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B fize (DM) T BIIAEIR Td £ MLl CK B0/ R T 2 R < BE

N %o Aaw LTI, IE CK IEH TR KT 275978 & g RSB MR S

ik (SIDM) & FEON, BRIRIVIS K QYR B IRAT 21T - 7o, e i AERESIZ 3

W, SIDM /X DM @ 17%% 58 7-, SIDM [ZERGIEM: & EihJe (ADM) & [6]

LOMiE CK fE, HUEEGHK (cDM) ERZEOH VKN ER Lz, MiEH

CHUADIRNT TlX. BT MDAS HUfE (53%) &HT TIFI-.vHiik (23%) 2 K¥% 5

D, cDM DA MG CHiRk 7 a7 7 A4 L & B > T~ SIDM 135 MDAS

PUR LT TIFIyHUA TRES T DN KRB TH D Z L 2H LN LT,
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ADM = amyopathic dermatomyositis, 7 JiE M B & i 4%

ARS = aminoacyl transfer RNA synthetase

CADM = clinically amyopathic dermatomyositis. i AR 1 M 579 JiE 14 52 & 5 2%

cDM = classical dermatomyositis, 5 B FZ G 54

CK = creatine kinase, 7 L' 7 F o FF—F

DM = dermatomyositis, F J& %%

ENMC = European Neuromuscular Center

EULAR/ACR = European League Against Rheumatism/American College of

Rheumatology

H & E = Hematoxylin-Eosin

HDM = hypomyopathic dermatomyositis, 5 %iE M K2 J& 7 7%

IMACS = International Myositis Assessment and Clinical Studies Group

IMCCP = International Myositis Classification Criteria Project

MAC = membrane attack complex

MDAS = melanoma differentiation-associated gene 5



MHC = major histocompatibility complex

MMT = manual muscle testing, T/ /17 A b

MRC = Medical Research Council

MXA = myxovirus resistance protein A, I 7 Y U A L ARFLEAHE A

NADH-TR = NADH-tetrazolium reductase

NSE = non-specific esterase

NXP2 = nuclear matrix protein 2

PFA = perifascicular atrophy., % J& 55 24

PRMDM = premyopathic dermatomyositis, Hij fifi i 14 K J& i 4%

SAE = small ubiquitin-like modifier activating enzyme

SIDM = serologically inactive dermatomyositis, IfIL{E A FETE B 52 JE ) 2%

TIF1-y = transcriptional intermediary factor 1y

TRP = tubuloreticular profile, /NEfRE ALK
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1 AL Es LT F o —8

1959 4£|{Z Okinaka HIZ XV IfliF 2 L7 F % F—E (creatine kinase, CK)
NFRBIZBOW R bENZ~—I—THDZ LWL LR L LIk
KIZFEEDA 7 V—=v Tl LTRSS HWHNTWD, CKIZZ>D
Tazmy M5 T EEROEAETHY, 2OV T 2=y MIIE B: ML,
RO 2R H D120, ZOMAEOEIZL - T3 ffEHD CK (MM, BB,
MB) 37 A VHA hE UTEL, BIMHTIE MM BB EASNS %, AN
RO AR DMEE S U5 & fyE CK 72 & OfREESE X1 R~ S 4, g CK @
ERELTHRIHENS S, LinL, FiEBTHo THIMGE CK ST LY EFT
DT, Bl LT, IEERARER R~ ) VI 4T oxT A
RIANF =D L 5 R EBRTIEH NI TR H 5126 b & 31l CK A IEH
FLFKRTZRLY B, £, DRBIOBAKEH K., BEEE KL

RIEMERE A TS MIE CK 28 EA-EFITH IR T 2R 3IEFIAF HAL TV D

bbb, BEIEL AT TWAIE CK ICLAEBRD A7 ) —= 7



BETE, EOFBREBEITARSNLIANDE D 5, MIF CK AIEH & 5 WIHME T

B R B D FEA 72 i BERE T 1B & 0 TR,

I{F CK & MK & OB 2 B4 5 72 012id, 725 << R CREA

FEOPIZBW TR T OLEND D LB R, T TR, AT T

WD Db SERRNS S o SRRERIE R B R &R R R OB

THIEIZLIZ,

Vi)

2 ZJE

it

<K

B RN R R MERIEVER IR BB ENDWRE T /NE E AN DT TH 5

B

AU, FIER & U I RSO MR T &2 232 20 JRIRIEA ., ek

FEBOFTCHLHEOEVEBRTHY 3, 3 —no v L fazk LEMZE TIE 31%

(=949/3067) Z 5L TH D, BADEHEOEMREEICEEND, KBIC

(T, BIRBRICEREEZ (E o IO REB MO~ A b e =75 FHREEHHFROR

HANINIE LTHEY BB S LTy bu iz, RS

MDONSHNS LTCRLBEE LTy b a8, E0 620N TORLBEL V

. B O EISERICT TOREBRILY g — /UEEN IR RE & LT b,

Z O TS BN ITALBEC R O ORIE &8 5 BB 2, SR, SRR LI



HLEBW D M, TOIENOAMER L LT, BEMEM%R & EIEER O A G 6
., EMTPREELATDEOEEMBELE LT 50,

FESRAGICIE, 1863 40D Wagner®, 1887 4E® Jackson’ DR ITIAE D . 1887
AL Unverricht & 723 1 651 H OFIRE 2 L7z ', 2 O STHERIC R 72 8% 23 5o L
THY ., 29 A EOATEIT, StERE THUBGIA BN O KT & ik 258
O, 1 ERZICHR & U OERE, Zh DIEEN, BEmEE AL R0 b H A
Iz LIIRIBEPH O RZ 2780, ZN b A RZITIE S B ITHE T REE MR
P, BRBEOEBIZ TR AR TIHT L7z, 18914, S HIZ2HIH %
Unverricht 2384 L. #]® T Dermatomyositis (DM) &4 L7= ", &322
JWETH Y | BHNL - T EFERRFHIR W ZR Snehho7-, L., 1975 4F
|~ Bohan & Peter 28 [EFEAOA2 Wi HER RHR L P, BIEIZT THIA Vb h
TW5h, ZOREIEFICHF SN TEY, WWEBOFECTREHKE
B Z LM TE D, T, EREHEICH D IMTE CK R R RF R A
RTIEH WAL, MiE CK X LA L TWuRTEEhiEZ 98 < K L T\ 5 — 5T,

g OIETHI T b Ml CKIXIER A2 77 2 IR & LTambhTini B



1975 FELIRE, B & I RAEVER IR B OZWIEERIRIB S TV 5, BE,

RODIIL, MRENEL BEUHEL. £ L CRJERH EEEOZIFER R #ED 50

2. FNFERARFLE S TER SN HENGFET S 57, MRIZIZ U &

T oMWA., SHEERPT RN R L € LCIiE B Oiuil (Fh2e4s

BHUR) Te ERRAx RIEERHR T 6N TWD, EFEOHRTIL, HRfETE L

BRIR$ KON B HOPT L & CHRVBIRIED & 5 Z L BHI BT o 72 B,

iy

HEME P I8 10 2 18 B PR O IERERRENLIH S TRV, g H e fukic

L VRHET D L5 B WIEEOSET bIB S TND %,

SITAE BT RR 26 D T0% L E IR 6 s BT BN & 725 2 L M S5 22,

f

HHAGIZIE, BT Jo-1 PURD SRR THPEIC 2 D Z S I3m BTz o, BRIC R

J& A RN RPN BT 2 Fu/k & LT, 1 TIF1-yHU{K (transcriptional intermediary

factor 1 y) . $T MDAS $if& (melanoma differentiationeassociated gene 5) . Ht Mi-2

PURN L <E B 2016 45 10 A £V 205 3 HFURDAIR TIIARBRINHEHR A &

72T, EDIED, BRI TILPL SAE 4K (small ubiquitin-like modifier activating

enzyme) . PL NXP2 HifK (nuclear matrix protein 2) 23IZFHIE L 725 2 & TH AN

s PP, IS UM bR A i iE H CAUROBFENBEEI TR TH D |
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i

I3 B EHk & Z ORI EICOWTE L O (F D), REHEOEAL L
T, WHAEE BT H D IERICZ LW BRIR A BE 5 P R S 545 (clinically

amyopathic dermatomyositis, CADM) 234 S412 P72 & Kk OEER B O
KD b BN D KD IZ72 > TV D, ERIRAVEFIEMERE % (CADM) Ti,

HT MDAS HUA DS @B T BPEIC 22 5 2 L3 b . F 728 TIFlHik Y, #

il

L CTHEIZHL Jo-1 HLiR ** P SAE HLik ! 72 EOHUR L IEIC /e 5 Z L VI b T
W5,

B OREE E LT, i AT A T 2 205 10 JBIT 7 D Rk
MEDAME « ZEMa &~ 9 K O 72 B IO ZEAME  (perifascicular atrophy, PFA) <0,
5 PN/ LS ~DFfIA  (complement membrane attack complex, MAC) L3573 &0
LITHRY | EMHERENEL Lo mfiEM RIS X D B FREEDE Z BT
%Y, WP IR A BT 2 Mg B OPUR L L CHL TIFI PR M b T g
N Zofth, RIEHRTITIRA U F—T a0 U HNFREICEEREE Z LT\ D
TERELNTEY S IR =Tz Lo THEESNLIEAE D&
THDHIV7 Y UAINVAEPIERE A (myxovirus resistance protein A, MxA) 735

HELLE O FFHIETS 1 Tld e < ik R T b M e S5 7
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3 ISR R OBMEIEEYE & i CK. f R

B &R ARSI D AIER ORI IV T, IfiE CK B5A & 55 K F 233k %
WCHETHLN, SFEFTOREEOPIIHMHEANED LI ITHAAENLTNDD
D LT ICHRET Lc, 2018 FEBUIEIZNT T, KRk 72 B 2k D2 W B YEDMEAE
T 5, BERAFMMRA LRI Z & ® 72 Bohan & Peter D FLYE 12 35631 5 |
B2 JEAHE Sontheimer 2MEVE L 7= JEHE 1 (2006 4F) . AFROIEABHFIEHEIC L 5 R
B « ZRBROGETRWEERE (2015 4E) . BB 119th European
Neuromuscular Center (ENMC, 2004 4F) OEFET—7 > a v 7 OHUAE B
i EF 2 HLs & 72 o 72 European League Against Rheumatism/American College of
Rheumatology (EULAR/ACR. 2017 4F) DMEHE 255 L LT,

