK, CBSI3aHHBIX ¢ apTtedakramu. [Tocnemy-
fo1e npeodpa3soBaHUsl BKIIOYAIOT OMpeNeJeHue CeTMEHTOB
BOKPYT OMOPHBIX TOUEK, (pa3oBoe BBITIPSIMIICHUE, YCPEIHE-
HHe CUTHaJIa B CETMEHTAX M OTpese/ieHre CPEeMHNX 3HAaYeH I
Bcex RR mHTEpBanoB sl Bcex OMopHbIX Touek. Ilociemy-
touuit pacyet DC u AC ocHOBaH Ha ornpenejieHuu Gopmbl
WMITYJIbCa: LIEHTPAJIIbHOE OTKJIOHEHUE ITOI KPUBOI OTpaxa-
€T CPEeIHIOK CITOCOOHOCTh Cepllla 3aMeISITh WIU YCKOPSTh
PUTM TIpU KaXKIIOM TOCJIeaytoleM cokpaiieHuu [15].

ITpu ananuze DC creneHb pucKa cepaeuyHO-COCYIUC-
ThIX coObITHIT 1 BCC onpenensiiack Mo KpUTepUsiM, ONKUCaH-
HBIM ISt 60sbHBIX, TiepeHecnx UM [11, 13], tne DC >4,5
MC OblTa accOIMMpOBaHa C OJIATOTIPUATHBIM IPOTHO30M,
a Mpu 3HaYeHUsAX <4,5 MC YBeJUUMBAJICS PUCK OOIIEi, cep-
neuHo-cocynuctoit emeptu u BCC.

Bcem yyactHukam rpoBoawin KoHTpojbHoe CM BDKIT
yepe3 6 u 12 mec. B mocienyromeM HaGIIOIEHUE OCYILECT-
BJISILIOCh NUCTAHLIIMOHHO B TeueHue S5 JyeT (TesedOHHBI
OIpOC MALMEHTOB WX UX POACTBEHHUKOB).

3a Bpems HaOmoaeHus 11 mamyeHTaMm ObLIM UMILJIAH-
TupoBaHbl MK]JI ¢ 1enbio neppuyHoit npoduakruku BCC,
TpeM — 3JIEKTPOKAPAMOCTUMYIISITOPBI TIO TTOBOMY CUHIPOMA
¢J1abOCTU CUHYCOBOTO y3J1a. TpeM maiMeHTaM ¢ BbIpaXKeH-
Hoii obctpykuueid BT JIZK BbinosHeHa MMOTOMUS TUTIEPTPO-
¢dupoBanHoit MKII. 3a Bpemst HaOIONEHUST OTIpaBIaHHbBIX
1 HeonpaBaaHHbIX cpabarsiBanuii UK/l He 3adukcupoBa-
Ho. B Teuenue 5 ser 3apeructpuponato 3 (6%) cmepTu: aBe
BCC (uepe3 5 u 23 Mec. 11ociie BKIIOYEHUST B UCCTIEIOBAaHUE)
y GOJIBHBIX, OTKa3aBiuxcs oT uMimantauuu K], u onHa
CMepTh uepe3 28 Mec. Mocje BKIIOYEHUS M3-3a OCTPOid cep-
NIEYHOU HEMOCTaTOYHOCTU B MOCJIEONEPALIMOHHOM TEPUOJIe
MMO3KTOMUM.

Craructruyeckuii aHanu3. [JaHHble TpecTaBIeHbl B BU-
Jle MEeIVaHbl U UHTEPKBAPTWIbHOTO pa3maxa [Q25; Q75] wiu
B % OT 0011IeT0 YKcia MalueHTOB. JIOCTOBEPHOCTh pas3InyIuit
OLIEHWBAJIM C TIOMOINIbIO KpuTepusi MaHHa-YUTHU, KpUTe-
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pus YUIKOKCOHA, KpUTEpHA >, TOUHOTo Kputepus Duie-
pa. KoppensiimoHHbIe B3aUMOCBSI3W aHATU3UPOBAIM C TI0-
MoIIIbIo Koa(duimeHTa paHroBoit koppensiuu CrimpMeHa.
MHorodaKTopHbIii aHaIU3 MPOBEIEH C UCITOJIb30BAHUEM JIO-
TUCTUYECKON perpeccur. Pasnmmaust cautaim moCTOBEpHBIMU
npu p<0,05. Bce pacueTsl OCylIECTBISUIA C MMOMOILBIO MTPO-
rpaMMHoro obecrieuenust SPSS Bepcun 26.0.

