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MR FEDBERIERORER
T

MUETSRF MR RGBS =R 2 — MR

2007 FELARTIZ/NR Y 7 < FiEdk Tl DS UG STV 2R ANX, R I ToA 7

R7 AT A REORTH ST, ERHEROBESIERDNEBEEDO TR ELELAT S
MBSO —>THDZ LI NFE TRBIEIN TV, Alnl, BIEIAEFEME R R LRI E 2%
(JIA) 12X LTA R RLFH—F (MTX) 25, AFHFEOATHEIGEREZXK D Z ENT
Ty TORMEEFEISILRN BT LizA 37 MZOWTHET 5,

MTX D8V ZFET. Bk 2 F0c 1980 R0 S /NED ik 2 x5 & LTIA
HUZERRBR M Tod, BWERIZEM T, FOER CREERIMHTIIEN/HTOND Z &
IR TV, BIMCBW T, KEB X OEINC B TREIS/NE o8 M: B 2 12 59
HIRHEIEE L TAR SN TEY , A THAAICXT L, 1999 0GR U 7~ F DInHk
BB L UCEAR (4K ORREZ T, —MRICEFEHE O RRZIFRIC X 2 H AT
REL7toT, TOZLIZLY, ZLOBEOMEEE - KREZE L B L., BEEEKOMH
B AHIT 5 DI KRWDICESL > Tz, L L, Tk TR O /N AEE Tl st o
R ERER S, FHTEMOFBEIESN TV, NNEY U~ FZETIHER
13 FREED B JEAR LA SE TN O RR B Bk 2 =3O LR OH & ORI
B9 298] (IHKVEHE) (&M L, Rk 16 FEEICIXEA T B /N RE RS 3E
CEUREE A DR U, EASEE DT —X% 0 7 U L —F TEONENRI S .
/NIRRT RS ER DL RER, i< 2008 42 9 H#ICLR B IS TE T,
DN TOAEGIRDUTINZ T, +072 TR BT > ADOEE, AT ofi HIERE
R EY . HTEINERBR AT O Z L7 LIRS Tl LR XN 2 &

QO ANIZEB T 2 ik - HEiIciEbid, /NEOIEYEREIZ LSV CRNRRR O R KBS
BMERETDHIENTEXEZ ERFFEIET S,

ZOMIZH, T TIE SLE 21X 0 E LS v~FMHREBICHT D7 ak A
77 2R L AREIZONWTH, VU~ TR LR L CAMBEEIC X D EIGERD
REt 2T > TV D (—RIEBETRE),



S3-4

SRR EREAROMREEROHIES 1L
(g PRz

H AR R 2 R

HEZIRIZBT D EEOEET, 2l =—XDE izt 72> T, AT XTDH
SEIICBWTRAICZOEENRRD 5N TND. RO THIBREOHA RIA4 1%, #+
DR O HFHF LS O ERBEMRE IR LT, BARRZ TEgE) L~V 29 5 B L
LT, IEFEEAIER SN D Kootz

EAEVERRSPERAET R (JIA) OFENEET A KT 4 1%

1. HFMHEREE Y v~F (JRA) 205 JIA ~& W9 2T - ﬁ DI
2.%@& ZWr & EEERTRIRTE O &

3. /NRIZET D ESFEOILK

4.%%%%@%@%%

5. /NRY U~ TFEHMEE O 2

6. 2 ha—AARBREO N T—VDOBEE

7R EOEMEE R E X TER SN D TH S.

BEARHTRIENA O EiET

1. JERT oA RUEHIRAESR (NSAIDs) D\ J5IZRE9 D%

2. BEANIHTHAT A K« 2L RPEEO B OE A

3. BEEiRAICKT A A N M LF— NMESUVREEO B OE A
D3 RICERNIND.

INHLDORA Y MaekEZ oD, SLINRYVUTFOEMFLLTCZIONA KTA4
YEEIENZ T, EREASBROWGETICHAT TR INCEEIT WD, R EIZ oW T
Higam L CATU.



83-5

EVZERNRADSERORE

REgsn 2=, I B
BERBRERB MR e v 5 —, HAVNEY v~ F A

1999 I K E R MEAS FDA 23, BT Y v~ (RA) Zxf L TNF [HEHIT
HHZE XN T NOMFERHEARE LT, ZU/NEEEICHRATHID TEAINTAEY
LHRIFITH D, T D% 2008 FICT F Y b~ T BECK TEAEMRRRMEEEI L (JIA) £
BAEIAC KGR, 2009 A2 T 77 AT N JIA IZx L CRRBEINTWS, —J, FAETIE
EN TR SN IL-6 BHERITH S R U X~ 778 2008 45| RIS ER T T JIA T&R
INTEY, BARTYD ONERBIZEAINTZAEMFIRAITH L, TD%, 2009 4
MBKTEBEINTWAS, T, = /BT NI 2009 FI2HFIZ 10 FFEN THEEE
NTW5D, THY LAST1E2008 F0BIGRMAMEE D 5% OARBMBFF-NTnb, 7o,
A7 VX~ 73BEE Y v~F (RA) 1Zx LTI, FeSETIE 2003 281D THEE
SINTAEMFRRAITH A, INRICH L TAR I LTV, F72. CINCA JEEREC
xF LU TR R WHLIL-1 BA S H AR TIIRARDOEETH 5,

RAIZx L CTABIERNETE < DAY FRIBFI D AGR I 5 AlgetEnsm < /N B~
OSER B HIFF SN S, TNFELERIE LT, 9V A~7 (2009 4E 42 THER., BAR
HEEH) . B Y X~7 (2009 FRCK THGR, B AREEHEMY) . 1B Mfafdi & LT
F 7 v X=7 (EEEILENGSRH phase 1D . $t T MfafA & LTAHL 7 (2005 42K
AR, 2010 - HAKFE) . L2 < OEYFHRFN NIRRT CTH 5,

AW HIRFI OB T/RNRY O~ FOFH G RESBEE L, L LAY FRIRFNL,
INFEFTORBERZLZEWVEROHBENH D, 207D, B LI/NRY v~FEDL
ETCHDREFEETIMERATLILNEND L, 4%, AANLY U< F 2 IMHESEE T/
WY o<=FEEHESCL, NNRY UTFEOEET D DJLHR ATV, BB X OFK
~OFEHZEDO TWVWET-WEEX D, £, /NWNEY U~ TFHE RO A2 EA L
TBIETA BT A4 v OFHlickE, R OLZEEERCEMT%ICET D IE R E TV
TTWEEZ TG, VAT AOHEELEE I, B4~ 0 U =N TH LB
ThOINREOMNINHIILFREEE 2D, THIIEBREV LTV,






LS1

BTV FICH T B EMBEOBREL KR
BH FHA

BEUSSBAFEFI Y O~ FINE

BV U~ (RA) DOIRFIL 1990 705 “proof of concept” A AT, L7273 HEHR L
2o T2, RA OFIEIZE W THLIEEZ RI-3 072 FE L, #IRFEREOMm D
TEWAED PR EE 2 W 0 FREERFIEIC L D IREEZHIET 2 b0 TH 5,

JESEEESEIN F- (TNF) 72 EORIEVEY A A U EEN & LAY FRENL, A b
Mot —hF MTX) ZFEERE LREkOEs 791 v~ F 3okt LT, BFl &b %
[RIFFIZBR DS Tz, BIMTOAERMIIMTIX ERES LD L72<, LiL MTX &0
T 52 L CEEINAREREE ETFT0TH D, T XA LT N EMEND Z OEHANIE
BRI, KR TEROEBFICEMREZ LT 28, LA LEOEF BV CHEEMEL
BHIEL, D72 bl E I FEOLADEBEIZA LD Z ENEEND, 1E-o TR
NOHIY A N A AEYTFRA L MTX 2035 2 & T, LLiZe B I3 EAR 72 B (R
EEWZ DI EERER SN TV ZHEREIED RA BEN, HEARICEL X
MUTIEAZWB I T ZERUROL IR HOOH D,

LSHOMBEE LTI, 29 LEERFTEEROBENETO RA BEIZEHE L LSFELT
BEZDHIETHD, bbb, BoNEREGENEERETORMGEEIND &, F
EIEDBE OMERENRAROEELE LV LAEITLTLE Y, (- T, Ernyil
Bz EOBREFIC, EORY - HIICER ST 20 E2MI L T ZEREBTHD, £,
fitiZe EOEPHEIC X 0 IREEIGH & SNHBE LD, O DITIRFIRIEIX
ZNTHE L 722 S,

SV T LUVERRS T 2 5 o 7o AR RIFIO . RS F D40 FAERIEE e O3k 2 & BA
FHINTEY, F2R, RABEIZE > TORKOELFET RA SORK (GOHE) %
Ff-7p 02 &) 2 b b Ly, 28T, NEREOLGAIIRBIERO BE % K
KIRIZEZ LT WEWNR XD,



LS2
LRMREEORENSHBRAECEHIT DMHEE
R IKER

BEERRSERERE YU - PR - LR (AR

BIFRIZ & O 2 IR L ORI I3k 2 b DR G ENTWD, EZOMED,

BIFIEZ O b OIZE 0T DA, EAIMEREMEM%., B8 X OME %2 T8 &7 25 BYYE

(Pneumocystis jirovecii ifi%s, F£721% cytomegalovirus filigs) &% ETH D, MRADFIEME
[V PENT 2 DREIR - B BIT T TICH— S TV D b DD, ZOIRANEMETH D L
VR D D, 7272 LIBIEIR A BRIE T 4UE, 5 b B O M\ D, non-specific interstitial
pneumonia (NSIP) T& ¥, DU )T usual interstitial pneumonia (UIP) NEETH Y, Zi
|Z acute interstitial pneumonia (AIP), 33 X U cryptogenic organizing pneumonia (COP) % /I
2124 DITRHZEMTED, 204 SOREZEEST 72Dz, BRI 2 LRl
BEORENPLELZDZENAHATHD, ThLL ERMREZREDSEE LR, £
DEEORE, BIORFHOMEEZEATLHZ LIZX VSTV FETHD, 2
o OREEY FEREGEORETE B2 5 L, BEDBNE DG, COP, UIP, NSIP,
AIP DIRIZ72 %, BIRDZ LR 6, LGS OREDE U AIP M b THRART
Hb, ZICKHOBEZIZ 5 &, NSIP (X2, UIP (38, AIP (T2, BLO
COP [Tl AaMOWE L D, ZoMAIT, BEBEHEOHDODHRL BT, KA
PERTVEPEAT 2%, 36 X ONERYYE & L COREMEM R IOV T HICHAIEETH 5,

ST LRMIREEORRE &2 - ol2ix, EEMRH KO~ —%— (KL-6. SP-A, SP-D)
ERHETLHZENARHTHD, oD~ —h—D55H, IbILH I, TOEEIE
ML TWADITKL-6 Tho, BERMIBON L, Znbo ERGIREEICmZ T, M
ENEMEEDEZR L T MNERNDH L OO, ENEMEOEEHZ FREAME S (7
ET 2200, FRIIE EROMBEDEIC IV IZETETOMRELZCLET 52 &0
AREL 72 D,
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M-1 RERDTUEZHOIEBRFERIRY SARBRER T O—CEREF D15

Odtht i, Km ST I 55—
SB NER

U] BIAE 14 o B, 1 s B HREORE N 5 5, 1999 457 H (3 i) (v KRR 7 b —B il
BEICRRAR, LI% 15 BIOFREZME YKL TS, 2000 4F 10 A2 FaRIRBE L EIBR & L CABRIEZTT-7-, [ifl
£k 16200/ 11, CRP10.35mg/dl & RAESUGEAE T D PS5 ST AGNRICZ L < | #lilik & 2R CIERI 3R 2 12k
LiBBE L 7potz, SR RAIIRETh oo, £D%H 200345 A, 6 A, 10 A LREKO=E Y — F&EEDIR LT,
FEVERF IR OA A 7R 2, T, M2 U, REN, B2, BIETR b IEEo Tuview, B IRHT R IR R A A 35 2
7R < R L VBRI L, kR AR 5, MIEME ClXHIMmEREL, CRP AEfEE 720 | T - BsEeR
L. TR ERR L, KPS BB, SRR 2 L3S, R T B —YIEER R AT u A K
B L QO A ISR S R BE 3, B L AT v A K282 & MERRBIEISER L T D L5 2 v, 2005 4F9
HINC BEALREIE, RV T 4 U T 72 8 &5 OFIRRER D 7= O 24T 1o M B e FT U3 S 72, 2005 45 11 A,
fETEEsR L ABENE & 72 > 2B AT 1A K 40mg/day % FfE Li0 TR L2 2 & K0 2005 45 12 A5 iE0E
HIEREZ T 2 A RHHNIRZ LG LT-, 2006 4F% 7 m—FOMEREFIRICH LY 7 a 2R Y LA BALAT A RNARE
ik L7z, 20, 1~2 B/ A DEREERSH Y, AT a4 REHANREIT 72, 2009 44 AFIERFIT - I BiEgREE T
VEAEER CT, MRI CREKRTRE 1372 < /NI S 23800 HRRE CThh o 72, F P A INIREE, /&Rt C R
AR TIIENEGR R, 18I RO MR IR ER L B 2 b, H ORIEIEERE 7 & O FTRENEZ S5 LRIE
PEA R IA . RS T 5 BERAFT RIS SN TORY, [F L] SEiFkx A5EER LIIERNEIR A S D05
FEMIRIBIZIE T 5 £ B DN D DBRIEA BRI IR DAIVTZMICE R L T\ D,

M-2  {EF(RIIE, BMIRS JOMVIREIADE D) IBHRERER THREL., RTICERUC 1 26

ORI B, A S8, 71t 7
UL FE S N

UER] 5 il

(=3F] BN BIEVR

[(BURIE] PRk 21 4F 12 A 6 B X0 BB IR 457 2, T2 L, B EO T2 NG & e o7, PUAEWEICK
SRS, BRI HHEL LR O A 386 72 7280, BRI 2 fif T S 73 B 23807, BRI 72 £ o0 B CfEiR s
ZEebI, IR B AN YRR & 2o T,

[ABetsRE] SEREEIT AR, £ 100/60mmHg, RH 110/4, (AR 38.9°C, 5& 9 ERITFRDT, WHERR L WD D
FHaRDT, D, 36 L OMEET IR 2380720 o7z, ZEE. WO, 38 X OVFRfio nTEhshR 23807223, B
BIONEIRIIGRD 2o T2, FREFTR.E LT, REDOATEE & NURRR AN A ETERIZ S HAE L, R ORIB B %
DN RSB ORGH B 23872, £, MR OBIMTEIE 2 £~ 72, WBC 1000/ 121 (Net 33.5%, Lym 43.0%) , Hb 10.2g/dl,
Plt 4.4/ .1, CRP 9.9mg/dl, TP/Alb 5.4/2.7g/dl, AST/ALT 21/13U/l, LDH 149U/ml, ESR 47/1h, C3 67mg/dl, C4 =2mg/dl, CH50 10
CH50/ml, IgG 989mg/dl, IgA 131mg/dl, IgD 8.3mg/dl, IgE 2562mg/dl, RF [&it, Huzhil 40 (5K, 7 =V F> 187ng/ml,
SIL-2R 6036 TU/ml, %EEH XIO K1 47%, 7 VA 7a7 U U@k 7 V47 7Y 72— Uk, B CCP Bk,
MMP-3 49.0ng/ml, ‘EHERAE CITEEDOMERERGE 2 L7, AR Z R e T AT IR0 -T-, £/, Lhoa—
b, EEIRIRAE 23R iR T, BIEER KOS ORI 53 = he— ARl HEETH 7272, AT rA
ROV ARREZEBIMG L2 2 A, FH 109/ H) ([TEERIEROSEEEZ RO, 13 7 BIZITMERDRIE 2580, 22/ H
WIS EFAL U2, £720 179 BICTHERE, 30 9% B FIRIROBERRSIE 2580 7-, TD%, AT A R L
oM, B Rl LTz,

(B3] 2EMIOEAIER, F6 X OEEINC RO TIREERE 285 5 LW o T2 b B IIBRO FIREMES B E B 2 B
7M. EEIIRE LA RS T, AR IAESC M ERS D 2 7860 7= s CIBRIC TG L, EEER &5 2 D,



