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[IM: idiopathic inflammatory myopathy#$ JiE P4 5 ¥
DM: dermatomyositis, i & 5 %<

PM: polymyositis, 2 %& 55 %%

XK

sIBM: sporadic inclusion body myositisit A {445

H

CADM: clinically amyopathic dermatomyositidi

yai
&
H
&
XK
i
&
i
g

SIR: standardized incidence ratid “E{b, i bk
ICD: International Classification of Diseasda®] & %97 4y ¥A
H & E: hematoxylin and eosin stainingy~hx V- U0 Geth

NADH-TR: NADH-tetrazolium reductase

PFA: perifascicular atrophyii: 5t J& B ZE4E

TRP: tubuloreticular profile/N& R AfE

MAC: membrane attack complexgi{i<# &K

NAM : necrotizing autoimmune myopathy .5t M8 5EME 5 9
MSA: myositis-specific autoantibodie§} 4 £7 5 H & ik

MAA: myositis-associated autoantibodie; 75 Bi# H CL iR

ARS: aminoacyl-tRNA synthetas&;X /7 2 /LHEG RNA & k%R

SRP: signal recognition particleé, 7 /L 38k 1
4



MDAS: melanoma differentiation-associated gene 5

TIF1: transcriptional intermediate facter 1

TGF:transforming growth factop; N7 A7 +—3 7 HA5E A T
LCA: leukocyte common antigen Ik @ Hi R

MMT: manual muscle testingfE Ff5 /17 Ak

CK: creatine kinase/L 7 F ¥ —+

ESR: erythrocyte sedimentation rat i ER L[58 GRE)

CRP: C-reactive protein, &1 & H'E



[FFx]
1. RAEVER R (%) OUER D I3 L R AL

FIEMEM A (idiopathic inflammatory myopathy: IMEA R 48) 1%, At~ @k
D% T VU4 75 2 LR FRIE O R T2 £, B A9 T R SE M iR &

AFRHERE A SR 2 B B IR IB ThD. 16Kk, MiRIZZHAK (PM: polymyositis) £

i

JEfh7¢ (DM: dermatomyositis) & A5 %8 (sIBM: sporadic inclusion body myositisp
BHEIT SN TETZ. PMBLU DM OR2 Il L OV B HEICBIL TiE, 19754E0 Bohan
L Petel 2IC XD SIEMER PR OBMIILIE (3 1, 2) L OY, AIRICBIT 2 ILUETHD 19924
DIEAB RN LD KGRI - 2 F6 Fh R OYUE B ° (3% 3) BSBUEE TITASA
LTS,

Bohank PetetZ L5 Wi I Y 21T, R OBWIER LT, HEATHED IUEGT
N ESHER AR O FED I K T, 7L 7 F=2F%F—F (CK) & HLEUT- 5 IR
FO LA, $HAERCHIEMEZAL, 9 ERET RAZI T HEEE AL T L& A2,
e 972 292 (Gottoronf#ifi, heliotropel2) 3217 biLlc. 20 BT, KEEROAHET
PM& DM I LT, SHICEPRRBERAEFIICL > TR MEOL I %, QRFHE,

OEMERZ B L FM R BER K, QB LIRS, ©/NED

I

L3595 FRTERL S, O BRI, £, BB IHIC LA NS |23\ T
X, RIEIEROGEET PM E DM 245 5H9 5728, Bohanb D JEHEIZ Nz, MR FAIRR AT T

JL(CRP L&, ARIETCHE, HT Jo-1HUARG /R L) CHRRIEIR (FEE, i, BASIEIR) 2572



WrId B 122 T BTz, 2O I BIEE TIAKHWLILTUVLD A,

DsIBM O * SGalin R A CREGETTIE, THIE A RERBAF S E S, A7 1A
R2RENZEDIGRBIMEDRZ LW EWORFE A L, FBE TR AL O S SE R
#& rimmed vacuoleD TR A 78D D) ML T HRTDIEMETHHT L,

@ITAE, Fiz/ VT I N —TF LU THSLSN-S D55 © THEFEME % (NAM: necrotizing
autoimmune myopathyji 7 B = A CEE ST - R AERRKE D 2238, B AIEIREFE 72 CK
EEZRE IR DT DI, TR Z R T 280 2<, HRFFR B CHURL DR E AN
SN TWD) B SHTERND

@Sontheimebs & |\C LV HT=/e 7 7 L —F LU T EMN T HND LT T

clinically amyopathic dermatomyositis (CADMEZ J& i 2\ iR )72 B 3B 545 9208, 5
FER A RSINZ L) BT TERNT

REDRER PRSI TOS.

2. W2 DFF B R 1012

19804F-AREE LY, ik 7 a1k Kk O RUE RER) Tk 4 F TR RERE T 2 HETH
TAHMEDTOITETZ. TNOLDOH R A ELDHE, DM CILHRMERZENEIZBEEL, M
{RDIBE G- U7 i PN OO ML R DS il R DIRFERE P L5 2 B D IO o7, T70bb, I
ERENEAR DD EHERS D, i LRI 2— 10 BT D7D A #RMED ZNE - ZEHE D

Ir B AU 15 B8 25 (perifascicular atrophyPFA, [X] 1A) B0, sayE Yufa |2 LA/ P4



D/ LA DA A 14 (membrane attack compleMAC, % 1B) DL 15 #5#E o 1.
EEROWD P, FUTE T BEABBIBLER TR NS L O N B~/ NEIRE AR
(tubuloreticular profileTRP, [¥ 1D) Té&% oY —J7 PM TlTAlla M S k7 23 B 545
EEI, SAENTIMAE EBH, VR, FhPEEOWTIUCEWTHRED DAY, FHEA7emT A,
CD85EY L/ ERAS, MHC-classl 28 BLL TUWDIEERIER A2 O P 7, 1R AL T
W5HZ L (CD8/ MHC-classl complex [ 2A-D) L&/~ 118 sIBM & PM &[RRI, Hl
fa ke A3B 5-L, CD8/MHC-1 complex3 i@ Hivnn3, ZOPT RAZINZ T, &I ZE
fic (rimmed vacuolez 3§ 2 M #RHEA 7R, [FAIRFCT InAROEMEFEY EZROHTL
MEFAThHDES P 3, 3k ° X0 5| YR -

EREOFN AR E R, 20005 CHTH: L0 RIAENE G B O R AR BT A 8L
T ERMREIB SN A L1757z, 20034 Dalakash ™, Ji B SLHA O JAENE A A
DBWIHMELIRE LI, ZONETIE, RERHY, 1o, I T PFA(X 1A) 2538
b5 0% defininte DM F2 3571372, 7>>, CD8/ MHC-classl complex([X] 2A-C) i il
% defininte PMEZ W 52 LICFF 83 H 5. 7=, 20044 119th European
Neuromuscular Center (ENMCPE RV —27av 7 P2ICB 0T, FEEICRIE
PERG IR B ORI 22 BT RA B A Lc2 W R ER B S, 2o T,
PFA %z #8 2JE ] % defininte DM, CD8/ MHC-1 complex# #& % 5 5] % definite
PM L2 Wi 42513 DalakasD L LRI U TH LAY, PFARZRWIEE TH, i NI O

/NI IZIIT D MAC TR, I & O, B BME BRI TE N



A O TRP 2R D55 412 probable DMEZ WL, £7-, CD8 5 MY /RERD
55 Mk ME N~ DR TG D325 6 T, NI~ CD8 GV NERDRE A H Y,
5 MR ME JE R 2 U0 PR 2048 238 9 535 A 121X probable PMERZ B2 R Th
L. FRZBICBNTIE, 2O - AERMEZZDLD, ZOHEICHLT
9 i AL IR O FR B ASAE OIS Z L B AR A B 950 1 &
immune-mediated necrotizing myopatkyz lr 425 (Xl 4). LT, & KD R IE
e iR > CD8 B MV MR OB AEZR O L2b DD, EFROVTNORMICLDH
TIEES2WE B IE non-specific myositi§IEFF A &) D2 WrE/nb. £2, K
J& i S \ R 72 BTG FE IR 2 3 D126 06T, FAERIZZ LS, #9082
BWTHEFFL T REFT A 2B O DX, amyopathic dermatomyositis (ADM)
EZW T 5. 20 ENMCITE D0 BT, 2 BICER LT, 3 M 72 5 2 MRk AL = O B
SR ETHY, T~ TOHE e TH R A RE TIX7R<ER K 5 2B W TRER) T
ROEREMERIE RIS NDAL O D, R ORER T2 KL, ZDIREMRFFITHW
L ECoMBBEoEEENERIN-. FL T, B{E, International Myositis
Assessment and Clinical Studies Group (IMACSYE &7V, KB A5 72 JiE 1] 45 F
(CHEDE, JVEWEREOHRZM R ELERLIOETOEE T n Y =7 AT

HCTH5 (http://www.niehs.nih.gov/research/resources/imics/




3. i kIcHB T DA Qi *°

i R BEOMIEIZIKNT, —EDOEI G TH OB LR ERICEH ks
s, ZO6oH CHEICE, HRICFHERNICH BN R R E PR
(myositis-specific autoantibodies:MSA) fit ® B JF I 12 B W TH R HH &40 555
2% B3 H O B IR (myositis-associated autoantibodies:MAAYETE T 528, FF I H
B9 MSA LR GIZBE BB OONDZENHBNITRoT-. £ MSA IZHOW
TH 4TFLDT= Gk 2 X051 H ) .

i RFFH B BRI, LTI/ 7V VERS RNA & B R PR
(anti-amino-acyl tRNA synthetase antibodies: arfiS\antibodies):, LIS DHIIARD
HMHNTWD. HLARSHUKIL, XHIET 277 L VERE RNA SRR IC L~ T, 8FfEH
O HCHUERFSEND. FIEATFVGUR (FT Jo-15UK) 23 aeb BEE D3 m <, O, HLAL
A=)V (PL-7), 17 7=/V(PL-12), i1V aA /L (0J) HL17 VI /L (ED) HLT A/XT7F )L
(KS), H17 ==/LT T =/1(Z0), HiF v /L (Ha) DEHURIEET D, T ARSHUREG MR

