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Mogenb 5-neTHero pucka BHesanHon cepaedHoit cmepTtn (BCC) no pekomeHgaumam ESC-2014 (HCM Risk-SCD score) oue-
HuBaeT puck BCC y naumeHToB c runepTpoduryeckoi Kapanomuonatmei (TKMI) ¢ ucnonb3oBaHnem KAUMHUYECKO-UHCTPY-
MeHTaNbHbIX NapameTpoB 6e3 yyeTa NapaMeTpoB MarHUTHO-pe30HaHCHOW Tomorpadumn (MPT) cepaua, TakMx Kak obbem
¢nbposa mmoKapaa.

Lenb nccneposaHuA: CpaBHUTL MALMEHTOB C HU3KMM, MPOMENKYTOUYHbIM M BbICOKMM puckom BCC, onpegeneHHbIM No moaenu
HCM Risk-SCD score, ¢ xapakTepucTukamm obbema pubposa no gaHHbiM MPT ¢ OTCPOYEHHbIM KOHTPACTUPOBaHMEM Mapamar-
HUTHbIMMW KOMMIEKCAaMU Faf0IMHUA, OLEHUTb PoSib 06bema drnbposa mrmokapaa B naeHTUGMKaLUKN NaLmMeHToB ¢ puckom BCC.
Martepman n metogpbl. 98 naupeHTam ¢ TKMI 6b110 BbINO/JIHEHO KOMNIEKCHOE 0b6cef0BaHNeE, BK/IOYABLUEE 3XOKapaMorpa-
¢duio (9xoKr) cepaua, cytouHoe moHuTopupoBaHue (CM) IKI, MPT cepaua ¢ OTCpOYEHHbIM KOHTPAcTMPOBaHMEM KOMM/IEKCaMMU
rafloIMHUA, oLeHeH 5-1eTHnin puck BCC no wkane HCM Risk-SCD score.

Pe3ynbTrartbl M 06cyKaeHne. U3 98 naumeHToB Yy 45 (46%) onpeaeneH HU3Ku puck BCC, y 26 (26%) naumeHToB — NPOMENKYTOY-
HbIN PUCK, Yy 27 (28%) — BbICOKMI pUcK no mogenn HCM — Risk-SCD. 3a nepuog HabnogeHus (MeanaHa HabntogeHus 41 mec.;
oT 25 go 58 mec.) npomsowno 16 HebnaronpusaTHbIX UCXOA0B M cobbiTnit: BCC — y 9 nauMeHToB, 7 NaUMeHTOB y4a/10Ch ycnew-
HO peaHMMMpPOBaTb U UMMNAAHTUPOBATL KapanosepTep-aedmnbpunnatop (MKA) c uenbto BTopuyHOMn npodunaktukm BCC. Mpwn
OLLeHKe pucKa no wkane HCM Risk-SCD y 8 13 16 (50%) nauneHToB 6b1/1 BbiCOKMIA puck BCC, y 2 (12,5%) naumMeHToB — npome-
YTOUHbIN, Yy 6 (37,5%) — HU3KMIA. MNaLmeHTbl C BbICOKMM puckom BCC gemoHcTpupoBanm s3Haunmmo (p<0,001) 6oablinii o6bem
¢unbposa (meanaHa 28,5%; keaptuan 21,9%; 44,1%) no cpaBHEHMIO C NALMEHTAaMM C NPOMENKYTOUYHbIM prckom BCC (meamnaHa
17,6%; kBaptnuan 8,0%; 22,5%) n ¢ HM3KMM puckom BCC (mepmnana 11,7%; kBapTtnau 5,8%; 17,6%). YpoBeHb ob6bema ¢pubpo-
3a, N0 AaHHbIM MPT € OTCPOYEHHbBIM KOHTPACTUPOBAHWEM, ACCOLMMPOBAHHOTO C HEBNAroNPUATHBIM UCXOA0M, cocTaBua 15%.
Log-rank Kputepuit B aHanm3e BbiXknBaemocTu KannaHa — Maiiepa nokasas CTaTUCTUYECKM 3HaYuMble pasnnuus (p=0,002)
B rpynnax c o6bemom ¢nbpo3sa <15% n 215%. PerpeccroHHbIN aHaAn3 NoKasasn, Yyto Hanbonee 3HaYMMbIM GAKTOPOM, CBA3AH-
HbIM Cc puckom BCC, aBnsncs nokasatenb obbema pubposa mmnokapga (OP 12; 95% AN 1,6 — 91) no cpaBHEHUIO C OLLEHOYHOW
WKanon pmcka BCC ESC-2014 (OP 2,8 95% AN 1,1- 7,5).

