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EHBOLEXKITOREIZBITT A, ZOBRBICBWTT R M AREERKE %
HoTNBEEZLNTWS, E—bia v s FasA 27 (HSP27) 3517 R b—v %
EROHHERL LTRREN, U Bt HSP2T LMz ri#E T 2 L mEShLT
Do

FHEBREN DR ERF IO T, DRSO E#ELZRET D Z L IXmbR TV 523, i
EREEDDER~DOHEIL L D> TV, AR T, FEARMLBRET VT A%
FAWT, FEREDO MERR LA E~DOZREEEFF IOV TRET LT,

Tk

C57BL/6 <= 7 A KEINRAEZA(TAC) & HE L, (DIEARET VEIER L., LIEXRE JTWD
REEFNE LUTHER L, Fiig 2 8E T, 2TO~ U AN TLT a—TEEEX
RRERB. T2 F MTIIRRRIERE L RIGREICIR Y 7o, FERRERE T, AR DS
1ELRT 24847, 1 8 1H 438H. $YERARRNRY VT EEL AV RS Z
W4T Lz, TAC #% 6 BB ICB W T, FE, L. MEICOWTIE 2 BRI TEEZRBDR
otz, DT a—Tik, MREERIIRIBREICIEAD & ERRRHIEIAEICET
L GRIGHREE vs FIRSRIERE, 3.5310.09 vs.3.200.10mm, P<0.05, &8 n=6), Z£ZENEE
ERITEZICE D> 12(36.6£1.29 vs.46.2£0.47mm, P<0.01, &5 n=6), L EE/EH R L
EFRSRIERE CIERIBRBHC L ARICEEZR Lz, (9.66+0.53 vs.7.89+0.22mm,
P<0.01, &8 n=9), EENOEHAZMH LYz AZ Ty MZBWT, TAC £7 /1
TIRTE =T AT FAREM L TR, FIHRBERITE T, Zh o 0EAEME
FLCWE, $RMT K F—2EfOH S HSP2T U VE{LAFRFERE I L
TWz,

fER

FEEEIL., EAFOIERETFTVICEN T, DMERD L LAE~DOBITZWIH L, €
OHEFEL LT HSP27 OV VLA HET 52 TP R P—Y R EFADIETNDHZ LN
EZz bz,
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% A4 b Pentraxin 3 (PTX3) I BHLARLDTFTH L TR T S

B4R - T4 BHFE—

Yo B]OK 2 [ 2 3 98 BR 28 P9 B

BELDARELRECEENEE INTEY, LDAREDOKIEDRES ERICKIET 53/ 4
VA RBEE STV 5, Pentraxind (PTX3)ix, CRP & 7 U pentraxin family (28
TORMEBBISHME TH Y . CRP LI~ XY BETOMERIE % K3 5 ATAE S R
SNTND, Fox i, PTX3 BNEMELAREDTFHRFRI~—H—L 720 5 0BT 570,
B AREEE 5 5400 PTXS IBELZEIE L. % 38 » ABii%1T -7, PTX3 O th
RAEIL. 3.5ng/ml (interquartile range) T, MEH#E L HAMBMICEE ChH o=, BHRIRI
16 BDOFET L 26 HOLARMBILLSIFEARS L O, PTX3., Fi.
NYHA,LVEF,BNP % & {p L2 BfEHT OFER, PTX3 13MSL L= FHETFHl~— I —Th 5 &
EZxbhi,

S S TR T AR T

Variables Coefficients Hazard ratios 95% CI P

Male 0.738 0.478 0.139-1. 642 0. 241
Age 0.003 1. 003 0. 950-1. 059 0.913
NYHA TI/IV 0. 562 1. 754 0.481-6. 399 0.395
LVEF 0.012 1.012 0.963-1. 063 0.633
BNP <0. 001 1. 000 0. 998-1. 001 0.675
hsCRP <0. 001 1. 000 1. 000-1. 000 0.742
PTX3 0.155 1.167 1.021-1.335 0.024
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[EH] BESRBAEEDIEIC LV DI RN U7z p3, DI L 50 #E0
LCHEY., EHOEEYET REDENTVNDS, D7), £ OBENELHEBAL
DIE(LVAS)ERE 12 L 0 DB A FIT T 5, 20X ) REHHEBIFICEIT TR
Kp—ok LCRYSENH B, £ 2T, 4 LVAS EIHBINES O AT 5 BHIMED
FHRHAEE T ERET LT,