TUX, MMM, i T.oF (mechanic’'s hand)L 1/ —Bi15, Bk, BEVREDF
IMERE 2 D708 OIEDRMAERFOZERN LTS 2L BT Mi-2 BRI, 19764512
IO THESNIZHUART 2, B DM T 1096F2 4 (B35 25, BURLI 72 B R IR (20 2.
T, Ya—VE, V AL EORBEA L, BRSO MM O G DHEIL T
KT, AT RARFRIEICSR BAF VORI BN S *. i signal recognition
particleFL{& (BT SRPHUAR) 1%, 19864 IZ A S/ 6 FRDORU T FR(72, 68, 54, 19, 14,
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9kDa) & 7SL-RNAMN LA BRI YR 20 B Skt BHUR TS 25, [T B i
1%, BFIER D72, HAME~BMEORE CHEAE(LL, FERACHE T i OFEES k7L
TBHRITIRPUE T, FRBIL Z WLV RN D 5. BRI EESEVE R 2% (NAM:
necrotizing autoimmune myopathi¥l 4) 27927232\, HT melanoma differentiation
associated gend&{A (H1 MDAS H11K) (%, CADM LEH2IZBE 45 HiARE L T, 20054E(2
CADM-140 FLikL L Tt &L 2, %ISHEHUR D L7572 2725 MDAS 1351144
interferon induced with helicase C domaint v, A /L AJEGLIRFIZ 1 A X —T cry
A ETHIETUANV AR B SR E 2D T NG e > TS, [FUAY;

PEGN T B EL T E MR DS OFRD SO ZENDERRANICEE THS. i

)ﬂ

transcriptional intermediary factosdst (A& (FT TIFL-y HUiR) 1%, HEEAE I 5 BEE 7 28 | 2 = B

L AH AL LT 2006-2007E121Z U 6D THAA SN = HUA Tih 273 2930 Pk ifE 2

EK}

PECERE T ARIPURIZOWTIE, RFZEOIED 1 > THHT-DH OB TR T 5.
h A R BBPURIGYE B CIE, BERPORFE, B, 18RRI HUARS Sz by Him
LTCWAZEND, 2 B CHUANILmOY 7 70— Z L ORI % DOJR e fEIAIC ks

WTHINRT 7 a—F ThHEBZEZLND.

S e B A % e OV TIFL-y Bk
SR BA 5 % D B A1) O 13K 1 AL ETIZHY, 19164 (C StertziZ LY DM & FH
DA BN ERE SN LITHEED 3L FH LA, 59 D— 3B S E R L L T
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DREZFF S, FERZRERRGE T 5L L TELOHRE MRS TET. AR d Bohan &

Peterd® {9 D3 FAIZ BT, BBV BIEH RIITH RO CT—2>DOMILLTZHEEL T

H

NEMITHNTEY, MRMICEE AT EEXONTWD

TENEREE 2 O 0L R OEERBIC OV TE, BEIERE T DIEFINEL, BEEER
FIERE R 320055 %2, FilEEN R E CEITHRETHY, LETRMFOM K
THAE LD %, W FEES, PRI D W AR R B OB A B, Lo
TR E S TS, BSOS OHEICBIL T, BIEMERIZ DA IR0 7L 3, Zod
EATHERVE MG 28 D& BHIF T, RS ORBIEIRO & B2 D70, Btz /B
FaPLA ) —BE OB E IR ERE SN TS B, Lo CEMIEE LA 2 ORI
TR B B, MRS OIRIR D B TR RIEIR D SGE T o610, VLML &)
ROIENMEDR T LB FiIH BRSNS,

S REES BESHE AT 2% DT RERE P LS BRI L I, BRI R R R S [RTRR U, Rk
EfpEREE D IBHTUR AR L LIz B QO S HEE S C& . ZOBFICBL, %
AT, MR S AR SRR S SIS R B UR O R B A ZL O HLURAYIZ
FRILTZRE CTHLZ LR LI T, MO OB ENRNAT —L72), IEDT r—R /N
V7% R TRIEIVE DR S, FORIEMEREE DAL T2 EWIRHATRE TVD *,

L FEE 5% AL A7 2% D A ERAHAR 182 DO T, SRR L 2 TR IR RERY
Fikx W RF O IZZ LS, ZEBNDOWTORITHFFEITR. BRSO REL
T, AR CTRM I OEEOHLEN IV TG O VA7 3 @ E DR B D
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MSFERIZ OV CE Bld ey %, F7z, IR R & O EIC ST, AR MAC @
ML NTEAE S PFAZ2E DM OFF RARTHDORENEDTHN B R TELL0D ¥,
LI D RIEN 2 AT FRAT ISR TIEZR V. F Tz, 19604 A% oD A 5
(B 7 B 2 (FRE) 23 5a %, FsZaip e & U CRE BB S50 M e
(paraneoplastic necrotizing myopathy) 9 —BENFEIE T D LBk S TD 308, MR
W5 BEE A 28 AR O R C OB X BN TIEAR .

2006~20074F (2T CHEME R B % 28 (R LS B 29 & L T 155/140
U (1 pL55HUA) 3% Rai 223 2ot i#iJE 2 TIFL (transcriptional intermediary
factor-1) THAZENHIBALZ. SBIZ TIFLIZIE, TIF1-0, B, 7, 8 D 4 DDT AV T H—2A
MY, 155kDaftJF A3 TIF1-y, 140kDafiiins TIFl-a THHI LN /REI, T 155/1400T(K
(THT TIFL-aly HUEK, H1 pISSHUARITHL TIFLy HUATHLZENABINI 27 20 Ko
KR, 408 L0 LB TIFLHUA (BT TIFLy HURE= 135 TIFL-aly HLUA) BB 72%,
60 ik LA Tl 85% 2 BRSNS BEL T2 2. F7- Trallero-Araguash7s 6 & £ &
DIZALTF U AL, fi TIFL Pk VIR A O 25 (T~ TR 25 0% % DM
FER) LD B OUNT, R 78%, FritE 89%, MR =R 58%, [2MER)H=R 95%&
EVHBIAVRS V. BUEETIZ, i TIFLy HURBGHEGI I, RIENEIE ThDHZEN %
W, BB MR DSORGB, DM DSOS TIIFAE R Sz, &
STRHEDN IR E S TNDDY, TS IIAE R MRS B 5 R DEFIR G L L TSN T
W RFE RO DR L. 728, BL TIFLy SURBGIER T A OF 9 MR O g <°

13



FELARTR L — E O T L ST 2024 2 [FET AR 3R T F8 W N T R A<
FIBE9 % — T, /INJE DM 0 20~30% 2 55U Th I IS D 2 LB %7830 4043 i
OB S OFL 2 eSh, RPURO BT 5ERIT OV TTEBRE . Zh
FTITHL TIFLy HUAD BB 2 OV THETS LT D R 5 29304043498 S Tk 5
IZEEDT.

TIFly Z> "\ 7EZ Db DDA FHIEREE L TIX, TGFB D7 T IWARZEDIREIZ
535S TN %L TGFP 2SO Z BIRICHE &9 5L, Smad2E7-1% Smad3isy
VR bEH, Smadak = BIEATERL TS, Smadl A RITENICBITL, EREE T Ok
BRI A L TR BN -0 %500 cofactordfE AL, MIBRIGEETT). TIFly
B LNE, & Smadk A BAE 52812 Lo TR O 3 b0 MFRIZ B o> Tnvb S
5. Txbb, TGFB 7 /Wm0 T, Smad2/3- DA 725 Smad4ky
TIF1+y (L2725 agonistic modek, TIF1-y 73 Smad4a b F AL T4 Smadz fifEf
&% antagonistic modeD 2 S E x b TS 2 TIFLy NZDIHITEEN THR GRS
A B8 R THHIEE B EZ DL, TR LT BRI A SR L 2RI A D
PUR ORI H S T 5 B A 2% DR FE RIS & i O CRa LA 2 &3 kL <,
TIF1y HUADFEEZ DL DIZE I > TWDDD, BRI~ —h —B7RfFE THDH D)

1%, B R TIEIARATHD.
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5. 548 LHEVEEIE O BEMEIC DU T ORI BT D 5 TS

9% & BEMERE IO BIE M Z DV TRET SN2 AT O RETE L T, 1959403 %2 Tl
590 Il D JAZ IS N TR & OHEIIE 92 BV, il RIZA OF L7 MRS X H HE, FL
¥, B ONETE o7, 19764 FEOMWA TIE, 25841 M IEE BHE ) & 12 )T, B
FEBSIR R OFAEDD LAELNIZA T 22E03%<, G OFLIZEMEREOREIC DN T,
INBIE, LS, Miife, HROIETE o7 %

