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Llenb: oLeHMTb NPOrHOCTNYECKOE 3Ha4eHNe TKAHEBOW fonnep-
axoKapavorpagoumn B pa3BUTMM HE6NArONPUATHOTO TEYEHMS 3a-
60eBaHua y naumeHtos ¢ FKMIT n ero 3Ha4MmocTb B CTpaTudu-
KaLuw rpynn pucka.

Matepuan u metoabl: 06cneaoBaHo 212 naumentoB ¢ [KMII
(My>xx4mH 141, XeHwmH 71, meanaHa Bo3pacrta 45 net) ¢ npume-
HEHUEM KNUHUKO-UHCTPYMEHTA/IbHBIX METOJ0B MCCNe0BaHus.
MegawnaHa HabnoaeHuin coctasuna 3,2 roga (ot 0,7 go 12,5 ner).
MauneHTbl 6bITN pasfeneHbl HA [Be TPYNMbl: C HAIMYMEM U OT-
CYTCTBMUEM HEONArONpPUATHLIX COObITMIA B NPOLLECCE HABMIOAEHNS.

PesynbTatbl: 32 Nepuof Habnwoaenus y 25 (16%) s 212 nauu-
eHTOB Habnwganu HebnaronpuaTHoe TeveHme 3abonesaHns: BCC
pasBunace y 7 nauuentos, BCC ¢ ycneluHoi peaHumaumen u -
nnanTauuei KL — y 4 naumeHToB, NeTanbHblA MCXO[ BCIEACTBUE
nporpeccupoBanus XGH 10 «KOHe4YHO» cTagum 3a6oneBaHus —y
1 naunenta, OHMK -y 6 naumeHToB, B TOM YUCNE C NETaNbHbIM
UCX0J0M — Y 2 NaUMEeHTOB; rocnuTanusauns BCneacTBue npo-
rpeccupoBanmns cumntomoB CH ¢ I-Il ®K go Il ®K NYHA -y 7
nauueHToB. HesaBuCUMMbIMU NPeAMKTOPAMI pa3BUTMS Hebnaro-
NPUATHBIX COObITMIA y nauneHToB ¢ TKMIT aBns0TCS cneayrowme
xapakTepuctuku: sospact (OP 0,94; 95% [11 0,90-0,98; p<0,001);
[ BTIDK (OP 1,04; 95% [W 1,01-1,04; p<0,001); ONM/NAT (OP
1,06; 95% [ 1,02-1,10; p<0,004) n cootHoweHune E/Em lat (OP
1,37; 95% [ 1,12-1,67; p<0,002).

BbiBoAbl: cooTHOWeHMe E/Em lat nokasano ce6s Haubonee 3Ha-
YMbIM (DAKTOPOM, BIIMSAIOWMM HA NPOrHO3: YBEIUYeHWe COO0T-
HoweHus E/Em lat Ha 1 ycn. ed. B cpeHeM Ha 37% yBenuyusaet
OTHOCUTESIbHbIA PUCK Pa3BUTUSA HEBNArONPUATHOIO COObITMS.

KntoueBble cnoBa: runepTpoguyeckas Kapamommonarms, Tka-
HeBasi JONNnaep-axokapanorpaghus, kKapananbHele v 1|epebpoBa-
CKYJISIPHbIE COOBITHUS.
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SUMMARY

Objective: to assess the value of tissue Doppler (TD) imaging
in predicting the clinical course of patients with hypertrophic
cardiomyopathy (HCM).

Materials and Methods: clinical and demographic data were
analyzed in 212 subjects with HCM (141 males and 107 females,
mean-age 45 yo). Median follow-up was 3,2 years (0,7-12,5
years). Patients were stratified into two groups: with present or
absent adverse outcomes.

Results: over the follow-up period, 7 fatal cases were
registered due to SCD, and 4 successfully resuscitated subjects
who experienced SCD received implantable pacemaker, 6
patients developed a stroke, cardiovascular death (1 patient)
or hospitalization due to worsening of heart failure symptoms
developed 7 patients. A statistically significant factor associated
with adverse outcomes in cohort examined was Bo3spact (OR
0,94; 95% CI 0,90 -0,98; p<0,001); LV outflow tract gradient (OR
1,04; 95% Cl 1,01 -1,04; p<0,001); LAV/BSA (OP 1,06; 95% Cl
1,02 — 1,10; p<0,004) n E/Em lat (OR 1,37; 95% Cl 1,12-1,67;
p<0,002.

Conclusions: there has been shown in our study that ratio E/
Em lat was the most significant prognosis factor: increasing of E/
Em by 1 CU followed by 37% increasing of relative risk of adverse
effect appearance.