M-3  BESEIRAFHGURE LR ZRDEY 9 M2l

ORFY e, K BT, 4% BRT. W HET
VERAEE TSI /DALY

2006 -5 A (@5%9 » A) XV BBIEISREAL CORAIHIIR & A2 12 RIFREOERSHEL Uiz, M clriAim
Bk 6600/ 1. CRPO.43mg/dl, 77k 28mm/if, IgG 1903mg/dl. RF [ak, HikshuiAkRatt, MMP-3 674ng/ml, BERIET MRI
T, BEEINICHRIRETR 238D - DN BIR O ALVEoHEs8h 7 L, B85 MRI CIIERF 72 L, 20, WTOfERE, T
i, JEREET, RIS IEIR RV A §R D T MRI CRIFHRITHE & VEIROARE, B 25807, B MRI T£%3 5V
2 SEIER B RO T- AR U o EIAERREA T T2 2SR EET UISOSHEER Ch - 7, BIFiRICH LT 77 7 = v
WIRZEAT > Te3h37e <. 2007 4 5 H LY MTX OWARE Blh LBIFHEROUEE D MMP-3 1X 70 5% TaE LT,
11 HIZHEAIC 2569 2 BERRE A HEL L CT pril & 0 a8 bifizk & 22, MTX PWARH I U 72 2SI 281 3dcEd™ 2008
1A XY PSL Smg (03mghkg) PAREBILG L= & 2 A, MRZAEITIHEI L AT A RIZ#st ik Uiz, MTX FIEZICH
L BAEERICR LT3 A LW MZB ZBRiG L7z & Z ABIEEROBGEA RO T2, NOD2 s TR E 23807, 5
17 BIOARSS TREFI 2R 21TV ALPS DMERNCHIT DI, 7a—tA A N —IZ K DKM Y o7 SEROFEHT Tl
CD4-CDS-HIIIDHENNIIZRD T, F 72107 IL-10 D_EF-HF8DAeh-> 72, 2009 4 10 A IZFHEBEREE AN HEL L ¢ MZB Hk
9% 1572 < PSLSmg WARZF TV GE L 72728 PSL BRI CREEREED V. 2000 4E 3 A AR ZTT - T2 0N ERER AR
R CdH 7=, PSLSmg ~FEERE L CIFHEEEIFIER L L, PSL Ik L7=, MZB HIEFICHEE U 7= BIFEIRIZH LT Tac
Wk % Bids L CeB @A 78072, LovL 11 BICHOSRKE AR 23 HEL L Tac ZH1ik LFFOY PSLSmg DOWNARZ B4R LAT
JRZR IO LT, SIE D 4 AEDNRGE LRI TEHE L T2 A3 & 22 BB 208 5 BRI 358D T Ly, 2Inc
EELTEY., EHOZERAZRE U< HEEF O RE SETEE £1,



—hisiERE

CEHR

(ORFHEKETT)




O-1 Interferon regulatory factor 5 |3 Macrophage activation syndrome D REZ &L F CTdhH D

OMmT Eve . g7 st V0 BT ST DL R REEY, 450 RV, R B, A B2 D 2R R
Ve FR0Y . BEE BV

VORRIRTINIRS: RS /NERL, P BRI LR R TR A ER v ¥ — NEER T 2 —,

’ DNA F v 7Hf5erT

[ EAY] Macrophage activation syndrome  (MAS) X225 JIA (s-JIA) OEERAGIHETH Y . EHHA b U MFENE
DIFFEDOHL & Z BV TS, Interferon regulatory factor 5 (IRFS) 1%, RIEMEA NI A > il 285 530EIK 1T
&Y B Y 7~ F < SLE 72 £ D B CAEREBORIE & OREAERE ST D, AR Fox 13 IRFS ORI FZH0 s-JIA
R MAS DOFEIZ FIAE T 5B E BRHE AT LT, [E] A3 s-JIA DR 87 AT, MAS O34 33 AIFR
Wiz, B U~ LS XL TU D IRFS D 3 DOMBIA -0 (15729302, 152004640 , 152280714) % TagMan {5 C
FEHT L. s-JIA R° MAS OFSEIZ RIETREA R Uiz, AT, YBiOmBEZES0OER L BEBIUSEHENHO
FEZSTH T L2, [FER] @E A (h=188) & s-JIA DEEZEORFHIFIT, 15729302, 152004640 , rs2280714 7> SNP
& Z D haplotype 1% s-JIA OIIEICPIHEAFRD DT, sJIA DHEEREZ MAS ADHE L FEADFHC T - T,
152004640 @ T allele 1Z MAS DOFEIE & 3 < BIE A 78672 (OR=3.96,p < 0.001), X 52 IRF5 @ ATT haplotype (15729302
- 152004640 - 152280714) & MAS DFSIE & B A7857- (OR=4.27p < 0.001), rs2004640 TT genotype @ s-JIA D (7
N) 132 MAS Z50FL Tz, [B%E] MAS OREEERT-& LT perforine fn 17 EAVHE SIVTUV 573, IRFS
) MAS ODESZVERIE T O— D ThH D EEBEZDIDIRFS /) > 7 70 b~ AIRIEVES A N A VEEARREZRODH Z
LMD 152004640 O T allele > ATT haplotype 1% IRFS OFSRERIZI & AT H 0 | @A b I A SEOFERIZE
HL TS EBZ L, MAS OFIEICRL- LT 5,

O-2 EBEFERFREMREIRICST 5MEFH70—L C ORET

ORLE Bz, W AT, R B, DR D<A im B Ak il
HIRR: R NER

[1ZUDIZ] EHAPHAEMERRIEBIE IR JIA) BETY, slA ([CADFT 2~ 07 7 — I IEMAUEGERE (MAS) (28
UWTIE, TNF @R IL-6 72 EDORIEMED A M 1A U NRREBICRE KBS LTV, EKITMAS KRBT~/ n 7 7 —U%°
T ARADIEMAL, A MO A BRRIRENRO DD L &b, REHIBEROT R F— ARNETT 5 LB 2 HTn
5. AEDIVOIUT MAS Z380E L7z sJA JEFI 28R L, a7 AR h— AOHEE L 7 51T b7 v—L4 CIRE%
PAICIE TE /2. &SI sTIA JERI & Hl L, sJIA 38 KT MAS JREEICHT DR T R b — 2O G- &t L
7=.

UEGI] 15 sttt R, BEATRICRRL A L. 13 BEREC sTTA JE, MAS BT L7275 H SRR, FIalEARFZ MAS
FIEL, VMEAT aA K oOVRPRE, V7 a AR A FREeEE, MERH 2 [BfT-72. LIBES 2 [BIFE, 56 1
[BIX MAS Z35E L, BUEIT b ) A~ TEPTH 5.

[J515] AJEGIR L OYECReWr L7z sIIA JER, fEFEDIMIET b7 o—2 C I, BREIRIFILE 2 W TEERE
BRI E: (CLEIA) I CHIELT-.

(5 5E] ASEFID MAS FEIERFOIMIET b 7 10— C JEEEIE 747 4ng/mL GEYEE: 35ng/mL AJi) & FEHICEF L TRV,
DVRIZ CELNCIEF AL L2, MAS ZED72 W ERREE, MAS FRIERF & $12 107.2ng/mL, 634.6ng/mL & B L7273,
MAS FIERFIZE LW EAZ /R LTz, 2O sTTA Bl CII2 B ER T, MAS BB SfE 2580 7.

[(Z2] 7 hre—24 CIEI b2y RUTHBEICAHET 2EET, 7R MV RERTI bay RUTHBHENT
MEFIHE SIS, sTIA TIiE MAS BIERICMET F 7 B—A4 CIEBEDOE L EFGED b, JEReEE & BICIER
fLLTEY, FHiElEgas 7 A h— ARG LW e Z EDVRENT. T M7 a—A C 1L MAS ORHNCHE 7B L&
ZBITZD, S DITRYTEFELZHEC U CEEea 21T O MERSH 5 L B2 b,



0-3 Tociizumab FEEHRDE BRI EFHRFREMEBERICEH UL V0T 7Y B EEREHCST S
YA LA ENRERRT

Ok TEME D, s BRR P A Fi 20 (Ll JE— Y. =4 BREY. BRI IR, AL Bz Y
VSRR EIRRERTER R /NERL, P RN S iERE U o~ TR
VBRI R N

[IZ T HIZ] Tocilizumab (TCZ) DEAIZ LV EEHAMEO SGAEAEMERPEMERIEIR (-JIA) D% < OREFICEINI72%)
FEFRDENTWD—F T, —BOIEFITIL, RFETIC~ 7 07 7 —UEMUIERRE (MAS) 408 Lo s <
TS, Fx ITEFEOARTE T IL-18 23 s-JIA DOIEREHAEICIRL BI 53 5 HE/L mediator TH VY, £/, MK IL-18 23
PRGBS KOV MAS ~OB T2 THT 2HEIEE LTERATH H 2 L 2HE LTz, A TCZ 15#HIZ MAS #4&0F L
TIEBNZ DT, IL-18 XK & T HRIENET A NI A LA RRREICIE L, IL-18 28 MAS ~OBA T2 THITE HIHkE &
L THRATHAERG LI,

[JAE] TCZ 1651 MAS Z&0F L7z sJIA 5 BlZERW T, BUSIRIFINIE 2 VT, FIERTHZOMIFH O 1L-18, 1L-6,
neopterin, STNFRI, sSTNFRII i 4 ELISA V£ THIE L7z,

[i553] MAS A OMHZIZAER] & b IL-18 13 10,000 pg/ml LA DB EEAZ 7R LTz, MAS FAERT & 0 BEEEIZHIE
L2 7= 4 EFICIE. F8IE 2-9 HRTL Y IL-18 DA R TV /-, Neopterin 33 & OV sTNFRII (% MAS A0 EEZ 7R L
7o BEfi & & 1|2 neopterin 35 JIOVSTNFRIT (FIEH (L L7223, IL-18 DOEMEIFFEReE L7z, IL-6 1Z MAS SO T H Ik
JELLT G a2 R I ER & Thix Th o7,

[#%35] IL-18 1% IL-6 blocking |23 B, MAS ~DBATHIN G, E72. MAS 7> HHEEL L 72 inactive phase (2350 T H
A RT 2 ED D, s-JIA OIEREFHIEIZEELS BIG-3 5 EE /L mediator TH 5 & bz, [k IL-18 1%, TCZ {GHHIC
BNTH MAS ~DOATE THIL 9 DIREIEEMEDO A 7RI CTH D . MAS 13 IL-18 @A T 2 HEHIRRRIZA0 5 7D
U =R L T2 0 RIET D LB 2 BT,

O-4 MTHFR B FZRIDRENC LD FHN S EVMZRNRAE B AU S RIEEIE IR R IR EI R D

—
Ot S22V, kil %7, b5 eV, H)1 BV, e BEY /o 8o, ik s,
K AT

VHCR A ERIR: ANERL, P O FERR: B ) U~ TR 2 —,
VRO FERRY: RS ERE 2 —

[IZTU®IZ] Methylenetetrahydrofolate reductase  (MTHFR) [J3ERRHRER CTH Y | T DBIETFZAUT K 0 BEEIEMET
KT 5, Al Fx X MTHFR & F-2RARETH 2 212k A R hLdd—K MTX) O%hE, BWERZEEL,
LI ARG BN U T- BRIV SRR MR R (p-JTIA) D— & RBI 2R L7z D THE T %, [HERT] 10
IR, 6 R ORI, RN, IR TR X L0 18 B AR R IERE & S a2 ST, 97 3
H AE X O BEOZA « S o7 Bl U, IR CfIREBEIENEIRI U DU 7o AR EE STz, 9k 8 o AR, JiE
WHGESETREAEINF BB Y BIARE LT, ABERE, A e LRI K 2580, MIRHRA CIXRIEIE 42mm,
CRP4.2mg/dl, MMP-3 288ng/ml & =T, HUZHAME. U U~ b REF - 51 CCP HukiFferETh -7, FBIFiL
N7 TS 4 | IRBEERE Y MRI ClIBIERITR & VBIRHSHZ 387, LLEX Y p-JIA &2 L, NSAID s , MTX,
TV K=Y a ALK BIREEBIA LT, 1BRBHIAERIIZI T > 72 MTHFR i#(5 - ORaHc L 0 . BIEIE MTX OFIWER OEE
NEL, WHABEEZVEETOREEZ D, ZOMBICIESEOMI LY MTXIC7 4 V7 2 20 L, i)
DA RH L0 G Uiz, 18RS 10 HAlE LV BRIEROUGEL RO -0, IEREGET I TH Y . MTX %
12mg/m’/week £ THIEM & CRP X 2—4mg/dl, MMP-3 | 200ng/ml 5 L ekaEZ L < Fife L T2, Z D72 DIRIEBIE 4
HA%ED b U X TIREERG L, D, BRRIER, RIERUROWEEZRBOT-, MTX OFEWERITEEO Ty, [F
& ] MTHFR & FZROMET 5 2 & T, MTX DR, BWEHOBEAEE TE, RN AEY PRI 28 A LT,
JA IZBW T H BB TR E OIS ORI, 4 — 7 — A A REERESHBRT L QOB RREMER H 5,



O-5 e 2 EIEE. BEiEAEERRE )R, CRMO EDOERIAREE TdH oTcAILHED 1 B

O Bk V. %k w01V, BRE Ao D) IR JRE Y. EE S0, B R Y. Sm Y

AT P Y AR BOCY . A T Y B Y. gk B 5 et E T
VBRI TN N, 2 /M e NERE, Y W) T SEle R, ¥ AU R R
D FRNRSE S &b P v & — R

Chronic recurrent multifocal osteomyelitis (UL F CRMO) 1 1 O mERiI# OIS L, NSz 0 2RI A
ROGfR L IETEA MR KT A ORIERE T S, BHMRICE YD X-PICTHR#E & Bk, MRIIZT T1 TIKGES, T2
TEAEHZRTA, BRICTRERE, 7 VAEIRE ST, 2SR S IR BRI Th 5 Z L 3 RIRHE CTh 2,
FZHIIFEO X O 72 BBEMEIEENEERIC BT LIXUITEYRE., Bk s SRR 25323 D Iefl 2 #8532,
2B OBRBOBERNN LR CIEFMIINA LT 5 2 LWL 72 5 RPN IIRH S0 2 & b 2 AR
BEOREIZ LV BAANZZW S5, AEFk %136 » A7 0 BEhd 25578 - BAEE FEAEIR A4V ik L, CRMO
& ORI R LTz A il 28058 U7z, SEBNE 7 it e CREERE, SRR _& 2 &7 L, 2009 4 10 A2 1
BB CRBEANR S HEL, IR (TR AR U, AR C & TAMTHRARV IR YRR, £ D1 BRI & A
ML, 2 A S HEEYZ, AiESZ2%AFREERC/ASE 3 15 PIP BIEIC IR 47807, migsd, QTF. Y. ik
FEARH ORI D IIREE, (IR EEREREIX A EN Th Y | MR CIIZER O RO 5T, SIERIGBE LM R
REICZ L, Fmig EERORAE & B OE e e R LTz, Bl skOEBMERIER DI, fal LY
CRMO CHEMAEEE 258 5§ 2 IRIEOHIEZ < BEIEE L T e, e lICEIMAEIT L, F8IER 6 » A RS B fifad
TRMED o WERIE & W ST, — RSB - B O E R D IBIERAE L LT, BRHORBYYE, FEMEEE, CRMO
RO A CARIEREBERRBIZET DN s 0 U LIXZINC#iE95, 4RIBIET « B OB b & - 7- A ifdF
O 1 FIOZWOMFEITINT, CRMO 0D H CRIERE & OBEifg, AT — & % HgIC CHEl SO E R A 78D 72,
CRMO [FHKRHADHEETH Y | RiEES 2 D L CIEGHIERE & ORI IFEF IR S 0 & bz, STHRIYEEE
& TS D,