3akntoueHue. Takum 06pa3om, MO UTOramM PerpeccMoOHHOro aHaaunsa 6bina naeHTUGUUMPOBaHa rpynna nauyeHTos ¢ FKMI,
NOTEHLMANbHO MMELWMX PUCK pa3BuTuA BCC 1 HebnaronpmATHbIX apUTMUYECKUX COOLITUIN NP Hanuumm obbema ¢nbposa
MMOKapAa MMoKapaa 215%.
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ADDITIONAL VALUE OF QUANTIFICATION OF MYOCARDIAL
FIBROSIS BY CONTRAST-ENHANCED MRI TO IDENTIFY SUBJECTS
WITH HYPERTROPHIC CARDIOMYOPATHY AND SUDDEN
CARDIAC DEATH RISK
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Background. A 5-year sudden cardiac death risk model in line with ESC-2014 (HCM Risk-SCD score) Guidelines assesses the risk
of sudden cardiac death in individuals with hypertrophic cardiomyopathy using clinical parameters without taking into account
magnetic resonance imaging indices including myocardial fibrosis.

Aim. To compare subjects with low, moderate, and high sudden cardiac death risks, identified based on HCM Risk-SCD score,
with delayed enhancement magnetic resonance imaging-evidenced fibrosis and to assess the role of fibrosis in identification of
patients with sudden cardiac death risk.

Material and Methods. A total of 98 patients with hypertrophic cardiomyopathy underwent an integrative examination includ-
ing cardiac echocardiography, 24-h electrocardiography monitoring, delayed gadolinium-enhanced magnetic resonance imag-
ing, and an assessment of a 5-year sudden cardiac death risk by HCM Risk-SCD score.

Results and Discussion. Out of 98 patients, 45 (46%) patients had low risk of sudden cardiac death, 26 (26%) patients had in-
termediate risk, and 27 (28%) patients had high sudden cardiac death risk by HCM Risk-SCD score. During the follow-up period,
(mean 41 months; 25 to 58 months), 16 adverse events were registered: sudden cardiac death occurred in 9 patients while 7 pa-
tients had been successfully resuscitated and implanted with implantable cardioverter defibrillator for secondary prevention of
sudden cardiac death. The risk assessment using HCM Risk-SCD score showed high risk in 8 out of 16 (50%) patients; 2 (12.5%)
patients had moderate risk, while 6 (37.5%) patients had low risk. High-risk patients demonstrated significantly (p<0.001) larger
fibrosis (mean 28.5%; quartiles 21.9%; 44.1%) compared to those with moderate risk (mean 17.6%; quartiles 8.0%; 22.5%) and
low risk of sudden cardiac death (mean 11.7%; quartiles 5.8%; 17.6%). The volume of fibrosis by delayed contrast-enhanced
magnetic resonance imaging was associated with the adverse outcomes rate, which was 15%. A Log rank test in the Kaplan-
Meier survival analysis showed statistically significant differences (p=0,002) in groups with fibrosis <15% and>15%. The regres-
sion analysis showed that myocardial fibrosis was more significant factor associated with sudden cardiac death (OR 12; 95% Cl
1.6-91) compared to SCD ESC-2014 score (OR 2.8 95% Cl 1.1-7.5).

Conclusion. Therefore, based on regression analysis, patients with hypertrophic cardiomyopathy who had myocardial fibrosis

volume 215% were identified as a group with risk of sudden cardiac death and adverse arrhythmic events.
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BeeaeHue (ACC/ESC, 2003) [3], Paboueit rpynnbl AMepuMKaHCKOM accouma-

OcobeHHOCTbIO KIMHUYECKOM MaHubecTaumm runeptTpodpuye-
cKoW Kapauomuonatum (TKMI) asnsetca ToT $aKT, YTo pas3suTMe
BHe3anHom cepaeyHon cmeptu (BCC) moxKeT 6biTb NEPBbIM U e4MH-
CTBEHHbIM CUMNTOMOM 3aboneBaHua, npu sTom 36% cnyyvaes BCC
BCTpeyaeTca npy 6eccuMnToMHOM TedeHnn 3abonieBanHus [1]. Exxe-
rogHan netanbHOCTb NaumeHToBs, cTpagarowmx N’KMI B pesynbTa-
Te BCC, coctasnset 3—6% ana pgeteit U nogpocTkoB U 1% — ana
B3pocC/bix [2]. B cBA3KM C 3TUM MOEHTUDMKAUMA NALUEHTOB C puU-
ckom BCC cpean naumneHntos ¢ TKMI nmeeT pelwatolee 3HayeHme
1 nosBonseT nsbexartb HeHJAronpPUATHLIX UCXOA0B U COBbITUNA.