19924 LAKE, A28 2 Wt LRI RE~ B2 Wtk D M E T O3S AR AR 2 — % N\ O & ERlR L,
EYE(LIE L (standardized incidence ratio: SIR)HL H L 7= 51072 population-based
cohort studyp’ 9 #H 5 (Fo~—2 1, AVxz—TFT 1, 7TV R 1, AayhTUR 1, A—2A
NIUT 2, B 2, LBK 3 [HEFEDTAXRNT 1) FERSN M2 ZnooWE T, fizk
T B R RLE OB R ERT — X X —RED B EATHIZLICIY, FHREF OB
JEB A OW TR L CTRY, R EBH IZBITHEMEERED SIR X DM 2.4~7.7,
PM 1.7~22 DG AL TS, LinL, ZIWHOFATIFEIC W T, BEER A& 0FL
T R DEFIRARF O BT 2 R 5 B CHUR, B BRAERRET R 818DV O
IR S CTODE DIV, — 0, MR L5 28 O BEEE I DWW TR L7 case
serieS I HH LS TDN, 100JEFI LA 2 et ST EME RS A O R 2 i L7z s s 1
1LME (T AV 3, 7T A2, N AV—1, A—ANZVT 1, HE 1, A 1, #E 1, AR
1) T 32340370 = pat,, HAR (BT FEKR) DS L E O WA TITA K2 W
[FIRE~Z2 Wi 14 D FEMERE S 56 A 00 SIRAFLH L THsY, HARDWED SIRITFH KA T13.8
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WEEOWE O SIRIEDM 14.2, PM 1.4TH 7=, HIZ, 20114 Zahrh, "M, ZHETICH
HIHT2 42 D case serie@ AZ T TV AZATY,  HAMEEEF OG0 DM 24%, PM
10% LREL TV, 260D case serieBFFEIZ36\ VT, MR B R R DR IR I
DWVTHHSN TODEDRL, B A CHuEe, FHHEHGL SO TLEm
IZHRFIL TV DH D372, Population-based cohort studyis, [EFL /LD L DIEH]
BahoZ P TEHTE, ENIZIRIT HHUBACMEER Z LD/ AT AD SN IRNZ LD
RETRDNN, AARTITEMEEG OBRERT — 2 X —ADRUW D ITHE T TERV. R 72
ERIFF~Z Wiz DEEMEIEIE I AV A7 (SIR) ZARFTLTZ 11 D 5E1THF9E (9 D cohort study
2 D0 case serigs> %> "0 %k 6 ITE L. TRLDATHAICEWT, A —ARUT
D BT, BHRT —2~_X—2L10, CD8/MHC- I complexz & 7= fiEffila PM &L Thh
L, PFAZ RO TIERIZ DM LU THIHH L7z BT, Zbm 295 RUI TS TREME IR 4
D SIRZFEHL TWDA, ZOMOB|EIIET, FIZOFEIZIY L2 PME DM (25

WTRRFEIL TS,

6. AMFFEDOENEE

TR, R DEFIR M QYR RBOMFFEIT BB FER O A HIZ L5 e 0 ic kv es
TEIZDS, R BARRR T AL, A R B CHUR R EDOHFZEDIEEA NG, i RITHIZIE D
BETIINTTHIENTERY, 2L SIRIE THLZENHALNI o7z, iz
F57251E, DM IZEHEAIZR R BT R E ST D PRA SR IRIL S & 2§ D5ER] T &
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LR SIRWEGIERERTHZE0HY, KB OFIZLS Bohan & Peterd 2 W F 115
RERE T2 LT LU M 20 O Tl F2, R T E R RIX R B 2 F S0k
WHBLESIE PMIZE TN TLEID, BT ARSIEMEREEL T PM LIXERRAICH ik 1
FHNCHIFREN AR D LIIHLTHS.

ZDIDNTEARIIRBTHDL RO R T, BRSSO RO BE A St TIFL-y Bt
ROTFAERALCENTD, ZOFIFR BRI I DWW TORBEHRE T2, 2o kH7
B, FAT
OFF R OEEAREE, F PR, HBET MR E CHURORELZ IO T o/ A
7RI D3P REFR IR AT R T,

@M L O TR BTEMEZ S O HT TIFL- y HUARO iR BT OMINE, fiROIw
REMRBA DZER 72 D Al REME D D,
EEZT.

ZD—J57T, HuTIFL- y HUAROD 5 B AT OMEIR I, LRI & 2 o0 B
DR VA TS, ZIVE TITEMERRIS &5 98 & O B I Z DU T O RGO R IR
HIRRFHE RS ENB L OHE D 7RSIV TETZD, ARITIS T2 KB B I 5 BE
FH R D FHIBER A 132 UL, AN I 2 M B 2 D RF A B 5 52 L3
BChD. Fio, —~ERELLTONENDIL, Bk EE ISEBL 7B EMEE R O MK
RORMETHLZEMIIEERE > TODR, EDIH7 A H T DIEFNTIBWT, i
BAVIEBR R EATORED, EDOLH7FAD B B 3 R ERONEITON
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T, FAE DME 2 DGR E ORI SEZATHD. FUXER I RO FHHEEZ T
HoTHY, BHEEZ A 0FL-f & CiE, FHNE/NLE OMIK MAC ILEE 272280
%<, HIZ MAC I % 23 BIE G CIIMb T O BEEE C, AR e NI R /e 22
Faz AL TWAIEERRERUT-. fHRIZIB W TR D E A FROLZ LN HHEDFL
HWEEE FICADTAZLFTELLOD ° EHNE DIH2EFN BT HBLT 500
728 BRI DWW TRFT S CWARER & 1372 o T, £2T, ZHH ORI T 7L,
TN 2 A 0L TR & E DR BN D DD, 2% TN A2 L TAHlong
ZxI-. LT, HRBZIIE e —MERRELLC, FHBEET DRV O 1R E %
56 RETEG E T LS 28T R IR IS TR e B 2 T

UL EDZEAT R ELT, ABFIETIE, #hRiERE 5205 GOV TEMMES O & O
B35 PRI K OY, HT TIFL-y HUIRBEIEBI O 5 5 B BRI DUV CO MR AT

7.
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[B#Y]

OFFER A2 Wr ST 2 520 B OBBIHEICLY, EIEETO G 02T L, EikE

St

BEIHL A 2% D BRI ZF R RF I B DM 2S5,

@ TIFL-y FUAREGE 22 O i BEEALAR 2RO RF 2 O T 75,

[Fi:]
1. SERFDER

19854F 5 H ~20134F 6 H  284Ef]IC, Bohand Peterd JE%E 2(J U* SontheimerD
CADM DR &) IZ AL, MRHT CRIREL AR B ZFTV, MRS R DO W0 i
ELTCHRREGI OO D, EMRFFORERTE BN TF FHET, 222 EMRB O T AN F]
RE T o TIER] 5201 & %t b Uiz, 155 AT O/ NRFIZFR . FR BRI oV,
T AR T 4 —REDMDIANTF —Z R AFT-b DT, OBEIEF A 21D SNE Al
R, @IEFIEFMAAE E~D MHC-classl HURORBLTTHE, DD7p{Eb—FH L,

TRIESUSED & O RIEME R BICAE BT DDLU, AR KIX, GriggsD 2 Wi 5L e

It

TR SIBM ZERIN LT, Fiz, BEORIELL T LA R — U RIS RIS, Rtk
IR 2%, BAE 18 IR IS PED i 2%, BRIBPER RITMFHIZ e o7z,

728, B TIRA=I5, BRICBEL T, ARG, MmBimkir i, HRGEA 2
PUROBLS DR 2 7282 2 DS 2 205508, B IEE BEH AL 21 B3 K50
SATHRFE N K G AT RO I HE-S& PM £ DM 2 E &L TWDH728, ABFETIE, EFio
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THETHRZZETLIZRIS,

DM: & i R 72 R 35 % 9 D 45

PM: Z1L LIS DB %

EEFRLE.

iy BRI CILRE 2 BAEAANLYER TH TR, MFERTHEIIHRE KRB %

WFFERHE A R EE R B 2 CORRZZT B SR itk BB LU TR B e iR RIS

B2 i - $HE O B TR O CROTR P EE RS 1283 1, TRIH R R &

DIFRERE P B9 DB An T F 78 (RO R A EE FR 55 340D 1 1.

2. IR IF RO A

or

IR T v — b2 1% T BRI LT, SIEFNZ SWT, BEEEGOA OF, LR O

p=1

PRI 1 (B, FRY, SEED), JRE B ook T IR #EeE, ot s i E (% VC80Yak:
i), BAETR E BRI R AT AL, M, fhZEkE, 37 LI EDFEE], GRFE R (R MERZ,
R LIS DOIBIEYR) , Iifiihid T —4 (CK, CRP, ESR(1h) KL-6, HitZHilk, ~&/ e

V) AT

3. MR R EGUR ORI E
5200 DAL, MIERELIL 353FIIZOWT, R H CHIRORBREIT-7-. RBZEL
7B PRI, BT Jo-1HURAIZU O L L=t ARS HLIARE, BT Mi-2 HLiE, HT SRP(SRP54
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PUR, 1 TIFLy UK, HL MDAS FLIRTHS. HFURHIE I W M XA ERCER IS
-80C TIRAFESIVTWDILEZ Tz, HURDTEFIAIC IO R T ED 8705728, Din vitro
625 FHAR R E - S TR R (BT TIFL-y $L(R, 5T MDAS Hif), @Dot Blot i% (H1

Jo-14U1K, HL PL-7 HUiA, Ht PL-124UK, HL SRP54FLIR, HL Mi-2 HUiK), @RNA fiz ik
Bk (BT ARSHLIR, BT SRPHLIK), @ELISA 15K O 2 n=—k (B R ia A& CheE S
7250 Jo-1HU1K) D 4 7 kA Wz, B OBAEGIEICIVBRRDTOI, i R TTERED D
ST, WT I LODORRERITIETHIEDOHED TSNTH BT, TOREFNZIBNTY

AN BE ChH TS ELT-.

O$t TIFLy HiLik, L MDAS HUADRIE (in vitro #55/ FHRR R Z AW Th R R)

P TIF1-y HUA, HT MDAS HiiRIZ-OUW T, HoshinobiZ LD iE Sz in vitro 855
IR S B 00 1 4 % modify L7= 51ETiT-72 (M 5). TIFLy [2oW T
pBluescript Il SK(+) vectotZ 1 > —hr=417= Full length TIF1ly (TRIM33) cDNA
(Kazusa Institutét) &, MDAS (225 Tl pCR-Bluntll-TOPO vectotZ A > —h&i7z
Full length MDA5(IFIH1) cDNA (Open Biosystemét) # A FL7=. in vitro #iz5.FHFR %
THRZ LV EZERBIEHLHIT, XIZ—%2Z 24 pTNT™ vector (T7/SP67°1
F—4%—) (Promegarh) (AL A, FIRRZIRZ M ESE 5 B —hOBdla= R
DEFIC KozakEl¥l| (geecgee) A Az 7 T AIR A AERIL 7.

