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SRR FF ORI THLHH R OEKIER W T, S IEE I DFRfEEL

T, EIEA IS E (MG) & 0F, BprtED Nk (ELS) frA D 2 SIZIERL,

TNENDOIEEZ A T HIER OFARR BB REFILT.. MG &0l RIT MG &

(TR LW R L, MO BT, 2381 RN PEZ TR0 1o, BRI B I3 50 T

=V IRA LV MLERIFE RO MG A0 R EFERIL TRY, T v 7RA L MR

HRIZH OO H LMK EE X T2, ELS TRA GRS ) J% B HTIARBGE51,

P77V VERE RNA B RKEERDUREVER, BRI G OFIICZ<, ELS 2MFFED

R OIRREL B L CTH BT S A REE 2 e L7z,

oo



D B e, 2
DB TR e, 3
D EE e, 5
D] e, 6
1. RAEVEAE R (%) IXERIR G, B CHUR, BBkt oons.. ... .. 6
2. R R T D D R E 7
3. AR DI KT D00 TR R OBLUEDDDTER 8
o ARG SCDREII e, 12
[R5 I - EERESES R OBRIREER S ... 13
L = L A 13
L 2, H B 13
I — 8. B O T 13
I —3— 1. JEBIDIRI 13
[ —3—2. EIEMEE (MG) EFRRIEDZW. ... 15
[ —3—3. HRBIOMG OFRIERFHIDETE . oo 15
[ —3—4. BFERZ RO 7B L O Bk i i ... 15
I —3—5. REHE A CHUARBIOW titin PURORKH HE.. . 17
I — 83— 6. R T T 18
L . A 18
[ —4—1. FiRZEIRFZIBITDRERAVEFE. oo 18
I —4— 2 BRI T e 21
I —4— 8. B D R 24
I —4—4. BRI TR S 25
[ —4—5. MG FEAPHARIERTE A2 ..o 26
[ —4—6. MG FEA DO HIIEIERTIE PM EOEE .o 27
[ —4—7. ST =R A L NEEZ (CD FHHME MG 0K ... 27
L D B L 29
I —5— 1. ARRE CH S T i e 29
[ —5—2. MG &0 R DOEERG DBERE LD ... 30
I —5—3. MG & ROBE, MG & RICHITDMBIEDSEL............. 30
[ —5—4. flgiED WHO 4351, 2o hr— LdRAE . 31
[ —5—5. TMG &0 RICEITD MG OFIERHA, MU EfREEDIIE. ... 33
[ —5—6. FRIEIERSE MG (NTMG) &0 KD TMG & 0F ik & OFALIE... 34
I — 55— 7. BRI B DR L 35
[ —5—8. ¥k rippling muscle diesease & HFDOFIREME. ... 37
[ —5—9. MG FEADFARIERT HE A & D MG A O 2R EOFEBRIME...............38

[ —5—10. MG A SHIRIEIES OF PM ED b ., 38

3



I —5—11. ICI &3 MG PR EDIEIINE . o, 39

I —5—12. BIIRIEE GO IE T o T IRA L D 42
I — 55— 18, AR E T DR 43
I —5—14. RRETOD LS e, 44
[BRET I : B RICIB T DEFEV N BEAREEDER] . ... 46
I . e 46
L 2. B e, 46
I — 3. MBS O T e, 47
I =3 1. S e 47
0 —3—2. Bty BN (ELS) DEFREAZ—= T Hik .47
O—3—3. FRHECHURDIEIE . ..o, 48
I — 83— 4. R Tt 48
L= 48
O —4—1. fFREFHEF OREMIZIITS MSA & MAA DR ... 49
0 —4—2. ELS TRA 44 BIDERIRIRAFT Fl. o 49
0 —4—3. I Mi-2 FURGHEREFNCF51T D ELS Of MEEERRMRAT A ... 51
0 —4—4. MSA [&MIERNZIIT5 ELS O HELEEEMAT R ..., 52
Il 5. B 52
I —5— 1. ARG T D T T e, 52
I —5—2. ELS BRATEFIE AN ZE e 53
O —5—3. ELS FRAEBIE H OB oo 54
0 —5—4. 1 Mi-2 HFURGPEIEFNCIITD ELS ool 55
I —5—5. MSA EMEREBNITIBITD ELS .o, 56
I —5—6. ARG ORI 56
O—5—7. KRR OFEEDES OO . 57
D B B ] e, 58
DR R L ERR BT L DL ] e 60
[ T R ] .o, 61
TR ] 69
BB e, 104



[B%3E]

ARS :aminoacyl-tRNA synthetase, 7/ 7 2/VHEE RNA &k H#

ASS :antisynthetase syndrome, H115 IR BRE (F1 ARS HUASEMRE)
CADM : clinically amyopathic dermatomyositis, [/ i 35 75 5 14 12 i 5 2%
CK :creatine kinase, 7L 7 F > FF—F

DM : dermatomyositis, FZJ& 5 7%

ELS : ectopic lymphoid-like structure, ATV I8 fatkiE &

FDC : follicular dendritic cell, J&aAshpRHM

H & E:hematoxylin and eosin staining, ~~hXT U =4 Gufh
IBM :inclusion body myositis, £f AR 2%

ICI:immune checkpoint inhibitor, $¢& T =7 R A MHESE

IMNM : immune-mediated necrotizing myopathy, EFEM: 5 JiE

irAE :immune-related adverse events, %% B A E H 5

LCA :leukocyte common antigen, H ILERK 3B HTR

MAA : myositis-associated autoantibodies, %¢B8iH H CLHtiA

MCTD : mixed connective tissue disease, J5&& P4k & LRI

MSA : myositis-specific autoantibodies, 245 H LR

MG : myasthenia gravis, EAE 7 )i

MHC : major histocompatibility complex, 3= Z#HfEkE 5 & s T E AR
MMT : manual muscle testing, £ /17 AR

NTMG : non-thymomatous myasthenia gravis, i iz fig 3 B8 18 555 7% T ) JiE
NSM : nonspecific myositis, FERFFLR %%

PM : polymyositis, Z%&fj4¢

RA :theumatoid arthritis, BAfiV ™~

SjS:Sjogren's syndrome, */=—7 L U E R

SLE:systemic lupus erythematosus, =& ETY7~h—7F &
SSc:systemic sclerosis, =& P58 2 iE

TMG : thymomatous myasthenia gravis, iz /g BE 8 555 7 1 77 9iE



[Fx]
1. RAEMEFBR B (HR) 1IZRRE, B R, HRERICIVEBNTILND
RIEVER P & (inflammatory myopathy, PLF 528 2) 1, A& Ak k2 JhE D
L, Atk & Fr i & DRk 2 7R B PP 2 T S ISR O IR DFRFE THY, B

R, Mg HEL 95 B Cous, fmmEMRIC LRI b, SHShD.

H

FRIRPINCIE, BB MR MR, BIEIN O G GRS I KR TS
NTWDIEL fFHZIC B2 B TR (28 B O LU, BIEETIC 15 &
VL B 4 B CPUA (myositis-specific autoantibody:MSA), 35X OMHZ LIS D
FBIE R (2 B9 25 2 B B 21K (myositis-associated autoantibody: MAA) 73
HHILUTIY, RBIROK 3/4 DIEFITIXAR B CHENHBLT s Tnalt
8. MSA IZHBLT 2356, JRAISBE IS 1 FEETHY, BRI EDEEERBIRI A
NTND (R MSA [T RFEIED T FIZH DB T LBIMR T 52 e HEES
NTWDLDD, FDREAREFLEIENEICHOWTIBAEETRATSHS. —7F, Bk
DHYFETIXEE RS2 EAA L7 1975 450 Bohan & Peter (2855358 (£2) iz

IR B N RS T I BR T D L OB IR ERFT A R L= M Th Tk
0, 2003 FEDI—r {4 — (European Neuromuscular Centre: ENMC)
SSHENRERITHS (3P, ZNSHHREME L% A Ok L OISOV TH

EMNZEINOOHD (K1) . HlL TIEH T/ 7V VERE RNA A kB% 5% (aminoacyl-



tRNA synthetase : ARS) FLIARG D HL ARS FUASE FEHT (antisynthetase syndrome : ASS)
VBRI B A DISE L Te T AT LI DB 200 7o s, BfIRE,
MSA, BB BT X TOBREZMAANTHL N ROZE ELHELL T the
International Myositis Assessment and Clinical Studies Group (IMACS) (2551 D73 42
"ESNTRY, MEROZBIELUELY V2 W, R AR 97735, MSA 1341 Jo-1
PURDFE RO H RS THBI,

ZDIINT, ZLDOFHRIEF]IT MSA IZEEIRIF B LRI D~ — I —LF 22703,
BIEETETNEIND MSA BEVERL 7S BTG TR IHE OO R R T OfF R 1370
STVTWRV, Tz, B RIEGIEIEDK N AFAET D MSA RIER] (SHIZZ DR

B3 MAA HF2ME) O RO FUCEIL TEARBAZ2 320,

2. BRZ RN T DO

— 5T, HRIZBWT, ST DDER % IRzt SNER], 72E TR
LIS D B Qo R MR B 72 8 LD G 2~ 3 Efl, 2% B ChURLSh D
H CHUADGVEL R DIER], KRR EG 27RSIER 2 &0, T ETIESNT
7 (R4) . ZNORERIREER G, B OPUR, BREE Gz 2T DM RIEGNE, ek
DFf R (FRR G — B S PUE— W EHG) TR G L7 > TORWEIE L

FFOZENFHE LT > TS,



H CHURIZOWTIL, 72T HINa R Y7 HUARI TR R M I P 1 22

KB

(primary biliary cirrhosis: PBC) TS A503, FIIba s RUTHURBGIED &1E, 1
PERGE LI FERR IZ B LD ZEME, PBC A0 R 2803 %L, LEDHE, MR
[EEZROLGELHD. BB T, @M M2 LI Z WEFEE T T 572 L,
R IR BB A R B PRGBS X R DR 727 2 A T R T 9 A2,
F7-, Four-and-a-Half LIM domain 1 (FHL1) [ZEICAHICRBIL, ZD8EE T2 RITE
N7 X et B SNEIA T — D JRR L7257, Filt, Ht FHLL SIS ov7 %
A7 % 3 BEG TR ISR SN 2R E ST,

DI, HR B CHURDMIZH AR B CHURD i 2 Tl b BL LR AW B G
ERNEL TWH L, FIfERDOFE AN IIT OO TORW G B 03 F1E
U EDDEIRIEEBREL COAZENE B SN TS, UL, ZNHLOEEKE, A
CPUR, WEBIZBEL T, SEENDZRORD o7 mEt M Thi TG
DRE. LID3o T, ZNODOENTE B RHERIE G A2 2 2 st 92281,
WER D 2 AR (BRAR R — B DU — R ERR) [ 7 e R e iR 2 I 2 O
BT HZELin DT, HHRIGIE DRI R A RS, R BT IS ST AR

PEEDFE RO D EE 2 7.

3. BHRDOIFEIZHTHHBFZHERE OBEOLDOEER



LLEDZE 2 b S, FMIHTeREHEIRE LT, BRGEL T 1) e B ) E
G F, SR ERET REUTII ) ST Ttk s, 200 Bz, DIF, 20

AR AD.

1) s LR B S e e iR

HE % % /79 (myasthenia gravis: MG) 1%, K53 OAEF|TliE HicHrEF =
U %2 45K (acetylcholine receptor: AChR) HLIARZNHELL , B A& il DAL i 2 6 i 2
P 22ET, HRGMES H NEBN A ih KT 2 R &3 i T T SE IR 2 58
TET % H SRR THHM. HEIC MG LA PR OBRFREEIZONT,
DI OTEFIHRAET A MG ZEBNIB T DR DA PFLTIEFI O EI13 52
HOD, FHRIEHHESIZ 2 MG & OHBIORENIZaV Y. MG T i <0 i
TR ZRBOHTENDHY, BARDR) 10% 25l EEDE MG ThH oM. Eiz MG 21AD
15% CTHUARIRZE, 287 ~h—F A (systemic lupus erythematosus: SLE), B

U7~ (theumatoid arthritis: RA) Z2Efthod H CLfa gk A& 03214, ijiT A &
FOGHE T Uo7 ERD negative selection D35 ToY, MG &5 2 12360 N Th i Jig Bo e
DFPZIRRED B G- D RIREMENE 2 HiIvD.

MG B O R DERIRAVFEE L TIE, i 23U 1627353743]  spfy A A [16-18.20.27.35-

Bl Rz HED A HEARTS20P, LA OHIEN 278424072 & i % TIE— AR A TR WK



MESLD. — 5T, % 2T 260130 7a 5172126313539 - BB fiti 58 & OF D
X720, B PRI OV TIE, B RAE REE 721X S i E MG CHUBREU Buid (Bt
titin HLIR) NS FITROLINDDY, MG SO RIZIEB W THHBHHURITRD, 5
RE LRI T2 ATREMED IR S AL TULBIESL MSA Bt D 1 X FE T 12D 72 B133),
JER AR AR 7 1 XA 9203233 828 - 3 A5 s HSr oL 72721, 2
SITWTNBIERIHRE THY, MHRBEROFTD MG A DFH5H 2R OB ERG I XA B
Td%.

— 07, A, MR BE ISR L THRETF =y 7R A FHE FE (immune
checkpoint inhibitor : ICI) @ £ G- 1% (2 F ¥ i 2N AR R L 70 5 50 77 B E A & F R
(immune-related adverse events:irAE) D& A3E 2 TRYHEOL Z M BORERF] Tl
e MG 34— "—=Z 7 LIIOREIREZ 2%, irAE OFIEIZHOWTE, i
programmed cell death 1(PD-1) A0 %E, T Uo7 B8R o> PD-1 LIESHING Lo
programmed cell death ligand 1 (PD-L1) & D5 & &L ETAZETHUEE T Vo /B4
[T 205, IRBRRAVEEHUR AN O B PRI 95 T Vo Bk RIRFIC
IEML 22 TH C AR IEFEZ 3 2 72 E DV RE ST HEE.

b, HEFZWIEGIH OFL PD-1 HUAZK 5212 irAE LU TR ZFIELTZ 2 f
WS, AR EZTTH ETOEEO — DL/ o7-00 Z b OREFIEERRIIIZ

VI OFE RIS LRIFELS, 1 FITTIZHT AChR HURBE, IRFIERE V-T2 MG 254
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—N\=Fy LT RAZRL, 2 filld MSA IR ME7E o7, AR B RZIE, BT
(2 CD8 Bt T Vo REROD IEEEFEFH A~ DR NG R T D % FE i &
(polymositis : PM) i Bl A 78O 7= _LIT, it~ D~ 2rm 77— RiEIC L2 P MM
WA Z DT, £z, NS ~D PD-1 EIEMIAOREZRS PD-1 Ml & 52
T2 FRRRME S0 O FEBEIENERRMEIZD K 5 PD-L1 DI BUTHEA RO DI EH AL
L7z, ZNODORIFIERMS N TWD IR OERIR B LT R 256D THY, Z0
RDh, fiRE MG OEPIHRIETIE, 2 E TRETSIL TV RWRIET =y 7R A

FOEE & e R B 5L TS ATREME DR H D LB A T2

) B RERFTIED B hkkE

ST LB ARAE & (ectopic lymphoid-like structure: ELS) Tli, 2 UL/ 3#l
Mk OFAIREIE S B O 00 R B CIYE, F M IR I O AR RO RELAR 1 RS
L. MEDOFERIT B Vo EROEFENORDIEIR TH DY, £DHULERZ CD21 Bk
JE R AERIRAB AR (follicular dendritic cell: FDC) (ZXHM@IRMEEIFFIEL, B U7 ERD

SMANZIZ T Vo 7sBR, ZOSHIZIMAN

\\\

AR VAR SYAAYE BN i S o S e I Sy ab -1 1)
WIZ HEV (high encothelial venules) &FFT 415 I A3 F7ET 5 (K2) V1. ELS 13124
RIEDOTHIHEBLL, BATERFLELT B U RERME0% BB O B PR PEA

WX RFTORIEICE G352 T, WRICE G 2L Tl g2
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BT ELS 1E, RA O, v =— 7 L EfERT (Sjogren's syndrome: SjS)
DMERRIR, 25 VIE OB I HBIL, JRBACRBER DR RIZBI 595
EEZBILTND (RN, — 5T, HRIZEBITLD ELS IZOWTOHAITZLL,
DMB" B BILBEE & OF i & (5 — N —Z 7SR BERE) B8, MG & 0F5 KBC 8
WEDRDDLDITHD. FhRkIIk % 2R EEZTE R DRBTHY, KL OFERF T
IXEIER] 1 FEFHO MSA BHEBLTHZENEHIVTNDDY, MSA DFEAEREST, JHHEIC

BUIDERIIAHATHD. HRICEBWT MSA 25T H OO RO RECHE AR ER

&, ELS EOBAREMLNZTHIENE, MHRIZEITDHH CHURD BRI RK DI

1)
&k

fRBH DTG L2 DD TIX RV INEE 2 7.