Ctpatndukaumsa pucka BCC, cornacHo pekomeHgaumam Mex-
AYHApOAHOro KomutetTa AMepmnKaHCKMX 1 EBPOMNENCKNX aKCNepToB

unu cepaua (ACCF/AHA, 2011) [1] n EBponeiickux akcnepTos (ESC,
2014) [2], ocHOBbIBaeTCA Ha 5 OCHOBHbIX PpaKTOPax PUCKa: HANUUK
B CEMelMHOM aHamHese cnyyaeB BCC, CMHKOMaNbHbIX COCTOSHUM,
3MM30408B HEYCTONYMBOW KeNYL0UYKOBOM TaxMKapAMu, MacCUBHOM
rmneptpodmm NeBoro Kenygouka — JIK (TOAWMHA CTEHKN MeX-
XenyaoukoBoi neperopogkm — MMM >30 Mmm) M HeaaeKBaTHO-
ro OTBETa apTepuasbHOro AasneHua Npu GU3MYECKor Harpyske.
B 2014 r. B PekomeHpgaumax ESC 6bina onybiMKkoBaHa HOBas Mo-
nenb 5-netHero pucka BCC, koTopas 6bin1a OCHOBaHa Ha MHOrO-
LLEHTPOBbIX PETPOCMNEKTUBHbIX UccnesoBaHuax [2]. bonbwnHcTBO
napameTpoB, KOTOPble BK/IHOYEHbl B HOBYID MOAENb, YYMTbIBAIOT
accoumaumio ¢ puckom BCC TaKMx XapaKTepUCTMK, KaK BO3pacT,
Hanmume BCC B cemeliHOM aHaMHese, Ha/iMuMe CUHKOMa/bHbIX
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AOMOAHUTEABHAS LLEHHOCTb KOAMYECTBEHHOIO ONPEAEAEHU PUBPO3A MUOKAPAC METOAOM MATHUTHO-PE3OHAHCHOM TOMOrPAdOUM. ..

COCTOSIHUIA W 3MM3040B HEYCTOMYMBOM XKeNygouKoBOW TaxuKap-
ann (HXT), makcumanbHyo TONWKWHY CTeHKKU J1XK, pasmep neBoro
npeacepaua (/1MN), BeAnunHy rpafmMeHTa AaBNeHUs B BbIHOCALLEM
TpaKkTe neBoro *enygouka (M4 BT/1K). Mo aTol wKane npoBoanTca
cTpaTMdmMKaLma 3 rpynn pUCKa: HU3KUIM, NPOMENKYTOUHBIN 1 BbICO-
KW B COOTBETCTBMM C pacHeTom 6annoB BEPOATHOCTU PUCKOB (<4%,
4-6%, 26% cooTBeTCTBEHHO). C yyeToM cTeneHen pucka B Peko-
meHzaumax ESC-2014 npeanoxKeHa nepBMYHAA MegULMHCKAA Npo-
¢unaktuka BCC. Tak, B rpynne NauMeHTOB C HU3KMM PUCKOM «He
peKoMeHAyeTcA MMNAaHTauuA KapauosepTepa-aedubpunnatopa
(K4)», B rpynne mauveHTOB C NMPOMEXKYTOUYHbIM PUCKOM — WM-
nnaHTauma KO, «MoKeT 6bITb paccCMoOTpeHa», B rpynne nauveHToB
C BbICOKMM pPUCKOM umnaaHTaumnsa KO «fomKHa 6biTb paccmoTpe-
Ha». B pe3synbrate HOBas mogesb BO MHOrOM YCOBEpLUEHCTBOBANA
cTparteruio nedyeHua naumeHtos ¢ FTKMI ¢ puckamn BCC. OgHako
OKOHYaTe/IbHOe pelleHne OTHOCUTENbHO MaLMEHTOB C HU3KUM
N NPOMEXKYTOYHbIM PUCKOM OCTaeTca npobnemaTuyHbim. Kpome
TOro, MoZesib MPOrHO3MPOBAHUA PUCKA HE YYMTbIBAET B KayecTse
Mapkepa pucka BCC 06bem prnbposa, onpeaensaemoro no faHHbIM
MPT ¢ OTCpOYEHHbIM KOHTPACTUPOBAHUEM.

