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dubpunnauusa npeacepanii y nauMeHToB ¢ AUNaTaLMOHHONM KapauoMmonaTueid: pacnpoCcTPaHEeHHOCTb,

¢dakTopbl p1cka 1 NPOrHoCTUYEeCcKas 3HaYUMOCTb

Baiixanckas T.T.", ly6osuk T.A.", NlespaHckwii O. [0.2, Kypywko T.B.", Janunenko H.T.2

Uenb. V3yyenne anuaemmnonornyeckoro npoduns ebubpunnsumy npencepamii
(PM) ¢ KONrOCPOYHOI OLLEHKOM MPOrHOCTMYECKO 3HaunmocTn P kak dakTopa
pricka HeBGNAronpUATHLIX KIMHUYECKMX MCXOLOB Y NAaLUMEHTOB C AUNATALMOHHON
Kapavomuonatuen (AKMM).

Marepuan u metoabl. B uccnenosanue skmiounnu 270 nauuentos ¢ AKMIM
(206/76,3% myxuuH, Bo3pacT 47 [37; 56] net, dpakumsa Bbibpoca NEBOro xe-
nypoudka (JK) 29 [21; 35]%). Mepwop HabnioaeHus coctaBun 6 net (Me 76 [57;
119] mec.). Ansa oueHku BansHus ®M Ha nporto3d AKMI npoBeseHbl npouenypb!
KannaH-Meiiepa n Kokc-perpecCuoHHbIN aHann3 KIMHUYECKNX NCXOA0B, BKO-
YaloLLMX CEPAEYHO-COCYANCTYIO CMEPTb, TPAHCMIaHTaLMio Cepaua, MmnnaHTa-
LMo BCIOMOraTesnbHOro Xeya04KoBOro YCTPOCTBa.

Pe3ynbratbl. 113 270 nauventos ¢ AKMIM y 10 (3,7%) nuu, BbisBNeHa napo-
kcusmanbHas @I (ncxopHo 5/1,85% v B TeueHne nNepBoro roga HabnoaeHus
5/1,85%), yepe3 5 net eweé y 65 (24,1%) nuy Habnwoganace PN (napokcus-
ManbHasi, NepcucTupylowas M nepmaHeHTHas). Xenyao4ykoBble TaxmapuT-
Mumn 3apernctpupoBaHsl y 163 (60,4%). Mo cpaBHeHWIO C nauneHTamu, co-
XPaHUBLUMMU CUHYCOBbLIA pUTM, nauneHTsl ¢ O 6bin ctapwe (51,4£10 vs
43,6+13 nert, p=0,001), nmenn 6onee HU3KYIO TONEPAHTHOCTb K Harpyske (Tect
6-MUHYTHOI X0AbObI: 37945 vs 44543 m; p=0,0002) 1 6onee BbICOKMIA DYHK-
LMOHAbHbIV KNAcC CepAeqHONn Hef0CTaTOYHOCTM (PyHKLMOHaNbHLIN knacc Ill-
IV no NYHA: 38/50,7% vs 52/26,7%; ¥?=13,6; p=0,0003); y nauneHTos ¢ ®I
Habnoganucb MCXoAHO 6onee BbipaXeHHbIe NPOSIBNEHUS COKPATUTENbHON AnC-
dyHKkumn npasoro xenypoyka (TAPSE: 13,1£3,4 vs 15,5+4,6 mm; p=0,0001)
n amactonuyeckoin aucoyHkumm JK (E/A: 2,9+1,5 vs 2,1+1,3; p=0,006; E/e’
15,6+6,9 vs 11,8+7,2; p=0,019), 6onee pacwupeHHOe neBoe npeacepane
(MHEEeKCUpoBaHHEI 06bem nesoro npeacepavs: 63,3+19 vs 50+18,7 mn/ m2;
p=0,006). B nepvop 6-netHein MmeaunaHbl HabnogeHus P Habnioganacs
y 75 naumenToB (0,46 HoBbix cny4aes/100 nauueHToB/ron). B pesynbrate
Kokc-perpeccroHHoro aHanuaa, ®I kak ¢akTop, 3aBUCALLNIA OT BPEMeHHU,
onpefieneH B ka4eCTBE HE3ABNCMMOrO NPeAMKTOpa NeTanbHOro MCXoaa OT BCEX
CepLeyHO-COCYANCTLIX MPUYMH (OTHOLEHUe puckoB 3,99; 95% noBepUTENbHbI
uHTepsan: 1,67-8,59; p=0,0001).

Bakniouenne. Takum obpasom, DI kak ofHa 13 HaMboNee YacTbIX YCTONYMBLIX
npencepAHbIX TaxMapuTMuid B MONyAsLMy NPOAEMOHCTPHpoBana 6onee HU3Kkyo
pacnpocTpaHeHHOCTb (27,8%) B koropte AKMI no cpaBHEHMIO C XeNya04KOBbI-
MU TaxuaputMusamm (60,4%), 0gHAKO BbICOKYIO MPOrHOCTUYECKYIO 3HAYMMOCTb
HeraTvBHOrO BANSHWS HA PUCK NeTasbHbIX NCXonoB. Pa3suTtue PI y nauneH-
ToB ¢ AKMI accoummnpoBaHo ¢ 4-kpaTHbIM MOBLILIEHNEM PUCKA CEPAEYHO-
COCYAMCTON CMEPTU B B-NeTHeM Nepuoae.

KnioueBble cnosa: Gpunbpunnaumns Nnpeacepamii, AunaTaumoHHas kapavomuona-
TV, NPOTHO3, OTHOLLIEHVE PUCKOB, CEPAEYHO-COCYANCTas CMEPTHOCTb.
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Atrial fibrillation in patients with dilated cardiomyopathy: prevalence, risk factors and prognostic

significance

Vaikhanskaya T.G.!, Dubovik T.A.", Levdansky O.D.2, Kurushko T.V.", Danilenko N.G.2.

Aim. To study the epidemiological profile and long-term prognostic significance of
atrial fibrillation (AF) as a risk factor for adverse clinical outcomes in patients with
dilated cardiomyopathy (DCM).

Material and methods. The study included 270 patients with DCM (206,/76,3%
men, age 47 [37; 56] years, left ventricular (LV) ejection fraction 29 [21; 35]%).
The observation period was 6 years (Me 76 [57; 119] months). To assess the
effect of AF on DCM prognosis, Kaplan-Meier curves and Cox regression of clinical

outcomes, including cardiovascular death, heart transplantation, and ventricular
assist device implantation, were analyzed.

Results. Of 270 patients with DCM, paroxysmal AF was detected in 10 (3,7%)
patients (initial, 5/1,85%; during the first follow-up year, 5/1,85%). After 5 years,
another 65 (24,1%) individuals had AF (paroxysmal, persistent or permanent).
Ventricular tachyarrhythmias were registered in 163 (60,4%) patients. Compared
with patients maintaining sinus rhythm, patients with AF were older (51,4+10 vs
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43,6+13 years, p=0,001) and had lower exercise tolerance (6-minute walk test:
379+45 vs 445+43 meters; p=0,0002) and a higher heart failure functional class
(NYHA class IlI-IV: 38/50,7% vs 52/26,7%; ¥?=13,6; p=0 ,0003). In patients with AF,
initially more pronounced manifestations of right ventricular contractile dysfunction
(TAPSE: 13,1£3,4 vs 15,5+4,6 mm; p=0,0001) and LV diastolic dysfunction (E/A:
2,9%1,5 vs 2,1+1,3; p=0,006; E/e' 15,6+6,9 vs 11,8+7,2; p=0,019), more dilated
left atrium (left atrial volume index: 63,3+19 vs 50+18,7 ml/m2; p=0,006). During
the 6-year median follow-up, AF was observed in 75 patients (0,46 new cases/100
patients/year). As a result of Cox regression analysis, AF as a time-dependent
factor was identified as an independent predictor of cardiovascular death (hazard
ratio 3,99; 95% confidence interval, 1,67-8,59; p=0,0001).

Conclusion. AF, as one of the most common sustained atrial tachyarrhythmias in the
population, demonstrated a lower prevalence (27,8%) in the DCM cohort compared to
ventricular tachyarrhythmias (60,4%), but a high prognostic significance of the nega-
tive impact on the risk of fatal outcomes. The development of AF in patients with DCM
is associated with a 4-fold increase in cardiovascular death risk over a 6-year period.

Keywords: atrial fibrillation, dilated cardiomyopathy, prognosis, risk ratio,
cardiovascular mortality.
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KnioueBble MOMEHTBI Key messages

* @Ouopwursums npeacepauit (PI1) kak ongHa U3
HauboJiee YaCThIX YCTOMYMBBIX MPEACEPIHBIX Ta-
XUApUTMUN B MOMYJASUMUU MPOAEMOHCTPUPOBA-
Jla OTHOCUTEJIbHO HM3KYIO PaclpOCTPaHEHHOCTh
y MalMEHTOB C AUIATAllMOHHOW KapAuOMUONaTH -
et (JIKMII) B goiarocpoyHoM mnepuojae HabJo-
JIEHUs 10 CPABHEHUIO C YACTOTOM KeJTyTOUYKOBBIX
taxuaputmuii (27,8% vs 60,4%; p=0,0001).

Cpenu (GakTopoB puUcKa B CTPYKType HEraTHB-
HOTO PEMOAEIMPOBAHUS cepilla y MalMeHTOB
¢ IKMII omnpeneneHbl HE3aBUCUMBIE MTPEAUKTO-
pbl @II: aTpuanbHass TPOMOTPOITHAS TUCHYHK-
s (MeXmpencepaHas 0J0Kana), COKPATUTEIb-
Hast TUC(YHKIIMS TTPABOTO Keya0YKa (CHYDKEHME
TAPSE) u moBbIIIeHHAsT 4acTOTa CEPIEYHBIX CO-
KpanieHuii Ha (poHe Teparnuu.

PasButue ycroituusbix popm PII y manueHTOB
¢ JKMII acconnupoBaHo ¢ 4-KpaTHBIM IOBBI-
IIeHUEM PHUCKA CEPHeIHO-COCYIUCTOM CMEpPTH,
BEPOSITHOCTD JIETAJIbHOTO MCXOIa B 6-JIETHEM Iie-
puozne cocrasisgeT 80%.

Ouopmmsaims npencepnuit (PI1) sBasgeTcs omHOM U3
HanboJjiee pacIpoOCTpaHEHHBIX YCTOMUMBEBIX IIPEICeP-
HBIX TaXMapUTMHI B OOIIEi MOIyJSIUK (BCTpedYaeTcs
y 1-4% nuu). 3a mociaeqHue MoJBeKa 3a00JIeBaeMOCTh
®IT yBenmumiach mouTu MATUKpaTHO [1, 2], oTMedaeT-
¢S BKCIOHEHIIMANIBHBIN pocT pacrpocTpaneHHoCcT PIT
€ BO3pacToM; y JIuil ctapiie 65 jer yacrora PI1 gocTura-
eT 6%, a ¢ y4eTOM IOJIMTEHHbBIX Y KIMHUYECKUX (paKTO-
pOB pacueTHBII BeposaTHBIN puck PII cpenn mammeHTOB
crapure 55 net cocraBiseT 37% [3]. ®@II accouuunpy-
eTcsl ¢ HamboJiee pacIpOCTpaHeHHBIMHU 3a00JIeBaHMS -
MU — UIIeMUYECKOM O0JIe3HBIO cepalla, apTeprUaJbHOM

* Atrial fibrillation (AF), as one of the most common
sustained atrial tachyarrhythmias in the population,
has demonstrated a relatively low prevalence in
patients with dilated cardiomyopathy (DCM) at
long-term follow-up compared with the incidence
of ventricular tachyarrhythmias (27,8% vs 60,4%;
p=0,0001).

+ Among the risk factors of unfavorable cardiac
remodeling in patients with DCM, independent
predictors of AF have been identified: atrial
dromotropic dysfunction (interatrial block), right
ventricular contractile dysfunction (decreased
TAPSE) and increased heart rate during therapy.

The development of persistent AF in patients with
DCM is associated with a 4-fold increase in the
risk of cardiovascular death; the 6-year probability
of death is 80%.