TnT T7 Quick coupled transcription/translation syste (Promegatt) & i7" A3IN%&ff
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L, 4T AL TIF1y/MDAS Vs B "L VB AR T-. T 725, 40uld TnT
Quick master mix” X HIR IR MERT A —h, T7 RNA RV AZ—F, SP6 RNA KU AZ
— 8, AF A= BRI BRIR G R, BUG/ Ny T 7—), TIFLy £721Z MDA5 ¢ cDNA
DA —RSH 7z pTNT R ¥ —7FZAIK 1ul(250—300ng/p) , 1pl D 1mM AF A=,
1.5ul® biotin-lysyl tRNA, 6.5ul? nuclease-free-watée /4L, 30°C T 9043 [l =X
—RLCVar e e dFALF L T E 45T RS IP kit Dynabeads protein
G® (Veritasth) Z W\ TiT o7z, B I 10plE3 v M JE @ Biding bufferl90ukiE AL
PURIRE LT, BERE — XRRIHE 50pl 280, BeA ICIOAHT BIEZREL, Hiikikie —
A% 3047 IR - [HHR N OGS 2. B — X FUREA % LElwashL7-=0b, EREY
e F Ak TRIM33(TIFL-y) Hii 10p1& 0.5% Nonidet P-40 in PBS 190}
7T T —¥ A e Z—5277 L (Thermo scientifict) 2ul, EDTA2ul Z{E A L7=bDEHT
JUREL, B —R /HUREAREHURIRE 30 47 2R - Bl T CURSE T2, B —X /i
JFHUA#E A K% washing bufferC 35 washL7=?D%, 100ul9> washing buffer T & 1%
B L. BOO IO B2 RELEZDL, 20ul® elution bufferZ iz FFEREL,
S5ul @ 4xSDSY 7 N7y —ZiR A LTZ. T0CT 10 A FaX—hL7=0h, B —
REREACEOANT, BIEREIN L. 7.5%D3I=715 7 TGX 4~ /L° (Bio-Radft) (2
EN L7 EiEEe—RL, AT 7V T IR ERvKENZ 200V C 3557 i1 T>7-. PVDFAV T
L AR ) — AT TRURAGALERL, VK8 D7 VA PVDF AL 7 L2 9043 MR B 41T -
Iz #5% D PVDF A 7L % 60 53 0.5% Tween-TBSIZIZRLIRELIZDH,
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Transcend colorimetric Non-Radioactive Translafimtection Systefh (Promegaft) v
e W THiEA1T 7. 372D, streptavidin-alkaline phosphatagé £ 6ul % 0.5%
Tween-TBS 15mIZIE A LIzbDIZPVDF AV 7 L a AL T 607 MR E LT-. AT L
# 4[al washf%, 1)@ ? Western Blue Substrate 5&IPVDFEIZ)>TT5— 10457 M#iRZL,
RIELELI2E T F ALPURIUEE S RO A EZ B H L7, HT TIFLy SRS ST
#J 150kDaf-1 T2, HT MDAS HUARSMEIE B Tid 140kDaf- i ISR D/ N RS HE LD
(12 6).

@1 Jo-1HUA, L PL-7HUMK, $t PL-125UA, L SRP54HLIA, HT Mi-2 $i/& (Dot Blot %)
EPURSA L 72N, Var e &3 (Diarectth) # A FL, =hatio—=A
B2 0.8ul 7o FL7-. TBS-Tweerl LA T TBS-T) IZffEA i L TR T 3077 vy

T ROGEATST-0b, B M (x1000 Z =R T 2 KL ERSSE— RN ELTE.
TBS-T T 3[a] wash out_7-%%, /1A% ¥ —EiEi#k$it goat IgGHLiA (x5000 (Cappel
1) EZEIR C 30 A RO S R KR EL 7. ECL Prime Western Blotting Detection
Reagenf (GE healthcardt) (% SSET-#, HEH CCD ATV AT LTHD
LAS-3000° (8 +7 4L 240 2 iV T T By Mk Lz, BEUCL = ho— L iiig &
LTINS Ty bNRSHERS NI B, TOX /37 BIT T 5 I00E T OFLED

St CToHHLHE LT, BBHEREFNZDUWTIE 2 BILL EOREZATV, B Ead L.

Z DML, HT ARSHUR, HL SRPHUAIE, FABKF G E - BIFH AT RNA fZ ik
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B MMZTHLRIEER B IRV, HT Jo-1HUAIC L TSR AR BB RLT-.

4. 19 BRE O AT
O B B A YRR T 15 R O e a5 1k

AR 2=V ST, IR E R TSI AL 7oA Y~ 2 N RIS BRS
%, -80CHOT 4 —T7 7V =W —THRAFLT. U ERRIR IS 7 my 7 JD 7V A A5 M
TAOUMEIZHEEIL, ATAR T T A BICH, JRRZR% Iz T o7, el —F
HRR 5G4 5.2 L C hematoxylin-eosin (H & E)%+4, modified Gomori-trichroméj {4,
NADH-tetrazolium reductase (NADH-TR¥:t4, PAS %44, non-specific esterase (NSE}
4, acid phosphatasé: %, myosin adenosine triphosphatase (ATP agefi %, sajEyutal
LT $TLHLA-ABC (MHC-classl ) 44, $it HLA-DR (MHC-classll) 4+, $it C5b-9
(MAC) 4:fa, $it LCA Yufa, Hit CD68YL(h, HL CD8 YLfa, Hit CDA Yeta i T o7, Yethfs
DIEAZ N FIAMEN TR LTz, 7%, S el BRUAE R L7 — Rk D —F a3k 7
(N7 N
@ ypy B AR T A 5 1%

SFPEMBE COBIER AT T2, FHIE IOV, A —F Uk LB B0
T, ARRMED R/, HOEEOHIIN, 75 R ORRHE L oo A7 2, 755 JRURHE R M O A EE oD
ELNVOAHE, PFADAHE, AL ZEMERRMEO A 1 L OB, M, T hth
([COWTRIEMINEE FE DA L2 DB, FHRRMER N B PN O R 72 22 f 28 P D A 0D
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ST HAFHIL 7. SaE Rk b Y Bl DWW TR, NSO/ L~ C5b-9(fii {4
MAC) DR NLAE O A, IEFESETIME~0D CD8 [l NERZ AR O A HE, i Hif
i (sarcolemma - ~® MHC-classl #i)it (HLA-ABC)/MHC-clasdll #it/it (HLA-DR) D%
BUTHEDHEE K NV ORREE, ITOWTEHIEL, HIE LTz, SR BRET R ORAM 71 Kk OB
TEBALIEIEIC OV TIE R 8ITREHIL 72, RERZIREMGIC W T, X 7 IRk L7-.
@Rt FR T ik

B R B OV I B RR AR T D 2 BERC IS T DHERHRITIC OWT, 72T —H
DIREIZIE Fisher's exact tegt, “FEIEOME (21E Student's t tesk IV /= (SASH:, IMP

pro10.0.

5. FEMENE I & 2k O BAFRIEIZ DU T O SRR

TNV THEME IS DS HER S IVITIE BN DUV T, fi R D2 W MR 2 W o
IR REOR, TEMENEIG Oligias SR, 1T 1) (stages $8) a7, BRI (2D
WU, ICD-10 D — RPN FAL T2 fii R OZWIREI AR MR TR R OB WA e E S
AR (AR AERREAT B ), MRS 0O 22 Wrikp | M I DS B 72 8 DEZ VT 41280 )
O CTHEM RS DO FEN BB RSN EER L. 20k, VERIZ > EEEMEE
A LG4 (Lef) ICBAL T, ENENOEMEEZ 1> DU Rz, RO
BB L, TRFEAER, SR EIIRE T+ —T T RFETELT.

Fio, XGeL70% 520D H, FAMEREIGOZWHMH K DRZWnZetT LIz 54 Bl 4T
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BRAML, 4665EBIZ DT FRed A AT L0 BRI 36 AR OFEHE(L FE R L SIR:

standardized incidence rado® H 1L 7-.

FEERDENENEIS 7 424 (Observed Case No)
FEAE N 1 CooREM: S A £ 4 (Expected Case No)

SIR=

BRSO, B2 ARFH (person-timell, HE DRI DR UE N DI D4R fnld
Wl D MR R B R BT B o TR 5. BEHE 0380 D48 i Pl R

FEEBRIL, ENIDA B2 —DR—AL— http:/lganjoho.jp/public/statisticslZ 2\ B 31T

WHRREHER PR . AAEREA O LLT, R PR G 0 7= s B 0 4R i b 31 7
PEREIG RO T — 2B AT ATRETH LD 20034 L LARE ThH DI, (HGIEFI D5y
M O T IR BITVMEEEEL T 2003 E DT —# A4 1EIRL7-. SIRDY 1 KV KRES, 7
2, 95%[E XD FRRAED 1 TV KREWGAIZ, ZOEMOEMEGREEN—R AR L
O U CRERHFRICH BISmWEHIE TED. 20 SIR%Z, For 72 RHEEM GO

IZHEHL7=. SIR @ 95% 5 #H X ] (95% confidence interval95% C) IXR 7V 3 %R EL,

Haenszeb D% % AW TE HLT-.

26



[#R]

1. SRS BE 75 2% D B AR AR5 1

*t 54 520 JER DR B2 Wik fE T O R O NERIL, RN ER 121641 (23%), Y

U~ TFBIFEIRAEL 23761 (46%) , SEF 7961 (15%) , FFEERFL 3841 (79%), — e NEk

K OZFEDMDOINEL 3941 (8%) , DD HEEL 6 151 (1%) TH-7- (X 8). BLHINERIZ

B 174 2 346(M:F=1:2), EX4ER T H M 57.2+15.35% (16~87 7% ), &t 55.3+15.27%

(17~877%) Th-olz. FEREIBHMRIL, 554 H (4.64F), BB pR I ot (i@

364 H (34F) ThH-o7-(39).

@ A B 2% IR B PR R OB R IR O bl (3% 9)

BEAEIE A5, okl F S M 2 3R O TN 12961, SRS 23RO 72 > T

X 3910 CThH-7-. HIZ, 129F|DH> LI R ZW OHiI14 3 4 LAPNIZEEME RS 23 A & S

T2IEBIE 10161, 391BI DI B AR 2% 3 4 LI _EEMEERE OFE AN LN I

TWAEERIL 210 T - 7-.