[HiE] st2IT0BME~D Bridge & LT 1999 — 2010 4E(Z LVAS %263 L7z 109 T,
HEERFERAT 3413 5%, LVAS #HBHIREIX 584£389 B (17-1703 H) Thotz, £,
EAERBHIN 97 B, RFEHLDALTIN 12 FITHoT=, [FER] 65 #1(60%) CHMLiE % 72
7. BMEREBREDOTFRIIRE LN EZEFICHLTRRETHo7Z, LL, LiFE
B -7 22 BliCBIT 5 1 FE4FERIT 100%Th > 77, Cox hazard model IZ L AHEEE
FRAT CILEEER B DA LARE, 77 ABEHEUA OB MENEERAEREF Th o7, [F
1 LVAS 2 X5 EHfEBEICBO T, BIERERE DO TFRIITR Thoeds, LBE
HITICE S TREFOTFRIIBRGF Th o7,
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7 A4 b N DREOHEENLBLGTFERT
—F[EH B © microarray BIZIZ Lk A0

BT - a4 - BMEE L APEIE 2. S. Kostind, fiiR 4. J. Schaper3,
TEAE L 4
VI B RS - TR ERZSN AL 2 B - TR BR S5 IR BR A 22—,

3Max-Planck #fF 7277 - EERRIERT . 4 R KF AR FEEE

10 LERTOKI 30 EOLM ™ JADEEEFIREDISA & L THEIED K E microarray & K EFHANL
HEANIC X 0 BEFOREBOMEITH O IRREMRAIZIB % Genome-wide study (GWAS) &~ D
TET LTV, EELIIOTREOEBELRMEE L THEAN 200 4 %HE.100 4 & ReBE
100 )8 L UHFHZ AFEZDO KXV AA DCM B%# 14 4 T.SNP/SNV i %17 - 7= R 909,143
BRI AR ZHER Uiz, ZIUTBEOEE RIS < RBRAIOFIEE, 300 HEFTOK 1/3 1218
T REFRHH2RITH 5, S EILLFEBEEEEFIZ OV TEABIC L 85T bias 2847
DICOIT X TROMEE L R T T Y E DI E-54 T Case-control study 247\ . x2 B ET
p 2% 104LLF D SNP % 7,287 ERTICER D, TLARE) 1SR EE D & B8 2@ D ULRE/
MRAEICEDERRL EET D L S EORANRBEGTFETIIENNIC DR ERESEOLTH
FIZRRREE DML AFRENILEE TN VOEREF OHIE ., T4 & OBEN LA IEEEIR 55
DERERSERRE R &L ODBRMEERICIET S,

FIZF 4~ 1T exon F5(ORFICHOWTCRIZFRZAE R % 2,688 f&FT. non-sense ZZRIZ X 5 stop codon %
54 ERT BEDEARLK L% 230 BATICHRD RV ITERBLTEN 5, BAENBGTF LR 220
FoFe & TH - B EASES & R E ORARETENE R AR T AT ETH 50, TR S s
ERF BB/ FAOMIBNGE B EEDE R R T IIN A BETF OEES/EIERS calpain 72 & un )
BRSRICEE T 5 EBOBEFMEMIZET O 7Y BEINIRE S C b A BSEE A R
DN b EENT, B JEFBERIX code T 573/ BEDOE KM AGME FHHHME . Tha-mEoF -tk
R EERIET D AERERITEM G S ERREEIL W FEINAN EROER
RETIIE RN LEL 2B,