4. AFRSCOERR

FRETRER & L U R TR B2 B A T o 7o i 2 o iE B A e A B & LTI,
&5 T ERCI, EMEM B ) & DR 28 D Il R BR A ) R i3
FIERTIE, FHRICISITDEFTVEY L BRI S D 2

ZRRETLTZ.
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[BRET 1« AR BV & OF B R O BRI B 2RI 45 ]

I—-1. Fx

WEIZ MG B0 RIT, JEFIRERS MG 23BN BITAREFIM SO TREn

TWDHD, i OEREFI O FIZEBITD MG B RZRFT LIS 137220, BRI

BIFD MG EOFOBEE, FHRFIELE MG FEIE - FEH DR HRIBIGR, B OFEH

[T RATHS.

I—2. B®

FAINE, BAMEZFROWIZE R (LT, R R &92) HBHERI O T, MG &

ﬂ

B9 DEGE AR B A B A BA SN 5. £72 ICLIZLD irAE @ MG &P %D

W RS B ORI S P 21T,

I —3. BRI U HE

I —3—1. JEF|DZIR

1987 4 4 A ~2017 4 3 AU B TIRERZW 21T 572 970 51 D REFE M 2 i Aot SiE

BilZ1% 7 RRITRREIL 10 BlD MG OIRIEE (7 2k 2 & de) 2 H 9% MG & 0

REMEERLUT-(K3). HRDOZWIL, Bohan & Peter (ZLAIEHENNZ T, FhimEh
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AT AT 3N THESE - FRAERRAE IC 81T D SIEME 2R b, 36 K OFREESE A AR MENR b~
MHC-class 1 DFEHLTHE 1055 1 S EAFEOHTL, Ml CK mEZidhole
ZWZESALELT29 2 T possible PM 2\ possible DM LA IZAR 24 320 i 453
RUTz. Fh AR — TR AR R SO0 AL 2 KBRS 24T o 7. B ARAR 2%
(inclusion body myositis : IBM) DERFMD7=6121%, ENMC @ IBM JL#E% Fu =071,
PV RIATF I, BRI B L ORI aT RIS EESERRANL Y ICT 25
DIANOREIWER L TR REFIELTZE B ZONDIERIB BRI T2, FT, fh i
SEFIG, MG A OMIC, LR IEREEMREOMWEDEIC LR
TEDIIE (5 R ZWTRI I L ORMIR) 2 A 3 2 RIAEGTS 8 FHliHIL, Mol BeeE
Ht AChR HUAGMETHLH DD, MG ElZgrsiizn Tz 1 a7z, £iz, ICI
D irAE LU TORGRIERF] 4 B0, BRIKEIIZ MG A 0F STz 2 Bila ikt gii L
TIERLUTZ. SHIZ, FrRMERR RERHER O T35, MG FEEGF0>-0 M i fE 3 B
PM (ENMC 4380 SEB] 16 FlARIDO B G THRIRLIZ. 723, MG &0FFH %K 3
1] GiEfz] 51791, 91801, 10681) , MG FEA& B M B RS E 5 2 1 451 GREFY 118%21), ICT @ irAE
ELTOmR 1 B GERF] ir- 1) 132N ENBEICHESI TN,

ARFFEFTENT, R KPR PG E RO FERE i 2 B R LR A
7= (TR AR A5 5 FR OO J BERR PP R BA D 7280 O oy 1T B2 1)  Ar T- IR AT BFF 2 (4

Fm G10072) 1) . WHZES R BT ERBLICUMLIE OV 7V 7 ORI, KB

14



NS E THFES IR 21572,

I —3—2. MG LIiRfEDNZ
MG DZWrE, B AR Fmm] EE ) IESR AT AR T AL 2014 ESE i )
SEZWTELHER 2013 (R6) &b EIT, FRIRIEREL THI 1 D 59 55 M0 H NZE B 238
DHHZETINA, LT 3HHOBAFT R, OxRu7+=0 L3 BRGM, @ME ARG
BRICEITD 10%LL EO i B 5 (waning) , 3L U@ HARMER, EIX (single fiber
electromyogram : SFEMG) (25115 jitter DM FE=I1E blocking DHH 1 THH LI L%
DL Em WAL LT, BRI DOZWTIX, CT (2B W THIMERIESG 2780, B

FHNCMIRIEIC S BT DT AR o2 R fh LTz

I —3—3. HRBIUMG ORERBDOER

AR OFEIERFIL, MVE CK ED EF-ZEO R i 5 8 5 5 1 OIR T 23384
TR EFR LTz, MG OFIERND, B R O S0 o7 (B, IR T, 55
JIDOHNE@RE) ZRO TR W], Floid=Nu7 =0 L5008k, KKE IR,

SFEMG D ¥ 238D TRl 095, KD EWH ORI & EFR L.

I —3—4. BEAREE AR L2 L O SRR L 23
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AR 2V R RRME D Rl 5 [ 3 L SR DI T E, MR E R THREMIC
WHEIL =AY U2 N TR SR, -80°C TIRIELTZ. YR TERRIRICIE, BEIRTT
SR DI VA ALY NZED 10 pm JEISEEIL, BEZZ ISP L 0%
AL AR L RN L2, v —F kb5 % 2 & LT hematoxylin-eosin
(H&E) %% 4, modified Gomori-trichrome 4% %, NADH-TR (nicotinamide adenine
dinucleotide-tetrazolium reductase) 44, PAS 44{%, non-specific esterase (NSE) YL (%%
MEATU 7. S MR E Y (0 TIX-20C ¥ 72 b © 5 43 WM& &L, phosphate
buffered saline (PBS) CUEIF 1412, WIEME~VAF L2 —BIEMERIELDOTZD 3%
Hy0o/ A% /—/V TR, 10 S MAERLIZ. Hilh T, 10% EFYXiMmiEcrayx s
ZEEIR 30 Sy TITo7c. B KEUR (RT) ZEHIL, =R 1 FOGSET2. £
D, —RPUEDOREEMFRIISC T, RIS EE A F AL~ A 1gG v~
1.3 (Vector £, 1:1000) F721ZEFF AP B 1gG Y 1MIF (Vector 1, 1:1000)
ZFHWTEIR 30 oSt ZLC, TEV VB4 F o -~ A o7 —PBHEHEIK
(ABC kit Elite standard, Vectastain, Vector 1) T=E 30 /M ISI 7. 3.3
diaminobenzidine tetrahydrochloride (DAB) in 0.003% hydrogen peroxide TH A% 12,
AR THEL, TIAa— X DBMK, I ACLDBAEEIT VY, FEAREMEE A
Filz O TEEAZ/ERLT-.

HeFBAREE CHRIZ ATV, RIEFMAIRIEOFREEE, MHC-class 1 DFETIL LT
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WT, SIEMIBRIE (-, 7el; £, 5 fEARN;+, 5 1ELLE 20 ERTGE  ++, 20 {ELL L
100 B AT ; +++, 100 fHLL L) . FEEEFEMERRHME 0> MHC-class I DFEBIL~L (+,
25% AT s ++, 25%LL 2 50% AT ; +++, 50%LL F) DX E IS L 7=
ELS /% CD20 BtV 7 SERD— A& 70 100 HLL EOEFHEZROI-5E IS

ExRLE.

I —3—5. HHRFRE CHEIBIUH titin FLEDORR G

BFMIFIE, AL, 3000 rpm, 4°CC 10 2y 0L, Mk EfE%-80°C
THAERAFLIZ. MSA D95, §iT Jo-1 Fiif, It PL-7 HUK, HT PL-12 HUK, HT Mi-2
PUR, HL SRP54 HLiRix, Var v b2 'E (Diarect AG #1) & FiV /= dot blot %
IZE> TEMEMICHR L7z, BT TIFly LRI L O%T MDAS HLiRIF i hiEIc Lo
TEMEMITHHL, $T HMGCR H1{A1Z enzyme-linked immunosorbent assay (ELISA)
(& TEEMICHRH LB, 5T HMGCR HifA? ELISA (28T, BPEOHIEIX
LTFDINATo72. 37206, FEFMIFIZBWT, JUiRz ANy =/Ld OD
(optical density) 25, HilFA AL TV ha—/ LD /LD OD fEZFVN-
HOZMIE OD fEE L TR, fH e UG 20 FllZIWTh RRIC R M L2 1E
OD fEDF-¥]+5 SD (standard deviation) 0.130 Z v b4 7fEEL, ZivE ElElS7-8;

AITBETELHIE LT, FURERUH HLIR D —-2> Dt titin HTIAIL ELISA (DLD Diagnostika

17



) IZE S TEEMITHR I L. FT titin FLIAD ELISA [ZBWTHEDHIER, 45~

HIMIFIZRBWTHIRZ AN=7 =D OD fi%z, v 7L —4—IiFICBWTHR

Z AT LD OD fEIZ L0 MEL U T-AEAS 1.0 LL EDOSA It E L.

I —3—6. #EFRIFGIE

=~

MR FIIREIZIX IMP pro 14 (SAS ) 2 L7-. E/7 —#I% Wilcoxon rank

sum test, ‘B {7 —H X Fisher’s exact test 2 i\ /=, FEaHFRA B ZE4 P<0.0521L7-.

I —4. %R
I —4—1. BHRZWIRHZIIT DRI

Ja R E RS E DA £, fHRE MG OFREREADOFT# MR, MG BEhERT A

KBIZ MG G IF % 10 BIDERIRAVFF S A 7~ . k2 Wik O X)L 59.6 £
10.2 7% (47~78 %), BT 2:3 Thot-. FBCME MR O ST 2 TR
Dighot=. MRIEE ORI R 7~ MG (thymomatous MG : TMG) A fHEG]IX 7
B GEEGI 1~7), FRRIEE D BEAFR 87273572 MG (non-thymomatous MG :NTMG)
BOHESNT 3 BICERF 8~10)72-o72. ke MG OFIERMOFTEBELRIE, ©
TMG &0f 5 B GREB 1, 2, 4~6) TIEFHRZWO 9 F£LL LRI MG &2, @TMG

EPF 1 FIGEB] 7) TIEAhRZIKD 5 FE5%I1I2 MG 2, @TMG & 0F 1 1 GEF 3)

O
=N



BELONTMG A0 3 51l GEF] 8~10) Tix, 1 FLANICHHZE MG i 7 A3zl
WoL i REZIEIRFIC RIS MG IZB3 DR IR AT LTI, HT AChR HUiR 5
(9/10, 90%) ZZIFRFITRDIZAY, HWNEBZ D IRFEEIR (2/10, 20%) , SAEH
PERERC waning 2R3 VUG KT (4/10, 40%) 1325720 7. =Ra7+=7 A
FREREGE (2/3, 67 %) 1IHATSAVIIERBI 3 D72 o7z,

TMG &0f#EL NTMG & 08D MG BEEFT B O ik

FRIRHURFEZ TMG G OMFEE NTMG S OFFEO R THBR L7z (3R8) . Mk £7zid
MG DFEIEFMTHOWTIE, i RIFIEFRITAED LT3, MG RBIEF L TMG
AOFECH BRI D o7z, 2 1 FLUARICHRE MG Ol FREZliShi=E1&
TMG A THREICIED -T2, MG BERT RIS W T, TMG & 0H5I T, IR
FEAR (2/7, 29% ) 0 SAERIERER (23517 5 waning (1/7, 14%) IXIFEA LD LT,
AR BWIRHICI1T D MG OFRIZIHASLN TRVERI NS DT, B _EZ LI
1 B GERBI 3)1X MG IZxfL, O 7L R=ynrr (K 50 mg/H) ZB4EL, 3 7 A%
IZ35mg/ H £TPE LA T, MiE CK i L5 (1008 TU/L) Z 9 Sk 71D Iy
IR R 36 LN AR R A FIE L T2 23, i R a2 s sl T, ARFEIR O dE 278
BRI EHE L TR, MG OFRIIHAG TR -7z, —J, NTMG &
BHEITIE RN T MG 25SE R LRI IS TR, MESERERIC

% waning (3/3, 100%) BEL O a7 =0 LGB (2/2, 100%) 278807275, MG
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JER EL Ty 72 IR i e R 2 R L7 Bl 13 72 v - 72 (073, 0%) . MG B Pl /7 %
TMG &0fEE NTMG & 0FEClbig 358, IKAERIFEEERD waning OGIERN
TMG & 0H0 CH BT KD o T LISM I ZEAZZR D e o T,

BB O A0 B CK IAE

oo

A2 W LRI, 2 BT, WU AR T 2R iig CKEO —i i 150
TV —RZHL Tz GEF 1,4209 TU/L; JEf] 8, 518 TU/L) . 7= 5 i TI, Sk
IR ELCOB MK F 2RO, 4 Hlo TMG A O CII R E RGBT 72
ST, fiE CKAEDOZMED EH- (1008~10226 TU/L) 255 11K F O 2uE#E T4

BDT= (417, 57%) . T DHG, 2 FIGER 1, 3) 1%, BEO MK TERBD, ihRkF)

=

2 EMILLNIC N TAHBh R A B2, B 2 B GEFI 6, 7) TIZABEESIZRBWT

EPEEOFH R TERUE, 1 BEIZEEICH K TAEITL, N TAidhik

K[aWBEEL=. NTMG &0F 1 1 GEB 9) 1%, PR ITARTZ TN, DA

BLOUME CK B F5 (1140 TU/L) Z 455 REWE 175 BRI 2 8 E LT-.

Z DD BRI, & 6HE

MG & 0F 25 10 HlDZ Do i R BRI, f B <A B3 DR 2 (5/10,
50%), BEEDMEAG SIK T (4/10, 40%), 78 (4/10, 40%), B T30 (4/10, 40%),
e FESE (519, 56%) FBLOVABHIE (3/10, 30%) 3dbo 7. WE &5 T3 N T

WestEH 4 Bl GER 3, 6, 7, 9), FERBEAEETEH5E (NIPPV : Noninvasive Positive
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Pressure Ventilation) 5 F 1 5 GiER] 1) 72 o7, DA PHEDNERIL, FiEET bR

H?Er

HEED K

T 1 B GEF] 4), OVFAMEEEEFNKT 1 6 GEF] 6), WEAEREEBY SO 1

B (GEB 9) 727203, FEH] 6 TOIHOFHERM NI TIA, Vo7 SERME DR R IZE B

TOEELR T U/ ER(CD8 Bt 23 TAR) iR O A8 72, TMG & 1 41

CREGT 7)1, WK E L TR FhIERR & A I 2 R LIZ O DSR7E ~ 7. 72, MG

LM BIED 2 E OHE TR Z A4 % B S KOS O TRErE R RS

TWAIRRIEERNL TMG &0F 4 B TR (4/10, 40%) . ZNHT X TCORRRIE

W, BOHERAERIZOWNT, TMG & 0FHEE NTMG & 0HEOM CH B ZILRD 720

72 (#10).

I ERRAERT R, #+#5 BRI PTR

S IMmYE CK il 271243382 TU/L (263~10226 TU/L) 7=-7-. MSA 13202

P72 5720019, 0%) . Ft titin HLiRIL, 6 51 (6/8, 75%) THtEE~7=. $HEX TR

W CEEIFEN 2R LTZ (819, 89%) . LA EDT XTI mA T 7., #HiEXPr

FLIZDWT, TMG A0 EE NTMG & 0FEO M TH EZITRRO ) ~72 (F10).