0-6 FUXIT D 24 R RREIC S SERIR S TIREFBRICE @B TEIc 2B EIADIH

OB AR E. Hh ity A3 fnr. PR Rk =4 R
SRS Z Ebile U v~ TR

SEGIE 4 B0, [BEERE] 5 0 A RS/ MM TEIE i, [BUWIE] 2007 43 A (15% 3 7 ARE) (ZHhaREL, 250
DY L HilER, VU - AR ORERIE N HEL, 2009 44 A, UKD Z7RO2HR JIA & 2HSiiz, mPSL /X
JVAREE, PSL NWIREBLG, DA%, PSL A X5 & BIIOMEIR - IR A L, Mk EORIERISD EA-Z2388
Tro AT A NEEREEL ML, [FFE7 HIZhv ) X~7 (TCZ) OWEES%21T-7-, 3 [BH® TCZ 5, K5
AR - BB - K N OGRS HEL L, $1 TCZ HUARZRIE L7223 IgE Uk, ke bzt Tth o7, 4RIE (F
8 ) 1EPe AKX I UENIRO E, 10 BEREIDNT TRERICER G- Lad, Be5B0A 20 79tk K 0 ISR « i - KT
DT F7 4 FxX G E R LT, PLTCZ iRz Lz & 2 A, Ukt (IgE Suiidfatt) LHH, TCZ 1%
WRIELTe, D%, FIENOO TCZ HH-HHOHLENRH Y | FRUAZIRAE L7z L ZARMENHEE CEZ2d, 1) &
F UG 1 BB ONR, 2) TCZ H5ERNIZ PSL 3L U3) REfigt KXo ob421T0, 4) TCZ
Z2ARFENT TERET AL L L, TCZHEA SEIH, FFE12 H) 2 A7, 5-8EHO TCZ & 54, BHREG
1B 727z, LinL, 8IEH (0104E 1 A) HE5HEFOMEMRE CHOFRFUR LS 220 | H TCZ #E I
IR CH-oT=, TCZ DBENHIFFCE Aani=d, IO GI3HIE Lz, Po@hZ8 U, IgE fiiidEttcdh 7=, HiE
IZPSL &7 B AR Y CONRTHS 2 ha— A f i Tho, [FLR]TCZIZLHBERGE 2T DIEFICHBV T HiE
WG, Pl A% I 3 AT a4 ROFEFiEGR L, BEHEEZ T RT 52 L TRERRSZRIT TR AT 5
AREMER D D, UL, HFFURDEA SNDIER TIE TCZ 2 IR X5 2157, SHOMETH 5,



O-7 Tociizmab BA%. 2704 FiREICH \BIEI R OB ME MR DBIRERHEIRL.
BEFRERESTERE JA O—KREH

Ot A gt Rk A, BER] 70, Rk FRz
FRZRRSL Z &b i v 7 — Yt

[#5] Tocilizmab (LAF TCZ) 13EHAMERST NA T 262006 Ch 275, —H CTCZEALH AT 1A R
BN, FIARHERAEE ) S s S T D,

CREGT] EFNX 3 i, 5 H 28 B (CURE2 % 7 7 A) D> BIVERIRIGOMBER SRR LTz, Z0%, %5, SR X
O U o EER a8, 2 JIA 258\ ibuprofen % BRAA S7z, —BFAICAEEMEIR & 72~ 7= b DD, SRR E
IRUBE BT 7 H 3 HYBTHEIT & Ze o 70, 2 ERILL e < shaREn, ALBE, FFIER A1 5 mEBIEi 02V - fiR4
R, AR LA LEER JIA L LT,

PSL 2mg/kg/day Z BHAR L 7= DMERSST — & DUGENZ L - 72728 mPSL » L AR EEF 2 7 —/VNifT L., 2mg/kg/day
@ PSL T 6 BRI L naproxen ZiB00 LHEE L7-VEARICE 53, PSL 1.6mg/kg/day (Z—E:pE L7- & & ARIERIES
DER L=, A7 uA REENSR#EEZ 29 A2 H (ARS8 HH) (2 TCZ ZE A L7-, TCZE A% CRP, ESR (FfaiE
fb U7z, PSL Z4% (i L7248 0.4mg/kg/day ~JBiE: 7= & = AREESSEIRAERR L7272, PSL 0.6mg/day % CHEHY
L7223, MMP-3 R0 IL-6 23 ES{EM & 72 0 BIER R L7720 UE 2 A 19 HIZ MTX 28 A LiE Lz, Z0%
MMP-3, IL-6 EEAEIE L, 4 A 30 HIZIXEE RS E P OMIREIRA HEL Uiz, 1afasbs LT TCZ ok GRRE., 2
FRIRRE2S 1 B~ L S A 14 B, 21 H, 28 H & TCZ H#524T0, ZO#% B 10 HRERE T TCZ 542175
TW5, 5 H 28 HOIL-6 1,235pg/dL, MMP-3 629ng/mL % £ — 27 |2 ZHL 5 D~ — 1 — |00 TEHfa & 70 v | iBiRgE s
UGEEF CTH D08, PEERRRFO 7 AKRBUE G % 9 » A). WmeBIE, MTREHOMEIERIIFEGE L TRBY ., IL6
285pg/dL, MMP-3 483ng/mL & &iE T 5,

[(5%%] TCZ BAE AT A REEIZEE, BIFIR O & Mg OMEEEI B A - 288 A O—4& 5%
BEBRLT=, VA bhA T 0T 7 A NSRBI 2 THRET D,

O-8 FUZXRTEARERERNBES 2 BUEFIHRFRMBHADRICNTS
ARLFY—HBEEOBME

Ot BAL™ . i HIE Y, J& 52e ™, 454 Her >, mal 27, A e Mm
VRRRIERARE Z &b s 2 — Y B ERIR: NIRRT AR

SRR (SJIA) IZxHT 2UEROIBFEISIZ RO TIL, D72 BYJERI TR0 AT a1 RH&EE~
KEFGEBETIFI2 T2, A M IA VHERERCTH D b ) A~7 (TCZ) DI e —ESE7-, — T, TCZ
EJEFIOENE & HIC, BFRIEOEMRTHERF SN TOBITHD b O FRO AT 0 A FOREIC L Y Bk Ok
KT=TIEGINR S D Z ERA LN > TE e, ZOL D RIEFNCKIT DIRETEHE LT, AT a4 ROME, Skl
OPFRZR ERBZLNDD, K2 OFINECONTUIRE R ENTWRWORBURTH D, 2Dk H 72BEfik= ha—
NARRFIDS B, A b hLF—F MTX) JFHBEZRIRL, B oZOaWEEBERT RO A7 B IMEFRY - Eifg
HIIZ BT LT,

UiEfl] TCZ & 5-HIZBIfiR DR Z RS, MTX DFHZBAET 5 & & HIT, Rtk CRISEEEIMAZ i1 T L 272 S-JIA 6
B, (B4l Ze2 Bl FEFE 735K (6-10 %) . %) TCZ £ 58I 1.4 48 (0.6-3.1 7)) MTX B 5-AiIC BB AT 7 4
RO MEGIZ 1 BI1E . 25T MMP-3 EOEE, Eifg Loty 7 ) a iR b,

[7iE] EEUEFNCISWT MTX BibARTE . BRAG 4 ELAREORER CREATER (BIERFRTR) . MiEFHIPTR. (MMP-3)
ERAT R, (B OMmFE s 7 /UE) 27l Uiz, BRAERIZEBWO CTIEBIEIRAT AOTEA, MMP-3 {22V Tl cut off
ELAT, BT A OW TR > 7 VO R Z 5RO T- 51 % S, ERHITE LRV UEEE RO D b O % Uil
L L., ZOMERERE LT,

(ER] SRt DWW CHE GEfR) L7ERNE, BREATR 461 Q B, miEaoti s 6l (L6, EigETA 4 61 G
Bi) T olz, BFFTRIZISNTEAME LI U7z 2 Bl XTI EFE & Hil S v 03, BEPRT AYGE LT b O D i
WZEGRRN 2 FITCIE, 1 Bl EERE 720 1 FITEEBET AL CTh o7, 1 HIlZiWT, BT FdaEZ2 7860
T DMMIEFAIPT R, « BT AR CTh o7z,

[F53E] TCZ AR BAEIRINEIET S HICFRC, MTX GERBRIEOFZIMEC OV TR LT, S0, ZiROHE E L
T, BEFFTROAZ T MIEFH) - BRI Z1T 5 X& L& b,



0-9  HUIRFEMEMBAICL BREEREBOAN= X AICET 21857

O%JF BF=12, S BTV, SEE B2, I (R-2, R 300, A0E A, U
HT JE2 . ARk A
D R TRASE NERL Y I A MR AT /R

(IZCDIZ] ARSI OB LY | Y U~ FREDIHRIFRNCSEE L D, — i Tldfix ORIWER 2 RE L
725 TND, 72T infliximab $£5:12 X DAEEERIFREROBENNN R Z 2B L AED TN D, BERIIREA O A N A il
WIZ X0 BRI T r 77— - BRI - BE Al - 2RI T 5, & <IZ TNF-a 3Ry hU—2
O EFRICATE LT, M~ 27 a7 7 — OOl EEE - BRI & W\ o TSR3 5 BERD S B A R R
72 A N A T %, —J7 etanercept X2 tocilizmab 512 J D AEEZFIRZROZAUITES LTI —E D RARED 72 T o
5T, FRROTERDSME STV A BLIRICH 5, [BRY] BERMEOMERNC L A86ERE, & ICPEFEREICBIT 5%
FZEAIN (MNGC; Langerhans i) ~O5MEFELED A B = X LOWEIEFTH 2 &12 X0 | AEWrAsEN X D k50
DA =ALEMEI L, SRAIM COHEL - BEta1T95. [FE] B BRSO TT 1+ 7/ L7 Va2 ky, HEk
%9 0 %LL ORI CHEfE GM-CSF (20ng/mL) * TNF-a (20ng/mL) * IFN-vy - IL-4 f#(E FIZ (RPMI1640, 10%FCS) 3
TR Uiz, Milaatr " a 77 5% O T—EORE ZLLEIZ ML UT- S DOV CIERERIES - TRIHIESE e AR
IO EMETEINA Tz, [F55] GM-CSF+ TNF- o I EHER 2 A 2N AR L CEZEMNE (Langerhans #lfE) ~& 40k
iz, EMBILFA X —EBOHFURIZ LY | MRROERIAFHIE S4 7z, IFN-v IXEMIE - v 27 77 7 — OiEVE#RRE D
FEAEZ RS 508, MRHEAER IR @ < . ERRERUE, HTTNF-o HURIC L Vsl sz, [
TNF- « 1% GM-CSF & & HICMRA7R BHER M EFEY A A Th D, Langerhans FRZRK & 2 OMERHIHIIEN A E
T HIEZEDOGIENCEETH Y | Z OBEREIK TR OWNRPERR (EEMEEG O FIEMHE) [R5 325826
L5, tocilizmab TILZ 9 LICHIFIBERE~DRENTZ L< | MBI RITITZENVD IR E B 2 DT, I IEREL
LOFEEET 5,

O-10 FYURRTEESHICKE/NGHIMZERUICE A MEF IR MBS A D TFH

OFFik BB ", &FF B, vk 58V im ik D, Bk e Y, Atk Y
VAR A ANEEL, 2 RIS AR N, Y AR SRR R

[IZLHIZ] RV X~7 (tocilizumab) 1% HATEIR S, 2008 AR IR LGRS 72 ME
PUIL-6R B o—HURTH D, OFHA b I A EIZEA_RBWERAIND 20 EWhILTWN DAY, AN D DRV
<, R ZRMHIE 58 RIITMEE ST, SEFE A1, M) A= 78 AR 5 FEREE IS5 MRS )
DR &I A R U7 AT R MEBIEI R O 7B A #3885k L 7= DTl 5, [EFI] 3 mRRRIED S AR
FEPEREEIZE (systemic onset Juvenile Idiopathic Arthritis, LA sITA EW§3) @ 13 04, ERHEMEDT- 8l h v U X
~TEAEBIRWN, AT uA R25mg HOFHICE Y 2> ha— &z, EMEZZ RICAO NRE A, Az
&7z, ABE BA D3 ICHNT TRED Fifsd 0 i 252 ) 7=, MR EET 25 BA T T 7o/ MBS
TEIEM MRS D OH LIRS S, IRMAUENM Tk 7z, PRERFT RN GIE NSAIDs £ 5K LB D Z L DEn
FER A NIRRT o712, 3 » A1 DA 72 VNS TR OWIEI TR 720> T SRR L 72 0 > 7,

F ) A= T OEENEZ SN0 b ) AT 2k L TAT aA REfBEEIT 7208 slIA OFFEAOBENL S
7o BT, AT ENVNBBHRERZIC R U XAv 7 2B L, BEICREBIZ AT > TV A0, BIEE T/MEHLOFR
IFRRH TV, [FBE2] AEFICIINBBERTE C, Y0l SRR O RS e < HEMEORBIR & L TIRER
72 NSAIDs [ IR L T enotz, iU A~ 7 IZB L CIIIERF O sIA IZBWWCIEETEE « Hif - Z2FLE 5k L7=6)
BB STV D, AEFITIIMOFIR B 7202 D, IMHBIEDIRIR & LT by ) A~ TR Sz, %%
TN D KB Z S U7ZJFIR & LT, {BEORELERE CRERNE S DK T T 5 MEPN R HESEA T (vascular
endothelial growth factor, VEGF) (28572 IL-6 DFEMZ b U X~ 7230l U, BB TG ] UG U 7= rTREMEAS
EZ NS,



O-11 AYTVUFIRTICL BinEBBICAHIIEE RO EF R FEIERIE A (JIA) D—F

Oy #—E8 D, (i B, K& A D, i)l BV, K EE8Y, 8k k2, IR miEY,
Wl ==Y, B sV, Al R, m e, Mk Y, g EY

U JGHBE RSP RSS . EEERZERE /NERE Y, 2 AL RIERE /NEEL, P TR IRk NERR

Y EITUVNER s T LA R ) =7 Y BIERKRE: NEREE

[f5] AAICISIT 5 TNF 45535 58F ClE— AR O FEVMEIEE RE SN b~ U L SEORAEDNHEIZE L fide
VIRV AE LTS bIFAET D, SFk~ 13, JTA KT D1 > 7 U o~ 7 5 IRiuiE2 S0F Uiz 1 Fl2H
HI D, PEFNO BNE, 2 MIIED RF B2 JIA, TORSBEER~BITL, 7L R=rynr> TAEY |
MTX TR LTz, BIFRICRI T 28B4 7272, 2006 4E (14 mef) KO RIEICTA v 7 ) R~ T %Bk
L. BEEZR OIEENE & CRP-MMP3 O T % 177, 2008 4F 7 HIZFER, Bl 2 5% <., M4 ¢l LDH &fiE (7171U/L)
Zi7= (AFP 1.9ng/mL, hCG- B 44.3mIU/mL), MIEBELHE CT TIEBA LR BB A28 T, 4 HRRISHEL, AilgEsm
HIEFK LT, 2008 49 AICHUYEEN, Fifsm 2T, BBy N7y b fEIERE2R0 7, &% CT Tk LR
1Z 80 x 60 x 90 mm DPERL)— T < &R SN DI ROIZI=20, UEHEN E7eoT-, A7 U o~ L BHEME
JEZEOREMEAZ 2, FFZRIE L, F - FHE5 -8 - B - BROSBEEICIIBEC & EOMEE L WiEnd v, F L
ADL DK F 23R 7=, MEEAM T Germinoma &2l &, BEP#HE (FLAd~A v, = hRV K, YATTF7F0) %
BAAG U7, BEIEHE 3 77—/ VA £ Tl IMER 258807225, 4 7 —/VNiiid 114 S 33 x 28mm OIEGEEF LTZ, Y AT TF
IZ LD BEE LD, 2009 4 6 AT L A IEEHRH A1 TV BITE E CRAsIE RV, BfiRIicx L TEr 'L F=rn
V. TAEY > MTX %kt L7z, BEP ik 1 7 —/LH OFBEHIHEIAEHEIC—E U CBIfiO Zhid v 25k 2. MTX %
PR U722 hIsE . BB 23R 7o To ik U e, ABFEED 2 77—V B DIRERERIR OB IR, [BEEIAERNC
B DIRHIIEA DR A > 7 U 5~ 7 OREBHRITIH S 23T, JHE/NZIZIBO T TNF Fi 5 G- oo B
FEEOAPINHME SN TR, HaRiEERNLETH D,