Key words: hypertrophic cardiomyopathy, tissue Doppler
imaging, cardiac and cerebrovascular events.
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Mnneptpodonyeckas kapgumomuonartus (TKMIM) — Haubonee
pacnpocTpaHeHHOe reHeTu4eckoe 3abonesadue cepaua (1:500 B
o6LLen nonynsuuu), 06yCrioBleHHOe MyTaLUsMn reHoB, KOAUpY-
IOLLUX CMHTE3 COKPAaTUTENbHbLIX 6EIKOB MUOKapAa U XapakTepu-
3yI0LLIeecs acCUMMETPUYHON MAN CUMMETPUYHON runepTpodueit
nesoro xenynouka (J1)K) ¢ BoBne4eHmem B runeptTpoueckuii
npoLecc Mexokenynodkoson neperopofku (MXKM) [1]. KnuHu-
4eCkoe TeveHue 3a60neBaHus KpaiHe BapuaberbHO: NaUMeHTh
MOryT 0CTaBaTbCA 6ECCUMNTOMHbLIMU HA NPOTSXKEHUU BCEI XKMN3-
HU, CKOHYaTbCA BHE3AMHO WM Yy HUX MOTYT MOABUTLCA LienbIi
paL CepLe4YHO-COCYAUCTLIX OCMOXHEHWIA, TaKUX Kak pasButue
BHe3anHoii cepaeyHoin cmeptn (BCC), ocTporo HapyLeHus mos-
rosoro kposoo6pawieHus (OHMK), HapacTaHue CUMMNTOMOB Cep-
AedHon HegoctatoyHocTn (CH) go Il unm IV ©K no NYHA [2].

HecmoTps Ha TO, YTO K HACTOALLEMY BPEMEHU OnpeferneH pag
(pakTOpOB, ACCOLMNPOBAHHLIX C PUCKOM PA3BUTUS CEpAEYHO-CO-
CYONCTbIX OCNOXHEHUA, WOEHTUCHUKAUMA NALWEHTOB C PUCKOM
pa3BMTUA HEBNArONPUATHLIX COOBITUIA OCTAETCA TPYAHOI 3afaqeli.
VimetoLmecs Ha CerofHALIHNA JeHb anropuTMbl ONpeaeneHus pu-
CKa HebnaronpuaTHOro passuTUsA 3a60MeBaHNA He COBCEM TOYHO
NO3BONAOT UAEHTUCHMLMPOBATL NALMEHTOB BbICOKOrO U HU3KOMO
puCKa, U NPOLOIIKAETCSH UX YCOBEPLUEHCTBOBAHME MYTEM BKIHOYe-
HUS HOBbIX NOKa3aTenen B PasfinyHbIX KOropTax naumeHTos [3].

[puMeHeHne HOBbLIX WHHOBALWOHHbLIX METOLOB 3X0KapAuo-
rpacmn — TKAHeBOro LONMiepoBCKoro uccneposanus (TAN) — 8
LOMOSIHEHNE K CTaHAAPTHOMY MPOTOKOJY YNbLTPA3BYKOBOrO WC-
CnejoBaHMs cepiua no3BoNifeT OLeHWBATb PErnoHanbHy aua-
CTONMYecKyto hyHKumMo JIK, BbISBNATb CKPbITYIO AnacTonunye-
CKYI0 JUCPYHKLMIO MUOKAPLA, 4TO MOXET OblTb UCMONb30BAHO
LNs OnpefeneHns pucka passuTus He6naronpusTHbIX COBbITUIA
B TeyeHue 3abonesaHns. Cpeam axokapanorpadnyeckux napa-
METPOB OTHOLLEHWE MaKCUManbHOW CKOPOCTU PaHHEro Avacro-
NNYecKoro HanonHexus (E) MuTpansHoro KnanaHa, U3MepeHHoro
C MOMOLUbK TPAHCMUTPANIbHOrO KPOBOTOKA, K MaKCUManbHOIA
CKOPOCTM AMacTonnU4eckoro nogbema ocHosanus JIK B paHHIO0
puacrony (Em), nsmepennoro npu nomowyy TAW, oTpaxaer gas-
neHwe HanonHeHus JIK 1 3TO COOTHOLLEHWE, N0 MHEHWIO paja
nccnegoBanui [4, 5], cBA3aHO ¢ He6NaronpusTHLIM TEHEHNEM 3a-
6onesanns u puckom passmtua BCC y nauneHTtos ¢ FKMI.
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Llens uccnenoBaHms: OLEHUTL MPOrHOCTUHECKOE 3Ha4eHe TKa-
HEBOW JONnnep-axokapauorpaumm B pa3suTun HeénaronpuaT-
HOro Te4eHus 3abornesaHus y naumeHtos ¢ TKMI u ero 3Ha4un-
MOCTb B CTPATMCHMKALIMM FPYNN PUCKA.