YRR LNV & D BAEF IR A BT B G F R IBREE ORI ICE 1 Th A0, Q&N E
HAEIZ K DR OB, @/ B L & IEELSI & R L RS T ORI/ BN O O I
REMWIZ HEA T MR DR EREA AR B L TR E V2 MBI DO F vy )52 transporter O
BEMTICLT LbEIRVWEEZIDLND, $7-.Din vitro DEEMAITIRAAZBE O
cardiomyoblast THIEREZ A L Z RN OWE A L wall stress. M & L7224
BEAYATO T CRIE - #5828 BT in vivo DN & ITMIAEBE S MTEER TV B8BA L £ < .
SHOERFMFOHENRD D,

S EI DR L FEATRE R D ORERRE SN DR SEEEGEF IO L ORRFEE Q&
PRICEDEELRTENR, @ KBIEOER. BERFOEE L KX WAEEYIC T 5 CYP.OF
AE MUEEC)AVAPE L R RE T 5 ot le & B BIET & . OAFEEDO KX\ SNP TIHECKT
PA¥E & 117z microarray IZIZAAD SNP %< M3 L b REOEHKIZEA b ¥4 < O BIEE

WETRL L SR ORI F BRI,
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S FREE), il — GRRZTFEKR - FHb - RS
AR, WEFERE JEXEKR - AR—YVETFE)

(2L BiY] JEREBLLEEE (DCM) @ 20—35%IXEEMETHY . ERTERNZE DR
&b, ZHETIC 20 FELEZ L FERBETFH#RE S TOLE, ThbOFRRER
FICERNRH SN A OIXFHENE DCM BED 1T%RETH Y | £ < OEFIDREIIARA
Th b, BFENCKANDCM FRIC Z HERER TH S BAG3 DEGTFREF/BESN, &
BICEND & 157 5 BAG3 BREAHEGHE S A F— (MFM) BHF CRESH TS
2. BAG 3 BaFREEIC X AHEEEITBA L TIXRW,

[FFiE] BV B EGE DR WERME DCM 8% 12 41X 2WTH A L7 byr—7 2 Rk
#AWT BAGS BEFLERELZBRE Lz, BEMKRH INHEICIE. FIRERIR Y FRANT
B9 & & bic, BEHER 400 LITRBITZUHREROFELBRE Lz, DCM FEAE
EZ2 bNAEEBLIOMFM ZERIZOWT, HART v MUF#lE (NRC) . H9c2 e (O
FEIIARR) . C2C12 M (FF3pMlakk) ~DBEETFEAZIT., HRERE R L.

[FE5 L #Z22)] ik DCM B 2 412 DCM BEZE R (Arg218Trp 35 LU Leud62Pro)
FRHLE, WPFRHFERANT DCM SHEpBEL, BEANIRHISWRhoTz, Thb
DER L MFM B#EZE (Pro209Leu) BXORALEELARVER (Arg28Trp) 1IZOW
THsBEE (LA st L7=, DCM BEE R TV b NRC TO Z HEGHREFEZ IO L,
F7- NRC 35 X O HOc2 Miakk CRE A b L AR (EMIBEH TOREE) OT R F—T AN
TLHE L7243, C2C12 O4MUICTIZEE L ird o7z, UK LT MFM BEE R IL C2C12
DILREZ b7 5T, NRC, H9c2 TIIERERF A /RS ed ole, Flo, REICHEEL
RNEET T OBEEELE b RERPoTZ, ZThbDZ b, DCM BEEERITL
BABIAD YL 3 R TSRS & B2 R AR B TR b— Y AT#E S LT DCM
WEELELTEEX LN,

[%34] BAG3 Z&E|3#/-/2 DCM JERERT CTH D,
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CRBE  FERAELFHAEIC BT 5 RAERSE
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7 A4 b IERBMOHRE~Y T ALK TIEEL=VAEROYH R