TUTICPTeH3UEH, SHIOKPUHOJIOTUICCKUMU 3a00JIeBaHUS -
MU, KJIaIlaHHBIMHU ITOPOKAMU W CepACUYHOI HemOCTaTOU-
HocThio (CH) [1-3]. ITo ommeHKaM 3KCIepTOB, y MMallM-
C€HTOB ¢ KOPOHAPHOIT TTaTOJIOTUEH PaCIIpPOCTPaHEHHOCTD
®DII cocrasnsier ot 4% o 58%, npumepHo y 33-40% na-
muenToB ¢ CH 3aboneBanue ocnoxuserca PII, a y ma-
muenToB ¢ DIT puck passutust CH Bo3pacTaer B 5 pa3
[2]. KpoMme Toro, pasButue MIT oboCTpsieT CUMIITOMBI
CH, yxyamraet KIMHIYEeCKOEe TCUCHNE W TTOBHIIIACT PUCK
CePBbE3HBIX OCIIOKHEHU — TPOMOOSMOOIIIA, MHCYTBTOB
¥ KOTHUTHBHBIX HapymieHuii. Tak, comracHO oTdyeTaM
RE-LY nccinenoBanus, nporpeccupyitomas CH 1 BHe-
3amHas cepaeyHast cMepTh (BCC) aBistioTess IpUIMHOM
15% u 22% cmepteii y naureHToB ¢ @I1 (cooTBETCTBEH-
HO), B TO BpeMsI KaK Ha JIOJII0 WHCYJIBTA IIPUXOTUTCS
7% |4, 5]. ®I1 HepeaKO OCIOXHSIET TeUeHUE HAaCJemd-
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Bospact
MaHudecramuu OI1

MuokapnuanbHas
TUCHYHKIMS

DNeKTpu-
yeckast
HecTabuIb-
HOCTb
Mpeacepaui,
OJIoKaga

baxmana
YBenuueHue

K0 ITXK;
bubpo3s

MPT dakTops
pucka

[eHeTHuecKMit
pUCK

HesaBucumsie mpeaukTopsr OI1:
- tycc

+ | TAPSE

» MexmpezacepaHasi 6J0Kaza,

AHaMmHe3
panHeit OII,
CUHKOIIE,
BCC

» Pacmupenue QRS >110 mc
» CHuxeHue TojepaHTHOCTH K DH

LieHTpanbHasg unntoctpaums. daktopbl pucka @My naumentos ¢ LKMM 1 He3aBUCUMbIe NPEAVKTOPbI NeTaNbHOCTU.
CokpaweHus: AB — atproBeHTpukynsipHas, BCC — BHe3anHas cepaedHas cmepTs, KOO — koHeuHo-auacTonuyeckuini o6bem, MPT — MarHWTHO-pe30HaHCHast TOMO-
rpadus, MK — npasblii xenypouek, TN — TpeneTanne npeacepamit, ®H — dusnyeckas Harpyska, P — dpubpunnsuus npeacepanii, HCC — yactoTa cepAeyHbIX CoKpa-

weHwuin, TAPSE — cuctonnyeckas aKCKypcus KosbLa TPUKYCNAANbHOro KnanaHa.

cTBeHHBIX Kapauomuormatuii (KMII), a B HEKOTOPHIX
CJIydasiX MOXeT ObITh OCHOBHBIM U TIEPBBIM MPU3HAKOM
3abosieBaHus. [eHeTnuecku nerepmuHrpoBaHHbie KMII
BCJICACTBUE MYTallMii B TeHAaX, KOAUPYIOLINX Crierudu-
YECKUE CTPYKTYPHBIE OETKM, XapaKTepU3yIOTCsl HE TOJIb-
KO HETaTUBHBIM PEeMOIEIMPOBAHUEM U IUChYHKIMEH
JKETYIOYKOB, HO U MOP(OCTPYKTYPHBIMU, DJIEKTPUIEC-
CKMMU M3MEHEHUSIMU B TIPEICEPAUNSIX — aHOMAaJbHBIMU
XapaKTepUCTUKAMM aTPUAIIBHOTO TTOTeHIIAaNa AeCTBUS,
cokpaieHrueM pedpakTepHOCTU TIPENCepAnii, YBeIu-
YeHWEeM NIUCIIEPCUU PEMoISIpU3alNy U 3aMelJIeHueM
MEXIIPEACEPIHON TPOBOANMOCTHU, YTO TIOBBINIACT ysI3-
BuMocTbh nipeacepnuii kK @I1 [6, 7]. CornacHo TaHHBIM
caMoro OOJBIIOTO €BPOMEMCKOTO MHOTOIEHTPOBOTO
peructpa EORP, naubonee yacro @I perucrpupyer-
cs y mauueHToB ¢ pecrpuktuBHoit KMII (48,5%), pe-
XK€ — Y JIUI] C ApUTMOTEHHOU mpaBoxenynoukoBoit KMIT
(14,0%), pacnpoctpanenHocts ®PI1 ipu Tuneprpodu-
yeckoit KMII cocrasnsier 26,6%, npu AnIaTalliOHHON
KMIT (IKMIT) — 28,3% [8]. OnHako 3nuaeMHUoIorude-
ckas ouenka OIT mpu JIKMII 3HauntensHO BapbupyeT
B ucciienoBaHusix — ot 3% no 44% [3-8], u mporHocTy-
YECKOE BIUSHUE psifa KIMHUIECKUX (haKTOPOB OCTAeTCs
BCE €Ile HEAOCTATOYHO M3YYEHHBIM, XOTS YK€ M3BECT-
HO, 4TO 1 BrepBble Bo3HUKIIass PI1, u nmepmaHeHTHas
ODI1 oka3bpIBalOT HETATUBHOE BIWSHUE HA MPOTHO3 Ta-
nueHToB ¢ KMII. B pesynsrate peTpoCneKTUBHOTO UC-
ciienoBanusl KpynHoit koroptel KMII, Bkitouaromei

634,9 Teic. ManimeHTOB (TIpeumymiecTBeHHO n3 CILIA),
aBropsl Buckley BJR, et al. (2021) ycranoBunu pacmpo-
crpaneHHocts PI1 y nur ¢ runieprpodudeckum heHo-
turiom KMIT (23,6%), wactoty passutust @I1 y manyeH-
TOB ¢ pectpukTuBHO KMIT (42,5%) v y i ¢ AKMIT
(44,4%); conyrctBytoriass MI1 Gbuta cBsi3aHa C TTOBBI-
IIEHHBIM PUCKOM CMEPTHOCTH Yy JIUII C TUTepTpodudec-
kot KMII u JKMII, 3a uckitoueHueM pecTpUKTUBHOMN
KMII, B TO Bpemsl Kak 4acTOTa TOCOUTAIU3ALUA U3-32
nporpeccupoBanust CH unm wHCynnbTa ObUTa 3HAYNUTENb-
Ho BoIe pu Bcex KMIT ¢ comyrerByromeit I [9].

B pazButuu ®I1 BaxkHy10 pOJIb UTPAIOT HACIIENCTBEH-
HbIe (haKTOPBI, CYIIECTBYET 3HAUUTEIHHOE COBITaJEHUE
reHetTnaeckux npuanH KMII n @I, HeKoTOpEIe Bapu-
aHTBI MOTYT TIPENCTaBIATh reHeTndeckuii moaTumn OI1,
XapaKTepU3YIOUINIICS paHHUM Pa3BUTHEM TIPENCEePAHOI
MuonaTuu u aputmuu [6, 7, 10]. M3BecTHBI MyTamuu
B OTIPE/IEJICHHBIX TeHAX, CBSI3aHHbIE KaK C HACJIECTBEH-
Hoit IKMII, tak u ¢ ®II. Hamboee n3yueHBI TeHETH -
yeckue ipnannbl OI1, 00ycnoBneHHbIe 1eeKTOM TeHa,
cBs13aHHOTO Kak ¢ JIKMII, tak u ¢ ®I1, — Hampumep,
BapuaHThI B reHe JamuHa A/C (LMNA), netepMuHuUpy-
fomne pazsutue JKMII ¢ OI1 u HapymeHusiMu mpo-
BOJISIIIICH CUCTeMBbI, BAapuaHThl B TeHe TuTuHa (TTNtv)
¢ paHHeit, B Bo3pacte no 60 mer, @I u pasBuTUeM
AKMIT y 33% wHocureneii [10]. MeHee u3ydeHbl He3a-
BUCHMBIE TeHeTnueckue mpuanHsl PI1, He oTHOCSIN-
ecs K 19 xay3anbHBIM TeHaM BBICOKOW MOKa3aTeTbHOMN
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Tabnuua 1

KnuHuuyeckas xapakrtepuctuka 270 naumeHTOB, BKJIIOYEHHbIX B UCCNeA0BaHUe

Mon (myxckon), n (%)

InutensHoctb QRS komnnekca, Mc

MakcvmanbHas gnmtensHoCTb HTepBana PR, Mc
MpocTpaHCcTBEHHbIN yron QRS-T, rpagychl

MwukpoBonbTHas ansTepHaums T BOHbI (CpeaHss), MkB
MpoponbHas nedpopmaums JK, %

Ddpakuys Beibpoca JIX B B-pexume, %

KoHeuHo-anacTonmyeckuii 06bem JK, mn

VIHAEKCMPOBaHHBIN KOHEYHO-AnacTonnyeckuii 06bem JIXK, mn/m2
KoHeuHo-cucTonuyeckuii 06bem JIK, Mn
KoHeuHo-anactonuyeckuin gpameTp JOK, Mm

VIHAEKCUPOBaHHBI KOHEYHO-AnacTonnyeckuii auametp JK, Mm/m?
O6bem NeBoro NpeAcepaus, Mi

MHpekcupoBaHHbIin 06bEM NEBOr0 NPEACepaus, Mn/M2
TpaHcMUTPanbHbIA KPOBOTOK, COOTHOWeEHMe E/A
TpaHCcMUTPabHbI KPOBOTOK, COOTHOLWEHNE E/€'

®pakums Buibpoca MX, %

dpakuma nameHenmsa nnoaan MX, %

KoHeuHo-auacTonuyeckuii 06bem MXK, mn

JlaBneHve B NIeroyHO apTepumn CpeaHee, MM pT.CT.

CwucTonunyeckast aKCKypcus KonbLia TPYKYCNAANLHOIO KanaHa, MM
CewmeitHas popma JKMI, BodpacT maHudectaumm, net

Bo3pacT nauneHTa Ha MOMEHT reHeTUYECKOr0 CKPUHUHTA, NEeT
Bospact manndectaumn peHotna cnopaguyeckon AKMI, net
BospacT nebioTa aTproBEHTPUKYNSPHO Gnokaabl 2-3 cTeneHu, net

BospacT gebioTa dpubpunnsumm npeacepann, net

= 206 (76,3)
120 [105; 160] 270 (100)
186 [145; 210] 195 (72,2)
126 [96; 147] 270 (100)
47 [25; 93] 195 (72,2)
-8,8[-57: -13] 256 (94,8)
29 [21; 35] 270 (100)
234 [188; 286] 270 (100)
128 [100; 161] 270 (100)
173 [110; 219] 270 (100)
71 [64; 79] 270 (100)
36 [31; 42] 270 (100)
87 [60; 117] 250 (92,6)
53 [38; 69] 250 (92,6)
21 [1,2; 2,95] 195 (72,2)
10,5 [77: 18] 195 (72,2)
44 [36; 53] 226 (837)
34 [28; 42] 270 (100)
80 [54; 108] 270 (100)
34 [29; 50] 270 (100)
16 [11; 19] 259 (95,9)
34 [25; 43] 86 (319)

42 [34; 53] 176 (65,2)
47 [34; 60] 184 (68,1)
33 [23; 4] 28 (179)

45 [35; 51] 75 (278)

Cokpawenus: JKMIN — aunataumonHas kapanomuonatus, JDK — nesbii xenynouek, MK — npasblil xenynoyek.

