stimulation 72 EDEEZR pitfall ~DxHl
et EARIEIZOWTOERE D D2
COHO+DAT o7, HEHEETELZ 20 ED
BALRWUEMAAT 238k L, B4 D nean
consecutive difference (MCD)fE& . &{EA
T mean 72V L median MCD fE& R 7=, E
BEAEIZ DT, outlier $RIZ & 5 (&4 o MCD
DFr -y NATE L mean/median MCD © %7 v b
A7 EEFHE L, BIEIZOW T NCD @ 90
N—f A% rank K = (N+1) % 0.9 D
TR, 042 DR ELBEHELE,
o, BEREROMHRMEZ T 4 MR
K&z, MCD 90 R—F & A EIZ DN T,
— el E TR L Kruskal-Wal Isi
REZ AWML BEDOZEZDORE, KD
Bartlett REZ AW —EORER
To7,
(REE~DEME) : HESMRERIZI VT,
FHNHEZBEROEAR LB/, BRECHT
S THERECHRENGEZHALRESY

4

B,

SIS e S

B2 DMCDIZ2DWTD2 SDIZLBHy b
748 (us)ix, EDC-V 53.5, EDC-S 52.7
FRO-V 52.3, FRO-S 46.5 Th o7z,

Mean MCD ORIEDH v A 7EIZ, T T
F135.4,30.3,30.2 8K 28.3us ThoTz,
F 7=, 25036 EBALH 8 BNL (0. 16%) Thlocking
DT,

MiERHZEIZ DWW TIE, FHEO R FED
B oo r=2s, BDC-V ZER< SREIID
WA DWW TH B R R ZEDN RO b

Nic, ZIZT—RIZBERBE OB T Ok
2, MCD 90 N—F & A MEDSZEMN K E N
Em D3 8> > 72, EDC-V ITMEFR A B =D 72 <,
EOEHETE LT —F B2 LN,

ER

AM R TRME & E®EIT.,
Kouyoumdjian and St&lberg 2SVTEEHE/IRIIC
ERLTWBEHDIZHEAT, Iy P T7ER
B bcE»olz, LaxL, SFEMG &% A
THEROEEBEL T LAE L &L TV,
EBAE T, BEREREV MD E
blocking ZE A L CW A ABEMENE 2 b,
ZOBEAEZUTOLIICEE L,

CN BHIESR O SFEMG 12 H X T [ 1 2300
L, —BCHRELTRET 5 & 20BN
KIIZKRDONDHEENE, BHEHECIEE
BANBEINDINE LW TR H D &
BEINT jitter OB blocking 23 By
A7z pitfall 7 & 9 DIT-HY BENE TR
BEIL, £ZTEKT 25 BIZEBMUBERIC
KON DWEM)r o5, BREROIT, M 238
PRLHBREIZRBVWTIREIEATEDNLD
RRBEMARATLITHAH LWVHI LT
b5,

Fham

CN $t% B\ 7= SFEMG RRE D EFEE A BE L
Too PEROBIZ & OEVOMER EZEORREIC
DNTERELT,

REGIRER 2L
MBI EEOHRE - FHKER - 2 L
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IgG4 B = = — AN F— D ERRREZA R

WEEoE AT Y
EREBFEE RV, NER D, SRBIER D, BAER D, E@ER D, JIEEH— D,
R 2, FARE 2

MREE

IgG4 BIER B (gG4 related disease: IgG4-RD)IZ., #EfISIT 5 1gG4 B E MRS &
ORME LR & YE [gG4 BEZ R ORBHE TH D, ZOFEIE, 2001 I SaBEEERIcE
WTIE U TR S, BUE Tt Ok« 2R e BV T H IR S T\ 5, A EL Fx 13 1gG4
Bl = = — 1T =5 IOV TR AR ORET 21T o 72, BRERERIZ, 0 A0 b3k
FORBTET L, TEEMEMOESREEES 2T 2 5REMRR CRET ERICH-
7o MiERAE Lk, ffE [gG4 0 E&I2 %, IgG =2 CRP O EE0M k@A R D 1-, #%
REHEE T, TREALIZ CMAP, SNAP OIET LTu e, BEIEMRAR CIZ. AERHEDR
T, BEREMEGO B AR, ik EEORIEMEZ: b N 1gG4 BB EMROREE. #
Hefb, & DPZEPRER SR LN, AT A FOREIC THIBERNSE LT, 1gG4 B8
W= o—a X F O & UTE, REMREREIC & 508 OFZESRMEIC L 28R E 2
bz, IgG4-RD IXRBEHRESZ X 2 T REBOERD—D2 L LTERTNETH D,