B4R - THRA - _ ARE—, HAEE

RABRBCER K LBRBANE

V=2 s TUOFT U ROBERE LT, TOR RPN T AEREL = HER

(DRD) 2MEMAFREL 720 . fBx O LEBE COEDIERIEFEINR TS, LALohET
(CIRSRELUARRE (DCM) 125195 DRI OBBIIRH SN TE ST, EHRT—2 bk
HeBEx 5, SE. BEELRELLMECRREEFO—oTHS ha K=" T K410 K
RERZ, EEPaR=0 T EANBXERLE, v/ (v~ 2 (DCM <7 X) %
W DRI DR EZHRES LTz, DCM ~ 7 A%, bk DCM & RSS2 2 s R O
DEERRIR T 23k 92 & E4% 6 » AUNICIZIE R CTOEENIET 5 = L 238 5 AT
8o TW%H, ZODCM Y RIZ, DRI (7Y X¥ LY 50mg/kg/H) % . HExALEIES
R 72RO TRE Lz, DRI DERIZL Y DCM ~ 7 2 DA ST NEEICkE LT,
DT a—k ERFRFEOET LB b EHIC%KE L, DCM ~ 7 X Clhh g
fEFED LIS A5, DRI & Y BHELOMHI H 3R D 7=, AP Ca BIRBIZ ST, Ca
MREABAT I AU LEEAVCIHMELZ L 25, DCM ~ & 2 Tid#ilaA Ca EEZLoD
SR L UGRETRA) DR T 3588 H v, Z DZELIE DRIGEFIC & ¥ s+ B EEAZD b,
AHFFERER L D . DRI 23 DCM IZEZCTh B AR ST,

—280—



4-1

AR R B R R R g
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PEaES i

7 A4 b+ v DBRBIEAORT L EYRBRICX T D RIS

—HEM CCU Xy b —FF—F X=X T ORI

B4R - THERA AR EREB R EFEREAMN ! BH T

HECCUXy bU— 7 KEB L MEM ! (Rl 2, REHE &IITIE

R EERE X —ERERN - PRI A AAKRFRBEERAER - ¢ R
- PERAER

U AELEAIE. BEIE. BEER BRIBEETORERERTHL MR, £
CRIECF % BB 5, BIEE(LEI TR, AEICELT 2 MATEREDMER O 72 DT AT
fiiiBhiEE (PCPS) %%%EM\LL\H;&%JZ%M%%Q%%@ AEl, Fx IXEEEAD
EERBEBROKIESE I/ N—F 5 CCU Xy NT—T DT —F =2 VT, %@:uﬁh
K DBEIFEF OBEHRG & 1% AR X \THRET Lz, w8 &L 2007 £ 5 2009 FX TIZ B

F v FU—27 D CCU ABBE DT —F N— R TR EF S NI B L % 138 41 (0—84%%
B 79 &) BRHEE L, BUERLLGRIT., BRPZETHID 5V I IMATEREHERF D720
PCPS % %EEL LIER L EE L, ARFEHEFTR. MITER, REMR. Ié*fﬁkﬁiurﬂ
DS L OBEICOW TR T 72, R BUESNIE 42 41 (30%) THY ., 7% D » 96
BISIEBIFEAL B Tl o 7o, BB TIX. BUEF CABRROBMREE, RHEERRE
DERD QRS EHEAEFN L | DR bEER I A anl:T::I%J:UEi%EHjﬂ@ :Zcfﬁ_%T LT
Wi, SEEMCIE. IEHIEOEE (p=0.029) & QRS IEHA(p=0.048) & M3 EIE
DML U= F 5% FRIK T Th o 7=, IHEHMLESR 5N QRS gD v A T7EITENE
N 101lmmHg (RREE 68.0%. R 80.1%. AUC 0.769) & 120msec (& 72.4%. ¥
B 88.5%. AUC0.821) Tholz, MEEEDOED LIEKEIL 94.3%IC LF L7, ETHI
iZ 20 F1(14%) T o 7225, O AR M EK T3 & O QRS M AHI T 29%., OMEET 2>
QRS B KDOWT AT 22.2%, OFi#E & bIZRERT36% Tho7c, A7 A FBL
Wy a7 Y IO BEEEND 2 ENED- T2, 46%ITFETBBEE IeoTc (AT A
KRB 25%., v 707 U B 0%, @& RMERG 29%), #im  ABTR O UG e O
EAE 7R B NS L ER D QRS IEHEAA, DHREVEFOFRE T CTH D, £z, BUEFNS
FTERTaA R, y a7 ) UAREITROEETIIFE Lanol,
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W7 & OIEFEMIERIC L 0 EBAIC E BRHBOEREFBHT A RE MY ISR T
AFR WEEBRBRINTVWDHEIATHS, £, BERESTHEELEZS 24 5 EAH
DFIEDFHIZOWT, FAEM S U IZFEMEMERATLLIE & ik Li-5 — 2 13472 < | 19E 5
ﬁ®ﬁrmﬁ&éﬂ1wﬁw~ma&01wéc