Pe3ynbTaTsi

YV nmanmenrtoB ¢ 'KMII 3nauenus DC Obv1n no-
CTOBEpHO HUXe, a 3HaueHUst AC TOCTOBEPHO BHIIIE
MO CpaBHEHUIO CO 3A0POBBIMM JiMLIaMu (Tabauua 3).
V¥ 36% G6onbHbix ¢ TKMII 3Hauenuss DC He mpeBbiina-
4,5 Mc, B TO BpeMsI KaK y BCEX YYACTHUKOB TPYIIITHI
KOHTPOJISI 3TOT MOKa3aTesb ObUI B Mpeaesax HopMalib-
HbIx 3HaueHuit (p=0,001). BoisgiBneHa oOpaTHasi Koppe-
Jisist ymepeHHo# cuisl DC ¢ Bo3pacToM IMaiMeHToB
(rg=-0,452, p<0,001): o1 malMeHTOB CTapUIEro BO3-
pacrta ObL1a XxapakTepHa 6ojee Hu3Kass DC.

Cpennue abcomotrHbie 3HaueHuss DC u AC y na-
uueHtoB ¢ 'KMII B moarpynmax ¢ HU3KUM U BBICOKUM
puckoM BCC mno kanbkynsatropy HCM Risk-SCD ne
pasnIuyanuch, Kak u aojs 6oabHbix ¢ DC <4,5 Mc (Ta-
onuua 3). Takum obpa3om, Mpu MPUMEHEHUU KPUTE-
pueB, paHee TPEeNIOKEHHBIX ISl OOTbHBIX UIIeMUYe-
ckoii 6ose3nnto cepaua (MbC) ¢ uenbio crpatuduka-
LIMU PUCKAa CMEPTU OT CepAEYHO-COCYIUCTHIX TTPUINH
n BCC, He BBISIBJIGHO COOTBETCTBUS cHUXeHUss DC
yBenuueHuto pucka BCC, paccumTaHHOMY C TOMOIIBIO
kanbKynsitopa HCM Risk-SCD. M3 nByx mauueHTOK,
yMEpPIINX BHE3aITHO, OHA MMeja MPOMEXYTOUHBIN
puck BCC (4,77%) no HCM Risk-SCD, Ho DC 6»bl1a
<4,5 mc, y BTopoit — puck HCM Risk-SCD 06b11 BbI-
cokuM (6,46%), a DC >4,5 mc. Y o0eux MnaiueHTOK
Obuta HeoOcTpykTUBHAS (popma ['KMIT 6e3 npusHakoB
XCH, peructpupoBanuch anuzonsl HXKT, a y onHoit
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Tabanma 5

BnusgHue knuHnueckux ¢pakTopoB Ha HaxoxaeHrue DC B 30He BBICOKOTO
WM cpenHero pucka y 6onbHbix ¢ TKMII (ioructuueckas perpeccusi)

[MTokasarenb B-koaddurimeHt CraHnapTHas ommoka p Exp (B)
XCH 1,900 0,944 0,044 6,684
OI1 0,863 0,911 0,344 2,370
uXT 0,817 0,911 0,370 2,263
KoHcranra -1,218 0,400 0,002 0,296

IMpumeuanue: Exp (B) — orHomeHue mancoB. HXKT — HeycToitunBast xenynoukoBast taxukapaus, @I — ¢ubpumisums npencepauii, XCH — xpo-

HMUYECKasd cepacyHasd HEI0CTaTOYHOCTb.

