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PE3IOME

LleAb. OueHnTb 3(pheKTUBHOCTb UMMAAHTUPYEMBIX KapanoBepTepos-aedhnbpuarsTopos (MKA) B npocuaakTike BHe3anHoON cep-
AeyHon cmepTyn (BCC) 1 Ux BAUSIHME Ha 0BLLYI0 CMEPTHOCTb, BbISIBUTL MPEAMKTOPbI ONpaBAaHHbIX cpabaTeiBaHMii KA 1 yToUHUTD
CTpaTU(UKALMIO PUCKA Y MALMEHTOB C AMAATALIMOHHOM Kapanommuonatuen (AKMIT).

Martepuan n metoasl. B nccaerosaHme BkatoUeHbl 293 nauneHta ¢ cuHapomom AKMIT (M3 Hux 200 my>xumH). CpeaHuin Bo3pact
6OAbHBIX COCTaBUA 46,2+12,8 AeT. KpuTepusiMm BKAIOYEHNS BbIAM KOHEUHBI AMacToAMyeckuii pasmep (KAP) aeBoro xeAayaouka
(AXK) 6oree 5,5 cMm u dpakums Bbibpoca (DB) AXK meHee 50%. MckAaloHaaUCh BOAbHBIE CO CTEHO3aMM KOPOHAPHbBIX apTepuii 6oree
50%. MKA/CRT-D umnaaHtrpoBaHbl 79 (46/33) 60AbHbIM. Cpok HabAOAeHUs cocTaBMA 26 mec [22, 29].

Pesyabtatbl. Cpean naumeHtoB ¢ MKA vactota BCC coctasuaa 1,6%, AeTanbHOCTb — 22,8%, KOMOMHMPOBAHHBIA NMOKa3aTeAb
«CMepTb+TpaHcnAanTaums» — 31,6%. Y naumenTos 6e3 VKA 371 3HaveHns coctasuan 2,8, 15,0 n 16,4% cootseTcTBEHHO. AOCTO-
BEPHbIX Pa3Anumii He 6bir0. 10 apUTMMUYECKOMY NOKa3aTeAlo «BHe3amnHas CMepTb + cpabaTblBaHWs» Pa3AMUMS BbIAM AOCTOBEPHbI
(25,3% y 60AbHbIX ¢ MIKA vs 2,8% y naumnentos 6e3 MKA, p<0,005). OnpaBaaHHble cpabaTbiBaHus oTMeueHbl B 25,3% cAy4aes.
Y 95% GOAbHBIX C LWOKaMK YCTaHOBAEHa NepBHUuHas npupoaa cuHapoma AKMIT (B coueTaHmnm ¢ MMOKapAUTOM / M30AMpOBaHHas —
70%/25%) B cpaBHeHun ¢ 49% (32%/17%) GoabHbIX 6e3 wokos (p<0,01). YcTonumsas xeayaoukosast Taxukapamst (OKT) A0 umnaaH-
Taumn MKA yvalle BcTpedasach y naumeHTos ¢ wokamu (30,0 vs 5,1%, p=0,08), yactoTa Heyctonunsow XT Takxke Oblaa HEAOCTO-
BepHo Bbilwe (80,0 vs 74,5%). Huskas ®B AX He sBasinach chakTopom pucka XT nan hMOPUAASLIMKM KEAYAOUKOB, OAHAKO MOA-
TBEPKAEHA BbICOKasi OTpULIaTeAbHAs MPEeACKa3aTeAbHasi LeHHOCTb CHUXKEHMS BOAbTaxa Komnaekca QRS.

BbiBoA. Y nauneHToB ¢ cuHapomom AKMIT nmnaantaums MKA/CRT-D siBasieTcst 3pheKTUBHBIM METOAOM MPOUAAKTUKH
BCC. B kauyecTBe CaMOCTOSITEABHOrO KpuUTepusi 0oT60opa 60AbHBIX Ha MMnAaHTaumio MKA/CRT-D uearecoobpasHo MCroAb3oBaTh
nepBUUHYto/reHeTu4ecKyto npupoay AKMI1. AONOAHUTEAbHbBIMM MPEAMKTOPaMM OMpaBAaHHbIX CpabaTbiBaHWI SBASIOTCS YCTOMUMBAs
KT, HM3KMI BoAbTax komnaekca QRS.

KatoyeBble croBa: KapAMOBepTepbl—Aeq)MﬁpM/\/\ﬂTOpr, AUAATALUMOHHAasA KapAMOMHOraTus, BHe3alHas cepAedHas CMepTb, MHOKap-
AUT, XKEAyAOHKOBas TaxnKapAmns, STHOAOIMS.
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Cardioverter-defibrillators in patients with dilated cardiomyopathy syndrome: predictors
of appropriate shocks and influence on the outcomes
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ABSTRACT

Objective. To evaluate the effectiveness of implantable cardioverter defibrillators (ICDs) in prevention of sudden cardiac death
(SCD) and their impact on overall mortality, to identify predictors of justified ICD shocks and to clarify risk stratification in patients
with dilated cardiomyopathy (DCMP).

Material and methods. There were 293 patients with DCM syndrome (200 men). Mean age of patients was 46.2+12.8 years. Inclu-
sion criteria were left ventricular (LV) end-diastolic dimension (EDD) over 5.5 cm and LV ejection fraction (EF) less than 50%.
Patients with coronary artery stenoses over 50% were excluded. ICD/CRT-Ds were implanted in 79 (46/33) patients. The follow-
up period was 26 months [22, 29].
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Results. In patients with ICD, incidence of SCD was 1.6%, mortality — 22.8%, combined endpoint «death+transplantation» —
31.6%. In patients without ICD, these values were 2.8, 15.0 and 16.4%, respectively. There were no significant differences. There
were significant differences in combined endpoint «sudden cardiac death + shock» (25.3% in patients with ICD vs 2.8% in patients
without ICD, p<0.005). Justified shocks were noted in 25.3% of cases. Primary DCM syndrome (combined with myocarditis / iso-
lated — 70%/25%) was established in 95% of patients with shocks compared with 49% (32%/17%) of patients without shocks
(p<0.01). Stable ventricular tachycardia (VT) before ICD implantation was more common in patients with shocks (30.0 vs 5.1%,
p=0.08), incidence of unstable VT was also somewhat higher (80.0 vs 74.5%). Low LVEF was not a risk factor of VT or ventricu-
lar fibrillation, but high negative predictive value of reduced QRS voltage was confirmed.

Conclusion. In patients with DCM syndrome, ICD/CRT-D implantation is effective method for prevention of SCD. It is advisable to
use primary/genetic nature of DCM as an independent criterion for selection of patients for ICD/CRT-D implantation. Additional

predictors of justified shocks are stable VT and low QRS voltage.

Keywords: cardioverter-defibrillators, dilated cardiomyopathy, sudden cardiac death, myocarditis, ventricular tachycardia, etiology.
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BBeaeHue

HwunataumonHas Kapauomuonarusa (JIKMIT) — monu-
STHOJIOTUYECKOE 3a00JIeBaHe MMOKapAa ¢ TUIOXUM IPOTHO-
30M, BBICOKOH pacrpoCTpaHEHHOCTHIO U OTCYTCTBUEM abCo-
JIIOTHO cnelMGUYHBIX CUMITOMOB. PacnpocTpaHeHHOCTh
JKMII Bapeupyet ot 2—13 1o 36 caydaes Ha 100 000 Hacee-
Hus B ron. Exeromnast 3a601¢Ba€MOCTb COCTABIISIET 5—8 HO-
BbIx cirydaeB Ha 100 000 Hacenenus [1—3]. ExxeronHas neTaib-
HOCTb KoJie6ieTcst Ha ypoBHe 7—14% [4, 5]. AKMII saBasieTcst
BEAYLIEH HEUILIEMUYECKOM IPUUYNHOM BHE3AITHOMU CEPIeYHOMU
cmeptu (BCC) u mporpeccupytolieit cepaedHoi HemocTaTou-
HOCTH BO BceM Mumpe [6, 7]. JKMII ocTaeTcss OCHOBHBIM T10-
Ka3aHUEeM K TpaHCIUIAaHTallMU Cepla Cpeau MOJOIBIX Mallk-
entoB [8—10]. Yacrora BCC nipu IKMII nocturaer 12%, uro
coctasisteT 25—30% oT Bcex npuunH cMeptH [4, 5]. Vi3BecTHO,
yT0 JetasbHOCTh Tipu JIKMIT cHusmnacek mo 7—14% 3a S ner
[5, 11], yactora BCC — Ha 87% B cpaBHeHuu ¢ 1977—1984 rr.
DTO OBUIO TOCTUTHYTO B Pe3yIbTaTe BHEAPEHUSI UMIUIAHTUPY-
eMBIX KapauoseprepoB-nedudpumistopoB (MKJl) u pecun-
XPOHUBMPYIONTUX YCTPOUCTB ¢ DyHKIMEN neduopmisaTopoB
(CRT-D), a Takxxe UCIOJIb30BaHUSI COBPEMEHHOI MeIMKaMEH -
TO3HOM Tepanuu [11].