MATEPWAN N METO[1bl NCCNEJOBAHNA

Wccnepyemas koropta coctosna u3 306 naumeHTOB BO3pacTa
ot 17 net go 70 net (199 myx4unH n 107 XeHLNH, MenaHa Bo3-
pacta 46 net, ksapTunu 34-52 rofa), KoTopble 06CNeA0BaNUCH U
Habntoganuce ¢ oktabpa 2001 no okta6pb 2013 r. B PHIL, «Kap-
avnonorus». Onarno3 FKMIT yctaHaBnuBanca cornacHo Kputepu-
am MexayHapogHoro komuteta akcnepTos no FKMI [3]. Megua-
Ha HabnoaeHuin coctasmna 3,2 roga (ot 0,7 go 12,5 ner).

lMauneHTbl He BXOOWNM B UCCNEAOBaHWE, ecnu OHU: 1) Habnio-
Janucb MeHee nonyrofa; 2) 6uinn B Bo3pacte mnagiie 16 ner Ha
MOMEHT BKJTHO4EHMS B UCCNEAO0BaHWe; 3) 6bliu B KOHEYHOW «[u-
nataunoHHon» cTaguu 3a6onesaHuns; 4) Ha MOMEHT BKIKOYEHUS B
ncenegosanue uvenu lll ®K CH n 6b11m onepuposaHsl (Muocen-
T3KTOMUS, NPOTE3UPOBaHME/NNACTUKA MUTPANILHOMO Knanaua); 9)
MMeNN NepMaHeHTHYI0 UK nepeucTupytowwyo opmy ubpun-
naumn npeacepamin (®ON); 6) 6binu umnnauTuposadsl KO ¢ uensko
nepsuyHoii npodounaktkn BCC; 6) 6binn umnnaHTuposansl IKC
NPy HapyLIEHWUsIX NPOBOAUMOCTU U XPOHOTPOMHON HEKOMMETEHT-
HOCTMW CUHYCOBOIO Y3Na; 7) NepeHecnn 0CTpoe HapyLUeHne Mo3ro-
BOro kposooo6paiueHus (OHMK) o BKNtOYEHMS B MCCNES0BaHNE.

OKOHyYaTebHO 0TOBPaHHAs KOropTa cocTosna u3 212 naumeH-
TOB (My)4uH 141, xeHwuH 71, meanaHa sospacta 45 ner).

CTpYKTypHble 1 reMOZMHAMUYECKNe napameTpbl ceppua mc-
cnegosanu metogom IxoKI Ha annapare [E-33 dompmbl PHILIPS.
MNepenHesagHui nuHeHbIn pasmep J1M n3mepsancsa n3 napacrep-
HanbHOW no3uuum no anuHHon ocu JK B M- unu B-pexumax.
O6wvem JIM u3mepanca u3 anukanbHOM YETbIPEXKAMEPHOW Mo-
3uumn metogom CumncoH. O6bem J1 cooTHOCUNCS K nnoLlaau
nosepxHoctu Tena (MNT) u onpefenancs kak nHnekc o6bema S
(ONN/NAT mn/m2). B KayecTBe noKa3aTenen CTENeHN BbIPaXKEH-
HocTW runepTpodouu JDK nM3mepsanu TOMLWMHY MUOKapha Mex-
Xenynoykosoi neperopogku (TMIXKI), 3afHeit CTEHKM neBOro
xenynouka (T3CIK) n maccy muokapga JK (MMITXK), kotopyto
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paccyuTbiBaNM COMNAcHO 06bLEMKOPPErMpoBaHHON dhopmyne
L. Teichgolz B mogudukaumu H.H. benenkosa (1973, 1985)
{[(7x(KOP+MXXM+3CJ1K)3)-KO0]:  [2,4+KOP+MXXT+3CIDK]}
x1,05, nngekc maccbl Muokapaa JIK (MMM JIXK)= MMJTXK: S, r/m?,
rae S — nnowagb nosepxHocTy Tena. Mamepsanu Takxe KoHeu-
HbIil CUCTONNYECKMA U anacTonnyecknit pasmep (KCP v KOP)
neBoro xenygoyka (JIXK), Hanu4mue 06CTPyKUMW BbIHOCALLE-
ro Tpakta JDK (BT/DXK), cpakuuto Bbi6poca JIK. CocTosiHue
auactonuyeckon yHkuum JIK onpenensnn ¢ nomoLiblo UM-
NynbCHOTO AONMNAEPOBCKOr0 UCCNEef0BaHMS TPaHCMUTpPalib-
HOr0 KpOBOTOKA, KPOBOTOKA B ErOYHbIX BEHAX W TKAHEBOrO
AONMAepOBCKOr0 UCCNefoBaHMa AMACTONMYECKOro nofgbema
ocHoBaHua JDK. Onpenensnu cneayloline nokasartenn: Bpems
n3osonomuyeckoro paccnaénenus JIK (BUP); Bpems 3ameg-
NEHNs KPOBOTOKA pPaHHEro AnactoniMyeckoro HanonHeHus JHK
(DT), makcumasibHble CKOPOCTM pPaHHEro AMacToIN4ecKoro Ha-
nonHeuma (E) n HanosHeHnsa B cuctony npencepanin (A) u mx
cooTHowWweHue (E/A), makcumarnbHY0 CKOPOCTb AUACTONUYECKO-
ro noAbema 0CHoBaHWA JIXK B paHHIOI ANACTONY B CENTanbHOM
(Em sept) n natepanbHOM OTAenax MUTpPaNbHOrO Konbua (Em
lat), a Takxe n cooTHolueHne E/Em sept u E/Em lat.