cea3u ¢ AKMII, vHo ¢ penorunom tunmuHoit JJKMII
(HampuMep, TeHBI, Komupyolnne (GYHKINUA MOHHBIX
kaHanoB: KCNAS5, KCNE2, SCN5A, SCN2B, TRPM4,
KCNQ1I) |6]. LMNA-accounupoBanHas JKMII co-
crapisiet 5-10% cemeiinoit AKMII u 30-45% cemeiiHBbIX
ciydaeB JIKMII ¢ nopaxxeHreM MPOBOASIIEN CUCTEMBI.
B 23-25% cnyyaeB LMNA-cBsizanHoii JJKMII orme-
yaeTcs paHHSS MaHubecTtanus O0one3Hu B Bume DI
WJIN aTPUOBCHTPUKYISIPHON OJIOKAIBI C ITOCICAYIOIINM
MPUCOEIMHEHUEM XKeJIyT0uKOBBIX TaxuaputMuii (2KTA)
U CHUCTOJIUYCCKON MUCOPYHKIUU JIEBOTO XETyIOouKa
(JIXK) ¢ HeykimornHBIM TIporpeccupoBanremM CH 1 BrIco-
Koif yacTtoToit (o 46%) AKTA u BCC. HacnenctBeHHbIe
MyTaunu B reHe SCNSA, KomUpyIoleM d-CyObeIMHUILY
HATPUEBBIX KAHAJIOB, COCTaBIAIOT 2-3% ceMelHBIX
JKMII u Ttakxke cBsI3aHBI ¢ paHHUM nebiotom DII
u JKMII [11]. B uenom g0 44% malueHTOB ¢ MyTalli-
amu B reHe SCNSA nmeror DPI1, HeKOTOphIe TeHETUYE-
ckme BapuaHThI TeHa SCNSA nMmerot ob1re (1 He BIIOJ-
He M3yYeHHBIC) MEXaHU3MBI MaTOTeHe3a KaK apuTMUIA,
TaK U COKpaTUTeJbHON AuchyHKIMU MUoKapaa [11].
I'pymmoit uccnemosateneit Vad OB, et al. (2020) ObI-

M UOCHTUDUIUPOBAHBI PEOKNE BapUAHTHI C TTOTEPEHd
¢dyHKIIMM B Tpex pasnumuyHbIX reHax (DMD, PDLIMS3,
FKTN), cBsi3annbie ¢ paHHuM nostBiaecHueMm OIT y ma-
mueHToB ¢ JIKMIT [12].

OnmHaKO OCHOBHBIC MCCIICAOBAaHUS ITOCICTIHETO Ie-
CATUJIETUS B OOJIbIIEH CTENMEeHU ObLIU COCPEOOTOYEHBI
Ha m3ydeHnu OPII npu runeprpodudueckoir KMII, B TO
BpeMsl KaK IMyOJMKaluu 3MUIEeMUOJIOTUYECKUX TaHHbBIX
¥ Pe3yabTaToB olleHKU BiusgHusa PI1 Ha KIUHUIECKUE
ucxonnl B nonyasuuu JKMII npencraBieHbl eqMHUAY-
HBIMU pabotamu [13-15]. Iy olleHKM pacipocTpaHeH-
HOCTHU M IIPOTHOCTUYeCKOM 3HaunMocTu PI1 y manuen-
ToB ¢ JJIKMII npoBeneHo HacTosIIee UCCIeq0BaHUE.

Llenmp — m3ydeHne 3MUIEMUOIOTUTICCKOTO IIPOMUIIS
DIT ¢ 1oATOCPOUYHOM OLIEHKON MPOTrHOCTUYECKOM 3HA-
yumoctu PIT Kak (pakTopa prcka HeOJIaroIPUSITHBIX
KJIMHUYECKUX UCXOM0B y namueHToB ¢ JIKMII.

Matepuan n metogbl
B nccnemoBanme Brimroumy 270 HEpOICTBEHHBIX T1a-
11eHToB ¢ BepuduumrpoBaHHoit JIKMIT (mpocreKTUBHBIH
peructp), obcienoBaHHbIX Ha 0aze PecrnyGiamMKaHCKOTO
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MWOKAPOUT, SHAOKAPANT 1 KAPOAMOMMOMATNN

HayJHO-TIpaKTH4YecKoro 1ieHTpa "Kapmuonorus" B mepuon
¢ 2013 o 2021tT. ITpu BKITIOYEHUN B MCCIIEIOBaHUE TIPU-
MEHSUTHCH 3XoKapauorpadudeckre (OxoKI') mopdodyHk-
IMOHAJIbHBIC KPUTCPUN HAPYIICHUS CTPYKTYPHI, (PYHK-
iy 1 reometpun JI2K: yBenmueHMe MHIEKCUPOBAHHOTO
KOHEUHo-auacToandyeckoro nuamerpa JIK (>27 mm/m?)
1/ MM KOHEYHO-INACTOIMIeCKOro oobeéma JIZK, mHoek-
CUPOBAHHOIO K IUIOLIAAU MOBEpXHOCTU Tesa (>74 mi/m?
JUTSE MY>KUHH, >61 MJT/M? LISt XKEHIIMH) ¥ CUCTOINYECKAsT
INCOYHKIIUS CO CHIDKeHUEM ¢pakmum BeiOpoca (PB)
JIXK <49% v dpakumu ykopoueHus <25% [2]. Haauune
B aHaMHe3¢ BBIPaXKCHHOU apTepuaIbHON THIICPTCH3UM,
taxunHIynuposanHoit KMII (mpu paHHeM BOCCTaHOB-
neaun @B JIXK mocne mocTrKeHUsT KOHTPOJIST YaCTOTHI
cepreunbix cokpamennit (YCC) i putMa), IepBIYHBIX
KJIalIaHHBIX TTOPOKOB CEpIIia, a TaKKe 3JIOYITOTpeOIcHIe
aJIKOTOJIEM, XUMHUOTepaInsl B aHaMHe3e, 3a00JIeBaHMS
TepuKapaa, BpOXICHHBIC aHOMAJIUK Cepalla, JIETOUHOE
cepaue, aKTUBHBIN MAOKapIUT U CUCTEMHBIE 3a00JeBa-
HUS, BIUSIIOIINE Ha TIPOTHO3, CYUTAIN KPUTCPUSIMH HIC-
KJTFOUCHUS JIJIST HACTOSIIIIETO MCCIICIOBAHMS.

Bcem manmeHTaM KOropThl (MyK4uHbL 76,3%, BO3-
pact 47 [37; 56] ner, ®B JI2K 29 [21; 35]%; cpenHuii
Bo3pacTt mMmaHudecrtamuu JKMII coctaBur 39 [30; 48]
JIeT) TIPOBEICH KOMIUIEKC KIMHUYCCKUX MCCIICIOBAHNIA,
BKJTIOUAIOIINX: (DU3UKAIBHOE OOCICIOBAHUE C ICTANIb-
HBIM M3YUYCHUEM CeMeifHOTro aHaMHe3a (C ITOCTpOCHUEM
POIOCTIOBHEIX B 3 TOKOJICHUSX); HEHPOMBIIIEUHOE KC-
cliefoBaHUE C OIpeNeeHUEM YPOBHS CBIBOPOTOYHOM
KpeaTuH(GOCHOKUHAZKI;, TECT ¢ 6-MUHYTHOM XOIb0OOI1
(T6MX); DxoKI' ¢ ouLeHKOI TPOa0JIbHOM COKPATUMO-
ctr; anekrpokapauorpadus (DKI')-12 B mokoe (MHTE-
Kapr 7.3) 1 XonTepoBcKoe MOHUTOpHpoBaHue (XM) mim-
TEJTbHOCTHIO 24-48 4. MarHuTHO-pe30HaHCHAsI TOMOTpa-
¢dus (MPT) cepnoiia ¢ KOHTpacTUPOBAHWEM BEITIOTHEHA
166 manmenTtam (61,5%). Y nuir crapiie 35 JeT MHTaKT-
HOCTh KOPOHAPHBIX apTepwWii ObljIa BepH(PUIIMPOBaHA
C TTOMOIITBI0 R-KOHTPACTHOI CEIEKTUBHOM KOpOHAPOAH-
ruorpaum WIN KOMITBIOTepHO-TOMOTIpaduecKoil aH-
ruorpadun. [lepron HaOMIOMEHUS MAIIMEHTOB COCTABIII
76 [57; 119] mec. KimmHuyeckast xapaKTepUCTUKA AL~
eHToB ¢ JIKMII nipencrasneHa B Tadauiie 1.

[Ipu BKITIOYEHUM B MCCIIEAOBAHMNE Y BCEX YUACTHM-
KOB (B T.4. Y POICTBEHHUKOB IPO0OAHIOB) OBIJIO ITO-
JIy4eHO NHChbMEHHOE MH(POPMHUPOBAHHOE COIIACHUeE.
lenomuas JJHK ot 178 (65,9%) maumeHToB GbLTa MC-
ITOJIb30BaHa IIJIsI BEICOKOIIPOM3BOIUTEIIFHOTO CEKBEHM-
poBaHMS (C pUMEHEHWEM TapTeTHBIX MTaHelel oT 49 mo
174 renoB) Ha mpubope MiSeq System (Illumina Inc.,
CIIA). ITaToreHHOCTHh UOEHTU(PUIIMPOBAHHBIX MyTa-
LI OIPEnesIsyIi B COOTBETCTBUU C PEKOMCHIAIIUSIMU
Awmepukanckoii Konnerun MeguuuHckoit ['eHeTuKM 110
Knaccudukanuu BapuanTos [16]. Bepudukauuno BbI-
SIBJICHHBIX MYTAllMii MPOBOAUIINA C MOMOIUBIO MPSIMOTO
aBTOMATHYECKOTO CEKBEHUPOBAHUS IO METOMY Sanger.
[eHOTHUII-TTO3UTUBHBIMU CUNTAIM TTAIIMEHTOB C ITATOTCH-

HBIMH WJIA BEpOSITHO MAaTOT¢HHBIMHU BapuaHTamu (PV/
LPV) ¢ moka3zaHHO# KIMHUYECKON 3HAYNMOCTBIO.

Jnarno3s cemeiinoii ¢popmel JIKMII ycranaBiuBanu Ha
ocHoBanuu Kpurepues D. Fatkin [17]: 1) ecm mBa 1 6071¢e
pPOICTBEHHMKA TIEPBOI TUHUM MMETU SIBHBIC TTPU3HAKHI
KMII; 2) mpu HamuImy 9ieHa ceMbH, HOCUTEIS 3a001e-
BaHuUsl, ¢ nmoarBepxnéHHo KMII mo maHHBIM ayTorcuu
W/WJTN TEHETUYECKOTO TecTa; 3) B ceMbe MPOCIICKIBAINChH
BCC ponctBeHHUKOB B Bo3pacte 10 45 JieT.

Tunm PII1 (mapokcu3MmaiabHas, IEPCUCTUPYIOMIAS
VUIM TIOCTOSTHHAS) OTIPEIC/ISIIIA B COOTBETCTBUM C PEKO-
menpauusvu ESC 2020r [18], Tpenetanue npencepauit
"nmpupaBHuBanu” K @PI1. [Tarrepn PI1 nmarHocTUpOBa-
JIN IO JaHHBIM moBepxHOCcTHOIT DKI moxos B 12 oTBe-
IEeHUSX, 0 pe3ynbrataM XM, Impy HaIUIUU JOKYMCEH-
tupoBaHHOU uctopuu PII mim KateTepHOIt abmanmnu
cyoctpata PII, mpu MHTEPPOTUPOBAHUY BJICKTPOHHBIX
YCTPOMCTB (3ampoc 3aJaHHBIX ITApaMETPOB U CTATUCTH-
YeCKUX MaHHBIX 10 alllapaTHOMY BBISIBJICHHIO apUTMU-
YEeCKMX 3IM30I0B, 3aPUKCUPOBAHHBIX UMILIAHTUPO-
BaHHBIM ycTpoiicTBoM manmeHTa). DI, oOHapyKeHHAs
MIpU MHCTPYMEHTAJIbHOM OCMOTpE, pacCMaTpWBajach
TOJIBKO B TOM CIIydae, €CJI OHa IIPOoJoJrKalach He Me-
Hee 6 u. CTpaTerusi KOHTPOJIS pUTMa ObLIa Ipearpu-
HaTa y 65,3% NalLueHTOB C MapOKCU3MaJIbHOM U Iep-
cuctupytonieii @I, B ocTaTbHBIX CIIydasx, KOTAa IIaHC
BOCCTaHOBIIeHUSI cuHycoBoro putMma (CP) cumrancs
OYCHBb HU3KHUM, TIPYM COIJIACUM TTallieHTa JadbHEUIIINe
MOMNBITKA KOHTPOJS pUTMa HE IMPEeINpUHUMAINCH,
W B 3THUX CIIy9asgX MPUMCHSUIA CTPAaTCTUIO0 KOHTPOJIS
YCC c uenesoit YCC 60-99 ya./muH. JleueHre aHTUKO-
aryJasTHTaM# IIPOBOIMIOCH B COOTBETCTBUHU C TEKYIINMU
pexkoMmeHmauusamu [18].