Llenb: cpaBHUTb NALMEHTOB C HU3KMM, MPOMEXKYTOYHbIM U Bbl-
cokMm puckom BCC, onpeageneHHbim no mogenn HCM Risk-SCD,
C XapaKTepucTMKamun obbema ¢pnbposa no gaHHbim MPT ¢ oTcpo-
YeHHbIM KOHTPACTUPOBAHWEM, OLEHUTb posb obbema ¢ubposa
MWOKapAa B MaeHTMdUKaumm naymeHTos ¢ puckom BCC.

Martepuan u metogbl

Uccnepyeman Koropta coctoana ms 135 naumentos ¢ FKMI,
npoweawmnx MPT-uccnepgosaHme B nepuog ¢ AHBapa 2014 no ge-
Kabpb 2017 rr. B Pecny6/1MKaHCKOM Hay4YHO-NPaKTUYECKOM LIEHTpe
«Kapauonorua». Bce naumeHTbl fAanvM MHGOPMUPOBaAHHOE corna-
cue, uccnepoBaHue bbi10 ogobpeHo Komuccuel no atuke. Aua-
rHo3 F/KMI yctaHaBaAnBanun Ha ocHoBe pekomeHzaumm ESC 2014 .

MauneHTOB He BKNOYANUN B UCCe0BaHWUe, eciv oHu: 1) 6biin
B BO3pacTe msaguwe 17 neT Ha MOMEHT BK/IlOYEHMA B UCC/ef0Ba-
HUue; 2) 6bINM B KKOHEYHOM CTagum» 3abosieBaHus; 3) UMenu Bbl-
NOMIHEHHYIO MUOCENTIKTOMMIO U/UAN NPOTE3UPOBAHME KNanaHoB
00 BK/KOYEHUs B uccnegoBaHue; 4) 6bian nmnnaHTupoBaHbl IKC
nnun KA po BrAoyeHuA B uccnepoBaHue. OKoHYaTebHaA KoropTa
coctosna 13 98 naumeHToB (58 My*KumH 1 40 KeHWMKH) B Bo3pacTe
oT 17 po 79 net (meanaHa Bo3pacta — 48 net). MeguaHa Habnto-
AeHua coctaBuna 41 mec. (B cpeaHem oT 25 go 58 mec.).

MNpu nepBom BM3MTE NALMEHTOB YYUTbIBAaNNCh TaKMUE XapaKTe-
PUCTUKMU, KaK BO3PaCT MOCTAHOBKWU auarHo3a NKMI, Hannume ce-
MelHOro aHamHesa, oTaroweHHoro BCC y poacTBEHHMKOB NepBoi
JIVHWUW MW Y POACTBEHHUKOB B BO3pacTe mosoxe 40 net, Haanuune
CUHKOMANbHbIX COCTOAHWI, NpPoBOAMANACh OLeHKa pucka BCC no
wKane HCM Risk-SCD[2] no ¢opmyne:

Pecospem=1— 0,998

roe Pl =0,15939858 x TMIM(mm) —0,00294271 x TM}M?(mm?) +
0,0259082 x /N (mm) + 0,00446131 x TABTAX (mm Hg) +
0,4583082 x BCC B cemeliHOM aHamHese + 0,82639195 x Hanu-
yme HXKT + 0,71650361 x HannumMe CMHKOMa/bHbIX COCTOSHUN —
0,01799934 x Bo3spacT (neT) [3],
rae Pl — 6ann pucka BCC no wkane ESC-2014;
I BT/1XX — rpagmeHT gasneHuns B BbiHocALeM TpakTe J1XK;
JIN — neBoe npeacepaue;
TMXMN — TONWMHA CTEHKM MEXKKeNYA04KOBON NEePeroposKu.

5-neTHuii puck BCC <4% cumTanu HU3KUM, 24% po <6% — npo-
MEXYTOUYHbIM, 26% — BbICOKUM.

IxoKapauorpaduyeckoe nccnenoBaHUe NPoBOAUIOCH Cornac-
HO 06beAMHEHHbIM PeKoMeHAaUNAM AMEPUKAHCKOro 3X0Kapamo-

rpadumyeckoro obwecTea 1 EBponerickoi accoumaumm aXxokapamno-
rpadum No KOAMYECTBEHHOM OLLEHKE CTPYKTYPbI U GYHKLMKN Kamep
cepaua no obLLenpuHATHIM NOKasaTenam.

Mpu cytouHom moHuTopmpoBaHun IKI (CM IKI) oueHunBanm
KO/IMYECTBO KENYA0UYKOBbIX IKCTPACUCTO/N, HAnMuMe 3MM3040B
HXT n oubpunnauum npeacepguii (®Or), npoaonKuTeNbHOCTb
KoppuruposaHHoro nHtepsana QT (QTc) n gucnepcuto MHTepBana
QT (QTd).