MMpu perucTpauum TPaHCMMTPANBLHOr0 KPOBOTOKA KOHTPOMbHbINA
06beM MMMYNbCHOrO PeXuma YCTaHaBAMBANKM B MPUHOCALLEM
TpakTe JIXK cpasy Hag MecTOM CMbIKaHUs CTBOPOK MUTPAbHOro
KOfbLa, 4TO NO3BONIANO 3apermcTpupoBaTh MakCUMarbHble CKO-
pocTn KpoBoToKa. BVIP onpeensnu npu oIHOBPEMEHHOIA 3anncu
a0pTaNIbHOTO W TPAHCMUTPANbHOMO KPOBOTOKA B NOCTOSAHHO-BOJI-
HOBOM peXuMe W3 annkanbHoro A0CTyna 1 u3Mepsanu 0T MOMEH-
Ta OKOHYaHWS a0PTanbHOro 10 Ha4yana TPaHCMUTPANbHOMO KPOBO-
Toka. TkaHeBOe AONNepoBCKOe UCCNeA0BaHMEe ANACTONNYECKOro
nofbema ocHoBaHus JIK npoBoAunu U3 anukanbHOro [OCTyNa,
Npyu 3TOM KOHTPOJbHbIA 06bEM YCTaHaBAUBANKN HA MUTPaNibHOE
KONbLO B 06/1aCTU MEXOKeNyL404KOBON NePeropoaknm n 60K0BOIA
cTeHku JIK. X0TS 10 KOHLA He ICHO, ABNIETCS NN COOTHOLLEHKE
E/Emsept unu E/Emlat 6011ee ToO4HbIM 4NnA NPOrHO3MPOBAHMA [aB-
neHusa HanonHenus JDK, uccnegosanuamn S.R. Ommen et al. [6]
c0061LaNnock, YTO OLEHKA cenTtanbHbIX otaenos npu TOW 6onee
TOYHO OTPAXaeT AaBfieHne HanonHeHus JIK, Yem natepanbHblii
0TAeNn Konbla MUTpanbHOro knanava. B ceoein paéote Nagueh
et al [12] nokasan,yT0 OTHOLWIEHWE PaHHeil TPaHCMUTPanbHOM
ckopocTtu (E) Kk paHHeit guactonmyeckoii ckopoctu (Emlat), onpe-
nensemoi npu TOW natepanbHON YacT MUTPANbHOIO Konbla

(E/Emlat>10), npoAeMOHCTPUPOBaNT HAMBOSbLLYIO YYBCTBUTENb-
HOCTb M CNeuugUYHOCTb NP BbIBNEHUM AABIEHNS HAMOMHEHNA
B JIXK >15 mm pT. cT. [T0o3aToMy B JaHHOM MCCNEL0BaHUN Mbl pac-
CYuTbIBaNKU cooTHoweHune E/Em lat. n E/Em sept.

Cumntomatunyeckue naumeHTbl ¢ FTKMI npuHumann 6eta-agpe-
HoGs10KaTopb! (88%), Bepanamu (2%). YuuTbiBas, YT0 Y NaLMEHTOB
¢ F'KMIT oTmevaeTcs akTusaums peHuH-anba0CTePOH-aHrMOTEH3K-
HOBOW CUCTEMbl, C LieMbI0 NOAABNEHNS HEraTUBHbIX 3CDGEKTOB aH-
rMoTeH3nHa Il Ha3HaYany aHTaroHUCTbl PELLENTOPOB aHTNOTEH3MHA
1 (53,5%), NHTMBMTOPbI AHTMOTEH3MHMPEBPALLAIOLLEr0 (DepMeHTa
(23,5%), BepowunupoH (48,5%), BapdhapuH (6%). beccumnTomHble
nauuentsl (8,9%) He NpUHMMANK HUKAKUX Npenaparos.