Koneunble Toukn. B KauecTBe mepBUYHONT KOHEUHOM
TOYKH B MCCJICIOBAHUU TIPUHSTHI JICTAIbHBIC MUCXOMBI OT
BCEX CepACIHO-COCYIUCTRIX TpUUnH. KoMITo3nuTHAS TOU-
Ka BKJTIOYaja CMEpPTh OT BCeX IMPUYMH, TPAHCIIAHTAITHIO
cepma (TC) m 3KCTpEeHHYI0O MEXaHUUYECKYIO ITOMICPKKY
KpoBOOOpamieHNUsT (MMIUIAHTAIIMsI BCIIOMOTATEIILHOTO
JIEBOXEJyTOUKOBOTO ycTpoiictBa — LVAD).

CratucTHYeCcKHii aHAIW3 TIPOBOININA C ITOMOIIBIO
OMOCTATUCTUYECKUX METOIOB C TIPUMEHEHUEM TIPOTPaM-
Mbl SPSS mist Windows (Bepcust 23.0). Kputuueckoe
3HAUCHHME YPOBHSI CTATHCTUYCCKON 3HAYMMOCTH IIPU
MIpOBEepPKEe HYJIEBBIX THUIIOTE3 MIPUHUMAJIOCh PaBHBIM
0,05. ITpoBepka HOPMAJIBHOCTH pacIpenesieHUsT KO-
YeCTBEHHBIX IPM3HAKOB B IPYINaxX CpaBHEHUS IIPOBO-
IWJIACh C MCIONIb30BaHUeM KputepueB Lllamipo-Yunka.
IIpu HOpMaTbHOM pacmpenelieHNU TaHHBIC MPencTaB-
JISUTM KaK CpemHee W cTaHmapTHoe oTkKioHeHme (Mzsd).
KommyecTBeHHBIC TTPU3HAKHM, HE COOTBETCTBYIOIINE 3a-
KOHY HOPMAaJIbHOTO paclpeneICHUS, MPeacTaBIeHBI
B BUAC MEOMAHBI, HIDKHETO M BepXHero kpapTwicit (Me
[LQ-25%0; UQ-75%0]). s KaueCTBEHHbBIX IIPU3HAKOB
OB pacCYMTAHBI A0COTIOTHBIC 3HAYCHUS (Nn) TIPOSIBIIC-
HUS IIpU3HAKa W 9acTOTa IPOSBICHUS IIPU3HAKA B TIPO-
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MenmaHHBIIi KPUTEPHIi 111 HE3aBUCHMbIX BBIOOPOK
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Puc. 1. Pe3ynbTathl MeauaHHOro TecTa B aHaM3upyeMblx rpynnax.

CokpaueHus: CP — cuHycoBblin putM, O — dubpunnsaumsa npeacepauii, TAPSE — cuctonnyeckas aKCKypcus KosibLa TPUKYCTMAANbHOMO KnanaHa.

neHTtax (%). Cratuctuyeckass o6paboTKa MpoBeacHa
C MICTIOJTb30BaHNEM MEINAHHOTO KPUTEPHS YUTH KPUTEPUST
ManHa-YUTHU U KOJTUYECTBEHHBIX ITOKa3aTeNe, st
KauyeCTBEHHBIX ITOKa3aTeneit — xu-kKpurepust I[upcoHa
(%% ¢ mompaskoit Meiitca). OmnpeneeHe TOYKN OTCE-
YeHMsI, COOTBETCTBYIOIIEH ONMTUMAIBFHOMY 3HAUYCHUIO
nmpennkTopa mis porHo3a PI1, a Takke ompeneceHUE
KauyecTBa pPerpecCMOHHOI MOIEIN PHCKa OCYIICCTBIISI-
ymch ¢ moMmombio ROC ananmsa ¢ nocrpoenneM ROC-
KPUBBIX U OLIEHKOW MX OMEPALIMOHHBIX XapaKTePUCTHUK.
Jnsg olleHKN KyMyJISITUBHOI BEIKMBAcMOCTHU IIPOBEICHA
npouenypa Karman-Meiiepa.

AHanM3 B3aUMOCBSI3M MEXIY KJIMHUYECKUM HMCXO-
oM O0oJie3HHW (M OIPYTUM IIPU3HAKOM, BBICTYIAIOIINM
B POJM 3aBUCHMOTO, PE3yJIbTHUPYIOIIETO IToKa3aTe-
nst, — ®I1) u omHUM (TIpy OMHO(MAKTOPHOM aHaJIM3E)
I TTIOAMHOXECTBOM (IIpU MHOTO(AKTOPHOM) KOJIH-
YEeCTBEHHBIX U KAaYeCTBCHHBIX IIPU3HAKOB IIPOBOIMIICS
C WCITOJIb30BAHNEM MOIEIIN JIOTUCTUUECKON PEerpecChiu.
IMTapameTpsr oTHomeHUsT pruckoB (OP) paccuutweBamm
B pe3yJIbTaTe MCITOJB30BAHMS PETPECCUOHHON MOIEIN
IIPOITOPIIMOHATBEHEIX prcKoB Kokca (0gHO- M MHOTO-

daxTopHas perpeccus Kokca) mist mporHo3MpoBaHUS
pHcKa pa3BUTHUSA OOJTOCPOUYHBIX HEOIArOMPUSITHBIX
KJIMHUYCCKUX MCXOMOB W OILCHKM BIMSHUS HE3aBUCH-
MBIX TICPEMEHHBIX Ha 3TOT PUCK.

[Ipu mIpoBenecHUM WMCCICAOBAHUS COOJIOMEHBI STH-
YecKre HOPMBI B COOTBETCTBHU CO CTaHOApTaMU Kap-
IVOJOTUYECKON KIMHUYECKOM IMPaKTUKHM, TeHETHIC-
CKOTO TEeCTUPOBAHUS M MPUHLIUNAMU XeIbCUHKCKOM
nexiapanuu. [IpoTtokon ucciaenoBaHus ObLI 0100peH
Otnueckumu Komutetamu PHITLL "Kapouonorns” n MH-
cTutyToM reHetuku u umrojorun HAH benapycu. Jlo
BKJIIOUCHMS B MCCIICNOBAHNE y BCEX YIACTHUKOB OBLIO
TOJIy4eHO TUCbMEHHOE MH(POPMUPOBAHHOE COTIACHE.

Pesynbrathbl

CemMeitnas ¢popma JKMII Boisinena B 84 (31,1%)
cayJasx. [eHeTnuecKast IpuIrHA 00JIC3HNU YCTaHOBJICHA
B 59 (66,7%) ceMbsix ¢ HacaeacTBeHHOM popmoit JJKMIT
ny25(26,6%) naunreHTOB 13 94 reHOTUIIMPOBAHHBIX JIML]
co cnopannueckoii JIKMII. B TeueHue nepBoro roga Ha-
omonenus y 10 (3,7%) u3 270 naunenTos ¢ JJKMII BbI-
sBjieHa napokcusmaibHas OI1: ucxonHo 5 (1,85%) u ye-
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Tabnuua 2

CpaBHUTENbHAs XapakTepUCTUKa KIIMHUKO-UHCTPYMEHTaJIbHbIX NOKa3aTenemn
M MeAUKaMEHTO3HOM Tepanuu B aHanusunpyembix rpynnax AKMN

Bospacr, net

TecT 6-MVHYTHO X0A60bI, M

NYHA, dyHKUMOHaNbHbIN Knace

Cpepnsis YCC (XM, ucxopHas Tepanws), ya./MuH

MuTepean PR (ncxopHas 9KI), mc

QRS wupwHa (ncxopHas 3KI), mc

Amnnutyga P BonHbl (Il otBeaeHve 3KT), Mm

[AnutensHocTb P BonHe (Il otBegeHne 3KT), mc (Me [LQ; UQ])
MpocTpaHcTBeHHbIN yron QRS-T, rpas,

MHaekc o6bema neBoro npeacepavs, Mi/m?
KoHeuHo-auactonuyeckuii 06bem JIK, mn
KoHeuHo-cuctonunyeckuii obbem JDK, mn

Ddpakups Beibpoca JIX B B-pexume, %

MuTpansHas peryprutaums, ctenets (Me [LQ; UQ])
KoHeuHo-anactonuyeckuii gyuameTp JDK, Mm
KoHeuHo-cucTonuyeckuii anametp JDK, Mm

CpepHee [aBneHne B NIEro4HOM apTepyu, MM pT.CT.
KoHeuHo-auactonuyeckuii 06bem MXK, mn
KoHeuHo-cucTonuyeckuin o6bem MX, mn

TpukycnupansHas peryprutaums, ctenets (Me [LQ; UQ])
Ddpakums Beibpoca MX, %

dpakums nameHeHus nnowaay MK (dUN), %
CvicTonnyeckas aKCkypeys KonbLa TprkycnuaanbHoro knanaHa (TAPSE), Mm
TpaHCMUTPanbHbI KPOBOTOK, COOTHOLLEHNE E/A
TpaHCMUTPanbHbI KPOBOTOK, COOTHOLLEHNE E/€'
CbIBOPOTOYHBIN ypoBeHb NT-proBNP, nr/mn (Me [LQ; UQ])
MnkoBoe NoTpedeHre KUCNOPOaa NPV CMIMPOBEIO3PrOMETPUM, MIT/KI/MUH

Beta-6nokatopel, n (%)

CapTaHbl, HeNPUAN3NH MY UHTMBUTOPbI @HMIOTEH3VHMPEBPALLAIOLLETO
depmenTa, n (%)

AHTaroOHMCTbI MUHEPANOKOPTUKOMAHBIX PeLenTopos, n (%)

MeTneBble anypetvku, n (%)

AmunopaapoH, n (%)

AHTUKOArYNSAHTHI, N (%)

436413 51,410 0,0001
445+432 379455 0,0002
2,441 2,7+0,8 0,0061
72,3414, 85,6+18,3 0,0001
190+46,5 164%21,8 0113
136+42 134+36 0,232
1807 1,907 0,774
1121[99; 122] 133 [127; 150] 0,0001
117£39,4 123+40 0,320
50,1187 63,3+19 0,006
2724996 259+78,7 0,334
199+89,5 213967 0,466
29+116 26,5478 0150
2,5[2;35] 31[2;3,5] 0,093
71,2¢107 70,996 0,831
611118 60,7+9,5 0,820
3334115 44,5101 0,0006
778%372 107+46,3 0,0001
47+281 66,3351 0,0001
2[15; 3] 25[2; 3] 0,0008
459+12,5 38,8+9,2 0176
34,8+10,3 31,848,8 0,033
15,5+4,6 131434 0,0001
21412 29415 0,006
11,8472 15,6+6,9 0,019
3268 [798; 7330] 2670 [1356; 6748] 0,662
12,835 11,5437 0,572
193 (98,9) 74 (987) 0,829
194 (99,5) 74 (987) 0,930
192 (98,5) 73(973) 0911
177(90,8) 70 (93,3) 0,666
34 (174) 21(28) 0,079
25 (12,8) 74 (987) 0,001