O-12  RF Bt EERAIE SRS MBIEI RICHL TI Y JUFI R TR EHICEERE B HIRU
25 A%l

OLIE = RN ENE DN R RNl RN e RN e N
R -

D e I MR, P TR ARSI /N,

D FHRF R B

FEBIE 25 mitxth, 13 E L O A FRENROLAE YD . S BIFILLRICE = 5BIETRHEL L, §lO ZhiX v LHE L H
VITES, SRR 2 5 ARICEPERS72, RE BPEL BRI EMERE MR R ORBMNI T MTX, A7 rA K| X
U > Z 7\ CRFEZ B U7- 03 miiERa, MFREEIOMER, CRP BitED X, 20580 54 7 U X ~T s & 7 odz,
A 27 VX~ TBA 3 HERE L0 FEOTEESHBL L, R D INBIERRC > TE Tz, Ot PRI HidE 2 £
IRBEDFRD, UFERERHITA > 7 U X~ T K AHRPASRIE LW Sz, A7 A RIS TR S Tune
N, ERHERIZOUGES LS, 24 BIAC h U A~ TICEF Lz, by A~ 7 CEF R, BB sz 4538
Tro A7V FI~THINI LY, WRHEEISPRI LIZZ L0 b A 7 U o ~T7 ORWERIC L 2L £ 2 b
Too WESFTO L E 2 — TP TNF o FFHE LT 0.6%~5.3%DEE B THAREARIE & L < 135 L i ST
W5, Ll AIIZET BP0 TNF o BAE G- OFRPSIE OWASILE 7207200, T INF o HAIOHTIIA 7 U F
~ 7 551%, X FNET K 27.6%. T XYV LT 173%EA 7 VX~ T N bEIRORIEN SV EHE ST 5,
BT TNF o UG- F ORGRERIED X A 7B CIIMRRMERLREDS 50.7%, =i MEREDS 29.5%, TIREAREDS 5.7% & ittt
BNV E SN TS, Fi2, Hi INF o TANTEREOIRFIC BEA SN T AIZH b &3, WSO FRIE, BT
DIEF S FLONDDS, T OBEFIZIT - X D 305 TUHRLY,



O-13  4/OULZRNBEMTH SISLE- )L —TABLXDIBRHI

OYr eV, KB #Y| B gD, BiEE BIKY, KT EaY, HK 290
VIR Bl AN P BRI W2t /N Y Beivmibe /s

271 AAK, RAMIBWTUESBEDO 72 59, AT aA R CIRERE D V—7 A8k, B v~F, BBk
IR DFRRITTT DA ZMMED RSN MER Lo Db B i Th 5, ITF, /INEFERIZ W T ik~ 7RI
b, ITEZOAEMEZ SN TOWERHRSND, —H/NED S L EIZRACH LEIEFINS < —T 2B LD
AOFER S @O OFERI R 2 ORI Z OFH LIBET 5 Z LB L S C0 5, SREA ITERICERE L7ZS L
E « —7 AR LZ 7 0 ) AABE CTh - — BB Lo THET 5, ERNL 70B R, 25%1 15
ARRCIMR, BEIR, RSB, O, MR 258D Miind b, ERIAE, $id s-DNAFUEEER E0 B S L
E « W=7 ABR LM SNz, BEROMBIUIN—TAERXITI SN/ RPS 1I-S (A/C) THY, mPSL-
NA+TZ REY (CPM) 7SV AFRIEIC CRARBE NFRIEA R T Uiz, SER7e O ONCIMIEFAORE « IRATRIEECC
WEL, LEC PM UL AREER 6 ATV, SV U EY (MZR) « 2704 R COMEERE OERITZE L, L
MU, 5% 5 2 HRHCIEEN - FREERICTHEBRL, mP S LYV AEE+MZ REGEIC TEAME - MERpRIEZ R D bR
FEROZZENIIEN T, FEAEMV K LT-7ed AT A MR L, #7270 U ARORAZRG LTz, 20k, MIEFHIC
HZZE L, JEROFBR PR L TD, M, #2710 ) AAORWERTH HmiilE, AR, TREEs R, 6
s XS T, BUEAT v A REET TH D, BRADTIENL—7 AEFIZBW T REN>oH 57 71 ) A
A1E, NI T S RERRICERAME S L E OFNRIBRIED—D B X b,

O-14 ZFO4/RE 4IOUALR.SVUEVICL D combination EEEZEMITUIEEMEI L —T ABRKD 1 6

ORI Zne V. I HE?| 90 Fia V. ez 11 Y. m 52
RIGIN: 17 SN S N s o1 EAVATEE B o PSS ] N & N = e Ve e S 7 N

[G52] Bt L — 7 AR OEREEN « EFREE LT, 27 n 74 A7 7 2 RoULREE  (IVCY) OAMEN R
EEINTEEN, ITHE, IVCY IWbY 2 a7 ) —/UEE7 =T/ (MMF) °¥Z 7 al) LA (Tac) OFRMELHE
INODH D, AEl FxIFFEREON—T ABRIEFOTEHEEN « MEFRIES LT, A7 A R2VLAREE  (MPT)
BICHEBREAEO 7L F=Y 1 (PSL), Tac, IV EY (MZR) OOFREZ T L., MIFFA. BRI
UEEZROT-OTHET 5, UEFI] 158t 134 » HRE, MERERIEGEREAIIE L=, Hids-DNA JUiABGE, K4
IRIMAE 23R, PTG 7= X 727> 7273 SLE 238&ioi7z, PSL BG4  L, PSL (3492 » H MGl - #1k L7z,
F91 p At X 0 BERAIEE, BISR. ISMIATE, PTds-DNA Hiko EH- R, REHA (~2gH) Z38H SLE &2
Wrl7z, 137k 11 5 HIRFOH 1 [a1 BB AR TIZISN/RPS 5% class T (A) DT Th o7z, BEHOLFTHY , 27
1A R IVCY ORIWERIZHER A 72T EE L 72\ & DFLE L H D . MPT  (750mg/day X3 HIH) % 2 7 —/UlitifT14.
BED PSLITMEHED 10mg/H & L. Tac3mg/H. MZR 300 mg/f@ H 20 L7z (Tac MR 12 BEHME 4 ng/ml B4,
MZR FRIMFHRE 1.0 ug/ml §if%), S pimilERRes 2 » A CIREARMEL, MiEFICH ER L URRRGTE 7,
14 5% 11 » AR, 1A% O 2 81 B B A CiX ISN/RPS 3% class 11 & B 728G 2 fEl Uiz, [B52] BminE
Tl TactMMF OFFFFEN I TH D | —FABERITK L THIBERE D HULE D, LorL, AFLTD MMF &
BRI TG DA T O | —AXERR COERITHIR S D, Fx 1T—7AERITKTT 5 Tac OFMEZHE L TE 72
(Lupus 2007, Clin Nephrol 2009) , MZR |Z MMF & [FZFDIEATH Y | ~ 27 1 77—V OEIIHNC K 5 Bk 212
PR b IRF S L5728 (Clin Rheumatol 2010) . AJER] T TactMZR OOFHFILEZ AT LTz, 5%, Z8BITO
FRESDSLEETENS VERIBEFF D S 70 2 S i3 2 OFF U7 1B T, A8 OB L — 7 AR R OFrT- 7einse iUk &
72 5 AMREMEDRIR ST,



O-15  SLE miaEICYIOVARDEWEREEZEZ SN B5RRERIUIC 1 6

Ok 3k, BHR 4, 5 EHS, A0H T AR OB, HAT SEET. 41 B, B BT
NI aY T TN ]

UEGI] 145 &k [BUREE] 45505, ENRZ CIREAZER SN, BREZR L W, PER, BEVCIESZ
TBRCIRE A - PRI 22, AIRAIMIE & RS HEL L 72720 ABE, BAERTL—7 2R WHO4 Al L 22 ST,
AT A RrOVAFRER Ea AT 12N GE LR - T2720, 7 aiR A7 7 2 RV AREE VAEREN1 0 [ElEfT Lz,
ZOHIIT L F=Yyry (PSL) &T7HFATV Y (AZP), 227 =/ —/URETZ =T/ (MMF) 72 & ONRCREE R
I ChoTe, 12 BRI T, HTdsDNA HiUiAD B5- IRETROENDR SV . # 71 ) ARAEFE L, LM LED
# 2 ML L0 BRSHELL . SUEAINIR L7237 <. FEEBITABE L Zeo7-, [#RaH] ARy, F8 - B2 - B4
Hii 7 EOFERSOMINME T - JRE AR/ & SLE OBRBIEEINEASE O PTLITEERD a0 o 7o, AR CIIIREE OfE
A LTEIE, FYEIZD BORIEMIE 278D T, IR 2 Se o U VERENIR L7223 7e < # 7 1 U AADR
VER 258 WNARE TR Uiz, ZOB%BERITEEE LA, ZAUSPE- T SLE OIFEMENEIE L2720, #7 1l A A %D
BRVEBELEZE A, K2 BRIBICHEOSERNSHIR L=, HROFEREZZ 70l AR EEL ZFO%IMMIHZ -
LTW5, [BE] #7271 U LZH32005 FFICFEF S 4, BUEBET Y O~ FRo— 7 AR SIS S TREWARIED
IRENTWD, HLZEEOEWEFITH DA, BIER & L CRREE « DpEE - i « Mk « SRt
RERHY | 01% AR AR OBENR D D, AEFITIZ 1 H 30 282 HHRZ7ED, ADL 3% L< H72biiz, SLE
B HEIR 28D 12555, V— T AR T A L ASHBETE OB %75 2 TS EIRIE DML ECTH 505, AREFIOSE
N—T ABERIZLE D Z DB E SND I EEHERIZZR < AR THRBWNIITE S T B OV T H O R & X
DEER ThoTe, REHNCH 7 1Y) AANARFIEIC X DIEROUGE & NIRFEBR% OIERHEEIC L e E -7,
SLE FE DHHREEDZMHZ W TR E R A 2 THET 5,

O-16 NRHALBMTUFIN—TRICWY 307/ EEETF) L ERORET

O d7 V. FHII R, AR R, Bk 22, i H—2
U BRIRSSSRE ANRR P ERIRE R 2 — Bl U U~ T - BEEE

[ixroiz] WNEeEPET ) 7~ h—7 & (SLE) OTF#IL, A7 2o RROFFGEIHIFIOMAIC LD RE<UFEL
7o LU, IBEIEHIEOERAEIC, AT 2 A ROBEIZ O FET 2IER], KR ORIWERAMR-E & 72 HREFIAMFET D,
VHE, ASERC 27 = ) —/UigT 7 =F /L (MME) @ SLE (2% 2 AZIMEIVRE N, /INETHAEFEREHEE 2 fhD
77o AlEl, FA7=HIdvNE SLES 4412 MMF Zf#H L7z, SCHRIUEE A2 G0 lE1 5,

[eh5e LB TE] S BIT4BE T MME 2 L CW\5 SLE D 84 (BIR 4, &I 4), B 2413 TTP TIJE, TTP JEER]
W, 1 AIFBEERGT ) IR PUAEGERE (APS) &, ) 141Xy =—7 LV UEERE (SjS) #a0fL T\, 14 b
SiS A Chh o7z, FIEFEN T 12.8 ik (9.9 7%~16.3 75%) . FIERFEMARGI L2 8 1 44, 31 44, 4I5S AITHN A,
ARV NEE (TMA) 23 1 4 Th-o7-, MMF OBIIEFEHIE, ol H T ComMMEiERHE3 3 4. PSL
WEREED 34 (96 2 BIEMMORZEIHFIN D OZE) | AZP ORWEHOMEN 1 4, YRR A TF LT L R=Yn
VOVVAL T R AT 7 2 RV AN Uiz TTP - BHERL APS FIEBN 1 44 Cdbo 72, MMF BRI 2 4 (10
r A~349 » H) T, ERGPIAREIT 1.125g (1g~2g) Tholz, 2HITHMEZED, 7L R=1% 10mg/ HLL
TIZJEAATRE & 72 0 . SLEDAL, &AL, $1 dsDNA $UADUEETEFENFEDT, I HIZ, BRI S IMJEFHIC
HFEFREZFRD TR, BIERIL 1 A 2VHRRAE 2 R L2 DM T, AinER . EERGYE 7 & O EEZ R BIWERIIERD
VA ISy

[fam] 2 < OBEREFSEZ, MMF [ 3/NR SLE IZHEOZRIHEA TE 2HFTh o7, 5%, ZEODIERIT RCT
Ll R OBGI PN E LB X D,



O-17 N-TRBREZUICEEBEIVTINF—TAD 15 BB RHI

OvRE K, HH %
H ARk LR o & — /N

AINZITF B SLE OB EHNE 10-18% & 072 < | LIRITHABRA « FREREIR « REIR7 E3 20, SRR RN E
WS, TRARKTZ B BdT oinsd 7 STRIFECEO%RORE HIEEIZIT O LERH 5, S4B CEAR L
FEIER K VR SN 2gq MY 7~ h—7 2D 15 B B AR5 Uiz, JEFNE 1S BT, FEORE, BEHRE
FRRRDE LT, ZIIMRVEIR DS 2 F3x 7 m—RIEGRE CARINE T Ch 2, BHERRICRRE T & 2 L3R L, Pk
22 4E 1 A D WFEOFRICHIBRRRSS N ZHBL U, 3 A PRSI, MBI, & W2 S EEROFEZ I HEL
U7 7e OITIE R JERN & SBEiP 2 & 72 o7z, FIRSRECERmICETAEE, NPENEREIEEE 2580, AT TIL, A
MER 3700/ ul  (HFHER 57.5%, V> 73EK37.7%) . Mfi/IMK 8.2 J5/ 1, CH500.4/ml, C3 17.0mg/dl, C424mg/dl, Hikzhifk
320 i, $UdsDNA LA 400IUMml LA L, JREVERAE TEA 4+ - Bl 2+ TH Y . FRFTR LSO TeaEETY 7~ F—
T A (SLE) OZWriiteryi- Uiz, BRI T L, ISNRPS 55 Cclass IV Th oz, FOHBAFLTL K=o

(mPSL) » VAL 2 7 —)b o7 a7 4 AT 7 X R2VAREEE 17—/ T, iRk L LT L K=Y =m - (PSL)
ETYTFHTY o (AZA) ZBRbA LT, 1B, MERBUIT T Z0mIcdaGE L, RE FIIEHBRLAE 18 H BITIHK
U7, ABAHARIMAEPPURY - BHIE OFIZ bR 2 \CSEEER 25807, TO%IIv 7 a7+ A7 7 I K2V RAEEE A2 118
170, BITE4AEIE OB Z#&T LTS, PSL OEBITA TWAY, B RRRITRIFCTh 5,