Bce naumeHTbl, BKNOYEHHbIE B UCCNe0BaHNe, Obin pasaene-
Hbl Ha 2 TPYNMbl: C HANNYKEM HEONArONPUATHBIX COBbITMIA (N=25)
n nx otcytcteuem (n=187). HebnaronpuatHbiMin cobbITUAMN B
npouecce HabnoaeHNs 3a nauyneHTaMu cyuTanu:

. BHe3anHylo cepaeyHas cmepTb (BGC), KoTopas onpeae-
nanach Kak cMepTb BCNEACTBME KapAnarnbHbIX NPUYKH, NPOSBNS-
toLLasica BHE3aNHOW NOTepeli CO3HaHWSA B Te4eHMe Yyaca nocne no-
SB/IEHNS OCTPbIX CUMNTOMOB WAK HOYHAS CMEPTb 663 KaKUX-NN60o
npegLwecTsyoLWmx e cumnToMoB 1 BCC Kak mcxop ¢ ycnewHomn
peaHMMalei Npu 0CTaHOBKe CepAaua;

. CMepTb, CBA3aHHYI0 C Nporpeccuposannem CH;

. WHBANWAM3ALMIO NN CMEPTb BCIBACTBIE PasBUTMA
OHMK;

. rOCMUTANN3ALIMIO B CBA3M C NPOrPECCUPOBAHUEM CUM-

nTomoB GH o Il ®K B Te4eHne nepnoaa HabnaeHNs.
CTATUCTUYECKMNIA AHANN3

KonuyecTBeHHbIe MOKasaTenu WCCAef0BaHNA MpPeACTaBneHb
Me[NaHoM 1 pa3mMaxoM, Ka4eCTBEHHbIE — 4ACTOTaMI 1 NpPOLIeHTa-
Mu B rpynne. CpaBHeHWe KOMUYECTBEHHbIX NoKa3aTenei nposo-
AU0CH C NOMOLLbIO KpuTepust MaHHa-YUTHN, Ka4eCTBEHHBIX — N0
Kputepuio duepa.

AHanu3 akTopos, acCOLUMPOBaHHbLIX C PasBUTMEM Hebraro-
MPUATHBIX COBLITUI, NPOBOAUNCA HA OCHOBE PErpecciit NPonop-
LIMOHaNbHbIX pUcKoB Kokca. Mokasarenu, NposBuMBLLNE CTATUCTY-
YECKYI0 3HaYUMOCTb B 0HOCDAKTOPHOM aHanu3e, BKMYanuch B
NpeaBapuTenbHYI0 MOZENb MHOTO(aKTOpHOro aHanusa. [lanee
MOZe/b PeayLMpoBanach ¢ MoMOLLbIO anropuTMa MoLIaroBoro
NCKMIOYeHNs. [Ins OKOHYaTeNbHON MOLENN PacCYUTaHO OTHOLLS-

Tabnuua 1. Knuunyeckas xapakrepuctuka naumentos ¢ FTKMN

Mokasarenb Bce nauueHTbl
(n=212)

Bospacr, ner, megnana (pasmax) 45,5 (17...68)
[Ton:

MY>XX4UHbI, N, % 141 (66,5)

XEHLWKHBbI, N, % 71 (33,5)
®K CH, n, %:

[l 190 (89,6)

1] 22 (10,4)
BCC B cemeliHOM aHamHe3e, N, % 26 (12,3)
Hanunyne (EMHK(:)ﬂaﬂbeIX 33 (15.6)
COCTOSHMIA, N,%
Hanuune HXT, n, % 45 (21,2)
®opma FKMTIT:

Heo6CcTpykTUBHAsA KM, n, % 134 (63,2)

o6¢TpykTneHas FKMI, n, % 78 (36,8)

MaumenTnbl ¢ cobbiTuamK  MMauueHTbl 6e3 co6bITHI p
U ncxopamm (n=25) 1 ncxopos (n=187)
38 (17...59) 47 (17...68) 0,001
0,398
19 (76) 122 (65,2)
6 (24) 65 (34,8)
>0,99
22 (88) 168 (89,8)
3(12) 19 (10,2)
5 (20) 21 (11.2) 0,352
9 (36) 24 (12,8) 0,007
11 (44) 34 (18,2) 0,007
<0,001
1(4) 133 (71,1)
24 (96) 54 (28,9)
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Hue puckoB (OP) Kak aKCMOHeHuUManbHoe npeo6pa3oBaHue Cco-
OTBETCTBYIOLLMX KO3(P(PULMEHTOB perpeccun. [JoBepuTenbHble
nHTepBanbl Ana OP paccyuTbiBANNCh TaKXKe KakK 3KCMOHEHLUMarb-
HOe Npeobpa3oBaHie COOTBETCTBYIOLLMX JOBEPUTENbHBIX UHTEP-
BanoB KO3 hULMEHTOB Perpeccuu.

YpoBeHb CTATUCTUYECKOW 3HAYNMOCTM B UCCNEA0BAHUN MPU-
Humancs p<0,05.

[laHHble aHanU3MpoBaNUCb B CTAaTUCTUYECKOM nakeTe R,
Bepcus 3.0.