I —4—2. BRRBIRERTA

FHRFT AL PM JRE

X4 L5321 ELRT A9, B i JE B S il PN # il 5(2, Z<HESE~ A
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F R & 7R B DEESE - TR AR ME S LORIE MR 2RO 7. £, Tl
CIFEEFEAHHMENR =~ MHC-class 1 HURDOYAMEZGRD, FHREL TEBT LT
R7Zo7z. PM IR B TR LD FFEESE A MAMENSE 0> MHC-class 11 (D Ys 80, K
#7 TRBDT72(9/10, 90%) . B THPERIZINT, MHC-class 1 HURZ B4 53k
BEIERHFRHE~D CD8 [5tE T U/ ERDEFHE (10/10, 100%) 2585, -4 CTIE
SERRRRME~ IR A (5/10, 50%) (KI4A) HFB, ENMC 53 3EPIC 5 51723 definite
PM, 5 {33 probable PM (ZHH Y 35T 72 >7-. ASS Z[R< DM T Hi5 type 1
interferon (IFN) #5154/ myxovirus resistance protein A (MxA) P HERRHERT X
EHITROOIVR)>TC. IR G i 2 41 GER 2,5) TEEILTERY, [FHES
AL C5b-9 Yuta b A278 7.
ELS LN E

2 5 FERY 3, 8) TITA AN RETHED B ERKEFE AR L, £DZ£<13 CD20 Ptk
THY ELS B 251172 (K4D, B). 95 1 FlIEHHENIC CD21 BEEMa HHERL S AL

LA EA RO T (K4F) . 7235, TMG &0F 1 B GEF] 7) TiX, ZEEMAES
P EEREPE T 28 25860 72 (K14B, C).

CD45RA BBt A—7 T UL RERDO#ESR

MG BETIE, BROEFFIRTY, BB %I T lymphorrhage” & X

NDBHNE DY SERETE O AFAENE BN B TEY, K72 TMG BE TS
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(29881 = YL RERIREIE B SRR OFT L Tid e, BARE kD CD8 Btk

CDA45RA [T A—7 T Vo /RERORHEEDOIE 1N H AP, 4[], CD45RA D0

B LY a2 T o778, 2ETHRENESIZIE CD45RA 2304, FEBEsE

3¢

/]

AR RRHEZ CLPHIZ N3 B N E D CDS 5tk T Vo7 ERIZ CD45RA faEffin ch o7

(9/9, 100%) . 2 5] GiEf 3, 8) T JEIFIZ CD45SRA B MEHIIDOFEHELZTRD TN, Zh

ITE B E) A C ELS &5 2515 CD20 Btk B UL/ EROEFEINL EREN—EHT5

e, <0 B ULV /ERTHDHEE 2 BTN, CD4SRA Gt A —7 T UL/ EKR

BRELEEND RIS E TE o7z,

PD-1, PD-L.1 ORI

I IEF = 7 IRA L My D PD-1 & PD-L1 OFBLZFEl 4 57-%, PD-1 & PD-

L1 Ok b Yt iT-7-. PD-L1 ®%HLZ PD-1/PD-L1 #I&2R TR 5

L CWAFRETHY, FEEHHIE o PD-L1 B ELIIH PD-1 FiiEO @@ S EHEL L CTH A

WHNTWAD., 58, &FITHIWNESICEE TS PD-1 B EZRD 7= (9/9,

100%) . F7=, PD-1 BMHIED T 20MR AT DI FRHERL_E~0 PD-L1 OFELTT

HAFRDT-(7/9,78%) (K4G, H) . BLBRIZEANZ 2T, 2 5] GERF 1,9) Tk, PD-1 Bk

HNE & $29 2 A RrE R0 O FEEESEMERRMEIZ E TR S5 PD-L1 O3TLTLEEZFRD

(X4, J). 723, PD-1 AL CD8 5 T Vo SERO RifEid kB ieia —HL T

1Y, PD-1 BHEMIAE D KR 751X CD8 Bk T Vo /RERTHHEE 2 Hivi- (K4K, L)
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caveolin-3 DH IR

FRIKHIIC CK fEA 7RO T — 5T, BEFE - PR A MRHE D I FITHR EE 22 Bl A3 2 7 o 7
728, “IRYE rippling muscle disease (RMD) 23A (L T B ATREMEL FTL72. RMD
VXA O3t B 1 X2 3R IA (rippling) 27D DT ENFFM TR CK IMLES £,
caveolin-3 JE{n T RIZIDH Y AMREMERIZEADBIMERELL TRIET DL
SMTh, TRNME (IR TENE) \ZRIE T HZE0 B, BIIRIESS MG (A DFLTIERF D
W 2385521, RMD 1357 B CREARAERIIAIR I ZF51F % caveolin-3 #2737 DY:th
PAR N 2RO D7D, ML T YA T caveolin-3 OFHlZEIT 57273, Yeta Ak

AHITCERD 72372 (09, 0%) (F5) .

I —4—3. MIREDORE

TMG &-0f 7 B B U 7= M IR 3~ CRAB M i 72 - 7278, WHO 4358 (%
9) DA INEFWMAFDNR 5T 1 BilEFR<E, B2 (n=5), B3 (n=1) TH-7-(&8). Hii
FEFZ TR SRR 45.026.9 7% (36~56 i%) Th-oiz. MBRIEZENIZ, 5 F] GiE
B 1,2, 4,5, 6)ICHBWVTEE 14.62.1 4F (12~17 ) f RZ W IATL TR, 2
B GRER 3, 4) 2B W TSR IE S 7 R I RIRHCZ B STz, i R ZIiRsic s
LMRRIE D= hr— KR, B CROBBIZE SN TOD DN B o3l L

(n=3), (L HEiET (n=1), [FRFHAZE OO IGHAT (n=2) , & (n=1) % TH
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STz, 728, MRRIERZ W LA R 2 S RIRF A D 70 S HRIE DTG IERTTE -T2 2 Bz fR

<5 BICII M BRI BRI 23 i R A2 W Ip L S hiA T S Qe

[ —4—4. BRRREIRE TR O

KRI2ITTEFENE LR E AR T JER] 8 1%, IR EZ§RD A TllE CK EDIE
FALZRBD T2, M RIE OB NISNRoTeD, k740 —7 7 ET
D 2.6 FF M, FEROIEEATRO 272, 750 9 Bl OR B2 ORIZIE CK EDIE
FAbZIRUIZ 2 BilA &) I Sa e AR A CIRIR S ALz, Sy i A B GE F 23 1
B EBI 4) >-o7273, 1 8 BICIEfk 0 7L K=Y o8& (20~60mg/ H ) L% 1 6
Ml Al (n=4), AT RAR/ VAR (n=4) , o7 07V KEREE (n=4) BLOYR
FE WA L (n=1) D3SHAH DY TS,

BLERZRWZ 212, I CK FEMREETRLZ TMG &0F 3 B GER 1, 6, T) A& T
2 9 Bl (B RBAFONIRD T 1 ZERS) T, a3 LI CK EOEH
RO TV, S 7 e —7 7 HIf1E 3.8424.7 4 (0.5~10.9 4F) Th-o7-. 7
=77 PN 3 BIDBFEC LI, FETTRANE, OFAMIMRE % 2 i GEG]
5,7), (DERBRE E S LOUR RIS IS A OF LI KUE STIiZe 1 61 CREBI 9) 72572, 725,
OFAMEPLAIRAE IR THRELIZ 2 B0 5, FEF 5 I3 RZET 1 ARl Sk R

THRIEL, PAZEMHKEELR D, FAMMRE R EZ BTSN TP E
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Bl 7 1 ZAHRZWT 4 FFRIZEREZ SV Tz, &b e T RS I R 2 WIS

RTINS, FHEMEDRRBEDN B S TeMFHIT G LN o T, BT e —T7 v 7RI
A7 L T2 7 511D modified Rankin Scale (213) (&, grade 0(n=1), grade 1(n=4),
grade 3 (n=2) LR &4 T2 Te VAR IEFIHETC. [F] 7 1> MG Foundation of America
Post-intervation Status (3 14 ) 3% Pharmocologic Remission (n=2) , Minimal

Manifestation (n=4) , Improved (n=1) & MG JEIR|Ta ha— /L ZFL TV,

I —4—5. MG & 0F 8 Rz s B 5 S SE ]

i SBEE B 23T, MG SR 10 BIEIERINIC, MG ERE RS20 i it
FE R, 26 1 B3R 7= GEFI 11) . ARENE ST 52T, USR5 1 H 45 FE
SEEO MK TEZFRDTN, MR AR LN LR g2 3 Uiz, i CKAE
5695 TU/L) 3L Ut AChR HUIREG 1 (77 nmol/L) , $t titin HFUARRGPEZ TR,
EH B TIL L BN A MO T R 2L A R 7. ERIMEEBRIZER T, =K
n7 4= LRERL RS 572, SFEMG I3 HETTS AL =72, M CT TiX 1 em K
DHHERRIERE ZFRD TN, FHEM TIXEBEEMBE DO A Th o7, HAERTIE, B8R
BEAE - FRAERRMEL CDS Bt T UL/ NERO MHC-class 1§/ % F 59~ B IEEEIE LA #R
HE~DIR AT, ENMC 7330 definite PM D FEHEZR - L7201 L=y

TR SHIEIRSEFLIZ. £ DF RIEIZ AR T R L7228, PR RO SE IR



D EITRRO 72Tz, i R2 W 5 R G S U PRS VREEFA9IZ WHO 7331 T

B2/B3 BID M IELZ SN, 11 FEO7ru—T v F RIS, #5453 L O IR ED

HAEE MG OFJEITFRD D -T2, MG FEA G RIER#E AR A 1E MG &0k &%

SOFFEAFRLIL TV,

I —4—6. MG F AR EIERSE PM LD LLER

CNETOFREFRIY, MG & 02l iRIERLE 41X PM JNEE MR ChHZ L

DIRESITZT29, MG FEE Do IRIEIERSHE PM (ENMC 43 %8) E DGR AL AT i

DIEEAT-72(FR15). 5L, MG GO RIZ, Skt o5 B MU KT,

RRO R, BN, LA OHE, WREEDARICSN -T2 MG B ROBEIREIT,

MG FEE DO MIBIEIERE D PM &, BB N LS PM W ELAT T 4%

3, BRI TIERRD RN LN EAVRI NI, JRELEAYITIE PD-1 Bl i <o

FRRRMENR |~ PD-L1 OB TLHIZH BZEITRO BT, PM R BRI @ L 7= G

EYETHLATRENEDNZ 2 BT,

I —4—7. ICI &3 MG &6t %

F16(2 L7 vy X~<7 (eMEFLEs PD-1 &/ —F )LHUR) B 54412 R AT

FELTZ 2 BIOERRBRAFT RA7=d. JEG] ir-1 1% 70 5% TP TR 23 A TR LA L
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T YA T MR ICIRAER TRAEL, 1 8 F ok T MU E A /KT 25871

7o JEB -2 1% 74 TR MET, MRS AT LA LT v A= 7 2 A & I IR AR FEIR

L

THAEL, 1 BEHE ORI TR K T AET L2, mflEsfhRZ R, BT
AChR PUIRBGE SR AHAEIR, DI ARz, LoL, RO B NZEE), KAEH]
AR T waning 2R T UG AKX T, =Ra7 4= SEERIGIEIIAES] ir-2 TR
b OO, FER ir-1 TIEBGTIX e -7z, BFlEbIniE CK miEERO 7. MSA
IEG] ir-1 TREMEIZ 7228, SER] ir-2 1XMIE D360 o7,

I BRI A6 R . Wi S IS RIEANL DR &, FEZEIEARIRMERR |-~
MHC-class I B THEATED, HRICEET O RAIZ 7. SHIZmfEdIC CDS (5
PE T U/ RERDOIEBIERHRRME~ DR NG ZTEH ENMC 733HD definite PM (2404
T ORI RIZST=DITINZ T, WEFIEEZFEDTZA, JEF] ir-1 1 ZNEBIZ CD68 itk d %
EEMIELFROT- (K6A, B). - ~D PD-1 BtEMILOREAFRD, PD-1
Bh A & 423 2 AR ARAE 30 0D FEEESEMERRME 112 FE T PD-L1 OB TH#EZFRD -
(R6C, D). ity O A HIE PD-1 B HEflldiL CD8 Btk T Ui/ ERERITED
— LTl E e, W & S SE K A JE P 0D I HE T A S RAEREE [~ MHC-
class 11 FURDOFEHTCHEDFRD, PM JHEREF JE72W AT AL CTh o7z, MxA O B/ Y
EMETERD T, type L IFN BREEOTLHEITRBI N2 o7z, WiflEb~LT7 ) X~T

FIERRIZ, S Ifl Lz R s S, IRRBUSHEIL R C, 74n—7 v 7 B i
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WEFO BB L BRI o T2 ICT FFNER S XERPRIR B2 0O 1CT 75

FEMETIRWERFFEMED MG & PR R EEILL Tz,

[ -5 &8
I —5—1. ARRFTHLNICLIZR
a1 CIEBL FIC oW T BT L.

ORHBLAEFENE RS FAEBNZINT MG DA PRI 1.0%(10/970) L F TH 5.

@MG AP RIZIBNT 70% (7/10) & A TR MM IRIE L O BIid A58 % .

@TMG G P RIZIBVT MG LR DFEIERFIIRE S, K (6/7) T 5
L. EBENLTRY, HiRFIERHCISITD MG OFIE - HEHES < (5/7) THLMNT
220N,

@ONTMG A PFHRIE TMG AP K0 MG FIED Rl T, MG Ef5 2 D[RR
FIEM LD, EHLMNE TMG & 0F &k S 3258 Ea S .

GOMG & i 22 D45 (5/10) TITREEUT gtk D 2MED® CK MUEE 35,

OMG GO 2% DFEMRIZ2HIC PM HELEZ R L, TMG & OF % O —#C ELS,
REEIELFRD 5

(D N4 rippling muscle disease DA FD Al BEMEI LG AR IR BLE RIS EH) THS.

MG FEE HFf IR BEE A 2% 1 11T, MG FEE OFLAS O BRI B2 RF I T MG
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B O R EEU TS,

QICI |Z&% irAE ® MG &0 2% 2 Bl CREFEE) MG A 0F 5 2 L i R BR 52 r01C

FERIT 5. JRERFAUIT, CDS BGth T U/ SERDIEEEICARAE~DIR AR E LD PM

JREL, ZERE, PD-L1 OIEEEIEARRHE E~DR B THEN BT 254 TH 5.

LIF, ZNO0D Rz B 52179,

I —5—2. MG & ROBRBOBERE LD

#1712 MG &0 2 DEE A 158l 47 FEFIO FL o 2R~ BT 5 2 W

BT 54 mEEE T, MG ZHTZFEIERDS 32%, 1 L ERTB L TWT=01E 26%7- -

7o W R B EE G X 48% 72~ 7. B A RO AHIERZ 10 FlFRDT-7%, DM BRI

X 4 BlCRONTZ. ZOMOPTR.ELT, & F230(23%), i (62%) , Wi e

= (30%) b iz, Fiz, FEFEE (33%) 2D T IEB D 33% X N TR 24 0 35

EL7=. MSA BBIEDFE#HEIT 2 HlO D —J57TC, i AChR HURIL 94% MMk, Hisk

PR D B EFIDN DTN 90% 72~ 7= (DA PHEIL 26% TR -, LLEX

v, RS EAMEHI BT DM RIL, BBLAFEITRWEDEZEZ L.

I —5—3. MG &R0, MG &8t RICBIT D MREDSEEE

B IZBITD MG OAFHE, 930 FERiDH R DA HE RO CIIIE

30



HAZEN (17315, 0.3%) LS TWDPH ARIRESTIE, KO KRR 0 difse w51 <
fRMT 24T 1228, [FARRICENTE572(10/970, 1.0%) . £7=, A0, MG &0FH % BE
(20T B M BRI BESESE 113 70% 727228, Zhud—f 7 MG BB ISR A BFR
(#9 10%) ME0E E R 72, BEO MG #EEIEGIF O MG SO R ICBWTE
50% (2/4) C i A O BEE AN A STV DIBL MG A OFH 2% C i SR 1 il R A 73 B
BT DTENE, MR D 008 R B D3 R ISR\ CE BB & R
ZLETRIBL TN,

A 181, i R BE A 51 D KR4y (7/8) A8 MG A BRI LW DS R Tdh o 7=, i
FHIZBWT, MG OABHE 30% TRRDDDITHL, hofhREETe H O RARD
BPHI<S%E D723, Fi-, o A OB RBE AT 25 A 02T MG 1
BENDZENDLD) ARIE T, B OB RBEZRIELS T W R R
(negative selection D ELF 72 L) IMEIE MG Z b A DFLLT V3, E61Z, FFEEY7e

RS PM i E 240 R G 0FT 2L HHEEABIE.