MarHuTHo-pe3oHaHcHaa Tomorpadus (MPT) 6bina npose-
AeHa Ha MarHUTHO-pe3oHaHCHom Tomorpade Magnetom Aera
1,5 T (Siemens, TepmaHua) ¢ aneKkTpoKapanorpapuyeckom CuH-
XpoHu3aumeir. Mcnonb3osaHbl KaTywku Body 18. MpoTtokon MP-
CKaHMPOBaHUA BKAOYaN: Ana Mopdonormyeckon u oyHKuUmo-
HaNbHOW OLEHKU — TPagUEeHT-3X0 MOC/ieA0BaTENbHOCTU C APKOM
KpoBblo B KuHopexkume (True Fast Imaging with Steady-state
Precession), 417 TKaHEBOM XapaKTePUCTUKU — TPAZUEHT-3X0 Mo-
CnepoBaTeNbHOCTU  MHBEPCUA-BOCCTaHOBNeHWe (Phase-Sensitive
Inversion Recovery) ¢ OTCPOYEHHbIM KOHTPAcTUPOBaHWEM yepes
10 MWH Nocne BBEAEHWUA NapaMarHUTHOrO KOHTPACTHOIO CpeacTBa.
KoHTpacTnpoBaHue NpoBOAMAN C MOMOLLLbIO NAaPaMarHUTHOTO KOH-
TPacTHOro cpeacTBa Ha ocHoBe ragonmHma Gd DTPA-BMA (omHu-
CKaH, GE Healthcare Nycomed) B pacyete 0,1 mmonb/Kr, BBOAUMO-
ro BHYTPMBEHHO. AHaNN3 M306paXKeHU I BbINONHANMN HA YAAaNEHHON
paboyelt CTaHLMU C UCNO/Ib30BAHMEM OPUFMHANBHOTO NPOrPaMM-
Horo obecneuyeHus gna MPT-uccnegoBaHus cepgua (Syngo.via —
Siemens, lepmaHus).

CTaTUCTUYECKMIM aHANM3 MPOBOAMAM C MOMOLLbIO MakeTa R,
Bepcua 3.1.3. KonnuyectBeHHble NOKasaTeNn nccnefoBaHma npea-
CTaB/EeHbl MeAMaHOM U Pa3sMaxom, B C/ly4ae HOPMANbHOro pac-
npegeneHns — CpegHUM W CTaHAAPTHbIM OTKNOHEHMeM. Pesynb-
TaTbl aHANM3a CYUTANUCL CTATUCTUYECKM 3HAYMMbIMK Npu p<0,05.
KauecTBeHHble MoKasaTenu npeactaBiAeHbl YacTOTaMM U NPOLEH-
Tamu B rpynne. JONONHUTENbHbIW NPeauKTop HebAaronpuaTHOro
ncxoAa yCTaHaBAMBANCA HA OCHOBE aHa/M3a BblXkMBaemocTu. He-
6naronpuaTHbIM ypoBeHb $aKTopa, acCoLMMPOBAHHOIO ¢ Hebna-
FONPUATHBIM UCXOL0M, BbINOJIHANCA Ha OCHOBE anropuTmMa Mak-
CUMANbHOTO PaHra M CTaTUCTUKK [4]. Paznnuma oueHUBanucb Ha
ocHoBe log-rank-kputepusa. TpaduKkn BbIXKMBAEMOCTU CTPOUIUCH
Ha ocHoBe oueHKK KannaHa — Maitepa.

KoHeuHbIMM ToUKaMu uccnefoBaHus Obliv TakMe UCXOAbI, KaK:

— BCC, KoTopas onpeaensnacb Kak CMepTb BCAeACTBUE Kapam-
aNbHbIX NPUYMH, NPOABAAIOLLAACA BHE3AMHOMW noTepei co3HaHMA
B TEYEHWe Yaca nocse NnoABAeHUA OCTPbIX CUMNTOMOB, UM HOYHAA
cMmepTb 6e3 KakMx-1mbo npeawecTByOWMX el CUMNTOMOB;

— BCC — wucxop, € ycnewHol peaHMMaumein npu OCTaHOBKe
cepAua, obyc/nOBNEHHON YCTOMYMBOWM KeNyLOYKOBOM TaxuKap-
anein n/man dGubpunnaumeit sKenyaoukos, Npu KOTopom 6bin Um-
nnaHTuposaH KA.