EA=l:! B 28EIT2, Fixid, IgG4 BE
IgG4 BEiERE A (gG4-related disease: Za—aF—EERL, |ELEL
IgG4-RD)L. #B#iT 5 [gG4 BHERE IgG4-RD (2317 2 RIEHREEZEIZ O
FpREE R L OMRME(L R & T 1gG4 H T, 2B TORNEIT- T,
EEFORBHTH D, ZOFREIL
2001 FIZ B DB HERERIC BT T S e
O T S, BIE TR, TRAR - HERR. M7 [gG4 FfE% LD RiFmREE L
B BSOS E SERBRFIRO TR E L7 STEFIORKRRB, BE - FRERT
HHNDZERHMBNTND, Ll R TRRICOW TR AR Z1T -
NE, BEETOE I ARMHEREEIC 77o 1gG4-RD DZENZIT eG4 BREERE

FIFEDWTELYE 2011) FAVVE L

1) &EBERFEFEHHREAR
2)  &THEREFEFIMBFEETRERER
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R ZeRE R

Dxt5  xtF & 72 o T FEBNL b BT,
FHIFERE 66.6 £ 11.7 % (54-86) . Bk
WAL, TR 1L ThHoTz,

(QERPRIERE - FT R $ A i bEED
A TETL, EBRREEELET 5SS
FHEARR TRET DEAICH 7, 5
FNE T LR EEI L TRGEMICRL
BRER., REROKTAERTH-T,

Q)M « MiE IgG4 D L5
%, IgG. IgA. CRP ®_EH ko
FEZEFBOT,

(DFRARERE TR CMAP,
SNAP DT LTz,

(B ERE MR  HRERAMEDIRT & &
HiZ, BHREEBROHFAZRD, MR E
D SHEHIRRZR B N 1gG4 BT E
fa oG L WERP A DT,

OF#% AT aA FOBEIZ LR
FER 72 5 ONE [gG4 EDHEDF oI,

= =

3% IgG4 BfEF & OWHEHIRARIC
THHMEALE LD 1G4 BBV EMIRDOR
AR, I E THORRRICTRES
NTE IgG4-RD OFFEE L TW
7r, SIEEMRRROBRKREREY 29 5E
HIAE L b, 1gG4 BhE= 2 —nr /X
F—OFIL. REMREEC LS MmE
DEAZEIHELIZ L 2 BIEN B 2 b,
IgG4 BhE = = — /3 — T, o
[gG4-RD & FHEIZ, AT B A F~DRIE
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HLRIFTHY, MIFIgG4ELE & bi
BAREROBWELB LN, D,
IgG4 B = o —a NF—Zxf LT hH,
AT aA R RWIEREST ) LERD
HEEZRD,

Spe
)
=111
=

IgG4 BE= o —m NF—RRE LT,
ZHEEMRR, BB OEEIREES
B E T TEREME S o TR B
T HEAENZH o 7=, [gG4-RD IR HRE
[BEL & T RBOENDO—DTHD &
Zz2bhb,

SCiER

1. Ken Ohyama, et al. IgG4-related
neuropathy: A case report. Arch
Neurol. In press.

2. Umehara H, et al. Comprehensive
diagnostic criteria for IgG4-related
disease (IgG4-RD), 2011. Mod
Rheumatol. 2012;22(1):21-30.
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TAG- / v 277U b~URIBIT 5 EAN Fi#E |2 L AR EFHHE OB