[ —5—4. FRED WHO 28, a2 ha—/LIREE
A[alD TMG A8 2 EF O BiED WHO 43 #41% B2 (n=5) & B3 (n=1) & B2 ®
ZEAETE ST LinL, BEE TR Z2 & 0 D iRiE S50 WHO 452813 A (7/28,

25%),B(11/28, 39%), C(10/28, 36%) &—E DA X7 7200 F7=, T AChR 5t



REE MG & DF#h 2 B OBEHR & CHIBRIEE D WHO 7323 RE S TODAE B
WAEE 12 Bl o7223, A(n=1)27, AB (n=3) 203341 A 7213 B1 (n=1)1""), B1 (n=2)
B85 B2 (n=2) 2971, B3 (n=3) 2?2021 — @ DAL RS 7270272 MG B ORI
BEEL 92 [ R L AR5 X OO A7) 2380 D70 Ml 1E 3 DITIIEBI D B RN LETH D,

A18], FHROBWIERIZINT 5 BT 12 LR Wr S i i i o BE
RV, Al 2 B TIT I RRAEI A 2 LRI RZWi S T Te. BBRIEDBEER 238 %
5 A DBE T TIBIED = M — VR X TR O R E TR 4 12072,
PR TIX, MG A0 4 13, ARZIID 4~17 FriIRES 2R ST
T R3] RN IS B T AR IE D= e — LR RBIE, R E RO o7
RG] 1 Bl2fR<&, LD 72<RHEo 7.

MG DIEHEL TOMRREFROZNRIT, M TIIMBEZ RV Z L
THY, MR 30 CHgRAHER 2 (O s P R S R 5B E LT, MR
FEFR SO T UL SERDS BRI R4 B AR BT CRIITIFFEL TV D2 ED S ST
B EBIZ, MR I AR ERD D 10 2 2L Eo BRI t2 o DI, mifgid
THHAREZR BB A (<1 mm) "OIDIAEL R ESNTND. LIZ3> T, fik
BRI T DGR A TR T A ARD2WIGE T, MEO ATkl LS &
TERV. FIIRIED R 2 RS Z2nodiX, TMG & 0Ff & 8 Tik, [EER 7+

0—7 T MNUETHY, IHIZ NTMG A HEEIZBWTYH, 0% O M fRIED H
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(CEETOUERDD.

I —5—5. TMG &HHRIZEITE MG LFHROFIEREIDE, ST RMRR
DIFIE

TMG AP RIZIBNT, ARZWIRFIC MG OTEEh 27~ 3 AR E R S AE
WRABRIZ 31T 5 waning DOFTRIT D07z, £, IEH 2 AE SRR T A R~L
7 4 B (EflmF a7 3 =7 ZGABRIIARMEAT) TiE, fLiF CK ED TR LA (BHUH
ARERR) 2 PED BB THE O RS K T B RO AR EFIE LTS, MG OHEICL
DIERIZIIO T, F ROBEKH AR DO IIERRAZ L oo eB 2 bz, BER
BB RIR O R E 2L BFEORE R HY, B AChR HURM:E Th > T KAEH
IR C I A TR 7\ i R B LA e (2330397 TMG A DF il ¢ 72 1 i sk B
HFHRICBITHMIE CK A S EE D CUREIT MO 1R T B L ORI AR 4
R8N ESNTND. A RIOFE RIS, TMG SO RIERICEB T, MG &k
PIRIRE I FIE F I3 T 5281307, Fo, LIXUIERBO Bl igkR O 2tk
DFEWARMIE CK SEZ O BEOH MR T2 2T DIEFINHLZ LN RSN,

TMG & 0FH % BB ICBIT DK E MG OFIERFAN KE B/RHZ L0T, HfgiE

(ZREE S D5 PR E RO M TEI LA R L TD. RBIZI > THRIEREH

MREERDHT LT, B CRERADREIEICR W TS Sz B EROGHE
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TV RERIIRIHICIBWTH CHUREH BRI TENUEELT D, 2-hit K Tl T&S
RIREMED D 20N, J i B CHURITRES AU S 2 B CAUSHE T VoS ERIE
20 FELL EHLRMICIFELIDZEN DI TNDEN, FRABIZ X > TR TIEME &
PURZ L B QB pOCZ 2P RE 0B 2 HND.

F7o, AL R MG OFFERF B ORI B TIE MG JefTH13 %0 >720%, MG
B O ROBEHAE T 1 L ERIERSEENL QDL DIZERDE, MG S THIIT 7
fpi]121.24.29.38.42.431 g g SEAT 1L 5 5112328481 MG SEATBICAR > TNl TidZeh o
7z. L AChR HLEGME MG DBEICAFIEL, FRIEAHHZEH O RIENMkRE T HZE T,
RERUHPUR D SN D2 LMD, antigen-spreading 72 & 1210, RSB HUR G
PED T Vo NERDNEMHALS I, B RZFIELLT RO ATREMEIZZE 2 BND03, Mk
BB BB ISR D R ORIEICBT, MG W CILAAET DI EN R EFIE
LG LRDINZDONTUIA B ORI DM ETHD. 7235, MG FATHNTT~T MG
(ZxF 3 DI ISR PSR 2 FIEL TR, ZLOEF THRAFIERIZ MG O
JRBFNRD 722 LD, MG DIRFOIHENA 272169 (&) 23, fHRDOIIED

1T N e oY i e N R Y AL oY S

I —5—6. NTMG &3t &0 TMG A Btfh & DELIM:

NTMG & 0Ff525 3 BT, MG &D 1 FELINDORIENZL, MG 2L mn»
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272Dy, TMG A BB RIEGI LR EDRLIL TODE b o7z, 700, IRFAER
ERUTIEBNE 720357223 (0/3), 1 Bl AMERER A 2B IOV A 2E 2L (1/3),

BICHL titin FLAEGYE (2/2), MSA &tk (2/2), PM JiEE (3/3) /R LT-. Al8], TMG &
HHElE NTMG &R & OFICERIR A, MG 7R, WP R OB LR 5806
NT=Z&E, NTMG AN TY, BoMRIE I LD fa e i he SHE L L TR RE M AE
FTHAREMEZRRL TS, NTMG & 0MHIICEITS MG OFEERZEr L 69 mil
50 sk LA _E TR RIE MG OERICAEET 5. TMG LIRIEIEBTE TH L @l R IE

G 135725 MG OV 7 7 )= 723304, oo MG 7 7 71— TIEBG R DR
PR PR DGR EBIZE WA TITHEEIL TERY, A72<Eb Il RN T

(FILE TR OIRRED DY, THDFHRFEIEICEAE-L THDDNBHILR,

I —5—7. BRHHEOREE

A RIOBRFTCTIEAFIT PM JHEZ RO, 4R, BRI S35 H UK
JEME CD8 Bt T Ul 7 ERIC R DA ME S22 (Z o TR T B PM BRI, Bk
BIRREMBIZIE S EH R BIRD 5% THHZ LD RSN TRV, BFHFCT A /LA
SR, BEVEREES, S Ve SISRED TR IR R ORERERI R E L CHELT D
ZEIMEN.

F72, MG B3 T, B OREEH RO RT3, MRH KD CD8 [t



CD45RA 517 A —7 T Vo7 EKDIRE Tl % lymphorrhage” DT R AFRHHZ LN
O LinL, ABEICIE, 26 THNEICRIET 52Kk CD8 51 CD45RA
(MM THHZLL, MHC-class I DIEFESEFHHHMENL L ~DIRFH/RFE B RD DI
72Z&D 5, “lymphorrhage” DT R Clde<, B =7 22742 —T Y /RERE 1D
FUR SR E SNAET D PM iBRA R B AR R OFT RLEE 2 b, Fiz,
MG A 0GR OBESH S IZ8V) T PM R ELZ B ISR L 7 s i3 S F e+

AP LI EXD, MG B0 R ORRELL T, SRR TITHEE RN DN EEND,

Efr
IIm;

A Z B CPUREL TRk % CDS Bt T U/ ERICED B S SUs 08 RS AF

TET D REME AR LTz,

FOMDIFE AT RIZOWTIE, 2 BIITTIX ELS &5 2. 5405 CD20 Bt B Voo

ERODO KRR 8 238, B 1 B TIZRFEIEZRBDT-. HRIZIBVTELS O

3RO TH 7RO, EEES h /et R THLUM. LinL, MG & 0 22 DREH

FIZIBUNT, ELSP OIS IO 2 192023 38T n iy LI i 238> % . PM i BN

ZC, ZIVHDORHEIIE BT RATRD T2 L0, RO RIS P IX

% THHTENIRIEEND. TR T VN EROPEA B IO H CRAEOFH L

T SRR PRI REZ A T 2 THXU L VR THY, MR- THRPER

P2 B L OIS0 23 okl 2 R f ) S NV EC 280 b, MG & HFih &

RIEDFEFHEMELE 2 BN,
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F7o, TNOFHERA P BRI AT LR IR B E OB N S0 b M L7 5. A
ELS iR 7- 2 B, il % H Lo TR 72278, Db PRARAIT
13727 o7, BESRE T ELS 23897 MG 0% 4 BllcisunTh RAFRIEHR R
PEAFROTWDEN. —T5, ABRINZFFEEZRD - 1 FHIEEF O—>THY, fhlEEE:
IRLTEME—DIEFI Ch 7o, BEMRE 12 W, AEEE- IXE MRS Fdsi s
FEGNT 5 Bld503, 3 BRI EA RO T-H D DR3231 ) il TEPHENHY
ABEtR 3 A TR L TR, PR B LR 20T Lo /[ REMER $ 5.

¥, IR EEGIRICISITD C5b-9 DULE D HERS TE7 2 il 1 1 ER 5) 1%
FREFICERR DY, BXAEESEAICIE MG OFTRIZHALI TR TER Th 72703,
H1 AChR HUAKIZEGETHY, subclinical 2R FFEE GO R I TH -T2 LEZLND.
I —5—8. ¥ rippling muscle disease & "] REH:

— RN R I OFFERT AL CIXAERGRAL ML TR W ERY, HE5E - TR AE RO 2
FEIXMTE CK D ERFRE S TEOMBEZRTIENZ . S EIOBKRFHIBVT, MG
A ORI 28 TIXUIX U IZRBU AR ER O CK A DO BMED D2 LR AR, —k
O CK i LA DY —REL DIEFIL DI EN G373, BEFE - R AERRMEOFR
X1 B GERF] 7) & BREEREE I £ CRY, Ml OO R IEER - LIS DR 3
IRODE AT BRI, BRRAIZIE RMD IR EENAHH0 0, RMD IZHE{E

D RMERIA IR OFEE (2 XY CK mfiEz 3 AlREME! A E L, $1T caveolin-3 Yt
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ZATo72D, MO YL AL B TRz TV, L7z23> T, RMD & ffD Alhe
PEITIR B AICH R ESNIZD, MG A B RIZIB W TESEICE TIIE LR iR
HMEARIAE D HEFSMESFTEL TWOD RTEEMEIZFR » 7. MIE CK EAZLEE, HLUIAT
PAREIED & T HRPEIRREARITHONICTEF(LL QD IEb T O ATREMEA X

FFd5.

I —5—9. MG & GFHBRIERSEH X D MG S BEfH KDL

MG SO R EE ZIRE T LIBFET, 1 Fl MG FEE DRl SRR B 7 2 60,

XK

FEENDEEDOFH KT, FFRAA, H1T AChR HFUAI LU titin HFUAPME, &
O PM JREEEV T2 MG A 0F 28 L3 O B R R PR 2580 7. i EO#E T,

[FIRRDIEFIASHY, BT AChR BRI THLL OO KAERMRBRITIER T, LADF
FEANDY, MG CK FH & (7271 TU/L) XL CD68 [5PEE AL E i N# D CDS8
e T Vo BRI OFEZ /R LT MG FEA OF 0 i B is BE S 7 2 RE Bl 23 iy XL
TR MG & BFi S AEG & BRI B RS EIL TWDZ e, HafRiEC
PEOPE EHIBT2Y, MG R OF BEIZBID LT, fH R OFIEICBIFRL TWD ATHE

Pz e 5.

I —5—10. MG &P S RIEIEE B PM LD HB
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AEIDFERND, MG GO RIE, MG FEA DR DR IEIERE D PM &, FZn
IRNZER° CD8 Btk T Vo NERDIEFEIERGHRHE~D L HIR AMES> PD-1 Btk
R° PD-L1 OFF#RAE~FE B THE L WS TR BRI DWW TSR T 20 D00, BiRE
TR D132, MG GO &RIE MG FEG DD IRIEIERTE O PM L1355
YT TN —F THHAREVE D RIRS L2, MG A DM RITIRB R FEE R L\ LD
1%, MG A BB RICEBITD CDS Bt T U/ SERIZARRR A A5 LA 22 HUR A 58R%R L T
HATREMEDS B 2. Tz, Al MG &0 2 THU titin HURZRIELIZDZTZ03, Hikk
KPR OGS, BB+ 5 REtEbdH 5. 7oL 2 1P ryanodine receptor
PURIEZ MG &0 R THOIRIHENDDB) in vitro TIEXFH/NEARNSHD Ca A4 D

AT 5 L AVREN, PR O TR RS LT 008,

I —5—11. ICI %M MG & PR EDEEIE
K172 ICI THIHESND irAE LL TOFH R EFFRVE MG B OHH RO EZ =T
irAE LU TOMBZITIRAFAER 2326 <8, B IRAEAR EH1 AChR HUKEGMED D MG &0F
AURIREFL, 5 ELF AT R b AR S DIEFIOMT0, BEARAEIR &1 AChR HUIAE
PELER/EBSRIET 0 MG 232lrsiy, ME CK &ENSHRIVRIESNLDIE
BIWSUDRENRHD, fliRkE MG EDF — =Ty T PRIBINDIENR DD, ETo

irAE XL CO MG TIEERICMIE CK @EZ R T LA I TWOBHE6I9T 772 MG
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APFESIVTOBIEFI DO HIZIX, T AChR HURITEFGBHHEP B D0 MIREED D SEF],
JAGRIIMERER T waning 278D 72 EFIP0S230G, %< MG ODBEDO G207 EEf 3
BEOIEGIL DD, ZOMORHEEL T, B RSB LR A RTS8 S S
TWHN, RBLHEMEN R OA OF O WA 120, M6 F BN HUREU HUR G
[5255571 MSA FEMEPPUDOMEDRH D,

irAE LU COfREFFFEMED MG A& 0Fh 2 DERAR R AT AAVELEIL TWHhHZen
5, AFRFTIE PD-1 38X PD-L1 O ARG LTz, 758, 2FICIBVTIEE
FEMERRRRMEIZ XL C PD-1 BE AR D2 35 LU PD-L1 O FHHRAEN - ~DFEBLIT
AR, 2 FICIEIEEIMHE Fo PD-L1 R LR ILHPHICRD 7. ZNHDHT
RIE, MG &0Ff B OF R OFIEIZIBNT PD-1/PD-L1 R EEFHE LR —7220 L
LD BH DB G- T DA ReE S DY, —H DR L T irAE &L CORB R TH
HNDHD L[FERD JRHFIPHD PD-L1 OFBLLENE VI DT LA TRIEL TV 5.