Pesynbratbl

3a nepuog HabnwgeHua y naumeHTtoB ¢ FKMI npowusowno
16 HebnaronpuATHbIX NCxo[0B M cobbiTnit: BCC — y 9 nayumeHTosB,
7 NaumMeHTOB y43aNn0Ch yCnewHo peaHMMMPOBaTb, UM UMMIAHTUPO-
Bann UK/ ¢ uenbto BTOpMYHOM Nnpodunaktnkm BCC.

B Tabnvue 1 npencraBneHbl KAMHUKO-UHCTPYMEHTa/IbHblE Xa-
PaKTePUCTUKM, UCNO/b3yeMble A1A OUEHKM pucka BCC, n 6annbl
pucka, onpegeneHHbie no wkane HCM Risk-SCD.

M3 98 naumneHToB, BKAOYEHHbIX B UccieoBaHue, y 45 (46%)
NauneHToB onpeaeneH HU3KUA pUCK, ¥y 26 (26%) nauneHToB —
NPOMEKYTOUHbIN PUCK, Yy 27 (28%) — BbicOKMIN puck BCC, cm. Ta-
6naunuy 1.

Mpu oueHKe pucka no wkane HCM Risk-SCD y nauMeHToB C He-
6naronpuaTHbiMn BCC-ucxogamu 6bin10 BbiBAEHO, YTO ¥ 8 13 16
nauyeHTOB 6bln BbICOKUIA PUCK, Y 2 NALMEHTOB — NPOMENKYTOUHbIN,
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Tabnmua 1. KnMHUYEcKMe N MHCTPYMEHTaIbHbIE XapaKTePUCTUKK naumeHTos ¢ TKMI, ncnonb3yemble aaa oueHKn pucka BCC no wkane

HCM Risk-SCD

Table 1. Clinical and instrumental characteristics of hypertrophic cardiomyopathy patients used to assess sudden cardiac death risk by

HCM Risk-SCD score

XapaktepucTuku

BO3pacT NaumeHTOB, BKAIOUEHHbIX B UCCIEL0BaHWE, NET,
meamaHa (pasmax)

BCC B cemeliHOm aHamHe3e, n (%)

Hanuume cMHKONanbHbIX COCTOAHMUM, N (%)
I4 BT, mm pT. CT.

TMXM, mm, cpegHeexSD

1N, mm, cpeaHeetSD

Hanuuue anusogos HXKT, n (%)

Bann no wkane HCM Risk-SCD, cpegHee+SD
lpynnbl pycka no wkane HCM Risk-SCD
Hu3Kkuit puck,<4%; n (%)

MpomexyTouHbIi pUck, 4—6%; n (%)

BbICOKMI pUCK,>6%; n (%)

43,6£13,4
46 (18...67)

16 (16)
10 (10)
22(2..117)
22,1#4,3
43,116,1
51(52)
4,9+2,7

45 (46)
26 (26,5)
27 (27,5)

y 6 — HU3KKI pucK. ChegoBaTenbHo, He BCe MNaLMeHTbl, HaxoaaLWwm-
ecA B rpynrne pucKa, MAeHTUPULMPYIOTCA C MOMOLLbIO WKanbl HCM
Risk-SCD, ocHOBaHHOM Ha KAMHUYECKUX U 3XOKapauorpapmyeckmx
napametpax.

BeccobbITUiiHaA BbIXKMBAEMOCTb N0 KpuBok KannaHa — Mait-
epa 6blna xyalen y NaumeHToB ¢ BbICOKMM puckom BCC, onpese-
NeHHol no mogenn HCM Risk-SCD, no cpaBHEHMIO € NauMeHTamMm
C HU3KMM U NPOMENKYTOUYHbBIM PUCKOM, Y KOTOPbIX 6eccobbiTuiiHan
BbIXXMBaeMocTb bbina oanHakosoli (log-rank, p=0,03).
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Puc. 1. KymynaTuBHaA BbI)KMBAEMOCTb NALMEHTOB C HU3KMM, NPO-
MEXKYTOUYHbIM U BbICOKMM puckom BCC no wkane HCM Risk-SCD

Fig. 1. Cumulative survival of patients with low, intermediate,
and high risk of sudden cardiac death by HCM Risk-SCD score

B KayecTBe HOBOrO MapKepa, HanpPaBJEHHOrO Ha BblABAEHUWE
NauMeHTOB C PUCKOM HebnaronpuaTHbIX cobbITUi, Bbln NpoaHa-
IM3NPOBaAH NokasaTenb obbema ¢pnMbpo3a MMoKapaa No AaHHbIM
MPT ¢ OTCPOYEHHbIM KOHTPACTMPOBaHUEM.

