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Lienb: oLeHUTb YacToTy M NPeAMKTOPbI ONPaBAaHHbIX CpabaTbiBaHWI KapanoBepTepoB-AedUbPUNNATOPOB Y 6ONbHBIX C AUNATALUOHHOW
Kapavomuonatueli (AKMIT), a TakkKe UX BAUAHME Ha OBLLYIO M BHE3aMHYI0 CMEPTHOCTb.

Marepuan u metogbl. Habntogannce 275 60nbHbIX ¢ cuHgpomom KM, cpeaHnin BospacT 46,8+12,5 net, 185 mykumH n 90
XeHWMH. Kputepmnamm BKAOYEHUA BbINN KOHEYHbIN Anactonndeckuii pasmep (K4P) nesoro »kenyaouka (/1¥K) 6onee 5,5 cm u
dpakuma Bbibpoca (OB) /K meHee 50%. U3 uccnefoBaHUA UCKAOYANUCH BONbHbIE CO CTEHO3aMM KOPOHAPHBIX apTepuit bonee
50%. UmnnaHTupyemble KapaunosepTepbl-gedubpunnatopbl UKL (n=44) n cepaeyHble pecUHXPOHM3IUPYIOLLME YCTPOICTBA
¢ dyHKumeln aedmbpunnatopa/cardiac resynchronization therapy-defibrillator CRT-D (n=32) umnnaHtnposaHbl 76 (27,6%)
naumMeHTam, B TOM ymcine 53 MyKUMHam M 23 KeHWwMHam, cpegHuii Bospact 48,9+12,9 net, KOAP 1)K 6,7+0,8 cm, ©B /1K
28,219,9%). B rpynny cpaBHeHUs Bowwan 199 6onbHbIxX (72,4%) 6e3 ycTpoicTB (132 MyXUMHbI U 67 KeHLWWH, CpeaHuIA BO3pacT
46,0£12,3 net, KAP /1)K 6,510,8 cm, ®B /1K 32,0+10,2%). Cpok HabaoaeHua coctasun 27 [24; 30] mec.

Pe3synbtatbl- Cpeayn Bcex 60/bHbIX ¢ cMHApPoMom AKMI yactoTa BHe3anHOW cMepTu cocTaBuna 2,9%, netanbHocTb 18,9%,
«CMepTb+TpaHcnnaHTauma» 22,6%; cpegu naumeHToB ¢ gedubpunnatopammu 2,6; 23,7; 32,9%, c UKA 4,6; 22,7 v 34,1%, ¢
CRT-D 0; 25,0 n 31,3%, y naumeHToB 6e3 yctpoicte 3,0; 17,1; 18,6% cooTBeTCTBEHHO. 3HaUYMMO 60o/iee BbICOKME MOKasaTeu
«BHe3anHas cmepTb+cpabaTbiBaHUA» BblAN OTMeYeHbl y 60/1bHbIX € Aedubpunnatopamm (26,3 vs 3,0%, p<0.001). YcTaHoBAEHa
NpeMMyLLECTBEHHO BocrnanuTensbHan (53,1%), nepsuuHas/reHeTnyeckan (19,6%) n cmewanHas (25,1%) npupoga cMHApPOMa
OKMN. TeHeTuyeckne ¢opmbl OblAM NpeacTaBieHbl HEKOMMNAKTHbIM MUOKAapAOM, apUTMOreHHOM AWcniasuveil npaBoro
xenygouka (ALNXK), muoamcTpodmamm, ammaonaos3om. BoissneHbl myTaumm B reHax LMNA (n=1), DES (n=2), DSP (n=2), EMD
(n=2), PKP2 (n=1), TTR (n=1), MYH7+MyBPC3 (n=1), MyBPC3 (n=4). YacTtoTa onpasgaHHbIx wokoB MKA/CRT-D coctaBuna 23,7%
(n=13/5). EAMHCTBEHHbIM CTATUCTUYECKM 3HAYMMbIM MPESUKTOPOM OMpaBAaHHbIX CpabaTbiBaHWI OKasanacb nepsuyHas/
reHeTnuyeckas npupoga AKMI, sbissneHHan y 100% 60/1bHbIX C LLOKaMM (B COYETaHUM C MUOKapaUTOM B 77,8%/ nsonmposaHHas
B 22,2 vs 29,3/22,4% y naumeHTOB 6€3 cpabatbiBaHmit), p<0,001, AUC 0.747, OP 1.66, 95% AN 0.711 go 3.885. ¥enyaoukosas
Taxukapama (T) 3apernctpuposaHa y 84% 60/1bHbIX € Wokamm (17% ycToiumean/67% Heyctoinumsas vs 1,7/72% B rpynne 6e3
cpabatbiBaHuit), p=0,06. Y B60NbHbIX C NEPEHECEHHBIMU LLIOKaMM Yalle GUKCMPOBANOCh CHUMKEHME BOJIbTaxKa Komnaekca QRS
(39 vs 6,9%, p<0,05), PB 6blna CTaTUCTUUECKM 3HAYMMO BbliLlle (34,419,7 vs 25,9+8,8%, p<0,005). CTOUT OTMETUTb, YTO NPU3HAKMK
runeptpodumm S y nauMeHTOB C WOKamu BCTpedanuch B 22,4% cnydaes, B rpynne 6e3 wokos B 41,4% (p=0,07).

3akntoueHre. OCHOBHbIM NPEANKTOPOM OMNpaBaaHHbIX cpabaTtbiBaHuit aedmnbpunnatopos y 60nbHbIX € cMHApomom OKMI
ABNAETCA ero nepBUYHas/reHeTUYecKasa Npupoaa, KoTopyt LenecoobpasHO MCMNO/b30BaTb B KAYeCcTBe CaMOCTOATE/IbHOMO
Kputepua otbopa Ha umnnanTaumio MKO/CRT-D. BospacT, ®B, ¢yHKLMOHaNbHbLINA Knacc (PK) cepaeyHon HeaoCTaTOMHOCTH
NPOrHOCTUYECKOW 3HAYUMMOCTU He UMenn. JonoNHUTENbHbBIMKU NPesuKTOpamMM ONpPaBAaHHbIX LOKOB ABMAUCH ycTonumBan/
HeycToumBas KT, HU3KMI BoabTaxk QRS 1 oTcyTCTBUE NPU3HAKOB rnepTpodun JIXK Ha anekTpokapamnorpamme (IKr).

Kniouesble cnosa: KapamosepTepbl-aAedMbpUANATOPDI, AMNaTaUMOHHaA KapAMOMMONaTUA, BHE3aMNHan CepaeyHas CMepTb,
MUOKaPAMT, }KeNya04KoBas TaxMKapaus, STUOOTUA.

KoH}AUKT nHTepecos: ABTOPbI 3aABAAOT 06 OTCYTCTBUM KOHPNNKTA MHTEPECOB.

Mpo3payHocTb pUHAHCOBOW HWKTO M3 aBTOPOB He UMmeeT PUHAHCOBOIN 3aMHTEPECOBAHHOCTM B NPEeACTaBAEHHbIX MaTepuanax uam
HeATeNnbHOCTU: MeToaax.

AnAa uuTMpPoBaHUA: Conosbesa E.A., bnarosa 0.B., Cegos B.l., KoraH E.A., 3aknasbmuHcKaa E.B. MokasaHnA K umnnaH-

Tauum 1 3dpdEKTUBHOCTb MCMOAb30BAHUA KapAMoBepTepoB-Aedpubpunnatopos y 60AbHbIX C Auna-
TaUMOHHOW Kapauomuonatnen. Cubupckuli meduyuHckuli x#cypHan. 2019;34(2):54-62. https://doi.
org/10.29001/2073-8552-2019-34-2-54-62
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Purpose. To assess the frequency and predictors of appropriate shocks of cardioverter-defibrillators in patients with dilated
cardiomyopathy (DCM) syndrome and the impact on the total mortality and sudden cardiac death (SCD).