e HEE AT
LRBGEE REIETE, RlfE, BARER,
MEEE

E W, JIEE—, HEe

Ba T INETIC, BHEREERBEMZFIR= 2 — 1 %F — (chronic inflammatory
demyelinating polyradiculoneuropathy, CIDP) (Z33() 5 —3#2 %! (single nucleotide
polymorphism, SNP) ##Hr7> 6, #45R & fE#E O ME IO T2 TAGA BREEFIRAIGLE 7 0
U #lE (intravenous immunoglobulin, IVIg) (509 A IR USMEIC B 2 4 A 5 B 4 R
EL7, AENETAGA /v 77U b (knock out, KO) ~ 7 ADRBIMEN & & b, A~
7 A EERAD B ORI AR (experimental autoimmune neuritis, EAN) % #5E L 203+
B L BhRIEE ICE B LR R BB BRI RET L, 723 BAN OF BT BF A5
R U TIEBIRIESE 2 & 72 S 720 X9 SRIEM R IC R RAUIC AR 95 PO Sk D7 F R A
A (wild type, WT) 72 b NZ TAGA / v 7 7T U MG Lz, 85D cage activity, rotarod
analysis 7> 51X TAG- KO T WT (LR THEEFRESEE DR SN2, ETLEMHRICE
J AR RIE WT CIERFRORETRIZIEZ Uo7 —5, TAG- KO TIXEhREMT 7%
ROMMAPEZICREOONTE, TNDLDOHERLY TAGA IXNBEOREBEFHE L - EEICER
BEOAHE XTI ARERENRBV RS SN,

WEEW
FIEERMHHREE TH D CIDP I, 18
HEEFTHE S L IXFEFMEO BRRRIE & R
ETOBBEEATHY . FELINIZIRRIC
FRIBREAT a A FE, BERAE S 0
7V UEE (IVIg) . AR LEIERH D |
D DOHFTIVIgEEWA & b ITE =R
EOMBIZH D, HELINLOWTRLE
IZIEFRRDEIE TRISDZ LVWESIRE
(nonsresponder) MNFIET D Z LMEbN
T\ 5, TRESHICE T 2R B DAL
BIRE O TRICHHISFRIEORFEICEM &

4 BRI

Zz2bihvd, AR TITEIR B O
HEKEZE ) TAGA ICEF B L, TAGA ki
WL DREBOREN L. REMHEE = —
1 RF—EHE L EOBRNET M D RE
A FEAT LT,

WA

C57BL/6 < 7 A|Z pertussis toxin D EFAK
G E EHIT, BRI A L T Van
> hEPORTF R (180-199) & TITHR
LT, eBx&~ U AO@EEmT 8415 #.
TAG-1 KO 18 # (male 9 41, female 9 #) &
WT 8 #l (male 5 %), female3 %) & L7z,
T BT DUV THERFEYIZ rotarod analysis,
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cage activity (T & 2 1EEIHEEE. sciatic nerve
(BT DS RE L RET R (=R
B M VA DU T N—Yefs) % EAN B
WT & TAG- KO (Z DWW TFHE Lz,

MEER
TAG-1 KO EFIZERAEREDRIE~DBAE
&L BEORELEHDOME ZRATZ,
THH KO DHAERIIA VT L 0 E
BB 2T, RBHEEDOANT v ZARED
FHIAT RS DO AFEITEEIZ TAGA KO
T/hSVMERE R LTz,
CSTBL/6 (10w)

WT

TAG-1
KO

¥ 7= EAN 35814 O YEBNSAEIE 2 oD bL Bk
TIE. TAG-1 KO (& rotarod (post-EAN,
WT:127.2 sec, TAG-1 KO: 33.9 sec), cage
activity (post-EAN, WT: 4,709/12h, TAG-1
KO: 3,269/12h), foot print analysis DV T 4L
WT LY SsEOEFEEZ R LI, £
clinical score H TAG-1 KO /X WTIZHE~TE
FE{L DR 2R L7z,

EAN B84 OfRERT 1T WT Tl R
B MVA VT N— R HE O & B ITH
WA B LN Z LW — ., TAG1 KO Tl
BhREME 2 O ONCEIR A EE L bIZ, WT
LV EEOHBEFT RSN SN, 2B,
EEIESC LERTHEIREENRE S Ihzf:o