£, WA TH S Bohan & Peter DBWTHEHE « 34 12 (£ 2) THDHN,
BEARTE HICN X CRWEA & LT, #AMES R~V Ad he—7%, 2y
hw E) AwzEE L (1) EEITHED URGIALAR  ZEES I A 0 R4 o 5 T4
T, Q) BREG CRMMEDRIE, AR, HAE. Fih. KNARFRB X ORIEM
R OLEE, (3) M CK 72 E O RMERESE O L5 (4) #HHEXIPT A Tt

224l (ZZEFRF D fibrillation, FEEINAGRFOKIZNE, short duration, ZHAPEIKTE) |
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EEND, T 4HABMETHIIE THEFRLRBEHK) Led08, 3HABME

T IREEBHREEZLND D] LB, X9 LbIMiE CK ERF 721357

IR MELIEINZ, 0., MEEBRETHIIXZDRRD TiEZu,

RIZ. Sontheimer 3HEME U 7=, FEIRAIICILIE CK fE & /5 1K T 23 Fa L eI

K& M S AT BRIR R BEFREPER E R & (CADM) D43HE P Iz DWW TRT (R

3). £9. EFHEMEEET S (amyopathic dermatomyositis, ADM) %, HHAY

Bz L6 » HLL MG CK 5 & KT 2 72 i AR e R 75 2

(hypomyopathic dermatomyositis, HDM) 1% 6 » H UL EEGIREIIZBY & 272 75 11K

TZIRS72VS, Mg CK B fidEXAT R, MRI 72 & TR TR 25890 % 6

D 2 BERE L O TRRIRAVEREME R %% (CADM) L EFR L7z, 7272

L. 2067 HEWH)HMORIIFTEEN TRV, T2, RBHENS 6 #

A AN OJEFI X AT EER JE 52 (premyopathic dermatomyositis, PRMDM) &

LIFEIN D, ZOEEIIEEHR ORI 2oL L, BIRGDILHAY Z2oR

LI RAEHR TH -~ 7,

Z LT, AIEICEBWTIE, 1992 {ED BT L 5 RRIEfd « 50

ROUETZW EEHEIC BT, B D Bohan & Peter D EHEIZ N 2 . LG FHIMRE

13



AT (CRP L5 ik i, $TJo-1 PUiRGE7R &) CHBAIER (R M.

BAERELR) 2SZMEE ST b, 2015 BT, SEDEABIEIIC X 5 R )E

9% - 22 HE R DLW EN UG S, BAHIEMEREHRPINZ bt (£ 4),

P B A AR LIV B2 23800 2 IS FRER 2 R S 97, B BESEAOT L

NGB RICEET 2bDLERINTND, ZOERETIE, HAREZE (~

VA M=%, dy brrEg, Sy bunsflErko 55 1HAUE) 20H

EL, BODBRBIORHEEESHBAD Y L 4HBU LAwHI-THLOE [/

JEfhde] & LTWb, DFV | JEAEAMHIEINT L DEEHK - ZRHKRD

T

I

p=n

AETHLT L HIME CK ERAEIIMH MR TALE L TSR0,

12, Fea RNENE ST 5 2004 4£0 119th ENMC O % 16 7%

15 TR % BRI IRIEYE & 97 2 23 1l CK _EFIAEE & L THET 6T

W (R 5), DED . AR EE 2 A LSO BT AL A ERLO M KT

ZARTIEBNZ BT, iR FfE C PFA 236 DER 2 [HeFH] (definite DM) |

& L. FIREMER T PFA WA TH, R imeiar & (5 /IR 12

BT D MAC PR, ME DR 5 8D & & T HEERFE AL BRHERR D major

histocompatibility complex class I (MHC-I) YetaPhETidE, & HICE FHAMEBIHIZIC
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BT N EIAE O tubuloreticular profile: TRP AT 7). £ 7-13ufiE CK L&, F
T B AT L 2 v 72 I T TR 545 (probable DM) | L 2D (£ 6),
o, EFIEMEIEHK (ADM) HEFRSNLTWDA, ME CK IEF ) Oft R
IR T HRBD T, ZOIED AR KO EERN S b REHR ZRET
LR ZRDIRNE SN D,

w412, EULAR/ACR DB EEEDET 72 ICHEME S 41, International Myositis
Assessment and Clinical Studies Group (IMACS) M7 fHR O LU 2 Wik
£ International Myositis Classification Criteria Project (IMCCP) F8# S 172 (& 7).
BT (CERR) ORI IT T, F2BEE O R a7 ka7, BERE D
DM ENE L B RIE ARG LAb L, ZoRETH, IWRNEZ RSV |
BZWHEE OGEA a7 X TREH% (DM) ] LI, Mg CK
ERERIIHBAAERTRLT L BE LTSRN,

VI EDRDZMEEZ RS D & BB R OBRIKZETICHS W T, fiE CK k
FAETIEH MR TILLEEE TIER<, ZADERDRVER b RFHK & L

THHAEETH D,
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4 IMiE CK IEH O R E %

1975 #£1Z Krain & * 233E CK IE# O KR OFIEE R L. 1975 412
Devere & Bradley" 2 AIEPERGRE 118 HlHIZIMIE CK EH B 36%% H6d 5 =
& &R Uiz, 1977 421213 Bohan & Peter 1Z K D 4.3% (=7/153) 1LifLiE CK iE
HThoZ La@mE L, ZOFITHINMETEZRT K O 22 EEIRAVAEEEZ =~ 3 E 5]
[ZOWTHRR LTV 5 M, 1986 4E1C Fudman & 723 38 100 #5212\ TL 7
FNZ BN TR R VR T2 A3 2250 CK IZIEF Tholz L iE Lo
HEBIZED T FNIMEMERM RSB AL TR, PRARETLTY

M INLOWEICLY | HAE T E R T HIEE O K EHRICHED ST
1. CK 23 IEH Td DR HILD L DI/ o727,

Mg CK LA IR T & 2 SR W EHRITZE OMEE L, KIERD D O
HERHFLTH D, 1991 412 Euwer H A3 MLIE CK IEH O EJERG 7% 6 Bl OV Tii
H L. BB ODR &b 2 FER OBV TR b BART A L b
FRREIR SRR S 7R WEFN DWW TRET L T D ¥, 2 b OFER] Tl
BOHBEANRONTRIBEF CHo7mE LT D, £/, 2002 41T el-Azhary™

OlE, FIEMZ 746 B0 5 b i PR TH D ek 2 K < 37 Bl DWW T 3o
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ORI LT (8, HF1FHITARMHIMET b2 <ME CK bIEH TH S

B (2737 41)) . %2 BRI B RHF K T 2580 72V N i CK E 7 & Ry i

TR ZFRBDDRE (537 41]), 53 FHIARTAIM KT 25880 525k CK fi7e £

AT ANIES THLEE 5376 THDH, &<ITFEIFIZHOVTIE, 1~74

ORBBIE I MG CK EFIZ2WE L, Bt s Lz, 2002 4RI EFR

% Sontheimer’” & AMALIE CK IEH GO H T, f 71K T 23 22\ M3 4 B R ) M A

R JEJe (CADM) & L TOMIESITAHRBE L=, 2006 412 Gerami'® & 2% 19

F[®# 291 BIOIEFIRE %2 tic, IEHWL Ea—%25E L2, ZTOH T, KA

IEPER 7% (CADM) ZEF% L, BEAEMAETR R (ADM) $ L OEFHE

PERZRE 7% (HDM) (Z3WVMARZ D3 HEL% 6 - H LA oo fEa H I ek o JE

Bl & ERE Uiz, BRIRAOIEFSAEMER B/ (CADM) DBHEE L LTid, BEMR

D 20% & HWEINTNWA OB F-Me—DHEMAN— AW Tl SRR D 20%

(6/29 f51]) D3RR AVEEFEMER G2 (CADM) L FE SN0, DI To

i

Bt Th 5, UL, EREEORERNC L 5BIRAL T ANEL S HDT,

EHEZRFM & 13X T LB E 2720,
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ERom@ by | ifiE CK IEH DR &R TIX, i 71K T % {70 A REPE R
G55 (ADM) ORFNIZ L RENTWE —H T, BIET 209 KSR O
W TR T 2 255 BEHTI 2R STV n,

5 ILiE CK IEH O R Hi7¢ & 1Lig B CHURIZ SV T

13 CK IEH O R EH2IZ 3T 2 MiE B CHURIZ OV COREER ZeiiahE
PRVNIR, BRIRAEEIENE R G 2 (CADM) ICRWTHER 228N H 5 2, 1
FEMERZ G ¢ (ADM) Tiihi MDAS HUASCHL TIFI4 PR R S b = &
L <H BTN D 2, BRI A SRR IE L B A5 2% (CADM) Tl 13~65% THi MDAS
FURDBIE & 720 213839 7251 TIF1vHiA S 10% Ttk & 72 % ¥, L ARS HT
& (aminoacyl transfer RNA synthetase) DO¥RE HFEICH 0 | A A BEFHIE M R E
e (CADM) @ 8% THL Jo-1 LA TH 2 . S BITHL SAE Hilk b Fisle
BEAEME G/ (ADM) Tt & 7222 21 B Mi-2 HUiiL, BRSO 2
~45% Ttk & 72 208 WELA R JE ATk DERRG 2 LD 2 & 3% < | BRIRIIHER)
JEVER &2 (CADM) TO#E A2,

HUTIF Ly FUAIZ. R A ERR R D T~31% THE & 72 2 21, Fr|C BRI R

R RICIB W CEBEE IS & 72 29U TH 2 2%, Tl CK IRk~ 7o fE % &
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L9V, IfiE CK BNIER ThHho726bis S Tund Y, RS AICIE PFA