PD-L1 O FFTHELL, DAM/NRE CL MRS TR Y, BEEEEIREICE
WCUE, TR MG o> PD-L1 8 BUSHE A PD-1/PD-L1 #R38 DARAFEE & 7”93 A A
~—J1— & LTHLPD-1 FEEDIRFRIICHO VWL TV 5. B OB REDRE
HIRERR D PD-L1 DI ETTHED E 2O T, 72&213 non-obese diabetic (NOD)~"7

ZBITD 1 BRERFORIEICIBNT, BEEBA~D T U/ BRI BRI

PD-L1 OB TLHEEERD D)3, PD-L1 K48 NOD ~ v A4 B 427 NOD <7 A2

40



BAE 2L, B4 NOD ~ U AMENRA AR L7235 G LH, ER IR D240,
B B AlE Eo> PD-L1 23 CeE T Vo SERZ N 9-5 2 S KO BE IR I3 R iE &
BIESE 2 AIREME RS TH IO PD-L1 OFBLLHEIX B CSUBME T Vo ERIC
LDA Fn A O E A (AR oM L B 2 D QO a ML i AR I B T
1%, in vitro DIEERTEDS, IFN-y ORI LD F ZEHEME~D PD-L1 OFBNFHEI
HZE, MRS T U REROILREERIZE VT, PD-L1 OFEREILEIZE->T, T U
IRERDNHD TFN-y OFEEDINTHZEMND, Fi R OB DRI 31T D s s
A~ PD-L1 OFEITTHEEFED 575, i E L TRATIZ R\ TRHIERYZe i RE
Rz T rREE SRR ST §77005, PD-1 13 T Vo ERDNEME LS 721
(ZT U REK RIZHBL A T8, AR HBIL 72 PD-L1 & T U2/ EK oD PD-
1 PHEBEAEMT 528128, AFRE CONE T VoRBkotgrens kS sibl
PLPD-1 HLAD irAE ELCOfH % TIE, PD-1 &£ PD-L1 O AAEANESI TS
728, WMHERR =~ PD-L1 DI B LA B IR HPHIZGRD D ATRENED 5.
723, ICLIBFMER K T, PD-1 MO Z <X CD8 IHPE TV R CThHE%E
Z B0, PD-L1 OFBUIKIEMILO —HICH FEBLA RO T=b DD+ 53 7231l T
X7poT. HRORIEMIZISITS PD-1 ° PD-L1 ZRETLIZBE#RE EL T,
MR IR MEE BLEZERIZ PD-L1 23R BLL Tz 355012 ICT FE38 D

irAE ELTORB R TIL, PD-1 28 T UL BRIZRBLL TQV=DIzxktL, PD-L1 (Z~7n1
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77— DRI TN=ETHHDONHN A EORFCH PD-L1 G

Db =T~ a7 77—V DR D DS .

I —5—12. FRELEE T =y 7 RAT

Bk 72 A OB IR BOIRIEID, & T =y RA L Ny O —HFEZ R ) B E L
TWHTENFHNDIDNTI>THY, 7oL 21X PD-1 BB O — IR TN & 2
Fiad SLE T ~—27D 1 BEERIFE, PD-L1 BixFO—H LRI IRCKD
SLE 72& LD BN S TWHML Jg IR B S PRI B &, T =
RA L MR OB ORI AR AT, BIRIEEE 12105 MG RIAEICIBWT, &
T = I IRA LMy FD cytotoxic T-lymphocyte-associated protein 4 (CTLA-4) i&1fx
T ORI LORIEPM RSN OB Zhug, BARERE I, ST =y
RAVNF T DTN HHE, B O R BRI ENIH LA /R T M TH
EHThHD.

F7o, Halt, BRIEIRE S L THL PD-L1 HUK (7~ ~7) 2 [H#%1Z irtAE &L T
15 9% 2 FAE UTHIE B CLE, FIE LD T IEBI L F720, M ARTOR AT B Yo/ SER
JMESHT AChR FLIRBHEZ RO T E DM R H D). ZOWE TIL, FHRRAER]
#% THL AChR FUARMAZEEL TR ZE05, HT AChR HLR I s = 2 E 2R 4R

FTROEVITIRRAEIZBE 5 B R ez k5~ ——LL TR, B UV
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2 SERTEAE S 9 IR O BN AFAE T DHIE R ED — D THHI LN O RIBIE

~DOEHERGIEE 2SO Hg IR B 2 MR B ZFIEL 0 W

FERBEDMFAET D, BT, T =y I RA L DREENH RAINbD->Th, ik

FEIEIAE R < Z LA/ RL TS,

BRIRGIET = v 7 WA > bOREFEDO—>O AR L LT, M TII LM

SRR E CHUED EEAESNHI HZEP), B EREMEITFRICB W TH CHEEL T

PD-1 HLiA3 HBL4 52 LM, TMG GO RO & HHRELL TH CRET RO E

WirHZ P THE DL, MG AU R EE G TIIRET =y 7 RA My F-

(ZX9 % A EPUEARHBLURBIZE G L TWHZELE LN,

I —5—13. ZRFTORA

B TISIIBRICH > TORER T NERDDD. 112, MG EFHRO G 23

OTENTHDZD, MG PR OBE LD D72, JEFIDMFE-> TS FIREMESD

A H 20, TRTOGRIEF TEBRIFIZ MG O ENBEIENT-bIT TR, £

72 MG D& PRI T 2D+ 5372 1], imE7+a—7 v 7 TETHELT, MG

G PR/ NI L TODRREE DRSS, 55 3 12, SFEMG F/zldmRu7+=0 A5

BR2N~TD MG &0 R B TITHA TSI TN, MG OFF B2 /NG F

L CWARIBEMED D, 55 4 12, HT AChR HFLEAELHT titin HLiE2 26 CHIEL T
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57, MG &0 RICHIT DR EMETFHAR TE TR0,

[ —5—14. ARFTDOELED

BRET T Tl i 2 iE B D Hh T MG & OF i & D BR AR BRG 2 36 A SRR L7z

HEOHE T DI DIEGIHE S MG ZE MBI THREZ G OFLIERI O — A ) —X

THY, AERRTLOFHRICBIDHELHRE MG JEIE - FEE O I B LR IZ B

FTOMEHI TSR,

ZOFER, MG B UM RITEN TIXHEINE DB RE 2Rk E MG OAPFCIX

72<, MR BB BEL, HROFEHIT MG LTS5, SR TITB LMD

DIRUVMLE SITFIZHD PM IR 2 @I OR T 282 BT LT, £72 ICT @ irAE &

LCHO MG &P RICER RN ER G N E L 3 D2 LA B BN LTz,

MG &P Tlid MSA [EMETHY, REETOEIEE a7, TERO RGN

BORHERHFEARZ A THRETT DLW Wb, RO MG 26 0FL, MflaE

RIZDIAET D PM HELORHEDN DY, T = 7 RA L ORI REIZE 5L

TWDAREMED D — A LT,

F

MG A O R D 2<1%, HafpIERSHE O %I aE2 15 512, BT AChR HUKRGME MG
&, FERAIEIR B L PM R AZ BT RE A THEEZON, SHIZHREADHT

HZENDHDHEE Z T, W R IEES i 2B 0 i, RRamHicht AChR HrikBG M
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MG DOFRIENZRT TEDHZENZ VN, FNITHT AChR FLEGIETHLE DD MG D

SO CERVEFIL T AEE 2 T-. NTMG &0 2613, ERIE MG 248

HFLTWDELF X, PR IUALFH RIIEICF LI G L T D ATREMED &

2672, 728, NTMG &0 CTHL AChR HUKREEMEDIERF] 10 122\ T, HFUBih

PURD AT AATEN, HL AChR HUEEGMED NTMG & DffFil & He o8 v 24 o r]

REPELBD.

MG & OFf 2 TIIFRRRHED W95 P 2l 3B Fr DAFED RIZSNDHY, RMD D

EOHIEERITE T,

LLEDRIRIZ, MG & PRI T D5 RIEIE DRI FHIT S OIS 7073

D, OWTIE IR L ORIET = 78 A 2 MIBE T 5/ R DGR REIZ OV T

HT MRz RS 2bDEE RS,
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[BRET I : B RIC BT DR N IR AR E O F 2]

o—1. %5

H ORI, RA ORI, SjS OMERRMR, ZFMEREVAE DRINRZR L hE 2 7295
FEOIERRERFR R ELS WFET 2 ZENH LI ETe > THRY, ELS AR ERED B

CHURDPEAR, BHIERE, KEBEMEORNRRE B L JF T 2L ERSTn
% (F5). —J, 8128155 ELS IZOW T, B4EM: DM %3 ¢ DME7375) &
JFIR A D 28 (A — N —F w7 IERERE) BT70, MG A D BT SI0a@E 23 #dh %
(X T, ARSI B T D A B AR O AT RE N B Db DD, I RIZIITD
ELS TiE FDC (ZLDMRIEEZFRODI LT DN EnD, FflfkOBREE T ELS
FRCAFIEDE 2 Jibdb o, BIEETHRZEBNCISITH ELS OfFHIe<, #)
REMIZIITD ELS OHER, Mk H OHURBIOR R Y7 #47 LD, ELS

DOREREIZ 02> TR,

I—2. HEY
R B RO T a7 7 A NV 2l B S BT REBHHERNC BT, R T ELS
iR DIEF At TR L, Z O RMRA AT 7 (R, 72 8 2 hiR, OF

THREME) EORARZ LN T S.
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o —3. eI UHE
I —3—1. fEH]

2000 42 A 9 H25 2017 2 A 6 HORISY B TR EERZ B 21T -7- IBM %
BR< BN FEIE R FENE 7 08 iE ] 874 BIDH L, AR IZ BRI L 72 fLiF 2 VT
MSA & MAA 2350 1EE ELISA TR EISI, fZiEfl 415 5. fa

B A LM REIIRET [ ERRICATDh.

O —3—2. ELS DERERIV—=2T FiE

ARETCI, ELS O— AV —=2 7L LT, % RITHREL R —NEE, JHEE
FEAZ -V T H&E YL el i T, BEZERD 100 {8 LL Lok itk S Z RO 72
59 5% ELS OEMIEFIE L7 (K7). 100 AL, EOEFETH-THREE, HHV T
1 JE IS OD 11 JE I TR 75 % %8 TR WEE % (perivascular cuffing) D% & 13RI L72.
ZRAZY == T LT, ZIVBDREBI D) LIRS 27 o T2 1 il RS 58 I35,
- a2 B L, H&E Yefa, CD20(B U/ gk~—74—), CD21 (FDC ~
— =) DRIEMBAF I AE R 1 RO FIETHEATL, FREO~@DHT o
A AL (X8).

(DH&E 44123 T 100 {E LL D Z8 5 fiim oo Hik 4 7
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@CD20 [ B Vs 7Bk 50 {2 E DR

@CD21 [ DRI
ZL T, ELS DOffeirb L% FRLEHETHIEL, definite, probable, possible, non-ELS
inflammation {273 %AL7-.

definite ELS: @D, @, @4~ TOA R278H5 (n=21)

probable ELS: D, @% 780250, @%b 7\ (n=7)

possible ELS: (D, @, @D\ NHiRHA (n=16)

non-ELS inflammation: DZ§8 5703, @), @DWTIHERDY (n=14)

HITEARE FRR 72 L (n=1)

I —3—3. H& B CHEDOHIE
48 B EPUR 20 FEEEHLYARY — AHURZHIE 35729012, RNA SEERRE, ¥

LRI RIS, ELISA Z5ifTL7- (&18).

I —3—4. ¥FFHFHE

BET T ERBRICAT ST,

I—4. &%
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0 —4—1. FHREFIEF ORBERICI T DH AL MSA L MAA D5
IBM A BR< i 2B Bl D42 415 B2\ T, ENMC 2313 EZ O A #E7)5RB
THFERRET »7- 4 BlEFR<EZ WAL, DM (n=191), NSM (n=155), IMNM (n=49)
PM (n=16) 7257=. MSA ONFRIL, RIODIEY Th-7=. % MSA OGMERIL, PR
BT OHMER (R BB ARERTE 572 MAA [ZOREHEFOZ VIR, i
SS-A $iifAk (n=46) , Hit UIRNP $ifk (n=36), Hit Ku Hifk (n=14), H1t Sm Hik (n=10),
Pt SS-B HUK (n=8) Too7z. T DA, HFLURY —L Hiik (n=15) 38D 7. 725, 1

R T CRHRELTERIE A, MG BB RIS BTV o,

0 —4—2. CD20 B5ik B V7 RERDEFHE D R TE D ELS A 28 B D EEFRBRZERT
RORK

CD20 B5tE B Uo7 ER DD RS T& % ELS (definite ELS %7213 probable ELS)
DOFHIFRELAT RAFRDT-DIXRIERD 7% (28/415) 72 -7, 21912 CD20 Bk B U<
EROEFEN B TED ELS A 28 BIOFT RO EEDZ R (FFHOEMIIHES
).

ENMC 4336 Cl, DM 23 15 i, NSM 23 12 fil, PM 23 1 §5CTHY, 96% (27/28) 3
DM & L<IE NSM E5¢E D FI R~ Tz,

H CHURDOBLEGIE, MSA WXGIEGIE MBS 14 F]3 2727273, K102
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T IOIZ, Bt 14 191 6 5175 DM BE LA (Bt Mi-2 Hiik, $T TIF1y HLii, Ht MDAS

LK), 6 FI3HT ARS LA TH o7z, DFED, MSA DO 86%(12/14) 73 DM HIH )

RS0 MV Vi 2% L B B H AT o 72, BRI RIS, 785 2 BllERAMRZE LD

BSOS TUOZROHT HMGCR HUIEDNGMEZ 723, Th Tl RA, lBAREZ S

HFL Tz, MSA B5HEBEID 100% (14/14) 2550k 25 (DM SURIR B2 928, R4 il
%, M EH CORERR) ZEo TV,

SHIZ, MSA [EMEGID 36% (5/14) BBIER G DI THY, 7B IEIRIES OF 9 B
TiX DM SV RiB % 3 4, BVEPERT 2% 2 B CADFL TR, Wi &0 1 Bl
FN T2 (R11) . ZRSDFIMEEDOWT LRI o7z 6 FlDHH 1 ] (GEF]
E-17) X PBC Z& DL Cu . T720%, MSA FEMEFID 71% (10/14) HihFMR A%
Eo T, LIS T, CD20 Btk B U/ RERDSEFED R T& 5 ELS 1247 28 fi
AR THHAMAZIL 86% (24/28) TRl 7-.

CD20 Btk B UL/ ERDEFE DR TES CD20 Btk B UL/ ERODEFHE MRS T
&% ELS A FIEIKRICBIIDAIREDOBANDI, BERAOHE 25% (7/28) T
DTN, AR BIC—EDBEMIE -7 (K12) . BIFESH GO0 71% (5/7) 1%
MSA [&iE72 7 (F8) . BB G 0T 24% (6/25) TRRDT2A3, A& OFEFI3kR %
7272 (X13).

CD20 [ B V27 ERDIEFEDERL TS definite 351N probable ELS 27872
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ELS(+H)Af (n=28) & ELS iR 727> 7= ELS(-)EE (n=371) THEARMA T Aa bl
72 (£220) . ENMC 233813 ELS(+H)EE T IMNM /D727~ 7203, iRl 0B &6 &
ZEVERRO Do T, BERFT HIL ELS(HRE CRARITRE 2L, $HENICIIT 2 L5 R
BALDOR RN E D> T-. ELS(HEETHL Mi-2 HUK, FLURY — LAFURDGIER D &
ol TOMD B EHURDIGIESRICH EAZTRD o7, E6IZ, CD20 5% B
UL SEROEEFEITINZ T CD21 B FDC O EZ 780, FERERIIZIMH LM
W DEENHDHEE 2 HID definite ELS &8 72 ELS(H)EE (n=21) & ELS %22
727372 ELS(-)#F (n=371) TRIEEDIRFT AT 272723, ELS(+) TIEEHH EXRIZB TS

LRI OB, HURY — DR OB MR A B - 72 (820).

I —4—3. §ii Mi-2 FURBMAESIZ IS ELS OF ELEBRARRER A

MSA DOFFAT LR AR BRIRIBUL D IR 5L B 2 bidTzw, ELS DRfIR
W FeE D280, CD20 Btk B Vo REROEFE DGR TESH ELS(HEECTHEIC
PERD @D TH Mi-2 HFURDBEED 14 1123 T, CD20 Bt B U7 SERDAEH
DMERE TED ELS(HHE (n=3) & ELS(-)F¥ (n=9) D[# CERIR AT L4 Ll L 7= (R 2
1). 5L, CD20 Btk B U2 /REROEHE DGR TE% ELS(HAETIL ELS(-#EE I
R, TR WHER DMK o T2, S BRI ET R CIE ELS IZH kG 32 e M dE 2 0D

FTRLAMNT, SRR AR EE A BICZ<RO. BIEEEETRICOWVWTIAEEL
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DI oT.