& 52 EAN 58 £ 21T L7C sciatic
nerve DESAFEAT AL, TAG- KO TIHRIE

DARTARE SN, DR OIFEET RICFE
L7aWERNRENT-,

5 =
TAG1 KO v 7 AT, RTL

juxtaparanod (ZFEE 9% Ky channel D43 Af
BEZHI ZEPBECRES L TWS,
A ED TAG-1 KO ~D EAN FEIZ L Y |
WT &R U CRRIRAVIEE L BERAEH - R/
BT R bEREE OB RD b
7T LR R FSEIRIEEE ISR D & &
b IS R D BHRYEIFME I BB B AT Bt
ISR ST,

O

TAG- 1ZBABICHEEEEE T2 & &bz,
HARIIRIEERBEO R ELDEE X1
DENRIEREDHERFIC B 59 A FIBEMEDSR &
Nic, 5% BB FNR % BV TR
ZED TV FETH 5,

Xk

1: lijima M, Tomita M, Morozumi S, et al.
Neurology. 2009;73:1348-52.

2: Poliak S, Salomon D, Elhanany H, et al. J
Cell Biol. 2003;162:1149-60.

3:Yu S, Duan RS, Chen Z, et-al. J Neuropathol
Exp Neurol. 2004;63:120-8.

EEmIRER
mL

B EE D I - B EIRR
BEEFEAS 72 L
ERHRBEG 2L
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RsbavRU7HREBHE/ EREEH EHEE S HHRERICB T30S HHEICET 51

E‘P&

HRSEEBEK #Eb1)

#EWHRE:O BIH BAF1)2), BA HPH1), LIk HM2)

HEEES
HAalE. ChETISHIFAV R 7RIKBIES REFIS OV TREETU. AFKIBEREST
[EEBEICOBA SHEEE T 5 (33%) CEEREL TE -, AR TIRIERIFILRY 7HK
BHEE REF OB TLBE BEEET ZEFOY I L —THEF . LIRS SHECET 250
HBHETD. ZOBKNEY, REFROBEELUZORESNBEEHL,ITIILE
BE9EL =, RSPV RU THRABES R DB S G TR IES FHERLLBL T, SENDER
FTOBMSEECE BEREETEFELEELUZ0OROBERAOSHHN S HIRER
RCIERL R . AFEE X ERREEEERICREEICR . DS SHER T RE R
K- B ThHDLAEEEN -, DIRABHEEE T AMIF IV R PHIKIB R R EB O
ERGEMCIIDEAHEA CREESTEROMEERELETA0EN S BEITDE
TR RINEOT TL—Lav EMTFSN TS, —IRRICHI M RY PRS- 5T
M RS MR AT R B Tl DA HHE R T BT ER AR AN Ao Tz, Tz, HiShay
RUPHKBME X TIEBRGRER. AR ARRETHERRICORE BHEN BT 26
MENCENBASME ST, U E&Y ISPV RY FHAB IS X TOOMES SHERENS
BICHEETHREZOEELL T, HIFAURUPHKLN O B EHREOERNELIES . &
EARFORERGHELERT RELEILNL,

e HY. P - ATV KFRBZESHED
PMEraVvRY7HAGMBEBRSHED 1 DTH E2 5. 2-AF VT ILEB—ILBKEEERD E2
V. BEFEREBRTEEZ (primaryb bilary EahABEEShTNS(),

cirrhosis: PBC) DB E MBICHFRICHERT S

ERHISN TS, ShaVRY7 M2 FifAD E

ESHRIE, ShMaVRTPREERICEET 1) RRAFEFE #ENH
5. ENEVEEBRKRERESIRD E2 AT 2) ROMAERE RN
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F=2011 1 AMD 2012 F 7 BICERKEE
Ha & CNETICHREREF SNSRI Y FRABERRETOBRERRIMVFYT-M2 11
FUZHURISIEER REEH] 24 Bl &, ikl AERIESNT- 1846 RED S5, Index27 TH
PERR R 188 BIELLEL . RIAGKIBIEERT  oF5EfHl 204 BIERHRLL. BFHILTHEREY
FiBHtZBELY. FABETIIBMTHZH. 12 FEOER. RLA—DLER. D II—FRR
HEBEETHHNL(G4%) | DFEGHEE wmEREE-.
FIHEGANEEIZE(33%) ., HREMRRT HRBEOLER L., BRHERELREE
FRFEEZCEFTHHA SN (25%) &% BL. I AERE L—FUomiRisa,. /i
#wELIQ, % (i HLA class T Antigen ik $i HLA class
KR T, BRI, VR THABE O S I Antigen Hifk. i Leucocyte Common
TLEBEHEER I IEFOYTITI—T#E Antigen $i{K . Hii C5b-9 Hilk (£ DAKO)) i
WETL. TORKNEE, REMROEEE fTLt=.
BASMNIT BIEFEMEL -, EDRE GHE ﬁ‘ﬁﬁt@?ﬁﬁ%_ﬁé Bohan &Peter DM EL %
EH T HNIFAURUT RS R REH DS (Bphan & Peter, 1970) &L DHERTD
RBZEBTLREFHRFOEREZHLHNICT RIEMRAD ZHE. OFFHEDRE-BERR.