R NE/INMILE ~D MAC L& 72 & BB E T R DR Elg & 2525 %, — 5 T,

BT TIF -y FUAIZ/ N RS K D 20~30% TH ML SN DA, /NE ClrdEm:E

B B0 2 MiE CKAISEEBIIREZ R~ LEWRGEZ S +,

L MDAS FLRIZR A2 E T2 D 10~48% THETH Y 2. UIE LITERER

A IEFHREVER E 55 (CADM) ORERBGEZRD Z E N L <mbTns, 140 kDa

DE T ERIETHHUE L L TR I 2, SHSHUREA melanoma

differentiation associated gene5: MDAS, %44 interferon induced with helicase C

domain 1 & ¥|BA L7z **, MDAS IZHIIN T A /L A RNA (&< ICEaLF D

AIVR) B, VT FAGRICED IR, v X —T ca UFEAZHE LY,

HARGIEIC B W CHRE BB ZH - TV 5, HL MDAS BRI R & 7 28 T,

BOEH 22 MU EA TV R R LR < BAET 2 ¥ Z e h . TR THIO~—7

— L LTHHER SN TND, —F T, JT MDAS HUKRGMER & 7 9 DEEARIZIC

DOWTIEEmmN H 0 g CK W IEH TH - 7= DIEHL MDAS HUiKEGE DM D 45%

DB TIHhoT= LT H8E Y, BIREGIEMZ SRR (CADM) D 13%0D )

T MDAS HUREENE Y 72 &, [RHURB R O BRI AR R STV 5, /)
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JRELFAICIR, B A i 2 HEAE TS L OV ARRHERT R oS Ml SE g 7 &

OFFRIZZ LI EThambns 4,

6 ILiF CK 1EH O B i 28 D i PRI S\ T

I E Tl CK IEH O RS DIREEIZ S\ TIIIE & A Sl 7

VN, 2009 4E. Nozaki & ¥ 25M7E CK IEF R (RIEHR b ETe) 1B\ T, I

HT7/WVRT—BEFEZFEDD 1268055 50% (6/12 1)) THJMET 2789, 1

6 CK IEF R OB oMh & L TligE7 /v BT —BHEOA Atz =R LT,

F 7oA ELAOICIR. A RENOES A2 Hl & U 7o FEEESE AR AR AERE o> MHC-T Y& 4

P, O RIE SRS 285 LT\ b, X512, Casciola-Rosen & *° 3,

Mi% CK EH CTiE7 /v K7 —€ LAZ2ET 5MEEOHE#T & LT IHH

HERHEDEE D RTREM: 2R L7=, 2015 4F, El-Dokla & ' & [ PR [ 35 55 i 14 e

J&#H 25 (CADM) TRIEMER BB A RR T 210 ' Td 2 FEBEIEAHRHER F

O MHC-1 Yeta % a4 L 7=,

7 IR TR A ST

N3

Rk O@ Y | A IX R SR ISR 72 2 0 L 0 3o, g CK

AR ME TR EOBIERE 2T 56, UL, BIRIGOIEN Y ™ mbn5 k9
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(2720 BEAEMER R (ADM) 7 EHIARHEC & 2 FHEIR & K < B

ROBEDPHRNTND B iHROEBMEO~—— L L THHTH 5 MLl CK°

PIEFIZHBED O FTHETIEOH MR T2 2T 5 EHR bHRESNL TN D

SIS, ) 5 R BIORIERIF IOV C B O RHVED , £ 2 TRk

%, ZORBRICHE R L, G FRIIEEENIMEE R 2% (serologically inactive DM,

SIDM) ERESZ B2 L7z, A RZERRA (classical DM, ¢cDM) . RBE#H & o> M

FRAEVER G2 (ADM) | RFARAEVER & A 9¢ (HDM) & 8T, BUE MR £ 1L

HCKB L OB IME T D2 OOBFE TS LTZARECOETHZ LN TE

eI AN T (K1),

8  ARETOEEIS L UG SCORERL

13 CK & i MK T 23RS 2 g AR HETE BB 5 ¢ (SIDM) (220

T, Rk iE eI T e <. ARERET b e STy, ER B, MmiEFm

INEEMER R (SIDM) 135 MR T 08 & 2 s CEFEMER EH % (ADM) &

(TF2 0 g CKIER &) UTHIMEIEER K (cDM) &38R 5, ik

SFHIPEHEEIER S % (SIDM) & BEFAEME R K (ADM) R0 i) BERE il 7%

(cDM) ¢t#T 2 L2k, MECKMEEHIET EDEZ R HE 2 &

21



ExTe. FloFhxld, MIGEFROIEEMEREH 2% (SIDM) Tidifig CK 23 EH
TdH 5 Z & THIEROAEDHW 2N ERIRANICIEIZ R D Z LN E W 2 & 2k
LT\,

IS ORMBEREZRE 2, Fa TMEARIEEEMREH K (SIDM) (254&

H L. ERKRI X OW N B AT 21T > T,
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B2 i ¢ D i BREOBRIREORF & U THBIEIR 23 8 0 | A THE D UG AL AL

B AR . BESE R O mAPEDO T IYF CK 72 E O RIERER O L5 % 2

T2 2 BRI, BRER RIS D FER OFHEIC IR (Ml CK) &t

F/ 717 A (manual muscle testing, MMT) 23 FEIZHWHILTWD, Ll

WA RE 2 29 512 b B 697 fiE CK LA KU /MR T 2 fED e B

FHAR DRV THEE S, R R OERRBOIRN Y 23R &z 2, Ml CK

EFRCH AR T 2R BIEHR L, TMAREHA KT 22 L2k y, M

TH CK LASCH KT OB 2 S TE S AMREMEN H 5, £z, Mk

CK LR NI T % K < RS2 TIReH BRI A & Vo - AR

NS NDBNNRH Y . BWOBENCRRZ ~272 08 D RN et S h 5,

AR O 190 EATHER R T 278 L7223 B IfLiE CK AN IEH T L BF MK

Z e I TG FROIETEB MR R 5 (SIDM) L MESZ & & Lz, MEORE L

OFE B A 21T MIE CK & MR TIZ R VMSZ L2 4 BRSO B CE D L ER T

(I 1), ABECIFHT S SIDM 1%, 4 FIZ AT RIS & OV By
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R O e R 72 REHIAT DI Ty,

H

o2 1B AEIEBNZ I 1T D BE R 2 a4 & LT, g CK &R

HIF R T O Z i & B, SR E 4 SDOMSL LRI T bl d LG %

NTCTz, D9 6, ME CK IEF 2 SR 1K T 27290 5 SIDM DR RIE

KO B 2 T 55, S 512, SIDM % ADM X° ¢cDM & i35 Z &

12X V. SIDM OB SO ZTED 5 L R, REfHKICBIT A IME CK

LR MR OB 0 BAR & 72 D IR IS KON B R RORE 21T O 2 &

ZHPE LT,

Ji ik

1 X%

AIRFNZ BT DIEGIOFIRTTIEIZ DN TE 7 e —F vy — TRt (K2),

2000 4= 5 H~2017 4F 2 H o#IfiC, BRI EZ 2 2 L (LT, ARt

DODM &3 2%) MEMERIT L, SRS TR B RORHE 2 3 22 o 72 18

i h B e 294 JER 2R L, &I HRIBRIBMITZE 21T - 72, BRI RS 2 2

LIZEBI & 13, ~U A be =755, BORIEO V #lk, %REH»HEIC
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MWTTOY a—V#fE, Ty barEg, 2y boa e (FOREEE) o9

b, WIFNDORIB E R #RE U THEGE TE 2ER & L7z, AR T, K

BRI B ERIRER ORI ILAE L LT, 2004 4ED 119th ENMC D EES Y —

7 vay T TTIRBENTREH R OBEERE (F5,6) 2RI Lz, RBZWHE

HWETIEIME CK _FRIEEERADEIREYEIZNEEH TIERWZ &G, 1fifE CK IE

HHl S5O TREEINEIT o7, £io, R2WrEEEO BT E % (ADM)

DHEHEZBRT D & 10 Mg CK _EFA-CMFE AN K T IXE R SEIUL IS Eh

TWARNWZ EnD ., MR IE T 2RO R0 GG 07, £-. HRFEEZk

DOFERIIABEF OIEFRIUITE O oo, DFED | KIGMAEZRET 5

JRELET R OA IR DO, RIS L L TEmICE D, b Bk A

fi T L W95 2 A3 5 DM 294 JEFIC BT, i CK E-Pih MK T 72 &

DIRFRATE WA A-53 72 AEB 17 B, FRIKEZWRE 29 TS mfil Al 2 &b S h

TWIZAER] (FF5EM) 6 Bl zBrE . FIER2Ki o DM 271 JEGI &2 %5 & LIRES9 %

NP DY

FREDRMREEHRIEGNZ S E | 1fiF CK L5 & KT OFEEIZ L - Tl

SNLTZABEA~GHTE D AT (K1),
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1) dHARZER % DM (Mg CK EFA-. M iR TA D)

2) IMIEFFEEEIME R SIDM (g CK 1E% ., M1k TFHY)

3) MEFIEMER S ADM (i CK IEH ., i 1K THEL)

4) EAIENER % HDM (I CK _E&F-, IR TFHEL)

KEHTOHFETHU - ADM, HDM O EFIX. Sontheimer D [ A FY HE 5 iE

MRz &2 (CADM) OHAEL THWS N EFE & 1T 72 5, Sontheimer D5

Wi, EAENER SR (ADM ITHRY) (3SR EIE 2459 2 23 BB B

56 7 AU EICIEY MiF CK EF-HF KT b DRG], ARFAENER & 75 7%

(HDM (ZFHY) 13V 292 28 LA T A (Mg CK. #H5&EKX. MRI) @

R 22T DRRBHEND 6 7 AL EICEY HAK T2 b2 nple LTk

V. BB 6 r AUEL WS BIEBIFZRIT TWD, UL, BIRIC

% B DA THERV TR 2 & 6 0F L 5 2 SEIEREROB % (ADM) %

6 7 AR TBIZ T 2 LW O RIUTHEN TII 72 < £BB B b MIRAIC

BRI NI & UTHESEMEDRZ Lz B2 HELD B OIS B o &8

EHNCEZDZ EHTEDLEEND P, ABRFHIBW TS, 6 » AL EE WO B
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SN EIRTEHR L LTL T LuEONRD -7/  AEHIR TS ADM B