CornacHo coBpeMeHHBIM mpenctaBieHusM, JKMIT xa-
paKTepu3yeTcsl CHIDKEHUEM CUCTOJIMIEeCKOM (DYHKIINY JIEBOTO
xenynouka (JIZK) v ero qunaTtauueit, He CBSI3aHHBIMU C TUTIEP-
TOHMEH, MOPOKaMU cepAlla U UIIEMUYECKUM MOBPEXIACHUEM
[12, 13]. AKMII umeeT MHOTOUYMCIICHHbBIC «KITMHUIECKHE Ma-
CKW», 9THOJIOTHS ee BecbMa pa3HOOOpa3Ha, YTo MPUBEJIO K BBe-
neHuto noHaTus «cuHapom JKMII» kak ucXoqHOro AMarHo-
3a JUIsI MPOBEACHUS paCIIMPEHHOTO AMAarHOCTUYECKOTO IMTOUC-
Ka ¥ YCTAaHOBJICHUSI HO30JIOTMUYECKOI IMMPUPOIBI 32001 BaHMS
[12, 13]. Hozonoruueckuit nuarnos cooctseHno A KMIT npen-
roJjiaraeT HeM3BECTHYIO UJIM TeHETUYECKYIO MpUpoay 3aboe-
BaHust. Cunapom J1KMII BKiodaeT ciiydam BOCHaIUTEIbHO-

ro, NIeMUYecKoro, MeTaboamieckoro reHeza. Kpome toro,
npuyrHO# aunaraiuu JIZK u naneHust ero COKpaTUMOCTU MO-
KeT OBITh M COYETaHWE HECKOJbKHUX MPUYMH, YTO CO3MAET
OIpeesIeHHbIC CIIOKHOCTU U BceTna TpeOyeT BBIIOTHEHMUS
GOJTBIIOTO 00BEMa TUATHOCTUYECKUX UCCIIENOBAHUIA 1 OLIEH-
KU pa3IMYHbIX MoKazaTeseil B KaxkJIoM KOHKPETHOM Ciyyae.

ITo naHHBIM €BPONENCKOro perucTpa KapauoMUOIaTuii, B
2016 r. UK/ 6butM MMILIaHTAPOBaHbI 36,7% MallMeHTOB
¢ JIKMII, B ToM uncite 28,0% GOJIbHBIX C LIEIBIO TEPBUYHOIM
npodunaktuku BCC [14]. HepeleHHOM KIMHUYECKOM MPO-
0J1eMOIi OCTaeTCs TPaBUJIbHbBIN OTOOP MALIMEHTOB HAa UMILJIaH-
tario MKJI/CRT-D. INokazanussmu K umruiantanuu MKJT
Ha cerofus siBisitorcesi: @B JIK Menee 35% Ha done ontu-
MaJIbHOM Teparnuu B COYETAHUM C XPOHUUYECKOU cepaeuHOou
HenoctaTouHocThio (XCH), oxxuaaHue TpaHCIUIaHTallMU
cepaua, pubpursums xXeaynoukos (P2XK) nim ycroitunBast
KenynmoukoBas Taxukapaus (2KT) B anHamHe3e. I3 oTneabHbIX
HO30JIOTUI1 00CYXKIaI0TCA JUIb JAMUHOIATUU, HEKOTOPbIE
MUOIUCTPO(PUU, CApKOUI03 Ceplla, apuTMOTeHHasl TUCILIa-
31 TpaBoro xemxynouka (AII12K) 1 TMraHTOKJIETOYHBIN MUO-
kapauT. [1pu muokapaure nokazanus K UK/l pekomeHayet-
¢Sl paccMaTpUBaTh MOCJIe pa3pellieHus OCTPOro 3MU30/1a BOC-
najieHus.

®B JIK Kak m1aBHBIN KpUTEpHUii 0TOOpa He TToKa3aja q0-
CTATOYHOU YyBCTBUTEIBHOCTH U CTIEIIM(PUIHOCTH B OIICHKE
pucka BCC. Y mHorux 6o01bHbIX ¢ @B JIZK Menee 35% otcyT-
CTBYIOT cpabaTbiBaHUs YCTPOMCTB [15—17], B TO BpeMst Kak
y HeMaJIoi TOJIM MAallMeHTOB pa3BuBatoTcs mpucTymbl 2KT B oT1-
CyTCTBUME (hOpMAaTbHBIX MMOKa3aHWil K nMIutantaiuu MK/
CRT-D, a kaxaplii TakKOi MPUCTYI MOXKET UMETh (haTalibHbIS
nocnuenctsus [18]. [1pu MmeTaaHanu3e uccienoBaHuii 12 npen-
JIOXKEHHBIX paHee MpenukTopoB BCC Ha 6OJIBIION TTOMYISIINT
6osbHBIX ¢ JIKMIT (Gonee 6000) He yCTaHOBJIEHO LIEHHOCTH
HU OJJHOTO M3 BEreTaTUBHBIX TECTOB; YACTOTa ONMpPaBAaHHBIX
LIIOKOB He CHUXKaeTcs mpu Bo3pactanuu OB 6onee 35% [19].
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Bce aT10 nenaet akTyaabHBIM TOMCK HOBBIX KDUTEPUEB OT-
6opa Ha MK]I-Tepamnuio, accommupoBaHHbIX ¢ puckoM BCC.
OueBuaHO, 4TO NMpobemsbl crpaTudukaiu pucka BCC BoiTe-
KalOT MIPEXIe BCEro U3 BhIPAXXEHHOI HO30JIOTMYECKOM HEOom-
HOPOIHOCTU «HeuteMuueckoit JKMIT».

Lless HACTOSIIETO UCCITENOBAHNS — OIIEHUTH (D PEKTUB-
HOCTb KapJMOBEPTEPOB-A1ebUOPUIUISTOPOB B MPpOPUIaKTUKe
BHE3aMTHOUM CMEPTH U UX BIMSIHUE Ha OOIIYI0O CMEPTHOCTb, BbI-
SIBUTh MPEIUKTOPBI OMPABAAHHBIX CPAOATHIBAHUI U YTOUHUTD
crpatudukaluio prucka y nanueHton ¢ JIKMII.

Martepnana n metoabi

B uccnenosanue BkioueHsl 293 nauueHTa ¢ CMHIPOMOM
JKMIT: 93 xenmmasl 1 200 myxurH (32% u 68%). CpenHuit
BO3pacT 001bHBIX cocTaBmI 46,2+12,8 rona (ot 16 no 77 ner).

Kpumepuu exaovenus: nunatanus JIZK (KOHeUHBIN nua-
cronnueckuit pazmep (KJP) 6onee 5,5 cM) u cuctonnueckast
nmuchyakims JIXK (OB menee 50%).

Kpumepuu uckarouenus: aTepocKIepoTUYECKOE TTOpaxKe-
HHUE KOPOHAPHBIX apTepuii (creHo3 >50% B omHOil 1 Gojiee
apTepusix), MHMpapKT MUOKapaa, OCTPBI KOPOHAPHBIN CUH-
IpOM, MHMEKIIMOHHBINM SHIOKAPIUT TaBHOCThIO MeHee 6 Mec,
BPOXIEHHBIE U peBMaTUYECKHE TTOPOKH ceplia (3a UCKITIoUe-
HueMm JIMIIIT 6e3 3HauuMoro copoca, A1ByCTBOPYATOTO aop-
TaJbHOTO KJIallaHa), TUPEOTOKCUIECKOe, TUTIEPTOHNYECKOe
cepaue (runeprpodus JIK 6onee 14 Mm), runeprpodpudeckast
KapaMOMUOIAaTHs, BepUDUIIMPOBAHHBIN aMUJIOUI03, IpyTHe
00J1e3HN HAKOIUICHUSI, BepU(UITMPOBAHHBII CapKOUI03, TUd-
dy3HbBIe 60I€3HN COENMMHUTETBHOM TKAHU, CUCTEMHBIE BACKY-
JIUTHI, TMMdonpoaudepaTuBHble 3a00eBaHMsI, ONepaluv Ha
ceplle NaBHOCThIO MEHee 2 Mec, 0TKa3 MalleHTa OT y4acTust
B UCCJIEIOBAaHUU.