HEEFEMIEL-, @®HLA class I Antigen D FFFARAE O HIR
TLEDIEEDSH 1 DL EEFH-TESIZH
MRAE KEZHLT-,

1996 M5 2011 EEXETICHERERITS . BEHEEETHIFEZOZHEL . OmEF7IL
MShaURU 7RSS X E - EEREET AU T+RT7E4—F LR, @QIERIVRY
MIFBL A G AERIED 26 BIERRELE,  THEBKE. O £ TEREIHET RS
BEERATR . BEFRICEALTHIFVRYTH A EMBEEREEE0. 0 3EO
ABHEOBASESY 105 (LEHERER 552 BRAH-TSE. REMEEEFEE
HUASF VR PHABEOBAHESZL 16 LBELE (Lindor ot al. 2000),

51 (D IES BEEEEE) & Mann—Whitney test,

Fisher’ s exact test # LV TR 2RI LLESE 1T (REBE~DER)

ofe, L5 26 BREADSE. 1 EULOBE  ARETEIADATOSH AR, AR
BEROBHATRTE-OBAREEET  BROEBCHi>TiL, SRBRECHLTE
BOBlIZ 2 EHEEMULE 11 BICEELT 12 ONEEEEL. XBICLAABERELLTE
FHOEE, FLS—0EE DIO—FEE  HLTLA.

LD A BHE ORI % BRI 5

GEAE, ABRGEICETIEREEET>  HERR

1=o
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@ HshavRY7HREBESRERICETS
LEEPHEESO YT T N—T i
BRERAT R ICBAL CTIX. DB & SHEB CITREH
LERFETORMAAERIZECBOE21 78 vs.
1518 4 A ;p<0.05) , PBC(60% vs. 12.5%;
p<0.05) B&U%w{mwﬂglﬁiﬁ (30% vs. 0%;
p<0.05) DEFHNZNEWS RN LN, F
LS HHER TIIHS,FM U R ZHAO UK
HELMEM AV REN - (93238 index vs. 55+
40;NS),
REFRICEL TIK. (D& HHEB THRID IR
(63% vs. 20%;p<0.05) , PAZFIET4E 2 IE MR =
(60% vs. 6%; p<0.01) EREICHHEEICEDH =,

QLEAHEEE T ARSFVFYTHkE S
55 9 5 19 O BE BR B AR AT

MERSF AV RY FPHABE TOBE HEES
FRER 1 FIDS55. B 5 B, &t 6 HITH
Y, SR H IR SR T 54.65.9 5% (36~66 %) .
B HERRE,SHERETOMRMIE 322
+213MA(1~24HA) . BIEHIRIL 6449
4 (2~18 ) Totz, LEMETENRE 9 5 (5
fEi% £ ER ISR 1 B, 1B IR D RS 2 1. lE
ML EMED 1 51, DS 5 B) . DEETE
Wi 4 51 GREEIEL SR 1 51, SRS S
S8 45 1Bt RBTOv DI THI(1 E
=IOV F. 2 EBEEIOVY 16l 3 ER
Iavy 36l AT SERE1HL ZWTOvY 2
Bl BRI Oy 2 6) 2R, EEREHE
1% 6 BI(EAM 3 B, ZEZHEDHEE 1 I,
BABTEE 1 I, BIEERIR 1 6] ISER 1=, THIT
EEERH A EE T A 50%K B Tdhot, 7 BIT
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BRI PICDEBT A RMTELETFIL—
AVEITSNTLN=(63.6%) .
DA BHE B IR E B FE K IR O RREEA