0 —4—4. MSA FAMEREBIZIIT5 ELS OF B LERRRER A

MSA [Ef5 20 5 FILL EOBEITHELL, MAA Z2E Mo B CHUARIHE L2 G &
SLMDOBFIHRN A PFLTZ5A T, £ MSA (ZBIE§ D HFREG 8 iR L2 <0
TV, ZZT, MSA ORT-&#FRE, ELS OEFZREMRFILIZ. R SRIZH VT CD20
Bt B U RERDEFE D MR TE D ELS(H)AEE ELS(-)RED 2 #ER T MSA FEMEFID

AVWABEZERO IR oT2b DD, CD20 Btk B Vo NEKOEFEN MR TED
ELS(HEED 4515 MSA [atE7=~727-8, MSA &k 152 Fillzis\\ ¢, CD20 Bt B
V2 7SERDBEFEDEFR TED ELS(HAE (n=13) & ELS(-)EE (n=130) Z Lbfz L7-73 (&2
2), AEAEDOHLHEB TR -T2, MSA GO T 7N —T7Thd RA &F

PNZIBWTHRERD EEZAT T2y, AEADHLH A ITFBOR)-T2 (F23).

0—5. B8
O —5—1. ABFTHLINILIZR
FRFHL TIELLF O S BBNICLTz.
DCD20 Btk B V7 NEROEEFED R TED ELS I RIERFID 7% (28/415) THE

¥, ELS ®OHELIX ENMC 4358 T 96%72° DM (54%) 7> NSM (43%) LW ERE D
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B A EL R

@CD20 5 B Vo SERDEFHE DB TED ELS fRABID 86% (MSA [t
100%, MSA F2MEBID 71%) BINREEH T %.

BCD20 Bt B Ui/ ERDIEFE TR TED ELS PRA BID¥-4013 MSA BT
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@CD20 51 B U/ SERODE D HERE TE % ELS A Bl L FELRATHI L EE A, H Mi-
2 Uik, FLURY — DHURIGPERI A .

O Z WD, T Mi-2 HURIGIEFIIZI T, CD20 Btk B U/ SEROEFEN
ffER8 T&% ELS TrABIILIELRA B LRV,

LIF, ZNOD Rz b5 2179,

0 —5—2. ELS RRAEFI EFHINRE

CD20 [ B V> NERDEEFE D iGR CTE D ELS(HIERI TIIAH MR ZE DOFEIG 23 E)»
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& NSM [>Tz, ZRBOFERNG, ELS OB, BEFRZIILHETH e

PEIR D

ﬂl#
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VW ELS OFT 2B I TIRYET, S EIOME 1 TH MG & 0Ffh 25 0 — RIS
T ELS #BH5HZEEALNTLTZ. F72, RA A0 O ERG TILEE LI Bk
ER T MR 70 HAEETIREE #2438 B nodular myositis”23RF# &S TR,
ZOEFIL ELS ZFRL TWD ATREMEDN 5.

7238, CD20 (51 B U/ ERDEFE DTS TED ELS(H)D MSA [EPERIZINT
BB G OFE 2 BIREYD, ZABIEASk, RIAEMIIRIEOZ Ly iR B G L B 4%
MSA ®O#Ht HMGCR FifE (JEH] E-11) 5T MDAS $Hifd (B-23) OBE1EBI7E-72. MSA
BEPEBIZ BN T, BIRHE A DT ELS TR E BRI D ATREMED B 5.

ELS OFAEIL, 4 Bl ELS(HEFI TR, #EAR < PBC & 1A 0B Ok
RO OERIIBERR BRI T, IAILIVTIY (R5), ASS ORVE MM jpiBE
(BN THIRE R DL, B O R EDOIEREZR LS ORBELLL T, RA DR
SRS (IR ZE) 123\ Th ELS OIFFEN DI, BIFIRZE ARk O R 038
P 2RI TN A[a], FiAMR A ORT G (G 0F B C 5k RO
(B BRI ERAG) O HIVIEGNIX D -T2 23, ELS 2k Lo i S 48

DRIEFEFFL, B FLAR D JIERE F ELLL TOD ATEEMEITZ A 615,

I —5—3. ELS R FEH LB Chifk
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Pt Mi-2 FURBGHEGI <, fHR O TS, FrITH Mi-2 HLiREE1E DM EO B 5
WZEDITRSNTZ.

UARY — DHURBG ML RNA 2 PR REIEIC I8N T 5.8S, 5S D 2 D0 RNA 23 iER
SNTVDHZEZEIRL TWDR, ERBEEGZ I THHIRY —LEHD RO %
KHISHURET DHUARZR DN, SLE EDORIEAHLHIARY — L P HURZRODIIAHT
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HFTHY, Db IO TITBEIR G HFOIRBL L HBLL TWDHEZ 2 HND
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Thb.

I —5—4. Hi Mi-2 FUKBHAEF]IZ 3152 ELS

P Mi-2 FURBGMERE BN IR TRENT 2L, CD20 Btk B UL NEREEFE D R CF
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ZENFRRSN TSI E72, DM 128175 ELS ORESREIIEFERIEPIB IO
B VIIE (17 %, 27 15%) PIDIEFI THHZ DD, Fi Mi-2 HURBER 28 O g
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BT, ASS 23RS S U7 DM (MSA AB) 128V CE &R RT-PCR 28V, ELS 2
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(@) BEFEAAES 5658 LM ARIPT AL C, JUEMINI TR B~ i 8 BN CRRO DD T, i S A~ ORIZIAS TR /N
H~DOMACILH, HLLILETH Cpipestem capillaryx 38 52L10573, (ML A ~Dtubuloreticular inclusion| X EAL37BH 720

(h) IBMZ 7R3 DR 280, FREIEAHBRHME, cytochrome oxidasef PEARHE

(i) FEHIERAERE L ~DMACILAES LI, MO Aa 7 ¢ —Z R+ 5 5 Ak I L

#3—2. ENMCOf &4y iR sy

DM
Definite DM
1R CORGIR I HE
2. AT L T & T
Probable DM
LT R CORIR I FEHE
2. AR R CdE ez & o7y, CK 52, fIMETT R32055H1o
Amyopathic DM
1. DMWY 2%
2. KA/ NI 5 B ), dermal-epidermal junctionlZ i 5/ i
B ~DMACILF, variable keratinocyte decoration for MAC
3. LD K T 7aL
4. MiFCKIES
5. A& FE BT R
6. £ K Cdefinite 1, L <& probable DMIZHH 4 9~ 55T /72 L
Possible DM sine dermatitis
1. B35 % < BRI L e
2. [ iECK E5-
3. MRAFT R30I H1o
4. AT R CeEraidda & T

PM
Definite PM
L. BB DS D~ COREIR I I YE
2. fiECK E5-

3. AR R Cak & 2, e dhix BRI TED
Probable PM

1. BB DS OF X CORER A I YE

2. M{HCK L5

3R AT 32D H 12

4. FHAERRTT AL ChE & A, o d g hixbRINCTED

NSM
1. BB LSO ~TORRIRAYIETE
2. fMiECK EF
3R AT R3-S0 H1o
4. WERRAT L CeE a3 e B 4, iy ~TEERINTED

IMNM
1. BB LIS DT X TORGRIR ) FEE
2. MiECK &

3 MBREAT R3S H10
4. AT L Cg &, T X CTERILCED
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F4. HRITBITDENLRRFEAIEEDOREH]

AR B ik FHRERB
FUE M IE A O PR DL FPTPE Y U N R i
eI VAP S e PR RUTHUE e
e i g M R 55 0D L 2777 12 FLFHL1HLAR LS
7 A L A YL pipestem capillary
ENSRZGPA: CPURC R B 1 A R ER IR

F~ U /MK (SLONM)

SLONM: sporadic late-onset nemaline myopathy
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#5. B OB REBOEMEGICBITAELS Crik72Lh 8 A% E)

KA ELSORENAL ~ ELSOERHMOZEFRIUR ELSOMRE
R~ BLEgL -y JIAAA T HF a2

BTt ENRE7IN.NARA

— SSA/Ro

T N i3 -
v — 7 U SEERE = SSB/La A<BH

M3R
Z M AE (F721XEAE) HAX fRE SR RN N 715 W N
14 bR 75 = insulin FNiE

hyroglobuli
A R roglobuln 1

yroperoxidase
SRS E B L OVRTE o § -
et m PR N CCL21&MADCAM1% 8L
FIE IS E i it TEF YA !
. e i

ST TR BIRWEME Y Bl Declonal expansion

somatic hypermutaiton

EAE: experimental autoimmune encephalomyelitis, M3R: muscarinic acetylcholine receptor M3
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6. EEHRNEDHEERB(AFAEFERBIEEHRNELSRIIES122014] Y5 ARE)

A. fEIR
(1) EREE T =
(2) REESEE
Q) EEMAET
4) BEET
(5) BETIEE
(6) MHIGMESE
(7) |EFHHIET
(8) mMEEXFNIET
(9) FFIRPES
<HEER>LREEREISEFTECERNEEEZETS

B. mRHEECSIKE
(1) IAChRELIAIS 1
(2) HMuSKILIREE %

C. RHESNES
(1) BREGE D B IR 7 KBRS
(2) TA RO ER IS 1%
(3) TRATA=D LEERIGE
(4) RIERHERER Twaningfz1E
(5) SFEMG TGjitter® &0

D. $IE
UTOWTNADEZEE, EEMBEHIELZETS.
1) ADIDLLEARHY, hOBOWLWThHANEDHLNS.
2 ADIDLLERHY, hoCOWLWThhMNRHLN, thDKEENERTES.
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#6. ML RAL AR REREIER LI — KK

BLE 2B clonality clone Bl AR
B-dystroglycan <A monoclonal 43DAG1/8D5 Novocastra 1:100
C5b-9 <A monoclonal aEl1 Dako 1:100
Caveolin-3 <A monoclonal 26 BD 1:100
CD3 <A monoclonal UCHT1 Dako 1:100
CD4 <A monoclonal 4B12 Dako 1:100
CD8 <A monoclonal CR8/144B Nichirei 1:1
CD20 <A monoclonal L26 Abcam 1:100
CD21 <A monoclonal 1F8 Dako 1:100
CD45/leucocyte common antigen <A monoclonal ~ 2B11+PD7/26 Abcam 1:100
CD45RA <A monoclonal 4KB5 Dako 1:100
CD68 <A monoclonal KP-1 Dako 1:100
CDI138 <A monoclonal MI15 Dako 1:50
MHC-class I/HLA-ABC antigen <A monoclonal W6/32 Dako 1:100
MHC-class II/HLA-DP, DQ, DR antigen <A monoclonal CR3/43 Dako 1:100
MxA A/RS polyclonal - Abcam 1:200
PD-1 <A monoclonal J116 Abcam 1:100
PD-L1 AR monoclonal ~ EPR19759 Abcam 1:100
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#9. MREDOWHOLE (STHR92LY 5| FHE)

[

R

A

spindle cell thymoma
medullary thymoma

SR e/ IR L B ISR ANRAEL TV
J i b BRI TV, Ui BRI AN EL A
ER, Folz<TRu,

mixed thymoma

YL RERDZ LA S 2V L RERICE ATEB
TR Sy HNRAE T D iR bR iEE. B
OIESEMIL, a7 a~F o BLOH S
7o IMEZ D, [E, 8 E721354) 8
TECROENEEG T 5, N2 AT B

FARES FITAE RS ILD D, B1SPB2 & D
FEEEHIRL DS /NS THEV. Yo ERIT AR i
BRAE L0 2 HGRD D3, Blﬂmﬁﬂiw/}\fxb\*

EbdD. 20D OEIEITIERE/0E S

HY, WT DR Z L 75 3B5.

Bl

lymphocyte-rich thymoma
lymphocytic thymoma

organoid thymoma
predominantly cortical thymoma

FERSR P IE 5 iR & R T 3D ik i
L&fﬁﬂ@@ﬂﬁr“(%é TE i IR BE L & [l
(2, R REROEM OHPIZHAET 5 E
ﬁ*ffﬂﬂ’ﬂ%ﬁ@ﬁ BRI RIS, MR

ZFAL U 7= HasselUMAZ 9 Z &4, & DR E 78
ijZ#%T%E‘ZéZ(L“Cb VD,

B2

cortical thymoma

HRRICECE L CTRY, EW iR E BT
2<% D5 ERIaE Tz, RE7ek/IMA%E
-7 vesicular nucleiz 5>, K&/ %M E
AR DR R S LD iR b Rz S, 5 5l
RN THALOEDMFLEL, 185 T
R EDE S,

B3

well-differentiated thymic carcinoma
epithelial thymoma
squamoid thymoma

HREEDOREZD, M EILZATEOMA
MO EITHERR S, DT EAMEZEER 0 D
B bR S, ERCHIARIEY L REREIBIEL TR
D, >—MRIZIEGES 5.
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#10. TMGA P&k & NTMGA B & D Heigk

TMGA Bf NTMGE Bf P value
(n=7) (n=3)

Bkt 3:4 12 n.s.
S e 44.4+8.2 69.3+7.4 n.s.

MG Wr 4 i 46.7+7.1 69.3+7.4 p<0.05

IEMW (22 EMGD 2K 1/7 3/3 p<0.05
22 W iR oD IR g R 2/7 0/3 n.s.
2RO )R T o H NZEE) 2/7 0/3 n.s.

be?)ﬁﬂﬁ@}ifﬁﬁ [FEER 1235 1) Dwaning  |1/7 3/3 p<0.05
MGZ WO fiJECKAE (TU/L) ® 152.3499.1 561.7£500.9 |n.s.
wmEO—EwHIMIECK FHoy Y —R 1/7 1/3 n.s.
5 2% 2 Wiis O CK (TU/L) 3961.1£1497.1  498.1+287.6 |n.s.
ST 4/7 1/3 n.s.
B PUR S KT 4/7 0/3 n.s.
ERRAY 3/7 1/3 n.s.
e T i 5/7 0/2 n.s.
e R [ o 4/7 1/3 n.s.
9 3/7 1/3 n.s.
FEEL 3/7 0/3 n.s.
DA DHE 2/7 1/3 n.s.
fi & PFAE 4/7 1/3 n.s.
HrtitinPt ﬁi 4/6 2/2 n.s.
FH BN DL FRIRFEAL 7/7 172 n.s.

a. meaniSD
n.s.: not significant
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7213. modified Rankin Scale (mRS) ¥|EZ¥E (A AMZEF e [HEFIHBRITANT 12009 X 9 5| HASNE)

modified Rankin Scale BEITT_NER
Fo e FEE RN HEER B L O R ER D IZRWVIREETH D

FERIXH - THHALREE RV
H & O#EHIEENIITZD

B AR B KO 5039575, FEAELLRTADAT > T
AT BN S IRIZZRVRBETH D

BREDREE:
FIELABTOIEEI T T2 DD Tldin
2, HOOFDEVDOZEIFMBIARLICITZS

FERELARINDAT > O AL S-IRENSHIIRIZH 525, A &4
THIXEN L TODIRIETHD

FEEDREE
DD B b BELT 503, TS BhZ2LIC
112%

B oA A BB AR L= B e S 1id B e L
CT DN, BT, BE, FIZLURADHEER, MUIZREIZ
I B2 B LRV IREE THD

HEERENLEE DREE WH AT, BE, FHTELRBOHMEEE, ML 72813 B2 2
TR R ELRIIZ I B E TH D LT BN, BRI L L2V REETH D
HEORE: WIRED OB A LB LT DRIETH D

FI-ED, KERRHE, WL R e nEe

ERA)

FEL
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#:14. Myasthenia Gravis Foundation of America Post-intervention Status (MGFA-PIS) (SC#R93L 0 5| K E)

Complete Stable Remission (CSR)

B IR ARTER], MGOIEK E2 1382372, MGOIRELZ 1T TV
VN AR AR B O TR B U IS L DEEARZ I Lo T VIR T
RO, RO ME T OHRERBD DG EITHFRIND.