VRIS & ORI LIRS DR DR R G ORI C, 3 LIPS 32 s

AIZRE (LT, EAMEESS O0FE) 101618 3 4R DL BRI S OFE (LT, BRI IE

B OFE) 210 CHugAR T L 72, FE T SRITENENRIS & OF i 48.5%, BN IES DRE

9.5% THY, EMEIEE & I CTHEHFAIAEIC(LLT, AR m-o7z. BVEiER] OE

BTV, MEHEAEZE (LT, AEE) TR0 -7, EBMEEEO S PHIBEL

THEZEITRL, HEICEE TH-7-. PM & DM O SR THEMIEE A O T PM 52 &
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DM 49 5], FEEDFHET PM 148/l DM 62 3l CHY, HEMEEL S OFECH EIZ DM %

Z GO, BRRRGE L, BRSSO IIEE ORI LD, X2 ETOMMNAEIC

F<, wRE B IIRG FE IR TH o7z,

RAEAR D LEE U, VIS & OHE I T N A BICmS, HEMz 275

FE, BRI A 2T 08ENA BRI T2, 57, 5, BENIIAEEERDR

mofe. AT —2CBL, EMEEEEE 2% T CRPHE, ESRIE (1h) A EIZmES, ~F

Tae AT BIED o FIETUARAE, CK, KL-6 IZOWTCIIA B EZEZ RO

Tz PR MR (% VC80% Ai) & 2 92K & A B AT eh o T, IS LSO

BOHEICBIL, BRI REE 7 2% CHRVEMEM R O & 8 BITIERS, fR LS ORISR

EHHETOEIE DA BITED T, RS DOBEFHONRTIE, S MIREIED A GF

FIBICAEATZRL, SLE, By ~F, v == VAEGREO S ORI G A ZIT D720

7.

@ MHRICEPHTDEMEZEOR

[X] 913 129 NIZERDT= 147 O MG FIE & A R IE D RF [ BIfR 2 R LT= b D Th 5.

MR O Wr D372 SIVIZRH IR RZ B ORI 3 7 H LAY 36.1%, Hilf: 1 4ELIPNA

57.1%, Fiife 3ELIND 71.4% Th-o7-. F77, 42. 961 LH R Z W detT U CHEMEIE S

WS T, Zeds, MRS 2N AT L7z S HICIIA R340 3 LL BRI MRS 2

WIS TN, B REIZ O 9 BB R/ IR R DFEIEL T2 (2D 5 JER]

(ZOUWNTIE, VRS ARS8 I &5 R a2 Wr D I R RO R TR LTZ)
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S RIS S E & i R ISIE DRF BAGR D7 T 712, FEVERRIG LT B2 SRS T2 b 0%
B 1012~ BiRZWEIE LELINICFEE SV, S8 (stagel , ) 28
23.%%, 17y (stagdll, IV) 28 63.6%, HEITHIARIIN 12.5% L, EITE THLHIE D3m0
o7z,
147 DEMERERE Ol IR R T, B 2361, M 2011, FL 1961, K 1441,
MY N O f51], B - R 8 1, EINCER 7 41, BaEs 7 4, MR- RERREE 7 61 (56 L
G 2051 DIEFE T -7 (K 11) . 7235, MR OZKET 1 AR R E Sdvio AR,

R D2 W ERIRF~Z W2 1A MR E SV BNENRSS, £ DRI [FE Shu iz

ju

W% (T CRL B, ZEDRTH 1AL A G 7 BEREREAC T F L7 i)

MeRtCI, B 1641, Nt 15610, Py 8 451, & - IR 8 5, G 7 B, £ 6 151,

VYN 5 FIDNAE TS h o7z, 7ok, INBEIT 4 B TH T 4 Bl T X THRZ

Wrie LAELINIZRZ IS Icb DO Th o7z, BRI O AR TIx, Mg 87 B

(59.2%), F& - FEegs 23 41 (15.6%) , 47 E R 11 61 (7.5%) , MgV 7<% 10

(6.8%) ThH-7- (X4 13).

2. VRN B A 2R D 2R R 5 B CPUIA DR (3 10)

520051, i AERRIF OO MG AN DALz 3536 TR 2 fe St B DR DA EEZRFTLT-.

5 I s B B PRI 55.2% (195/35301) I B W CHER L 7=, IyEN S-S iEFIE, ik

fEI A O (10161) D56 75 i, EEMEEGIES OFEE (21041) DHH 12861 Th-7-.
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HBLHUERDNER (%) 1%, $T Jo-1H1{R 4941 (13.9%) , L TIF1-y Hik 48 451 (13.6%),
L SRPHiIA 2641 (7.4%) , Hi. MDAS ik 2441 (6.8%), Ht EJHilk 2141 (5.9%) , i Mi-2
A 16 411 (4.5%) , $t PL-7 Hilk 14451 (4.0%) , Hit PL-12%514K 5 i (1.4%) , H1L OIHifk 3
1511 (0.8%) , Hit KS Hitk 151 (0.3%) Th-o7z. 725, PURTEM LG 10 FITFIELT-.

SENE TS A DFRE 7501 S EEE RS IR A OFRE 128628\ T, HBIL- A Rr it B Ot
ROTEIUZ SV TRERI LR ZAT o 7o, BEHUAD Y D, Me—, T TIFL-y HUIARDENEELS;
RIS CH B 22D b E M CHELL Q. HLTIFLy HURGYE 4851055, 34ELIN
(MRS A B OF L IEBTIE 36 6 (75.0%) , 9 & DR RIIRIRR 2 (09 AR G 2 &
PFLTZREBNIE 38411 (79.2%) Th 7.

2B, FLTIFLy HUREGIEL, BV & PREL DOBITRIZOWT, REEIX 48%, RiddE
1% 96%, BHPERIHHRIL 75%, FEMER) =8I 87% L &z, E IS & Of D
H DM ZHH L7256, BEMEEGS OF DM #EEHT TIFL-y HUIAHIE R &0 BENEZ ST
1%, JREIE 85%, RrELE I 94%, BHMERI T ERIT 85%, 2VERY T ERIT 94% LR SN

(F#11).

3. EVEREIZ B AR 28, HU TIFL-y SUREG LR R OWELAT R OR# (3 11)

SR R % BR AL A7 2% 0D 9o BEAELRS AT LD R S B L, MR S OF R 101451 & L
A DHE 21051 0 53 EEAR AR AT 2 FLie U7z, Ht TIFL-y HURIGE % 2% 00 753 BRAH
AT R ORHASIZBAL TIE, HURRIE D FTRE CTloo 72 353451 CTHL TIFL-y LIRS 48 il &
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[FIHLAA 151 305 1) oD s Jpy BRAE AR AT 54 beige L7z
ARV B A 28 T, W IRBRAE R OREFE D ELAL (69.3%) , filifR MAC D NHH
/NILAE ~DPR NG (40.8%) , A HRMERIIEE N O 22N 28 45 (36.4%) 5 BT i)
JEThotz. ZOZERZEMEZUIZUIE MAC T &7 L ThY, 22tz 2 L7 36 4]0
96 35411E MAC IEAEBFRD Tz, MAC LZEfaZs D )7 & 3 HRE GRS &
DFEET 35.7% GEADFRET 8.3%) &, EBMIEEA UM CHEICE ) 7= (P<0.0001. F7-,
FEMEREE & OFFEClX MHC-classl (HLA-ABC) ORI 58 BLTLHEZ 788 HhE B (51.5%)
i PR 0D 15 FE 7R S E M BR 72 2 5B 6D DIEAF (1.0%) B O CD8 Bt 7 N ER D A Mt PN IR
1 (1.0%) A BAARSEEE Tho7z. PRAIZMIEERHIIC W TR B 2RO Lo Tz,
NAM % 59 2RERNL, IS G OED 9.9%% 723, IEAIELOME TR
ZEITRD LT
PUTIFLy SUREGYER: 2 TIX, MlFRHERME O SO T (75.00) , PFA(27.1%),
MAC D/ ~D Yt (62.5%) , fhmriE2E N2t (568.3%) 3 [RIFLIA R EREL Fhist L
THEIZEBE Tholo. BAMM KRG A 23 DIEFIEIHT TIFLy SURGERECIX 1 1%
RO, FEMEREL L CA B 72 7=, B TIFLy HURRGIERE T MAC L& 1E
62.5% ([FHUARFRRMERE R TIL 9.2%), MAC L& L 22RO Wi # % H 3 5611% 54.2%
(FPLRBEMERE 2R T 6.3%) &, FrCEWEIEERLTZ.
REE 72 5993 BEARAR T RAZ DN T, BEIE & 0FE, & OY, BEIEE & 0F DM #EE o
B Z 01T 2L - Rp BT - PR TR 3R P ME R TR SR ARG L, 3R 13ITR LTz,
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BOFELOBIEIZIUN T, MAC TEAE DRE T 40%, 554213 90%, Z2MaZ8MEDIREIE
36%, FrILJEIL 90% Th-o7z. 7285, MAC LZERID I E 24 L CWDIERI DG, HEIEIE
A PR L OBIEMEIZ W T, REET 35%, HFFHLEIT 94% Th o7z, EAEHIF RS DM
FEE MAC IE75, ZERZSEDBIFRIZ DWW TIE, MAC TR DR 1 65%, Rt E1E 81%,
ZERAZEVEDRREENE 61%, FFELEEIX 79% Th 7. MAC EZERAD Il % 2L CODEERIT
13, BRI 59%, RSt EIT 85% Th o7z,

[ 13121 PL TIFLy HriRiG M CHEMES 2 & 0L T2 2 FEBIZ DUV T, HRE Gutaldi
C5b-9(MAC) YL ifge ] i 2 7R Uiz, i PN/ NI ~ DR WYL 2380 H I DIt

BEDOHBHEIC BT, NEBIZZEfa b 278D 7.