KaK npepctaBneHo Ha pUCYHKe 2, MaumeHTbl HU3KOro, npo-
MEKYTOUYHOIO M BbICOKOTO PUCKA MOKA3ain 3HauYMMble pasnuyua
B 06beme ¢p1bpo3a mmoKapaa (p<0,001).

lpadumKM nANCTPUPYIOT cTeneHb obbema ¢ubposa y na-
LMEHTOB C HW3KUM, MPOMENKYTOYHbIM U BbICOKMUM PUCKOM MO
wkKane HCM Risk-SCD. MaumeHTbl ¢ BbICOKMM puckom BCC ae-
MOHCTPUPYIOT 3HauMmo bonblwimin obbem ¢ubposa (meamnaHa
28,5%; kBapTunaun 21,9%; 44,1%) no cpaBHEHWIO C NaUMeHTamm
C NpPOMEeXKYyTo4YHbIM puckom BCC (mepuaHa 17,6%; kBapTuau
8,0%; 22,5%) n c HU3KUM puckom BCC (meaunaHa 11,7%; KBapTu-
1 5,8%; 17,6%), p<0,001.

C uenbio oUeHKM cnocobHocTM noKasatensa obbema dpubposa
MUWOKapaa cTpaTuduumMpoBaTb PUCK HEBNAronpuUATHbIX COBbITMIA
6bin onpeaeneH ypoeseHb obbema Ppubpo3a, accouMMpPoBaHHOTO
C Heb1aronpUATHBIM UCXOL0M, KOTOpbIM cocTaBun 15% Ha ocHoBe
onpeseneHns MakCMMaNbHOTO paHra CTaTUCTUKK [4].

BeccobbITUiiHaA BbIXKMBAEMOCTb N0 Kpueoi KannaHa — Mait-
epa noKasana CTaTUCTUYECKM 3Hauummble pasnunuma (p=0,002)
B rpynnax c o6bemom ¢pubposa meHee 15% n 6onee 15% (log-rank,
p=0,002), cm. pucyHOK 3.

3-N1eTHAA BbIXKMBAaEMOCTb A5 NAUMEHTOB ¢ obbemom ¢u-
6po3a meHee 15% coctasuna 96% (95% AN 88,6—100), Toraa
KaK 4n1a nauneHToB ¢ obbemom pubposa 215% — 72,4% (95%
M 60,6-86,4).

WccnepoBaHue Nokasano, 4To M3 16 naumMeHToB, KOTopble UMe-
1 HebnaronpuaTHbI ncxog, 15 (93,7%) nauneHToB Mmenm obbem
¢nbposa mmnokapaa 215%.

C uenbto onpeaeneHua NPOrHoCTUYECKOM 3HaYMMOCTHM NOKa3a-
Tenei — rpynn pucka BCC no wkane ESC-2014 n cteneHn obbema
¢unbposa no gaHHbiM MPT — 6bin1 NpoBegeH oa4HObAKTOPHbIN pe-
rPeccUoHHbIV aHanns Kokca (tabn. 2).

Kak npeacrasneHo B Tabnuvue 2, Hanbonee s3Ha4YMMbIM paKToO-
pom, cBA3aHHbIM C puckom BCC u passutrem HebnaronpuaTHbIX
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Fig. 2. Distribution of fibrosis in patients with low, intermediate,
and high risk by HCM Risk-SCD score

KymynaTvBHas BbiKMBaEMOCTb

X

o

N —

o

dubpo3
o — <15
o 1 7 ==15
T T T T T
0 10 20 30 40 50 60

Mecaup!

Puc. 3. BbIX1BaeMOCTb NAUMEHTOB C Pa3NNYHbIM YPOBHEM GU-
6po3a (215% un <15%)

Fig. 3. Survival of patients based on the degree of fibrosis (215%
and <15%)

Tabnnua 2. OueHKa OTHOLIEHUS PUCKOB AJ1A NOKa3aTesiel oLeHoYHoro pucka BCC no wkane ESC-2014 n o6bema ¢pnbpo3a no gaHHbim MPT

Table 2. Assessment of risk ratios for indices of the estimate sudden cardiac death risk by ESC-2014 score and MRI-based degree of fibrosis

Mokasatenu

lpynna pucka BCC no mogenu ESC-2014

0O6bem Ppnbposa mmnokapaa no gaHHbiMm MPT, %

3HaueHuA nokasarenei

Bbicokuit PUCK NPOTUB NPOMEXKYTOYHOIO U HU3KOTOo

215 npotus <15%

OP (95% AU OP) P (log-rank-kputepwuit)

2.8(1,1-7,5) 0,03
12 (1,6-91) 0,002

APUTMUYECKUX CODBITUI, ABNANCA NOKasaTesb obbema ¢ubpo3a
MuoKapaa (OP 12; 95% AU 1,6-91) no cpaBHEHMUIO C OLEHOYHOW
LWKanow pucka BCC ESC-2014 (OP 2,8; 95% AU 1,1-7,5).