Cokpatenus: JDK — nesbiit xenynouek, MK — npasbiii xenynouek, CP — cuHycoBbiii putm, G — dunbpunnsumns npeacepamin, XM — xonTepoBCckoe MOHUTOPUPOBAHWE,
YCC — vacToTa cepaeyHbix cokpallennin, IKI — anektpokapavorpamma, NT-proBNP — N-koHLEBOI NPOMO3roBoOWi HATPUIlypPeTUYECKMIA NenTung,

pe3 9,5%£2.,6 mec. 5 (1,85%) ciaydaeB; B TeueHUE OCIIENY-
fommx S5 et PI1 (mapokcmsMaabHas, IepCuCTUPYOIIasT
WK TIepMaHEeHTHas1) 3aperucTpupoBaHa y 65 (24,1%)
nui. TakuM o6pa3oM, B eproa 6-JeTHE MeAMaHbl Ha-
omonenus (76 [57; 119] mec.) PII passuiack y 75 na-
uueHToB (0,46 HoBBIX ciaydaeB/100 maLuMeHTOB/TOm).
B 3aBucumoctu ot Hamuunust PI1 coBoKyImHas BEIOOpKa
ObLIa pas3mesieHa Ha ABe Tpynibl: mamueHTs ¢ OIT ("OIT"
n=75; 27,8%) u nauuentsl ¢ CP, 6e3 ®@II ("CP" n=195;
72,2%). B rpynne "®I1" mapokcusmanbHas DI Ha-
omonanack y 10 manuenTtoB (13,3%), nepcuctupyommas
OI1 —y 13 (17,3%), nocrosiuaass OIT — y 52 (69,3%);
KaTeTepHasl M30JISIIUs JICTOYHBIX BEH BHITTOTHEHA 9 mma-

MeHTaM, 7 JIMIIaM IIpoBeleHa CyOaITMKaparuaIbHast IIpo-
nenypa MAZE onHOBpeMEHHO € KJlallaHHOM Xupypruue-
ckoil Koppekuueit. 2KTA B BUuae yCTOMUUBBIX U HEYCTOM -
YUBBIX KEITYIOYKOBBIX TaXMKapOWil 3apeTUCTPUPOBAHBI
y 163 (60,4%) muu ¢ JKMII. I'pynmna manuentos ¢ OI1
ommyajack ot rpyrmbl ¢ CP (6e3 PII) o Bo3pacty (ma-
mueHTsl ¢ PIT 6butn crapure: 51,4+10 vs 43,613 rer,
p=0,0001), o cpemreit YCC mpu nmepBom XM Ha (oHe
teparuu (85,6£18,3 vs 72,3%£14,1; p=0,0001) u 1o cre-
TeHN BeIpaxkeHHOCTH cumiitomoB CH mcxomHo — mamm-
eHThl ¢ OI1 nMenn XymIIyo MepeHOCMMOCTh HAarpy3KU
(T6MX: 379+45 vs 445+43 m; p=0,0002) u Gosiee BbI-
cokmit pyakumoHanbHbI ki1ace (PK) CH (OK III-1V
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CpaBHUTENbHasA XapaKTepuCcTUKa aHaIUu3UPyeMbiX rpynmn

CemeiiHas dopma KM

HelipombileyuHble 3a60neBaHns

TuneptpabekynsapHocTb JIX

MexnpencepaHas 6nokaza (YacTuyHas v fjaneko 3alleaLwas)
durbpo3s muokapaa JIK (n=52 n3 166 MPT uccnenoBaHwii)
lMaToreHHbI reHoTHn (N=86 13 178 reHoTMNMPOBAHHbIX)

Jvrennas mytaumns, LMNA BapuaHT n/wnv MyTaumm B reHax MOHHbIX KaHanoB
(n=28 13 86 naToreHHbIX reHOTHMOoB)

JKenyno4koBble TaxuapuTMim

VimnnaHTuposaHHble yetporictea (MK, CPT-M, CPT-1)

TC

KomnosutHas koHeyHas Touka (TC, umnnantaums LVAD, cmepTb)
CMepTb OT BCEX CEPAEYHO-COCYANCTBIX MPUYUH

50 (25,6%)

5 (2,56%)

108 (56,3%)

39 (20%)

38 w3 149 (25,5%)
63 u3 148 (42,7%)
13 13 63 (20,6%)

34 (45,3%)
1 (14,7%)
24 (32,4%)
43 (57,3%)
141317 (82,3%)
2313 30 (76,7%)
15 13 23 (65,2%)

Tabnuua 3

X?=5,36; p=0,021

x2=12,4; p=0,0001
x2=12,12; p=0,0001
X?=33,9; p=0,0001
X?=20,4; p=0,0001
x%=10,3; p=0,002

x%=13,3; p=0,0001

125 (64,4%) 38 (50,7%) X?=4,29; p=0,038
80 (41,5%) 34 (45,3%) x%=0,33; p=0,564
48 (24,6%) 20 (26,7%) X%=0,12; p=0,728
55 (28,2%) 31 (41,3%) X2=4,30; p=0,039
12 (6,2%) 22 (29,3%) X2=26,4; p=0,0001

Cokpauenus: JKMM — gunataumorHas kapavomuonatus, UKD — uMnnaHtupyemblil kapavoseptep-gedudpunnstop, JDK — nesebiid xenygouek, MPT — marHuTtHo-
pe3oHaHcHas Tomorpacus, CPT-1, — nednbpunnatop cepaeyHol peCUHXPOHM3VpytoLeli Tepanum, CP — cuHycoBblil puTM, CPT-T— kapAMoCTUMYNSTop CepaeyHoi PeCcuH-
XpoHu3upyloLLeit Tepanim, TC — TpaHcnnaHTaums cepaua, P — eubpunnsums npeacepanii, LVAD — neBoXenyno4koBoe MexaHNYeckoe NoALEepXMBalOLLEe YCTPOMCTBO.

no NYHA: 38/50,7% vs 52/26,7%; y*=13,6; p=0,0003).
VY naumenros ¢ ®I1 nHabaonanace ncxomHo 0o0Jiee BBI-
paxXeHHasl COKpaTUTEeIbHASI TUCHYHKIIUS IIPaBOTO Ke-
nymouka (I12K) (TAPSE: 13,1£3,4 vs 15,5%4,6 mwMm;
p=0,0001) u nnactonnueckast nuchynkuus JIK (E/A:
2,9£1,5 vs 2,1%x1,3; p=0,006; E/e": 15,6£6,9 vs 11,8%7,2;
p=0,019), a Takxke Oojiee 3HAUNMOE YBECIMUYCHHUEC WH-
IeKCUpoBaHHOTO o0beMma JeBoro mpeacepaust (JIIT)
(uJITIO: 63,319 vs 50+18,7 mu/m%; p=0,006) u cpenHee
maBiaeHue B jerouHoit aprepuu (CpIJIA: 44,5+10,1 vs
33,3%11,5; p=0,0006). IToka3aTenu mIUTeabHOCTH P
BOJIHBI, n3MepeHHbIie Bo II-Mm orBenennu DKI, kak npu
CHHYCOBOM HAaTUBHOM PUTME, TaK U IIPU CTUMYJIMPOBAH-
HOM TIpEaCcepIHOM pUTME (Y JIUII ¢ UMIUTAHTUPOBAHHBI-
MM KapANOCTUMYJIITOpaMI) TaKKe 3HAYMMO OTINIAINCH
y marueHToB B rpyrme PIT mo cpaBHEHUIO ¢ TPYIIION
CP (p=0,001). bonee mupoxue cuHyCcOBBIe Ps u cTu-
MYJIMpOBaHHBIC 3yOLBI Pp HaOmomammch y malmeHTOB
¢ ®OIT — mmpuna Pp coctaBmma 1591+9,7 mc (mpoTtus Ps
134+7,1 mc; p<0,001); y mammenToB ¢ CP mimTenpHOCTD
Pp cocraBuma 139%11 mc (mpotus Ps 12249 mc; p<0,01).
MennaHHBIC TECThl KOJIWYECTBEHHBIX IMApaMETPOB IS
rpyntr CP u ®@I1 npencraBieHB! Ha pUCyHKE 1.
3HAYNMBIX Pa3IUUWid B TPYIIIAX I10 JICBOXEIyIOd-
KoBO# nucdyHKuuu v pazMmepam JI2K, pasznuuuii mo
yactoTe BbIsIBIcHHSI DKI MapKepoB 3/JIeKTpUUICCKOM
HEeCTaOMILHOCTH MHMOKAapHa, IO YPOBHIM KpeaTHH(OC-
¢doxmHA3H M OMOMapKepa MHUOKAapAUaIbHOTO CTpecca
(N-KOHIIEBOM TTPOMO3TOBOI HATPUNYPETUUCCKUU TICTI-
i, NT-proBNP) He o6HapyxkeHo. OmMHAKO BBISBICHO,
YTO IJIUTEbHOCTh P BOJHBI, u3MepeHHas Bo II-M oTBe-
nmeaun ucxomHoit DKI, B rpymme mamuenToB ¢ DI 3Ha-
YUMO OTINYAJIACh OT MPOHOJLDKUTEIBHOCTHA aTPpHATBHOMK

anekTprudeckoit aktuBanuu y aui ¢ CP (133 [127; 150] vs
112 [99; 122]; p=0,0001); mpojioHramust LIMTeIbHOCTH P
BOJIHBI ObUIa CBSI3aHA C 3aMEIJIEHUEM BHYTPUIIPEACEPI-
HOM TIPOBOAMMOCTHU, OOYCJIOBJIEHHON 3a/1epXXKOH Mpo-
BeIECHUS MEXIy IpaBbIM TipencepaureM 1 JIIT mo myuky
Baxmana — yacTWYHOIT 1 majieKo 3alllenIreil MexXIpen-
cepoHOM Oiokamoii. CpaBHUTEIbHAS XapaKTepUCTUKA
Teparmuu, KanHndeckux, DKI' nu OxoKI mapamerpoB
B rpynmax PI1 u CP npencrasieHa B Tabmmiie 2.

B rpymme "CP" y manmentoB ¢ AKMII 6e3 PIT or-
MeyJaanuch 0ojiee BBICOKas (IO CPaBHEHHUIO C TPYIION
"®I1") yacToTa BEIIBICHUS IIPU3HAKOB THIICTPAOCKYIISIP-
HocTH MUoKapaa (56,3% vs 32,4%, x*=12,1; p=0,0001)
u snuzonos KTA (64,4% vs 50,7%; x2=4,29; p=0,038).
YpPOBHM MHTEPBEHIIMOHHOTO JICUCHUS (MMILJIaHTAIINS
3IIEKTPOHHBIX ycTpoiicTB, TC, mmrutanTarus LVAD) GbI-
JIX COTIOCTaBMMBI B aHAJIM3UPyeMBIX rpymmax (p>0,075).
OmHakKo CMEPTHOCTh OT BCEX CEPHCYHO-COCYIMCTBIX
npuuuH (29,3% vs 6,2%; x2=26,4; p=0,00001) u gocTu-
JKEHME KOMITO3UTHOM KOHeYHO# Touku (41,3% vs 28,2%;
¥*=4,30; p=0,039) 6GbUIM 3HAUUMO BbILLIE y MALUEHTOB
¢ ®OI1. Cpenu mun ¢ PII yaire HabGIOTATNCH HACTE-
crBeHHBIe hopmbl JIKMIT (p=0,021), comyTcTByIOIINE
ckenetHble MuonaTun (p=0,0001), yacTMYHAS W JaJIEKO
3amrenmast MexImpencepaHas omokama (p=0,0001), mu-
TeHHBIC MYTallMd ¥ BapWaHTHl B TeHaX MOHHBIX KaHa-
noB u/mwmm LMNA (p=0,0001), dpubpo3 mmokapma JI2K
(p=0,001). JaHABIC CPAaBHUTEIHHOTO KaTeTOPHUATHLHOTO
aHaJIM3a TIPeICTaBICHEI B Ta0IUIIC 3.

®dub6po3 muokapna JIK BwigBieH y 52 (31,3%) us
166 manmenToB ¢ nposeneHHbIM MPT ucciaemoBaHueM.
Y nauueHTOB ¢ ceMmeitHO popMoii mpu3HaKu (pudposa
BbIsIBIIEHBL Y 33 (43,4%) 13 76 1poOaHI0B, B KOTOPTE UAKO-
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A
© @
B 1L.GE25-50%
B 1 GE>50%

M Her anamuza
M LGE <25%

Puc. 2. TaTTepHbl MuoKapananbHoro ¢ubposa, BbISBAEHHLIE Y NALWEHTOB
¢ OKMI.