Cpennsiss @B JIX cocrasuna 31,3£10,0%. Taxke Obutn
CHIXEHBI Ipyrue nokasaTeaud COKpaTUMOCTH (CpeaHee 3Ha-
yenue dp/dt — 717 (662; 776) mm pt.cT., VI — 11,6%4,2 c™m).
Y 19,8% 0OJbHBIX BBISBJIEHBI JOKAIbHbIE THMIIOKWHES3HI.
Y GosIbIIMHCTBA MALIMEHTOB OBUIM PACIIUPEHBI BCE KaMephl
cepnua. Cpennuit K P JIK cocraBmt 6,5+£0,8 cM, KOHEUHBI
nuacronndeckuii oobeM (KJ1O) JIK — 193 (177; 215) M, Ko-
HeuyHbIl cuctommueckuii oobeM (KCO) — 133 (127; 159) mi,
nuameTp Jeoro npencepnus (JITT) — 4,8+0,8 cm, ero o0b-
eMm — 103,7 (97; 114) mn, oobeM npaBoro npencepaus (IIT) —
83,3 (71; 93) M, mepenHe-3aqHUI pa3Mep MTPaBOro XKeayIouka
(I2K) — 3,2+0,7 cm, mokazarens E/A — 1,7 (1,5; 1,9). Tunua-
HBI OBUTH TaK3Ke MUTpPATbHAS M TPUKYCIIMIATbHAS PETypTUTa-
us (B cpeaHeM 2 (1,5; 2,0) m 1 (1,0; 1,5) cT. coOTBETCTBEH-
Ho). Cucronnueckoe napjaeHue B JerouHoit aprepuu (CIJIA)
cocraBuwio B cpeaHeM 41,2 (38; 45) mMm pr.ct. Y 15,4% 6071b-
HbIX pu 3xoKapauorpaduu (DxoKI') BbIsIBIEH BHyTpUCED-
NEYHbIN TPOMOO3. Y BceX MallMEHTOB OTMEUEHbBI MPOSIBICHUS
XCH: Icr. —y 17 (5,8%) 6onbubixX, 1IA c1. —y 127 (43,4%),
IIb ct. — y 136 (46,4%), 111 cT. —y 13 (4,4%). XCH 1 yHK-
mmoHanbHoro Kinacca (PK) 3adpukcupoBana y 22 60J1bHBIX
(7,5%), 2 DK — y 87 (29,7%), 3 PK — y 155 (52,9%), 4 PK —
y 29 (9,9%) nanueHTOB.

B rpyniy HabmoneHust Bouwu 79 (27%) GONbHBIX: 54 MyX-
yuHbI ¥ 25 xeHumH (68,4% u 31,6%). CpenHuii Bo3pact 60J1b-
HbIX 48,6%+12,8 roma. DTM OOJIBHBIM 10 BKJIIOYEHUS B MCCIIE-
JIOBaHME WIN B XoJ€e Hero Obu1r nMIuiaHTupoBansl UKJI (n=46)

unn CRT-D (n=33). I'pynimy cpaBHEHMSI COCTaBUJIM OCTABIIIM-
ecst 214 6onbHbIX (73%): 146 MyxuuH u 68 xeHuuH (68,2%
u 31,8%), cpennuii Bospacr 45,4+12,6 roma, KOTOpEIM nedu-
OPWLISTOPBI HE UMIUTAHTUPOBAIUCH.

Jlabopamopro-urcmpymenmansHoe 00caedosanue BKIOYAIO0
cTaHOapTHBIE MeTonbl (ompoc, ocmotp, DKI, DxoKTI', cyrou-
Hoe MoHuTopupoBaHue DKI 1o Xonrepy), a Takke ornpene-
JIEHUE YPOBHS aHTUKAPAUAIbHBIX aHTUTET METOJOM UMMYHO-
depmentHoro aHamu3a (M®A), I1L[P-nuarHocTuky BUPYCHOIO
reHoMa B KpOBM 1 MuoKapae. g BepuduKamm HO30JI0TH-
yeckoil ipuponasl cuHapoma JJKMIT mornojHUTEIbHO TPOBO-
nmumuck MCKT cepana (n=181, 61,7%), MPT cepnuia (=99,
33,8%), cuunturpacust (n=381, 27,6%), KOHCYJIbTALUS F€HE-
tnka, JJHK-mmarnoctuka. CocTossHre KOPOHAPHBIX apTepuii
OLICHMBAJIOCh C TIOMOLIBI0 KopoHaporpadum (n=112, 38,2%)
i MCKT. Mopdonornueckoe 1 BUPyCOJOrM4ecKoe huccie-
IoBaHUE MUOKapaa BeimosHeHo 104 (35,5%) 6oJIbHBIM, B TOM
Yuciie TIPOBeIeHO 77 SHAOMHOKApAUAIbHBIX Ononcuii (DMb
IT2X), 12 untpaonepauuronHbix 6uoncuii JIZK (B xone onepa-
LIMU OOPaTHOroO peMONEIUPOBaHUSI), 5 MCCIEeNOBaHUN dKC-
IUITAaHTUPOBAaHHOTO cepaia u 9 ayroncuii. lllectu mameHtam
MpoBeAeHa OMOTICHS APYTUX OPraHOB (JIETKHE, TIeYeHb, KOXa,
MBIIIIIIBL, TUMGOY3IIBI CPETOCTEHNS ).

CpenHuii cpok HaGmoneHusT coctaBmi 26 (22; 29) mec.
MenukaMeHTO3Hasl Tepalus MPOBOAUIACH B COOTBETCTBUM
¢ pekomeHaanusamMu 1o jgedyeHno XCH 1 yctaHOBIeHHBIM HO-
30JI0TUYECKUM auarHo3oM. [loBTopHoe obcienoBaHue MPo-
BOAMJIOCH Yepe3 MoJiroaa, roll v aajee He pexe 1 pasa B rof,
BKJIIOYAJIO CTaHAAPTHBIE METOIBI 00CIEAOBAHMUS U KOHTPOJIb
cuctembl UKJ1/CRT-D. HccnenoBanue HOCWIO XapaKTep
MPOCTIEKTUBHOTO, HEPAaHIOMU3UPOBAHHOTO COMTOCTABICHUS
NBYX Ipynil (HaOJI0AeHUS U CPaBHEHMUST).

KoHeuHble TOUKU MCCIen0OBaHUs BKIIOYAIU OOIIYIO Jie-
tanbHOCTh, BCC, mokasaTenn «CMepTh+TpaHCIUIAHTALIMS»,
4acToTy cpabaTbiBaHUI Ae(UOPUIUISITOPOB U TMOKa3aTesb
«cpabaTteiBaHusI+BCC».

Cmamucmuueckas o6pabomka IPOBeeHA C UCIIOJIb30Ba-
HueM rporpaMmbl IBM SPSS Statistics 23.0. KonndecTBeHHBIE
TPU3HAKK TIPEACTABICHBI B BUIE CPEIHETO apu(pMeTUIecKoro
* crangapTHoe oTKJIoHeHue (M*SD). Paznuuus cuuranvch
CTaTUCTUYECKU 3HAYUMMBIMU T1pH p<0.05. /17151 OLIeHKM 11MarHo-
CTUYECKOM Y MIPOTHOCTUIECKON 3HAYMMOCTH PA3IMIHBIX TIPH-
3HaKoB ucnonb3oBasicss ROC-aHanu3. AHaIu3 BBLKUBAEMOCTH
MPOM3BOIUJICS C MCMOJb30BaHMEM MeTona Kannana—Maiie-
pa. JIyst OLIeHKM BIMSHMSI HECKOJIBKUX (DaKTOPOB Ha MCXOM
(MHOTO(AKTOPHBIN aHAJIN3) UCTIOJIb30BAJICS METOM MHOXE-
CTBEHHOM JIMHEMHOM PErpeCCUN.

[IpoBeneHue rMccienoBaHUS OIOOPEHO JTOKATbHBIM 3TH-
yeckuM KomuteTtoM [lepsoro MI'MY um. U.M.CeueHoBa
(IMporokon Ne01-18 ot 17.01.2018).

Pe3yAbTatbl

Kaunuueckas xapakmepucmuka epynn Habao0enus u cpas-
Henus. T1o MTaHHBIM KOMIUIEKCHOTO OOCJIeIOBaHUsI, BBISBIIC-
HBbI cieayloiue npuurHbl cuaapoma JJKMIT: onpeneneHHbI
M BEPOSITHBIN M30JMPOBAaHHBIN MuoKapaut — y 131 (44,7%)
u 30 (9,8%) GOJNIbHBIX, TEHETUYECKHU [E€TCPMUHUPOBAHHAsI
kapauomuonarus — y 32 (10,9%), codyeTaHue reHeTUIeCKO
JKMII u muokapauta — y 76 (25,9%), nepBudHasi/uano-
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Tabanua 1. ConocraBAeHMe UCXOAHDBIX MapameTpoB B rpynnax HabAIOA€HMS U CpaBHeHUs