5. W RELIE B 7 2% O 2 SR R AT

L EogaEtdy, BMEEEICEE T AR -2 LT, ik B CHUROBLROHT TIF1y
PUR, AR T-LLC, PFA, filifR MAC OfNEE/INILE ~DUEAE, FhiEiinE o %2 ha
SNz, 22T, HRZWERIRF~Z2 W% OB O ALV AT Gt 57
0, SIRZFHRAIK, PM, DM IZBWTEHE T 21T, T TIFLy ik, PFA, MAC, 22Jia
ZEMED AR FIZBILCRERLTZ.
ORI, LY, PM, DM (281} 2 MRS AU A

R 2R 5206105 G, BEE 2 FR 2 466011235\ T SIRGEILAN I 95% 15 X fH])
FEHUZ (3 14). 2ORER, A2 T SIR=7.4 (5.9~9.3)PM T SIR=5.7 (3.9~8.1)
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DM T SIR=12.4 (8.5~17.5%®o7-. iz, MR ZWIRHZIT @ T BSOS R AT
V=D, MR ASAT A BRTZ0OIZ, FHRZW ORI 3 7 A T2 WS v B 5 4 27>
72HDOERARLTHANLCSIRER L (2 15). TOHEE, HREAKRTSIR=2.9 (1.9~4.1)
PM T SIR=2.9 (1.8~4.4)DM T SIR=2.7 (1.1~5.6) 72~ 7=,
QMRS Z B 3 DK - Z L O FENE RS 8 AU A

BEPEEECBE T 24K FICBW T SIRER H L (3 16) . TORER, T TIF1Ly $t
AT SIR=66.1 (41.9~99.1)PFA T SIR=9.4 (4.3~17.8)MAC T SIR=25.7 (16.8~37.8)%2
fR 284 C SIR=19.2 (11.9~29.4)Ch-7-. EHIZ, MAC EZEfaZ MO %8 3 HAERFI D

SIR=27.6 (16.9~42.6)CiH-7-.
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[Z£]
1. fEROEED

ARFGE T, BRI BEE ) 2 O RE A FRVRHE A DN L2 BT, 5T TIFLy 51
PRBEE T 28 DR B LR A DN 52 0% BRI LT, MR BRALRR 2 IS e e L
721 4% BR0IEBNZINT, FHROBWIRIHE 3 4 LA BRI 3 A S AU i d 101
151 (19.4%) Thro7. MR BIE ) 2 ORRIK GO E%E, i RZW ORI 3 FLINIC
FEM RIS 23 R E S AL 101651 GRS & OFFE) & 3 AR LA M O FE AN 72N e
RSV TN D 21041 CEMAEIGIE G OFRE) IR W CEUIBR T L T8 2 A, MR & OFHE
IZITAEIZ DM 3L, #1302 D32 52 £ TO MM & OB I A B, e
TIN#ERR, CRPIE, ESRIENA BICEMEE THHI LML o7, Fiz, BANEERO
BRI, ARZITORTE 3 7 H LANIC 36.1%, AiItE 14ELANIC 57.1%, At 3 4ELL

WIZ 71.8% D3 72340, 57% CTlEAh K2 Wr & FIRF~Z2 Wik (CEME R S 2 WS v Qe 38

“n

PERES Ol DR R CIX, B, i, U, KR ONAE T, MA CI3bE s
60% Toh-o7-.

P B B CPURDORRES ATRE Tdho 7= 353414 F\W =Mt Cl, Bt TIFLy HUALS
PESR S EEMERR DS & OFE O RIS EBEEE Tho Tz,

B398 BEALAR T L OB T, MRS A& OFRE CI3 RURRAE R O EE D L
(69.3%), itk MAC O N¥H/NILAE ~ DR Bt (40.8%) , FfHla B N oD Z2E fa 28 14
1% (36.4%) DG DIRFL D LI B W TH RISH ML THY, HT TIFLy HURBG MR T
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1%, ZAUDMA T PRAFT ADA EISEBE Th-o7o. 7038, NAM LM & GFED
9.9% CThH o T PMEMENEBIES DR L O Ll THE ZITRR D2 o 7.
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Yo,
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Yo,
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PD7/26

P CD68Yutn, Monoclonal <A KP-1 lgG1, kappa DAKO 1001%
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ML 72,

HHEIEFHHRAE~DY LS ERIZ T

PLCD8YLEAIZI5\ T, CDBM AN A3 HHESEFRMAE IR AT DB AL O THRR
T E L LT,

MHC-classI HiJiid
FESEIEEIE RN E~D A8 B

HIHLA-ABC (MHC-classI #iJ5) YL alZds\ C, FEBLIEAT AR 2B ISR B
ZROHMMEDEI G E | +; W OYLOTITIBETRORVN, _RUZ T %L BN
B 15 CIBIERRMEDEAE, +; ~25% ., ++; 25~~50% , +++; 50~T75%, ++++;
75%L |, LR,

MHC-classll f1J51 D
FEESEBISE AR ARMERSE L~ 3B

HTHLA-DR (MHC-classll #J5) Y4123\ T, FEEESE AL AN 2B M 38 B

FRODRHMEDOEISE | +; HHE OGO TITRBEZRDLROD, X ZT®%HL H U
YL (15 TR MERREMETE, +; ~25%., ++; 25~50%., +++; 50~75% ++++;
75%Lh k. SR,

PRIEDZ LY - FEA 15 (NAM)

119th ENMC international workshopis v CHERE X 4172 F4E (Neuromuscular
Disorders 14(2004) 337-3A6 3% | L DHEI - HFAMMELTRDDL—FH T, %
JEAIARIR NS Z LV MER], 2% 2L T, MHC-class] HiEOREBULZ LW L%
AN

69




K 9. MGIERB| DT 5=

OEgRGDOELD

EEIE LR O MIRE SELAVE S | BSOS MRRE S8 G4 LiEA
I A " % %‘
ik EiiEny  EsL | gk | Sy SR g
N=129 N=391 P value N=101 N=210 P value
SE B DR
B4k 100 (19.2%) 52 (40.3%) 48 (12.3%)] <0.000[** 49 (48.5%) 0 (2.5%) | <0.0001*]
iR 141 (27.1%) 33(25.6%) 108 (27.6%) 0.73 21 (20.8%) A01(%) 0.76
Bkt M174/F346 M49/F80 M125/F266 0.24 M41/F60 M62/F144 0.05B
AE (M) 35635 M 57.2+#15.3| M 65.5+11.4 M 53.9+15.4| <0.0001*f M66.1+11.5 M 50.3+14.9| <0.0001*}
IR (F)33% F 55.3+15.2 | F 59.8+10.6 F 53.9+16/1 0.0004* F&3B2 F 50.4+14.4 0.0002*
. M 16~87 M 35~86 M 16~87 ) M 35~86 M 16~83 )
e F 17~87 F 28~87 F 17~87 F 28~87 F 17~85
PM/DM PM342/DM178] PM73/DM56 PM269/DM132 0.0141 PM52/DM49 PM1B8162 | 0.002**
(Bohan and Peté@p 5 7) § ' ’
B ROEIB IR HAT: B (4E) 1666.8£82.4 | 1301.4+146.0 1774.9.4197.5 . .. | 896.40+108.9 2974.9+134.1] o0,
AR~ R EEHER B ET X (4.65) (3.65) (4.94F) ' (2.5F) (8.2F) )
FEANG A 2
TP BE B FE TOHIR 9.9+0.9 5.6+0.9 113512 | 0.008* 4.10.6 13.0+1.9 0.003f
BN A 3%
HAERRROBKRIER
FEE(ITEL L) 185/449 (41.2% 43/109 (39.5%)42/340 (41.8% 0.74 | 34/85 (40.0%) 75/178 (42.1%)  0.79
g0 248/414 (59.99%460/105 (57.1%)188/309 (60.8% 0.56 | 50/83 (60.2%)L03/167 (61.7%  0.89
BEER E7- 12 B % 197/296 (66.6% 25/52 (48.1%) 172/244 (70.5% 0.003** | 20/42 (47.6%)110/139 (79.1% 0.0002*
W T PR 110/369 (29.8%(42/100 (42.0%) 68/269 (25.3%) 0.0034 36/81 (44)4982/124 (25.8%) 0.007**
Gottoror# fiz 0 0 0 . 0 0 J
+7-Theliotropes (44 175/520 (33.7% 53/129 (41.1%)122/391 (31.2% 0.04* [46/101 (45.5%) 62/210 (29.5%) 0.007
LSRN FIMMT3 LT 118/476 (24.8% 29/116 (25.0%) 89/360 (24.7%)  1.00| 25/91 (27.5%) 188/(24.6%)|  0.66
TR HIMMT3LLF 126/474 (26.6% 35/117 (29.9%) 91/357 (25.5%)  0.40| 29/92 (31.5%) 184/(23.5%)|  0.19
_RIBSEAT A FIMMTALL R 165/430 (38.4% 40/105 (38.1%)125/325 (38.50 1.00 | 31/82 (37.8%) 71/168 (42.3%)  0.58
TN FIMMTA LT 101/440 (23.0% 25/109 (22.9%) 76/331 (23.0%) 1.00| 21/86 (24.4%) 139/(22.5%)|  0.76
SEHEEIIMMT3LL T 139/364 (38.2% 39/93 (41.9%) 100/271 (36.9% 0.39 | 30/72 (41.7%) 53/132 (40.2%)  0.88
RS 114/306 (37.3% 21/81 (25.9%) 93/225 (41.3%) 0.02% 16/61 (26.2%)/148 (48.0%)[ 0.008**
R ORET —
PRI RESE %VC80% AT | 95/36(26.0%) [ 17/92 (18.5%) 78/273 (28.4%) 0.0f  3@8.2%) 41/135(30.4%)  0.10
CKff 3 2856.9+165.5| 3406.0+370.8 2676.7+182.4  0.0p  317%0#3 2461.3+242.2 0.09
fLk(mm/hry 3% 40.1+1.4 47.7+3.0 37.7+1.6 |  0.003% 47.243.2 35.5+2. | 0.002*
CRP (mg/dl) 3% 1.540.2 1.840.3 1.440.2 0.23 1.640.3 1.0£0.2 0.049*
~EZ B (mg/dl) % 12.6+0.1 12.1+0.2 12.7+0.1 0.006* 12.1+0.2 12.740. | 0.006**
KL-6 (U/ml) 3% 678.3+46.2 653.8+105.2  684.1+51. 0.80 660.4+103.5 13.%:61.2 0.70
Fihitkof # 300/477 (62.9% 79/112 (62.5%)230/365 63.0% 0.91 | 31/88 (35.2%) 73/197(37.1%) 0.79
APHRR
RAET M il 25 D 7 4 222/520 (42.794 43/129 (33.3%)179/391(45.8% 0.014* | 29/101(28.7%) 93/210 (44.3%) 0.009%
155 ¢ LIS D BB 0> A 4t 130/520 (25.0% 20/129 (15.5%)110/391(28.19% 0.005** |14/101(13.9%) 80/210 (38.1%) <0.0001f*
Sy PEa Y E| 44/520 (8.5%)| 11/129 (8.5%) 33/391 (8.4%) 1.0 8/M9%) 26/210 (12.4% 0.33
SLE| 26/520 (5.0%)| 2/129 (1.6%) 24/391 (6.106)  0.04*2/101 (2.0%) 19/210 (9.0% 0.03*
RA| 27/520 (5.2%)| 4/129 (3.1%) 23/391 (5.9%)  0.26 02/{2.0%) 17/210 (8.1% 0.04*
SiS| 43/520 (8.3%)| 7/129 (5.4%) 36/391 (9.2p6) 0.2 10%/(5.0%) 27/210 (12.99%)  0.04*
MCTD| 14/520 (2.7%)| 1/129 (0.8%) 13/391 (3.3%)  0.2] 1/{DD%)  7/210 (3.3%) 0.44
% meanzSE 3% mean+SD TIELINOEREE T