O-18 ZEEICTIEBMERELEBO>TUESIEEEI—TIABAD 16l

OXKH sV, JIs eV, b BFD, KEF FofE ", WEE BV, bk £EY . ER kLY,
BRI GBS TR IEREY . BT Y

U ESTER TR SRR 2 — NRRL Y ESOARTERE SR 2 — RN

Y BPRT: EFIRERF TR R NER

[IZUic] AEFk~ 1L, BRICL228%=) 7~ h—F A (SLE) OFRICTEMEBAR2IM-> T LE- Tk %E

BB LTz, SRIOKEREED, BEHROLIRZIEE - FHE L T < 9 2 TORMBESB ORI L TRET 5,

DER] 2005 454 A (11 5%) 128 7 0 —PIEERAC TRIE L7- SLE O 15 R Th 5, BHfkiL. ISN/RPS 434 : IV-G

(A) EHEIETH -7z, BIED IFPEUITAT aA REINAR, mPSL 7 VAL (FF58HEE —44%0 2 [7]) | CPA 7SV A
15 GEIERED DA—HERIRETT) . S amlE (40X U B ST, £0% 2006 4 12 HvbH 7 a AR Y AZKEH)
72 E OIBFDNEAT ST, FIE 2 7 ATIZIIHT DNA Fifi7Ze SRk U, 3 7 A %ISR S EF b UnjEErocix
Bl ch oz, L, N—TABRITERNIS 25 2 L7p < 27 v —BIRAEITRE L TV iz, 2007 429 Ao 3 [\IH
OBARTIX, ISN/RPS 733 : IV-G  (A/C) EE{LL CHYBEOBMEEIR T LR L CW\W7e, £ 2T, B & bl
(AN ERE A HAZFAE 10 A DEIRERY v 2 —(Jift & e o7z, 728, ANTEBRMK T, ASDDEZ %
REICHITHLTEDZRWD, RUZSDRWENRSH D 2 OE 072D, W o= Th o7, BilE Tid.
FMEHT 5 AW SWAE XD FELH o728 9 TH D, BiRERY ¥ —|Jiiaztgi, /NERS I kIiZ T
FRBETEE L Qe MIRIRATRE R 72 E0 b B2 B DD BRIV LE L TV e DB RO FEEFH L Qe &2
AH, 2008 AN BB SLE 3L LIREOFRN O AR TIRFEEBT 5 2 L L 7roTz, LnL, 1RIEDNN L
2009 FHRIITMIRENTEE L 7o > T LE T, [FEO)EEHD SLE ol & IR A EET 28 L X 2 ted TRk
L7, BEMICHETS S SLE BEOYHIIRHKIZEL D oG bH Y MKFHT —X —72Ehb b - L R adgk s
WiE LRI ABEE RIS R& o7z, S5, BIROMEEZ b > EEMIC oA Tt ) v 77 BB E AT
Tl B S E B,



O-19  JUORRI7ZRIVUVREEN TR UTc CNS JL—T ROERRAIRET

Offfk 8. TR e, 2 75E, e Wk, REE 226, 20 %
RRERKSE NER

[#65] &Y 7~ h—7 2 (SLE) (IZMasa 55T 2 B CAERBORENRE TH S, SLE (ZI51T 5 Hilisd
FRRER (CNS L—T7"R) 1E, N—T AR E L I THRELLAT DERCEHEIERED —D>Th5H, CNS /L—7 AT
SRR D DTz, KE D U~F 725 SLE ORFHIHIRIER O/ FHAHEE 41 Central nervous system & LT
Neurologic syndromes & Diffuse psychiatric/neuropychological syndromes (2571} H vz, SlalFE~ 1%, LV EER L5008 - &
Bire EOMTSEER T &2 T & L2 ONS L—7 22888k U=, [ERI] 14 sk 2, 2008 45 10 HIZHE, 2 Fismz kL
7eo PUMERIBZD & HUZPiiR 2560 (504 B, HTU T4 ) eoguk, st UIRETIAREIECdH o7, SLE B NI TT 41—
A, FERSOTEN, /MRS 2 TEATF DT AT v A RIZMIRANCE G- STV e, 2010 RIS A D F8E L BRR S UGE
3, MERE D & AR A5 S U 72 72 DI S BRI S U7z, HRHR & (R 2 ' RO S O FRJnkEE (WISC-3;1Q
—2M% 65, Sab 79, BEM: 57, WUEREEE 52) oo, BERIL-6 O B SEH MRI ClIEHANEIZ S EE 542780,
CNS /L—7" 2 LZWr LTz, LR, IFSRERT . MIE7 = U F oo LA L ERihIc kG854 7 & O K& RIE
EREE M LTz, AT aA ROV REEE V7 v 2R R G, B~ 7 ) U KEREIC TR L, £0
#% B IR D EAEANGE = T O iiilA 2 > 7 n AR Y by Ry Lo UL 2L (IVCY) ICEH L=, IVCY BH
WAEPZEEE, MRUEIR OB EIRIEDIR T HERO WD, [F L D] ONS L—FZADOHC b IR MR /SCI E 4 7 & e
FIERSCAIER D & 9 ICEBAEEZ SRt - DEERE CEESETH D, AT A RVLRREREDAT oA FK
BIRENE IR E 22008, O EME DR WER N B D, T OA ISR S, FHT IVCY OFfF
FAMEDSHRE SN TS, AEFITH Y7 0 AR & IVCY IEEK BIEIRDZEE & RILOUEE1S BTV 5, CNS
J—T ADSFE K DIERE IR SN TR L TARIESNOZREALE L E 2 bihvd,

O-20 EMMEE FMAEICHL CSa7 s/ —IVEEET T F IV BMEZ R SN I HHEEHRE) L — T R TER

Ok Fud 2, AP N 72, S B Y, 2R Y, 1 hae?
VRNNTHSDERE ANERE 2 FLIREERIRSE RS NERE, Y TSI SEbE /R

/N DR L— A (NPSLE) ~Cli, S8JA. FEff - fpomik, £ U MRS EEER & ST 5, NPSLE

ORMiAEREE & U3 NAERCRIRImAE 232 < | SEENHIMIIH CH 5, Fox ITFFMER CTHIE L 7= NPSLE (218 4:#
BT AR A OF8 U7 JEf 288k L, TRRICHWE=S a7 = /) —/UigE7 = F/L (MMF) AR E &2 SN-0 TG+
Do
UiEFI] 15 B, SER 154210 A O %) 125 PET ) 7~ h—F A (SLE) #4PE LAT a4 REINIREZBIA LT,
R 16 4 1 A AR HEL L NPSLE &2 L CAT v A R/ ULV APREZHEAT LTz, Z ORFOIHH CT/MRI FRH Tl
FEITRRD b enoTz, Rk 1749 A EWIOSEE CT MAIC CHHRBENAK L Z WO TRz, R 18412 H, &
HAER MRI ARSI Z CREEE T /KR Z 41D TERO T, BEER O 7= OfamEEE L Uiz, k20454 A, AT A RAREES
WZSLE NFR L7727 a7 4+ A7 7 2 K2R (IVCY) #iE @7 —v) fifrL, TO®RTHFA7V > (AZA)
WIRZ BAA Uiz, Ppk 21 453 A EHIEEEA MRIARAS S TR FAKBEOIER L ORI R iAEDOFAE 4780, [FA-4 A
\ZZREEIM ARSI A A T U7z, I PSS FFOME R L CE 72720 AZA ZE L7z, Lo UITFREREREE N HER L C
72 AZA IR L, FHE8 A LY MMF ZBtA L7-, ZORSEATEREILT A0 L, Mmisiidi72 & O
S UG ER 2R U, BUICEAR 22 45 1 H OFEES CT B CIImE i fiEAsEH 5253 N LT,
[BZZ] NPSLE (Zx9 2B E LCld, A7 aA REKERE VL AFRIEEGTe) & IVCY IRIERHER SN TR Y AZA
B SN 5, AEFITIZZ NS DIEHIZ L > TH NPSLE (2fE ) flifiE FIMEOEIT232 5 Z L8 TE 9, IVCY &[F
HEDOIRFNRDPIFCTE D MMF ZfH L7z & 2 ARG L7z, BLEJZ Y MMF 13 NPSLE VSEOEIRkO—o1T 7
NG5 EEZEZ LN,



0-21 =2BMUIUFIF—T AERFFRELC—IMEXNAESZH

O 9D, Ak eV, FiE R, iR =0, B sV REF 5T, KB MY A ek
AR Y Ry ok Y| TR s

U ENDEBEHE R EEGT /NERE, Y REPARTYERT ANERL Y ASIIRIEE S SN R,

DABINKAESAD SR BIAAA

[IZT®IZ] —IpAUE CIREGHRS RN B L QD20 —HORNESMT ) 5~ h—F A (SLE) ZFJEL7-
Wi, M5 OROFIERITHI 30% & 5 ST D, FLEIT SLE & [RIRFFEAE L7- 11 skO—IIMH G B 51 2 865k L 7=
THET S,

DEEBT] WUERE : Rk 20 4F 4 A, FE S8R, 0% 6 AR, EARHILL, FRMEEREREDNT, 6
H 30 HYRHTHRIN SNABE LT, HUEEPUIR, ds HL DNA HURBGET, Lifnekisd, FFERERRE, Z50A 70 EA AR e 278
O, EOIN—TATFar sy b FuinvTA ) EUOBURBHED e o — T AR PLU U IRESUNEERES DF O
SLE EWrainiz, BAMTIEI WHO 5D 4-S (A) EgWrsidz, F7-. EREICKEEOEREZROT-T-20, KE
AR ATV SRR RN IARSE & 2k ST,

KBRS« BURE SRR 20 4F 7 Hv—7" 285, btV VIREHUREGERES OFO SLE E2lrsivizi=o, &< SRR TH-
7278, KA B CARE LTz, JLMERED . JREGIIZRD IR T203, TTHEREEE 2380, HUZhUAR, ds HT DNA HiRpE:
CIRHIARMAE 278072, ETN—T AT o Far 77y b AN TH ) LR b Th o T, SO ERELT
S7=H, WHO 733132 Th-o7z,

HLA 132 A& A*0207, A*2402, B¥3501, B*5101, Cw*0303, Cw*1402, DR*0802, DR*1501, DQ*0402, DQ*0602 T V) . &
£ L FEEHORRY Y DR*1501 25389 Hiz,

WEHEE LT, BlId~XU, U—T7 0 AT 04 R/VVRBERITWVEM LT, MEFRREES LQUIRAT A RHHR,
TULT 4=y, L= BRIy REELG LR, REEOB(LRA D20, =2 RE oLz a8, 7
LT = R —FUIEE LTz, JUIAT aA RV APHEORHCTEM L, HEFRRIEE LTiEAT A FAR, 7L
T4 = ERE LT, SRR EMOEL DT, T VT 4 = R A —T ) UIEF Lz,

[ZR] 2 A& bEETFHIE KL, LrbEREFBIOIE Y HLADR*1501 Z8f> T iz, FIERF)R VL < FaE
EROTEY, 2 N LRIERNIAEFERYYEICRE L QW20 ZROBFRIZR-7obo & Bbhb,

0-22 I-TABR BERTRELCEEMTVTIN—TAD 16

O&7F &, S H— Al 2
B RS /N

[IZUoIc] 25 7~ b—7 A (SLE) (28T HIHLERADHE DS 25~40% & LA A3, & OERREIT
2% T, BIEE HLRk% ThD, SLE DFBSIERE U THNIZGE. BINCES £ TICRBZZE L, B3EH7RREICHaS =
EbbdD, =T RGR, BERIZ X DI ERVER CRIE L7 SLE O 28T 5,

UEGI] 13 skl B8, e, 32, THRICRIEL., iEICCRaMEEGR SIS, Wik, PR sipkEEs =%
Tz, JERIEETT, 7R B OEEER CT CTIIMEK & EI7 2 ETEIES: (targetsign) #7807, (R FIMIEZ £
W, EBARHMEEIBES LCT AT R v ofisSEE TNz, SHIC10/FH L0 7 I 7—BD EFAED, 145HO
FIREERIESS CT CTIFEIRO OVE ANMEER & ZREOM/KITE A 780, SMERER & W Sz, BKETR I IRp REE 2 (0, il
PERULF—U%3 U7, 16 H K0 MEkByORBEE & 700 | 18 993 HICERTHRIBEI SRS 2L, ARAHRISE, HT DNA fiik
O E5. BEREY SLE E2Wrshiz, BZER. HONIATBA FEICZHIREEITV., BRSSO,
[F53E] L—T7 R IB2, EROARRIIME R THY . MABED AT oA NE~OIREMGETRGFTH D, LovL, FHT
AEIEME R, T 5 CHEEE., ZALUCEY | SRR EZET 52 L b b H720, BHIOBE, 1BENEHEET
5, SLE O bEAIHE L LTSN A MEDNH 5 &b,



0-23 fHTOrOYEVRABMEOIRD Y EEERAVEIREC L 2 Mig ML MERE
(thrombotic microangiopathy) ZEf=Ufc 2B M ITUFI F—F XD BIRHI

ORFM el V. ik 22—V, 82 &L TR R AR ORER D JUI Ba | sk KRR Y
ik H—"

VENIRE BRI v 2 — B B, V) o~ TR P ENREIERRIE v 2 — SRR
Y ENLRB R A — TR

[iIxC®IZ] /N SLE O 20%I%, Lupus anticoaglant (LA) . B2GPUKAEMH ALV A Y B UHUR  (aCA) HPEE
P25, ERMICIARER A & 12T L O CTH S, Alal, SLE ([ZHLY VIREFUAEGERE (APS) Z40F L., Sl B
EEETZ U FlERRER Uiz, AEBIE, aCA ° LA 7200 T/, AT 7 FUNB U ARV 2 e s Uik

(aPS/PT) MHETH V| JREEEAIIT thrombotic microangiopathy (TMA) # 5 L7=—#ITH Y, APS OJFAEE OIS
HBA LT & 72 aPS/PT IZDOWTER MM T 5, [EFI]9 mkl5 V2, FEEN WERATEE, YL Bk | (SRR IILE, HT dsSDNA
PUAREYE 273 1TUMD) . HUEHUABSPEIZ T SLE E@2lrsiL, A7 v A K2YLA (MPT) % 2 77—V TIE %, SO/ B
BEDHEAL &8, ili/KHE, (DR 730 SBelale & 22> 72, Hb 10.5 g/dl, plt 7.0 X 104 / 12 1, AR ER 278D, BUN92 mg/dl,
Cr2.2 mg/dl, APTT85 ), aCA Ptk (21.6 U/ml) “C APS F7213 TMA 23RIE 4170, A FERRA S ClIIRetdbes 478
T, AR, MAEASHL, iEENT, MPT, = R0 L ABEIZ K VIEROUEEZ RO, APt 6 HH OB AR TIX
AT DR, FUEESE, SRERIAAR T ~ L 5E LRI O A FRO TR TMA O LT 70, SRERARREE TR
TE, =T RABRE L UIEARRETH » 72, SLEIZHIT 5 TMA D DJFIN T 551 ADAMTS13 HiiAifEE,
von Willebrand [R-1EMEIFIER CTH DM, aPSPT  (>50Uml; 1E% >2Uml) 7 METH o7z, 20H OBARTIX
FEHL LT SRERIADS 4 Bl OVF AT O b 25807, BIfEIE L =Y ey 6mgH, 237/ — /Ut 7 =
F /L 400 mg/ HITTHRBEEZRBORND, (M Cr (1.2 mg/dl) EEFEEZHRL TS, [BE] APS OFEIHETIL, Sl
72 TMA JSIEIFR Ch 5, Bl Cl, aPS/PT I LSEEEMRAE R & 72 L, BRSBTS, Mllggs 207 5 AR kic & 5- L T
DRSO TER, TNETIHOFKA SLE T TMA R LIZRERH D0, 4lal, /NE SLE (2350 T aPS/PT 12
B L C TMA Z2FJE L7010 TOMETH 5, SLE IZ TMA Z&0F L7ZERIZIE, HT ADAMTSI3 HUA7Z1) T2 < | aPS/PT
OERHLETH D,

O-24 ZELFEREEUR MCTD fERI 8 FO#EB: IER. FTREBCHADEEICDLIT

OXIh W1, xR o, BB 5. @G B2, R HE
HENESLZ EhERE 72—

(7S] MCTD 137 ORI 2a T ) 7~ b—F A, SEMWIUIE, BSHR e EOBHRERZ — DLl EOFE-EE
B, 2> OIfIEHT UL-RNP HURD G & 72 2B TH 5, B THRBUERT- & LT, il EEors « FiRE o4 3
EHHE L XN TCWDD, SLE IZHARBAIHEDHEEIT D720 E ST 5, AlEFk~ 1L, HOHUROZE L & & BICEEE
WaER LBl L= THRET 5, DEF] BUE 17 OV, 10 R LA/ —Bi5, fi KT 2 FRSUBEHRNT
%2, PSRRI, CEMFEN OB KT, CK » 7/ R —BEfi, ~U A hu—7hE5695) . SLEAEFTR. (FimEk
Jb . ZFERAEIS) . BUUL-RNP HUARHED S MCTD &2l Uiz, Wi 3 O PiiiE, Bt UL-RNP fuikoftic, BEpci
PUEHUR, FtSmBUk, UV U~FRF, FLLF ) BRI E Ch o 70, 1B, BEHGERICH L, 7L k=
AZA M RUFY— b L, 14 ERRCIEMAMEIR T, JRIGATRO b, BAEREHIT L., A ¥ UL
Jl & ZEIRNEE T deposit T 2 10E 9 SKRERIARR S (WHO-IV ) 2380072, AT uA R/ UVARGEA {114, HEFpRE L
LTT VL R=v 8T HFF TN U ROHEESE Lz, 7L R= U BT 16 0 L 0 IMEDS IR T L2720, &
JBRAT 7 I RV A (IVCY) FRIELRBHMG LT, JERIT. WIS AR Tl 7228, TR SLE £k
SR & 70 0 BROEPNERD AL, MEENES = — 7 L ARERO SO b 72, B OFRIE, J7212 12 5
PUSS-A HUIR, 17 ERHZHT ds-DNA HUADHBL L7z, [BE] AHNEL. 48] K 0 5T Sm HUAD LT, #HIZHt ds-DNA
PUEDBHA L TRV, BRORBIELBHL T\ EEZHND, F7o, HLA-DR2 ThHY ., Ht Sm Huikpt, $i ds-DNA
PURHECH D Z & LR, BRODTRICERREELZ KT L QD EEX BN, ZRETO SEDKBOF THOAL
FURDEE) & FER O LIz DN TS5,