Material and Methods. A total of 275 patients with DCM syndrome (average age of 46.8 + 12.5 years; 185 males and 90
females) were observed. Inclusion criteria were left ventricular (LV) end-diastolic diameter (EDD) more than 5.5 cm and
LV ejection fraction (EF) less than 50%. Patients with coronary artery stenosis more than 50% were excluded. Implantable
cardioverter-defibrillator (ICD) (n=44) and cardiac resynchronization therapy defibrillator (CRT-D) (n=32) were implanted in 76
(27.6%) patients (53 males and 23 females, average age of 48.9+12.9 years, LV EDD of 6.7+0.8 cm, and LV EF of 28.2+9.9%). A
comparison group comprised 199 patients (72.4%) without devices (132 males and 67 females, average age of 46.0+12.3 years,
LV EDD of 6.5+£0.8 cm, and LV EF of 32.0£10.2%). The average follow-up was 27 (24; 30) months.

Results. SCD in patients with DCM syndrome was recorded in 2.9% of cases; the total mortality rate was 18.9%; the rate of
death + transplantation was 22.6%. The SCD, total mortality, and death+transplantation rates were 2.6% (4.6/0%), 23.7%
(22.7/25.0%), and 32.9% (34.1/31.3%) in patients with devices (ICD/CRT-D) and 3.0%, 17.1%, and 16.6% in patients without de-
vices, respectively. The rate of SCD+appropriate shocks (ASR) was significantly higher in study group: 26.3 vs 3.0% in comparison
group (p<0.001). The nature of DCM syndrome was predominantly inflammatory (53%), primary (genetic) (19.6%), and multifac-
torial (25.1%). Genetic forms of DCM were represented by non-compaction cardiomyopathy, arrhythmogenic right ventricular
cardiomyopathy (ARVC), myopathies, and amyloidosis. The pathogenic mutations in the genes LMNA (n=1), DES (n=2), DSP (n=2),
EMD (n=2), PKP2 (n=1), TTR (n=1), MUH7+MyBPC3 (n=1), and MyBPC3 (n=4) were detected. The ASR (ICD/CRT-D) rate was 23.7%
(n=13/5). The only reliable predictor of ASR was the generic nature of DCM syndrome, identified in 100% of patients with shocks
(in the presence of myocarditis in 77.8%/isolated in 22.2%) in comparison with 51.7% (29.3/22.4%) in patients without ASR
(p<0.002, AUC 0.747, RR 1.66, 95% Cl 0.711-3.885). Ventricular tachycardia (VT) was registered in 84% of patients with shocks
(stable/unstable VT rates of 17/67%) vs 1.7/72%, in patients without shocks (p=0.06). In patients with shocks, low QRS voltage
(39 vs 6.9%, p<0.05) and the absence of LV hypertrophy signs on the ECG (77.6 vs 58.6%, p>0.05) were registered more often.
The average LV EF was higher in patients with ASR (34.4+9.7%) in comparison with patients without ASR (25.9+8.8%), p<0.005.
Conclusions. The genetic nature of DCM syndrome is an important predictor of appropriate shocks and an independent selection
criterion for ICD/CRT-D implantation. Age, NYHA class, and LV EF did not show prognostic significance. Additional predictors
of appropriate shocks were sustained/unsustained VT, low QRS voltage, and the absence of LV hypertrophy signs on the ECG.

cardioverter-defibrillators, dilated cardiomyopathy, sudden cardiac death, myocarditis, ventricular
tachycardia, etiology.
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BeeaeHune nospexaeHvem [1]. Yactotra JKMI coctasnset ot 2 go 13 cayva-
eB Ha 100000 kuTenel B rog [2]. Y my»unH 3abonesaHune BcTpe-
OunataumMoHHaa Kapavomuonatua (OKMM) — 3abonesa- yaeTca B 2—3 pasa yawe, ocobeHHo B Bo3pacTe 30-50 nert [3]. K

HME MWOKapAa, XapaKTepusyloweeca CHUMKEHMEM CUCTO/IMYe-
cKo dyHKuMM nesoro xenygouka (/IXK) n ero aunataumei, He
CBA3aHHOE C rMMepTOHMEeNr, NOPoKaMK CepaLa U UWEMUYECKUM

pa3BuTHIO KapTuHbl AKMI moXeT npMBecTM MHOMXeCTBO NPUYMH
W UX COYETaHWI, 4TO 06YCNOBMNO NOABAEHWE TEPMUHA KCUHAPOM
OKMM» [4, 5].



-~

“'.'_‘_{__ CUBUPCKUIN MEAMLIMHCKMI XXYPHOA. 2019;34(2):54-62

Hosonornuyeckuit amarHos cobcreeHHo OKMI npegnonaraet
HEeM3BECTHYIO MW FreHeTUYeCcKyto Npupoay 3abonesaHus. B uenom
OKMT nporHocTMyeckn HebnaronpuATHA M CBA3aHa C NpeXaeBpe-
MEHHOW CMepPTbO BCNEACTBUE XKeNya0o4KOBOW apuTMuu (BHesan-
Has ceppedHan cmeptb BCC) MAKM XpPOHMYECKON cepaeyHomn Hepo-
ctatoyHocTM (XCH). NATUNETHAS BbIXKMBAEMOCTb cocTaBnseT 78,6%
[3].4acTtoTta BCC npu AKMI oueHmBaeTcs Ha ypoBHe 12% un cocTas-
naet 25-30% npuuunH cmeptu [6, 7]. Y any 35-49 net AKMI ocTa-
eTcs BTOPOM No yactoTe (nocsie vwemuyeckon 6onesHu cepgua)
npuumHoi BCC [7]. BmecTe ¢ TeM UCNONb30BaHUE COBPEMEHHOW
MeaMKaMeHTO3HOoM Tepanum XCH 1 uMnaaHTUpyemblx Kapamuosep-
TepoB-aedunbpunnatopos (MKM), a TakKe PeCUHXPOHUIMPYIOLLUX
ycTponcTs ¢ dpyHKumen aedmnbpunnatopos (CRT-D) 3a 5 net cHusu-
o netanbHocTb Npu AKMI go 7-14% [6, 8], yactoty BCC Ha 87% B
cpaBHeHuu ¢ 1977-1984 rr. [6].

Mo AaHHbIM €BPONENCKOrO perucTpa Kapamommonatuid, Ha 2016 T.
WKL vmnnanTMpoBsaHbl 36,7% nauneHtoB ¢ AKMI, B Tom uucne
28,0% c uenbto nepBuYHOI npodunaktukm BCC [9]. OcHOBHbIMM
noKasaHuAMKM K umnnaHTauum WMK[, cornacHo pekomeHZauuam
EBponeiickoro obuwectea Kapauonoros (2015), asnatoTca: ppakuma
Bbibpoca (PB) /IK meHee 35% Ha ¢poHe onTMManbHOWN Tepanuu B
coyeTaHum ¢ XCH, oxkugaHue TpaHcnnaHTauuu cepaua, pubpunns-
uma xenypoukos (PH) nam yctonumsan KenyaoukoBas TaxmKkapams
(T) B aHamHe3e. U3 oTaenbHbIX HO30/10TUI 0bCYKAa0TCA NULb
NaMMHOMNATUK, HEeKoTopble MuoaucTpoduM, capKouaos cepaua,
apuTMOreHHan AMCnaasua NpaBoro kenygoudka (AOMXK) v ruranHTo-
KNETOYHbI MMOKapauT. Mpu MMoKapauTe nokasaHua K UK peko-
MeHZyeTcA paccMmaTpmBaTb NOC/e paspeLleHna OCTPoro anm3oaa.

