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Myositis Disease Activity Core SetZ FHV 7=
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BRI FERKE
BERY U~FREE 7 —

B PR %
Bh#

MREE

T, ERRIFFTOIBBRICBW TS RMEG L PN /EEHR OM) OERBIFEMEDOFEM & L Clnternational

Myositis

Assessment & Clinical Studies Group?’#EZE L TV )AMyositis Disease Activity Core Set

(MDACS)) SERAK THWHND L DR o 7e i, R TITELE K LTV 7= B A< A 0OPM/DMIE | TMDACS %
W TEEESMEOIMME Uiz, FiElX, patient global assessment (PGA). evaluator GA (EGA). Health
assessment questionnaire (HAQ). EFEF /17 A b (MMT). FHEMEEESE (CPK). MYOACT (F54MELRAVAST
M) . MITAX (8% « AiZMEROIEEINEA = 77) % BV CTINERT# CPM/DMI2EF] D & BIREIE O FEM 21T - 72,
ANFEHI% CPGA (P = 0.03), EGA (P = 0.004), HAQ (P = 0.03), CK (P = 0.04). MYOACT (P = 0.02). MITAX
(P = 0.0003) 1THHAFHICERBIZEKELIRDZ2, MT P = 0. 3D)IXTEEENHLNL TR T,
TEEZEHRICB W TMTOEEE IXZ LWV ETEEMED S 5 A3, MDACSIZPM/DMIZ R 1T 2 IR BIREIME 2 AR

FHES 5 = & BERETH D,

A FFEREH

| BERIFZECIRBRICB W TERMER L PV /
EEf% O OEBESHEOFEME LT
International Myositis Assessment & Clinical
Studies Group 2MEZE L TV 5 Myositis Disease
Activity Core Set (MDACS) 23K CHWHIN S
LR oTen, R TITELE R L T2z
B HA A D PM/DM IZ 33T MDACS % AWV TR BIE
O OV TRET LT,

B. A ZE 5

2010 B2 5 2012 FIZHBHI AR LT EETH
> 7 PM/DM12 JEIC MDACS IZ CRHME&1T - 7=,
MDACS D £ K X A Toh D patient global
assessment (PGA). evaluator GA (EGA). Health
assessment questionnaire (HAQ). fEFFH 15 R
L OMT), FHEMEEESE (CPK), Myositis disease
activity assessment visual analogue scales
(MYOACT: #h4MEEIR % VAS THEAM) . Myositis
intension to treat activity index (MITAX: # -
FRAMER DIREMER 22 7) & AW CHINERTH: TR
BIEENE ORI 21T - 72,

C. BFoEiE R

B B IL. PMT 3], DM5 T, L 50+ 15 BR.
FIEMENRZ 5 . LFHEE 16T, BEERED
FRERD oI, MERTE (F¥ 2.2 7 AR
T PGA (P=0.03) EGA (P=0.004) .HAQ (P=0.03) .
CPK (P = 0.04), MYOACT (P = 0.02), MITAX (P =
0.0003) ITFEHFRICH EICEBZFRO =M, MMT
DHE P = 0.3DIFEEEVPHALNTRI-T,
o, FERTA—F L OB OWTHRE L2/
B PGA L EGA (r, =0.56), PGA & MMT (r , =
-0.58), PGA X HAQ (r , =0.84). EGA & CK (r
s =0.46) ICHEBRBERERDZ, SHILELEEM
HrCRIZE L7z PGA OIERFIX, HAQ TH-o 7,
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BHECEEROKEL, %EH% 20 HEIC grip test

WL > TR D ZBIE LTz, S OIZaER 21 BHEIZ,

FRZEAERAE OO 72 I F E B CRERIUEAR . RARER ., &
Bi=EEf) ZRET D L & DI HROFJEOREZE
THBFEIA 2T 2RO,

M. AT AEEDHEEZES ORI 2E TER
L7z,

C. FehE R

CIM <=7 A CIIEBFHAaTO LR L RICHEE
DETHED NI E LD, HRICER LS
NELTWDZ LRERINZE1AB, CIMvT R
DA A 2 7 1L BCAA R OB TR 53 PSLIT
ko THEBIZHE S 4. BCAA BEIDEA S PSL L Vi
FNLOOEHSHIRET 25387, —F. CIMv T A0
FREEICKR LT PSL A TR T P ER 72 < |
BCAA ZEHI S U< IXPSL & A L7 OBAIC bIK
TEFH L, ZOHEEORKE LR, BTk
L T% PSL BAHK| & Hri#t LT BCAA DA ® L < IZEEAID
BEOFPREEICRERFIIETOFHIRER L
(®10),

D. B

PSL BEEIDSHEBR I A = 7 2 4H] L7223 & & iR ZERE
ERIMETITIIRIER 2o 722 & X 0 PSL I3 4G
DFFRRIZZ LW EWRRENTZ, TOEFEITIL,
PSL 2SHEFRZRI A a7 52 &IZIE L Tuhienz &
DERICEET 2 HEBEIERT LT D FATEEMESC, PSL
OBWERAL LTAELB AT u A REEORIER S OE
AHRBERER S A0 EZLND, DA
BT, PSL & BCAA OBFENHEN & VKT 2Hn
b, BCAAIZIEHAD AT A NIRERZIZLE
FTDHEMRE B IETOTFHHRND B Z & AVH|EH
L7,