PE3YJIbTATbI NICCNEOBAHUA

3a nepwog HabnaeHns 13 212 NaUMeHToB, BKTHOYEHHbIX B UC-
cnefoBanue, y 25 (16%) naumeHToB Habnoganu HeénaronpuaT-
Hoe TeyeHue 3abonesanus: BCC passunack y 7 naumentos, BCC
C yCnewHon peaHumauuein n uvmnnavtauuen KO —y 4 naumes-
TOB, NeTanbHbIA UCXoa BcneacTBue nporpeccuposaHns XCH ao
«KOHEeYHO» cTaamn 3abonesanns —y 1 nauuenta, OHMK -y 6
NaLuneHToB, B TOM YMCNE C NeTabHbIM UCXOA0M — Y 2 MALMEHTOB;
rocnuTann3aums BCneacTBue NporpeccupoBanmns cumntomo GH
ot I-Il ®K npu ncxogHom o6enenosaHum ao Il ®K NYHA —y 7
naumeHToB. Y octanbHbix 187 3a nepuon HabnioaeHus He Npouc-
X0AUN0 HebNaronpusATHLIX COBLITHIA.

KnuHW4eckas xapakTepucTuka [ByX rpynn NauueHTOB Mpej-
cTaBneHa B Tabnuue 1.

[MaumeHTbl ¢ HE6NAronpUATHLIM Te4yeHneM 3abosieBaHus Bbinn
monoxe no Bospacty (p=0,001), y Takux naumeHTOB 4aLle Bbl-
ABNANN CMHKONANbHbIe cocToaHma (p=0,007), Hann4ne ann3oaos
H>XXT npu CM 3KT (p=0,007), a Take yaLLe perucTpuposanu ob-
CTpyKTUBHY0 chopmy TKMI (p<0,001).

Mo maHHbIM 3xokapauorpadouyeckoro uccrefosaHns (tabn. 2)
Y MAUMEHTOB C HEONAroNPUATHBIM TEYEHNEM CTATUCTMYECKYH) 3HA-
4MMOCTb JeMOHCTpupoBanu nokasarenu [ BT/DK (p<0,001), J1M
(p=0,046), ONMN/MMT (p<0,001) No cpaBHEeHWMIO € rPYNMON NaLUeHToB
¢ ux otcytcTameMm. Mokazarenu KOP, KCP, ®B JIXK n makcumarb-
Has TonwmHa MXKI 3Haynmo He pasnuyanuce. Cpeaun nokasarene,
XapaKTepU3YIOLWMX AMACTONMNYECKYI0 (DYHKLMIO, OMpeaensieMblX ¢
MOMOLLIbIO  MMMYALCHOrO [ONNNEPOBCKOr0 MCCe0BaHNs TPaHC-
MUTPaNbHOrO KPOBOTOKA, 3HAYMMble PA3NMYNA BbISIBNEHbI TOSbKO
Yy MOKazaTens MakCUManbHOWM CKOPOCTM PaHHEro AMacToNnyYeckoro
HanosnHeHus (E), 3Ha4eHna KOTOpOro GbInv HIDKe B rpynne nawmneH-
TOB C HebnaronpuatHbIMKU cobbituamm (p<0,001) no cpasHeHUto ¢
nx otcyTcTBueM. Cpeam nokasareneil, onpefensemMblX ¢ NOMOLLbHO
TAOW, BennuuHbl cooTHoleHns E/Em sept n E/Em lat 6bina 3Ha4mMmMo
BblLe (p<0,001) y naumeHTOB C HE6NAronNPUATHLIM Te4eHnem 3a60-
NeBaHNs N0 CPABHEHUIO C NALMEHTaMU C 61aronpPUATHBIM TEYEHNEM.

Bce npeacTaBneHHbIe Bbllle NMOKA3aTenu, KOTopble Obin CTa-
TUCTUHECKN 3HAYUMbl B CPABHWUTENbHOM aHanuae, 6bin BKMHO-
YeHbl B MHOTO(DAKTOPHYIO PErPecCMOHHYI0 MOJENb NponopLuo-
HaNbHbIX puckoB Kokca (Tabs. 3).

Ta6nuua 2. CpaBHUTENbHBIA aHaNU3 3xokapanorpadmyeckux nokasarenei y naumentos ¢ FKMIT Ha MOMEHT BKIHO-
YeHus B UCCNeJOBAHKUE B rpynnax ¢ 6naronpuaATHLIM W He6NaronpuATHLIM TeYeHMeM 3aboneBaHus

lMokasartenb Bce naunenTbl
(n=212)

[l BTIIXX, MM pT. CT. 20 (2...146)
M, mm 42 (24...59)
onn/nnT, mn/m2 40 (21...75,5)
KOP, Mm 49 (33...65)
KCP, mm 29 (15...44)
MakcumanbHas TONLLUH
CTé:)H(I:(VI I\E/iIJ;KI'Ié,i MMOHLU. : 20(13...33)
®B JTXK,% 64 (40...98)
E, Mm 79 (5...140)
DT, mcek 180 (90...371)
Em sept, cm/c 7(3..9)
E/Em sept, oTH.eq 11 (5...20)
Em lat,cm/c 8 (3...10)
E/Em lat, oTH.en. 9(4...22)