Fisher's exact test7- (% Student's t test
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**p<0.01

*p<0.05



# 10. EMEEAJEO A

(ZH1T D I BLHUAR DR A] L

PRI L R DRI RS LR WA S

TR L R DRFR IR Z 5 B (34F) LIcE &

XN 5 = L
s N=353 %lrﬁ%\ﬁ&” %lriﬂfffb P value é%gi% #g%ﬁ P value
N=75 N=128
SHiARRE 89 (25.2%) 19 (20.8%) 70 (26.7% 0.33 15 (20.0%)  289%A). 0.86
Jo-1| 49 (13.9%) 7 (7.7%) 42 (16.3%) 0.053 5 (6.7%) 20 (15.6%) 0.08
PL-7 14 (4.0%) 4 (4.4%) 10 (3.8%)| 0.76 4 (5.3%) 3 (2.3%) 0.43
PL-12 5 (1.4%) 0 5 (1.9%) 0.33 0 0
EJ 21 (5.9%) 9 (9.9%) 12 (4.6%) 0.07 7 (9.3%) 4 (3.1%) 0.10
0] 3(0.8%) 0 3 (1.1%) 0.57 1 (0.8%)
KS| 1(0.2%) 0 1 (0.3%) 0 0
SRP 26 (7.4%) 4 (4.4%) 22 (8.4%)| 0.25 2 (2.7%) 11 (8.6%) 0.14
Mi-2 16 (4.5%) 2 (2.2%) 14 (5.3%) | 0.38 1 (1.3%) 9 (7.0%) 0.10
TIFLy 48 (13.6%) 38 (41.8%) 10 (3.8%) |<0.0001* 36 (48.0%) 6 (4.7%) | <0.0001**
MDA5 24 (6.8%) 1(1.1%) 23 (8.8%) | 0.013* 1(1.3%) 7 (5.5%) 0.26
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Fisher's exact test
*P<0.05
*P<0.01




F 11, HU TIFLy HUARIE

S &R IS BEIE 75 28 L D BALR DR

FITIFLyHUARIE R &

AL & O HE A A GHREE 0 B
Ui e |z s 48%
L & B EE
—— 10 48 L 96%
o e 39 266 305 55 P g o = 75%
&t 75 278 353 [ P g H =R 87%
. PITIFLy AR E R &
RIS DM TEVERT 2 BEDM L 00 %
o T R 85%
H., d EE
—_— 6 39 Fr 94%
b =X 6 88 94 Fo kR =R 85%
i 39 94 133 [EXUHEgleapeas 94%
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# 12

BV S OFELIEE OFIE O

B TIFLoy S PRI LB MR 53 BEARL A (2 D HoRE

TEMERE & OF 0 A 12 LD ket

PUTIFL-y HFURDH I LDk

C5b-9 (MAC) D fff; PN/ IN LA ~D L
A ARAE AR BTN 0D 22 2 e

SMAC LA & 22 28 P D 5 A D 5]
FESEICIHARHE~DCDSGHIEY >/ ER 0D I2H
MHC-classl Hiio
FESEIESE RGN - ~DFEBLTTHE (75% LA 1)
MHC-classl #1570
FESEIESEICRF AN - ~DFEBLITHE (75% LA )

BIEPER 26 (NAM) 152 23 DIE ]

40/98 (40.8%) 21/208 (10.1%) <0.000]
36/99 (36.4%) 25/209 (12.0%) <0.0001]

MRS TN PITIFLyfifhs | FLTIF1yHTE

A OFEE PlEeyiivis P value Rt (=i P value

N=101 N=210 N=48 N=305
PERI (M :F) M41/F60 M62/F148 0.06 235 92:213 0.02*
£l (M) mean+SD 62.8+11.7 50.7#14.8 <0.0001**| 66.2+12.2 55.9+14.9 0.003*]
i (F) mean+SD 66.1+11.5 50.3+14.9 <0.0001**| 58.0+13.7 57.0£14.6 0.74
IR ELAT AL, nIN (%)
FHARAED K/ NR[F] 61/101 (60.4%) 123/210 (58.6%)  0.81| 29/48 (60.488)/304 (59.5%  1.00
U EERE N 19/101 (18.8%) 51/210 (24.3%)  0.31| 13/48 (27.1%) 62(2m4%)  0.34
i R ORHEA L, 19/101 (18.8%) 62/210 (29.5%)  0.053| 15/48 (31.3%) 79/2®.0%)  0.48
1 S ARAE A OB D EL L 70/101 (69.3%) 107/208 (51.4%) 0.003  36/48 (75.09%%/303 (58.1% 0.03*
perifascicular atrophy (PFA) 12/101 (11.9%) 24/210.4%) 1.00 13/48 (27.1%) 20/303 (6.6%) <0.000
BRI A ZEMERRAE (U TRIC O E10ALL L) 35/100 (35.0%) 61/210 (29.0%)  0.36| 19/48 (39.6%) 83/@B.7%) 0.13
0 SRS D i A SR FE AN AE B (168 FTIC & 10008 L4 1) | 11/101 (10.9%) 41/210 (19.5%)  0.07 9/48 (18.8%) 51/Q@B8%)  0.69
R O = B T RAE MR AE R (L6 T2 & 10001 LA 1) 1/101 (1.0%) 17/210(8.1%)  0.009%  1/48 (2.1%) 21/363%) 0.33

k* 30/48 (62.5%p/3D3 (9.2%) <0.0001%
k* 28/48 (58.3%) /32A. (8.6%) <0.0001*

* 26/48 (54.2%) 2B (6.3%) <0.0001*
1/48 (2.1%) 14/30%%)  0.70
30/48 (62.5%9/303 (59.1%  0.75

1/48 (2.1%)  26/303 (8.6% 0.15

0/48 (0.0%) 35/3059%) 0.008**

35/98 (35.7%) 18/207 (8.7%) <0.0001
1/101 (1.0%) 13/210 (6.2%)  0.04*
51/99 (51.5%) 146/208 (70.2%) 0.0024
4/97 (4.1%)  22/207 (4.8%)  0.08
10/101 (9.9%) 14/210 (6.7%)  0.37

[l +*

Fisher's exact teStEi#1X Student's t tegt
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*P<0.05
*P<0.01



F 13 REEEI7R 5 B AT L & MRS BRI % 2k & O BAFR DR

7z g 2
A. MAC LR B. ZEfla & DREILR
T e MACZ N & R 2l
i AL & OFRE DRI TR AL O OB
[t (=i At R 40% 513 53 B TR 36%
B 40 43 83 L 90% a3 36 41 77 RS 90%
MAC 7N
Bt 61 376 437 BibERg R 48% Ktk 65 378 443 B 47%
at 101 419 520 LR 86% it 101 419 520 [EEaibLES 85%
e y MACL [ EE
AN & Dromit TEHEILE A DOMIEL OB R a v i P
Ptk i3 i TR 65% Pt 736 B TR 61%
[ 32 24 56 BRI 81% Wi 30 21 57 R 79%
MAC 72N
e |17 105 | 122 B fsk 57% | 19 102 21| | e 3%
3 49 129 178 Kaetkrysg 86% it 49 129 178 Kb 84%

C. MAC LZEfu il & 244 3 HAER DO Bat%

— e MAC+ZEfiak
ARENRS & FRE VLN O BEREE DBER
B b it B 35%
£ 35 27 62 T L 94%
wace | B oy 6
Z5H
N 392 458 Bpttr R 56%
B 101 419 520 [EXE:DL= B 86%
‘ MACHTAE
EREE .
BILIES A HDMAE EREIE A D DMBEL O T
B b 7 R 59%
i 29 19 48 S FLRE 85%
MAC+ Witk HRE 5
Z5H
Kbt 20 110 130 WML o 2 60%
B 49 129 178 [EXEEHL B 85%
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7 14. RO PM, DM O433ET L2 381 2 Bl 5 58 AE O FE Y L FE AR L (SIR)

N (JEBEEZ & e | NGEEEAEZBRS) |Observed Case Nlo Expected Casé No SIR 95%d]
2k Bk 520 466 75 10.1 7.4 5.9~9.3
5 174 152 27 3.7 7.3 4.8~10.7
1 346 314 48 6.4 7.4 5.5~9.9
PM B4 342 311 43 7.6 5.7 3.9-8.1
% 106 96 13 2.7 4.8 2.6~8.2
# 236 215 30 4.8 6.2 4.2~8.9
DM %% 178 155 32 2.6 12.4 8.5~17.5
5 68 56 14 1.0 14.2 7.7~23.9
# 110 99 18 1.6 11.2 6.7~17.7