Pharmacologic Remission (PR)

B DIMGOA S DOIRIEE kL T ‘%.’)_&LJﬁHiCSRJ:E%Z@ ajrx
27T —EREREE AT OREL, HIKTOFEEZERL TRBYRIASN
5.

Minimal Manifestations (MM)

MG _ot%.’ﬁ%é B FRZ X 7= 9 ERITAR D, WO DIFITH IE T % 5.
MMIZ SN BE L, EERZEIZE > TORBH TR 1K T 235
D0, EHTRRITIU iCSRiL FIPRIZHFHIND.

VBRI DM EIER O K20, £ 7 ahL CEBESN A7

Improved (1) MGIAIEIE DI 1585,
TRIERT OB AR RE 7R B L EL 7 B bV TERSNDOMGIRE IR
Unchanged (U) DB,
w TRPERT O BE A R O RIE R, £/213 7 0L TERSNAMGIEREER
orse (W)

DRIGIREEINAD 2.

Exacerbation (E)

CSR. PR, FIIMMODEEHEZR - L=, TDHBRICINODFEHETHAS
NTWDEVE BT A JIE.

Died of MG (D of MG)

MGHAMGOIREAIHEIZL > TR, £ MARRER%30 3 LANIZIETL
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#15. MGE B R EMGIES BRI IR IEFE B EPM L D LL

) MGHAfFH>
MCETFER | mmsEEEeM | P value
n=10) (n=16)
n

W5 S AR B 59.6+10.2 66.2+7.9 n.s.

Bkt 4:6 7:9 n.s.
SEAETT 5/10  (50%) 0/16 (0%) <0.005

22 0/10 (0%) 0/16 (0%) -

R PRI 28 0/10  (0%) 4/16  (25%) n.s.
fih B QR B A DF 10/10  (100%) 6/16 (38%) ° <0.005

HC V&Y 0/10  (0%) 4/16  (25%) n.s.
—EPEIMIECK EF- Oy —R 2/10  (20%) 0/16  (0%) n.s.
BMECK EHR A KT 5/10  (50%) 0/16 (0%) <0.005
I (MMT<3)PUE S IR T 4/10 (40%) 0/16 (0%) <0.05
ERRAY 4/10 (40%) 3/16  (19%) n.s.

W T REE 5/9 (56%) 8/16  (50%) n.s.
I i 5/10  (50%) 0/16  (0%) <0.005

o 4/10  (40%) 0/16 (0%) n.s.

T 3/10  (30%) 0/16 (0%) <0.05

DA PHE 3/10  (30%) 0/16  (0%) <0.05

R 4/10 (40%) 0/16 (0%) <0.05
CK((Iu/L)*® 271243382 1061+840 n.s.

MSA 0/9 (0%) 0/15 (0%) -

Ptitinfiis 6/8 (75%) NE -

SHE B BT 8/9 (89%) 9/11 (82%) ns.
PD-1 k5t A e i3 9/9 (100%) 10/11 (91%) n.s.
PD-L1Df#RHENE b ~DI LT 79 (78%) 10/11 (91%) ns.

PD-1 5 MR 282 3 B Al B L D

JEBEAE AL |- ~0OPD-L1 0038 i 2/9 (22%) 111 (9%) n.s.

a. mean+SD
b.SSc (n=1) ,SLE&LSiS (n=1) , AR (n=1) , Nt FUIE (n=1) , HEVELE (n=2)
NE: not examined, n.s.: not significant
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#16. ICIDIrAEL L TOMGE B %

SiE B ir-1 ir-2
PER 5 5
FIFEIER IR T B
I RIMG D2 W REA s 70/70 74/74
MG W DA R ZErE T H 0 0
TP R RRAE S A Jifi fig 23 A
E7NE R AR Re7a) <7, Ra7a)X<7
TXRF=T
HIFEIEAR H BRI 2 A 7 A3HHE 2¥ A2 NVIHH
mRS 2 3
h BT R
JEAR VU i 5 74K T wliiowaliia
SER B AR ETOM 134 138
MMT, S5 e 775 /S A7 4/4 4/4
MMT, Ffh/ T 4/5 4/5
iy + —
e TR — -
IR [ - —
135 CKAiE (IU/L) 1831 2014
MSA - NE
Hltitinpr i NE NE
Eamiy AR £ A A - +
MGFT A,
A K O MGHE IR ARMG T, 20, AR T, 4,
R R TR DU e 5 S
MGFA%3JH I I
MGZWrHEDHTAChR P (nmol/L) 0.8 10.1
AERRIRF D 5052 BN HITE R - —
KAGHE B waning/ =R 7 + =0 AR ER —/ND —/+
& OHE
DA PHE - —
BRETH
i I EMGIZ k9 D505 Ha IVIg, PSL 30 mg  IVIg, PSL 30 mg
T4a—7 v 7 (A) 6 2
mRS (i RZWIRF— &7 + 1 —7 v 7iF) 2—-1 3—1

IVIg: fo 7 a7 U K&EJFE, ND ! nodata, NE : notexamined, PSL: 'L K=Y 1
a. HIRFMEOERHEIT ER o T FRIIAH
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#18. BH I IZIITEMSA/MAAD HIE

MSA I E A
PLARSHUIA
Pilo-1H11k RN AP UL o 1
PLPL-7HLIA RN AR VL B 1
HIPL-1251/4K RNAGE 2% Pk 5 15
SN AR RNAGE 7 L fog 1
O ETINEN RN AP L o 1
PIKSHUA RN A LB 1
FIMi-2 iR BN R Ik
FIMDASH & B R G TR
PUTIF1y LR BN G R R
PLTIF1BHLIA B NG G R
PIMI/NXP-25114 ELISA**
PISAEHUIA ELISA**
HISRPHLIA RNAGE 7 L fog 1
FIHMGCRHIA ELISA
MAA
FLUIRNPHLA RNAGE % 7k 5 15
HLU2RNPHLA RNASE 7 L fog 1
H1SS-A/RoFA RN A UL o 1
HUSS-B/Labifhk RN AR VLR 1
PIKubiik RNAGE 7 L fog 1%
HIPM-Scliifhk B R LR Ik
Z OfLE B Pk
FLUARY — LBk RNAG % P 15+

* R - BIER N THETT L7z

i B OR SR R E R TREAT L7z
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#19. ELS{RAE B O BRRRET R

ELS(+) definite 7z {Xprobable definite ELS(+)

(n=44) ELS(+) (n=28) (n=21)
ELS#¥R
definite 21/44 (47.7%) 2128 (75.0%) 21/21 (100.0%)
probable 7/44 (16.0%) 7/28 (25.0%)
possible 16/44 (36.4%) -
Bohan & PeteriZ & 5 235
DM 20/44 (45.5%) 14/28 (50.0%) 10121 (47.6%)
PM 24/44 (54.5%) 14/28 (50.0%) 11721 (52.4%)
ENMC% ¥
DM 22/44 (50.0%) 15/28 (53.6%) 10/21 (47.6%)
NSM 20/44 (45.5%) 12/28 (42.9%) 11721 (52.4%)
IMNM 0/44 (0.0%) 0/28 (0.0%) 0/21 (0.0%)
PM 2/44 (4.5%) 128 (3.6%) 0/21 (0.0%)
Y7 S
AR 51.7+17.1 51.1£19.3 54.9+14.1
MR (FBo) 9:35 8:20 7:14
WIBFERDNS R E T o AEE 52452 5.1+5.0 5.045.4
DM LRI FZ 5 20/44 (45.5%) 14/28 (50.0%) 1021 (47.6%)
RS Ak i 25 A B 16/43 (37.2%) 1028 (35.7%) 8/21 (38.1%)
ERBA0F 9/39 (23.1%) 6/25 (24.0%) 5/19 (26.3%)
BEREDE 12/44 (27.3%) 7128 (25.0%) 6/21 (28.6%)
ARSI A A 11/44 (25.0%) 6/28 (21.4%) 321 (14.3%)

A Ei
LA —iEdR
38°CLL LI
S B X 22 RN
TRIRATMRS 324 E
MR
CK (umw) *
CRP (mg/dL) *
1yt (mm/h) *
IgG (mg/dL) *?
IgA (mg/dL) *°
IgM (mgdL) *
BTN
Vo< hA FKT
MSA
MSA G
HIARSHLE
Flo-14Uk
HIPL-7HLiA
N SAETIREN
PLOJHUA
HHMGCR#{#k
HiMi-250k
HIMDASHL{E
FLTIF1yHitk
PLMJ/NXP-2514%&
MSAR&EH:
MAA, fithifk
HLUIRNPHA
HISS-AFLIE
HISS-BHLIA
HiKubiffs
HiSmbiigk
PR — AR

18/35 (51.4%)
11721 (52.4%)
10/42 (23.8%)
33/36 (91.7%)
11/44 (25.0%)

2341.8+3063.4
12423
41.1431.2
2038.3+1241.5
268.9+110.2
129.9+53 .3
28/40 (25.0%)
13/32 (40.6%)

22/44 (50.0%)
10/44 (22.7%)
4/44 (9.1%)
1/44 (2.3%)
4/44 (9.1%)
1/44 (2.3%)
2/44 (4.5%)
5/44 (11.4%)
1/44 (2.3%)
3/44 (6.8%)
1/44 (2.3%)
22/44 (50.0%)

5/44 (11.4%)
5/44 (11.4%)
1/44 (2.3%)
4/44 (9.1%)
1/44 (2.3%)
6/44 (13.6%)

10722 (45.5%)
5/12 (41.7%)
426 (15.4%)
24/25 (96.0%)
4/28 (14.3%)

2877.5+3347.6
0.9+1.1
42.4432.7
222641558
123.3434.2
116.1£56.6
15/25 (60.0%)
10/23  (43.5%)

14/28 (50.0%)
6/28 (21.4%)
2/28 (7.1%)
128 (3.6%)
2/28 (7.1%)
128 (3.6%)
2/28 (7.1%)
3/28 (10.7%)
128 (3.6%)
2/28 (7.1%)
0/28 (0.0%)
14/28 (50.0%)

4/28
4/28

(14.3%)
(14.3%)
0/28 (0.0%)
3/28 (10.7%)
128 (3.6%)
4/28 (14.3%)

2/21
2/21
0/21
2/21
1/21
5/44

7/16 (43.8%)
4/9 (44.4%)

3/19 (15.8%)
17/18 (94.4%)
4/21 (19.0%)

2891.9+3079.1
1.1£1.2
49.0435.1
1706.5+657.5
309.1+142.0
112.1£58.1
9/18 (14.3%)
717 (41.2%)

12/21 (57.1%)
6/21 (28.6%)

2/21 (9.5%)
121 (4.8%)
2/21 (9.5%)
121 (4.8%)

2/21 (9.5%)
2/21 (9.5%)
0/21 (0.0%)
2/44 (9.5%)
0/21 (0.0%)
9/21 (42.9%)

9.5%)
9.5%)
0.0%)
9.5%)
4.8%)
23.8%)

~ o~ o~~~ —~

a. meantSD
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#20. BHRIEFEFITIITAELSOF TEBIKREFT R

definiteE 7 1% definiteF 72 1% . definite ELS(+
(ﬁ:;('l)) probable ELS(+)  probable ELS (+) def“;‘;:ff)s(ﬂ vs ELS(—)( )
(n=28) vs ELS(-) P value P value
BEERPT R
LR 57.9+14.1 51.1£19.3 n.s. 54.9+14.1 ns.
MER] (F:42) 122:249 8:20 n.s. 7:14 n.s.
VIBIERNDAEMRETO A [10.3£26.8 5.145.0 n.s. 5.0+5.4 n.s.
DML 2 55 153/367 (41.7%) 14/28 (50.0%) n.s. 10/21 (47.6%) ns.
R A OF 152/335(45.6%) 10/28 (35.7%) ns. 8/21(38.1%) ns.
MR RS DE 88/224(39.3%) 6/25(24.0%) ns. 5/19(26.3%) ns.
B & Df 86/360(23.9%) 7/28(25.0%) n.s. 6/21(28.6%) ns.
AR AT S IR 63/352(17.9%) 6/28 (21.4%) n.s. 3/21(14.3%) n.s.
R 75/315(23.8%) 10/22 (45.5%) <0.05 7/16(43.8%) n.s.
38CLAED3EEL 75/315(23.8%) 4/26 (15.4%) n.s. 3/19(15.8%) ns.
S B L B AL 111/179 (62.0%) 24/25(96.0%) <0.0005 17/18(94.4%) <0.005
ENMC43
DM 165/367(45.0%) 15/28(53.6%) ns. 10/21(47.6%) n.s.
NSM 135/367(36.8%) 12/28 (42.9%) n.s. 11/21(52.4%) ns.
IMNM 49/367(13.3%) 0/28(0.0%) <0.05 0/21(0.0%) ns.
PM 18/367 (4.6%) 1/28 (3.6%) n.s. 0/21(0.0%) ns.
MKAREE
CK(IU/L)* 2760.1+3666.4 2877.543347.6 n.s. 2891.943079.1 n.s.
CRP (mg/dL)* 1.6+4.0 0.9+1.1 n.s. 1.1£1.2 n.s.
13k (mm/h) ® 38.6£29.0 42.4432.7 n.s. 49.0+35.1 ns.
IgG (mg/dL)® 1706.5+657.5 2226+1558 n.s. 2497+1751.3 n.s.
IgA (mg/dL)* 318.7+337.6 123.3£34.2 n.s. 309.1+142.0 n.s.
IgM (mg/dL)* 154.7+121.5 116.1£56.6 n.s. 112.1+58.1 n.s.
BRSNS 173/313 (55.3%) 15/25 (60.0%) n.s. 9/18 (14.3%) n.s.
MSA
PLARSHLIR 79/371(21.3%) 6/28 (21.4%) ns. 6/21(28.6%) ns.
PiJo-14i1k 39/371(10.5%) 2/28 (7.1%) ns. 2/21(9.5%) ns.
PIPL-7HL{4 9/371(2.4%) 1/28 (3.6%) n.s. 1/21(4.8%) n.s.
HIPL-12811K 3/371(0.8%) 0/28 (0.0%) n.s. 0/21(0.0%) ns.
E7INDAETINEN 20/371(5.4%) 2/28 (7.1%) ns. 2/21(9.5%) ns.
EAROAEARLN 7/371(1.9%) 128 (3.6%) ns. 1/21(4.8%) ns.
PKSHLfAR 1/371(0.3%) 0/28 (0.0%) n.s. 0/21(0.0%) ns.
PISRPHLIA 39/371(10.5%) 0/28 (0.0%) ns. 0/21(0.0%) ns.
HTHMGCR¥LIA 20/371 (5.4%) 2/28 (7.1%) n.s. 2/21(9.5%) ns.
HiMi-25k 9/371(2.4%) 3/28 (10.7%) <0.05 2/21(9.5%) ns.
PIMDASHLA 37/371(10.0%) 1/28 (3.6%) ns. 0/21(0.0%) ns.
PITIF1yHLiR 45/371(12.1%) 2/28 (7.1%) n.s. 2/44(9.5%) n.s.
PLTIF1pHLA 1/371(0.3%) 0/28 (0.0%) ns. 0/21(0.0%) ns.
HIMI/NXP-2$1 14 8/371(2.2%) 0/28 (0.0%) n.s. 0/21(0.0%) n.s.
PISAEHLIK 3/371(0.8%) 0/28 (0.0%) ns. 0/21(0.0%) ns.
MSAREM: 130/371(35.0%) 14/28 (50.0%) ns. 9/21(42.9%) n.s.
MAA, fhbifk
HLUIRNPHL A& 31/371(8.4%) 4/28 (14.3%) n.s. 2/21(9.5%) ns.
PISS-ABLiA 41/371 (11.1%) 4/28 (14.3%) n.s. 2/21(9.5%) ns.
PISS-BHLIA 7/371(1.9%) 0/28 (0.0%) ns. 0/21(0.0%) n.s.
E7N QLR 10/371(2.7%) 3/28 (10.7%) n.s. 2/21(9.5%) n.s.
HIPM-Sclfi ik 1/371(0.3%) 0/28 (0.0%) n.s. 0/21(0.0%) ns.
HrSmiif 9/371(2.4%) 1/28 (3.6%) n.s. 1/21(4.8%) n.s.
HURY —aHilk 9/371(2.4%) 4/28 (14.3%) <0.01 4/21(19.0%) <0.005
a. mean+SD