Mauvnentb! ¢ cobbiTuaMN  TMauueHTbl 683 coObITHI p
u ucxoaamu (n=25)  ucxopoB (n=187)

60 (2...119) 16 (3...146) <0,001

43 (35...55) 42 (24...59) 0,046

44 (33.3...75) 39,5 (21...75,5) <0,001
50 (33...58) 49 (34...65) 0,916

30 (19...36) 29 (15...44) 0,812

21 (16...30) 20 (13...33) 0,296

67 (47...85) 64 (40...98) 0,630

77 (5...120) 100 (40...140) <0,001
169 (95...371) 181 (90...338) 0,574

6 (4..9) 7(3..9) 0,212

14 (7...20) 11 (5...18) <0,001
4(3...6) 8 (4...10) <0,001

15 (10...22) 9(5...11) <0,001

Ta6nuua 3. MHorothakTopHbI aHann3 pUCKa pa3BuUTUA HeGnaronpuaTHOro TeveHus 3abonesaxusa y nayuenTtos ¢ FKMI

NMpenBaputensHas Moaenb

b p
Bospact -0,06 0,005
CuHKonanbHble COCTOSHUA -0,42 0,424
[l BTITXK, MM pT. CT. 0,03 <0,001
ann3oabl HXT -0,42 0,466
1N, Mm 0,08 0,314
ONN/NAT, mn/m? 0,03 0,317
E/Em lat 0,39 0,001

OKoH4YaTenbHaa mofienb

b OTHoweHue puckoB (95% AU OP) p
-0,06 0,94 (0,90-0,98) 0,001
0,03 1,03 (1,01-1,04) <0,001
0,06 1,06 (1,02-1,10) 0,004
0,31 1,37 (1,12-1,67) 0,002
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Mpu MHOrohakTOPHOM aHanu3e He3aBUCUMbIMMW NPeANKTOpa-
MW pa3BUTUS HEONaronpuUATHLIX COObITWIA Y naumeHToB ¢ TKMI
ABNAIOTCA crnefytolwme xapaktepuctuku: sospact (OP 0,94; 95%
1 0,90-0,98; p<0,001); I BTITXK (OP 1,04; 95% AW 1,01-1,04;
p<0,001); ONMN/MAT (OP 1,06; 95% AW 1,02-1,10; p<0,004) u co-
OTHOLeHue E/Em lat (OP 1,37; 95% OW 1,12-1,67; p<0,002). YBe-
NNYeHMe BO3pacTa Ha eAMHILY U3MEpeHUs B CPeHeM Ha OAuH
Ol CHUXAeT OTHOCUTESbHbIA PUCK Pa3BMTUS HEBNAronpusTHOro
co6bITUSA B cpefiHeM Ha 6%. Bospactanue [l BTJIXK Ha eamHuMLy
M3MepeHns B cpeiHem Ha 3% yBeNYMBaeT OTHOCUTENbHbIN PUCK;
ysenudexne OJTN/MNNT Ha eguHMLY U3MepeHns B CpeaHeM Ha 6%
YBENNYNBALT OTHOCUTENbHBIA PUCK Pa3BUTMSA HEBNAroNPUATHOIO
co6bITA. CooTHoweHmne E/Em lat nokasano ce6s Hambonee 3Ha-
YUMbIM (DAKTOPOM, BAWSAIOLLMM HA MPOrHO3: YBENNYEeHUe COOT-
Howwexus E/Em lat Ha 1 ycn. en. B cpegHem Ha 37% yBennyusaeTt
OTHOCUTESbHbI PUCK PA3BUTUSA HEBArONPUATHOrO COOLITUS.

0bCYXIEHUE

W AeHTMdMKaLMS NALMEHTOB C PUCKOM HebNaronpuaTHOro pas-
Butusa FTKMIT sBnseTcs akTyanbHOIA 3agaqein.

MoBbILIEHHOE BHUMAHME B paHee NPOBEAEHHbIX UCCReaoBa-
HUAX YOENANOCh 3X0KapAMOrpadoMyeckuM nokasarensm, acco-
LLMMPOBAHHBIM C PUCKOM PA3BUTUS HEBNAroNPUATHOrO TEYeHUs
y naumeHToB ¢ KM, Takux kak o6¢cTpykuus BTITK, ONN/MOT,
Anacronuyeckas aucyHkuma [7].