Tabmna 6
Huuamuka cpennux sHaueHuit DC/AC y nanvieHToB ¢ TKMIT uepes 6 u 12 mec.
[Toxazarenn NcxonHo JlocTOBEpHOCTh Yepes 6 mec. JlocToBepHOCTD Yepes 12 mec. JIoCTOBEpHOCTh
pazauuunit pasnuuunii pasnuuunit
HCXOHO/6 Mec. 6 mec./12 mec. ucxonHo/ 12 mec.
DC, mc 5,513.7; 7,4] p=0,349 4.9 [4,5; 6,6] p=0,683 5,2[4,1;6,9] p=0,306
AC, mc -7,4 [-8,9; -5,8] p=0,763 -6,3[-7,8; -5,1] p=0,172 -6,5[-8,8; -5,1] p=0,244
Deceleration capacity
¢ N: 14812
DC: 2,2 mc
930 | .
(BBICOKMIA pUCK)
928
a27
Q
= s
.
= |
3
g 823 \/\/\/\ -
£ "A"A\/\/‘/ ||,
g2 \/\/\ A M

820

817

-50 45 .40 35 .30 -25 20 <15 -0
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15 20 25 30 35 40 45 50 55 B0

Howmep RR uHTepBana

Puc. 1 Tlokazatenu DC y natmentku ¢ [KMIT, ymepiieit BHe3anmHo (KIMHAYECKUI TPUMED).

u mapokcuaMbl @I1. YV manmenTa, ymepiero B mocro-
MepalMoHHOM TIepUOoe, PETMCTPUPOBAIUCH TApOK-
cusmbl PIT u umenuchy npusHaku XCH, mokazatenb
DC 6b11 <4,5 Mc, a puck BCC no HCM Risk-SCD —
HU3KWM.

boein nmpoBenen aHanu3 mokaszateneir DC u AC
B 3aBUCUMOCTH OT HAJIMYMSI UJIX OTCYTCTBUS psina (ak-
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TOPOB, UCMHOJIb3yeMbIX B cTpatudukanuu pucka BCC
y nmaimeHToB ¢ TKMIT (H2KT, HeoObsiCHUMBIE CUHKOTIE,
creneHb ooctpykuuu BT JIZK, canyyau BCC B cembe),
a Takke rmapokcusmoB DI u XCH (tabiuma 4).

1) ¥ nauuentoB ¢ HXKT B aHaMHe3e MO CpaBHE-
Huo ¢ 6oapHbIMU 6e3 HXKT cpennue 3nauenus DC
u AC He paznuuanuch (tabauna 4). OmHako m0js
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6osbHBIX ¢ DC <4,5 Mc ObUTa JOCTOBEPHO BBIIIE Cpe-
v nanueHToB ¢ HXKT — 56 vs 25,5% y nauueHToB 0e3
HXKT (p=0,043).

YV 9 6onbHbIX ¢ HXKT, 3aperucTpupoBaHHOI ¢ T0-
mouipio CM BKI' ogHOBpeMEHHO ¢ ompeneaeHueM
DC u AC, noka3zarenu AC ObLIM JOCTOBEPHO BBIIIE —
-5,8 [-7,01; -4,00] vs -7,9 [-9,40; -6,05] mc (p=0,028),
a mokasaresn DC Huxe — 3,7 [2,95; 6,10] vs 5,8 [4,05;
7,50] mc (p=0,05), yeM y ocTayibHbIX 4] MaLMeHTAa.

2) HoctoBepHbix paznuuuit DC u AC nipu cpas-
HEHUHU TOATPYII C HAJIMYUEM U OTCYTCTBUEM CIIy4aeB
BCC B ceMbe, CUHKOMAJIbHBIX COCTOSIHUIA, OOCTPYK-
uuu BT JIK He BoisiBieHO (Tabnuia 4).

3) V 78% nauuentos ¢ XCH nokasatenu DC 6buin
<4,5 Mmc, B To BpeMd npu otcytcTBUU XCH nomst takux
MalKeHToB cocTaBuiia Beero 27% (p=0,016). CpenHue
snauyeHns AC 0butn octoBepHo Bhilie (p=0,006), a rmo-
kazatenu DC nocroepHo Huke (p=0,003) mpu Hamu-
yuu XCH (Tabnuiia 4).

4) ¥V 6ompHBIX ¢ DPIT cpennee 3HaueHne DC OBLTO
JIOCTOBEPHO HIUXE, YeM y MallMEHTOB 0e3 3TOI apuT-
muu (p=0,023) (Tabnuua 4). JaHHblA HaKT HE MOXET
ObITh 00BsICHEH coueTaHueM ¢ XCH wiu paznuuusimMu
B BO3pacTe OOJbHBIX, T.K. maureHTH ¢ PIT u 6e3 DII
10 BO3pacTy He paznuuaiuch — 38 [38; 60] vs 40 [17;
57] net (p=0,442), u nuilb y ABYX OOJBHBIX C MApOK-
cuszmamu @IT (28,5%) nmenucey npusznaku XCH.