3TN KpUTEPUU ABAAIOTCA HELOCTaTOYHO AnddepeHLMpoBaH-
HbIMMW, YTO MPUBOAUT KaK K HONbLIOMY YMCNY «BECnonesHbIX» Um-
naaHTaumn AedunbpUNNATOPOB, Tak U K HELOOLEHKE 3TOro meToaa
npodunaktnkn BCC y 6onbHbIX ¢ PB 6onee 35%. B HawymesLwem
nccnepgosaHnn DANISH (2016) npu «Heumwemmyeckoin» OKMIM
(BKNtOYAA rMNepTOHMYECKOEe cepale M KnanaHHble MOPOKKU) He
6bIN10 NONYYEHO 3HAYMMOTO CHUNKEHWUA CMEPTHOCTU B pesyabTaTe
mmnaaHTaumm UKL [10], xota ana «monoapix» (Monoxe 68 ner)
nauMeHToB npeumyuiectsa MKA-tepanumn 6bian gokasaHbl. B no-
cnegyowem nonb3a ot UKL noareBepkaeHa B MHOFOYMCAEHHbIX
meTaaHanmsax [11-15].

Bonpoc oT6opa Ha MMMNAHTaUMIO OCTaeTcsa KatodeBbiM. Mpu
MeTaaHan3e uccnefoBaHunii 12 npeaioXkeHHbIX paHee NpeauKTo-
pos BCC Ha 6onbluoii nonynaumm 6onbHbix ¢ AKMI (6onee 6000)
He YCTaHOB/IEHO LEeHHOCTU HU OHOr0 U3 BereTaTUBHbIX TECTOB; Ya-
CTOTa ONpaBAaHHbIX LLOKOB He CHUXKaeTcAa U Npu Bo3pacTtaHun ®B
Bbiwe 35% [16]. OueBMAHO, YTO Npobaembl cTpaTUdMKaALMM PUCKa
BCC BbITeKaloT, Npexae BCero, U3 BblpaXKeHHOW HO3010rnYecKomn
HEOAHOPOAHOCTM «Heuwemuyeckon OKMIM». YTouHeHUe 3Thoo-
rmn cuHgpoma JKMI B KaxKA0OM KOHKPETHOM C/lyvae npeactasna-
eTCcA OAHWM U3 INaBHbIX NyTen yay4yleHna otbopa Ha UK,

Takum 06pa3om, NOUCK HOBbIX KpuUTepues oTbopa Ha UK -Te-
panuio 1 NpeguKTOpPOB onpaBAaHHbIX cpabaTtbiBaHU aednbpun-
NATOPOB C y4yeTom 3Tmonormn cuHgpoma AKMIT npepcrasnaetca
BeCbMa aKTya/lbHOM 3aga4en.

Llenb: oLeHWUTb YacToTy M NPeAMKTOPbI ONPaBAAHHbIX CpabaTbiBa-
HUI KapamoBepTepoB-4edUbPUNNATOPOB Y BONbHLIX C CUHAPOMOM
OKMTI, a TakxkKe UX BAMAHME Ha 0B6LLYI0 M BHE3AMHYI0 CMEPTHOCTb.

Matepuan n metogbl

B wuccnepoBaHune BKAOYeHbl 275 60/bHBIX € CUMHAPOMOM
OKMTM, 90 KeHWmMH 1 185 myKumH (33 M 67% COOTBETCTBEHHO),
cpeaHuin BospacT 46,8+12,5 net (o1 16 ao 77 net). CpegHaa OB /1K
coctaBuna 30,9110,3%, Tak:Ke ObINN CHUMKEHDbI APYyrMe nokasaTenu

coKkpaTumocTu (cpeaHee 3HadeHume dp/dt 719 [662; 776] mm pT.
cT., VTl 11,9%4,3 cm); y 23,6% 60/bHbIX BbIIBIEHbI JIOKa/IbHbIE
rMNOKMHE3bI. Y 60NbWMHCTBA NAaLUMEHTOB BblIM pacLUMpPEHbI BCe Ka-
Mepbl cepaua: CpegHuii KOHeYHbI guacTonnyeckunit pasmep (K4P)
J1XK coctaBun 6,510,8 cm, KOHEYHbIN guacTonmyeckuii obvem (KO0)
JIXK 191 [180; 203] mn, KOHeYHbIN cuctonmyeckmii obbem (KCO)
132 [122; 143] mn, gnameTp nesoro npeacepaua (/M) 4,8+0,8 cm,
ero o6bvem 103,8+41,8 mn, o6bem npasoro npeacepaus (MNM) 83,7
[82; 99] mn, nepeaHe-3agHMIA pa3mep NPaBOro *Kenygouka (MK) —
3,210,8 cm, nokasatenb E/A 1,7 [1,5; 1,9]). TUNUYHbI BbINK TaKKe
MWUTPaNbHAA U TPUKYCNUZANbHaa peryprutauus (B cpegHem 2-i
[1,5; 2,0] u 1-#1 [1,0; 1,5] cTeneHu).

XpoHuueckan cepaeyHana HepgoctaToyHocTb (XCH) umenach y
BCex naumeHToB: | ctagun y 18 (6,4%), IIA ctagmum y 119 (43,1%), IIB
cTaguu y 127 (46,0%), Ill ctagum y 11 (4,0%) naupeHTOB, 1-1 PpyHK-
LMoHanbHbIv Knacc (OK) y 23 (8,3%), 2-i K y 80 (29,0%), 3-1 DK y
141 (51,1%), 4- ®K —y 31 (11,2%) naumeHTa. CucToNMYECKOE AaB-
NeHue B nerodHon aptepun (COJA) coctauno 41,3+15,7 mm prT. cT.

Kputepuamum BkAOYEHUA B UCCNef0BaHUE ABUAUCH AMnaTauma
NI (KOP 6onee 5,5 cm) n cuctonnyeckan ancyHkumsa 1K (OB me-
Hee 50%). Kputepuamm UCKtOYEHUSA BblN: aTePOCKNepOTUYECKOE
nopakeHne KoOpoHapHbIX apTepuii (cteHo3 250% B ogHoM 1 bonee
KPYMHbIX apTepuax), MHGAPKT MWOKapaa, OCTPbIM KOPOHapHbIN
CUHAPOM N MHOEKLMOHHBIN SHA0KAPAUT AABHOCTbIO MeHee 6 mec.,
BPOMKAEHHbIE U PEBMATUYECKME NOPOKM cepaLa (33 UCKIoUeHneM
nedeKkTa mexnpeacepaHon neperopofkun 6es sHauymmoro cbpoca,
[ABYCTBOPYATOro aoOPTaNbHOIO KnanaHa), TUPEOTOKCUYECKOe, TU-
nepToHnyeckoe cepaue (rmneptpoous /1K 6onee 14 mm), runep-
Tpoduryeckan Kapgmommonatus, BepuduLMPOBaHHbIA aMUI0OUL03
n apyrue 601e3HM HakonneHus, BEpUPULMPOBAHHDBIN CapKoMa03,
OnodoysHbie 601e3HN coeaUHUTENbHON TKAHWU, CUCTEMHbIE BacCKy-
AnTbl, numdonponndepaTMBHble 3abonesaHun, XMmuoTepanus
QHTPALUMKAMHAMMU, ONepaLmnn Ha cepaLe AAaBHOCTbIO MeHee 2 Mec.,
OTKa3 MauMeHTa OT y4acTusa B UCCAef0BaHUMN.

