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[BR] PERELLFFAEHCMIIFEBRMEICRIE L, ¥ REABEEEHRICHE S BiEEL =
L. a2 7EREEGE TR SICRRERNRHE SN S, TREOEECHIR S AAICE
THBmENID R, AR T, bBSEICBT 55 EE HCM OREER L LToV o
AT ERE BRI LT,

(5 & s 2 EA o BEEBE D O BEFRITICE T RED S & ITNE S HCM
EGID 5 6. B\ O RFREZ A 58 139 Flaxts L L, MYH7, MYBPC3, TNNT2,
TNNI3 DEREZF AV b —F7 T AETER L, 2, 2 b0 5 H 112 iz
TiE. TPM1, MYL2, MYL3 B X WNACTC BEFIZOWTHERERKELZ, Ebic, &
ERRHINTEFCERREBRESNTVEHEDIZHONTIE, FRNTOER L HCM
L DRGBERRETT 25—, FHRERICHOWVWTIR., —BREEERICRBITAR—LRESZBER
THZ L TEBHZAE TRV L 2R L, ‘

[RR & B 4R] it 139 & OF KM HCM EFID 5 5 65 £4(46.8%)1, FHER 16 FEHE
EEHLAE 49 BEOV LV a XA TERERH L, ZREEONRIZ. MYBPC3(27 #.
19.4%), MYH7(18 %, 12.9%). TNNT2(12 %1, 8.6%). TNNI3(4 fi, 2.9%)., TPM1(4
Bl 2.9%)TH Y, MYL2, MYL3, ACTC EREFIV V2 o1, BROHIEES BT 5
1201, BERRRATMBAMREZBIR U, duimE (941)) . AMEE Grdb, B, 35 E)

(51 40), AN (FEHHE, Bl FE) 49F). WE (144). ful (16 f) 5
HMRIZGT T2 Z A, YN axATEROEET 36.7% (RMTEE) ~55.6% (b)) &
BRERE Th o703, MYBPC ZEMNILHEELAMN EHEIZ L 0Iost LT, MYHT it
M. TNNT2 Z 2T M CARM BRI S MEAIZ B - T,

[Eia] ©EICRT 5K HCM 0480391 a 2 TERICERT 228, RO
AT HIRZER S 5,
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[BEE]LREBREDOFERD 40~50%1FZ2RIELVHIV TG, £z, Z28RFED 90%i3 0= AFH
(VD) - LEMBNVE) ThHDZENLLAEIREEZTT) L CEIEMEAR RIS T 5 F E1 &5 3R A%
ECThD, R MM LA EBE BT AR EIRELCERFELBHEEEDOBREREFT LR
HEiT7ev, & 1E] LA AT AN E g5 (Implantable Cardioverter Defibrillator; ICD) &M 2 A F 417
FEE MM DA EBE LRI, BHEREE OTFTEDBIEHEAENRA N MDA TRIC
BRI DM E DN OV THRELTZ, V
[ LVTFIE]L1990 F035 2008 FETIC, BR LT ERKFRBE T ICD 2 A EN/-FE
B PRI IR RO A I B L 274 Bl xiBi L, AN IR 21T o7, FHEE B 1.
VT/VF (Zx3 5t /EE), SEEEE KR UL DOFELLT-, eGFR X Modification of Diet in
Renal Disease Study OH#EERNOEHL | fHIAAFFD eGFR 23 60ml/min/1.73m2 i 4 B %58
EELLZ,

[FER1274 HIDSE 96 AGBSWBEHREREE2HA L TV Vo, B REEREER CIXB B ERRIC
LR EL62 111 B vs. 4917 5%, P<0.01), BNP fEAE<(387+379pg/mL vs. 246+
302%pg/mL, P<0.01), ~EZ B AELEL D o 72(12.5+2.1g/dl vs. 13.6%1.6g/dl, P<0.01),
BB 27 » AT, 39 Fl(L4WAFET L, BREREN CHREICEFRIMEDL o
(P<0.01), EEI1EEN K OBEEIEENC DUV TH |, B REREEH CHRICEH R &S o720
t P<0.01), ZEBMTIZBWT, BRERSILHEY a7 FEIC T 27 B2 M K+
(HR1.85, 95% CI 1.24-2.77, p<0.05) T 77,