# 15. i RZWrRI% 3 » A2 WS- B IEE A RN U285 A O B E S A O
PEEHEAL IR AL (SIR)

N G R O
N (EBEE 2 & 1) ffuf@ Observed Case Nlo Expected Case No SIR 95%d)
FERER 2 BR<)
2R B 520 422 29 10.1 2.9 1.9~4.1
5 174 135 9 3.7 2.4 1.1~4.7
LS 346 287 20 6.4 3.1 1.9~4.8
PM Bz 342 290 22 7.5 2.9 1.8~4.4
5 106 89 6 2.7 2.2 0.8~4.9
S 236 201 16 4.8 3.3 1.9~5.3
DM % 178 130 7 2.6 2.7 1.1~5.6
% 68 45 3 1.0 3.1 0.6~8.9
LS 110 85 4 1.6 2.5 0.7~6.4
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# 16, EMEESC B DK - 2 & oM R A OFE LR AL (SIR)

N N Observe | Expectel
Gl CREEEEZ Case Case SIR 95%ClI
=58 FR<) No No
PLITIF1y 48 32 23 0.3 66.1 41.9~99.1
BTN ) 23 15 11 0.3 40.8 20.4~73.1
H. |
Btk v's 25 18 12 0.1 152.8 79.0~267.3
46 40 9 1.0 9.4 4.3~17.8
PFA 5 20 16 6 0.5 12.3 4.5~26.9
e 26 24 3 0.5 6.4 1.3~18.6
MAC % 83 63 26 1.0 25.7 16.8~37.8
NIIK N0 L 40 26 8 0.3 26.7 11.5~52.6
TRVNLAE & 43 37 18 0.7 25.3 15.0~40.0
77 57 21 1.1 19.2 11.9~29.4
ZefaZs it Ll 37 23 8 0.4 21.0 9.0~41.3
e 40 34 13 0.7 18.3 9.7~31.2
L 63 43 20 0.7 27.6 16.9~42.6
MAC
[EE] ~
eI MO T | 34 20 8 0.3 28.3 12.2~55.7
1 29 23 12 0.4 27.2 14.1~47.7
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A. Perifascicular atrophy (PFAJERES 7, H & E Yeth)

B. AiWNE/NMILE ~DOFREAIR (MAC) OikE  (BURHY T, St C5b-944(4)

C. MHC-classl HUJF D s 10 5 ISR S v 7 7 8L (RS U1 T, T HLA-ABC Yifa)
D. /INIE BRI~/ NE (R A (tubuloreticular profile: TRP(EE - BAFKE)
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X 2. %55+

A. FEBESERHRRMEN ~DV L REROIZ G (U R, H&E Yeth)

B. FEEESEAGARMEP ~D CD8 B LY /R ER DR M (HREEI 7, H1 CD8 Yuth)
C. MHC-classl HUR D IR FBL (BRE0) F, $it HLA-ABC Yuth)

D. FEEESLRRRAEN ~DV L SEROE R 4 (B 1B EE)
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3. ﬂlﬁiﬂ G:?ﬁﬁ@kéﬂéﬁ%ﬁﬁ%ﬂ%ﬁ@?% (SCHK 5 051 i)

_-nmoow_>

FELEFE AR HRAEN ~D VL ERDIZ G (HAEY) F, H&RE Yefa)

. FEEETERRRRAEN ~D CD8 [V ER D214 (HASEI Fr, Hi CD8 Yu(h)

. AR T IR0 B LS rimmed vacuole (A5 Y) T, Gomori-TrichromeZs i)

. rimmed vacuoleN |ZF8H HD L X F GRS Y (Y Fr, Prae 5 Yut)
 EVERRHENICERO BIVD A B IETEREEY) (BHRE )T, $T A B 42 8 g Y fa)

A RRHER I E R o tubulofilaments (757~ BE{EE)
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4. immune-mediated necrotizing myopathy
F721% necrotizing autoimmune myopathy (NAMY 45589 & S35 5 ERALRE AT L

A. B A - BREBNEELTWD (BRI, H&E i)
B. EEWE - FAERRHED LR L TUVADS, MHC-classl HLR O A IaEE F ~DFEELNZ LU
(bt HLA-ABC %:2)
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5. invitro 55 -FHER R A W B bz s B CHURORRE D 71k

s T ¥R SDS-PAGEC [
. ¥t
PRMIRRIS = gpgatkami ™ 0 T vDRECEET
AL
% ’(%
(m] A (m]
Oa L : X £ ° ’i\;l- Yoot |
o A I:Io':' A alTresapy
Toe  BEERGT
INUR AR

[ Y% TIFLy or MDA <7
A proteinG | vt
o0 A ooz

B M 10ul & binding bufferlQ0ub- A LELIRIRE L. FUARERIRE — X% ) n S
BIZDb, Jarv e A F AL TIFL-y FEH £721% MDAS £ H  10pl & buffer 190pl
ZIRALIZbOEPURIKEL, =X/ HURE S L TURIRA RIS ST, BB
FiEEBRELIZDOD, elution buffer SDSH L 7 /LNy 77 —ZIEAL, 7T00CIC TR S
2T, BIEEREIR L. [EIR L7z EiEE2RY T 27UV T IRERGKEI ODL, PVDF A7
NHEFHATOT R DAL TV AN TR E VL -AP ERVE 2 W A RIC
X0, B TF ALE BT DEME AN ROA 2R LT,
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6. Ht TIFL-y Hii& K UL MDAS HiiE Dk

A. PLTIF1y HLik BHT MDAS #iifk
lane ® ® ® lane @ ® ®
150kDa = 150kDa = -
input PLTIFly  IEW input 1 MDA5 i
EAIREN Ctrl EAIREN Ctrl
K A5 I(IRTE) K P45 IIRTE)

A. Bt TIF1y FUiEDRH, B. L MDAS HUiRDHR H

Lane€D M O@: inputs « « o2 iR ICH B e A F AL B (10p) D 10450 1 EDE A
BUKENL 72 0.
Lane2 K U@ : BF MG LA F AL E A& KISSE e PURPUAE G (R Z B L, S HS
VI OEKEL, IREDODL, AN T RTE D -AP CRVE A AV CRER
SNTBEME SR, B TIFLy FUAG Tl 150kDaf UTiZ, T MDAS i
IRBGPEBT Tl 140kDafT AT IZBEME N RSB S LD .
Laned & O'©® : fdt i N Mg 2 AW CIRIBRD SUG AT o 72 5 G 123 S U R IR S L7200,
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7. A B RS

A. fERRHERRE O EOELI (Y, NADH-TR 4ufh)
B. AhfRHERIE N D ZE fa 28 e A
AREE O A I ZEREL TODOR S THD  (BEY A, H&E Yefh)
C. PN/ DR MAC (C5b-9) D EEE (EAEEI A, HT C5b-94:(n)
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8. XIBUEGI D LB T2 A DN FR

1%

= B

m R

w R

m PR s N R

= ZOMDOWNESRZHEE
u SRR

KEDMDNFLRZIER - — kA, BERL, BlAF, NWAFR, BOYENF,
1 7% P 7
KON RZIAL SR, I AR, AR 257
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9. 92 W7 &ML IEIEE RS M oD R R ) 38 e
o0 TN

50

B osvtms s icmk L 20 s nmbl

N T T B R L I e
A

4 &
& 4 u%q,\@/\Q@;’Qf\”wﬁffﬁ('\/{{ KN

S
(&) MR S EHEHZEAGAO% )

AR A B R L L, SIS ST TR B () NS, ERPEIBI A 2 D 1
SRSV SE I (+) BN RS . R o Ui BI1E, TN O B 6 2 7 4 2 3
FE LT AR G, BT 36 L 5 S 20 W7 00 IR P 2 T L
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10. MRS O AT 1 & 0D BE

R DREIE 1 F-LAN O FEVERESES T
50
. B (stage I, 1) ELHAE 23.9%
40 o -
“ AT 63.6%
HEATHE (stagelll, V) ETHIARE  12.5%
30

TR

FE KKK KK KKK S KKK KK KK KKK
N - A\ AN S ANV ARN N A A N AN\ A~ RN
\é& Of\ N N S SN G N Qf 7),\'\»‘?% <§>f N N N N \é&
(=) FEPERRIE AN AT R EMEGDESHLO%R 4

SRR & 2% O IRE ] I BEEE L, i 28 2 W RE D BEVE RIS HET T (stage 70 %8) & I X1
7=b0D. fHRZWIRIE 1 FEINICEMIRE N2 W SIVIER] ClE, EIEEE O 63.6% 708
IR ThH-oT-.
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11 FHRBE A DU BRSO iR A% 5

H C16 |
fili C33-C34 D021-D022)
L5 C50 D05 |
KM C18-C20,0010-D012
HEYLSE C81-C85, Ct |
BRI C64-C6E |
s tFE C67,009( |
fA7E C15,D00: |
M- MHgE C00-C14 |
-5 C53-C55D06 |
il c22 | ~
EREE C73 u R W EE R~
PR C56 | LR )
JRgE- I C23-C24 | DERIELN

— !
FIip C91-C95 |F====
—!
—!

m RS IR AN

BINZAR C61 |5
i C43-C44 D030-D049|"
Z At

B O

0 5 10 15 20

XM Mol 2, IR 1, + 4805 1, HTRR L, AR

12. £ HFLIEREIE O MM

2.7%
2.0%

6.1%

= s
yoEAN s
= %17 LB
® iU S F
= IR
= Z 0t

= KB

XD IS 1, FRIRAR L 1, SRR R s 1, AR 1
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X 13. T TIF1- vy U B A e BE T A7 25 0D #7579 FRRE A 14

A-B. 425 2ot - FUpE A OFE B e B0 A
AFRAERI I E (22 ha b &2 780 5 (BAE B 7, H&E Yuth) . HEIZZEfa oyt K.
72 b2 78D 2 W FHE O UL O /NI E ITHIE MAC DY A FR 8 5 (RS BT,
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