B rpynny HabnoaeHua Bowan 76 6onbHbIX (27,6%): 53 MyXKuun-
Hbl (69,7%) 1 23 keHwmHbl (30,3%), cpegHuii Bo3pacT 48,9+12,8
NIeT, KOTOPbIM [10 BK/IOYEHMA B UCCNeL0BaHME UK B XO4e ero 6binun
mmMmnaaHTMpoBaHbl MK (n=44) nan CRT-D (n=32). Mpynny cpaBHe-
HUA cocTaBuaM octaBlimeca 199 60nbHbIX (72,4%): 132 MyXKUMHbI
(66,3%) n 67 eHwWmH (34,7%), cpegHuii Bo3pact 46,0£12,3 ner,
KOTOPbIM AedUBPUNNATOPbI HE UMNIAHTMPOBANIUCD.

NabopaTopHO-MHCTPYMEHTaNbHOe obcnefoBaHWe BKAKOYANO
CTaHpapTHble meToabl (onpoc, ocmoTp, IKI, IxoKl, cyTouyHoe
moHuTopupoBaHue IKI no XonTtepy), a TakKe onpegeneHne ypos-
HA aHTUKapAMaNbHbIX aHTUTEN METOLOM WMMMYHObEPMEHTHOrO
aHanusa (M®A), aMarHoCTUKY MEeToAOM MOAUMMEPA3HOW LLEMHOM
peakuuu (MLP) BupycHOro reHoma B KpoBWM M MWOKapge. AnAa
BEpUOUKALUMM  HO30/0TMYECKOW npupoabl cuHApoma OKMIM
AO0MNONHUTENBHO MPOBOANANCH MYIbTUCIMPA/IbHAA KOMMbIOTEPHanA
Tomorpadumsa (MCKT) cepaua (n=182; 66%), MarHUTHO-pe30HaHCHas
Tomorpadua (MPT) cepaua (n=82; 29,8%), cumHTUrpadus
(n=90; 33%), KOHcynbTaums Bpava-reHeTuKa, OHK-amarHoctuka.
CoCTOAHME KOPOHapHbIX apTepuii OLEeHWBANOCb C MOMOLLbIO
KopoHaporpadum (n=109; 39,6%) nam MCKT. Mopdonormyeckoe
uccnepoBaHMe MuokapZa nposegeHo 96 (34,9%) 6onbHbIM, B
TOM YMC/ie BbINOJSIHEHO 67 3HAOMMOKapAMaibHbIX buoncuin (3MB)
MX, 14 uHTpaonepaumoHHbix 6uoncuin JIXK, 5 umccnesoBaHuUi
3KCNNAHTUPOBAHHOIO cepaua u 10 ayToncuii; 9 naumeHTam npo-
BefeHa buoncua Apyrux opraHoB (Nerkne, neveHb, KOXKa, MblLLLLbI,
NMmooy3nbl cpeaocTeHuns).

CpeaHuit cpok HabnwogeHusa coctasun 27 [24; 30] mec. MNo-
BTOpHOe ob6cnefoBaHUe NPOBOAMAOCH Yepes rof, BKAOYANO CTaH-
[apTHble MeToabl 06CNea0BaHUA U KOHTPOAbL cuctembl MKA/CRT-D.
MccnepoBaHWe HOCKMO XapaKTep NPOCNEKTUBHOTO, HePaHAOMU3U-
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POBaHHOIO CONOCTAaBNEHUA ABYX rpynn (HAbNOAEHWNA U CPAaBHEHUSA).
KOHeYHble TOYKM WUCCNefoBaHMA BKAKOYANW OOLLY0 NeTanbHOCTb,
BCC, nokasaTenn «CMepTb+TPaHCNAaHTALMAY, YacToTy cpabaTbiBa-
HUI fedMbPUNNATOPOB M NOKa3aTeNnb «cpabaTtbiBaHMA+BCCy.

Cratuctnyeckas o0bpaboTKa nposefieHa C MCNO/b30BaHWEM
nporpammsl IBM SPSS STATISTICS 23.0. NMpwn HopmanbHOM pacnpe-
AeneHnn nNpusHaka 3HayeHuA NpeacTaB/eHbl B BUAE cpedHero v
CTaHZAPTHOrO OTKAOHEHUA (M+SD). Ecan napameTp He UMen Hop-
ManbHOro pacnpegeneHuns, AaHHble NpeacTaB/aeHbl B BUaAe megma-
Hbl C YKa3aHMEeM BEPXHEro U HWKHero Keaptuaein. HopmanbHOCTb
pacnpegeneHvsa oueHuBasacb € nomollbio Tecta Konmoroposa—
CMMPHOBA, CTAaTUCTMYECKAA 3HAYMMOCTb PA3INYMI — C MOMOLLLbIO
Kputepunes CrblogeHTa, MaHHa—YUTHU, YMNKOKCOHA. KayecTBeH-
Hble MNPW3HaKM npeacTasneHbl npoueHTamu. CpaBHeHWe Kade-
CTBEHHbIX MPU3HAKOB NPOUCXOAMNO C UCMONb30BAaHNEM KpUTEpmA
X2. Pasnuuma cuntanncb CTaTUCTMYECKM 3HauuMmbimu npu p<0,05.
[OnA OUEeHKM AMArHOCTUYECKOW WM MPOrHOCTUYECKOM 3HAYMMOCTK
pas3NnyHbIX Npu3HakoB npumeHanca ROC-aHanus; nocTpoeHune
KPUBbIX AOXUTUA OCYLLECTBAANOCH N0 MeToay KannaHa—Meliepa.

MNpoBeneHve nccnenoBaHUA 0406PEHO IOKANbHbBIM 3TUMECKUM
komutetom Mepsoro MIMY um. .M. CeueHosa (npotokon No 01-
18 o1 17.01.2018 r.).

Pe3synbratbl

Mo pAaHHbIM  KOMMNJIEKCHOro  06cnefoBaHUA  BblIBNEHbI
cnegytoLime npuyYnHbl cuHgpoma AKMI: guarHo3 n3oanMpoBaHHOro
MWOKapauTa (onpeseneHHoro U BepoATHOro) yctaHossneH y 129
(46,9%) 1 17 (6.2%) 60NbHbIX, rEHETUYECKU AETEPMUHNPOBAHHOM
Kapavomuonatum —y 32 (11,6%), coveTaHusa reHeTnyeckon KM
1N MMOKapauTa y 69 (25,1%), nepsuyHoi/nanonatndeckoi AKMI
y 22 (8,0%), nocTny4eBoit/aHTpaLMUKAMHOBOW KapavomuonaTtum y 4
(1,5%) naupeHTtos. Kpome Toro, y 14 yenosek U3 pasMUHbIX rpynn
MMeNo 3HayeHWe 3noynoTpebneHue ankoronem. FeHeTUyeckue
dopmbl  OKMM BKAOYANAM HEKOMMAKTHbIM MWOKapa (n=68),
AAMXK (n=12), TTR-amunomgo3s (n=1). B xope reHeTu4yeckoro
NUccnefoBaHNA NaToreHHble MyTauun onpeaeneHbl y 15 60/bHbIX:
B reHax LMNA (n=1), DES (n=2), DSP (n=2), EMD (n=2), PKP2
(n=1), MyBPC3 (n=4) n B reHax MYH7+MyBPC3 (n=2). BupycHbli
reHoM B MMOKapae BbifiBieH y 37 60nbHbIX (38,9%): npeobnagan
napsosupyc B19 (n=26).