IZELTIE, 4 BITLIEE B AN B AR IR R

ELEEFZ. 5 BITEEHERRERIC. 24T
B RRETICIE SN, BIRAER
HREDEEHEHROMRIE 2~6 £TH-
Tz

F= 11 il 10 T ABERENEITSATL
B BLKZEIBRERLEVDERSTT
DA R HIRLTUV:,

@—BEMAHS, VR THEKEES . FFiE
BHITOLEESHEDEE
HERAPERFEERELST 1.5 FRICHI~aVRY
7 M2 FufAEBIE LTz 1486 SEFID S5 . HUiAME
ERERHI- 204 HlTIZ, BETOVY 04l
(0%) . LEEHESEIA 1 51(0.5%) . DEMESEH 1
151 (0.5%) THY . LT /A XML 2 51
(0.98%) THEATSN TL V=, E-FFRIER R R
R EFEE 0 flIcBVTIE. EETRvY,
EEMER, DEMERE 1 FLEO T DE
T NARAMBEREITSN TULEEHIIE 0 51(0%)
T&HoT=,

R

HShar U7 HURISIER REHISE 1T H 0
BHEDHEICEDY TV IL—THERERM L.
DEFHERTEHEECERDIBRKRIMFAR. &
B RABESA LGOIz, COTEKYIIAaY
FUTZRFBIERH R OS5 LS HHER TIXIsH
AR T7HRRBEFH RO P THLREFHINF
RE—BETHATREMA RSN, iZharky



THRADHTIEENMISHIDERERFORE
T BA BN E AL NIz,

D& HHEEET RSPV R PHRIKIBIE S
RIEBIDEEEREBRATADIE, DEFHERITIE
BELFERROMEEEEEET SN L,
EBEITVET NS AMBEOTIL—avEiE
AENTVBIENBEL M ER ST, LU TE
BR. REEE, 7/ B REIE— A8
REFURY PRABEEA TIIERICH TS
Y, ARV RY 7 HKIS 5 A6 TIE— R
RIS NV RY 7 HRIB SRS, AP AR 5
AR HEFEEER LY L EELDMATHES
ST RTRMEANTRING, COTELY, Sk
VRUTHKSHE G A TEELDBA S E
CBEFELTHIFMAVRYZHEUSADEE
R OEEMEHNEEL TS TN, BEH
BAFDORERGEHALBE) LEEBTRELE
Zbnt-,

o RSPV RU TSI % TIE B
FES . FIREARRIETEB RIS DME 5
FEAHET BHIH S S EABED A EoT=,
BIBRERLEVRETOIRUNREER T
HATREMICEL CEER AR E A RETHS.,

R
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Fha RUTHAIS PRS0 S B 55
RS BER R ORISR L (LR 24
MERUBRA—RTHD AR EE NI,
Ff-— IR IR O RY PSS 5
M SRR HE TR B Bl T A B
[T THBENBLIELRST=, BLEKYIASH
SURYTRABEG A TOLBEHERES
[FHAIF U RU TR O B HkOE S
WE. BEARFORERGHEEET =L
EZEZonlz, BIBERERILEVRETODARUL
SREA N1 A A B CRIL CIE BB Aok
ETH5,

3R

(1)Gershwin ME, et al. Hepatology.
1988;8:147-151

(2)Maeda MH, et al. Brain. 2012; 135: 1767-1777
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BANERES & OF R O AR A R R U BE T S iR A

PR mEE EK @Y

EEZEE EE O, §HEETF D, dgKx

MEEE

BRSO R OEFRE R OV AR ORN21To 2. REEHERE IM)
DDH 25%ITEEBENH 0. IM FIEAR 3 FUNDEHFIZZDS L 715% ThHo7z.
1M FEIERT 3 FERIEMEEE AR S NZER T, ik MAC O/NILENDBWILE &
RHEN ZZ R LR R 2 RN ICA T 2 B WA RICE N o 7o, MiskH O 22k B 1A R,
MAC OHBRICHFEWR SN, BMTIEIRD s Naho/z. OB R MAC 12758 <
BT A TH L EEZ SN, NIENOHAILE I L 2 MEBIEITH S AT