L OVHDM O EFR TIE, BB 23T 2o T-,

MiEF CK 1.8 REFFFEd L OV 12 TR 2B L7z 271 SEBNZ DUV T,

SHROMIT CK I (R9) IR Labt, EROASELHN LT,

LRI TR TS DWW T, AR BHE 721305 DRIl B 2 L 7z ERHE Y I

DZEFT 22 L, MMT T Medical Research Council (MRC) A4~ — /LT 4+

UT Lo EEZME T EROLGEICH MR TR L6 & e LT,

2 fmEm

PR 2 T2 IRB ORI OfFI - I6FEOBRFEICB T 205, T4 H 2

SR BT BT 2 i o B CHURO#AT) 2179 2 LoV T, aiERFE

B BEARNLY EmTHTE Y W8 EIERRRFER B E S TR T 72

RHESIHAZ AR CRRE BT S,

3 BRGSO

AR BRI A ST BRI~ U — | AR~ ) — 36 K ONRIR T

Y— b 22U, BHRICHERERREZIT > 7o, BmBIRIE, (75008

IR OHEL (FIET. B5. B, fdm. PRICE . e T IREER R &) 72
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LA A ETOMIME Lc, eIz T 2 k&7 — Z 1%, 2WReaE
AT ML CK B3R L OMLIE T )V F 7 — B2~ o ARE omER il S T
WAE . IRIEATChHIVUTAREITE L2 RN L7z, i /15HEIEL, MRC A7 —/L
ZAWT, f/MET2 T72 L) = WU ~TTS5, T = DU RRFEE AL
T4+LL b, THEERE) = RO FREEIA T 4-LLE, TEE) = ko ERFEER
ALT3+LAT & Lo, ARETIE, BEE A I L O O /112 >\ TR A
ITOINTWDIERIN 3 TRN-T=720, FHEIZE O R -T2, MOFHIEIR &
LT, M. WETREEOFEZME Lz, SOMEICOWTIE, BEVEES I XEEH
BHEN O, FHRBWIRE DO FI: 3 4 AN I IR O3 R & S 7= iEfil & LTz,
VR PERT A TR 26 2, iR L o 77 38 KOV CT M2 iR ¢ &
L1 U, BT E NG R IERIER B D 1 4 H LN O | THY
AT R TE o0& Uiz, HiRUSNADBIEIRIZ, 2 7~ h—7F X,
Ve — 7 U UEERE, FREUE. IR G MR G AELRN 2 R LT,
4 RSO ERE RS KO ETE

TR - (R« Y@ IBIZ OV TIEBEREE Y Th 2 7, T _Toffkk

KIZHOWT, ARGITET a7 Ficow, WIKEET1I~2 00T THSITH
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HUT=A R U NTREICHRER., -80CHT 4 —7 7 ) —H —CHiE R

L7z WIRTERERCHE 7 ey 7 X0 7 VAR %y MZT10 um EIZHEY) L,

ATA KT T A EIZOH, JREEEZ I EITo T,

Jeth I —F Al LS e e & LT, Hematoxylin-Eosin (H & E) 4%,

modified Gomori trichrome 4%, NADH-Tetrazolium Reductase NADH-TR) 4&{,,

PAS Yiff, non-specific esterase (NSE) Yefaz{7o7c, F£70, fEgta L LTH

HLA-ABC (MHC-I) %&f4. $T C5b-9 4ufa., $1 LCA Yuft, BT CD68 it H1 CDS8

Yets, i CDA s AT o7z, 708, SrEdtalcBR LR Lz — Wik & — i

7~ (3 10),

5 v BRAR AT A

SRS TR 2T o7, K 11IS, SWEPT RO G 1E L O E R

FYECHOWTEEH L7, TN ToRMiIE, 2 AU LX) Zh2nisc L

TR I kol FHEEEB X, V—F SR AN T, BEIER AR MR

MEDAHERS JOMRE, WiJEIRIC DWW THRIEMIEER DA HE & T DL, PFA O

A, FHRRHERIID R PN OO R 20 ZE RS e 0 O A B L 7=, Stk s

29



Yt 2OV T, MHC-1I O FEEEFEAHFRMERE E~D O E A OF M i N

/NI~ C5b-9 DI WIEMEDOF I, ([ZOWTRHME L., HIE L7,

6 EEEAREE

BT BB ST, Ty 2 Bk, SRR, B % TR

ICOWTIEZEESRE D@ Y TH 5 Y, /NILE NI~ /INEIRE AL (TRP) 12

OWTC, NG ILE & 40,000 5 £ TR L., BFF30 KL EBIER L, 1 HFTT

HETRLE B & O 5A TN &l LT,

7 IfiEH PR O

W22 iE CK IE i R IZ BV TH MDA HUiK & 5T TIFIy B3 51 T -

e T HWENHEAIN T, Zo2HRERNET S L L, B

Hoi@y O BEMTE 10 wl & AWV CTRIEILEIEZ AW THIE Lz, KREL<HT

T5OD@RE, (1) VarvFr hvdF oAbz o7 OfER. (2) FURHURR

. (3) S AR DEIN &R, (4) SDS-PAGE T/EBH « PVDF EICHEE., (5) A

N7 R T EVU-AP EREZEZHAWEZEAKI., TH D, Bt MDAS HUiKGHIE

$7C 140 kDa {3, T TIF1-y HURBGHAEF] TR 150 kDa [FTIZER D/ KD

T 2 fed L7z,
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Fo. VareFr VEADOATFRES THDHH Jo-1 i, HL Mi-2 Hik,
BT PL-7 PR, HT PL-12 HLIRD 4 FEEIZ-OUN T, Dot blot #:i2 L W JIE&FT - 7=
305435 (Diarect AG, Freiburg im Breisgau, Germany), =3 b1 —/LIfi{E & iz L
T7ry MRS HERSNTZGEIT, EORAICKT 5 IMIE T OHFULD BT
o5 EHIE LTz, BMEEBNZ DWW T, 2 BILLEDORIEZITV., Bt A fEdd Lo,
8 HERIEHT

717 =Y —Bio> HBIAEEE 1T Fisher’s exact test 2 W CRFRE L, A AR D
LD ZEDOKRE (ZEME) 1L, 15517z PE% Benjamini-Hochberg 7412 X -
THEBEKEDOMIEZIT o7z, £/, ZHEMOEET — # X Mann-Whitney U test
Z . —HEM]IX Steel-Dwass test #1772 (SIDM, ADM, XU cDM), il
TaAT> T PEZFH L, 0.05 K& FHICERE Lz, T X TOREH#

Mrix., #etotr> 7 kR (3.3.3 GUI 1.69 Mavericks build (7328)) % f 7=,
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(SRS
1 EREA A RRRE B O 53 FEIZ DU T

RFHRI GO EFH RN T, 24% (64/271 45]) CILifE CK A3 IEFE T
olz, ED I BFHMETARH Y SIDM & GBS 76X 17% (47/271 61) . #5 7]
T 2372 < ADM &3S 01% 6.3% (17/271 fl) Toho7=, F7=, [ CK
B EA LT 76% (207271 61) D55, KT 25880 cDM LS
Bl 64% (173/271 f5) . 7K T 2372 < HDM & 3RS 72613 13% (34/271
i) Thote, TNHDREFIO S B, MG H CHURHIED ATEE T - 72 251 fil
Z BRI X OVR BRI ET Ox g & LT,
2 SIDM OD&ER B

SIDM DK AF#IZ > &, ADM B LU cDM & L E21T-7- (£ 12), 7
. HDM (ZMLiF CK IEF B L O IME T O™ T & bR WHETH D720
SIDM & iS22 H & LTz,
SIDM & ADM DO LE#E T, IfiLiE CK IZEZRBOHT, EFRE LTHWZMH

1K LIAMC B IR B U TR D e v o 72, — )7 T SIDM & ¢DM D g Tl

R T OB IC TR D 203> 723, SIDM Tl ki -<ome T N #2515
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DE B -7, MiE7 /v K7 —EfEiZ,. SIDM & ADM (23 T cDM & bt

L CAHBEIE > 7223, SIDM ICBW T 37% (14/38 1) TIXILUE(E 7.5 TU/L

LLETH -7, SIDM & ADM B LU cDM D EEZIZIBW T, SOHEICZEITERD

o T,

o, MiE CKISE 2 5 29 21 5K E & L THURIMERETTEIE, 7 v &

L TREBRE, SRR, 2 LTHVEAR SN TS 25, RRH TR

BEBETLHESRE . 5V (BMI <18.5) IZ-2U\C, SIDM & DM TZEIFE O Lo 72,

PLEX D, SIDM % cDM & VCECT 25 1K T 24H L. ADM & [FZ DI

CK AR TR R TH D Z NP LML o T,

3 SIDM OIjEHCCHET 77 7 AL

SIDM.ADM.cDM O IiEB ik 7 e 7 7 A V%K 3 B L OFE 13 12757,

SIDM @ 76%IE$HT MDAS ik (23/43 i, 53%) & 5 W IEPL TIF1vHifk (10/43

il 23%) OWTNLDBEETH -7, £ DIED, Bt Jo-1 HUik & Ht PL-12 Hiik

mEenTn 1 BICHIETH -7,

F1L MDAS $i{KI% ADM TH mHE TR Hiv (8/17 B, 47%) . ¢DM T b Hi

ThHDO BT (15159, 9.4%), WIZHL TIFI-yHLiRIX, DM TlImMHEEIC
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RO BT (50159 i, 31%). ADM Tl Th-o7= 217 1, 12%), i
MDAS HuiE & L TIFI4yHUR D W03 b5 & 72 5 31%, SIDM (76%) & ADM

(58%) TIXEZRORMNST, DM (41%) LH L THEIZENP>T- (p<
0.001), £72. cDM D 14% T b 72 Ht Mi-2 HiLikiL SIDM TIZELEO b
7 (p<0.05)., ¢cDM X SIDM LV 20 H L MEB BT 7 v A VEH
LTV EEZbNI,