5) Ipu mzyuennu 3aBucumoct DC/AC OT BbI-
paxeHHoctu runeprpoduu JIK (IJI2K) BbeIgBICHBI
cltabbie KoppeasuuoHHbie cBsa3u: 1) DC ¢ TMXKII
(r=0,307, p<0,05) u ¢ T3C (r;=-0,364, p<0,05); 2) AC
¢ 13C (1,=0,359, p<0,05). CeMb MalMeHTOB C TOIIIU-
Hoil ctenku JIZK >3 cMm xapakTepu3oBajluch JOCTO-
BepHO Oosiee Bhicokoit DC (p=0,006), uem 0OJIbHBIE
¢ IJI2XK <3 cm (tabauua 4). JaHHbIi (akT MOXET ObITh
00BsICHEH 0o0Jsiee MOJIOIBIM BO3PACTOM IMALlMEHTOB CO
ctonb 3Haummoit IJIK — 17 [16; 30] vs 43 [34; 59] ner
(p<0,001). B uenom, B BIOOpPKE BO3paACT OOJIbHBIX 00-
patHO koppenupoBan ¢ TMXKII: r,=-0,445, p<0,001.

ITpoBeneH MHOTO(AKTOPHBII aHAIU3 IS OTIpeNe-
JIEHUsT He3aBUCUMOTO mpenukropa cHxkeHus DC mo
3HAYEHUI, COOTBETCTBYIOIINX BHICOKOMY PHUCKY CMep-
TU OT cepAeuyHOo-cocyaucThix puunH U BCC B uccie-
noBaHusx y nauueHtoB ¢ UBC. I1pu aToM yuuThiBaIu
Haymune win otcytctBue XCH, ®IT u vXKT, 3aperu-
crpupoBaHHoii ipu CM BOKI B neHb omnpeaeiaeHUs
DC, 1.e. K TMHMYECKUE MapKephl, TPU HATUYUKA KOTO-
pbix cpenHue nokaszateau DC ObLIM TOCTOBEPHO HUXE,
YeM MpU UX OTCYTCTBUU. [10 TaHHBIM JIOTUCTUYECKOTO
aHaJn3a, HE3aBUCUMBIM TIpenuKTopoM 3HadyeHuit DC
<4,5 mc aBunock Hannuue XCH (tabnuua 5).