Cokpawienmne: LGE — otcpoyeHHoe HakonneHue KoHTpacTa (late gadolinium
enhancement).

natuyeckoit JJKMII ¢ubpo3 odHapyxen y 19 (21,1%) u3
90 s (x>=8,52; p=0,004). YV noaasisoLIero 60JbLUI1H-
cTBa 00cIenoBaHHbIX — 36 (69,2%) u3 52 — bubpo3HbIe
W3MEHEHUS BBISIBIICHBI B HECKOJIBKMX 30HAX — OT 2-X JIO
5 cerMeHTOB; nopaxeHue oT 6 10 10 cerMeHTOB BhISIBIIC-
Ho Yy 16 (30,8%) obGciienoBaHHBIX.

B rpynme nuir ¢ @I1 gactora MPT Busyanuzaumn
oTcpoueHHOTO KOoHTpactupoBaHusa (LGE) Oplta BbI-
e (cocrasuia 82,3% vs 25,5% B rpynne CP: x2=20,4;
p=0,0001). OmHAaKO CTeIeHb PacCIPOCTPAHEHHOCTHU
¢uodpoza B JIXK (kommaectBo cermenToB JIZK ¢ LGE —
nLGE, my6una — %LGE, npoTskeHHOCTh HOpaXkKeHusI)
B rpymrre mmamueHToB ¢ PI1 6puta HIke (nLGE: 3 [2; 5]
vs 5 [4; 7] cermenroB, p=0,017; LGE%: 25 [12,5; 35] vs
50 [25; 75]1%, p=0,015). ¥ nuu ¢ PII yame HaGmomaI-
¢ MHTpaMuokapauanabHblii matTepd LGE B oGmactu
MEXOKEITyIOYKOBOM IEPEeropoakKu, B TOUKAX COCOMHE-

IMaToreHHbII

TCHOTUIIT

HUS XeJyI0YKOB Wi OIHO(POKYCHBIN (hubpo3 B obac-
™ cBoOomHOM creHku JIZK (pmc. 2 A), B To BpeMs Kak
y it ¢ CP u 2KTA gacrota o6HapykKeHHS "KOJIBIIEBOTO"
THIIa CyOAMUKApANATbHON MW MHTPAMUOKAPINATbLHON
nokanu3auun LGE (puc. 2 B) Oblta 3HAYMMO BEIIIE
(29/76,3% w3 38 muu ¢ CP/XKTA vs 3/21,4% w3 14 mun
¢ ®I1/XTA; %*=10,8; p=0,002). CTpyKTypHOE 1 TOIHU-
YecKoe paclpenecHe CTeIIeH MIOKaparuaabHOro (pu-
O6po3a ¢ mocerMeHTapHOU JoKanm3anneit LGE y 52 ma-
mueHtoB ¢ JJIKMII npencraBieHo Ha pucyHKe 2 B (yka-
3aHHBbIE TU(PPHI B CETMEHTAxX CXeMbl "ObIYbero riasa’”
COOTBETCTBYIOT KOJHMYECTBY ITallMCHTOB ¢ (hUOpo3oM
TAHHOM JIOKAJTM3AIINN).

V 28 mauueHToB U3 86 reHOTUII-TIO3UTUBHBIX JIULL
¢ AKMII npentudunupoBaH crielnUIecKuil maTo-
reHabIit reHotun (PV/LPV) ¢ mureHHBIMU TeTepO3UTO-
TaMU, BapMaHTaMHM B TeHaX MOHHBIX KaHaIoB (SCNSA,
SCN2B, TRPM4) n mytauussmu B reHe LMNA. B 1.4.
13 (20,6%) n3 63 MaTOTeHHBIX TEHOTUITOB UACHTUDU -
uupoBaHbl y nauueHToB ¢ CP, u 15 (65,2%) nureHHbIX
TEHOTUTIOB 13 23 T¢HOTHUII-TIO3UTUBHEBIX HaXOmOK OOHa-
pyxensl y aut ¢ PIT (x>=13,3; p=0,0001). ¥ 7 Hocure-
neit LMNA-rerotuna Hadmonaiachk 3-JIeTHAI JIUHEIHO-
IIporpeccupyiomas 3BOTIONNS apUTMUIT — OT cyIpa-
BECHTPUKYJISIPHON 3KTOIMH U aTPUOBEHTPUKYISIPHOM
omokanst 1o pazsutust OI1 (Bospact 35-40 ner) u KTA
(Bospact 40-45 met). Y 2-X HOCHUTEICH MAaTOTEHHOTO
SCN5A reHOTHITa, ACCOLIMMPOBAHHOIO ¢ OMHOTAILHOM
6ose3nbio, PI1 mpemimecTBOBaia OMBEHTPUKYJISIPHOI
muchyakunu. Hocutemm TPRM4 TeHOTHIIA OTINYATICH
CUHYCOBOI Opanukapaueid u 6ojiee MO3AHUM Ae0I0TOM
®B (Bo3pact >52 meT).

B rpynme mammentoB ¢ ®PIT wame Habmomanmuch de-
Hotunbl JJKMII ¢ conyTcTBylolieil HelipoMbIllIeuHOM
matojiorueit (MbIeaHbIe nucTpodnn bekkepa, Dmepu-

CKeJleTHbIe
MMOIIaTUN

<6 +LMNA -7 «DMD (1)
«1  +SCN5A ‘1 0

<0 +TRPM4 2 +BAG3 (1)
<0 +TRPM4 + TTNtv .1 TTN (2)
<0 +SCN2B .1 +CLCNI (1)
<0 +KCNH2+ TTNtv .1 0

<0 +ABCCY + SCN5A .1

.1 +TTNtv+TTN .1

.1 +RYR2 0

<2 +MYH7 + ACTCI ) cp

.1 +TTNtv+ MYBPC3 )

-1 +LMNA + MYBPC3 ) “20%

* bekkepa *DMD (1)
» Omepu-/peiicdyca * LMNA (1)+
» Opba-Pora EMD (1)
(u mp. TIKMJT) * LMNA (6)
» Tomcena -0
* Jipyruie CHHIPOMHBIE *LAMP2 (2)
Meﬂ(gpencepnﬂaﬂ oI
JI0Kaza

* Pumar >120 mc *57,3%

1 0

T bt

' ' A

1 '

§ ‘r;— Ur‘-—

Puc. 3. MaToreHHble reHoTUMbI, accoLmmpoBaHHble ¢ PI 1 ckeneTHoi MonaTmeil, pacnpPoCTPaHEeHHOCTb MexXnpeacepaHoi 6nokambl y nvu, ¢ AKMM.
CokpaueHust: NIKM/, — nosicHo-KOHEYHOCTHas MblLueyHast aucTpodusi, CP — cuHycoBbIi putM, G — dubpunnsuus npeacepamii.
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Ta6nuua 4
Pe3ynbTaTthl GMHAPHOrO JIOTUT-PErPECCUOHHOI0 MHOroakTOPHOro aHanu3a
¢ oueHkoi npeaukTopos ®I1 u matemaTuyeckoii mogenu

4CC >82 yp./MuH 0,052 0,011 21,088 0,000 1,053 1,030 1,077
TAPSE <14 mm -0,121 0,039 9,535 0,002 0,886 0,820 0,957
MexnpencepaHas 6nokaga 2,162 0,449 23,173 0,000 8,688 3,603 20,951
(lwmpwuHa P BonHb! 2130 mc)

KoHcTaHTa -2,613 1115 5,495 0,019 0,073 — —
OugeHka Moaenu X?=69,4; p=0,0001; R-keappat Halimxenkepka =0,397;

-2 Log-npasnononobue =229; nons npaeuibHoi peknaccudukaumm 79,8%; AUC 0,823 (95% AW: 0,799-0,901); p=0,0001

CokpaweHusi: /1 — noseputenbHblii uHTepBan, dr — oubpunnauus npeacepamii, HCC — yacToTa cepaeyHbix cokpatueHuin, TAPSE — cuctonnyeckas akCkypeus Kosb-
Lja TPMKYCNMAANBHOMO KNanaHa.

Tabnuua 5

Pe3ynbrathi MHOrodakTopHoro Kokc-perpeccMoHHOro aHanm3a ¢ OLeHKOW Moaenein pucka

1,098 0,382 8,252 0,004 2,999 1,418 6,344
TX6M -0,007 0,002 14,136 0,000 0,993 0,990 0,997
0O6Lan oueHka ¥2=31,2; p=0,0001; -2 Log-npaeaononobue =254; nons npaBunbHoii knaccudukaumm 89,8%
2 on 1,473 0,361 16,684 0,000 4,364 2152 8,850
LLnpuHa QRS 0,007 0,003 4,302 0,038 1,007 1,002 1,013
0O6Lan oueHka X2=23,5; p=0,0001; -2 Log-npasaononobue =296; [ons npaBuibHoi knaccudukaumm 88,7%

CokpaweHus: O — dpubpunnaums npeacepamii, TEMX — TecT 6-MUHYTHON X0AL0bI.

Hpeiidyca, MOSICHO-KOHEYHOCTHBIE M CUHAPOMAaJIbHbBIE B pesynbrate MHOTO(AaKTOPHOTO aHaM3a C IMOIIaro-
muonatuu). Tak, y suir ¢ AIT yacToTa cCKeleTHON MUO-  BBIM UCKJIIOYEHUEM TPEIUKTOPOB, BBISIBJICHHBIX C T1O-
matuu coctaBuia 14,7% (n=11) 1Mo cpaBHEHUIO C TPYI-  MOIIBIO JIOTUT-PETPECCUU, IIPOTHOCTUYECKAST 3HAUUMOCTh
noit CP (n=5/2,56%; y>=12,4; p=0,0001). TeHoTunbl, mnOATBEpkKAEHA W Tpex (hakTopoB prcka PIT (moporosbie
accormupoBaHHble ¢ DI U cKeJTeTHBIMU MBIIIIEYHBIMUA ~ 3HAYCHMS TIPEIUKTOPOB TIPEIBAPUTETBHO ObLTU OIpese-
MUCTPOMUSIMHU, TIPENCTABICHBI HAa PUCYHKE 3. nenbl ¢ moMortbio ROC-ananmuza): YCC (OL 1,05; Touka
B pesynbrate omHO()AKTOPHOTO JOTUT-peTpeccuoH-  otceueHus >82 yu./mun; AUC=0,731; p=0,0001); TAPSE
HOTO aHajM3a oIllpeneieHbl cratucTudecku 3HaunMmble (OL 0,89; moporosoe 3HaueHme <14 mm; AUC=0,753;
Jorapudmudecke otHomeHus: maxncos (OLI) passu- p=0,0001); mexnpencepnHas 6iokana (OL 8,69; Touka
st @I1 y maumenroB ¢ AKMII mng cnenyromux ¢ak- oOTcedeHUs IIUTEIbHOCTH P BomHBI Bo II-M oTBemeHUM
TopoB pucka: Bo3pact (OLL 1,05 (95% noseputenbubiii  DKI' >130 mMc; AUC=0,836; p=0,0001). Pesynsratbl 61-
untepsan (JAN): 1,02-1,07)), nossimienne YCC (OLLl  HapHOI TIOTUCTUYECKOI PErPECCUU U OTICHKA TTPOTHOCTHU -
1,04 (95% JAW: 1,02-1,07)), cauxenue TAPSE (OILL 0,89  yeckoii Mozeau IpeacTaBieHbl B Ta0auLe 4.
(95% OWN: 0,82-0,95)), ysenuuenue uJIINO (OL 1,06 B ctpykrype cmeptHOCcTH (n=34/12,6%) dbaTaibHbIe
(95% OW: 1,01-1,12)) n noseimenue cp/IJIA (OLI 1,04 wHcyasTHI cocTaBuium 5,88% (n=2 u3 34). KommosuTHoit
(95% AW: 1,02-1,06)), TpancMuTpaibHblii E/A TIaTTepH  KOHEYHOM TOYKM mocTturiu 86 manueHToB (31,8%),
nuactonndeckoit mucdynkimu JIXK (O 1,83 (95% AM: B T.u. TC BeimosHeHa 68 muuam (79,1%). B yactHOCTH,
1,12-3,01)), mexnpencepaHas oiokana (OLL 5,05 (95%  netanbHble UCXOIbI 3aDUKCUPOBAHBI Y 22 TAIIMEHTOB
AW: 2,59-9,88)), murennbiit u LMNA/SCN5A renotun (29,3%) ¢ ®IT uy 12 (6,2%) nui ¢ CP — oTHOCHUTENb-
(O 1,83 (95% AM: 1,14-3,21)), comytcTBytomue cke- HbIii puck (RR) cocraBun 4,77 (95% AW: 2,48-9,14).
netHble MuonaTuu (OLL 1,62 (95% AWN: 1,22-2,13)). KomOuHuMpoBaHHasi KOHeUHasl TOUkKa ObIJIa TOCTUTHYTA
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Kpussie Karan-Meiiepa
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y 55 (28,2%) muu ¢ CP u 'y 31 (41,3%) mauumenra ¢ OI1
(RR 1,47; 95% AW: 1,03-2,08).