Mpu conocTaBneHUM NALMEHTOB rpynn HabaoaeHUA u cpaBHe-
HWA BblIM OTMEYEHbI CTATUCTUYECKN 3HAYMMbIE PA3NIMYUA NALMEH-
TOB NO UCXOAHbLIM CTPYKTYPHO-PYHKLMOHANbHBLIM NapameTpam M
aTMonorumn cuHgpoma AKMM (tabn. 1).

Tabnuua 1. ConocTaBneHME UCXOAHbIX NAPAMETPOB B rpynnax HabaloaeHa 1 cpaBHeHUs

Table 1. Baseline characteristics of patients in study and comparison groups

MapameTpbl

Bospacrt, net

Mon (m./.)

Cpok HabntoaeHusA, mec.
MepBuyHasn/reHeTMYeckas npupoaa AKMIM, %
@B ncxogHas, %

®B nepBuYHasn (uepes 6 mec. neyeHus), %
®B KoHevHas, %

KAP J1XK, cm

dp/dt, mm pT. cT.
Ycroiumnsas/Heycronumean KT, %
MonHas 6nokaga JIHMT, %

O6vem /M, mn

Konunuectso X3

Mnoxoi oTBeT Ha Tepanuto (Npupoct B < 5%), %
Bupyc B mnokapae, %

®K XCH

IKT-npusHaku runeptpodum XK, %
MNepepHe-3agHuii pasmep MK, cm

CANA, mm pT. CT.

CreneHb MP

Huskuit BonbTaxk QRS, %

TonwwuHa MM, mm

TonwmHa 3CJIK, mm

MpoponkutenbHocTb QRS, ¢

lpynna HabnoaeHns pynna cpaBHeHwA p
. 48’911 2’8 .................... 45,04112 ’ 3 ................. He 3 HaqMMO .......
53/23 132/67 He 3Haummo
32,6 [26;39] 24,6 [21;28] <0,05
63,2 41,7 <0,01
28,319,8 31,9+10,3 <0,05
32,5+9,6 40,0+11,7 <0,005
35,0+12,4 43,2+11,9 <0,005
6,80,8 6,449,8 <0,002
617,0 [548,1; 685,8] 763,3 [688,0; 838,6] <0,05
73,1% 43,1% <0,001
46,2 17,3 <0,001
109,9 [99,9;120 101,6 [95,2; 107,9] He 3HauMmo
4039 [2256;5822] 3189 [2258; 4120] He 3HauMmo
22,4 14,1 <0,05
14,5 13,1 He 3HauMmo
2,5[2,6;2,9] 2,5[2,5;2,7]. He 3HaumMmo
36,8 36,7 He 3Haunmmo
3,4+0,8 3,10,8 <0,05
45,6+16,8 39,6+14,9 <0,01
21[1,8;2,2] 1,5[1,6; 1,8] <0,01
18,4 12,1 He 3Haummo
9,2[8,7;9,7] 10,1 [9,8;10,7] <0,005
9,5[9,1; 9,9] 10,2 [9,9; 10,5] <0,005
0,135+0,03 0,115+0,03 <0,001

MpumeuaHue: 3C — 3aaHAA CTeHKa, JIMN — neBoe npeacepave, MM — mex:kenyao4kosas neperopogka, MP — muTpanbHasn peryprutaumsa, MX — npasbii

Xenyagouyek.

Note: 3C — left ventricular posterior wall; /N — left atrium; MM — interventricular septum; MP — mitral regurgitation; M — right ventricle.
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MayuneHTbl rpynnbl HabaloaeHWa Oblan Taxenee no pagy
roKasaTtenen: Ana HWX xapakTepHa 6onee Hu3kaa ®B, 3HauMmo
Bbllwe ucxoaHble KAP /X n cpegHee 3HaveHue dp/dt. Y 60/bHbIX C
YCTPOMCTBAMM BbiABAEHbI 6ONbLUME 3HAYEHWNA YACTOTbI YCTOMUMBOIA/
HeycTonumBon T, npogomkutenbHocTM QRS, cTaTUCTUYECKH
3HAaYMMO Yalle oTMeYanach nosHas 61o0Kaza 1eBON HOMXKKM My4Ka
Mnca. Y naumeHToB rpynnbl HabaoaeHUa npeobnagana nepsuyHas
(namonatnueckan/reHetnyeckasn) AKMM (21,8%) u ee coyetaHue
C MMWOKapauTom (37,2%), B rpynmne cpaBHEHWA W30JMPOBAHHbBIN
(onpepeneHHbIVt /BeposaTHbIN) MUoKapauT (60,0%).

3a Bpema NpoBeAEeHHOro UCCNeL0BaHMA OnpaBaaHHble cpaba-
TbiBaHUA gedubpunnatopos passuauce B 23,7% (n=18): y 13 na-
umeHtoB ¢ MKA, y 5 — c CRT-D. C uenblo BbiABNEHMA Hanbonee
3HAaYMMbIX NPEAMKTOPOB LLOKOB NPOBEAEHO CPaBHEHWE Pas/INYHbIX
napameTpoB y MaUMeHTOB rpynnbl Habao4eHWA ¢ WoKamu U bes
HUx (Tabn. 2). Mo pesynbTaTam MUCCNEAOBaHWA, HO30/10TMYECKas
npupoga cuHapoma AKMI asunacb eAMHCTBEHHbIM HAAEKHbIM
NpeayKTOpOM OnMpaBAaHHbIX cpabaTtbiBaHW, NO KOTOPOMY NaLu-
€HTbl C LIOKamMMU N 6e3 HUX CTAaTUCTUYECKU 3HAYMMO OTANYANUCD
Apyr ot gpyra. sonnposaHHaa nepsuyHaa JKMI1 3apernctpupo-

BaHa y 4 MauMeHTOB C WOKamu (22,2%), B COY4ETAHUM C MUOKAp-
outom y 14 (77,8%), n3 Hux y 4 6onbHbIX (28,6%) noaTeepKaeHa
reHeTnyeckana AKMIM. Takum obpasom, y Bcex naumeHTos (100%)
C OnpaBAaHHbIMKU CpabaTbiBaHUAMM BbISIBNEHA MepPBUYHAA MpU-
poaa AKMII. Cpean naumMeHToB € U30/IMPOBAHHBIM MUOKApANTOM
cpabaTbiBaHUA He 3adMKCMPOBaHbI HW pasy, cpean 6OoNbHbIX C
nepsuyHoi/reHeTnudeckon AKMM — 8 29,4%, npu coyeTaHUAX BOC-
nanuTenbHon u reHetudeckon AKMI — B 45,2% cnydaes. Y 84,0%
60/IbHBIX C LIOKAMW OTMEYaNach KenyaouKoBan Taxmkapaua (HKT),
B rpynne 6e3 wokoB y 73,7% (p=0,06), npuyem y Bcex NaumMeHTOB
c yctoiumBon T ycTaHOBNEHa reHeTMyeckaa npupoga AKMIM.
MaumeHTbl C WOKaMn OKa3anncb MeHee TAXKEe/bIMU MO OCHOBHbIM
CTPYKTYPHO-OYHKUMOHANbHbIM NapameTpam (KAP /1K, ®B, dp/dt).
BbiABNEHbI 3HaUMMble pasnunuma no dKI-npmsHakam: y 60/bHbIX C
aeKBaTHbIMM CpabaTbiBAHUAMM YaLLe PerncTpMpoBanoCh CHUXKe-
HUe Bo/MbTaxka Komnsekca QRS (39 vs 6,9%), pexke onpeaenanncb
npusHaku runeptpodum 1K (22,4 vs 41,4%). Y 601bHbIX C LUIOKaM#M
Yalle OTMeyanca naoxol OTBeT Ha sedveHue (npupoct B meHee
5%), oHAKO KpUTEPUEB CTAaTUCTUYECKON 3HAYMMOCTU PA3NNYUMNA He
[OCTUINN.