O-25  SLEELEMTEN Tl RS HESHEENRS (MCTD) O 2 2H)

OF A, Wbk ploz, HE B AN S
FHIA AT 2 & Bl YT LV —F

TRAMERE SRR  (mixed connective tissue  disease:MCTD) 1, &FMET Y T~ b—F A2 F MIRGE, KIS,
LRI % IR DGR AR — B 2R, H2VEREE & & bICHBIT 2B TH D, HLRNP HUREIET,
i e (PH) 2@ (K 10%) ([CAPET D & ST, JER 11T 6 il DCEaEEoE, BIEE, L1/ —8i58,
BRERLBE A 78D 72, 7 mERpl /N SLE OR2WiEE% 6 THE - L7-F 5, JI5 T SLE L2/, i I TYkE
HEpE%. HLRNP HUARBHETH 0 . BEHAEE T %/NE MCTD OZWHEHE (F2ATR. 2 THE ., BIFTR S EH) 207 L
TV D MCTD 27 U7z, SR 2 13 11 sERHC ITP 2 380E U, PUEIUARGE T - 7o 50 & B CRamBies L T
7oo 14 FERFCBEFTRAHEL U7z, 15 IRHZ LA /) —BiG EHIRDIK FAMHEBL L 72728 SLE Z 5V ABENE & L=, JRET
RTER (), I (—) 7Zo7=05, MERMET LTV Z EnDBAERERIT L, SOHIRETIIA Y7 A
IgG (+), IgA (+), IgM (+), Clq (+), €3 (+), C4 (+), Fib (=) THo7=nd, il TIE Clq 72105
AP XD LTED BTz, AR CTITRE D A X0 MR Z RO, LLEOFT RN G A—T AR 2 B EZH L
72o SLE ORZBrAET 5 THH Aifi7- LTz, HURNP HUAREHETH 2 Z LAV L, /NE MCTD D2 WiikiE (322
AR 2EA, BIFTRIEE) bz LW E DRI MCTD 2 Uiz, 261 & PHIZR OGNS, AT 1A FA|
DOEHEGRT VT ATV CONRTEMENA L % 72, /NEMCTD 1% SLE BT ROLENSEWZ £12 LV, SLE &2
T, UL, MCTD 3o BEHEICH L, PH OSDHEED SO T, B2 WiE S CROBEIZE T 5 B
»b,

O-26 INRYI—YJLVEHREFEEICSIT BN 9G4 fE

OFRH BEfd, B £, i B, b =81 A% FIK T BB Fk A% W5 B
THERFRFAEE AT /NLRRES:

[ 5 & Hi)lgG4 B BRI AN E > B EFUZ AT TG S LWERBBEE Th 5, G 1gG4 OFEfE L, #
e~ 1gG4 FEAARIZRHE L T D 0EREC, U U~ TR O B Tl k6L v =—7 L UjEfRE (SS) o 1 #AT
H D EEZ LT Mikulicz 77723, ZOFBRAIET 5 LB 2 b D L )27z, Mikulicz JHiE SS & L Ci3IEsA
WIS 2 24528, BIATD SS OBWHEEZTN-THE WD, 5%, /INEHOBWIEELRRE L T < BT, IgG4 B
HPEA L/ NE SS L OBBEIEECHD, £ T, /IO SS BFIZEBIT D IMiE 1gG4 AT L, IgG4 B & /g
SS & OBIREMET LT, [J7iE]primary SS LM Sil, SR TT 4+ 12— STV 2 GUC BRI o MF eG4, 1gG
ZHIE LT, [FiREEZR £ICBWT, 1gG4 23l (eG4 135mg/dl LA L) Thov=, 1 LITHECHIIERBETHY . SS
ELTHRBIET L2, b9 1 AR CHUARMETH Y . FEIRINZRE b A DTz, /N SS LRl T b
IgG4 BREERENE ENTWDAREMENRH U | 1gG4 BhFERE & /N SS DEERN 245517 > TS BN H D LB 2 5,



0O-27  Sjogren FE{EE¥D 9 ML R FI—E2HFIC DL\ T—

OfH BHEEY I B2, /e F52 00 IR Y, KRJ7 3D, 18 Rk
VNIRRT BRI Zbe NERL P NERER PR /R PR,
Y MEREART: M BT B2

/N Sjogren JEMERE I IR T 2N E CRUCRITINEECH D, HEHEMER O 72\ subclinical Sjogren EFRE & 72
W L7z 9k A BoRd 5, UDEFI] 9 skt [F5R] B2, Ok, [FREE, BEE] frod &2 be L, [BUHE]
6 RENDANKDH Y. ABE4 » ARNCHIR, 3.5 » AR SRRSO HEL LR, 2 » Rl SBeR ERlZ2 LA
T aA RANHIRRAT L7203 BIBIEIEE T, 1 ARNCIERER EA2GE0 DAVSRHAN S22 L, Sk CREEA TV
TetE e < AL, [BUE] S RRERAF, SERICERIABE, DENICT 7 2 EnWge, U o EilEiRZ U, Mg s
72U, [B#] WBC4,700/ 21  (Neutrophil 66.3%) , Hb 12g/dl, Het32.9%, Plt - 35.5 5/ u 1, CRP 2.8 mg/dl, Ferritin 107ng/l, AST
151 IU/L, ALT 107 IU/, LDH 299 1U/L, IgG 1,914mg/dl, IgA 345mg/dl, IgM 13 1mg/dl, IgE 90.9U/1, CH50 57U, C3 179mg/dl, C4 35
Uml, Hik%HUiA 80 1% (homogenous) , T dsDNA HiiA 43 U/ml, HT ssDNA HifA 30 U/ml, HT SS-A P4 10.8U/ml, $T SS-B Pt
R<7 Uml, [#&8] B3 ERRCIAD 0 A FR R 8 AR CRLEZ OIS B P L OSBRI U > SERER DR
P, VBN IRARRC/ NEPNEAE TRIBHIZ U o SERFEAR D RAEMIIEY & I m OB ZE i 5 72 L DT, H AT A M
Pe, S~ —F A N 57278, Sjogren JEMERFEZIMTL, 7L F=Y 1y (17mgkg/H) #O#%5ClE LT, FIE
Dh 1AERGE LEfRT, [£ L 0] 2% 272 L subclinical 72 Sjogren JEMERE & 72T L CIWRT A3 & 10550 R
725, STHRBEEINZ THET 5,

O-28 #B)RY LIEEMEOREERICY - LV IERE RSN Ic 26l

OV . #7 B, BUR A, AT BEL (10 85, M6 A, BOR e, F i
LR AR

<IUDIZ> ¥ = — T L UAEREREOYPERFOIERIIZE TH Y | & ANEINZITZESREE SER S 2 Db, JHIA
READ FAGERROREATIZH CHUR (SS-AB ANA) BHEAHIBI L, ¥ = — 7 U AEGERED RSN E 2 7= ST B 2 185
L7, L LA BAFROFRZH L TR LIV FHHIER L T O THRET 5, <JEFI>14 % &R, Fredd
NEPAERE, FREZR L, <BURE>H21E 12 A 2A K00 =T EREEYE O 720 UBE CHEIBR E 7o i B EE e
ELTRE Y 4 m—HTh o7, H22 45 A MR, RGO X0 UIBRINIETT S, I —RimI3daE T 5 O
VT X D272 VARERD HEED DAVEEABLE 705, EHEAT L CHPTHS~ EREMRAUTIC Y o EilElR, THZENIC
debris 23388 HILH LSMIITAERBHE IO LR o7z, MERERT R ClgG EfE, ANA, SS-AB iR, RF 5
PYETHY ., SLE F72iFy =— 7 UV AEBERPIERICH LR E B 2 7o, vv~— AT A MG, Ga V> FTHTF
RRZEERE D 0 B AR CEE R o EREERH V| BRI TR ROFTHRRD bive, BARCrL—7
ARESE Calss T IZHELL L= 4k TH - 7=, FEHIZ AST/ALT, vy -GTP, 7 2 7—E D EH-LF8D 5 X 912720 | B
G AL CIIIEEN Y o \HIERRIIRRE L Tl 0 | BRSO 5. IBERmEN HEML S, Ukl =—7 1
AEGRE A R & U BRSO EE A2 F 7 A A SCFINREF T O JELZ K > TRAEMERGR A4 U5 b D
CHERIL ., EHICHEZED TWD, <HRE>Y = —7 L BRI B T LA DHEDIRE L L COMIIEERE R 42
SOMGREMEEEAR, PR~ DRIE/ R ENE Z BN %, MRCP CIHE S v F 7 I K DIz 4TV ), 1B T#t e
HYETHD,



0-29 WREACECHAZELERD. TORRELERIREREBRHRESELIC 2 EF

Ok 4681, WhE ST, lF 420 AR BBE Y, A5 SIS0, T W, i B
ik 25
D TFHRER BRI RIS, 2 9 T X Eb S Y=y

El=i=R
H A&

TIVETEA RS L & 91 BIFEREHARD B AR L72IR0K) 7%03 1 LI 160 {5 2L E DU UARBE & 72 5, Fox
XD LD GRS OB CHURGE R 2B L, Z0O%O A CAfRRBORIEABIEET 5 2 & T, B O BRERIE
DRSBTS 5 Z L2 BIELTW5, £8P ) 5~ h—F 2 (SLE) &0f =— 27 L AEERE (SS) OREFNG
HAE L, HilEPUROHEL, MRHEIROIEIR, BARORIEZ RO 2 SEGI AR LD TG 5,

JEBI 1

W, E1% 45 H CERIKIEE, FFHEREREE 23R, FAEN L —T R L2 ST, 3 R HREIAGEE 720 5D
FAEHE TIEIRZ 720, MR V710757  Tstage2 22 L7, 8 A HURIMIE RS HEL L, A% &2 s hiz,

PLSS-A HUA, Hi SS-B HiiAidpalt,

S 2

ZeIR, REBUZ 9 #RFEIED SLE A0F SS, R EHHEES SLE. RA. REGAHRIAN H OO EAT28 . BT IAGAYS + Hikz
PURGE: & 2 < OB O RRBOZHEEZ G T 5, 1 ERHCHUEEPUA 40 5, 2 %R L 0 SH PR OER 2380, 77 —8
EAEA R, 3 R R 2580, AR BT Sz,

E2g 2

SS I XEMIRETH V) T OIIERFH 25T 5 Z L 1TA S TIZZRVDS, 2WHR I3RS C O LSO EIE RS 2 5
NDZEuaEZD L FIEND B HFEE ORI A L/Cb\’é EMTFRIEND, A2 FEGIE IR NGRS AR ] T
THY ., HUSS-APURLENMETH D Z LD SS DREEZWHIITE > TRV, Lo L) S IdH St o5 usik
DRIEEZ Z HILD, A2 JEFIDIEENZ SS FIED E%&ﬁ%ﬁﬁé’% LTCWAHREERH Y, 5% bIEEFE K% B> T
WS PETHD, 2D L ITBIFIRRHAN S A LIZIRo Rz, D3cixd 208, s iinss B ChiREE e H 5
FERBAIIET DIERNGH Y . NSO ABHT 5 Z L1%SS 72 E OBV R A 72 L D B OSSR BB A2 5
FTEETHDLEEZLND,

O-30 FMTET 4 FHEEL 14 mBEOEFIEFIRIEI A TR EREE A DB RH

Oln B— FA WBR RIE BRIl Bl 486 JiK AfE, B 365, ik AES. WE EA
BIRONERSRRE 7 L —REEEE (A « /INR)

[IZUOIZ] EFEMERIEREIR (TA) 1Z30) 2 REREMERBIEIR DRI, FICK T 2~11% EHESNTWVD, K
FRCTHAT SN=EHH DI X D JIA 2FE K 2007 1IZBWTE 0% TH -7, ZIUIAFEZEE R LTV D ATREM2 5
%—05CNEENCFIE LT2 D3RS 72 5 F TR E L2\ EBIMFAET D 7o DITHRT BlcEn e 7= lRetE b 5
R BND, Fox DR LTZ 14 5RICHIE Li2BrE C 4 4F 2 2 LIEBIOREZ R L. BEIOBEO 72 DI ALEE T
ooTeDEBE LTz, [EFI] BIAE 19 B, SHE & BEEICIIRRC S L, 14 5% 10 7 ARRCE T % L A
EHE 2,3 BEOIEIRICR ST\ e, TR OB OIS 2 B USRI OBIEAEHTRR T & 72 0 | IEEMN /22 %
Tl Cuie, 15 7% 3 WHRHTAEE SR EIR LT, 27z UBe NERHC 7 v KA =4 O B TR & 72075,
Z D% 3 HIZET DS oo To WS TR BT, 16 75% 3 1 HRFZ A2 32 3 W Lz, 18 7% 10 7 AR
3 FEOMERR & 50, Al BRRICEBRHEL L, EEORER L O ANHIEROTT %52 T 72, 19 1% 2 F1 A RESEEERTRbE &
0 RSB NERHTH N2 SIVEBRICE SRS L OB 202 UTc, BOBITRaRE L s iz, BRIRATR L, Y —t
—URRICIEIR L7 (553,548, )l . 455 3 Hif MCP BEEiDIIRS, FAIREIROM AR, TN AR OB 27880
7oo B X HREE T, A% 5 $RIC productive marginal erosion Z 872, LLE L D IIENS 4 4F 4 F AL\ HEVERIES
RODWHRHET Uiz, [BE] AEFITIIPZERFL Y V—t— R E D705, RIEMEOIER-CRHE 72 B8 2 b7
Do T2 7o DICMEEICE DT HEr ST L E o7, HalEEBIFIR ORI IFIERE %ﬁ‘“’(?ﬁ)?ﬁﬁ5 EIFBRST
V= —URHERT X L RO AT R & OREERT RSSF IR b 2 O FReME A B> 735 . PIRBLOHEHM X
PR ED 7 + u—Zfke s 2 ZENEETH L LEZ BN,



O-31  EEHRIEiRD 10 B RH

OFdk sk V. WL ==t 2, BA 25569 MW sib V0 JRE AEY. FHE kD
VIRBREERIR: /NRRE, P TSI BN ANERL, Y AR ERRE /N
Y RS NROMEER v 2 — EIPAR