EOFIEE SN,

ALY _
BAIIEEDOARPRZRICTB N T, 219 HlO
RIEMEFRE IM. HREERICERIN
TR I B N T, OBMEEE SRR 28%
THO. QEEHEBOKSETIIE. 4LE.
HBETIIIRENZN &, QHRBME S
DEHEEE <. BEROGOHEENMEN,
LS ZEEERM L. AEETEARE
BICHBP L L TEFNRNZITO & ED
12, EEIERES O OB RS R
B DOWTHE Lz,

I H &

BIKT v— b ZRARTHIT L., BHRFE
KELART DEMEIER OBEE. RUOBIAFIER
DEMHBERROFEZHRAN, BEEES
PEBINT DWW TR FRIE & YR 5 R O e BY
RELE. BEREEEOM CIESOHEE TR
R E B G Z LBRRE U, BB &I
—F AR A, ROGRERSE

1) BRI
2) FEOFIRBERENE
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%v 4 [ 1 HLA-ABC(MHC-class1),HLA-DR
(MHC-class2),  C5b-9(MAC) , LCA
(Leukocyte antigen),CD68,
CD8,CD4] % MifT. KMEMIEBEOBE (%
P/ NS NN EE) . BE5E - B
ZRVEARAE DB, B IR R ME R OB S D EL
NOFE, HFEHRENOZREEDR
&, perifascicular atrophy(PFA)D A& &, CD8
BRHEY > NERDIEEFEHARAEN N DR B
DOF . C5b-9 (MAC) D EHRES/INME N
DILFE. MHC-classU/II HLE DO IEEETE A
R ENORFMERBEOBREICDWTIHMAEL
Too WML D 3 FLALEMEENRN
Z L ERHBEDER 144 B (BEHEEEIES
OFEE) CHRFELBHEEORA X
BFROHMA 3 FLANOER 71 ] CEHEIE
BEDHE) KOWTHRERBEIIDWTH
R ET o 2. SFEEEICDNT 2 B
RID 81T Fisher ME % AV, P<0.05
EREBREHOEHEL .

common



1B A S

FEH 1. HE 364 FIl D profile

- BILEEAOHFNL 89/364 i (24.5%) T
HO. 71 GINHRFEE EZIXHEREOHFIE 3
FELANIC BB R S Nz,
RS AR ERRER L 275364 BITH o 72,
ZD55, HERKEMNSERELT 3 &
(=1095 H) HALEHEERFERA CGEHE
FEEIEAOHRE) MY 144 il BHBEIER 3 R
WELRIEEFADN B1fITHo k.

fEE 2 EHEEOOHEE (71 6) CEHE
IEEIEAORE (144 B) DORIREBKR O sk
EMER Aot T,

- 155 PR R D 1f 5 R B OD v BE OD R S B 2 1
(100 fELA L) 22T 2HENEBIEN
57z (P=0.04).,

- BRI OBEDINERET HHE
N 718% TROHLEN, FEICEN &
(P=0.012).

- BB - BABRMOBEIIDOWTIIAEEE
ZRDIZMD T,

- HNE/NIE D C5b-9 (MAC) DWW
WED B35S%TRD LN, BEICEN 7
(P<0.0001) .

- FRHENE O BN 72 BB YEDY 35.7%
“ROLIN. BRICEN -2 (P<0.0001).
Z ORI ERAEIR. MR MAC DIt
EERDLHNCEEL TRD SN, BHMT
RO s Naho Tz,

* MHC-class I 51 D fHfH i~ D [EIR72 T
BITE (&0 15%LE) 22T 58EN
BIZEN o7z (P=0.039).
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EEZ 5N,
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ENOWAILE N T 5 i 22t
DIREEEF & L TG T 5 LHERlcN S —
HT. EBOD 6 BB L TREERRRESH
TR R D HEE Je OV R A SE B 5 D AR
WVETH5,

o m

IM D55 25%IEEBENHD. IM 3
SERIEE 3 ELINDOEHBIETD DB 715% T
HoTz. ,
ERBEESHHROD S 4 ENIHHRE/N I
BICHENIEE T 5 2 &Ik B Rz
NIRRT E U THEET 5 ENHS
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WAYE : HARRIE "