BCAAIZIX# X7 B ERIEIT 2% —ETH D




mTOR ZiEMHAL T B EA N H 5, EME(L L7 mTOR 1375 ¥
VU ERRERETAZ L THACIERE LT
ERHLENTEY, BEAEZHRIILERRIZCHE
LFIIOBEME L6 ENREINL TS, M
T, mTOR DIEHALIZAT oA RIZL > THEINDH
EEECTFORREMEI LT, 2T a4 FEHEORIE
PP TADRNS S L bERBOBENLHD
MDZENTNE, ZDOZEnb, CIM~ T ADFHENER
FOMSHETICR4 5 BCAA DEIEL, T bDAH =
ALENLTEHELNTWAAEERHEEIND, &5
121, BCAA 23EAHIT CIM = 7 R DESENES T L&
EBid, BCAAIZIZRIEMEY A b A i X B HEENE
DFFICHHIRNSD EEZ NS,

i, BCAA BEAFZ X 0 HEFERA a7 NMET T 2%
BELNTZN, ROERL LA I =X LEHOH
EICBWTERIBEENRMNELEZ S,

ZIRMETHR - RETHR OBEER2IBRIZER ST
WHRTuA NiL, IREERICL Y FRAORERE
AL CHAOEEZHETLZ2HOTH S, BCAAIZZN
LIXERY, BEHEE T TAZEENLTHIZK
ETAHERBEFEAESLOTHD, ZDI b, A
T oA RIGRIZBCAA ZHFRTHZ &Ik, fEkDis
BIETIIHFE TE R D> e OWEDRENEEF TX
HEEZLBND,

E. f55m
PSLAZIIZRDOZ LWHZERE & A5 /1K F A3, BCAA @
PFRICLVSHETEDZENRCIMN~ T ADRER)HH
Lk lrol, BRIZBWTY, MEROELEIBEDOR
BETH o 2B HET OEIFEICR L, BCAA D3 7= 721
HBEELTHED THDARENHFESND,

F. iERRfERRE &

2L

G. HFFEHER

1. BCHER
2L

2. FERE
2L

H. SpEERE D HHFE - BRERIRTT
1. RS

HiRE G 7 (HFEZE 5 2012-023521)

2. ERFRB G

L

3. FDh
7oL

A Cc
[ . —_— 100 - S
e s —
.
. P 80+
o '. P =
8 : =
- £ 6o
- - S
2 : 8
4
3 . @ 404
£ 2 o el 3 2
T =5 - O,
HH v
e . .
- < -l 3 < o
T 338 g g w g @ g g
£E O£ a0 © E S 2 au g
g ] o @ <] ] m o
2 s A =z > A
2 2
i A
Ctrl CiM Ctrl CIM
Quadriceps
350 100.
300
80
- . 250 .
£ gzm 2w
5 5 150 B 4,
2 2 0 2
20.
50
o o
RN EE
5 5 T8 8
= K %
2 2
= =
ctrl CiM ctrl CIM

K1. CIM= 7 RiZxi 9 BPSLL BCAADZIER

(A) HRPENRa7T KEBNEGE KBEFOEES L O FHEE
2y b L, SRHOEBENRAaTOEEE BT A ITTRY, n=
Normal;5, CFA;6, Vehicle;12, PSL;11, PSL+BCAA;12, BCAA;11.

(B) fpEE KHRIUEEAS (Quadriceps)., KEBEAS Hamstrings), LB=
HEf (Triceps) DFHER & B O FHE EERZIZTRT, n=
Normal;8, CFA;13, Vehicle;14, PSL;11, PSL+BCAA;12, BCAA;11.

(O A5 Grip testiz & » THIE Lol B 2 S50 Tl 2%
BAFEIZTRT, n= Normal;8, CFA;13, Vehicle;14, PSL;12,
PSL+BCAA; 12, BCAA;11.

FEEHENT © § 1ZNormal BE & CFA £, */INormal & Vehicle®En . 11X
CFARf L VehicleBEDStudent’ s t test (two tails) OFERZERT(S§ ;
p<0.05, § § ;p<0.01, *;p<0.05, #*;p<0.01, T ;p<0.05, T T ;
p<0.01), #itVehicle®¥, PSLEE, PSL+BCAARE. BCAAEERAD Tukey-
Kramer’ s testDfERZFR 3 (#; p<0.05, ##; p<0.01),



RAEF @R SRR W &
HERTER S AR R E S (BB IER B U IRAIT 2 )

PaEilli i e

IMCCP 23#2 R~ L 7= PM/DM D2 Wr B HE D 24 M2 B 5~ A A 4L
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WHIEH & KHE &F BEENRFEZNARGEES FEHT
B NIESF REARARFRERE ERERRERES FEHT
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International Myositis Classification Criteria Project (IMCCP) {ERt® IIM Z2WrE¥ER D 5 &, PM/DM D2
W BRI DWW CTREEERICHERATA T EOREER I >R L7,