[FEa |FER M LR EREIZB VT, BB EEE I B O EEAREAROFT LV ERE 1L
LCEETHAHILEN RSN,
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EREFICIBEHEECHDOIBIELHANEEND LEZONDN, ERICZET 5 Hik
IXHESL STV, Frexid, ThE Tlo, EEMERERMICERNIC R T 3 i~
F) w7 RG5F, TRA T CON-OIZHER L, I IN-C 2SR BT CORELE K LT
EF L. fid IN-C D@EWEIREL M FIEBE DR FENEN. L2HLMMIC L, S 5ic,
TN-C (LRI R RO F TR WED, 74 Y b—74 &3 TN-C Hiiks B CEhy
TNV CTOHNREEREOBEBILICEII Lz, T b0 BICESE | LREREDM
1 TN-C ZHIEL. TN-C ORI I —FEEIAI LU CEBZWIAIT L NIC TN-C B
PR Z RO TIEBIL, IEEWERIEZ O EITIED DA R B E L Tl s s/ O AR 1S
RO BRETDEVIBMIL AT L8, BYRIGEIELBIR T DI ChDHLEXT-, 72
T EBMIEREE L ¥ —CRBESN TV ERRELHERZFR S I =/ AP Lan
==MD 110\ Z AW TRV AT LD 32— a ERETo7, T70bh  DHSEESEM & M
F TN-CIREDBEIEZFTV, TN-CESE, B 2 7 FEEICR L CAr Dy MMESH T 3 A
v C Pk Fab’ & iV /e SPECT IZXBHUEA A —J 0 VT hiTo -1, BHSIR L, SRAT
R BIOEKRT —&&xt b Uiz, 4L, ZORBEEZMEL. TR C A2ELLUI-LTRE
D2 VBT IR E S AT LDH L EH T ReE 2 REE T3,
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BEHEOZHE

PBART - ThaskA c _ WIE BT, PR, AR

EHMRFEREREZHEZR BRENFF

T HTFHET I B (BCAA) 285 L-BAR <~ 7 X CIXFEHFEMBEERE L, in vitro
WBWCRLGHIEO I bay FY THEEENTIET 5 2 & B3#HE TV 5 (DAstona G et
al. Cell Metab. 2010), —J5 T, A # R — AFHTICB W T, =17 v FOLAREIZB W T,
DT O BCAA(rA v, A YAy, N Y) OERBRED LN,

FiE; 1L BEHO X —LT v MIBCAA 2% 5Bt L. OREREDAS, OEERE+BCAA,
OBEEEDH, @FEESEA+TBCAA O 4 IS T, O 20 BEZBITAKE, L
¥, ME, DEEERICL S0, SEREELFHEIL., £, OO Far Y
THREICEE T A BETFORAELRE LT,

MR BEAA~D BCAA RSB EOHIIHEEICHIH Lz, £lobx a— B TIIERH
F (%FS) DETHLAEICHMHI SN, FEBIBNT, BRKEEOCHAIRBIV, BEE
OEMBFEICHS Sz, —F T, DFE#HEOI b= FY THERIZE T 5 mRNA DX
BHEX, BEEH CIHMEERHICHS, FERIZEAS LT, LaL, &EEHIC BCAA
PRELEETIIZEORE TN N,

s DREETATH AL —/LT v MIBWT, BCAA ITEEREA . DEEREE(L &
Lz, Elz, DI by R THEREOEE T+ 2 FeEEN TR S 7,
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A BERFIEMBE BRMRBRRFARTEE
JEREEE  RrRAELHEIC RS 5 A
WRHES P&
Z oA b v LAEREERE T ORI (GHAS, 11)
U EEBRE T2 ST 14 BRAEOFT 2 —HlL LT
BART - Thisk4 - BEEE " BohEdE 2 P e %S, Kostin® fui® &,
J. Schaper® & E A 5 kBt ®
HEE K - IERERNEL P ERT - JREREITZE 7 Max—Planck
Inst., Exp.Cardiol., *HI K% - ABREE