n.s.: not significant
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#21. FiMi-2HiiR BRI BT DELS DA M L iR R R 2 FT A

definiteF=7= 1%
121;5;;) probableELS(+) | P value
(n=3)
R PR BT .
Eiks o 54.6+16.3 26.0+6.2 <0.05
MR (5 :4c) 3:6 12 n.s.
WIFIER AR ET(A)® 11.3428.3 9.0+7.9 n.s.
FER B SR ET(A)? 12.4+£28.2 3.043.5 n.s.
DML R 95 8/9 3/3 n.s.
VR M it 26 A OF 4/9 0/3 n.s.
B EA TR 1/8 (KIGH) 0/3 n.s.
B & Of 1/8 (SSc) 0/3 n.s.
AR AR A 1/9 0/3 n.s.
RE i 3/9 3/3 n.s.
38CLL LEDFs# 0/7 13 n.s.
RG] 4/8 3/3 n.s.
e T I 1/9 13 n.s.
(ES 2/9 2/3 n.s.
S5 X Z F R AL 6/8 3/3 n.s.
TR ATmMRS 1,n=2;2,n=7 2, n=3 ns.
MRIRE
CK(IU/L)? 3732.0+3489.1  7993.0+4873.7 n.s.
CRP (mg/dL)* 0.35+0.53 0.57+0.64 n.s.
13k (mm/h)* 13.0+8.0 8.0+6.0 n.s.
IgG (mg/dL)* 968.8+84.5 1203.3+270.9 ns.
IgA (mg/dL)* 193.7+84.8 192.3+105.1 ns.
IgM (mg/dL) 75.6+29.2 55.0+15.1 n.s.
HEZHUR 6/7 3/3 n.s.
MAAs 0/9 0/3 -
PR — Ak 4/9 13 n.s
fhRERRT A
(B EEUE S 2/9 2/3 n.s.
5 B B S RE AR AR (>1001E) 2/9 3/3 <0.05
% PYER S IR (>5018) 2/9 33 <0.05
IR AERRE (>20/H30) 3/9 3/3 <0.05
MHC-class I (>50%DFE5ESEMHE I) 6/8 3/3 n.s.
MHC-class II (FEEESEARAE ) 3/8 3/3 ns.
TEREC IR R
TR =yusig Kb & (mg/H)® 55.9+12.0 56.7+5.8 ns.
AT AR/ A 4/8 2/3 n.s.
SEEIITES 2/7 2/3 n.s.
VA=A NN x-S 1/8 1/3 n.s.
TR B as~iRpe (F)° 2.9+1.6 2.0+1.4 n.s.
Tro—T w7k (H)? 76.6+55.3 117.3£50.5 n.s.
I HECK (TU/L) 75.0£29.0 157.7+160.1 n.s.
mRS 0F7-131 5/8 3/3 n.s.
mRS 6 (FE10) 2/8 0/3 n.s.
B OPSL (mg/H)*? 6.0+3.7 21434 n.s.
Hoon s B A A 2/7 0/3 n.s.
HABA 0/8 1/3 n.s.

a. mean+SD

n.s.: not significant
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#22. MSARRMFRIEM BT DELSOA BELHERBREFT R

ELS() pﬂﬁg::)iii—;(i) P value
(n=130)
(n=14)

B R T R
ST 58.9+14.2 51.2+16.8 n.s.
PRI (55 :20) 36:94 2:12 n.s.
IFEIERSAERET () [19.3+41.9 5.5+3.4 n.s.
DM HLARY 1) iz 25 29/126 (23.0%) 3/14 (21.4%) n.s.
& Mt 28 & OF 41/122 (33.6%) 4/14 (28.6%) n.s.
s A OF 19/118 (16.1%) 3/11 (27.3%) n.s.
BIEUR & OF 13/128 (10.2%) 5/14 (35.7%) n.s.
AR BT NSRS 25/126 (19.8%) 4/14 (28.6%) n.s.
IR 38/82 (46.3%) 3/10 (30.0%) n.s.
38°CLL EDFEEL 19/113 (16.8%) 0/14  (0.0%) n.s.
SH B X 2 ER R 27/40 (67.5%) 11/12 (91.7%) n.s.
MR
CK(IU/L)* 1635.942315.6 1567.9+1440.3 n.s.
CRP (mg/dL)* 1.77+5.32 0.474+0.95 n.s.
1136 (mm/h) 2 41.0430.5 39.9437.5 n.s.
SR SR TIRL 78/117 (66.7%) 7/13 n.s.
IgG (mg/dL)® 1879.3+7373.1 2534.842108.4 n.s.
IgA (mg/dL)* 401.4+472.9 366.7+£145.8 n.s.
IgM (mg/dL)* 169.0£162.9 133.9+£52.0 n.s.
HLU1-RNPHLE 27/130 (20.8%) 2/14 n.s.
PISS-AHTIA 20/130 (15.4%) 4/14 n.s.
PISS-BHLIR 4/130 (3.1%) 0/14 n.s.
PIKuPik 10/130 (7.7%) 3/14 n.s.
PrSmHLiR 8/130 (6.2%) 0/14 n.s.
FLUAY — AHA 4/130 (3.1%) 2/14 n.s.

a. mean+SD

n.s.: not significant
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#£23. MSARREERAS BB RIERIZE

IFAELSDF LB RBRERT R

definiteE 7= 1%

ELS(-) (n=4) probable ELS(+) | P value
(n=3)

Y7
25 W AR 60.8+5.4 63.3+13.1 n.s.
MR (5 42) 0:4 0:3 -
WIBERER DA ET (H) 23413 5.343.1 n.s.
DM #1725 0/4 1/3 n.s.
F'EJ PR 2 A DF 4/4 2/3 n.s.

PR FBAOF 0/4 0/3 -
i*ﬁﬁﬁ%ﬂﬂﬂﬁﬂ‘?ﬁ{%ﬁ 4/4 1/3 n.s.
ESlEiE 3/3 2/3 n.s.
38 CLLEDFEL 1/4 0/3 1.s.
S B 2 AT 212 3/3 n.s.
MK RRZ
CK (IU/L)* 3268.5+4309.2 1805.3+1434.6 n.s.
CRP (mg/dL)* 0.88+0.97 0.33+0.29 n.s.
7k (mm/h) 35.8417.9 54.4+38.5 n.s.
EAIEZTINGN 2/4 1/3 n.s.
PLUL-RNPHUA 0/4 1/3 n.s.
PUSS-AHLK 1/4 2/3 n.s.
PISS-BHLIA 0/4 0/3 -
PiKuftfk 1/4 0/3 n.s.
PrSmtik 0/4 0/3 -
PR — LPR 0/4 1/3 n.s.

a. mean+SD
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Wi, ELSR A HRIEF OEERE

P T MAABET Bohan & ENMCHE esow BERM wmn mwi 2s7y pwhm ok w vq - BN
# = BOBEGE  Peters fir B mRS ggmm WA WEB  ORR i
E-1 31 % | definite Mi-2 - definite DM definite DM e, p 1 2 - - + + + ND -
E-2 28 Z | definite Mi-2 YR —h definite DM definite DM p 2 2 - - + - + ND -
E-3 69 % | definite TIFly - probable DM definite DM f 3 2 - - + ND - ND -
E-4 79 7 | definite TIFly - probable DM probable DM ep,f 2 3 - - + - - ND -
E-5 62 % | definite EJ UIRNP, Sm definite PM NSM p 1 2 - - - - - - +
E-6 43 % | definite EJ - definite DM probable DM f 4 1 - - + - +* ND +
E-7 75 4 | definite Jo-1 YRS —h definite DM probable DM ep 1 2 + - + - + + +
E-8 32 “  definite Jo-1 - definite DM definite DM e 2 2 - ND + ND ND ND -
E-9 58 % | definite oJ - definite DM probable DM p 11 4 - - + + - ND +
E-10 22 7 | definite PL-7 UIRNP definite DM probable DM ] 3 2 - - + + + ND +
E-11 78 7 | definitt HMGCR - definite PM NSM p 24 2 - - - - ND ND -
E-12 75 %  definitt HMGCR - definite PM NSM p 8 2 - +* - - ND - -
E-13 77 4 | definite - definite PM NSM p 6 2 - - - - + ND -
E-14 62 7z  definite - SS-A definite PM NSM P 4 1 + B = o + ND +
E-15 36 Z | definite - Ku definite PM NSM e,p 120 2 - - - - ND ND -
E-16 65 # | definite - - definite PM NSM f 2 3 & - - - ND + +
E-17 44 7z | definite - - possible PM NSM p, f 2 1 - - - - - - -
E-18 32 % | definite - - definite PM NSM e, p 2 2 - - - - - - -
E-19 56 7 | definite - YRy — 4 definite PM NSM f 2 2 - - - - - + -
E-20 51 Z | definite - UIRNP, U2RNP, SS-A  definite DM probable DM € 120 2 - - g - - - +
E-21 78 Z | definite - Ku definite PM NSM ¢ 8 3 - + - - - + -
E-22 19 7 probable Mi-2 - definite DM probable DM p 1 2 - - + B + ND -
E-23 44 7z probable MDAS - definite DM probable DM p 1 2 + - + + + ND +
E-24 34 # probable = SS-A, Ku® definite PM NSM p 3 2 - - - B o ND >
E-25 40 Y  probable - - definite PM  possible DM sine dermatitis P 3 1 + - - - ND ND -
E-26 25 # probable - UIRNP, SS-A definite PM probable PM e, p 6 1 - - - - + + +
E-27 65 7 probable K - definite DM definite DM p 2 2 + - + - - - -
E-28 52 7/ probable & - probable DM definite DM p 3 2 - - + = o o o
E-29 29 7 possible Mi-2 definite DM definite DM p 3 3 - - + + - - -
E-30 57 1z possible Mi-2 - definite DM definite DM p 1 3 - - + - - ND -
E-31 55 4 possible TIFly - definite DM probable DM p 1 2 - ND + - + - -
E-32 55 # possible MI/NXP-2 - definite PM  possible DM sine dermatitis P 2 3 - ND - - ND ND -
E-33 50 % possible Jo-1 - probable PM NSM p 0.5 3 + - - + + + +
E-34 44 %  possible Jo-1 - probable DM probable DM* e p 5¢ 2 - o + o + + +
E-35 58 7 possible EJ SS-B definite PM NSM e 2 1 + - - + - ND +
E-36 47 # possible EJ = possible PM NSM*® p 6" 1 + - - +* - + +
E-37 60 Z possible - Ku definite PM definite PM e 16' 2 - - - - + - +
E-38 62 U possible - UMY — 4 definite DM probable DM P 6 3 - - + B + ND -
E-39 56 Z possible - UIRNP, SS-A definite PM NSM p 2 2 + - - - + + -
E-40 46 Z possible - - possible PM NSM P 4 3 o o o + I ND ND
E-41 47 7 possible - - definite PM NSM p 2 3 - - - + ND + -
E-42 30 % possible = = definite PM NSM p 4 2 i - - B + + >
E-43 67 & possible - - definite PM NSM e 21 2 - + - - ND ND -
E-44 80 Z possible - - definite DM probable DM p 1 2 - - + - - ND +
a. BFEEE S /87 G TR CIEPUTIF Iy HiR 4
b R C T I PITIF Ly A
o B IEHHTIE I bar KU 7 MR
d. FiIE F72 72, probable DM & L T A4

. WEMETE, CKEMEA 22 ONSME L TR A 2R
BIFRPRAG L, & D% IR T 2 B
B Ze A B L2 S R F e L

. WK E L S MR T L

LR % o 22 O CKILE 23 B

L ERTIEER D AR o 203, IR TR

- o

=

ce : centromere, e : endomysium, f: fascia, FMF : familial mediterranean fever, FEMEHLHEEL, ho : homc

perimysium, sp : speckled.

102

JIA : juvenile i

hic arthritis, ND : no data, NE : not examined, nu : nucleolar, p :



Wi ()

B G0h ey omm R BEE LT i) (med) %[% EECR e R
E-1 2548 <03 2 x320 (Ho,Sp) - ND 1024 155 4+ - - HBVX+ )7
E-2 9484 <0.1 8 x1280 (Sp) - - 1515 311 53+ o o o

E-3 589 35 52 ND ND - ND ND ND NE - (R -

E-4 82 234 82 x320 (Sp) - + 1540 ND ND + - - SHETEAE (40%)
E-5 2882 2.2 69 x40 (Ho) - + 3504 213 169 + - b (3 A Al FORAR h A
E-6 1318 0.58 47 - + + 1912 ND ND + o o o

E-7 1693 0.64 59 - + - 1745 287 102 + - - -

E-8 4265 0 ND ND ND  ND ND ND ND + - ND -

E-9 434 1.35 34 x40 (Nu) + - 1033 200 40+ - - A BRERIEN %
E-10 8021 3.1 84 - = - 3282 198 100+ = = =

E-11 4129 1.2 62 x80 (Ho,Sp) - + ND ND ND  + RA JREAE (1721 #iD) -

E-12 10990 0.36 ND - - - 1679 250 175+ - - TEA
E-13 249 0.5 117 - + + 7200 350 164 + RA - Basedowi
E-14 2092 <0.1 ND - - - ND ND ND +  RA,SjS - -

E-15 1365 0.0 16 - - ND ND ND ND ND - - S 3N
E-16 447 0.06 98 x1280 - + 3779 516 214 +  SSc,SiS SRAEERE (14290 H #i) -

E-17 28 3.44 81 - - - ND ND ND - - - FMF (MEFV~7 nZ ) , PBC
E-18 3642 0.1 17 - - - 1593 552 122+ - Y LNl BETH AR) P GN]
E-19 1644 0.04 10 ND ND  ND ND ND ND ND SSc ND -

E-20 3075 0.5 40 x5120 (Sp) - + 1842 ND 116  + RA - AR, JA (M)
E-21 1753 0.04 4 x2560 (Sp) - - 1640 120 10+ - - -

E-22 11947 13 14 x1280 (Sp) - ND ND ND ND + 5 5 5

E-23 237 0.17 29 x160 (Sp) - + 2012 284 183 + Sis - -

E-24 4332 <0.2 22 x5120 (Sp, Nu) - - 2640 363 165 + = = =

E-25 273 0.33 8 - - - 1033 211 103 + - - -

E-26 2738 0.22 17 x2560 (Sp) - + ND ND ND + - - -

E-27 173 0.29 63 x40 (Sp) - + 974 ND ND + - Falsers (RIRE) -

E-28 139 0.06 26 x40 (Sp, Ho) - - 1217 208 53+ - ND -

E-29 9335 0.4 21 x2560 (Sp) - - 1372 169 21 + - - -

E-30 1682 <02 14 x1280 (Sp, Ho) - - 1295 106 9% + = = =

E-31 1216 0.3 34 ND ND ND ND ND ND - - SREE ([FF) -

E-32 1181 ND ND x40 - + ND ND ND ND - fiti g ([RIE) -

E-33 3712 1.49 ND  x160 (Sp) - ND 1736 ND ND NE - ND -

E-34 193 0.03 17 X80 + ND ND ND ND - - -

E-35 939 2.54 59 x80 - ND 2976 381 158 ND S;jS, SSc BV L oNE 3 AR -

E-36 109 12.8 30 x40 (Sp) + = 1590 271 154+ o o o

E-37 609 <03 9 x2561 (Sp, Nu) - + 1709 329 172+ SSc - -

E-38 330 0.25 75 x320 (Ce) - + 1521 289 228 - SLE - -

E-39 740 0.34 ND  x2560 (Sp) - ND 2320 212 246  + - - -

E-40 29 3.95 74 - = = 1927 166 165 ND = ND ND

E-41 644 0.05 14 x40 (Nu) - - 1271 151 13+ SSe - -

E-42 271 <0.04 7h x5120 (Sp) = + 2190 208 140 + SLE - -

E-43 1093 0.27 72 - - ND 1518 288 176 + - - SN AR HEAR (L)
E-44 388 0.05 42 x80 (Sp, Ho) - - ND ND ND + o o o
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