Ta6baunuya 2. ConocraBneHme NCXOAHbIX MAPaMETPOB Y MaLMEHTOB, MEPEHECLLMX LWOKK, N 6oNbHbIX 6e3 cpabaTtbiBaHuit UKA/CRTD
Table 2. Baseline characteristics of patients with and without ICD/CRTD shocks

MapameTpsbl OnpaBgaHHble WOoKK bes wokos p
MepBuYHan (reHeTYeckas/uamonaTtuyeckan) AKMN, % 100 51,7 <0,001
YcTonumean/HeycToumsan KT, % 84 73,7 0,06
CHukeHue BosibTaxa QRS, % 39 6,9 <0,05
3Kr-npusHaku MK, % 22,4 41,4 0,07
KAOP JTXK, cm 6,2+0,6 6,8+0,9 <0,01
Ycronumean KT, % 17 1,7 <0,01
®B, % 34,4+9,4 25,949,0 <0.001
dp/dt 589 [517; 661] 793 [587;998] <0,05

Konunuectso K3

Mnoxoit oTBET Ha NeyeHune (NnpupocT PB<5%), %

4090 [1897;6282]

3562 [1900; 5222] He 3HaunMmo

44,4 28,5 He 3HauMmo

Huskaa ®B /XK He ABunacb paktopom passuTua daTasbHbIX
aputmmit. Mo gaHHbim ROC-aHanumsa (puc. 1), Hambonee 3HaUMMbIM
NPeLVMKTOPOM OMNPaBAaHHbIX LIOKOB OKa3ancsa HO30/0rMYecKuii
AnarHo3 y 60nbHbIX ¢ cuHgpomom KM,

OCHOBHbIM AMarHOCTUYECKUM KaTeropuam (MUOKapamT, re-
HeTuyeckaa AKMI, coyeTaHne reHeTMYeCcKon U BOCNanuTeNbHOM

npupogsl AKMM, namonatuueckas AKMIM) npucsoeHbl onpese-
NeHHble LUMpOoBble 3HAYEHMS, NOC/Ie Yero 3aKoANPOBaHHbIN Ana-
rHO3 COMOCTAB/A/ICA C HA/IMYUEM MW OTCYTCTBUEM LLOKOB. B TO ke
Bpems ncxogHo bonee Bbicokas ®B y NaLMEHTOB C YCTPOWCTBAMM
accoummpoBanack ¢ bonblien YactotTon cpabaTtbiBaHUn Aedpnbpun-
NATOPOB.

OnpaegaHHble cpabatbiBaHua (rpynna UKO/CRTD)

10

0,87
awWarHas

0,64

YyBCTBUTENBHOCTb

dakTop AUC p

Ownarnos 0,770 0,001

0,0+ T T
0,0 0.2 0.4

0.6 08 10 ®B 0,744 0,003

1- CneundunyHoCTb

Puc. 1. ROC-aHanun3 NnpeauKToOpoB onpaBAaaHHbIX LOKOB Y 60bHbIX C cuHApomom AKMI
Fig. 1. ROC-analysis of predictors for appropriate shocks in patients with dilated cardiomyopathy syndrome
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B pesynbtate NpoBEAEHMS PECUHXPOHU3UPYIOLLEN Tepanuu
y 60onbHbIX Cc cuHapomom [AKMI oTMeyeHa NONOXKUTE/bHAsA
OVHaMUKa, npexkae Bcero, no ®K XCH (cHuxkenwne c 2,8 [2,6;3,0]
no 2,1 [1,8;2,4], p=0,03 n ®B /1K (Bo3pactaHue c 26,5+7,6% no
32,7£12,4%, p=0,04). OnpaBaaHHble LIOKM 3aperncTpupoBaHbl y
15,6% 60nbHbIX ¢ CRT-D (n=5). YacToTa agekBaTHbIX cpabaTbiBaHUA
y naumeHtoB ¢ MK/ okasanacb Bbiwe (n=13, 30,9%), BO3MOKHO,
Bcneacteme ynydwenus ®B J1K, K XCH 3a cueT adpdpeKkTMBHOM
PECUHXPOHU3MPYIOLLLEN Tepanuu.

06 NeTANBHOCTE

T T T T T T T
0o xm 4«00 @0 000 0020 20

[anee 6blAn ougHeHbl Ucxoabl Y OOMIbHBIX C CUMHAPOMOM
LOKMT B 3aBUCMMOCTM OT Hanuuuma gedubpunnatopos. Cpeam Bcex
nauyeHTos ¢ cuHapomom LOKMI netanbHoCTb cocTtasuna 18,9%
(n=52), noKasaTenb «CMepTb+TPaHCNAAHTaUMA» paBHaAcA 22,6%
(n=62). CTaTUCTMYECKM 3HAYMMbIX Pa3/IMYMiA NO 06LLLEN 1eTaIbHOCTH
(23,7 vs 17,1%, p>0,05), noKasaTento «CMepTb+TPaHCNAAHTALUAY
(32,9 vs 18,6%, p>0,05) mexay OBYMSA OCHOBHbIMM Fpynnamu, a
TakKe naumeHTamu ¢ K4 n CRT-D (22,7 vs 25,0%, 34,1 vs 31,3%,
p>0,05) He BbiABNEHO (pUC. 2).

CHEPTE*TRAHCNNAHTALMA

Puc. 2. YacToTa AOCTUEHUA KOHEUYHDbIX TOUYEK («0bLLan NeTaNbHOCTb», «CMEPTb+TPaHCNIaHTaLMA») B rpynnax HabNtoAeHMA 1 CpaBHEHNA
Fig. 2. Time-to-event curves for end points (total mortality and death+transplantation) in study and comparison groups

Cpean Bcex naumeHtoB ¢ cnHapomom AKMI yactota BCC
coctaBuna 2,9% (n=8). CTaTUCTUYECKN 3HAYUMBIX PA3TNUNI MEXK-
4y rpynnamu HabnwoaeHusa U cpaBHeHUA He onpepeneHo (2,6 vs
3,0%). BCC y naumeHTtoB ¢ UK[, passunacs B 4,6% (n=2), c CPT-D
Nnofo6HbIX Cly4aeB He 3aperncTpupoBaHo. Mpu oueHKe KOHEeYHOM
ToukM «BCC+onpaspaHHble cpabaTbiBaHMA» BbIABAEHbI CTATUCTU-
YeCKM 3HaAYMMble Pas3IMuMA Mexay naumeHTamu ¢ aedubpun-

BHe3anHas cmepTb+onpaBaaHHble
cpabatbiBaHuA

BHe3anHasa cmepTb

NIATOpPamMM M rpynnoi cpaBHeHua (26,3 vs 3%, p<0,001), a Takxke
B noarpynnax MKA vn CRT-D (34,1 vs 15,6%, p<0,001). Ha puc. 3
NPOUNNIOCTPUPOBAHO, KaKoM NPMMepHO moria bbl 6biTb peanb-
HasA neTanbHOCTb Bcneacteme BCC y naumeHToB rpynnbl Habnto-
AEeHUA: ecnn cumtaTb cpabaTtbiBaHWe Haubonee 6AU3KUM 3IKBU-
BasneHTom BCC, To MKA/CRT-D npegotspatnam 23,7% BHe3anHbIX
cmepTen (n=18).