g 3
BB P T F I AT OIBBE R A IS CIETEM A B H RS RER T X R AT
DWVWT, TOLADHEE L L OMREZEZR L, BHEEIERELLEER & OFE B ZEMIE KB
ﬁ%%f\%h%h@%%%ﬁéﬁézk?&éo
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2010 4 A 1 BLE, YR 2%2 L ERBELGESRE C, AFROBSICER S, REE)N
RGCE2BELRE LI, BE%, BEBELBBETERE. F7¥ I VAR EERE.
3 LU Gadolinium & L MRI % 51T Uiz, DB S HRE LA RIUEIES. ThiEkkss . 1Y
FERLBHRROFE, (EEREEOMUEIRTSES (SAM). ERHHERICET 5 258K H f s
Wik L, RKMFGEE, RAFEZRELZEH L, O MRI Gt Gadolinium (= & 0 D50
%%%?w\%mﬁﬁﬁn%ﬁa&%ﬁﬁ@ﬁ%m%ﬂmbto
2011429 H 1 B ¥ TICREEIT o 7= IEFAEMEIR KL A 156 4 1 9 4 CIRTERYZE S i B8 HeZe 3
FERS S /e, ARTRBRIC L 2 E ST OSSR 4 BEET 5 FRIRFIL. 28851 2 fp
FEEROHE, BEHROBE, B X OREMICIIRESK SAM Tho7-, £7-. DOl MRI #
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JTCII L TAESEMHEBK IR 230 5 BEME B ERZE 2 24 5 B AE L ER A 7200 5
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b PAEMERRROHEL RS CTHLREERH S, Fio. —F T, BEMS L T EED LS
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g%g@%%%@%&<k%\b%@ﬁ%mmi6%%@«@%ﬁ%?%5%@ﬁﬁ$ﬁﬁ&éﬂ
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5, DAREIZWBRBETHY . TP MEIZHEVZIBEROBREIMET T 2120V, 8
BEFECEMT 5L EL BN, L L, DEOR L FHEEEDIR TIZIE LIRS & D
Yo icBE5TA0 2. F-EIC, DBOR THEEDIKR TN ED X 5 ICIELIRHERO R
FEIXEITH? . IOV T RRE B,

E— N BHEEZMET v hTIE, BREORED LEEBINRBRR b, &8 DREIRE
= CH %5 RTP (Rapid turn-over protein) O/, MAFRFEEY A MU A & ffo TV
Tro o T, RETVILIBEREETTNVEERLY 5T B0 o1,