LI L. SIDM D ifniE B ik 7 1 7 7 A /LIEH MDAS Hifk & i TIF1-yHiE T
KEDREO HNTEY . FHHTH o7z, LBEOKRFHI DX, BT MDAS Hifk
& HL TIF1yHUED 2 S D1 iE B CHURB NS B UIET 2 7=,

4 P MDAS HUREENE SIDM & $it TIF1-y HUREGME SIDM & O b
T MDAS HUikEEME SIDM  (SIDM-MDAS) & 5T TIF1-yHUiAEE M SIDM
(SIDM-TIF1-y) #ZH#T 2% &, BRIRPFSIZ TR o o7z (R 14), &0F
it & L TIL, SIDM-MDAS IZRE MM % DA PF (p<0.001) . SIDM-TIF1-y/ 54
fEEOADE (p<0.001) DEEIZSE ST,
v BEAHAR 2T ATl (X1 4) . SIDM-MDAS [33E3EF L OV A RRMEC 2%

SEMIAEREICZ LUWIREE (p<0.001) 2ZFEEIZEL <. SIDM-TIF1-yiE 58 B

34



BT 5EEOREEERE (p<0.05). PFA (p<0.05). FHRRHERNE D22zt
(p<0.001) . FHNEY/INMMLAE ~D C5b-9 DIEWZEEM: (p<0.05) BNAEEIZEL R
HHNTE (F15), ZIHOAPHER X OYREEZARHEIIREHR S D5t MDAS #i
IKEPER X O TIF1-.yHUA B DM O 85 % L A8 L TR Y, SIDM 2B\ T
b MLIE B CHUE & S OMHER KOV B ARVRFEA T 5 2 R ST, ik,
AR (BB ICOWTHEEITRD ol
5  BLMDAS HiAEPE SIDM & 5T MDAS HLiABE ADM & cDM & O Lhig

HT MDAS HLiRE51: SIDM (SIDM-MDAS) . ADM (ADM-MDAYS) | 35 & U cDM
(cDM-MDAS) 22O\ CHERRIGIZ OV TRt L7z (3% 16), SIDM-MDAS
& ADM-MDAS5 & D TIRIE CK, &OHEEZ S O i KT ORISR
IRIVFFEIZ 2R D 720 o T2, £72, SIDM-MDAS & cDM-MDAS & @ iz T
AL EBAL DO KT Do Ai &2 &0 T, f KT ORE, S0HEEZ &), Mk
CK LIS ERIRARFRIZ TR O e o Tz,

DA IR BRI DU THERET L7z (3 17), SIDM-MDAS & ADM-MDAS
& DHHEETIX MR L HIZ HE Y TIRRBZMKIZZ L TR O o 7o, 2,

MHC-1 O FEEESEFRRHENE E DO ONE ARG OME 2300, B BESEET 7 ¢/ &
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N BRI A~D TRP & o 7 B i 9% & i3 2 9 BRAG 23 i B BE 138 60 B LTz,
SIDM-MDAS & ¢cDM-MDAS & @i Tl SIDM-MDAS Tt 5 L O A%
HECHBEREEBRERBRICZ LWFHEB (p<0.05) 2 FEICZE LT,
6 Pt TIF1-yHiiRGM: SIDM & HL TIF1yHLRBEME cDM & D LLig
H1 TIF1-yHiABS 1 SIDM  (SIDM-TIF1-y) & #HT TIF1-y HLiREEME cDM

(cDM-TIF1-y) % Feigehiat L7z (35 18) ., it TIF1-y L&k ADM (ADM-TIF1-y)
X2 BIDOHTH T2, 2B E L TRICOFL Lz, BRI VLT,
SIDM-TIF1-y Ti% cDM-TIF1-y & Higt LT, FAED O AR E TOHM N AEICE
W—T (p<0.05), BEMHIKTOLENRFGEICEHLS (p<0.05), FTEELE
DOFFINE T ORREICEITRD e holz, 7eds. WAL O S T D4l
DWTHEZEITRO N7,

B O Lok (3R 19) TiE, MfE L H 12 PFA, 78O HEZEREE 7% (CD4
BEPE D L SERNAE) . FRARMERRRRE N O ZE R Zs e B/ LA~ C5b-9
TG aE & o 7ol U 2 JE T 28 O IR BRI 23558 H AL, SIDM-TIF1-yi&
cDM-TIF1-y & % DJFEG 2R Uiz, 72d. AR (B oW THEZEIT

mL &)iﬁ 73)0 f\-o
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%

Pt

If{F CK _EFLf KT & o T iER 2R3 2 AT U SIEME R R T

HHAICFEO LN LR TH LM, ThbDOFTRLE R REBHRPRE ST

7 SIS s 70 S D BT HEHEAMRIE STV B A8, LR CK

B NORHEI 72 55 2 29 HAERIL, £ Bohan & Peter D2 AL HE « 43

2T TREHALEEZ NS E D], Sontheimer D EEHE ° TIXE LS, K

MOKEAETIL TRFEFZ) F7oix THERIEMER G 2], 119th ENMC ¥ 1 T

V% TR SRR & 72 1012 IEME TR (probable or definite DM) |, EULAR/ACR (2017 4=)

T3 TEEZ DM) ) 2705, Bl W oOZKEHEICHB W T H I)E CK 23

\

EHTh-o THOREHREZEEN D D,

ARECIL, HifAERIERICB T ADMICEB T, 24%IL I jECKIE & &

L7 BEREICBWT Y, R D36%NMIHFCKIER ", # THK D4.3%AH3 L

WCKTE#™, % 7= B M1 % 0 18% K MLIE CKIE 5 At 5 B 11K F 4 5 #his

MO B I D20%70N IR R SENE R B % (CADM) & ¥, &

NTEY ., MIFCKIED A TRIEHRDOHIEIREZ AT ) —=0 735 O13M8 T

1Z72 < BRAT D DI+ TidZeneEZ N5, FABRFHIIBWTIL, cDM
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DAt o FEH B IDM 25 %)1/3 (SIDM 17%. ADM 6.3%. HDM 13%) % 7=, L

L. SIDMSCADM TIIMIECKIER ThHhD Z EMbEHEBEXRCHERE S - 72

(REEPMAE N SR SN D7D, EBEODMIERNZ T 5 I i A DM O SEEE 1

/N S ATV D ATREMERS B 2, BEREIC A 2 L 012, AmEHzB»

THSIDMD37% T MIECKA IER THh > THIMFET Vv K7 —ED EFBFED

biviz, SIDMZERIRRIICEE O Srer. MLIET Vv B 7 —BHEITZHOfigh & LT

FRTHD EBE2BND, o ARG CILIMECKIE % 2 [ Tserologically inactive

ELTH, MiFET IV RT7—F ERAIEZH TS0, serologically hypoactive

ML B EZBND,

AMETIRILFCK & AT DIE T O ORI T — 5 2V C, RS

R TE D LR AL TR, FHEMOFAITLT LR TIER, &

OIZHFHFIEIC K> THO BN BT D ARMENGETE RV, DE D A

,q

I CIZSIDM & ADM % 5 71K FOFETE RIS L7223 i K T ORIz

AWSNDHETFH T A MIBERESEMENZ L < SIDM & ADM O/ ¥E1E

EEIIILT LA TIEAR L (T L AADMIISIDMICE N5 ATREME N 8 5 &

EZEZHNDH, —JF T, SIDMEcDM% MLiECKAE Tor%a L7275, SIDM®D 2 W FL e
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(2 —E OB 2321 T a7z SIDMAMRRE I fiFECK D E5F-%2 % LT
cDMIZEZ Y3 % Al REMEIZ A E CTX 72\, L L, SIDM & cDM OB L O
MK T ORI D 72 Z &5 SIDMIZHICHIHIODM TIX W2 &
MREEND,

WA, IERICB T 513G B Chiikigki~— 1 — & LTHERTH 72
T < BRI X OHHEF RIS b EEICEHD > TWD 2 ERH 5T
S>TEY!2 FEHROBIFEICH TG H Ok 2 L TOlRBNPEETH
%, IMiE B CHURDOBRFCTIESIDMA L IZHFIMDASHUA & FLTIF1-yHiik DWW 91
MR EEFRIZENETH D . DM TIT L D ZEEARFUERIGIEIC e D Z L BRI BN &
72572, PIMDASHUA & BUTIF1-yHUIARIE 2 302 FURE IR A0 8 7 i Rz i 7 %
(CADM) & MG S OF o H I BE R K & OB R < H BTV D08,
MHARE b LV IRWEEREBEZ R L 25 Z EBmbhoodH 5747002 HIMDAS
PO g A B M 75 1 2 A7 2 C U 7 <y B B2 SR 7 2k D BRI AR A 529 2 A3
PG ST, —J5 . PITIF Iy LRl dy B 52 i 2 Tiae < BRI
HEARREVE KB R OERR B % 29 DEFRHE S TVDY, S HIT, /INEKE

15 R DPUTIF 1y GG E BT M CKARME-PEAIEMEGI TH L5 Z L TH R b
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B3 M DRI DB E E 5 T D, ARETH FIMDASHUAILISIDME