Table 1. Baseline parameters in both groups

IMapameTp I'pynna HaboneHUS I'pynna cpaBHeHUs P-KpUTEpUid

Bospacrt, romsr 48,6+12,8 45,4%+12,6 <0,05
Mo, x/M 25/54 68/146 HI
Cpok HaOIIoIeHUS, MEC 32,7 (26; 40) 23,0 (19; 27) <0,05
IlepBuuHasi/reHeTnyeckas npupona JKMII, % 78,5 14,9 <0,005
Hcxonnas ®B, % 28,7£9.,9 32,3199 <0,05
IepBuunas @B (uepes 6 mec neuenust), % 32,019,5 40,1%11,5 <0,001
Koneunas @B, % 35,2+12,2 44,1£11,5 <0,001
KAP JIX, cm 6,7£0,8 6,519,8 HJ
dp/dt, mm pr.cT./C 647,0 (566; 727) 766,1 (687; 845) <0,01
ITnoxoit otBeT Ha Teparumio (ipupoct PB<5%), % 25,3 12,1 <0,001
Creniens MP 2,3(2,1;2,5) 2,0(1,8;2,2) <0,01
CIUJIA, MM pT.CT. 44,61+16,2 39,9+14,6 0,06
O6bewM ITIT, M 97,2 (80; 115) 88,5(78; 99) HI
Bupyc B Muokapae, % 12,7 10,8 HAO
®OK XCH 2,9 (2,7; 3,1) 2,8 (2,6; 3,0) <0,05
[epenne-3agHuii pazmep 12K, cm 3,4%0,8 3,1+0,8 <0,05
Crenienb TP 1,6 (1,3; 2,0) 1,5(1,3; 1,8) HI
VYcroitunBasi/Heycroituusast KT, % 78,5 44 4 <0,001
MMonnas 61okana JIHIIT, % 50,6 16,8 <0,001
Konuuectso K9, n 4302 (1108; 7496) 3228 (1636; 4820) <0,05
DK -npusnaku runeprpodun JIXK, % 36,7 37,4 HA
Huskwuii Boibtax QRS, % 18,9 10,7 HO
Tommmnra MXKIT, Mmm 9,2 (8,5;9,9) 10,1 (9,6; 10,6) <0,005
TomnumnHa 3C JIXK, mm 9,4 (8,8;9,9) 10,2 (9,8; 10,7) <0,005
TTponomxurenbHocTh QRS, ¢ 0,1354+0,03 0,11510,06 <0,001

Ilpumeuanue. 3C — 3anHss creHka, M2KIT — mexcokenynoukoBas eperopoaka, MP — mutpaibHas peryprutauus, TP — TpukycnuaaibHas pe-

TypruTaLys.

marnyeckas JKMIT — y 19 (6,5%), nmoctirydeBasi/aHTpalu-
KJIMHOBas Kapauomuonatus — y 4 (1,4%), nepurnapTaibHast
kapnuomuonatus — y 1 (0,3%) mauuenta. Kpome toro, y 17
YeJIOBEK M3 Pa3IMYHBIX TPYIIl UMEIO 3HAYeHUE 3JI0YIIOTPe-
oneHue ankorosieMm. ['enernueckue dopmbl JIKMII Bkioua-
JI HEKOMITaKTHBIA MHOKap (n=67), apuTMOT€HHYIO THUCILIa-
3uio npaBoro xenynouka (AJITK) (n=15), muonatuu (n=6),
TTR-amunouno3 (n=1). B xoge reHETUYECKOTrO UCCAEI0BA-
HUSI TaTOTeHHBIC MYTALIMY BBISIBICHBI Y 17 OOJBHBIX: B TeHAX
LMNA (n=1), DES (n=3), DSP (n=3), EMD (n=2), MyH7
(n=1), MyBPC3 (n=4) u B renax MYH7+MyBPC3 (n=2),
TTN (n=1), TTR (n=1). BupycHslif rTeHOM B MHOKap/e BbI-
aBjeH y 33 6onbHbIx (31,7%), npeobianan napsosupyc B19
(n=22). I1o naHHBIM X0JTEPOBCKOro MOHUTOpUpoBaHus DKI
(XM), y 44,7% nauuenrtoB ¢ cunapomom JIKMII perucrpu-
poBajiach MepLATeIbHAs ADUTMUSI, YACTAsI XKEIYTOYKOBAsI DKC-
tpacucronus (XKD) (B cpenrem 3508 (2697; 4320) B cyT) —
y 10,6%, npobexku KT —y 46,1%, ycroitunBast KT —y 6,1%,
6s10Kana 1eBoit Hoxku mydka ['vca (JIHIIT) — y 26,0% nanu-
eHnToB. IIpu cormocTaBieHUN MMALMEHTOB IPYIII HAOIIOAEHUS
Y CpaBHEHUS ObLTM OTMEUEHBI TOCTOBEPHBIE PA3TTUIMSI 10 UC-
XOIHBIM CTPYKTYPHO-(DYHKIIMOHATBHBIM IapaMeTpaM 1 3THO-
soruu cuHapoma JIKMIT (ta6a. 1).

[NaumeHTHI TPYIII HAOIIONEHNS ¥ CPABHEHMS OTJINYAINCH
TI0 PSIY MCXOMHBIX MapameTpoB. [Ipexie Bcero, 3To Kacaetcst
atrojoru cuHapomMa JIKMII, BeIpa’keHHOCTH CTPYKTYpPHO-
(DYHKLIMOHAIBHBIX ITAPAMETPOB U XEJIYI0YKOBBIX apUTMMUIA.

Y nmaInueHToB ¢ yCTPOUCTBAMU JOCTOBEPHO Yallle BCTpeyaiach
nepBuyHasi/reHeTnyeckas JIKMII u ee couetaHue ¢ Muokap-
nutoM (78,5%). I'pyrna HaOoneHUsT Oblla TsKellee 0 CeLy-
IOIIMM IToKa3aTesiM: 6osree Hu3kass @B, kak rcxomHast, Tak
" Ha (poHe JieueHusI, TOCTOBepHO Oosiee HU3KMe 3HauYeHust dp/
dt, 6onbiume pazmepsl [12K, CJIJIA v cTeneHb MUTpaJIbHOM pe-
ryprutauuu. Kpome Toro, y 60JbHBIX C YCTPOMCTBAMU OTME-
4aJIach JOCTOBEPHO OOJIBIIAS YACTOTA XKEIYIOYKOBBIX SKCTpa-
CHCTOJI ¥ TIPOIOJIKUTETbHOCTh KoMITIekca QRS, noctoBepHo
yaiie perucTprpoBaiach ycroiunBasl/Heycroitunsast 2KT, moy-
Has 6nokana JIHIIT.

Yacmoma u npeduxmopsi 0NpasoOaHHbIX CpAdaAMbleanull de-
ubpunrsmopos. CymMmmapHasi 4yacToTa ornpaBIaHHBIX cpadaThl-
BaHUi neubpusuaTopoB coctaBuia 25,3% (n=20): y 13 na-
ueHToB ¢ UK/ u'y 7 6oabHbix ¢ CRT-D npu cpoke HabJ110-
nenus 32,9 (21,6; 44,2) mec. C Liebio BHISIBJIEHUST HanboJee
3HAYMMBIX TIPEIUKTOPOB IIIOKOB TTPOBEEHO CPaBHEHUE pa3-
JIMYHBIX ITApaMETPOB y MALIMEHTOB I'PYIINbI HAOIIOAEHMUS C 1110-
KaMHM U 6e3 Hux (Tabu. 2).

YcroituuBast KT mo umrmurantauuu MKJI/CRT-D Han-
6oJiee YacTo BCTpeyasaach y MalMEeHTOB ¢ MIOKaMU, OTHAKO
pa3Inyus He JOCTHUIJIM CTaTHCTHYeCKoi 3HaunuMmocTH (30%
vs 5,1%, p=0,09). ETMHCTBEHHBIM HaJEXHBIM IIPEIUKTOPOM
OIpaBIAHHBIX CPAOAThIBAHUMI, 110 KOTOPOMY ITALIMEHTHI C 10~
KaMU 1 6€3 HUX TOCTOBEPHO OTJIMYAIMCh APYT OT IpyTa, IBU-
Jlach Ho3oJjiornueckast npupoaa cuaapoma JKMII. Uzonu-
poBaHHas nepsuyHas JJKMII BeisiBieHa y 5 (25%) nauueH-

8 KAPIMOJIOIMA M CEPIEYHO-COCYIUCTAA XUPYPIA, 2020, T. 13, Nel



KapAMOMMOI'IaTMM U cepaedHasi HEAOCTaTOYHOCTb

Cardiomyopathy and heart failure

Tabanua 2. ConoctaBAeHMe UCXOAHBIX MAPamMeTpoB y MaUuUeHTOB, NepeHeclnX ofnpaBAaHHbIe WOKHU, M DOAbHbIX O6e3 cpaba-

ThiBaunini MKA/CRT-D

Table 2. Comparison of baseline parameters in patients with appropriate shocks and patients without ICD/CRT-D

[Tapametp OnpaBraHHble LIOKU bes mwokoB DP-KpUTEpHiA
IMepBuuHas (reHetnueckasi/unnonarudeckas) AKMIIL, n (%) 19 (95) 29 (49) <0,01
VYcroituusasi/HeycroitunBast KT, n (%) 17 (85) 44 (74,5) HA
Cumxenue BoabTaxa QRS, n (%) 7 (35) 8 (13,6) HA
DK -npusnaku [TIXK, n (%) 6 (30) 23 (39) HJI
KIP JIX, cm 6,2£0,6 6,810,8 <0,01
Ycroituusas KT g0 umranraumu, 7 (%) 6 (30) 3(5,1) 0,09
Heycroituusas KT 16 (80) 44 (74,5) HO
®K XCH 2,7(2,4:2,9) 2,8(2,6; 3,0 HI
®B ucxonnasi, % 33,919,8 25,9+8.9 <0,01
OB koHeuHast, % 36,5+11,7 35,0£12,7 HO
dp/dt, MM pr.ct./c 796 (593; 999) 570 (500; 640) <0,05
I1noxoii otBet Ha jeuyenue (npupoct DB<5%), n (%) 7 (35) 13 (22) HI
BupycHblit reHoMm B MuoKapje, 1 (%) 2 (10) 5(8,5) HA
CIJIA, MM pT.CT. 40,4+12,5 45,7£17,2 HJI
80
= OnpefgeneHHbid MMOKapauT
70
60 1l BepoATHbIA MUOKapaWUT
50
N [NepBU4Han/manonatnyeckan
40 OKMM
30 M MeHeTuyeckan QKM
20
10 - ~ HECoyeTaHune nepsBu4HON
OKMIM » mnokapguTa
0 | =
M [TocTnyyesas KMI
OnpaBpaaHHble LWOKK Bes wokos

Puc. 1. Ho3orornueckuii Aavario3 y naumeHtoB ¢ cuHapomom AKMIT ¢ onpaBaaHHbIMKM cpabaTbiBaHUSIMU AeDUOPUAAATO-

POB U y 60AbHbIX O€3 WOKOB.