B psge uccnemoBaHuin 06Hapy»xeHa BbICOKAas 4acToTa Hebna-
roOnpuUsATHbIX COOLITUA Cpean MauMeHToB C rpaameHTom BTIDK
>30 MM pT. CT. B NOKOE 1 6bI10 NOKa3aHO, 4T0 puck BCC nonoxu-
TeNbHO KOPPEesnMpyeT C BbIPaXEHHOCTbI0 06CTpyKumu BTIDK [8].
B naHHOM mccnefoBaHWUK No AaHHbIM MHOrOGhakTOpHOro aHanu-
3a rpagueHT BTIDK aBnsetca 3Ha4uMbIM NpeaukTopomM Hebnaro-
NPUATHOrO COObLITUIA U ucxodoB y naumeHToB ¢ FKMIT (OP 1,04;
95% [ 1,01-1,04; p<0,001). OgHako, HECMOTPSA HA 3HAYUMOCTb
[aHHOro (hakTopa pucka, Hy>XXHbl JOMOMHUTENbHbIE NPEANKTOPSI,
No3BONALWME CTPATUPMLNPOBATL PUCK HEONArONPUATHBIX CO-
ObITU Y naumenToB ¢ FTKMIT.

B paHee npoBedeHHbIX uccnenoBaHusx nokasarens ONM/MAT
ABNANCA 60Nee HaQeXHbIM NPeAMKTOPOM He6naronpusTHbIX
MCX0A0B, YeM CTaHOAPTHO U3MepsieMbld NIMHENHbIA pa3mep JIM1
1 NO3BONAN CTPATUMUMPOBATL PUCK HEONArONPUATHOIO pa3Bi-
TnA 3abonesanmns y naunentos ¢ TKMIT [9, 10]. B saHHOM uccne-
J0BaHWN NO AaHHbIM MHOrOGhaKTOPHOrO aHann3a NnofaTBepXaeHa
accouuaums nokasarens OJTN/NMT ¢ puckom pa3BuTUS Hebnaro-
npuATHbIX cobbITUiA (OP 1,06; 95% AW 1,02-1,10; p<0,004).

[wnactonuyeckas gucdyHkuma JIK 4BnseTcs 0CHOBHOM Xapak-
TepucTukoi FKMI, n no cTeneHn ee BbIPAXKEHHOCTU TAKXE MOX-
HO MpOrHo3upoBaTb HebnaronpusaTHoe TedeHne TKMII. OgHako
[0 HACTOALLEro BPEMEHN [0 KOHLA He YCTaHOBNEHa TOYHas B3a-
MMOCBSI3b MEXAY AMACTONNYECKOR AUCHYHKLMEA U NPOFrHO30M
3a6001eBaHuA. [TPUYMHOI 3TOrO ABNSETCS TO, YTO TPAAULMOHHOE
JONNNEepoBCKOe MCCcnefoBaHne, KOTOPOE LWMPOKO UCMONb3YeTcs
ANS OLEHKM ANACTONMYECKON (OYHKLMKM Y MALMEHTOB C CepAeu-
HO-COCYAUCTbIMW 3a60M1eBaHNAMMI, AaeT Mano WHOpPMaLUmMn, Ha
OCHOBAHWUKM KOTOPOW MOXHO CYAMTb O BESMYUHE [ABIEHMS Ha-
nonHenuns JK y naunentos ¢ TKMI [11]. Cpeau AOCTMXEHMA
axokapauorpaduu oTHoweHwe E/Em, monyyenHoe npu TAW,
NO3BONSET HEMHBA3WBHO OLEHMTb [aBneHWe HanofHeHus JDK
M MOXET LIMPOKO WMCMOSb30BaThCA B KAWHUYECKOA NPaKTMKe
[12]. Coobanock, 4To 0THOWeEHWe E/Em >15 ucnonb3osanocb
ans oueHku pucka BCC y 96 nauuentos ¢ TKMI [6]. B Hawem
MCCNeLOBaHMN Mbl TaKXe OLEHWNIM COOTHOLWeHne E/Em cpenm

TMMMNEPTPOD®PUNHECKAA KAPOVIOMWOINATA
HYPERTROPHIC CARDIOMYOPATHY

HECKONIbKNUX (PAKTOPOB PUCKA W Mbl TaKXKe 06HAPYXXWUSIU, YTO Bbl-
COKMe XapakTepucTuku cooTHowenms E/Em B 6onbLUOi Koropte
NaLneHToB NPOrHO3NPYIOT cBsi3aHHble ¢ TKMIT HebnaronpusTHble
c0o6bITMA. MHOro(akTopHbIN aHann3 nokasas, 4To COOTHOLLUEHUE
E/Em lat aBnsetcqa He3aBUCUMbIM MPEAMKTOPOM, accoLMMpo-
BaHHbIM C pa3BUTMEM He6naronpusTHbIX COObITUA Y NALWUEHTOB
¢ TKMIM (0P 1,37; 95% 1 1,12-1,67; p<0,002) n oueHka E/Em lat
MOXXET 6bITb UCMONb30BaHA ANs CTpaTUdMKaLumM prucka Hebnaro-
NPUATHOTO TeYeHns 3abonesaHmnsa y naumenTos ¢ FTKMIT.
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