L OADM % T S 72 25cDM T b ARSEE I H S 4, BLTIF Ly Pkl

cDMI L OSIDM % HHDMZ K S 7223, FalCADM CTH R S /=, 2 b Dk

R, PIMDASHUR & FITIFIyHUR T A REFIRGB A 2L 9 5 2 & ZEA T,

SIDMX Z OB HFUED JEWERRB 2 I L TWD 2 EDRB STz,

2, Bx 1 TZEHRICBIT A IMIECK ES5-00 K T OJFREBHEF 12 oW T

My H Pk = L IZSIDM & ADM, cDMA 45 Z Lok > T+« 5 2 & %

AT, AN, BRI 5 MiECK LR OREEFEIZ W T, FIZER

AN IMIECK AT ZED H, 51 5 SIDM-MDAS5 & ¢cDM-MDAS5, 72 5 TNC

SIDM-TIF1-y & cDM-TIF1-y % tbik L7z, & 9°SIDM-MDAS5 TlidcDM-MDASIZ ELi

L CHEEER L OHAERMEOFT RIZZ L HREZL 7R )3SIDM-MDAS O Il

ECKIEFH THLZ L LEET 5 EE X bz, —J7 TSIDM-TIFl-y&

cDM-TIF1-y & O Ll CIEA R BRI TGO VT B2 b DR T

TIXMIFCKA EF-I DR ITHA TS e B o,

SIDMIZE T A IMIECKMNIER THHHF L& LT, iEORENSLLLT D2

DAREVEZ 5 2 72, 1 DITMIECKHIER OB TH 5, M ORI AT
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FMIECKRIERICHEL 52 22 L NHMb6NTEY , BETITER LICHER
WAV LILTO DA, Kagen b ORI Tl BE MFICBWCEE 2% T2
FARAE D O IIIF I CKIE RICF B 5 2 2 MK OFFED RIB ST D,
WEIZH D198THFE DR T, MIFCKOMIERIZHEL G52 HRT & LT, AR
DORE, R, AT UVBIRVATA 7R EMBLILTWEDR, 2L OHA
PR -2 HE L C b, B IIE IS ImECK B S-BHl R 1 OFF(ENR & 5 D Tiie
W E BRI TS, SIDMIZEBW T, MIFCKAIE L < #flIIE TE TWZRUVATHE
FIIEZOND, b 9 1OIEE S D Bt ORI ORME TH 2, Casiola-Rosen
HOMFP TIE, Kobd L OIS BT 2 BV T, TR
— B ADOFHmRNAFE BT TTHE L fEdufa T eatEn H 5 — 77T, CKIEBLTE <
etk H RN TW e, FRMECKIEFE 222 ME 7 v KT —8 EROFHREHD
AR BT h . FRCHARME CIZRBROFT A B s -2 L B4
W O T RME O FE TIXMIECK A B LI S WRTREMEZ RIR L T 5,

WA, RFEFR R D7 71K T OFFEREMFFIZ DWW T BRRIVIZHR 1K T 2L
M T SIDM-MDAS & ADM-MDAS % bb#s U 72, JiERZA9IC 1T

SIDM-MDAS5 & ADM-MDASIZ®#E & HITAHREZICiZZ L, EIZR LA
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Motz BERE T, fICEB T DMHC-1IO BRI MEE A b L R 245
L. B MR FIZ 27203 2 ATREMEASRIR STV 5%, Vitadello & DRRFHZ L 2
& MHC-LE/MERA N L AK %7 b LT B LD calreticulin, Grp7533 LY
Grp94 N AR MEN CHBE L TR Y . MHC-IA BRI ELE SN D Z L TIELL
0 1=t2breinot=% /%78 (misfolded proteins) 23/ MEAKTERT 2 &0
IR NEE STV D%, L L, AKFTiL. SIDM-MDA5ST %

ADM-MDAS C & FEEESEABARAERE - OMHC-10 OVE AMEG Ak %78, MHC-10D
FLPTPEREL & i KT & OBEMEI IR TE o7, £72. ADM-TIF1-yi3/b
O L0 ZBEL 720 43 e BREHEI T E 222> 723, SIDM-TIF1-yi

cDM-TIF1-y(ZVEHT % Jm BEAAR RO A 278 0 7o, T K 9 72 W BRFR B L A3
A MR ISR D TREME 2 e L7z, & 612, —M%IZ, PFAFT RITRREE D3R
2 BB 532, SIDM-TIF1-y % [AEEICPFAZ B 7= (60%) 73, MLIECKAE & PFA
e E OBEMENZ LW E xR LTz, 2F 0, ZOPFAHBLIZOWT,

SIDM-TIF1-y{XcDM-TIF1-y & b L THEISRE NS R > 7203, PFAD R < el
T R ECRE 2R HEREORKEREBZ NP0 0 RO RS

BPFAHBLO—KTH D LB 2T,
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AWENIFEWAZE T 5 2 SIDMICE T A IMJECKIEHF 1 L O 1K T o

BFIZOWTOFRBRIETE oy, BRI Z1T S 2 L2k -

TWRBREF OARE BN S TREMED & 5,

ARB ORI Z 7T, HATEFIOLDITTZONTTH 2, FEFIEFUZ S

TIE, BEMEAT O B L0 I BHRASA T ADPMFET S, MIFCKIEH D BF

E

AR TIE, BRI Y B EXSCH AR & 5 > REMRANRS#HS L TND

AREMEN S U . SIDMOBEFE I XIE/ Nl S IV TW B RIREMER B D, T, HRD

BHZ BV TERIIFEENZM N T — L RRZ U2 — RTh D0, MiFHE D

PURIZ X B RIERh R DEEIRZMI BN B S 72> T D — 7T, IWERZIIIS 1k

1\3\%

FOYV Y —=ZAPMBETHEEPELS R TND LR D, AKRHERZIT O

ZENRRERBENELFHl SN TWRWAREME S H 0 | 4%1TFR < iF7E=

& BTk & OEEEZ KT, S BICBREBORZB AT, HRZE 2T

LAOWELMELEEZTWD, £T-. HEGRIIMmLHFETHLPZ, +54572

TEGIE 2R3 5 Z EEE LV, SRITERILFEERSbBL TS b5

TEFIE DOFERZ LT 5, 5 I ARG DAEEIFE TH 2 RIS ONTTH D,

ARBETTCIE, H2DFFEDOK A, 1O MIFCKMM L 2R L T 7evy, SIDM & 43
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S NTIEFIDN 2 IR0 TIIJECK A2 2 LeDMA~BAT 2 Al REME . Wilc

cDMINZERIT X > TMJECKIES & 72 2358 1XcDM ESIDM E S S I25 %45 D

DB TIR DN EiamDRMNEK D, FHoIZ, 7 —FDIEHHOEITHONTTh

%o ARRFHZBIT DIEMIL, 22005570 O OFIREZMHEES TH Y . £

FOREFRIC BT 5 MiFECKIEEER X OZMEOMMTIZ ESW TN L7Z, L

2L IMECKAEEMEEI I MR T v | AR RAIEEHR S BOE Lok

FAIEYERPH 2 VTV D DI TR Th D, £72. BB 2B TH MiFCKHE %

A= LIFF VORI EERIC, BIRREEOE & HAirIse 2B 2 EER

¥ T HISO 15189 (FEARMA =-MmE & W R T DRF E B SR FIH) (T6kih% .

H AR AR AR e = SR8 9™ D s (330 . H ARRIR BT AR A B il 2 23k

JERRET D DI38Miak . TNENHEE TE D, bbAHA, TNHIFH ETHM

BEEOREHRRELETH Y | MIFCKAERNPAEIZRZRD 2 & 2R ET

X7V, AFEEICELS NEXH D EEZ D, MEEEEOR —Z2 IR L2,

FATEOEY . MMTIZR% LICIEANC & 2 BFBREHE CTH 0 | Bl 228 LT

MRENFBHER L Th > THITRIZENAE L 2 57, fHER & X0 K872

DO IE, BEZWNC L 2 BRHEONZL L FBIRT — X7 OMEE L)



f9 %, £lo. ARG TEBH VKT OAEEOFEICEIZ E 0 T, L

L. BRBHEECIEBOBDRIIEENTVS 2, HREFICENT, H

THE TR —BBIE SN DM O BEFEMEENZET b TR BRI

BOWTHHBZRObIITDIATO RETHLHLEXD, £lo, LMD

PFUTHYEOHIW T L E T TRO—EFf L VRS TWD, THREY 6

TR RICET 2PFAHBERNE W Z EXM N D70, ARECIasRt

THEBRBOME (EREZIT TR ICABERITRED TWiew, FiERITER

D—HBOLRELTH D03, FRITHNLZEDNE 2 61 DB DSEI1TAT R OMIRIZ1E

BERBLETHY Y 77 TEFBRZERETE 2 LIEFE 070, HMIC,

fEHAA T 2ATEBZOND, BIRIEEFIEMERLFHR &L W OMERmoND X

21T | MIECKIER & AT IEFENETH 5 LB 2. BEITRICH KT &

AN 5 TTHEM A S 2 5B, WA, REHIAICBY 5 MIECK 7SR

HETOHEZBEF L=, ADMEHDM® e TIijECK F 1>\ T, &5

IZHDM & cDM D Ll T SMK FIZ O W T OB ORI E S, Loy L, HDMIZE

PIMDASTUAR & FLTIFI4HURTE T Tl k7R 7 a7 7 A VEFR DTN, %

DAL OHURIT TN ENDEHB &0 HUiARfE O F S+ 3 ISRET T & 7, BRI
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ERNARLETHS, BEIC, WIFASHRORITIC OV TTh 5, AR

TIEMEFEIZ MG B CHUARIE 21T > Tk 57, HINXP2HLiRIE L OHiSAESLA

THE LT, TS EREHRITHEROICHIT 25k LTHmbLND

1. ENEIURA HARAOHLS K OREHRI BN T20%U F L fiTh 5>,

PURDZIETH > THERNC BV T, RO LG B CHURD RN TV % TRENE

bbb o, Atk FHOMEH CHUEDOFE RS IFRF L7,

ARRET TIISIDMOBFIRE i35 B SR ER ORI 52N L7278,

Z DIFRER T OfEINCIZE S 72 o 72, SIDMIZHLEHIFGLRECH Y | 5% IFHE

IROIEBIOBERERIMNE L EZ 2 5, $£7-. DMEMIFH CHEROBEEIZIB < Mo

TWAH 25, MEH CHUARDIRBIETIC E O X D IZREET 2 0EE B 60T

W, ARFTOREEN S FIMDASHUA & FLTIF1-vHUA &V H 22D i B B hiik

DISIDM DR BERE IR B - T D L HERI S 3, AT ITE B S hik & &

DIF BERE R ~DEA 512 S\ THERH L 7=\,
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AFFHESIDM & IR d6 & QYR BL AT L 7 i KRB ORFI T 5,

SIDMIZHIMDASHUA & HITIF1-yHilk & W 9 KW RG22 A4 5 2o 0 fiEH &

PUAZHE I L. BRI X OYW B2 RIS B CHUAIC L0 FrfDi &

NAHZ L& ERLT, —FH T, SIDMEcDM, ADME D HEIZE VT, MmiECK

EFM KT OFERERE 23 L O BRI LIE R W2 o T,

SIDM|cDM & [F)45 O i IR BEARAR 15 2 717 U720 d . i BRELRR S2 A S FATh o> B 254

ZoRME Ui, ARINL. BEBR OB L URIBATIC B 5 MR E KT 5

HLDOTH D,
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[X3]
1.DM OY 7 % A7

ADM  HDM

(Amyopathic DM) {  (Hypomyopathic DM)

L

SIDM  ¢DM

(Serologically inactive DM) (Classical DM)

EHERY Ak G

=
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[X] 2. DM JiE {51 D8R 51

29401 : FERIRAIZ IR RIS & 52 U ARt T 451

2361+ RS+
1761« BRRTERA 55

A 4

6 : RZWTF IS Il A 5 T

y

27141 : BEIRAE W2
Y y
6401 : I iECKIE & 20741 : IMyECK L5
\4 A\ 4 4
474 : SIDM 17f : ADM 1734 : ¢cDM 344 : HDM
M3ECKIE 5 I.{E CKIE & MIFCK E&- M iEFCK -
HIMETAEDY IS L BIETHEY IR T L
A5« BRAh 1441 : B4k 2451 ¢ BRA:
7 gz L | e L R
A4 A\ 4 A4 A\ 4
435 : SIDM 17 : ADM 15941 : ¢cDM 324 : HDM
MmigH v miEH Y MmigdH v MmigdH v
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3.DM OIfijE H etk 7 e 7 7 A v

MDAS+TIF1-y®D Lk 3.