Fig. 1. Diagnosis in patients with DCM syndrome and appropriate shocks and in patients without shocks.

TOB C IIIOKAaMH, OTHAKO HAauOOJIbIIAsI YacTOTa cpabaThlBaHUIA
(70%) orMeyeHa MpU IPUCOEIUHEHUM MUOKApPIUTA K reHe-
tnaeckoit IKMII. OnuH 3nm3om orpaBIaHHOTO cpabaThIBa-
HUs 1epUOPUILIATOPA 3apETUCTPUPOBAH Y OOJIBHOTO C U30JIM-
POBaHHBIM MUOKAapAUTOM. B KauecTBe reHeTUYeCKUX MPUYUH
JKMII y nauueHToB ¢ 1I0KaMu Bepu(pUIXpPOBaHbBI MUOIU -
crpodust Dmepu—/peiidyca (ren EMD, n=1), cuHApOM He-
kommakTHoro Muokapna (HKM) ¢ necmunonarueii (red DES,
n=1), coueranue AJIITK 1 HKM c myrauueii B reHe aec-
morutakuHa (DSP, n=1), HKM ¢ myrauueii B reHe MUO3UH-
cBsi3biBaroniero nporenHa C (MyBPC3, n=1) u HKM c my-
TalusgMu B reHax muo3uHa (MYH7) u MyBPC3 (n=1), a Tak-
XKe n3oaupoBaHHbli cuHapom HKM (n=7), AIITX (n=1)
u coueranue AJITT2K u HKM (n=1) 6e3 BepudumpoBaH-

HBIX Ha ceromHs myrauuii. Takum o6pa3oM, B 95% cpaba-
TBIBAaHUI KapauOBEPTEPOB-AeDUOPUIISTOPOB yCTAaHOBIEHA
nepBuyuHas npupona JJKMII, B 5% — u301upoOBaHHBINA MU-
okapmut (puc. 1). ITo pe3yiabTaTaM CpaBHEHUSI CTPYKTYPHO-
(GYHKIMOHAJbHBIX TTapaMeTPOB OOJIbHBIE C IIOKAMU OKa3a-
n1uch MeHee TskeapiMu. OB u mokasarens dp/dt okazanuch
JIOCTOBEPHO BbIllIe y MalueHToB ¢ mokamu, K P JIZK 611 no-
CTOBEPHO HUXe, UMeJIach TeHIESHIUS K 00Jiee HU3KOMY 3Ha-
yenuto CJIJIA. He BBISIBJIEHO CTATUCTUYECKU 3HAYUMBIX pa3-
aumii mo yacrote HeyctoiuuBoil KT, koauuecty 2KOC,
®K XCH, Hanmuuio BUPYCOB B KPOBU U MHOKapae. Y 60Ib-
HBIX C aIeKBaTHBIMU CpabaThIBAHUSIMU Jallle PeTUCTPUPOBA-
JIOCh CHUXXeHUe BojibTaxa KoMmiiekca QRS (35% vs 13,6%)
u pexe — npusHaku runeprpodun JIXK (30% vs 39%). Pas-
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OnpaBpaaHHble cpabaTbiBaHus (rpynna UKO/CRT-D)

10

oy OwnarHo3z
g ®akTop AUC P-KpUTepHii
O 06+
i VeToRanBan T ®B ucxonHas 0,717 0,007
5 @B koHeuyHas 0,535 0,682
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E 044 JlnarHos 0,730 0,004
F Dp/dt 0,713 0,075

KIP JIXK 0,287 0,015
0,29
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1-cneundnyHoCTb

Puc. 2. ROC-aHaAM3 3HAYMMOCTH Pa3AMYHbIX NPEAUKTOPOB onpaBAaHHbIX cpabatbiBatnii MKA/CRT-D y nauueHToB C CuH-

Apomom AKMIT.

Fig. 2. ROC analysis of various predictors of appropriate shocks in patients with DCM syndrome.

Ta6amua 3. MporHocTyeckas LEHHOCTb NPEAUKTOPOB ONpaBAaHHbIX cpabaTtbiBaHnii MKA/CRT-D
Table 3. Predictive value of predictors of appropriate shocks in patients with ICD/CRT-D

YyBCTBU- Cneuunpuy-

[penukrop TeinOCTb HOCS:) nrnL oy OP (95% AN) OL (95% AN)
IMepBuuHasi/renernyeckas JKMIT +
MUOKapIUT 95% 53% 40% 97% 12,9 (1,8—91,9) 21,0 (2,6—167,5)
Ycroituusas KT 30% 95% 66,7% 80% 3,33 (1,73—6.4) 8,0 (1,77—36,0)
DB<45% 75% 5% 28,3% 58,3% 0,4 (0,21—0,75) 0,16 (0,03—0,9)
DB<35% 45% 18% 21,4%  38,9% 0,35(0,18—0,7) 0,17 (0,05—0,58)
CHuxeHue BojbTaxka QRS 35% 86,4% 46,7%  79,7% 2,3 (1,1—4,75) 3,43 (1,05—11,21)
Tenetnueckas/neppuunas JKMIT 95% 98% 95% 98,3%  56,0(8,0—392,4) 11,0 (65,7—18485,5)
BupycHBI reHOM B MUOKap/e 10% 91,5% 28,6% 75% 1,14 (0,33—3,94) 1,2 (0,21—6,73)
IToxoit otBeT Ha Jtedenue (mpupoct PB<5%) 35% 78% 35% 81,2% 1,59 (0,74—3,42) 2,32 (0,77—6,96)
HeycroitunBas KT 80% 25,4% 26% 78,9% 1,27 (0,48—3,33) 1,36 (0,39—4,72)
OrcyrcrBue npusHakos [JIK na DK 70% 55,9% 35% 84,6% 2,28 (0,97—5,32) 2,06 (0,68—6,26)

Hpmwe!taﬂue. [T — momoxuTenbHast npenckKasarejibHas HEHHOCTD, OHLl — OTpHLATEIIbHAs MPEAcCKa3aTeibHadaA HEHHOCTD, OP — otHOCH-

TeNbHBIN puck, Ol — oTHOIIEHNE IIIAHCOB.

JIMYMS TI0 YaCTOTE TUIOXOTO OTBETA Ha JIeYeHHE C TIPUPOCTOM
DB meHee 5% He DOCTUINIM KPUTEPUEB CTATUCTUYECKOM 3HA-
YUMOCTH, OTHAKO 3HaYeHHsI KoHeuHOoi DB GbuM ogrHaKo-
BBIMM, B IpyIIIe cpabaThIBAaHUI cpeaHee 3HaYeHUEe KOHEYHOM
®B npesbicuiio 35%.

ITo nanueiM ROC-aHanu3a, HanboJjiee 3HAUMMBIM TIpe-
IMKTOPOM OIpaBAaHHBIX HIOKOB OKa3aJicsl HO30J0TUYECKUI
nrarHo3 y 6onbHbIX ¢ cuHapomoM JJKMII. Huskas ®B JIK
He SIBUJIaCh (PAaKTOPOM pHCKa pa3BUTUSA (aTaTbHBIX apUT-
Muii. B To e BpeMst ucxomaHo 6oiee Beicokass @B y marueH-
TOB C YCTPOMCTBAMHU acCOLMUPOBAIACh C OOJbIIEH YaCTOTOM
cpabaTbiBaHuUi NepuOPMILIATOPOB (pHC. 2).