IMpu koHTposbHBIX CM DKI uepe3 6 u 12 mec.
W3 aHAJIN3a UCKIIOYATUCh TAIlMeHThl ¢ UMIUIAHTUPO-
BaHHBIMU aHTUAPUTMUYECKUMU YCTPOUCTBAMM U TIOM -
Bepriiiecss MUOIKTOMUM. CTaTUCTUYECKU 3HAUMMOMN
nuHamMuku cpenHux 3HayeHuii DC u AC He BbISIBIIEHO
(Tabnuua 6).
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Ha pucynke | npencrtasieHo rpaduueckoe u30-
OpaxeHue KpuBoii olleHKM mokazateiass DC y mauu-
eHTku 39 et ¢ auarHo3zom I'KMII, HeobcTpyKTUBHAS
¢opma. Tunepronnyeckass 6oae3Hp I cramum, 2 cr.
noBbilieHUss AJl, oueHb BBICOKUIA PUCK CEPAEUYHO-CO-
CYIUCTBHIX OCloXHeHuli. HapymeHue putMa cepaia:
HXT. Tunepnmunuaemus II A tuna. OxupeHue 2 CT.
M3 aHamMHe3a U3BECTHO, YTO B TEYEHUE HECKOJIbKUX
JIET MEePUOANYECKU OTMEYaJUCh MOBbILIeHUST Al 10
165/100 MM pT.CT., IO MOBOMY Y€ro He 00OCIenoBaiach,
CaMOCTOSATEIbHO TIPUHUMAJIA TIEPUHIONIPUI S5 MT/CYT.
C TIOJIOKUTENbHBIM 3¢ dekToM. Y cbiHa 6osbHOI (10
JIET) MPU IUCIAHCEPHOM OOCIeIOBAaHUU JUATHOCTU-
poBaHa 'KMII u, mocKoJbKy 3TO 3a00JieBaHNEe HOCUT
HaCJIEACTBEHHBII XapakTep, MalMeHTKa Oblla HampaB-
JieHa Ha oOcnenoBaHue. [To pesyabraTaM 3XOKapauo-
rpaduu — TMKIT 2,9 cm, 13C 1,4 cM, dpakuust BbI-
opoca JIXK 71%, makcumainbHblii rpagueHt B BT JIK —
10 mm pt.cT. [Tpu CM DOKIT BbIsIBAEHEI 2 3niu300a HXKT
n3 9 n 12 xomrutekcoB QRS ¢ yacroroii 150 ya./mMuH.
ITokazarenu DC cooTBETCTBOBaJIM BBICOKOMY PUCKY
HeOnaronpusaTHOTo ucxona (pucyHoxk 1). ITo HCM
Risk-SCD puck pacueHuBajcs KaK MPOMEXYTOYHbBIN
(4,77%). Ot umrutantauuu MK GonbHast oTKazanach,
B CBSI3M C YE€M Hayaro JieueHue amuomapoHom. I[lpu
koHTposibHbIX CM OKI uyepes 2 u 4 Hen. HXKT He 3a-
peructpupoBaHa. OT MOCAEAYIONIETO AUCTIAHCEPHOTO
HaOJI0NeHUS TTallMeHTKa OTKa3ajlach, CAMOCTOSITEIbHO
OTMEHWJIa aMUOapOH. YMepJia BHE3almHO yepe3 2 ro-
Jla OT MOMEHTA BKJIIOYEHUS B UccliefoBaHue. B naHHOM
cllyyae HaOJ0AaeM OJHOHAIpPaBJIeHHbIE U3MEHEHUS
no mkaiaM HCM Risk-SCD (rmpoMexXyTOUHBII pUCK)
u DC (BbicOKMIii pUCK) y MAalLlMEHTKU, YMepIleil BHe-
3aITHO.