HEWRRE  HAEH ", REER?. BF—=. KBEFY

LT FIVERHEMTF (signal recognition particle, SRP)I% 7SL-RNA & 6 @M
EEMNCEBREINIMEERNAESELSTHD, D55 54 kDZEB (SRP54) A
EELGBEZETILDOEEAON VRV —LEDEATIEERCLBEBDD N
RKOTFLEHZRBEL. ERO/NMIETCOREZHET 5, Anti-SRP myopathy
ERETLIZ 46 FIICDOVWTERRBZEBNCHAME LEEED 2 DORFEZ4 1T .RNA
REIRMEEE SRPYY YoV EF Y FEBEEMEE LI ELISA ICK SERIED
B&1To71=, Anti-SRP myopathy 46 f5lch 41 5] (89%) T SRP54 HilkILBEETH -
Tz o1 SRP54 HilRITHAME I3 HITIXEFIBETH > =M ISR TIX8H (62%)
NEEETH- =, BEROEFMO—E T, HAFTE F—THSRPY LISMZH S

AIREMEAVRIZ Sz,

MR

H1 SRP $i{k1d RNA RE L% D Fik
kY., BRABROEEFMEDA,SRE
FEIh, FRED-SGIBEINDEHE
BEMNLTEHOSREAE LTRRESINETY,
—h. FYBELEAZEELT, 54 kD
DarvErr rEREREE LI
immunoassay £ 1Thh TLVE 59,
Anti-SRP myopathy [EHfA3E CTIX R
FRRIZZ LUy, immune-mediated
necrotizing myopathy A4S TH Y .
RIEEFEBEOFD 1 D2ORETH S,
I < IXHESE., anti-SRP myopathy [ZH LY
THREZEENCEIMR LEERO 2
DORENHBEEHRELRT,

) BEEZ2XFEFHHEAR

2) BREERDRFEFR) VI FRE
3) ElNL#E - MEERE V2 —miEH
KA EREFE—AB

WMRAE
BEZEFKETRNA REXEEICKY
m;ERITH SRP A& L=
anti—SRP myopathy 46 5 (M:F =19:27)
FRRELTz, —MRGEHREFEUL
RBEELIEIERE h=33&. 1
FLUENTTREBETEICHAETN
FTTLEER (n = 13) I2HITERKRE
R LIz, ESRPS4 UV EFY
FEBRZHEREE LI-ELISARZREL .,
0D450 fiE % AIE LIEEILF & DR,
b1 SRPO4 Hiik{li &t E L=, KB
hA—=LELTHEHE (n=46). B
AbOTs— n=40)F-EBEEAN (n=
0)DMmEZRAWN-, BEADEHE +
SDEEEHY AT E LT,

(fREEE COEE)
B ABIEICEYT 2 RITEERD
MEZFESTRABIN., BERELE
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BRI EAER LR TREFHN
EWMERICH T (295 vsbH2 /%, p=
0.0003) , Anti—SRP myopathy &5 T,
s - FEgERLELEHANETER
H1z, EHETIEIHAETIEETH
U, BHABETOEEECERMHERD
HEN, AN IYBEETH T,
F-EMETIILRTHEBZE ST
Y. scapular winging [£ 62% TR
LTz BRITEREED 6% 1T TR
Hixhf-, MFCKSEIXEEMTHY
£/ T1000 IU/LULETH-T=,

ELISA THI%E L 7=#1 SRP54 ik (L8
®. HPA AT —BBTIEEHT
FetE1= 51=, Anti-SRP myopathy 46 {5
41451 (89%) TH1 SRP54 k(L[5 14 T
# > 1=, P SRPY4 fufk(TEZMHEE 33 4I
TlI2FBETH =M BHEE TIX S
51 (62%) HFEETH o 1=, £ SRP54
PRl & mniE CKIEIZIZMEEA o 1=,

iEEm

HSRPHEADIE F—TIEd L
SRP54 L IEFR 59", SRP54 #HiR & L 1=
ELISA % £ @ immunoassay Tld{&EfE
DEREEDLH D, FICZHHIEET S
BEMH A anti-SRP myopathy 215!
DEFID—ETIEL, AL h—TH
SRP54 LIS ZH B RTREMEASRIZ S . i
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