B Taba. 3 mpeacrapieHa mporHocTUYecKask HEHHOCTh BO3-
MOXHBIX TIPETUKTOPOB ONPaBIaHHBIX cpabaThIBaHWi Aebu-
OpWLISTOPOB. BhICOKOIT JOCTOBEPHOIA ITpeacKa3aTe IbHOM LIeH-
HOCTBI0 00J1agany repBUYHasi/reHeTnaeckast npupona JIKMII,
B TOM YHCJIC B COUETAHUM C MUOKApAUTOM, 1 yctoituuBast 2KT.
Hanuue BUpycHOTo TeHoMa B MMOKap]Ie, TIIOXOM OTBET Ha Jie-
YeHUe He ToKa3aau OOoJIbIIOK 3HAYMMOCTU B MPOrHO3UPOBa-
HUU II0KOB, OMHAKO MOATBEPKACHA BHICOKAsH OTpULIATEeIbHAS
MpeacKasaTeIbHast IEHHOCTh CHIDKEHUS BosibTaxka QRS u oT-
cyTcTBUS Npu3HakoB runeptpoduu JIXK Ha OKI'. CHuxeHue
®B (meHee 45% u 35%) He MMEJIO CYIIIECTBEHHOTO 3HAYCHUSI
B IPOTrHO3UpoBaHuM cpabaTbiBaHuii MK/,
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Puc. 3. KpMBble BbDKMBAEMOCTMH, «CBO0OOAQA OT CMepTHU U TPAHCNAQHTALUUN», «CBOOOAQA OT BHE3aNHOM CMepTHU» B rpynmnax Ha-

OAlOAEHMS U CPaBHEHUS.
Fig. 3. Survival curves, «freedom from death and transplantation», «

IIpu npoBeneHn MHOTO(aKTOPHOIO PErPECCUOHHOTO
aHaJIM3a CBOIO0 MAaKCUMAJIbHYIO 3HAYMMOCTh COXPAHMIIN YCTOM-
yuag KT (p<0,001), mepBuyHasi/reHeTUYECKast (B TOM YMCIIe
cMelranHast) mpupona curapoma JIKMIT (p<0,002).

Tpeduxmopui HebaazonpusmHbIX UCX0008 Y 6CeX OONbHBIX
¢ cunopomom AKMIT

Hanee mpoBeaeHa olleHKa UCXOIOB Y OOJIbHBIX C CHHAPO-
moM JIKMII B 3aBucuUMOCTH OT HaIUuUs neprOpUIISTOPOB.
Cpenu Bcex 60sbHbIX ¢ cuHapoMoM JIKMIT neranbHOCTb cocTa-
Buia 17,0% (n=>50), mokasaTejib «CMepPTh+TpaHCIUIAHTALIMSI> —
22,4% (n=60), BCC — 2,4% (n=7) 3a 26 (22; 29) mec. ocTo-
BEPHBIX pa3Inyuii o obieii seraabHocTH (22,8% vs 15,0%,
p=0,3), mokazaremo «cMepTb+TpaHcIutanTanus» (31,6% vs
16,4%, p=0,05), Bue3amnHoii cmeptu (1,6% vs 2,8%, p=0,8)

RUSSIAN JOURNAL OF CARDIOLOGY AND CARDIOVASCULAR SURGERY, 2020, VOL. 13, Nel

freedom from sudden cardiac death» in both groups.

MeXIy TPyIIaMy HaOIIOAeHUSI M CPABHEHUSI, a TAKXKE IMallk-
enramu ¢ UKJ u CRT-D (21,7% vs 24,2%, 32,6% vs 30,3%,
2,2% vs 0%, p>0,05) He BbIsIBIICHO (pHC. 3).

ITpu oueHke KoHeuHoi Touku «BCC + onpaBmaHHbIe cpa-
OaThIBAHUST» BBISIBJICHBI JOCTOBEPHBIE PA3IMYMS MEXKIY AL~
eHTaMM ¢ IeUOPMIIATOpaMU U rpynIoii cpaBHeHus (25,3%
vs 2,8%, p=0,003). B monrpymmax MUKJI u CRT-D (28,3% vs
21,2%, p=0,3) cTaTUCTUYECKM 3HAYMMBIX PA3IMYUiL HE BBISIB-
neHo (puc. 4). Ha puc. 4 MOXHO BUIEeTh, KAKOBA MIPUMEPHO
MorJia Obl OBITh peanbHas JieTaabHOCTh Beaencteue BCCy na-
LIMEHTOB IPYIIBI HAOMIOACHWS: eC/IU CYMTATh cpabaThIBaHUE
Haub6osee 6au3kuM skBuBasieHToM BCC, To UKJI/CRT-D
npenoTBpaTuiiu 25,3% BHe3amHbIX cMepTeit (n=20).

Taxcke ObL1a TpoBeieHa OLIEHKA HEOJIArOoNpUSITHBIX UCXO-
TIOB cpeny Beex MalueHToB ¢ cuHapoMoM JIKMIT u BbIsiBIeHbBI
HauboJiee 3HAaYMMBbIe IIPEIUKTOPBI (haTaIbHBIX COOBITHIA.
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ITo nanubsiM ROC-ananu3za (puc. 5), HauboJsee 3HaYUMBI- OﬁC)’)KAEHMe
MU IIPEIUKTOPAMH HeOIaroIpUsITHOIO UCX0aa (CMEPTh/TpaHC-
TJTAHTAIINS) STBIISTIOTCS TUIOXOU HETTOCPEICTBEHHBIN OTBET Ha Hacrosmiee nccienoBanue moATBEpAUIIO, YTO MTAITMEHTHI
nedenue (mpupoct ®B<5%), ®K XCH un nammume KT B aHam- ¢ cuaapoMom JIKMII ymMupaior MperMyIecTBEHHO OT TEPMU-
He3e (KaK YCTOMUYMBOIA, TaK M HEYCTOMYMBOIA). HanbHO XCH, ee ocnoxuHenuit 1 BCC. CymmapHo B rpyI-
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Puc. 4. Kpusble «cBOOOAA OT BHE3anHOW CMepTH U ONpaBAaHHbIX cpabaTbiBaHWii» B rpynnax HaOAIOA€HMS M CPaBHEHUs
u B noarpynnax MKA n CRT-D.
Fig. 4. Curves «freedom from sudden death and appropriate shocks» in both groups and ICD/CRT-D subgroups.

CmepThb +TpaHcnnaHTauus (Bce nauueHTsl ¢ cuigpomom AKMI)
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=
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'6 0,44 XT
gl“ DB ucxoqHas 0,245 <0,005
> Bupycsl «Mrokapa+kpoBb» 0,620 <0,05

0,24

00 T T T T

00 02 04 06 083 10

1-cneyncpuyHoCTL

Puc. 5. ROC-aHaAn3 3HAYMMOCTHM NPEAMKTOPOB KOHEYHOW TOUKM «CMePTb+TPAHCNAAHTALMs» Y NALMEHTOB C cuHApomom AKMI.
Fig. 5. ROC analysis of predictors of the endpoint «death + transplantation» in patients with DCM syndrome.
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e HabJIIoIeHU S XKU3HEYTPOXKAIOIIe apUTMUU ObLUTU KYTTUPO-
BaHbI ycTpoiictBamu y 25,3% Gonbhbix (n=20). Yactora BCC
y naiueHToB ¢ cunapomoM JKMII cocraBuia 2,4%. CoorBeT-
CTBEHHO, eClii cpabaThiBaHKE neUOPULISITOpA CUUTATh HAM -
6osiee mipsiMbIM 9KkBUBasieHTOM BCC, 3a mepuon 26 Mec y Ha-
LIKX [MALKEHTOB 3apuKcupoBaHo 27,7 % IMOTEeHLIMAIbLHBIX BHE-
3aITHBIX CMEPTei, U3 KOTOPBIX 25,3% ymanoch peaoTBPaTUTh
onaronapst umruiantauuu MKA/CRT-D, uro noaTeepxnaer
BBICOKYIO 3(P(heKTUBHOCTH U 11€J16CO00Pa3HOCTh UMILIAHTALUKA
KapauoBepTepoB-aeuOpuuIsITopoB y nanueHTon ¢ JIKMII.
JlutepaTtypHbIe JaHHBIE OTHOCUTETHHO YaCTOTHI CpabaThIBAaHUM
WK]I paznuunbl: B uccnengosanun DANISH 3a 5 net Habmio0-
IeHusl IoKU 3adukcrpoBaHbl B 28,9% [14], B MmapOyprckom
HCCIEIOBAHUN IIPY CPOKe HAOII0neHus Gojee 6 JIeT yacToTa
ONpaBIaHHBIX IIOKOB coctaBmia 36% [17], B uccaenoBaHUU
¢ GoJjiee WIMTEIBHBIM CpoKoM HabmoneHus (102 mec) — 11%
[18]. OT6Op OCyIIECTBIISICS MO KJIACCUYECKOMY KPUTEPUIO Ha-
nmanst cHkeHHoit @B JIXK (menee 35%).