O06cyxaeHue

B pamMkax HacToslilero uccieqoBaHUs BIEPBbIE
ObLTa MPENNPUHSTA MOIMbITKA U3YYUTh OCOOEHHOCTHU
noka3areneit DC u AC y 6oabHbix ¢ TKMII. Heob6xo-
IUMO OTMETUTb, YTO CPEAU MAIMEHTOB He ObLIO JIUIIL,
MMEBIINX B aHAMHE3€ YCTOMUYUBYIO XKETYIOYKOBYIO Ta-
XUKapAWIO WIN MEePeHEeCIInX OCTaHOBKY KPOBOOOpa-
meHus. Takum oOpa3oM, peub IUIa O MOMbITKE MPU-
MEHEHUs] METONUKU i olleHKU pucka BCC nmeHHO
B paMKax MepBUYHON MPODUIAKTUKU. XOTS MALIUEHThI
¢ 'KMII umenu 6osnee Huskue 3HaueHuss DC u 6onee
BbicoKHMe nokazaTean AC 1o cpaBHEHUIO ¢ KOHTPOJIb-
HOI TPyINMoii, YTO CBUAETEIbCTBYET O MOBBILIEHUU
CUMITATUYECKOTO BJIUSHUS U CHUXEHUM “Tmapacumiia-
TUYECKOM 3alIUThI”, COOTBETCTBUS CTENIEHU PUCKA IO
kputepusim DC u kanbkynstopy HCM Risk-SCD He
BbIsIBJIeHO. JlanpHeilee HabMoAeHe 3a NauueHTaMu
B T€UEHUE 5 JIET, Ha MEePBbIA B3I, TaAKXKE HE Mpoje-
MOHCTPUPOBAJIO KAKUX-JTUOO MPEUMYIIECTB UCIOJIb-
3oBaHusg DC B crpatudukanuu nMmeHHo BCC npu
I'KMIT: aumb B onHoM U3 nByx ciydyaeB BCC DC cBu-
JIETEeIbCTBOBAJIO O BBICOKOM pUCKe (DaTaibHOTO UCXO-
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na. B ctpatudukannm creneHn prcka MCIOIb30BAIN
rpanaiuio, pa3padboTaHHYIO /IS TALIMEHTOB, MepeHec-
mmx UM [12], onHako He UCKIIIOYEHO, YTO IJIs Malu-
eHToB ¢ 'KMII no/KHBI TPUMEHSITHCS UHBIE KPUTE-
puu. HeBbicokast yacToTa JieTaJlbHbIX UCXOAOB U Orpa-
HUYEHHOCTh BBIOOPKM B HACTOSIIIEM HCCIEIOBAHUU
HeE T03BOJISIIOT OTBETUTh Ha 3TOT Bompoc. Comnocras-
JIeHUE ABYX IIKaJ pUCKa — MOMbITKA JIUIIb KOCBEHHO
OLIEHUTh BO3MOXHOCTh nmpuMeHeHus DC u AC mpu
T'KMII ¢ uensto crpatudukannu prcka BCC.
Heobxonumo OTMETUTH, UYTO (haKTOPhl pUCKaA
W MEXaHU3MBbI, BeIylllMe K Pa3BUTUIO XETYIOYKOBBIX
taxuaputMuit 1 BCC, npu 'KMIT u UbC wnu nuns-
TallMOHHON KapAXMOMUOIMATUU MPUHIUIUATIBHO Pa3JIn-
yaoTcs. 1715 60JbIIMHCTBA CTPYKTYPHBIX 3a00JI€BaHU N
cepliia OCHOBHOE 3HAYeHNe UMEET 3HAYUTEIbHOE CHU-
XeHue cucronndyeckoit pyHkuuu u nosienenne XCH,
YTO HAIIUIO OTpak€HUWEe B COBPEMEHHBIX PEKOMEHIa-
usx o npodunaktuke BCC y Takux nanueHToB [16].
OnHako Ha HACTOSIIMI MOMEHT HE BBISIBIEHO HU O[l-
HOTO TMPEeAuKTOpa, creludurudecku MpeacKas3blBarolle-
ro umeHnHo BCC. PemonenupoBanue JIZK, cHuXeHue
KOHTPaKTUJbHBIX CBOMCTB MMOKapAa YBEIUYUBAIOT
PUCK HE TOJbKO (haTaJbHBIX TAXUAPUTMUIA, HO U CMEP-
™ oT nporpeccupoBanusi XCH. B uemnom, nis XCH
JII0OOI 3TUOJIOTUM XapaKTepHO CHUXEHUE MapacuM-
MaTUYECKOTO BJIUSIHUS W TOBBIIEHUE CUMITATUYECKOMN
aKTMBHOCTU BEreTaTMBHOI HepBHOU cuctemsl [17, 18].
Buaumo mosTomMy B 1LIEJIOM psifie MCCIenOoBaHUIT Map-
Kepbl BEreTaTUBHOIO nucOagaHca MPOAEeMOHCTPUPO-
BaJiu CBOIO 3G (HEKTUBHOCTh B MPOTHO3UPOBAHUU (ha-
TAJIbHBIX WCXOMOB Yy MAllMEHTOB C MOCTUH(APKTHHIM
Kapauockiiepo3oM. B kinaccuueckoit pabore Bauer A,
et al. (2006) [11], BkirrouaBmieit 2711 GOJBHBIX, TIepe-
Hecux UM, DC <2,5 Mc gBuiach NpeaukTopoM Jie-
TaJIbHOTO UCXOJa B TeUeHUe 2 JieT. ABTOPBI OTMEYaIoT,
YTO MPU MPUMEHEHUU TPENJTIOXEHHBIX UMU KPUTEPUEB
W IIJIS1 OLIEHKU PUCKA CMEPTU OT CEPAEUYHO-COCYAUCTHIX
MPUYUH TOJTY4YeHbl aHAJOTUYHBIE pe3yabTaThl. B yka-
3aHHOI BbIlIe padoTte puck BCC He usyyaics, ogHa-
KO B CJIENyIOIIEM KPYMHOM UCCJIENOBAaHUU TEX XK€ aB-
TopoB [13], Tak Ha3bIBaemas “TsKeaass aBTOHOMHas
IUCYHKIIMSA”, KOTOpasl BKJ4Yajda HapylleHue Typ-
OyJIeHTHOCTU puTMa cepaua u cHukeHne DC <45 mc
(T.e. OBLTM OOBENMHEHBI KPUTEPUN CPEITHETO M BHICO-
KOTO pUCKa), SIBUJIACh MPEIUKTOPOM HE TOJBKO OOIIei
U cepaedyHo-cocynuctoi cmeptu, Ho 1 BCC. Hamu pa-
Hee TOJYyYEeHbI CXOIHBIE PE3YJIbTaThl: Y OOJIbHBIX, Mepe-
Hecux UM, cHuxenue DC yBenuunBaao He TOJIBKO
pucK cepredyHo-cocyauctoir cmeptu, Ho U BCC nipu
dpakuu BeioGpoca JIXK >40% [12]. Bmecte ¢ TeM, mpo-
THOCTUYEecKasi 3HauMMocTh cHukeHust DC st ctpatu-
(ukanuu pucka umenno BCC npu UBC nonteepxne-
Ha He BO Bcex uccnenoBanusx [19]. Ilpu 'KMII, B oT-
Juyne ot nauueHTtoB ¢ MBbC, Ha HaCTOSIIUIA MOMEHT
HU OlHA U3 3JeKTpoKapauorpaguuyeckux MeTOAuK,
OLICHUBAIOIINUX BereTaTuBHBIN nucbananc — TPC, Ba-
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puabenbHoCTh putMa cepaua (BPC), He mokasana cBo-
el 3HaUMMOCTU B MpOrHo3upoBaHuu pasputusi BCC
[20-22]. TTo naunbiM El-Menyar A, et al. (2008), TPC
TECHO CBsI3aHa C BiusiHUeM Oapopediekca [23], a o
naHHbIM Katarzynska-Szymanska A, et al. (2013), 6apo-
peuentopHas 4yBcTBUTEIbHOCTh Mpu ' KMIT He oTin-
YaeTcs OT TAaKOBOW y 3M0pOBBIX Jull [24]. 3MeHeHue
BPC, no MHeHUIO MHOTMX aBTOPOB, OOJIbIIE CBSI3aHO
¢ Tskectbio XCH, uem ¢ vacroroit BCC [25, 26]. Ilo
HamuM JaHHbIM [27], y 6oabHbix TKMII nocroBepHo
yaiie BbIsBIsAIOTCS HapylieHus TPC mo cpaBHeHUIO
C 3I0pPOBBIMU JIULIaMU, a OobHbIe cTpanatoiure XCH,
umerot 6osiee HU3Kyl0 BPC. B aToM KoHTekcTe Mojy-
YyeHHbIe JaHHble T0 DC BBIMISAAAT JOCTATOYHO JIOTUY-
HbeiMU: UMeHHO XCH sBuiach He3aBUCUMbBIM MpPEIUK-
topoM cHuxeHusi DC. OgHako, Kak (akTop pucka
xu3Heyrpoxawouumx aputmuii npu 'KMII, XCH He
MMEET TAaKOTO 3HAYEeHUS, KaK MPU MHOTUX IPYTUX 3a-
OoJsieBaHUsIX, a CMEPTHOCTh MauueHToB ¢ KMII ot
nporpeccupoBanus XCH u HeoOXomuMoOCTh TpaHC-
IUTAaHTAllMM CepAlla MPU COBPEMEHHBIX METOMIaxX Jieue-
Hust HeBbIcOKM — 0,9 1 1,6%, COOTBETCTBEHHO, IpU
cpoke HaboneHus 6,6+5,3 et [4].