B2 L BRERED A=A LOFAT I, 2F0FLE B{LE2HRETIETHD
PO RSB &M Lz, DAREOEBICHEVEEEREIMETL, mELmph»1 2D &
EEA L TR IERREBICH D L E X D, UERIREBIZLEDL LT, EREIRIERITED
LTHY, P ZURY FMERER LW, LDARESHIZEBWT, FE~DEDOERY A
ML TER Y, AFRo— AT CER LIZRERO PRNAMED OEME f£o T
7o PBEHAICETABEGFREBRIMET L OV 2O TRV AEN-HITBERICIENL TV D
LHERI S fL7, XA, IBREARICET A EETHRBEII LA L TR, RO ) 7
Ut FIZERLTWe, Ak, SLERREETIZ, FFIBIX MY 708D N2 UETA%
TV, PEA SR BE A A URK, BA& RS, DI~ HE T 2 OB BRI REITH D
TeEEZLL DRECBTIFRAHEEIILAEOEMEFTH DL LEX LN,
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DRFMIE DI MR E U5 &1 LA CaztF v %L (LTCC) M oA ED Cat DA
L. TOWA Ca2 23 b U A — L7 0 fE/Mak (SR) B EICH D Ca i F ¥ XA DY 7
S VURFE (RyR) HHOKRED Ca? i %5l 4, MIAORMLE Ca2 i,
[UEEE B & TP L72# SR @ Ca2+ATPase IZ & V) SRINICHUEVIAENS & & Hic,
—HE0E Nat/CaZ R HUSE-CHIIEIE Cazt Ry 72 M LCREINS, Z0 L 5 RN
Ca?r JREEZEALIT0M OHIRBIIURE - SR IZ 56T LU IHE - 5&%§%K%%ﬁfﬁf@"éﬁgﬁlﬁ
T Lo TWD, MIEA Ca2tik A 4 2 ¥ —L ZDREFEIL. SR N Ca2+4F & DR T O00E
B Ca2imtt 2/ L COLARERBIEM R EARD R 2\ UIREEO B IZIEL B53 5,

—7. RyRIZ, EXRESTEBE LTHEL, FyRrART 2HAT 5 IEE@ESRIE
EEOK 1 EZED, B O 9 BNIMME RN Li-EEy L UCHELF v 2E
AEZFE LTS LEZON TS, RifH~4I1E. 2D RyR WIZHV T Arrhythmogenic
right ventricular cardiomyopathy (ARVC) % Catecholaminergic polymorphic
ventricular tachycardia(CPVT) C&H b L5 S 2R E RE S {N-terminal FA A >
(1-600)% L TF central FA-f1(2000-2500)} FID N A L EEEE, B#7 Ca2iRH
2 DD ARERBOEH RN EIRDOFIE R\ LR EBOE(LITES BE5 T2 2 L 2R L, —5.
ZOLH R RYRAD FAL L EBEREE 2 EHANICRIET S 2 LI LD | CaziR 23405
SHDAERESEHREARDFIEDSIH S5 2 & BHEBI L, Lk, RyR IZ4% 577
ODAE - BOERHRERGES —7 > b & LTHIETE 5,
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[ 51:]118 B4 & in: 2 B RFR~ 7 A KKAy R OEEI AT & 0 BERMIL L IopER
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Rl—BSD@EER= bu—L 28 (KK-AL, C57-AL) &#est 6 #ilcxt LT, L a—{Z
X B HSREETAN . OMSRERRE AR LT, OB CD31 ik UMt dystrophin Hifkz H 7z
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g 4 b RE~— N - BHLAE
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BEOAE L REDEENER SN TERY , LDAEORIEDREE IEHIC KRS 531 4
< —H—BHNEL ENTVW5, Pentraxind (PTX3)iX. CRP & [F U pentraxin family R
B ARSI TH Y . CRP &=, L0 BFOME RS KT 5 Tk TR
EhTW5, Fixid, PTX3 BNEBHELFREDFH TR~ —T— L7220 5 20 RET 5720,

BHELRERE 5 54 0MmF PTXS IREABIE L, ¥ 38 » A B 21T o7z, PTX3 O
JifEi%. 3.5ng/ml (interquartile range) C, BHFE L LABIIZEHETH o7, B EA R
16 LD L 26 ZOLAREHEBIZIIFEARNSA LN, PTX3, Fir.

NYHA,LVEF,BNP % &S EEMITOMER, PTX3IFMs L2 FRTFRI~—I—THD

LEZ bz,

I TARTRIET

Variables Coefficients Hazard ratios 95% CI P

Male 0.738 0.478 0.139-1.642 0.241
Age 0.003 1.003 0. 950-1. 059 0.913
NYHA II/IV 0.562 1. 754 0.481-6. 399 0.395
LVEF 0.012 1.012 0.963-1.063 0.633
BNP <0. 001 1. 000 0.998-1. 001 0.675
hsCRP <0. 001 1. 000 1. 000-1. 000 0.742
PTX3 ‘ 0.155 1.167 - 1.021-1. 335 0.024
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