Bo BceM mMupe mpomorkaeTcs MOUCK albTepHATUBHBIX
MOAXOJI0B IO cTpaTUdUKALIMU pUcKa y 60JbHbIX ¢ JJKMII
[3]. B Haieit paboTe maLuMeHThI ¢ YCTPOMCTBAMM ObLIIN TSIXKE-
Jiee TI0 BCeM OCHOBHBIM CTPYKTYpPHO-(YHKIIMOHAIBHBIM T1apa-
MeTpaM, W, HECMOTpSI Ha 3TO, Pa3INIUi B JIETATLHOCTA MEX-
Iy TIByMs1 OCHOBHBIMU TpyIlliaMu He Obl10. Bo3pacT He umen
JIOCTOBEPHOTO 3HAYEHHUS B IPOTHO3UPOBAHUM IIOKOB. ABTO-
pbl MapOyprckoro uccinenoBanus, uccienosanusi DEFINITE
u 1p. orleHUBau pupoct OB B xone leueHnsT B Ka4ecTBe KPU-
tepust otéopa Ha UK [17, 19, 20]. ITo pe3ynbrataM 3TUX UC-
cJieoBaHUI, BEBDKMBAEMOCTD Obljia BBIIIIE Y IMALIMEHTOB C 0ojee
BBICOKMMU TToKa3atenssmu @B, Ho rmpy 3ToM YacToTa cpabaThl-
BaHuit UKJI He cHukanachk. B Hateit pabote pazuyust 1o mo-
KazaTeJllo «OTBET Ha JIeUEHUEe» HE JOCTUTIIN KPUTEPUEB JOCTO-
BepHOCTH, omgHako Tmpupoct @B JIK menee 5% waiie BcTpe-
qajics y MalueHToB ¢ okamu (35% vs 22%). BaxkHO OTMETUTD,
YTO HanboJlee 3HAUMMBIMU ITPETUKTOPAMU JIETATBHOCTH B 11e-
JIOM SBJISTIOTCS TIJI0X0M oTBeT Ha JieueHue, PK XCH, Hanmyue
KT B aHamMHe3e U BUPYCOB B KpPOBM/MMOKapJE.

JanHast paboTa IMOATBEPANIIA BRIpAXXeHHYIO HEOTHOPOI -
HOCTb nauueHToB ¢ cuHapoMmom JIKMII. Yacrora nepBudHoO
JOKMIT cocraBuia 43,3%, ©301MpOBaHHOTO MUOKapauTa —
54,5%, OCTIy4eBOil/aHTPALIMKIMHOBOM KapANOMHUOIIATUN —
1,4%, nepunapranpHoit Kapauomuonatu — 0,3%. B nure-
patype 3Ti LUPbI KOAeOII0TCI B OYEHD IIMPOKHUX Mpeesiax:
yacToTa MUOKapauTa — oT 11 mo 67% [21—24], ceMeiiHble
dopmbr IKMIT — ot 20 go 50% [25]. [lepBuunas JKMII,
KaK M30JIMPOBaHHAas, TaK U B COUYETAHUU C MHUOKAPIUTOM,
oKazaJlach TOCTOBEPHBIM MPEIUKTOPOM OTIPaBIaHHBIX Cpa-
6areiBanuit UKJ1/CRT-D: 95% nauueHToB ¢ 110KaMu UMe-
JIM TEHETUYECKYIO cocTapisitonyto. C Hallleil TOUKU 3peHMs,
VMEHHO 3TUOJIOTUS JOJIXHA YUUTHIBATHCS B TIEPBYIO OYePElb
npu oueHke pucka BCC y Takux 6onbHbIX. B 1uTeparype no-
CJEIHUX JIET MPeANPUHUMAIOTCS JIUIIb OTAEIbHbIE MOIBITKU
BHecTH 3THojoruio cuiapoma JJKMII B kpurepuu ordbopa Ha
uMITIaHTanuio nepubpuistopos. E. Arbustini 1 coaBT. Tak-
K€ paccMaTpuBalOT B KAUECTBE CAMOCTOSITEIbHBIX KPUTEPU-
eB oTOopa Ha umrnaHtauuw MK, Hapsny ¢ OTCpOUYEeHHBIM
HaKOIUIEHUEM raJoJIMHUs B MUOKape 1o gaHHbiM MPT, ce-
meiinbie Gopmbl JIKMII, marorennsie myrtauu [26]. ITo Ha-
1AM JAHHBIM, Tae B OTCYTCTBUE YCTAaHOBJIEHHOTO TeHEeTH-
yeckoro aedekra nepsudyHas npupona JKMII coxpaHser
CBOE 3HAUCHUE.

BocnanuTenpHast KapIMOMHONATHSI TECHO CBSI3aHA C XKe-
JIyIOYKOBBIMU apUTMUSIMU. MHOTOUYHCIIEHHBIE PaOOTHI CBU-
NETeTLCTBYIOT O POJIM BOCTIAJIMTEIBHOTO TIpoIlecca B MUOKap-
Ile Kak ¢hakTopa pa3BUTHUS U MPOrpecCUpOBaHUsI HapyIIEHUI
putMa cepaua [27—29]. B HenaBHelt paboTe XpOHUUYECKUIA
MUoKapauT (6e3 crielMdUIecKoil Tepann) Hapsioy ¢ UCXOMI-
Hoit @B JIXK okazasicst eTMHCTBEHHBIM TTPEAMKTOPOM UMITIaH-
tauuu MKJI ¢ uensto neppuyHoii npodpunakruku BCC [30].
YV nonosBuHbl Beex 60abHBIX ¢ MK] oTMedanuch 11oku 6e3
IOCTOBEPHBIX Pa3IUYUiA TT0 HAIMYUIO WA OTCYTCTBUIO MHO-
kapauTta. B To xe BpeMs B pabote H-P. Schultheiss u coabr.
(2018 r.) y MauMeHTOB ¢ NMpU3HAKaMM aKTUBHOTO MUOKap-
IuTa, 1Mo naHHbIM DMB, yacToTa onpaBIaHHBIX cpabaTbhiBa-
HUI OKa3ajach JOCTOBEPHO MEHBIIIE, YeM ITPH €TI0 OTCYTCTBUU
(p=0,04), yTO CBUIETEILCTBYET O TOM, UTO MPU AKTUBHOM MUO-
KapauTe y O0JbIIMHCTBA MAllMEHTOB TOPOIMUTHCS ¢ UMITJIaHTa-
uueit MUK/ He crout [31]. B Haiiem vccienoBaHUU TPY U30JIM -
POBaHHOM MHMOKapauTe cpabaThiBaHKE NeUOPIILISTOpa 3ape-
TYMCTPUPOBAHO JIMIITH B OMTHOM CJIydae, CyIeCTBEHHO OOoJIbIee
YHCJIO IIIOKOB OTMEYaIoCh IIPU COYETAaHUM T€HETUYECKOM Kap-
nromuonatuu v Mmuokapauta (70%).

Ponb BUpyCOB B pa3BUTHH MUOKapAUTa U IIPOTPECCUPO-
BaHuu JJKMII yepe3 KoMmIieKC BUPYCHO-UMMYHHBIX MeXa-
HU3MOB OTMEYaeTcsl BO MHOTMX paboTax, OHAKO MOJHOCThIO
He usydyeHa [32]. HekoTopble MUIOTHBIE UCCIEIOBAHUS e
MOHCTpupyIoT, uto npu JAKMII, accoummpoBannoii ¢ HCV-
nHbeEKIel, MeeTcsl TeHeTUYecKasl TIPenpactoioKeHHOCTh
[33]. B Hameii paboTe yacToTa OOHApYXeHUSI BUPYCOB B KPO-
BU U/WUJIY MUOKapje y nauueHToB ¢ cuHapoMoM JIKMII co-
CTaBMUJIA B LIEJIOM OKOJIO 25% (IIPUTOM YTO OMOIICHS MUOKapaa
MPOBOAMIIACH HE Y BCeX OOJIbHBIX, 3Ta Iudpa 3aHmxKeHa). JlaH-
HBbIe IPYTUX UCCaenoBaTteiei Kojaeomores ot 17 no 67% [34—
35]. B rpymnne 00JbHBIX C ONpaBIaHHBIMU CpadaTbIBAHUSIMU
y 25% (n=35) nanueHTOB OOHAPYXEHBI BUPYCHI B KDOBU U/ MJIN
Muokapae. Hamm naHHbie TOATBEPIVIN TOCTOBEPHYIO POJTh
BUPYCHOIO TeHOMa B Pa3BUTUU HEOJAronpusITHBIX UCXOI0OB
y nanueHToB ¢ cuHapoMom JIKMII. UMeHHO cKphITast TeHe-
TUYeCKasl IpeapacIonoxXeHHoCTh naireHToB ¢ JIKMII k pas-
BUTUIO ¥ TIOJIEPKAHUIO XPOHUUYECKOI BOCTIATUTEILHOM peak-
LIMY B OTBET Ha BUPYCHYIO MH(EKIINIO 00YCIOBIWIA Y HUX pa3-
BUTHE U MPOTPECCUPOBAHUE OOJIE3HU.

CHmXeHHe BojbTaxa koMIuiekca QRS u orcyrcTBue ru-
neptpoduu JIK cienyer paccmMaTpuBath B Ka4YeCTBE JOMOJ-
HUTEJbHBIX MPEAUKTOPOB OTOOpAa Ha MMILIAHTALMIO Oedu-
opuiIITOpoB. HECOMHEHHO, 3TH MPU3HAKU CBSI3aHbI C TIep-
BUYHBIM TeHETUYECKUM e(EeKTOM KaK BeAyIIUM (DaKTOpoM
nuddy3Hoi yTpaThl Macchl pabodero muokapaa. Huskuit
BosibTaxX QRS u oTcyTcTBUe nmpu3HakoB rumneptpoduun JIK
MOTYT CJIY>KUTh BaXKHBIMU THMATrHOCTUYECKUMU KPUTEPUIMU
yXe Ha dTalle MpOBeIeHUS CTAaHIAPTHOM 2JIEKTPOKApINO-
rpacduu.