BHe3sanHaa CMepTb+onpaBaaHHble
cpabatbiBaHuA
naumeHTs!
e3 104
ycTpoiicts WK,
naumeHTb! (3

= 6e3
ycTpoiicTBamm ycTpoicTe

08
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Puc. 3. YacToTa AOCTUXEHUA KOHEUYHbIX TOYEK («BHe3anHasa CMepTb», «BHe3anHaa cmepTb+onpasaaHHblie cpabaTbiBaHUA») B rpynnax

Ha6mo,u,eva n CpaBHeHUA

Fig. 3. Time-to-event curves for end points (sudden cardiac death and sudden cardiac death+appropriate shocks) in study and comparison

groups
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O6cyxaeHune

B HacToAlem uccnefgoBaHUM AoOKas3aHa BblCOKana 3pdeKTns-
HOCTb MMMIAHTALMK KapauosepTepos-gednbpuanatopos nauu-
eHTam ¢ cuHgpomom JAKMI. CymmapHO Xu3Heyrpokatowme
apuUTMUKU ObIIM KynupoBaHbl ycTpoicTBammn y 23,7% 60NbHbIX
(n=18). WccneposaHve DANISH, HecmoTps Ha 3HaYMTENbHbIN
NPOLEHT WOKoB (cymmapHo 28,9% 3a 67,6 mec.), He nokasano
CHUMKEHMA neTanbHOCTM y 6oabHbIXx AKMM ¢ gedmbpunnatopamm
[10]. OaHako y nNauneHTOB MonoKe 68 neT pasnnuuns no obuiei
CMEPTHOCTU C TPYNMNON KOHTPOAA OKas3a/luUCb CTATUCTUYECKU
3HauYMMbIMK. B Hawel paboTe NaumeHTbl C ycTponcTBamu Gbian
TAXenee nNO BCeM OCHOBHbIM CTPYKTYPHO-OYHKLMOHANbHbBIM
napameTpam, W, HECMOTPA Ha 3TO, PasANYWiA B MOKasaTene «ie-
TaZIbHOCTbY MEXAY [ABYMA OCHOBHbIMM Tpynnamu He 6bls1o;
BO3PaACT CTaTUCTUYECKM 3HAYUMO He BIMAN HA BEPOATHOCTb LLIOKOB.

AsTopbl Mapbyprckoro nccnefoBaHua, a TakKe UccnefoBaHUA
DEFINITE oueHMBanuM B Kayectse Kputepus otbopa Ha UK npupoct
®B B xo4e neuvenua [14, 17]. Mo ux pesynbTaTam BbIXKMBAEMOCTb
6bln1a BbilWe y NauneHToB ¢ 6osiee BbICOKMMM MoKasaTenamu @B,
HO MpW 3TOM YacToTa cpabaTbiBaHuit UKL, He cHWXKanacb, 4TO
NnoATBEPAMIOCh M B HepaBHel paboTe: MauMeHTbl OcTaloTcs B
rpynne BbICOKOrO pUCKa (4acToTa WOKOB B rog 5%) daxe npu
Bo3pacTaHun ®B (6onee 35%) [18]. B Hawel paboTe pasnuuus
no MokKasaTento «OTBET Ha JievyeHne» He AOCTUMIU KpuTepues
CTaTUCTUYECKOMN 3HAUMMOCTU, oAHAKo npupocT ®B JIK meHee 5%
Yalle BCTpeYasca y NauMeHToB C LUOKaMM.

Haunbonee BaxkHbIM B oTHope naumeHTos ¢ AKMIM Ha umnnax-
Taumio  aedubpunnatopos ABAAeTCcA onpeaeseHMe HO30/10MMK
OaHHoro cuHapoma. MNepsuyHaa AKMII, Kak n3onMpoBaHHan, Tak
1 B COYETAHWUM C MUOKApPAUTOM, OKasanacb CTaTUCTUYECKMN 3HAYK-
MbIM MPEeaUKTOPOM OnpasAaHHbIX cpabatbiBaHnit UKA/CRT-D. C
Hallel TOYKM 3peHUs, ¥ Takux BONbHBIX NPU oueHKe pucka BCC B
nepsylo odyepeab AO/KHA YUMTbIBAaTbCA UMEHHO 3TUoNOrmA. Bax-
HO OTMEeTUTb, YTO rPynna SKCNepToB No Hose3HAM MUOKapAa Nog,
pykoBogacTeom E. Arbustini Tak:ke paccmaTpuBaeT B Ka4ecTse camo-
CTOATE/IbHbIX KpUTEPUEB 0TOOPa Ha UMmnnaHTauuo UK, Hapagy ¢
OTCPOYEHHbIM HAaKOMNJIEHNEM rafoNNHNA B MUOKApAE, NO AAaHHbIM
MPT, cemeitHble dopmbl KM, natoreHHble myTtauum [19]. Mo
HalIMM AAaHHbIM, [aXe NPU OTCYTCTBMM YCTAHOB/JIEHHONO FreHeTu-
yeckoro aedekTa nepsuyHas npupoga AKMI coxpaHaeT cBoe 3Ha-
yeHue.

BocnanutenbHaa KapAMOMMOMATUA TECHO CBA3aHa C Keny-
[OYKOBbIMM apUTMUAMK. B Hawem mccnesoBaHMM y NaLuMeHTOB C
W30/IMPOBaHHbIM MUOKapAMTOM ONpaBAaHHbIX cpabaTbiBaHuli He
oTmeyeHo. CneayeT nogvepKHyTb, YTO BONBLUMHCTBY NALMEHTOB C
MWUOKapAMTOM npoBoamnach ero 6asucHas Tepanua. OgHaKo npu
COYeTaHWW reHeTUYeCKon KapaAMoMMonaTum U muokapamta 45,2%
60/1bHbIX NEPEHECNM WOKN. B HepaBHel paboTe XpOHUYECKMIT MU-
oKapamT (6e3 cneuunduyeckon Tepanuun), Hapagy ¢ ucxogHoin OB
JTK, okasanca eAMHCTBEHHbIM NPeAMKTOPOM MMMIAHTALMKM C Le-
Nblo nepBuYHOI NnpodunakTmkm BCC [20]. Y nonosuHbl Bcex 60/b-
HbIX ¢ MK, oTmeyvanuch WOKK 6e3 CTaTUCTUYECKM 3HAUYUMbIX pas-
MUK NO HAZIMYUIO UK OTCYTCTBUIO MUOKapauTa. B To ke Bpems B
pabote H-P. Schultheiss (2018) 1 coasT. y naLMeHTOB C NpU3HaKaMu
AKTMBHOrO MWOKapawuTa, No gaHHbiMm 3MB, yacToTa onpaBaaHHbIX
cpabaTbiBaHWii OKasanacb CTaTUCTUHECKM 3HAYMMO MEHbLUE, YeM
npu ero otcytcteum (p=0,04), 4TO CBMAETENLCTBYET O TOM, YTO B
oCTpbIlii Nepuog, B 60/bWMHCTBE C/y4aeB He CTOUT TOPOMUTBLCA C
MMnaaHTaumen [21].

CHueHWe BonbTaxka Komnnekca QRS un otcytcTBMe rmnepTpo-
éun NI cnepyet paccmaTtpuBaTb B KavecTBe [OMONHUTENbHbIX
npeavKkTopoB otbopa Ha MmnaaHTauuo dedubpunnatopos. He-
COMHEHHO, 3TW MPU3HAKM CBA3AHbI C MEPBUYHbIM FEHEeTUYECKUM

nedekTom Kak Begylwmm dakTtopom aAnddysHOM yTpaTbl Macchbl
paboyero mnokapgaa. HM3Kkuin Bonbtaxk u otcyTcTeune runeptpodum
JIXK MOryT cnyutb BaKHbIMU AMArHOCTUHECKUMWU KPUTEPUAMM
yKe Ha cTagumn 6a30BOM 3N1eKTPOKapANOrpaMmbl.