Ch-wal=Eid) %ﬁ@L{:&%ﬁ#ﬁ@ﬁ% IXEEMED K E VY monogenic ERIC X A/ KB
5 polygenic ZR DB TFHIER 2B E U B R EBROBREFHIAIC AT b, KE
BB IR D) )b OB K RN (GWAS)IZBIT Lo b 5, FEEER &
NIZERBEOEME GWAS OREIIZE TR BOFKEMF IO &G FEREZE(Gene
dosing) DEEMZ WO TR I V72, SENIFEME & R ZRFHREBOLRLIZ SN
TEREIVN ITEBTFORBTER 2B E 2 28 FHITOMBE L L TKEAR
microarray fEHT DFEROERRIL & Fii= e EA 2 HE T 5,

[FFik &R BIEBATTRE Ry —vFy7" THRAHED Affymetrix L8 SNP Array 6.0 i% 90

FULEDERZHEHR L TODH0, T 300 5D SNP D 1/3ICBE VA FHi-iclEsh
% SNP BOBEIMTFEBERL U BIEOB R 2R LTV 5, RS Array 1350 H S h T
WHat D ERCNV)DFEBIEESICE Y . ZnE/ 5 BET CNV 2T 32 H0% s
BRIR LIz, Y -7 1IZBARN6 Z(ZDOFD 34138 FH) L Caucasian.2 A DCM BEIZ
DUNT SNP BT DFRER ., AFKIE Y D SNP %2 [FIE L. call rate 1X@ 5> 7=, B RIFY AR T
K& E2 Y Frif hot spot IZIRIE L Tz, FDEREAI S BAA L BADBERIC =
2R, AT DCM THEMETHRERIIABR TR Y havb )75 o LEFIH S B A
ANEFH OEF| & ] Lz,

IR FRABIC L DA CEBRCUBEIC TR 4 2% Sanger F TERRIE LTV e B 3w
BHEBELFMYHNER BT HRE 2 BT E ICRE TR LER. AEICIEED 7‘£7b>o 7‘w
LI BT OBBT EFEMICHRE LIZER. B 5202 de novo DR EH M HER
BICEDZ &R Iz, SNP H47 & Yefa i _E oW BeonTE & E— kst Lta‘*?‘%i
VB A -1 5% 0 SNP 23 orf > 5H3EV intron IZFEET A 540, 14 BV A (K 117 tandem
(LB D MYHE DIEEHIZFR® 2616 # R S iz, &R BRIV T, cDNA & genomic &
FNOMEIRREIBLETH B,

[FE7EIQD LT 14 BYEAMKLS ORI ARITHRE RIZFT B & LRFEE O &R EE T O
BRTART 5, Qs array OERFERITIEL . BARADEITIC—EREEN 7= 57, L
0L @AM 2) ) MELF DO YE S sequencer THBEIZ 72 5 E C. SNP/SNV/CNV

DIENTIIHEFRR R E RN E L CHENTH 5, BUIE ERIE A 50 SLEICHINN X 8 fRAT &
T TH % 25, #iE e DL 2D Case-control study IZICH$ 5 G (p<10%) OFH=
RIE & HE T 5121% 100 BILL EOEFISSBETH 5, BEFHE SICH U755 BEF.
tailored medicine DL & IR EE O ER(LICHAD BE DBLETFE &4 5 AFFEIC
BHERMNOSEZ DT 5,
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T FNEECBITA I L= SR EORE

BAHET - ThEk% 0 _ MBI E KRS - MR

b 3 36 #E S K K EBREEHIER - ERWBAE Y

DAREEEBA VA AARFUMEZFIEBEITZ NN TS, Bald, LEERZD
REET N T RZBWT, BHEMHIZBIT 5 NADP)H oxidase DIEHEALZ I LBk 2 Tk
VAR, A VRV T FNVEBEEL, AV RAY VEBIMOREICEAET 2 L 2HmEL
72 (Ohta Y, et al. AJP 2011), &EHIZ, TV IFT Uy VERERHEC L = U HERLY A
WEBIZ LD | BREIZE T 5 NADPH oxidase IEME(LICIZL =0 - T PFTF v
RBEETHIERHLNE 2ol (RBERT —4), GE. ZOETMIBITA ol =
v (ZEE) OBSIZOWTHRET Lz, 7’1 b= OiEH(L % 3% handle-region peptide