UEGI] 10 7, BIR [FHEE - BHERE] ftfEe L mEe bIchEBE [BaE] k2042 A 8 ) BI04
55 3 BEOBIEIZ I L OBISA B, BIFRRHe 2 7o OREIRS L NI EE o 7 — AR 2 L RO AR
iToiL, BYERIEIR L2 E b, F0tk, MBIENC b BIEIRGEOTZ LB b L= 2 & h, [t #—RERHZ T
B AR T Ly Rz & oW, RO ERIEI R ORR MC TR IR B IS TUBER N2 L 70 D, UBezishy, A5 1
Bl TP BAffids OV 3 [ MTP BEFIOZVE - R, Wit - ISP - BRI 21 © SRR/ /B 2388 5, WBC :
6030/mcl, RBC : 4.82<10%mcl, Hb : 13.7g/dl, Plt : 21.4X10*mcl, CRP : 0.03mg/dl, 7RIL : 4mmvhr, —RAEALSE - B 7e
L. TotalANA : 20 {545, SFEFUARATENE, MMP-3 @ 10.0ng/ml A5, ‘B3 > F CIIARHIHCERZRO 5 8, ZOfh
DENLICRIER B D FEA RO T, WolEIERIRIZE & 2, 15 MRI CIIARHAE, 55 3 W E. FEEicod C—vEiik
2D WIROHIEZ RO Tz, L My BT 3 B MTP BB NS AZF8D 2705, IUGEIET, PRI L OSAHE Tl
B O BERRO e o T, IREHIRMRERE © 5 8 9 REEZ RO/ -T2, Naproxen Wik L OAT v A K, EZI D
SRR ZBRRE Lo, [B52] WOKGEE & T, 7 U7 N7/ NS IE O #7258k L 7= T35,

O-32 /NREEASEDEHBIEIR DB

OFKIE BLE 2. i BV, 587 MR Y. P28 oD KB R SaH B0 TR A,
FIE -V i vEE] Y A ALY
U SEBISLEERRS: KEFBE EAERTORE /NIRRT, P B AESSEIEARE R

PWHEDHES AR OBV NERNZ T 5 U U~ T2 % Sz Uiz—J7, 22573 JIA O ARAT 7o
R 72E il 7 & D3RR BRI O AT T D, FHERIEIZE (SpA) 1T COMIRFMMAN DI E /S D—LLF T
FEl SNTWAN, ZHUTIEZRMEN-D EEZ SN TV D, ET-MHERIRIEDRK 8 N SpA ZAHEL TV 5 Lk
INTND, FalifER L7z 4610 SpA OiRGZHE L, NEHIZIT 22 W TBRE T T,

FEGIT ¢ 1 9k, 8kl 0 ZRAMMRAZFF A, 1 OMIFC JIA (RF F2MEZBET) S22 L MTX TR L7z, L»

L1 5L 0 B &R, SR Eem< D, SBIIhreny X —GRBERBOD 1 75 X 0 BRI X 5 ME
IRpEE 290 < k2. MRI C SpA L2l L7,

JEFI2 1 7R84, 1 1RERHCITEE THURARE, (DEE & 2 STURRIR 2 2 DAV TUEDS, 1 4SRRI & DU K
A RO L 72 oz, EIRIZAT B A R DOEH ORERE IR 7R, HEERHIE L L, oA BT e
T4 =T A0 LT, RIS ANES L Umi{ANLAGREETJ K 0 sRiE MR HER & W L,

FEB] 3 @ 9k, SRR ZBARIDIR & ZhlXD | MEN, SR ERERA RO T B SRIERT RARD RN &5

S 9 OIRAE LT STz, FIRAER< 7o 0 A TREE A kT2 Liz720, JIA ORI BICHRE L e~ T, ZRMEREER
K& & HICHMEORA MR L, MUBBEEIDO NS AMEZ L2388 SpA L2l LTz,

FEBI4 : 3 OmftelE, 1 458050 A BUFRIRER L 0 2B 0, MEDEEX . EB VA VAR A afE B 2\ Mg
PEREITIERE & W Sz, AR DI REEAR AT T D DIRAE, S1E 260 &7rofe, 2 5RkRFL D RN 2
FRA SEHEOR A b & IEHEOREARIK 0 SpA L2l L7z,

FHEBIEI I AN O RE LIEME I T DB MESIEMER R T 5, RMBIEIR OA47e 53V & FIR L LT SR ME(T
FERICNRIERE ST, 4D DIRAE R EDOZ /T RAWIMECHE X 5 2 & C, SO Z LA S5 & 72 B RIO B ME#EIC
BFpZenTEreBroN,



0-33 AESEASHEFHFRMREERDOIEIC KT IERRIIGEREFE HLA DR

WIRT Boe V. OFRl &7V, R B D, 4 e R BAC D, AN B D &R Y. e iR,
FRAE HLY . AR BAY] RR Y pF 5D B R

VBRI AR N Y BRI IR TR SRR & — NEERRE S —
VBRI RS 25 - BRASHER T, ¥ BRIRTNIRS: BEAA IR

¥ U R A AR B eI P RERT ST 4y P RE O BT

[Br] 589 BRI FEERRIEREIZE (JIA) OEERADHED, FBEFRIRHTH S, S E 9 BRI
JIA, FR/DBIETRL JIA OLSIZE L AT 2 EAMbRTERY . S E 5 BRAOF NA [ZI3EROEEE 513 H 5 Al
RN H D, JIA BPFESE D IEROFIEIZ HLA 3R TREZERR ) A7 [R7-& & bIThaT 5, (L] x5 3kkix
TNER NERHZ @R ORISR JIA DFEFE 106 4T, SEIRROEIHL 13 4 Th o7z, HEFRA 678 ZZ x5 b L
T, HLA-A, -B, -DRB1 Oi#fs 77 (PCR-SSOP 75) & JIA 05 E 5 R OIFEDBIEZ MR LTz, £75E LA
DEFERAERRIN T2 it Uiz, ARFZE IR R OMBEE B R OHGEA G T BEB L UOFEEN L RIEEES T T,

[F555] JIA OFFAEFIE, /NEEL, U 7~FK+ « §T CCP PUAIEtE LS & H A AP AEICREERH -7, Lotk
PUEHUR T BRI 25850 28238 - 72, HLA-A*02:06 [ 3.5 £ 5 9 A 0F JIA OFRIE & B A 583D 7= (OR = 11.7, 95% CI
3.2-43.0,p < 0.01), 2 locus analysis T, HLA-A*02:06 & HLA-DRB1*09:01 735 & 9 A OFSELZ il 2 B3~ 2 {1
IRz, SE D ERADEOGRAOERRIAF CHFE# H HLA-A*02:06 23 b 58/ 22 fGRIA 72 -7 (OR = 7.8, 95% CI
1.5-40.5,p=0.01) . HLA-DRB1*04:05 | ZZBIE JIA DOFE & B AFED . 5 & D RO EIHID I MEHm A7 T, [B
H] BEITHEDOH D5 E S BEREDFOEERIERIR 7122 T, HLA-A*02:06 1358 9 ERADE TA OFIEIZTR< B
H L, HLA-A*02:06 &EEHAHEIZH 558 I BERAEDE A DRSVEEIS T OFFAEN TR S 4172, HLA-A*02:06 <°
HLA-DRB1*04:05 1% JIA DEFRI subtype 2 HLET 2K 1 CTh 2 AIREM 8 5, HLA-A*02:06 BEPED JIA SEFITIESAE D
RO & 7 + 0 —NEETH S,

0-34 REMIESEAICTHUTIYIVFIITORENNRIITH o 10 KB R2H

Oty f ", IR Vo700 20 B, w0 EEr-?
VTR Sbbt 7 LR P TEERZ C Lk IR

(BRI 2003 46 11 A A& 12 H BAIA v 7 Ve o WU 7 F U 24068, 2004 4E1 3 @) IROFEIM &mans R,
W ATAE 20O WIS & DR L2l LTz, A7 a1 KRR CUEERET, 7'V R=rWik%E 6 BEOHH L7z, 2004 4%
11 HTNAEE 2 AFHA IV U 7 F o 28R, 12 A TAICS E RN, A7 a4 RalRichz, 7'V k=
CNIRE 6 TG L7z, 2005 4= 6 A B HBYYEICHER, 7 A FA), WS E D BERAER, U A XY RIS CaE
L7, 20054 11 A, 2006 46 A, 2007 42 HIZHFERRHAOSE 9 PRREFHRETRD, 2007 453 H L D MTX10mg/H O
BehaBA L=, 2Dk 2007 4= 12 ISR, 2008 43 AIZA > 7L R, 2008 4F 9 B ZHE B SE
L2009 4 3 AICHRAIIC L 2FREBEVIEL, UV AX Y UFRE, 7V R=VWIRICTRIFE L7282y b a— Uz
Pz, #umZiE U ORI, R, R, BEEER o7, i E LS RAERIS7e L, ANA [2%, RF [2
P, ACE IE# CTdh -7z, HLA-B27, BS1 134 L QW ehoiz, 2009 457 H Y4B R B O#GRESC, 17 V%V
~7 (Smgkg) OFEEBIE LT, ~—F = v MEIEED S E D BERICHTT DIRFRICHET T 8 ilEO&K G- & L7=A%, 2009
10 AA 7NV o WRRER B 1L AA V7V U 7 F UHREE A TS & 9 IR OFRA TR, o ho—
IWIARA53 T o T2728, 2009 4 12 A X 0 BeG5HM% 4 BEIEHE Lo, Bk, 528 9 BEROTHRITRED TUeL, 2010
H3 AMIX HE, 7'V R=r OEHHED D Z ENTE, BIEAT 1A RRIRB IO L =2 Smg i@ H NIRIC CREE
BT THD, [FLO] A TN U I FUAEREZIRI S E O EREZRIE L, Lk, BRI > THEIOR
REFBDTZRTHD, WIRAT BA K, MTX 72 EDIRRICTREN 2y b a— /L TEPIRRICEHR LS, A7 U %
L TR BIA IR E LT, AEFIORGE LV | 38 E ORI E SISO BRI S & 5 ARk
DL LTA 7R ~TRENTHD Z EIVREI T,



O-35 JIEFROEEHHICAREEIXEZUIC 1 BRH

Ofry teifim 2
VTR A WEDABE NER, Y OO AR AR

JRFRIZ 301 2 BIEREROBEELIL, 7 a7 ) UEE (IVIG) DMENCT DRME 20%F2E & S TWed, IVIG 3
Bl d SYURREE LB LT, Lo, IVIG NI TIIA BATEE 2 bIEflRS bR S Tnsd, AlEl FiebBiX
JUIRHFR OIEHE RN BRI 2 2 L. —i@PEC MMP-3 O_ER 32 Bz — 5 1288k L= 0 T4 2, JEGIL 2 55
R FEEN FZ, U L EIEIRAE EFRCHIEARL, FUAERNCEOSET, 5 4 7 BIZIT)IRRORKEEREL - L, IVIG
PRIE A REAT U7, A & HIWT S, FERIE B 19 CUSBE ZERE, BaBehE, (AR 39.3°C, WBC 20200/ 1 1, CRP 15.9 mg/dl,
UBETIE, AN U H AR & U TR ORE 245 C Infliximab O 5217 TR0, AEFITHEE 7HBAIC
MiAT Uiz, BEICITREAL . FRASCHENRZ OB’ & 2R L, 55 18 95 HIZiBBE, ARz ofGE IR
FERITZ2 o 7o, IBFER IR AR D B0ve < 7e b | 55 20 99 B ISR, AIXBIE OBWERER 2780, Ik
BRI OB TN AL, ABElE, (KIR 37.5°C, Yifiiz & 85 LA Pz, AR - NAMEC
KU Y RO 72 72, WBC 14300/ 121, CRP 1.9 mg/dl, MRI CA % BEENC BIER ORTRE 4388 7=, BIfh4]
ERATIND S, BRIEZEE O PTRZ L, (UIRMEBEEIR 2 52 RN ECE T, HrAERZ MG, ARBEETRITUGE L7223,
5525 99 B AEIEREER AN HHBL L, 2 0% b I BIERI LA A 258 L 722 s S Rfee Lo, ) IIRRICRE © IEBEEIZR & 5 8 S 4,
NERa L R, MMP-3 b 150ng/ml S FS LT Y, JIA IZHEUES 29 5 H K Y naproxen ZBiaf, #DHEIEIRIL
THR L. 5534 9 HIZIRBE, Sk follow i, BIEMER OIS 72 <. 55 62 W HIZIZTMMP-3 4 8Ing/ml KT L THD |
naproxen b H1IE L7=, ARIOBIFIZIL, FREHIH & i<, A ~OBAT L) K0 IFEIERNC A 572 IR O
—JER LR A TR E N E B,

O-36 ZEEMENBIELL)IERD 16

Ofafe sV, f@l IR, R B—2, VP By WA sy pEE a—Y #IF ERY
U ERATERE NERE, Y EHEERE NERL, Y R HEEREERE NERE, Y ERRT: AN

(XU OID) JRHFE AR MEBIF AR O B G UMl D@ X, IEFEHR T 228, £ 9 LIoiBlcess Sz
RIRIT 0, AT aA RERAGICIIEREI 2 DNERERIN S\, 7 ALY BRI CIE e ZI 3 5 68
2\, AlFkx i, IVIG RSO IRHFEEICRIEERICR L CT7 A Y % 80mg/kg/day % CHIE L7=A%, WistkdE
RDNEBIE U, TR LTOERI AR L7z Tl 3 5, GEF)) 2 i RBUREE PRk 21 4F 8 H 25 HB388, %
DOBESEERY > ElER, BRERFTIM., R OFIR, VU AR SHOFAIE, KB 2788 IR & 32 L=, 5 5 %% B 12 IVIG (2g/kg)
EAToToM, BRESMEDMEONT, 56 M DIRBEIOME, 3 X O%mAR07, FH7HMAIZIVIG Qgkg) BN
WeHZATo Tz, TOBRLIFNUTZA, 55 1495 B 0L o — T EBIIROSBEIRILIEZ 78072, 4 6 iR BN HRD
T IRBEETRERIE, EOBRBLSNIE, BEBIfI7: & OB RO, BREGIEEL/=720, 7TAEY % 80 mgkg/day
FTCHE LN, a2 hr—UZ#EEE L7Z, MMP-3 (355 31 %% H C 392 ng/ml & C_ L& L7, BIEER MRIIZ CHRIEOHE
AR P SRR R A RO IR o T2, 36 3 H B EIEERIZ L CIL, Tbuprofen  (30mg/kg/day) THAR%E
BRME LT, PUMIMRIEF D722 7 2 B ) U NRZ 3mg/ke/day (TR L Cilke & L7z, DR BEERIEIRI I8~ (ZHRH L,
FHFERIZIRIR U 72 BRI &l & 72 0 | EBIRIER & i T L CRER LIS72, Z0% T A Y CNRIZHIE,
Tbuprofen | i L CBIEMEIRI X EAREHERHTIR TV D,



O-37  KEMRRAERED 3
Offtly B+, f%% 520, Pkt 2. MW A8 FHE e D R A D, JE RRERE Y

sl gE—"Y

VRS RY: KR BESSRAFTERE ANRE P RO AT RIS FUAR T oupbe

KEWRIIEGERA L, KREARE OV OFF RIS, BAZE, F 7232 & e IRA RO FER R EMER B T h
%o BIEAFORFERBOBEENL 5000 A E W THHR, ZOHTH/NAUTT D TH D, Fx i NEOKER%K
FEMGETE 2 = IRER L7720, ZEOIEERER A B84 50 TS T 5, JERI 1 GERERF 10 » AR, FEEED7T-DI2Y
BHE & 720 . MRA TIEESRENROBEIE NS ZRD Sz, HLA-B52 Bk, 7L F= (PSL) HUMIZ CIREAZBRMELT-
2, EIERE CHREZRV IR L7720, A N FLdh—F MTX) 20 L7, ZO%RBIERIGO EFIFRMchH -7
DA, MAETRENHEIT LT272DI2, 7 1 U KA (FKS506), 7HF 47V > (AZP) Bt L., 7 a7+ A7 7 I K (CPA)
PIVAIRERG6 7 — AT o T2, BIfE 8T DN, PSL ORI 43Ty, JERI 2 GERF 6 B ), 2 7 A LI LR
eI DRBNEE DT DUEHE Y, o MRA T _EATRENIR & IEESRENROIER TR DAL, KEWIRISIEREARE & 2l Lz,
PSL Wik, AT BA R VRPEZAT T2y, RIESUSDIEIAIZE BT, MTX ZBith L7z, £ D% 2 BIOFHRETRD,
BIfE PSL 1T AZP OWNRZ O L. CPA » SV AWEES 6 7 —/UHidT LT BUE 11 5% Th AL ¢ PSL O KT
HD, GEFI3 GEIERE 12 AR), D VITESZZ L, CRP Eflz e S, MERdcER b RIERIGEE < 720
FEA B NS BRI & e o Tz, MRS CT CRERENROIEARDGRD Hiv, KEWMRIAERRE & 27 L7-, HLA-BS52
BT D Z &b, FPFEREL Y PSL, AZP OOFAZBRIA L, BRI CIIRIZA ST, Fox ORI D,
IO KENIRISAEGERECTIX PSL HLAN X 2 VH5E IR FE TR AV T2 ERE L, S fisiFI OO A wE &
EZ N, o, BSRRBERIERSCRIE SO R TH . MAERESE T 5616 5 0 . EHIR R EiE TORHN)
EEZ BN, SR T PSL OWUESKREESMEFNIRT U CIE, AWFriE 28 128 LOTRERIEOE AN
s,