(1) E7E PM/DM ORZEHIEWONA Z L NEWEZETEYE, Bohan and Peter OBMTEAECE AL H OB K S
REMRISRER L2 EEIIN TN 20 FELLERNCER S NZ DO TH D728, 2005 4, IMCCP 2k 52
WrELHEVER V= 7 RSB S, 2012 4E 8 A, IMCCP 735 IIM (Idiopathic inflammatory myopathy) OD[E
B2 EuEZR (IMCCP ) BNAF I,

Fald, FIZP/DMIZOWTHZICONREOBREDOEFERZINEL, IhzExFRE LT, IMCCPIZE > TREN
72 IMCCP ZDOZUMEZRET H L & HIZ, IMICP BEZ LD XL I ITHEBTREDERFT AL ERN L T5ES
REZEMBT I L L LT,

BEASEE [BaRREEICETIREMTIE) OFESIEE R UL /15 Olisk TRE Sz PM/DM &
#F., BLU'PM/DM L OERIZET 5IE PM/DM BEE2X&E L L TEEORBEKT —4% (BEE) b, BEOMHE
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S —4Y LU REERIRERMEIZEITS Toll-1ike receptord (& S HARAFEERER
OO IVIZET BAEHE

RIF R RZFIE i 2R ST R ERA E R ERF 2
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wroesyEE )k #

BRoctn® TR S REREAERE R A TIR SRR  H IR AR
I (PR
T EH R IR AT R E AR R AR 2
HIE (F—PIR) REEsE
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SR IR R RERA (SGEC) 121X TLR3 TF AR h—v ANF#E I NS, 4F., TLR3 AN LT R h—3
ZZBITHEESTFTHD TRIFRFD T 7 F /1 (Rip, FADD, caspase 872 &) BIL WY ERb
Akt D3EHE, invivoFHé LTy =—F VU EFEEE (SS) BIOEFa Y br—/ (NC) HE/NE
TR O EERRYEIC L VEESR L., invitro &b & LTI, OR/NERIEER ) BB BT SGEC 2 H
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TRIF. RIPK3 OFEIITEBIE S /=2, p-FADD/caspase-8 DFHLIL SS TIIFA L H LN D072, —F .
TLR3 U &> K poly:IC HEIZ L V. SGEC Tld. cleaved caspases g, ZiUHDEHFBILHE G,
WEEIN, D EORERE IV, SSEEJKRIR in vivo TIX, HIIGFEZ & AHENME T WS Z & A8

RSN,

A BFZEERY

Fl=Bldv = — 7 VU EERE (SS) 1281 DHEERR
PRARRESEIC BT D0 F & LT PI3K-Akt REE D
5, B IO Toll #-ZZAE (TLR) D722>T TLR2-4
DR IR TORBRLRE Lz, T,
TLR3 DY Hv R T 5 poly: ICIT & - THEEMEIR
B ERZRERE (SGEC) A FETEXAHZ L LHALMN
Lo - A ENE TLR THROASFRKRIRIZ OV
THRET L7,
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TLR3 2 LT R b= AIBITF DHEERSF T
&% TRIFRZD Ty 7+ (RIPK,

FADD, caspase 8 72 &) B I OU U E&{lk Akt DI,
Z.SSBIOEF= br—L (NO) HE/NER
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7253 F 2DV TiL SEGC Z FHWT, TLR3 D U H>

KCd % poly:IC HliE&RE (24 BFfE) TORBEE®H
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ARG IR O AR FEA~OERIZH 72 - Tk, BIF
KFFIEERTAMBEEESOEREETEY .,
BE~DA LT —bRearvy NEELZE
Bl D HHFFRIZBE LTV 5D,
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DFRB AT LIz, SSEEEAR (n=11) T TRIF ix
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DROIHEER, ¥ =—7 L U JEMRRE (SS) OFRE A E THRAY 72y b & OBEICER L TE A,
EERIZEELTWVWSZ L ZWMELTWS, HFEH L FEE Iz IL-33 23,

HVEF%%>6 Th2 FEIEAS SS DIFEE

B\ED

ZRETHD ST2 # N LT Th2 MlaZEEL L, Th2 A MOA VEEPTETAIZ ENHFEINTNS
% fﬁﬁnfi SS DIFEE ﬁﬁkIL%k@%Luowfﬁﬂ%ﬁoto;ﬂE®F%iDEB@@&%&
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EERICES LTS I LTRSS,
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MRS EE EE R
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MAEEE

LI T L EEZI DN,
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Epidermal growth factor (EGF) 3 kRz#ipaKHpa
DR A RET DT EN6kDa DY A NI A T
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BELLTIESS BE 23 ATHD (FESS BE), M. SS
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W72 IR & L7z, SS BRIZRZEMESS (1° SS) 2% 27
AL BEZEPESS (2° SS) RN 13 ATHY ., 2° SSizkiT
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