(HRP) % LFfEZE~ U RS Lz, HRP IIEE, HE V1 X, DIROFHE - #iEICE
BrBz2RhoTc, —FH, HRPILUHEEROA VR ARFUEE BRGIA VAT 7
T v (Akt DU LI KO Glutd DIEZEFT) BEEZWE Lz, FRFFC, HRP ITEH
FRRNT T v WBE, A—/—2FV 4 REL, NADP)H oxidase iEME%H]
fl L7z, LEBoT, DFEERBRLREDA R Y UEFIEREICBWT, Yri=20
EHE R EEREREZ R L TCWA I EBHLNE o T,
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BAHT « TR « DE—R - KIRKFERFEREZLRBIER  (ERBARE

B HRAHOLBICBT DA R o 7 FAORE ZBET B0, EASICE N
TOBHBERMCA VRV UEREN ) v 7T MNENDB~Y T RAETVEER L, ZTOERH
BUZOWTHRE LT, £% 12 BORREN O DRI VA VB EE ) v 777 b
THE, DEENKREICHED L, IEEDET Uiz, MBSO DFMROZER & ME
DAL ANz, ZOTRAEFT IR T, BSR4 B L OWEREREICRBIT 5
A — b7 7 U—DOBEEIEBRE LT,
R AVAVURFEO ) v 7T7 U MLV, LC I EREBOEMBL A —F7 7
TV —LDEMBBO LN, = b7 7 V—BAELTWVEEDEEZ N, AT 41
~AV A RELTA— NIy U—RHETH L, LEEOEDIIHHENSE HLOD,
ODHEBRIT S HIZE L LTz,
fhEm . DDA RV UV T FABETTH LA 7 O—RNTEL, 2D T X
BT MCBT DLEROBICITA— N7 7 V-l LB EASEIEE T I DL EZDL
Ho —HT, A= FT77 V=L EMEFTHERALALTOEZENE, OfFA
AV TFNVOETIZE B 0EBEETILLDEEROBICE b7 ) ZRAR D TIERL,
ARV TFABRLEERSE MDA =X L TLEREEZFATH LTV A LD EED
na,

—322—



BAEFBEFFMAEMEE BAMEREARMEESE
CREE R LAREICBE S D RE A
mrsEs P

2 A4 b+ N ZREERTOLIOFLBEOCELED (2)

BA&HT - THERA - _ WEEREEZ

ZRRVIEHKE FE—-HH

72 ZOIFRLLFHIENL, BRBIET HELELREBO—BHENER T2 X723 LEETHY,
APMVADRFHERERSTRIETHEEZXOLNTNDN, Z£ORBITRIEFNHFREHR L.
A [BI1F 4 1%, 72 2 DIE D EHIE O BRI R & OV DR B FARFEBIC DWW TR 4 5.
RBITYUE Tl ZDIFRLLFE E R Sz 18 Il C, S HNT.LFAEMMEM LRET LTz,
ZZEOMEBNPEIX 538+145 pg/ml & ER L CWa. I DIFLHERTIE, 246
TANVRAOFHER & 25 REPHER I, MEI T a—NAT I VEOFERLER L, MiF
JNVT RUF U UE L DHERE L ORICHE B RADHEBBIR(r = -0.84, p = 0.036) 23389 b
Nz, -, ME Ca2rBEO—@EHEOKETEZRL T\, (LHEROFEFRT RiX
contraction bands 2% 4 F(50%)IZFR D BILZH, LD KR/NRE, LFHOEME, BLFIOFE
FUTERBE Td o 7~. contraction bands % 5B 72 DEFAIER] & Ll U C & AAEHARIRE M
BOBHALORBREIIEFICERETH Y, AIHNRERTFHELTHDIEEABN. 22
EELLFIE D FRIT—RICBE L SN TWE, S EIOLHAROREABEFET L)
6%,KT@%&@%%%@%@%@&E@%%ﬁzL<,t:o&ﬂ MHIEIL TR R
HRRBTHIZILZEMTOIODLEERD.
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