ITepBUYHBIM apUTMOTEHHBIM CyOCTpaToOM IpU
I'KMII gBnsercs nme3opraHu3alus KJIETOK TUIEpP-
TpODUPOBAHHON CEPAEYHON MBILILBI U 3aMelleHUe
MUOKapaa COECAWHUTENbHON TKaHblo. B Hacrosiem
KUCCIENOBAHUN MBI HE BBISIBWJIM HEMOCPEACTBEHHOM
3apucuMoctu BeqnuuHbl DC ot crenenu [JI2K. Xotsa
CYIIIECTBYIOIIIME cefiuac MOAXoabl K cTpaTUdUKaUU
pucka BCC npu I'KMII dakTuuecku ocHOBaHbI Ha
PETPOCTIEKTUBHOM CTaTUCTUYECKOM aHalu3€, a HEe Ha
BBISIBJIEHUM apUTMOT€HHOTO CyOCTpaTa y KOHKPETHOTO
6ousibHOTO, cTeneHb [JIXK siBisieTcst BecbMa CylIeCTBEH-
HbIM (akTopom, BausiiomuM Ha puck BCC. Bmecte
¢ TeM, oOlIast TeHACHLIMS 3aKII0YaeTcs B Mepexone oT
ydeTa OTIENbHBIX (haKTOPOB PUCKA K KOMIUIEKCHOMY
aHaJIU3Y LIeJIOT0 psia KIMHUYECKUX TaHHBIX, YTO U Ha-
o BoruiomeHue B KalbKyasaTope HCM Risk-SCD.