Takum obpasom, NO UTOram pPerpeccMoHHOro aHanusa 6bina
naeHTuéumUmMpoBaHa rpynna naumeHtos ¢ NKMI, noteHuManbHO
UMELOLLMX PUCK pa3BuTUA BCC 1 HebnaronpuATHbIX apUTMUYECKUX
cobbITMi, NpU Hannumnm obbema Pprbposa muokapaa=15%.

3aKknoyeHune

AHanu3 fJaHHOM KoropTbl nauweHToB ¢ TKMM nokasan, yto
He BCe MauMeHTbl, HaxoAAWmMeca B rpynne pucka HebnaronpuaT-
HbIX MCXOA0B, AEHTUOULMPYIOTCA C NMOMOLLBIO OLEHKM PUCKa MO
wkane HCM Risk-SCD. MokasaHo, yto 8 13 16 (50%) naumeHTOB,
ymepLumnx ot BCC nam ycnewHo peaHMMMpPOBaHHbIX NOC/E XU3He-
YrpOXKatoLLMX apUTMUYECKUX COBBITUM, AEMOHCTPUPOBANN HU3KUIA
N NPOMEXKYTOYHbIA PUCKKM, ONpeaesieHHble Mo MPOrHOCTUYECKOM
mogenun ESC-2014. Nokasatenb o6bema drnbposa mrmokapaa, onpe-
Aensemblii ¢ nomollbto MPT ¢ OTCPOYEHHbBIM KOHTPACTUPOBAHUEM,
CTas AONONHUTENbHBIM UHCTPYMEHTOM, KOTOPbIV N03BOAET O6Ha-
PY*WTb 30HbI PMBPO3a MMOKapAa U MOXKET NOMOYb B JajbHel-
Lem yaydlweHnn cTpatudmKaumm pmucka y naumentos ¢ FTKMI.

[aHHoe nccnepgoBaHue NoKasano, Yto nauneHTbl ¢ TKMI v Bbl-
cokum puckom BCC, B cOOTBETCTBMM C MOAENbBIO MPOFrHO3MPOBAHUA
ESC-2014, BbiaBuan Hanbonbwnini obvem Gprnbposa muokapaa no
AaHHbIM MPT € OTCPOYEHHbIM KOHTPACcTUPOBaHMEM MO CpaBHe-
HUWIO C MaumMeHTamu ¢ bonee HU3KMMK OLEHKAMM puUcka. MNokasa-
Tenb obbema Ppubpo3a MMOKapLa NPOLEMOHCTPUPOBAN NYYLLYIO
NPOTrHOCTUYECKYIO 3HAYMMOCTb AN OLEHKM OCHOBHbIX Hebnaro-
NPUATHBIX UCXOLOB U COBLITUIA, YEM OLEHKA pUCKa no wkKane HCM
Risk-SCD.

Cpean NauMeHTOB C HU3KMM U MPOMENKYTOUYHbIM YPOBHEM
pucka BCC (<6%) no mogenn ESC-2014 3HayeHWe nokasaTens
obvema ¢nbpos3a mMuoKapga=1l5% onpegenunu noarpynny
NauMeHTOB C NOBbILWEHHbIM PUCKOM HEBNAronpPUATHbLIX CObbI-
Tui. C gpyro CTOPOHbI, Y NAaLUEHTOB C BbICOKMM PUCKOM MO
mogenun ESC-2014 26% cteneHb obbema pubposa <15% 6bina
CBAI3aHA C HU3KMM PUCKOM HEDBNAronpuMATHBLIX APUTMUYECKUX
CObbITUIA.

Takum o06pasom, pesynbratbl AAHHOTO WCC/EAO0BaHUA NOA-
TBEPXKAAOT PoNb NoKasaTena obbema ¢pMbpo3a muoKapaa B Ka-
yectBe AOMNONHUTENILHOrO Mapkepa pucka BCC, KOTOpbIii mMoXKeT
CnocobcTBOBaTb YAyYLIEHUO CTpaTUdUKaLMKM HebnaronpuaTHOro
ncxoga y nauneHTos ¢ FTKMI.
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