XKenynoukoBble HapylieHUs] puTMa (yCTOYMBas U Hey-
croituuBas 2KT) B HallleM MccaeI0BaHUU MOKA3aJId 10CTaTOY-
HO BBICOKYIO 3HAUMMOCTh B IIPOTHO3MPOBAaHMUM IIOKOB. 2Key-
TIOYKOBAsi IKCTPACKUCTOJIMSI B KAYeCTBE MIPEINKTOpa He NMeITa
JIOCTOBEpHOTro 3HaueHus. Bece manmeHTsl ¢ ycroiiuuBoit KT
MMeJIM FeHeTUUECKY1o cocTaBiistiomyio cuaapoma JIKMII. Ta-
KHUM 00pa3oM, 0b6a HanboJjee 3HAYMMBIX MIPEIUKTOPA OMpaB-
NaHHBIX cpabaTbiBaHUl 1ebUOPUILISTOPOB (MTEPBUYHAS MPU-
pona JIKMII u ycroitunBas 2KT/DXK) BcTpeyaauch y OTHUX
U TeX Xe O0JIbHbIX.
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[ Curapom OKMI (nepeinyHas npodunakTika BCC) |

[_ ®B JTK menee 35% ®B JTK 35% n Bonee
UraHTOKNeTOUHbIN, MN30NMPOBaHHbI leHeTuyeckan KM FeHeTuueckan QKM+ BepuuuymposatHas
capKkouaos cepala MHOKapAWT * naToreHHan MyTauua MUOKApPAMT reHeTH4ecKan
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u runepTpodmm K Ha 3K Ha dhoHe Tepanuu
4) obmopoku? LGE? Het 2) cHuxeHue BonbTaka QRS
3) oTcyTcTEME
OTcyTeTBHE AaHHBIX | runepTpodiimn K Ha SKI
0 MMOKaPAWTE M AP. NPUYUHBI
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KApAMOTPONHAA Tepanua | KapawoTponHana Tepanus

I [uHamuyeckoe HabnwoeHwe |
v

—| Cronkan cuctonuyeckan ancdyHrkumua (OB menee 35%) |

Puc. 6. Axroputm otbopa nauneHToB ¢ cuHaApomom AKMIT Ha

umnAanTaumio UKA.

Ilpumeuanue. LGE (late gadolinium enhancement) — oTcpoueHHOe HaKoIIeHUe ragoauHus (mpu MPT cepaua).

Fig. 6. Algorithm for selecting patients with DCM syndrome for ICD implantation.

B03MOKHBIii 2ITOPUTM 0TOOPA MALMEHTOB C CHHAPOMOM
JKMII na UK/ -Tepanuio

HMcxomst u3 IMosTy9eHHBIX pe3yIbTaTOB, MBI TIPEIIaraeM orl-
TUMU3UPOBATh OTOOD MALMEHTOB HA UMILIaHTaLUIO NebUOPII-
J9TOpoB (puc. 6). [IepBUUHBIM KpUTEpHEM, KOTOPBI HE MOXET
HE YYUTBIBAThCs, ocTaercs ucxonHas OB menee 35%, onHa-
KO CIJIeYIOIIUM 00s13aTeTbHBIM U, BEPOSITHO, HE MeHee BaX-
HBIM KpUTEPUEM SIBJISIETCS HO30JI0TYeCKasi MPUPOa CUHAPO-
ma JIKMII. 'eHeTnyeckast KapauoMuonaTus JIMOO ee couyeTa-
HHME ¢ MMOKAPIUTOM SIBJISIETCSI BECKUM apryMEHTOM B ITOJIb3y
WMIUTAHTAIIUN YCTPOUCTB. [JOTIOTHUTEIbHBIe KPUTEPUU PHU-
cka BCC (ycroitunBasi/HeycroitunBas 2KT, HU3KWIA BOJIbTaxXK
QRS, orcyrctBre runeptpoduu JIZK) yuuThIBalOTCS MPU U30-
JIMPOBAaHHOM MHMOKApIWUTE M MEPBUYHOMN (MIUOMATUIECKOIN)
JAKMII. [1pu ux oTCYyTCTBUM COCTOSIHUE OLIEHUBAETCS B IMHA-
MHKeE Ha (poHEe ONTUMAIbHOM Tepaluu, UMIUIaHTALIMSI TToKa3a-
Ha IIpY coxpaHeHun Hu3Koil OB.

BbiBOADI

1. ¥ mauuenrosB ¢ cunapomoM JJKMII ummnianTaius kap-
nuoBeptepoB-nedudpmsaropos (MK /CRT-D) sasnsercs
3¢ GekTUBHBIM MeToaoM npodunaktuku BCC: 3a cuet ornpaB-
JAHHBIX II0KOB (Y 25,3% 60J1bHBIX) ITOKA3aTeI CMEPTHOCTH,
«CMepTHOCTh+TpaHcIuIaHTauss» 1 BCC He mpeBBICUIIN TaKO-
BbI€ Y MEHEE TSIKEJIbIX O0JIbHBIX 0€3 yCTPOKCTB (¢ 00J1ee BhICO-
Koit ucxonHoit ®B).

2. Croiikoe cHikeHne @B ciayXuio oqHUM U3 KPUTEPH-
€B 0TOOpa Ha UMIUTAHTAIINIO Oe(PUOPWILISTOPOB, Yallle OTME-
yajoch Npu cMeliaHHoi npupoae cuHapoma JIKMII, Ho He-
MOCPENCTBEHHO HE IMOBJMSIO Ha YaCTOTY apUTMMUYECKUX CO-

14

ObITUII. HemocpeacTBEeHHBIN OTBET Ha JieueHUe (CTeNeHb
Bospactanusi ®B) Takke He 0Ka3ajl IOCTOBEPHOIO BIMSHUS Ha
YacTOTy OIPaBIaHHBIX IIIOKOB.

3. B xauecTBe camocTosiTebHOTO (hakTopa pucka BCC
U KpuTepus Iy oTO0pa Ha MMILJIaHTALUIO Ae(pUOpUISaTO-
pa HEOOXOIMMO MCITOIb30BaTh MEPBUYHYIO (TEHETUYECKYIO)
npupony AKMII (M3o1poBaHHYIO WM B COYETAHUU C MUO-
KapInuToM), KOTOpast sIBJIsieTcsl 6oJiee 3HAUMMBIM TTPETUKTO-
POM apUTMHUYECKUX coObITHIA, yeM PB. OnpaBnaHHbIC IIIOKU
PETUCTPUPOBATIUCH Y OOJIBHBIX C TOCTOBEPHO 00JIee BHICOKOM
OB. 3nauenne ®B<35% He UMeeT BHICOKON TMpeacKa3aTeb-
HOU IIEHHOCTH B TIPOTHO3MPOBAHUH IIIOKOB.

4. MakcuMaJsbHas YacToTa OlpaBIaHHbIX cpabaTbIBaHU I
WK]I ormMedaeTcst mpu COYETAHMU TeHETUYECKOM U BOCTIAIM-
TenbHOM Tipupoasl JKMII. Ycroituupas KT nipu agekBatHO
JIeYeHHOM MUOKapAWTe TpeOyeT NCKITIOYeHUs TeHeTUIeCKON
3TUOJIOTUM aPUTMUM.

5. IIpenuxkropom BCC / onpaBnaHHBIX cpabaThiBaHMI1 e~
(GUOPMILIATOPOB C JOCTOBEPHOM TMATHOCTUIECKOM 3HAUMMO-
CTBIO SIBJISIETCS] yCTOMYMBAST KETyIOYKOBas Taxukapnus. B ka-
YeCTBe JAOMOJHUTEIbHBIX MPEAMKTOPOB OMpPaBIaHHbIX cpaba-
TeiBaHuii UKJI MmoryT Takxke ucrnonab3oBaTbess DKI-mapkephr:
CHIXXEHHUE BoJIbTaxka KoMIuiekcoB QRS u oTcyrcTBUE rumep-
Tpod UM JIEBOTO XKeTymouKa.

6. [penukTopaMuy HeGIArOMPHUTHOTO MCXOA (JIETATEHOCTh/
TpaHCIUIaHTalMs) ¥ Bcex 00JbHBIX ¢ cuHapoMoM JIKMIT siBu-
JIMCH TIJIOXOM HETTOCPENCTBEHHBII OTBET Ha JIeYeHME, BHICOKUIA
®K XCH, ycroitunsasi/ueycroitunBast KT. Hamnuue BupycHo-
ro reHoMa B KpOBU/MMOKAp/ie 0Ka3blBaeT JOCTOBEPHO OTPHUIIA-
TeJIbHOE BIUSIHME Ha TTPOrHO3 00JIbHBIX ¢ cuHapoMoM JIKMIT.
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