% P < 0.001 (SIDM vs cDM)
100

90

80 -

70 -
PL-12
60 -
©PL-7
50 -
“Jo-1
40 7 Mi-2
30 " TIF1-g
20 - “ MDAS5
10 -
0 -

SIDM
n=43 n=17 n=159 n=32

3% B CHURMENT TlE, §TMDAS Hitlk (FR) B X UL TIFI4FUL (F) Z0HE
C. SIDM L 76%. ADM (% 59%. cDM (X 41%T& Y. SIDM (% cDM & b L
THREIZZWZ &AL (p<0.001), 2F Y, SIDM (FL Y B/~ a7 >

ANTHDH—FHT, cDM TIHEHEEODH HIIE B CHURDOFEEOFEZ RIB L
77
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[X] 4. SIDM O 55 B AE A% - A RF 1

(A). (B) Bt MDAS FL{EEEME SIDM, (C). (D). (E) ¥t TIF1-yHUiREE % SIDM,
(A) BB LOHARRICZ LS, BEEREFRG OB L TIEZR,

(B) FEEEFEARHRAMERE D MHC-1 D OVE AL 238 5,

(C) PFAFTH.,

(D) A AL ERE G,
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(E) fhPNE/NMILAE ~D C5b-9 DGttt Scale bar : 100 um
= /) W por 4 . )
(F) EFBAMEERT R, /NI PN BRI TRP, Scale bar : 500 nm
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1. BHRFFERIUR & Z DR

7AREN

B

PSS

TIF1
(p155, p155/140)

MDAS

SAE

NXP2

SRP

HMGCR

cN1A

N &I D 7-31%; /IR
x®

Rz & 595 D 22-32%

T TR DN E T %
D 10-48%. H AR NS

D 0-13%., /NREFEH KD 7-

38%

RN JE I D 2-45%. /N

R 9k D 4-10%
AN D 9-24%
RN D 5% A
R NFH 28 D S%A
R NFH 2 D S%A
R NFH 2 D S%A
R NFH 2 D S%A

i
i
FNRR AN JE A2 D 6-8%., H
KRNG5 D 2%, /N

T2 & 2% D<1%
FRANFGRD 1-17% . /)N
D 20-25% IDM

AABRAGRD 5%, 7T H
TOT 7Y DO D 8-

13%. /NEFHRD 2%
FRNFH 2% D 3-8%

WG D 0-5%. £ AT
D 33-34%

LR

CpN
Z

ILD &0t CADM (kriz4&
HEITIERVEERR) |
M R S 28

Ty LT B R A%

et B2
et B2

e pr. B2
et B2
et B2

e pr. B2
et B2
et B2
R, LI LIRSE
WR IR EEARAEME 72208, i T
i EEOFT D,

RN C IS A O
BESEMERDIE

BEAEMERRIE, A X T R
M, BEMERES SO
ESDANENITE/S
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7% 2. Bohan & Peter D2 W L UE « 454A

Bohan & Peter (1975 F2) D2 Wi - 4338

(1) EATVED WG AT ZEEE % O WAIE O 7 7R

(2) AERCRIARMEDEEIE, AR, B4, . K/OARIFER L OSIEM R
DIFAE

(3) IfiF CK 72 & ORISR O 5

(4) EHHEXIPT L THIFMELEAL (LF O fibrillation, B E UM FE O KR E . short
duration, ZAEMEHETE)

(5) RGN 72 s (FRiz~V 4 hr—7%5, Gottoron {8 1f5)
P H

MeEITZ T - (5) &< 4 HA B

MR FIE 2%« (5)&FR< 4 THE DL EBME
ERGREZEZOND D : (5) &< 3 HEBE
FEmRLEEZEZOLNDHO  (5)&Ehiz 3 HHEBME
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* 3. BRRRYIEFEME R i/ (CADM) D534

(1) AR 2% (Classical DM)

Y72 DM D RS LA O /MK, DM ICE BT 2 b a2 f
9%
(2) HEFIEMER G R 2% (Amyopathic DM)

K72 DM ORIZEHF L 6 » ALLEf KT & CK R 2 b Ze i+
(3) IKAEEMER &K 7 (Hypomyopathic DM)

HRE) 72 DM DRZ 2 A L 6 o A UL ERRIRRIICIH 52325 KT 278 S 720
3% CK _E&H-. f&EXPTR.. MRI T subclinical 72 55 A1 7 &2 58 2 f
(4) ERIRPEEFIEMER G5 7% (Clinically amyopathic DM)

Amyopathic DM & Hypomyopathic DM % & >+ 7= # /&
(5) AIAMIEMERJE A2 (Premyopathic DM)

K72 DM ORZZAF L 6 o AU TH IR T 2R S 7220
*BRON LR

1) BZBNHBLL T 6 » HLINIZ 2 # A LL Loz & 5-

2) DM DR %36 Z 9 AT RENED & 2 D fE H]
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4, EARMERIINC X B RRIERR D - 2R MR OUETZ Wi (2015 42)

. W AELETR B
(1) BZREHRER
(@) ~VU A br—7% @m0 O BRI 0O SE AL R IR ML BT
(b) 2w borrP . FRESSEO LS
() Zv bw Ak TR e KL O L BT i O RLEE
(2) BT TR O O IR
(3) AR D B 389w TR
(4) Mg ipEERESE (CK UI7 Vv R 7 —1) o L&
(5) Mk %E T iz
(6) "BARIE 2 (L 72 O BB R B H R
(7) BEMERIEFT R (. CRP L& XIIRILITHE)
(8) L7 X/ 7 LV IRNA SRR TUA (Bt Jo-1 iRz 5Te) Btk
(9) AR Tl I DIRBEFT B iR 0O 250 K OB IR
2. 2 ELvE
FR& R 2%« ()DEFEIER D (a)~(c)D 1 THHE UL E&TT- L, 2> of8EHIZ(2)
~O)POHEEF 4HEL AT H O, 7ok, FRIEIER O A TR EREL T
AT DS RERRICAEET 2 b DIXEAEMER ER & L CRIEMmRIZE T,
ZRMKR - ()~ )DHEEF 4HBU LA T 60,
3. BRI A T S B A
Y KDk, AR I AT —, AOWRFICES I43F—,
oA br 74— EOMOIEREGHIEE, 2 - KEREELEZHZOMmo
B2 J R 1R
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3% 5. 119th European Neuromuscular Center (ENMC, 2004 4) OFEREY —27 > =
v 7 OHYUE

1. BRARSER

WP

(a) W 18 kLl b (BERWILIEE) OFIE, 7272 LR ROIEFFRAAH K T
T NEEIRIEOH AL H D

(b) HLAME F 721 TRIR 72 FIE

(c) A /MK T D3 AR « ITAr>er,  SEHESJE > SEH e

(d) FEREfHRICEII 72 e (o~ U A4 b e —7%%, Gottron #8fE, V-sign F 7=
Xy a — Vi

BRoELHE

(a) B AKAL R OEEE (Griggs S D EYE[Ann Neurol 1995;38:705-713])

(b) IREE TE:, B FRE, S E>SSE U dh o/ KT

(c) TEMEIANRF—, WHOWKRER, 7304 FR—V A, YA ba 7 41—
RO ZEMEIE D F IR
2. I CK fED L5
3. fhooRRART A

(a) HFEX

WP

() FIAB L OBFHHEOHEM (MR BB, BESLE . E6KIE

)

(D) FEFfge, ARHIRME, 2o AR 00 E) BN EE AL
RO ELHE
(D) HBRES A b T =M OF ¥y X e XF—ZRmET5I 4 =7
R
() FFife, mR0E 72 B8 AL EAL
(D) EBEALENOBE N Z — b
(b) MRI  fifERRIC IR IT 2OV FEAMED L <IFBEIRD STIR 415 541k
(c) IMIFH OB AR E Sk
4. fHERRPT L
(c) WA AR (perifascicular atrophy)
(d) /INIE~ORUZERE SRS MR A PN R IR O /NE R
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NI fH R JE O i ##ED MHC-class 1 381
(e) ML/ JEIFH., % & N5 0D 9% JiE il i 121

7% 6. 119th ENMC (2004 ) O FZ & i 25 O H) & H e

e 5245 (definite)
1. & TOERKRIER
2. IR ERRET R(c) 2729
ZIZHEZER] (probable)
1. & T ORI
2. BIREET () 72 iZe) 22T, HDWIECKE LR, &5V IIhokk
BRI SO B 1 D=y
HEARREMER RS 7% (Amyopathic DM)
1. B A BRI 7 B 5
2. SRR CIMAE # D RS GRS 2 KL - BEREERICRD
3. iR T2 L
4. CK fEIE
5. BT AR
6. MAERMM 72 ST GE . IR CRIEMHRICALNDATRZE L
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# 7. Buropean League Against Rheumatism/American College of Rheumatology
(EULAR/ACR. 2017 £F) o J:HE