B pesynbrare ogHo(akTopHOro Kokc-perpecCioHHOTO
aHaJIM3a TIPOTIOPIIMOHAIBHBIX PHCKOB OIPENeIcHBI 4 He3a-
BHCHUMBIX IIPEIUKTOPA CAMOTO HEOJIATOIIPUSATHOTO MCXOIa
JKMII — cepneuno-cocynuctoii cmeptu: OIT (OP 3,99;
95% JW: 1,67-8,59; p=0,0001), YCC (OP 1,026; 95% AU:
1,01-1,05; p=0,02); wupuna QRS (OP 1,033; 95% OAU:
1,01-1,06; p=0,037) u T6eMX (OP 0,991; 95% AU: 0,987-
0,995; p=0,0001). OP mrs ®IT cocrasmo 3,99, yro o3Ha-
yaeT 4-KpaTHOE MOBbILIEHUE prUcKa cMepT 1 80% BeposIT-
HOCTb JIETAJIbHOI'O MCXO0a B 6-JICTHEM IIEPUOIE.

B pesynbrate mHorodakropHoii Kokc-perpeccun
¢ IIpoLeAypoi IMOIIaroBOTO MCKIIIOUECHUS ITepeMeH-
HBIX (IIPEIMKTOPOB JICTAILHOTO MCXOHIa, OIIpEIesIcH-
HBIX TIP OMHOMAKTOPHOM aHaJIM3¢e), IIPOTHOCTHYECKAS
3HAYUMOCTD TTOATBEPXKAeHA I 3-X ¢akTopoB — DIT,
mnTtenbHoct QRS komrutekca m nucrannmu TOMX.
CornacHO perpeccuu MpONOPINOHATBHBIX PUCKOB IT0-
CTPOCHBI IBE IMPOTHOCTUICCKIE MOMIEIN PUCKA OTIaJICH-
HBIX JIETAJIBHBIX MCXOHOB, COMOCTAaBUMBIC IO 3HAUMMO-
CTU M KJIacCU(UKAITMOHHONW DyHKIMHU (Tadm. 5).

B pesynbrare MHOrodakropHoro Kokc-perpeccuoH-
HOTO aHajM3a B IBYX MOMICIISAX IPOITOPIIMOHATBHBIX PHC-
KOB TIONTBEpXKIeHA 3HAUMMAasl HeraTUBHAsI TIPOTHOCTH-
yeckas posb PII kKak HezaBUCHMOro (akTopa pucKa
CepIeuHO-COCYIHCTOl cMepTH. B mrepBoit Momem OP mst
®I1 cocraBmio 2,99 (95% AU: 1,41-6,34; p=0,004), ns
T6MX — OP 0,993 (95% AW: 0,990-0,997; p=0,0001).
D710 03HavaeT, 4Tto y manueHToB ¢ JKMII puck passu-

THSI JIeTaabHOTO Mcxoma ¢ pas3putreM PI1 moBEIIIaeTCS
3-KpaTHO, U B 6-JIETHEM II€PUOIE BEPOSTHOCTh CMEPTHU
cocranisieT 75%. OnHaKO Ha BEPOSITHOCTD JICTAJIbHOIO KMC-
XOIla OKa3bIBaeT ITOJIOKUTEIFHOE BIIMSTHHE BBICOKAST TOJIC-
panTHOCTh K Harpy3ke (OP 0,99 mig T6MX omnpenensier
CHIDKEHHME IaHca cMepTu Ha 50% mpu BBHICOKOM U KOM-
TICHCUPOBAHHON epEHOCUMOCTH HATrPy3KH, IIOPOT OTCE-
yeHust nuctadimu T6MX — 380 m). Bo 2-it monenu Kokca
OTHOIIICHNE MPOITOPIIMOHATBHBIX prcKoB mist PIT cocra-
Bwio 4,36 (95% AU: 2,15-8,85; p=0,0001), uTo yKa3bIBaeT
Ha 81% BepOSITHOCTD JIETAJIbHOTO COOBITHSI, Wi 4,4-Kpat-
HOE IOBBIILIEHNE PUCKA CMEPTU B 6-JICTHEM IepUOE; O~
HaKO B acCOLMAIINM C pacHIMpeHHBIM KoMIutekcoM QRS
>110 mc (OP 1,007; 95% AU: 1,002-1,013; p=0,0001) 1ian-
Chl CMEPTEILHOrO MCXOIa yBeanuuBaloTcs Ha 50% ot Mo-
MEHTa HACTYIUICHHSI OTSITOIIAIOIIETO COOBITHS.

KpuBbie KymynasaTuBHOM BbikuBaemocTu (Kamnana-
Meiiepa) m KpuBBble KyMyasaTuBHoro pucka (Koxc-
perpeccusi), B 3aBUCMMOCTH OT BPEMEHM HACTYILICHUS
JleTaibHOro coobITud y mauneHToB ¢ MIT u CP B mepuoxn
6-J1eTHETO HAOJIIONEeHUS, IIPEACTABIEHbl Ha PUCYHKE 4.

IIpn Koxc-perpecCMoHHOM aHalM3¢ KOMITO3UT-
HOIT KOHEYHOM TOUYKHM, a TaKKe KIMHUICCKNX MCXOIOB
mo otmenbHOCTU (Takux Kak: 2KTA, TC, mMmmiaanTa-
nust LVAD) 3Ha4MMOro MpOTHOCTUICCKOTO BIMSHUS
®I1 Ha aHAMM3WpPYyeMbIe COOBITHSI B pe3yJIbTaTe OICHKHU
MIPOITOPIIMOHANBHBIX PUCKOB He BBISIBICHO (p>0,072).
HezaBrucuMbIMEU TIpeIMKTOpAaMU PUCKa TIPOrpeccrupoBa-
Hust CH ¢ morpe6noctrio B TC unu LVAD omnpenene-
HbI: HU3Kas TojepaHTHOCTL K ®H — T6MX (OP 0,995;
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95% AWN: 0,993-0,997; p=0,006), GUBEHTPUKYISIpHAs
nuchynkuus — cHrkenue TAPSE (OP 0,894; 95% J1U:
0,835-0,957; p=0,023) u auskas OB JIK (OP 0,957; 95%
AU: 0,919-0,996; p=0,026).

Taxum o6pazom, PI1 kak onmHa U3 HanboEee YACThIX
YCTOMUYMBBIX MPEACEPAHBIX TAXUAPUTMUI B ITOMYJISILIAN
MIPOAEMOHCTPUPOBAIa OTHOCUTEIBHO HU3KYIO PaCIIpO-
crpaHeHHOCTh B koropte JJKMII no cpaBHeHuto ¢ 2KTA
(27,8% vs 60,4%; x*=56,9; p=0,0001), OIHAKO BBICOKYIO
IIPOTHOCTUYECKYIO 3HAYMMOCTh HETaTUBHOIO BIIMSIHUS
Ha pUCK JieTalibHbIX ucxogoB (OP =3,99). Paspurtue
®I1 y manmenToB ¢ JIKMII accommmpoBaHo ¢ 4-Kpat-
HbIM ITOBBIIIIEHUEM PUCKA CEPAEUYHO-COCYIUCTON CMEPTHU
B 6-JICTHEM IIEPUOIE.

OGcyxpeHune

DUMAEeMUOJIOTNIeCKIe JaHHBIE O PAacIIpOCTpPaHEH-
Hoctn DIT y manmenToB ¢ JKMII B autepaTypHBIX
MTAHHBIX TIPEICTABICHBI OTPAHNYCHO W CO 3HAUYUTEILHOMN
BapuabeabHOCThIO — OT 3% 1o 48% [4, 6-9, 14, 15, 18,
19]. BeposITHO, 3TO CBSI3aHO C TeM, YTO MCCIICTOBAHUS
B 3HAUMUTEILHON CTETCHU pa3IMYajnCch IO pa3MepaM
M3y4aeMoil TTOMYJISIIINY, aHAIM3UPYEMBIM TTapaMeTpaM,
KPUTEPUSIM BKITOUeHUS U orpeneiacHus PII (B 60b-
IIMHCTBE MCCICAOBAHUI IMAIIMEHTHI C ITAapOKCU3Mallhb-
Hoit ®PI1 O0pUM KIaccuuIMpoBaHbl Kak rpymnma CP).
Tak, mo maHHBEIM MeTaaHanm3a Petretta M, et al. (2010),
yacrora PI1 y nun ¢ JKMIT onpenenena or 2% no 41%
(B cpenrem 23%) [19]. B npocCreKTUBHOM HUCCJIea0Ba-
nuu Tayal U, et al. (2016) pacnpocrpaneHHocTs DI
npu cemeiinoit JIKMII cocraBuina 33% (B omiudue OT
0oJiee BBICOKOM YacCTOTHI B MpEACTaBICHHOIT HaMHU KO-
ropre — 45,3%) 1 COIMOCTaBUMYIO pPacIIpOCTPAaHEHHOCTh
®I1 y mur ¢ upmomnatudeckoit JKMIT (28% vs 25,6%)
[20]. Hamm stimmemmoiorndeckue nanHbele (qactora OII
27,8%) cosmnapaior ¢ gaHHbiMU peructpa EORP (B pe-
ectpe JKMII u3 1260 maumenTtos ®I1 6buta AMarHOCTH-
posana y 353 muir (28%)) [8].

B Goee mmpoKMX MOMYISIIIMOHHBIX UCCICTOBAHMIX
CH [1-5] ompeneneH cpemHeCTaTUCTUYECKHUI "TIOPTPET"
marerTa ¢ @I — 3To MOXUIIOI YeJI0OBEeK ¢ TPY30M CO-
IyTCTBYIOIINX 3a00JIeBaHMA, XyAIIeil ITepeHOCUMOCTBIO
pU3MIeCKNX HATPy30K, ¢ 0ojce BBIPAKCHHBIM HETATHUB-
HBIM peMoIeInpoBaHueM cepaia. HecMotpst Ha Goiee
Mojomoii Bo3pacTt nauueHToB ¢ JJKMII, MeHbIInii MH-
JIeKC KOMOPOMITHOCTHA M OTBET Ha TEPaITUIo, Pa3IMIus
KIMHIYEeCKOTo cTaTyca mauueHToB ¢ PI1 B mpencras-
JICHHOM KOTOpTEe MMCIOT ITOXOXME TCHICHIIMU: OoJiee
cTaplmii Bo3pact, 6oiiee Boicokuit kiaacc NYHA, Gonee
Beicokast YCC (Ha ¢oHe Tepamum), 3HAYUTEIBHO pac-
mmpennble JITT n T12K; ogHako reoMeTpus U QYHKIINS
JIZK, a taxxe 6uomapkep CH (NT-proBNP) 6pu111 co-
noctaBuMbl y manueHToB ¢ MIT u i ¢ CP. B ony6nn-
KOBaHHBIX COIMHUYHBIX paboTax 1o uccienoBanuio PII1
y nauueHToB ¢ JJKMII npocnexuBaercs 1eCKpUNTUB-
Hast aHayorust: mia ¢ AI1 crapire, mpeobiagaroT MyXK-

yuHbI, mrtatanus JITT 6onee 3HaYNTEIbHAS, CKIIOHHOCTD
K moBeimeHnio YCC u 6oee BICOKOMY ypoBHIO NT-
proBNP, ognako pasmepsl u @B JIK He pasauyanich
B rpyrmax CP n ®IT [13-15].