KenynoukoBble HapyLweHWa puTMa (KaKk ycTonmumBasn, Tak U He-
ycToitumBan T) B Halwem MUCCNefoBaHUWM NOKasanu AOCTaTOYHO
BbICOKYHO 3HAYMMOCTb B MPOrHO3MPOBaHUM LOKOB. Kenyaouko-
BaA 3KCTPACUCTOINA He ABNANACb CTAaTUCTUYECKM 3HAYMMbIM npe-
ANKTOpOM. Bce naumeHTbl € ycToiumsoi KT uMenu reHeTmyeckyro
cocTapnawolwyo cuHapoma AKMIM. Takum obpasom, oba Hambo-
flee 3HAYUMBbIX MPeAMKTOpa ONpaBAaHHbIX cpabaTbiBaHUN aedu-
6punnatopos (nepsuyHaa npupogaa AKMM u yctonumsan HKT/DXK)
BCTPEYANIUCH Y OAHMX U TeX e BONbHbIX.

OTcpoyeHHOe HakoneHue ragonnnHna (LGE) B MMoKapae xeny-
[OYKOB B KayecTBe npeaunkTopa BCC paccmatpumeanock D. Corrado
M COaBT.: YeTKaa U He3daBucumana ot PB ceasb LGE c passutnem
APUTMUI YCTAHOB/IEHA KaK Y B6onbHbIX ¢ AKMI [22], Tak 1 B OTHO-
WweHun obueit netanbHoctM [23]. ABTOpbl MeTa-aHanusa (2017)
CTaBAT ABa Bonpoca [24]: 1. MoxeT am Hanmume LGE 6biTb Kpu-
Tepuem otbopa Ha WKL, HesaBucumo ot ®PB? 2. MoXKeT n oTcyT-
cTBue LGE 6bITb ocHOBaHMeM A/1a oTKasa oT UKL, y 6onbHbix ¢ B
meHee 35%? pynna nog pykosoactBom E. Arbustini cknoHaeTca K
NONOKUTENbHOMY OTBETY KaK MMHMMYM Ha nepsbiii Bonpoc [19].
deHomeH LGE Ha MPT B Hawem uccnegoBaHum He nsydanca. Mol
OLLeHMBANN OTCPOYEHHOE HAKOMAeHWe KOHTPACTHOro npenapara B
muokapze ¢ nomoubto MCKT noytn y 50% naumeHTOB C LWOKamu,
CTAaTUCTUYECKM 3HAYUMMBIX PA3ANYMI He BbIABNEHO, Heobxogum
aHanu3 y 6énbluero KoanyecTsa NaLMeHToB.

B0O3MOXKHbIN anroputm otbopa naymneHToB ¢ cuHapomom AKMIM
Ha UK[-tepanuio

Mcxoan M3 NonyyYeHHbIX pe3ynbTaTos, Mbl Npeanaraem onTumu-
3MpoBaTb OTOOP MALMEHTOB Ha MMNAAHTaLMIO AedubpUnnaTopos
(puc. 4). NepBUYHBIM KPUTEPUEM, KOTOPbIA HE MOXKET HE YUUTbI-
BaTbCA, ocTaeTca ucxoaHaa ®B meHee 35%, cneayowmm obs3a-
Te/IbHbIM KpUTEPMEM ABAAETCA HO30/10rMYecKan NpMpoaa CUHAPO-
ma OKMI. TeHeTuyecKan KapanomuonaTtus, Mbo ee coyetaHma ¢
MWOKapAMTOM, TpebyoT MMnaaHTaunm ycTponcts. JononHutens-
Hble KpuTepun pucka BCC (ycTonumsan/Heyctonumsan KT, HU3KUIA
BosbTaX QRS, oTtcytcTBue runeptpodun JIK) yuutbiBaroTca npu
M30/IMPOBAaHHOM MWOKapAMTe W MepPBUYHON (MOMonaTUyYecKomn)
OKMI, npu Ux oTCyTCTBUM COCTOAHNE OLEHMBAETCA B AMHAMUKE Ha
$bOoHe oNTMManbHOM Tepanum, UMNAAHTALMA NOKa3aHa Npu coxpa-
HEHUU HKU3Kon PB.

BbiBOAbI

Y naumneHToB ¢ cmHapomom AKMIT mnnaHTauma Kapanosep-
Tepos-aepunbpunnatopos (UKA/CRT-D) asnaetca 3P eKTUBHbIM
MeToZOoM NpodunakTMkM BCC: 3a cyeT onpaBAaHHbIX LWOKOB (y
23,7% 60NbHbIX) MOKasaTeNM CMepPTHOCTU, «CMEPTHOCTb+TpPaHC-
nnaHTauua» n BCC He NpeBbICUIM TAaKOBbIE Y MEHEe TAXKeNbIX 60/b-
HbIx 6e3 ycTpoicTB (c 6osee BbICOKOM UcxoaHon ®B).

CToiKoe cHuxeHne ®B meHee 35% CAYKWUIO OQHUM U3 KpU-
TepueB oTbopa Ha MMMNaHTauuilo AedubpUNNATOPOB, Yale OT-
MeYanocb NPU CMellaHHon npupoge cuHgpoma AKMI, Ho He no-
BAMANIO HANPAMYI HA YaCTOTy Pa3BUTUA apPUTMUYECKUX COBBITUN.
HenocpefCTBEHHbI OTBET HA NleYEHME HEe MMEN CTaTUCTUYECKMU
3HAaYMMOrO B/IMAHMA HA YACTOTY ONpaBAaHHbIX cpabaTbiBaHUM, oA -
Hako npupoct OB /1K meHee 5% uvalye BCTpeyanca y naumeHToB
LLOKaMMU.
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cuHapom QKM (nepesusHan npodmnakruka BCC)

OB DK mense 35%
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Puc. 4. Anroputm ot6opa nauneHToB ¢ cuHapomom AKMIM Ha umnnaHTaumio UKL,
MpumeyaHue: LGE (late gadolinium enhancement) — oTcpoueHHOE HakonieHue ragonuHus (npyu MPT cepaua).
Fig. 4. Algorithm of selection of patients with DCM syndrome for implantable cardioverter-defibrillators

Note: LGE — late gadolinium enhancement.

B KauecTBe camocToATeNbHOro gpaktopa pucka BCC u kputepmn
Ana otbopa Ha MMNAaHTauuo aebmbpunnstopa HeobxogMmMo mc-
Nno/sib30BaTb MEPBUYHYIO (reHeTuyeckyto) npupoay AKMIM (M3onu-
POBaHHYIO WM B COYETAHWUM C MUOKApPAUTOM), KOTopas ABAAETCA
60/1ee 3HaUMMbIM NPEAUKTOPOM aPUTMUYECKUX COBbITUI, Yem DB:
OnpaBAaHHbIe LWOKW Pa3BMBaNUCL Y BONbHbLIX CO CTAaTUCTUYECKU
3HauyMmo bonee BbiCOKOI PB.

MakcmanbHasa 4YactoTa oOnpaBAaHHbIXx cpabatbiBaHuic UK,
OTMEeYaeTcs NpU COMETaHMN FreHETUYECKOW M BOCNAAUTENbHOM Npu-
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