HH AL ARbHY

FEAEAEHY  BRABICEE T 5 DN A RAIDOIERD 1.3 1.5
FEBUFE MRS 18 kLA b 40 Rl
PRBICRE T2 L Bbn s RAIOERD 2.1 2.2
FEHUERR DY 40 %L L

IR EEIET O BRI OF B At 0.7 0.7
FRIERS T T
W TEITHEO N RO R O KBl ekt 0.8 0.5
FRIERS T T
SEEBAM A L 0 SR AR 23 FE AR 1.9 1.6
T TIZEALA KV ICAL SRS 0.9 1.2
-

FRERER  ~UA hn—7% 3.1 3.2
SN =giR” 2.1 2.7
=y hr IR 3.3 3.7

BRARSEIR W TRREE £ IR EE R E 0.7 0.6

BRAFTR P Jo-1 HrikG M 3.9 3.8
My& CK., LDH, AST, ALT 72 FDOER £ 1.3 1.4
PRI E o 5

7 A A5 HEPNIZ IR L W iR PO B - 1.7
FER D IR
7 JE B & 2 WM A JE B O U ER ORI - 1.2
1 SR 50 0D ZE e - 1.9
Y 22 el - 3.1
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3% 8. el-Azhary D348

g

Groupl HREMFHIER &< HFEEZ R THRAETT L TR 720
Group2 HREMFGH MK FIZR2W R, HEFEZRRT HREFT L} & 5
Group3 HREMGHINME TR H 208, HEELZ R THRERRLSL 20
A (b LIRE L Tuhiud)

RS (g CK EL 7 /L KT —B1H)

i A= AR

i P X

U v~FIK

I AR LY LT R
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# 9. MR OREBIEL & il CK A UE(E

Jii 5% XN SIDM, 1B LR
5 AN (%) CKAfE
(IU/L)
5
M M
KFIbi-1 89 21 (24%) 153 248
KFIRE-2 43 9(21%) 244 248
KFIbe-3 38 6(16%) 210 250
KFIi-4 11 2(18%) 140 200
KFIbe-5 10 1(10%) 153 248
KFIBE-6 0(0%) 153 248
KFIRRE-7 1(25%) 160 160
KFIPE-8 1(25%) 153 248
R RE-1 10 2(20%) 150 180
IR RE-2 8 0(0%) 165 250
R RE-3 8 0(0%) 153 186
T H R R4 8 0(0%) 120 180
R RE-5 6 1(17%) 178 339
T IR BE-6 6 0(0%) 144 170
R RE-7 5 2(40%) 163 287
PR RE-8 5 0(0%) 163 287
IR BE-9 3 0(0%) 165 245
M HIERE-10 2 1(50%) 163 287
R RE-11 1 0(0%) 135 192
R RE-12 1 0(0%) 115 220
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#10. BEGEA O —E

E7IREN RAN, 7w —F T7A4Y Zwv— Source AR
U7« gAT v (RS

HLA classI mouse monoclonal IgG2a, W6/32 DAKO 1:100

antigen kappa

C5b-9 mouse monoclonal  IgG2a, aEll DAKO 1:100
kappa

CDh4 mouse monoclonal  IgGl, MT310 DAKO 1:100
kappa

CDS8 mouse monoclonal  IgGl, C8/144 =F LA HRE
kappa B

CD68 mouse monoclonal  IgGl, KP-1 DAKO 1:100
kappa
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11, SIRERAT RO T L& OV E

e FEYE

IR ER AT R ST IER L OREEE Lo A YE
BEAEF L O i e HE Y288\ T, BEsEES L OV AR

73 JEL B~ 0D BERZ BR A S il e 12 1

Perifascicular atrophy (PFA).

i oAU I PR ZE 7

R ARAE A ) ' 0D 2 i 22 Mk

(vacuolated fibers)

MEOBEZ . 72 L 1 I8l SN
RN BRPE 1 ERIC 1~5 AR, PSR
1 I 5~20 &, S 1R 20
AL EEFHm L7,

HE G2 8123 T, R~ HifZ ek
IR £ 7 1A, L
IR, 0~5 {8 IR ; 5~ 10 fH DEEFE
HEEFE 5 10~100 {8 DR, & ; 100
B LA B DR & 3 L 7=,

HE 2238\ T, R DAL X
OSMAERIZ W T, 28U BiZd72 0
RRHE DZENG £ 7213 M2 R348
ET D56 2 BT R & LTz,

HE YLta|Z 36T, AhnMEmin e (2%
B0 #E5 &H S 722kt 2 1 5%
HIZHOWT3ELL EEFE L TRO -5
HERBMEE LTz, R S o Tl
BIIERENEE 2 U, Al T E R
L. BEREMRIZZEZRIZBDOND,

MHC class I D FEBESEFGRRHENE -~  HT HLA-ABC (MHC class I HTJR) 4ufn

O F AVEGL

(2B T, FREESE A ARHERR 28I
T TR D BRHE DEN G D AR AR
D T5%LL A& OVFE AMEgefat: & L
7=,

1 B/ ILAE ~0D C5b-9 DRV G e H1 C5b-9 HLIRGL TN T, FHAEE/

M, PIFERIZ 72O DR G
EYEE AL D 1T HHFRICT3EU Lo
MAEICER L TR S =86 26
PEATR & U7z, BERDIR O Yeta e X pat
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/NS PN BERARE A~ D/ INERIR B AR
(tubuloreticular profile: TRP)

At 5L & L7z,

75 P /NI AR L2 d8 0 B LA PR R
(2T, 40,000 £ THLR L, /NE
WE AT A2 BEE LT, M1 30
AL EBIZR L /INEIRE AT R 278
D D8 TR L & LTz,
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RAVRFE

i

F12. EDM BT H AT D

120 97°0 (%01) 0€/€ (%¥€) ¥ (%6°9) 1 (%10 6 (3 TR
780 780 (%€7) 0€/L (%L1) LT (%6'9) 1 (%¥1) 9 ip B O MO CoNg YA M
920 160 (%62 vT/L  (%TD) €T1/ST  (%8€) 91/9  (%€T) S€/8 A B T L g o
€10 96°0 (%69) TT (%S) TL (%I1L) T1 (%09) 9T 7 B
BLE7S A2
(61 =1) 911 =1) (Ir=w Qc=u) | . .
100°0= 69°0 01 F <1 97 F ST CEFIL ogxgy  VOLTAE CA—cd ALY
100°0> €10 (9L9% -9L1) (999 - 681)  (I¥T - ST) (9vc-T0) . ,@__ "as
LL6 FOTOT  898F FILIE SSFS6 95 F 501 Fuedw ‘NI Iy CMOELIT
10°0 01 (%L1) 0€/S (%1¢€) 6V (%1 T (%£°6) ¥ SR ] S
10°0 60°0 (%8¢€) 1 (%€L) 911 (%) v (%6%) 1T Bl
81°0 - - (%82) S¥ - (%91) L HE
98°0 - - (%89) 801 - (%0L) 0€ 3
LO"0 - - (%8°€) 9 - (%¥1) 9 H
Sl
Eacg ]
01 - - (%0°7) 0S/1 - (%0) LT/0 AL U YK e
01 - - (%T0) L9/ST - (%¥20) 6T/L 81 >INd “EhAT
v1°0 ¥9°0 LOTFSII 69F 61 CLFOL TI9FTS | aswied MR ,Ujﬁm_
Hf QO W QeakFe) [RIMPEH
80°0 80°0 (%LY) ST/LT  (%09) 96/€9  (%Lb) 8/6  (%LL) €€/01 (%) s Y/ IS
zs0 €0 €1 F¥S ST F8S SIFov ¥1F96 ds Fueaw “diidy
e=u 651 =Uu LI=Uu tp=u
QP sA INAIS  INAV SA INAIS INAH Nao Nav NAIS
onfea 4 (1sT=w) WA

65



#F13. DM VT XA FOMBEFET e 7741

DM (n =251) P value

SIDM ADM cDM HDM SIDM vs ADM SIDM vs cDM
n=43 n=17 n=159 n=32

MDAS 23 (53%) 8 (47%) 15 (9.4%) 8 (25%) 0.78 <0.001
TIFl-y 10(23%) 2(12%) 50 (31%) 2 (6.3%) 0.48 0.48
Jo-1 1(2.3%) 1(5.9%) 16(10%) 3 (9.4%) 0.73 0.39
PL-7  0(0%) 0(0%) 6(3.8%) 3(9.4%) 1.0 1.0
PL-12  1(23%) 0(0%) 4(2.5%) 1(3.1%) 1.0 1.0
Mi-2  0(0.0%) 0(0%) 22(14%) 1(3.1%) 1.0 0.02

66



7 14. i MDAS HUIAG 4 SIDM & HT TIF1-y HUIAG M SIDM & O FgEE 4 O Lhik

SIDM
MDAS TIF1-y P value
n=23 n=10
i, mean £ SD 52+ 14 54+ 14 0.26
PRI /e, MR (%) 7/16 (10%)  2/8 (80%)  0.69
TREMIM CGEENSAMRE COHM) . BAL: A, 55475 80468 012
mean + SD
iREXGiR
PALESEN
SR NAC=2 A 19 (83%)  47(94%)  0.20
(2355 2 (8.7%) 3 (30%) 0.15
MR 17 (74%) 6(60%)  0.44
HE 4 (17%) 1 (10%) 1.0
i ma 8 (35%) 8 (80%) 0.03
e T~ ] U 1 (4.3%) 3 (30%) 0.07
MiFCK. HAZ : IU/L. mean+SD. 1@ 99 £ 43 100+ 37 0.94

(22 - 180) (41 - 145)

. C— [N w 634 442,
MmyE7 NV KT —+8, BEfL : IU/L. mean+SD. A 76_ 3 ! _ 6 1.0
(n=21) (n=10)

A PR
SRS 20 (87%) 0(0%)  <0.001
SO TR E A 7/20 (35%) 0 (0%) 0.06
il 9% LS DB R Ip D A JE: 3 (13%) 0 (0%) 0.54
HEL A [l 1 (4.3%) 7(70%)  <0.001
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