B mpencraBieHHOM HCCIETOBAaHUM IIPOBEICH JIO-
TUCTUYCCKUUA PEerpecCHMOHHOI aHalln3 MHOXKECTBa YXKe
W3BECTHHIX U HOBBIX (hakTopoB pucka PII; Tak, Haps-
Iy ¢ TPaOZWIMOHHBIMU TpeaukTopamu (Bo3pact, YCC,
o6wem JIIT) ompeneneHb HOBBIe MapKephl — TAPSE,
CpIJIA, E/A, mexmpencepaHast 6;10Kama, Creriupmae-
ckuii reHoTUN (LMNA, SCN5A, TuTeHHBIe TeTepPO3U-
TOTHI) U CKEJIETHBIC MUOMNATHU. [ €HOTHITBI ceMeitHOM
JAKMII, o0ycnoBiieHHbIE MyTAaLMSIMU B TeHAaX HEKCUJIM -
Ha (NEXN) n muonamtannHa (MYPN), TeHax TSKeIIbIX
nenieid MuosuHa (MYH?7) n necmorutakuHa (DSP), a Tak-
K€ BCE BapWaHTHI, U3MEHsIoNNE OeoK B reHax RBM20
u TPM I we 6smn accoumupoBanbl ¢ PI1. [eHeTHUICCKYIO
ocHoBy DI1 cocTaBmIM KaK He3aBUCUMEBIC TCHETHICCKIIC
aHOMAaJINMM — KaHAaJIOMaThM (BapMaHTHl B TeHaX MOHHBIX
kaHanoB TRPM4, SCN5A, SCN2B), Tak ® JTUTeHHBIE
MyTaluU B TeHax, accouuupoBaHHbIX ¢ JKMII u apur-
MUSIMU, — TIPEATIOIIOXUTEIIBPHO, TBE TCHETUUCCKHE TIPH-
unHbl (Hanpumep, TRPM4 + TTNtv naiu KCNH2 +
TTNtv); crnenmyeT TakKxke OTMETUTH OCOOBIM (peHOTUT
®I1, oOycnoBIEHHBII OMHOM TeHETUYECKON MPUINHOIM,
cBsg3anHHolt ¢ JAKMII, — namMuHomaTuu ¢ MyTauusiMu
B reHe LMNA. Tak, y 7 (53,8%) u3 13 naumneHTOB C Jia-
MUHOTIATUSIMU HAOJIOmAanach 3-JICTHSS IIPOTPECCUpPYIO-
IIast 3BOJIIOIMST aPUTMHUM — OT CYIIPaBEHTPUKYISIPHOI
9KTONUM W aTPUOBCHTPUKYISIpHON Onokamel mo PII
u KTA. PesynbraTbl MeTaaHaIU30B TaKXe IMOATBEPK-
IarT 6osiee BEICOKYIO pactpocTpaHeHHOCTh PII cpenn
JIUI, ¢ MyTanusMu B reHe LMNA — 9yacToTa HaIKely-
moukoBoi Taxmkapmuu (Bkmodas DIT m TpemeraHue
npeacepauii) cocrasisier 61% [21]. HekoTopble aBTOpHI
TakXe OTMeUaroT Oosice BBICOKYIO dacTtoTy PII y ma-
LUEHTOB ¢ HEHPOMBIIICYHBIMU TIPOSBICHUSIMH, C JIH-
HEMHOM M MpOrpeccupylomeil TeHICHIUE mepBUIHBIX
HapymeHuit putMa (PI1 u/mwim aTpuOBEHTPUKYIISIpHAS
0JI0Kama) K pa3BUTHIO TsLKeNbIX (peHOTHIIOB KMIT [22].
OnHako B IIpeACTaBICHHOM MCCIICIOBAHUN B Pe3yIbTare
MHOTO(haKTOPHOM JIOTUCTUUECKOI perpecCur TeHETUIC-
ckue n KmHIdeckne napamerpsl (IO, CpIJIA, co-
MYTCTBYIOIIME MHUOIATUU W MmaTTepH E/A mmactommye-
CKOit TUCPYHKIINN) HEe TTOATBEPAIIN CBOIO 3HAYNMOCTH;
tonbko 3 dakTtopa — UCC, TAPSE u mexnpencepnHas
0JI0OKama — OIMpeae/IeHbl B KaueCTBE He3aBUCUMBIX TIpe-
nuktopoB PI1 y mammenTos ¢ JIKMII.

B HayuyHOIf muTepaTtype MpeacTaBIcHO He3HAUYNTEThb-
HOE KOJIMYECTBO UCCIICAOBAHUIA O TIPOTHOCTUUYECKOI PO-
au OI1 y mauuentos ¢ JIKMII (He Gosee 6 paboT), B TO
BpeMs KaK paHIOMM3MPOBAaHHBIC MHOTOIICHTPOBBIC HC-
caemoBanus PIT mpu CH (¢ mmpokuM nuanazonom @B
JI2K) ucumcnsiorcs gecaTKaMu, M 3HAYUTEIbHBIN 00b-
€M J0Ka3aTeJIbCTB YKa3bIBaeT Ha BHICOKUII PUCK CMEpT-
HoctH cpenu mauneHToB ¢ CH n ®I1. Tak, pe3yabrarsl

50



MWOKAPOUT, SHAOKAPANT 1 KAPOAMOMMOMATNN

aHanm3a peructpa Trieste, omybaukoBaHHBIe Aleksova
A, et al. (2010) [13], TponeMOHCTPUPOBATN PA3TUIHOE
pimusaue PI1 Ha mmporHo3 B Koropte 539 mainneHTOB
¢ AKMII, nmeromux PIT ucxomno (B rpyrime He OBIIO
BBISIBJICHO 3HAUYMMOIT accolmainy Mexxmy ucxomHoit AI1
1 CMEPTHOCTHIO), 1 y il ¢ JIKMII ¢ BiepBbIie BBISIBJICH-
Hoit ®PIT (y KoTopsIX OOHAPYKEeHA CHIIBHAS CBSI3b MEXKIY
ne6iotroM PIT 1 MOBBIIIIEHHBIM pUCKOM cMepT — OP
3,67). B pesynbraTe aHajau3a JAHHBIX UTAIbSHCKOTO pe-
ructpa aBTopsl Nuzzi V, et al. (2021) cooOmmam o HU3-
kot pacnpoctpaneHHocty DI y mammentos ¢ JKMII
(3,9% nuu u3 1,18-ThICSIYHOI KOTOPTHI UMEJIU TOCTOSIH-
Hyto @I ncxonHo, n'y 5,6% NanMeHTOB MapOKCU3MaITb-
Has uu niepcucTtupytomas OI1 Op1a 3aperucTpupoBaHa
B IIepUOJ TOJTOCpOYHOro HabmoneHus — 135 [75; 210]
Mec. [23]. B atom nccrnenoBanun nepmaneHTHasg DI
mpu MHOTo(akTopHOM KOKC aHanmm3e OblIa OIpenesie-
Ha B Ka4eCcTBe HE3aBUCUMOTO TipenukTopa cMept 1 TC
(OP 2.,45; 95% OW: 2,61-3,63; p<0,001) Hapsioy ¢ opy-
TUMU TIePEMEHHBIMU (CHIBOPOTOUYHBIN KpeaTnHUH (OP
2,02; 95% OAW: 1,25-3,27; p=0,004), 11I-1V ®K NYHA
(OP 1,39; 95% OU: 1-1,92; p=0,05) u TsKenast MUT-
panbHas peryprutauust (OP 1,58; 95% OUW: 1,05-2,39;
p=0,03)), B To BpeMs KaK HaJW4KMe MTapOKCU3MaJIbHOM
n/nnm nepcuctupytonieid @I mokazano ToIbKO TeHICH-
o K 3HaunMoit accoumaunu (p=0,07) ¢ JeTaaTbHBIMUI
ncxomamu [23].

B mpencraBmeHHOM HaMHM MCCICIOBAHUM Pe3yiIbTa-
TBI MHOTO(MaKkTOpHOTO KOKC-perpeccCioHHOro aHaJM-
3a mokasajiau, 4yto Hanmmuue DI (OP 4,36; p=0,0001)
B COUETAaHWHU C pacIIupeHHBIM Komiuiekcom QRS (OP
1,007; p=0,0001) gaBasgeTrcd He3aBUCUMBIM (aKTOPOM
pUCKa CepAeyHO-COCYIUCTOil cMepTHOCTH (X2=23,5;
p=0,0001); HeCKOIbKO CHUXACT PUCK OTIAJICHHON
JIETaIbHOCTHU, accoumumpoBaHHOi ¢ PII, KoMIIeHCH-
poBaHHas nepeHocuMocTh Harpy3ku (T6MX >380 M;
OP 0,993; p=0,0001). Accoumanuit ®II ¢ pazBuTHEM
xun3Heyrpoxawmux KTA 1 moTpeOHOCThIO TTallMEH-
toB B TC B manHoii koropte JKMII He oGHapyXkeHO.
[MoxygeHHBIC HAMM TaHHBIC COTTIACYIOTCSI C PE3yJIBTaTa-
MU PETPOCHEKTUBHOro aHanuia koroptel JKMII [15],
COMOCTAaBUMOM IO YMCICHHOCTHU ITallMeHTOB (n=285)
u pacrnipoctpaneHHoct PI1 (89/31%) B uccnenoBaHuu
Dziewiecka E, et al. (2020), aBTopbl 0OHAPYXWIN ABA
HE3aBUCUMBIX IIPEINKTOPA JICTAIBHOCTHA OT BCEX IPU-
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Orpannyenusi MccleAOBaHUA: 1) MCcaemoBaHUE KO-
TOPTHOE OTHOIIEHTPOBOE M PETPOCIICKTUBHOE, HECMO-
TpsI Ha MPOCICKTUBHOCTh HAOJIOIATEILHOTO PETUCTpa
OKMIT; 2) Herb3sI NCKITIOUNTD, YTO HEKOTOPBIC MalleH-
TBI C aCUMITTOMHO# mapokcu3ManbHoit PI1 Mo OBITh
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u @IT npencraBiseTcs BaXKHOM, HO HEOOOIICHEHHOMN 13-
3a HM3KOM YaCTOTHI TCHETUICCKUX TECTOB, IIPOBEICHHBIX
cpenu manueHToB ¢ mepmaHeHTHOM DIT.

3aknioyeHue

B mpencraBieHHOM MCCIEIOBAHUM IIPOACMOHCTPH-
poBaHO, 4TO B Koroprte nmauueHToB ¢ JKMII yacrora
ycrouuseix ¢popm DI cocrasnster 27,8%; PIT acco-
OUUPOBaHA C BEICOKMM PHUCKOM CEPACYHO-COCYIMCTOM
cmeptHocTH (OP 3,99; 95% JAU: 1,67-8,59; p=0,0001).
PaszButue @I y manmeHTOB cO CHMKEHHOM TOJIEpaHT-
HOCTBIO K (PM3MIECKON HArpy3Ke WJIN C PacIIMpPEHHBIM
QRS KOMIIIEKCOM TT03BOJISICT BEIICIUTH TPYITITY HAIIMCH-
TOB BBICOKOTO PHICKa IJISI CBOCBPEMEHHOTO ITPOBEACHMS
CTpaTerny PUTM-KOHTPOJIsI. Bo3MoXHO, y TTallMeHTOB
¢ IKMII ciaegyer paccMaTpuBaTh paHHIOI CTPATEruio
KOHTPOJIST puTMa (TIpHM TTapOKCU3MaTbHON WIJIN TIEPCH-
crupypoonieit ®I1) ¢ mpuMeHeHEM KaTeTepHOTO Jieue-
HUSI apUTMHUU, OTHAKO MPEUMYIICCTBA TAKOW TaKTHKU
B IpODMIIaKTHKE CEePACUYHO-COCYINCTON CMEPTHOCTHU
TpeOYIOT BECOMBIX TOKA3aTeIbCTB B MHOTOIICHTPOBBIX
HUCCIIeO0BaHUIX. Takke HEOOXOIMMO MTPOBEACHNE HaTh-
HEeWIIMX MCCICHOBAHUI C IIEJIbI0 M3YUYCHUS IIPEIUK-
TOpOB 3 HEKTUBHOCTHA TepaITMd KOHTPOJST pUTMa IS
BBISIBIICHUS TTAIIMEHTOB, KOTOPBIC MOTYT ITOJYIUTh HaM-
OOJBIIYIO MMOJB3Y OT KapIMOBEPCUM WM KaTeTepHOI
a6aauuu DII.
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