Ha Ham B3misia, BOpoc 0 BO3MOXHOCTSIX HEMH-
Ba3UBHBIX 2JEKTPO(PU3UOIOTMUECKUX METOAUK MPU
I'KMII Henb3s cuutaTh pelieHHbIM. HayuHbIX HcC-
CJIeIOBAaHUI O 3TOW TeMe HEMHOro U MPOBOAMUIIKCH
OHM Ha HEOOJIBIIIMX KOTOpTax MaiueHToB. B psne pa-
0OOT BBIBOIBI CHAETaHbI HA OCHOBAHUU BBISIBJICHUS CBSI-
31 JaHHbIX Tokaszateneit ¢ HXKT [28], yTo, o HaleMy
MHEHMUIO, He coBceM NnpaBuiibHO; HXKT sgBisieTcs Iuiib
onHuM u3 (akropoB pucka BCC, n He ToxaecTBeHHa
YCTOMUYMBBIM XKETYITOYKOBBIM TaXMapPUTMUSIM, TIPUBO-
JSIIMM K JIETAJIbHOMY UCXO[y, XOTSI M B HAllleM UCCie-
JloBaHUU OoJsiee MOJ0BUHBI ManueHToB ¢ HXKT uMenu
“natonornueckue” 3HayeHuss DC. UYto kacaercd na-
pokcusManbHoit popmbl PII, To Oonee HU3KME 3HA-
yeHuss DC y naHHO# rpynibl MalMeHTOB MOXHO 00b-
SICHUTh KaK MCXOJHBIMU HApYIICHUSIMU BETeTaTUBHOTO
OanaHca, CHOCOOCTBYIOIIMMU PA3BUTUIO STON apUTMUU
Hapsily ¢ OpraHUYeCKUMM U3MEHEHUSIMU Cepllia, Tak
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U TSXKECThIO OCHOBHOTO 3a00JieBaHUS U, KaK CJel-
ctBue, osiBieHunto OIT.

Takum ob6pazoM, Hu3kue 3HayeHus1 DC y 60Jib-
Hbeix 'KMII MoryTt oTpaxath 6ojee TsSKelnoe TeueHue
3abosieBaHuUs, XapakTepusyouieecs HaiuuneM XCH,
napokcuzmoB ®OI1, H2XKT. MecTo METOINKM B CTpaTH-
(ukanmu pucka BCC Hyxxnaercs B JajbHEIIEM YTOU-
HEHUU.

K orpaHuyeHusiM Halllero McciefoBaHUs, MOMU-
MO YKa3aHHOTO HeOOJIbIIOro 00beMa BbIOOPKHU, MOXK-
HO OTHECTU TOT (DaKT, YTO UCCIEAOBAHUE TTPOBOAUIOCH
Ha (oHEe JIEeKapCTBEHHOI Teparuu, YTO MOIJIO MOBJIU-
SITh Ha TMOJy4YeHHbIe pe3yabraThl. Kpome Toro, rpymmna
6osbHBIX [ KMII 6bl1a 1OCTATOYHO Pa3HOPOTHOU Kak
1o aeMorpacduvecKuM MokKa3areasiM — OTMETUM BIIUSI-
Hue Bo3pacta Ha BenmuuHy DC [29, 30], Tak u rio psay
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