0-38 SE&RJHED prepulseless phase [CH 1T B MEHRZE

O+tH Br. /NMUE 28, BH fre, BN Zpk. B0 1. & i S8 7. 5 B
FRHERS: R /NERE

[Br] /NEHIOEZ5EIL. prepulseless phase THERSID Z EBBVN, Fr~—h—3 72 < TFEIEEh I OH
B, WAHOBRGFHINEE CTh D, Fzbid, MEREMZbITK L, BERRE L Z OB 21770, AH
PRIZOWTHF L7 THET 5, [HE] /INEMIRIESZIRO 2 EFIIZOWT, &% CT, &% MRI, == — (wall
stiffness) . ML, PWV EEEFRIRE L RRHNATR o7, <IEF] 1 >PEE RIS TIRIE L7z 7 ki, NEEWA R
\ZiER CT IS T, JEMRKEIROBEILE D ZRD DAL, <AEF] 2 >80, &, I CTHRIEMERRB A BT 2 R,
D%, DAREEFRIE LT, &% CT, MRl CHESKEREEDATEZ b ORWNIE] > 7=, [EiE] ERE O%5A, -
HIREIC L DIREOEERRBIEEN T T ) Lo 7o, ERMAE TOWEDZE(bA & b2 bz, MRI 2 TIMEREED
BRENRER AT L COD, AT A RIBFRICKG L CigT —213daE L, il b ERfb UL, [RSim] KEREED 7%
FEMZAIC R D3 T T4 T U ADIK T, A7 A FIERICEVSGE LTz, L, /NEWBEED s 2L, RIELH
%S, BHHESOREREIC L A ME 2 7T 4 7 U AOEUICEERLE ChH 5, BERRE CIHMEMRE T, mEREOER
FAbEFTHLT 5 2 LN TEx B EEZ LN,



O-39 FEESFRRENSREMAORIPZHO—BIELT 12 B RH

OHBfE SRES, /\f @, S Bid . TR PR, xR #B5
FATR: MR /N

[=5F] 8L

[BURAE] 37 70 38 FEDFEAMN 5 A< 72 DitE #5272 L7=, CFPN-PI WiRIC T HekEME< | CRP 7Tmg/dl & @ifED7-
O, 11 H BRBECABEE 72572, 7 HIEO MINO WARIZ T BT, FBEADRRNRHTH 772, 25 HEIC
FERNE B ) CEURHE ABE & 72 o 72, ROEHREEERIIFE R8T, TR OIS E B LI Th -
Teo TRATIEIZZ2 <, B & Ol b e o7,

[ABEFBULE & AT 7] IKE 40.8kg (2 72 A FEI T dkg DRERVH V) HE 161.2cm BMI 15.7 BT 36.8°C HR
107bpm RR 19/min BP 94/58mmHg (£i457572 L), BRFHT R Cla Ol CREEE O /B HEs 2T L7223, 2 DT A,
BRI T,
MR Tl WBC 9200/ 21 (Neutr 77% lym 16%) CRP9.5mg/dl ESR 113mm/hr & RIELSD BB -7, ik
YUE~— N —oV VTV UG, 74T 4 7 xn . HREEE, SRS RE, ERERERTRIETHY
JEYEIT S B & & 2 bz, R CHURITRENETH - 7=, Fifgh Ti% FDG/PET CT CHIEB RKEIIRICHEE DHERE L |
155 CT CREMNLO MAERENER 2 DAV, £, NEZEENRER AL DOPAE L PRZAERIR bFED T, mEZBIIRK D EEHh
ey, PR CHY . 3D-CT 7 XA 77 ¢, MRI THEHEA LT 372 <. BEICE L 7en o7,
RS SR AR A CAEe 3 - SN HENIROZERBEIEE 2380, @Rk OBWHRILE LTz,

[Ba] ABits b RRBDENN-2, MEHE LY 7L R=Y 1 30mg/ HRIREZBIG LT- & 25, HoNITHEL, &
FEROG BAKT UTe, 1RRBHAR 2 TR OSRERH R AR 23017 2 EREDILERT 7L b 868 LTz,

[EZ52] B ZERS TR A2 AAT AN2 < . WHZIL CT, DSA, MRIZ:DE{EFTRNEE CH D, ARG FT
RCHY | DWNTER LTS, S SRR O ERENERT RS FHIRZWOWRDF & oo 7o, SO M E R REE
/NEMOEZERK ORI LA A TH L AR B B,

O-40 [EIETRREEEMICHMUICERERAD 2 fi

OffiA FA. A IE&, /MK B~ M Al 3o 3 #EE 5
FEAIRBR LSl /R

[T CDIz] SR CIIEEER D EROVIZERE I RHNERBETRRE CA 7 ) —=0 T % 7o TV D, AR
R & FRR 22 LI OIS = = — T LA X o NI B - To mEBIRE O 2 fla s T 5.

GEEI 1] 14 k2. 9 BRIOEIN G FIEEYRSHEL 6 HAl) DASRMANER U LISIR A CAIRNEE L 22 -7, 4 HAT
VZHUTEE TR XA S T T3 i 7 L. ERERe T D 72D 4B NER 25232 L. B IRITRUAE 37.6°C, 1iE 118/58
mmHg, MPNZAFS L OSKRMOSBIRALE AT, ik & s B FBGEAA 77 U, R ER 238 7. il d ¢ WBC8650/
nl (Neu72.5%) ,CRP1.83mg/dLESR 43mm/h,V 7~ FKF - HUZhuA - SFEREERA H CHUROT B REME. IEEEE s
T EREIREIRS L OV ORZIEERDAAH, « $5)—7ffr o — D i ERENRERT RAFRD 2. DMK 21TV, B
FHIRE LWL AT 1A ROV RPREIC K0 ERREAZATORIERS I KON ST R b deE Lz,

UEs 2] 145828, B 5 TR, MR R, FEE BARIK R 236 U JTE C CRP LA Z S ivie. 20t 37 A%
EOWEE RO T2, 7 HENCHTERSHPEHIARL. SRR, ST ORI G- 21T > 7o B3 RIERT Rdcs
FI G B TYRHEIT AL L7z, B2 Cld WBC6040/ 11 (Neu68.3%) CRP7.49mg/dl, ESR 72mm/h “CJEMH] 1 & [FlkE
(RS R A C ISR M EREAE AT R A 3RO T, AT i A R/ L AFRECRAFEA LTz,

[£%2 - fham] SLEIRKITIFZE DA U A ERIC K 0 BERIER N R 5 - 0L H R RIERE 235, TE
CTAMRA,PET 72 EOEEZMIOMEARNZ L D W oid 2 pre - pulseless phase TORZMIMFIAHEIN L TS, HEFIRRA A
PR 72 < K0 MEICAT X2 D 2 & /N CIIR IS I LB MR 5D 2 &0 6/ NEORBBADSEFI D A 7 ) —=
TR BN COBRIO 7 +a—T v 7L LTHERTHY /N 7~ FHRBOBIRD 720> C BRI T> T
RELEZD.



O-41 4HYFMEFHAREROZRICRIBARTH, 2701 FFEN EE# TH AR REIRAD1H]

OvIvbk ZERED, #0130 &M R . TR BT DL IR oA UL AR WYL gk Fal Y
VRmRaRbE VU~ FIRERNE, Y BERINERSERE 7 1L —RBEE

UEG] 22 metelt: [PI2FE5] 2008 427 A (20 sy 1 4 A [EFHeE T D RENE SR - ReMEgi - AR 258
W, EETHAANGRES T 2 bUGEL RO T UGG EAPL, & 153em  (KHE 503kg EAki/+:45 8040mmHg, /&
100/50mmHg SR IMAEHER & SHBIIRIC B L7 B &2 788072, FIEREL 14600/ 11, RIL 97mm/1h, CRP 13.33mg/dl RF
9.71U/ml  HuZHUA 160 %5 PETCT (Z CTHWNSHENRIC —E03 2 BEREA TR0, m2dn &g, [TeRRaiE] 2008 47 A
£V PSL50mg/ H BRAAIZ T, 0o, Sm b oG L, MERIS B2 b, 10 H PSL17.5mg HE THE L= 24
T, BN - BER - R & & BICER, PSLASmg/HIZHEE L, MTX (Brax (ZHEE L 20.5mg/il) %800 L7, PSL25mg/
H & O LIS7203, 2009 4 1 ARIESUS B B8R - 726 S H 0 2 AL 7 U <7 (IFX 3mgkg) A, PSL22.5mg/
HETHELZE ZATHRARED, 5H, FX2bx=Z 1t 7  (BEIN) ICEE, L LZEOKBRIERSHEINE =
L, A&, BEFRLLH Y, 6 A, IFX emgkg/a] 4 845 CHBA, PSL20mg/H ~NBE L7 & 2 A, RIERGEHER
X OV3DCTA CSHENROAEEIT HRDT-, 10 H AT v A KUV APE (mPSLpulse) (21, MTX « IFX ZH1EL, &
a7 F A7 7 I REE~EE (IVCY:500-700mg/m2 - 4 #4%), mPSL pulse #%. PSL50mg/H & L. RIESIGITEINCH
LM L7, 12 A, PSL22.5mg/H F CIEIZHE, RIERISIEHE L5, IVCY R &L, 2010 22 A h U X
~7 (TCZ) ~AEWE, JERUETe <. PETCT THEINRICERGRH Y | 2 [EOREOHTHIE, 4 ALV X7 r Y LA
(TAC) & MTX OOFZBILE L., Thx (CRIESUE FREZ R L, EkbeE L TR0 | 7 ABUE 17.5mg/ HIZEE L T\ 5,

0-42 A% 7 HBTREUVCERERAD 15

SR HESC ), 4 OV, SR BV, B Y AR YL R A8 YL N R R 2,
CUECRNE 8 N

RS N B

P HOHATEGE A ENC TSI s 2 — Bk - U o~ F - IR

Y BT TR, SRR 5 — RN ¥ FAKHIIS RSl IR AT

(#65] LRI RE, 7 LLF—MERBHHEICR /MR T3 FRIZZWINER TH Y, /NREDOKIMAE R TIEME—
EEND. RIEFEITR 34 731020 Th Y, BEMOSABNLS 7 A DBETHS. Atk 7 7 A TRIE LT- @ LElRE
R LT THET D, UEBI] 7 » A&, JRRARHOREE S, PIEEIARICEUL LIRWRIERG @A 3
Frge L7z, BYYE - FUishd, Kesd, e Pnma CRE AR T, UBHTHr Shi. B, SRR
7R <HBRABEREOPT R > S IRAT AL - FELSMIRRL T R E BEFT R L. AR : WBC 14,200/ L, CRP 122
mg/dL, 7RUL 135mm/hr, Fib 615 mg/dL, D-dimer 1.2 pg/mL. FEERIERS CT « REWRIEGH Y o SElEIROMIZE 577
WAL, HU UL T BEROER L. BEERE  EEMERERZEE ) TR L. DRSS - EEIREE 058
BRI % Smm OYEKRSH V. 5 MRI : KBRS, TITRENR MEMREIRICBERSE &g - RH 0 . <HPLTofR
I > KERIFZA & BREREGRN S, @ZBARE EEE2H L=, AFALT L R=y VAR /77432773 K
PIVAEEAT, JER, RIEFTR & b ERE R, ik, MEEEIToloE A, MEHRERERE - IEEBRY
IR ZBE AR 23000, AelBIIRBH MRS Smm OYERZ MR Lz, LLE X 0 mZdhiiRk & ez Lz, BiES, 4k
TRAT A REIZHNEL L7208 GROEBIERTH Y, BMFEHEFr LT D, [BE] ANEOIERIT, B4 Filk7e LE) &
B (Ik7e LD (ooaEh s, BNV OIRRFR 2T TERO A Z 88, BT > TiE OPAZEREIR 2 3.
ABITUE, SERITFHED Z, AT R CIIRIERIG ER-OAREFED, BHCH o7 EZ NS, NEODWHEEL LT
T AV U= FFEEAENNOITE Y, R 3/6 A7 IR 90.5%, KR 97.8% & Shvh. AFlIE3 A
iz LTz, ABITCIE, )RR & OERINMEIZ 2> 7=. JNRHRIE, RSO LD 1/6 THH Th-o7-Z &, (Ll
B CRRD TR BRI A S P R 72 D) IR OFT L& B2 5 Z LD EER B 2 7



0-43 FERFSHEIROIREEICDINT

Oty 7V, B9k AF D, ER A" KE FIY, MR Y /R Y R Y
VRSILTTRARE AN P BIERCEMRAE ANERL Y BRI P AR

IR AN A6 D IRRRRA I AR 2 Cdd 5, RHARD A TENARI LAEHRIIA] I A8 BR IAE OGN £
NG R EOERRIAE TR0, SR EAT DR LA, 2FaE2 ML TEWY 27 &) Z LT
WEND, AEPFEEALOEZREE OF TR « 3EEE - FERRIIOTRIRZ IR LT, 8BS0k & kgt
EATOHRET D, SEFNE 27 midcth, 14 mERHIFIE LIEAT B A RARPIRIEANC TRINEE ST 26 RS
i Ll ST, RWRE O AW T/C 8 s TEIRBAZE, MR BHEIIR e (A2 87%) . IsHEh R BEpeZE, fg
S REINRIEIE K OKERFPAS AR 2, MEEREIARIZE, 2 RBBEHARPAZEA R S 708, ISR IES TR FI3R8
WIpoT, BWiE AT oA NIBEEZBIME L. SIERIGIE CRP Img/dl A, 1Lk 20mm/H B2 227E L= CIER L
oo WEHRAIENC THESE & CRP O_EFRDNBHE L7=23, AT 1A RO RIS CHRIKGE AN FTRE & 72> 72, 4HHR 33 JEY5a F
PEIZ T NBENE % B, PEEH B3R 720, B R b RO TIMERE BRI Ty, BRI Th D 2 L &
WHEFHENIROIZAEN L TH D Z & 0D IMEDO R TSN X 2 g fn MR 2 [AHREd 5 72 038R A0 T UIBAI 28 T
AU, SRS MIRENAE DA 2T 5 72 O CREES R A 1) L, AR 3538 5 B, (KE 2590 g, Apger 8/9 D4 i HipE
L7z, EZROERIEEIEZ I Z D720 RIEAT L O AT a4 REiE LA HEZOSERAHELL, 7 AU &80
Lt L7z, FORIERITHER LRIEY—T—DIK T & & IR T rA REETEUHE 12 HRIZEET L HoRUTiBe L
Too B PHTIRECIE, TREEE O E ER-SEBIEENED RN PHRARR L2572, AREZRNE D RAEZ P L
ToARHE CRIEIR 2395, RRSE T IR O ZVITIG U 7= 3l & il OB E N NS AT IR OB RN BT
B L ORIMIEREE 2 FE59 2 72 OICIE O & f/ RIS 2, FEFRIICE 2V 9 2@ 2R OEREEE Lk
BWHLMLETH D,

O-44 ZRMTEEIEZEDOIASENES FEPRAD 1 £

O AV JIR 3882, AL #?, im %"
U RBRAINER SRR v & — ANRERR T 2 — JNENEL
P RN AR 2 — ANRERE 2 — N EBRZR R

FEBIIHAE 15 OB, 1997 4 Qafip) . 1 HMOFE - B29% - WUIARERFE M A 3RO 7203, )1 IGHR ORI A1 7=
FZ LA BRI LTz, 3 4 A%, 4 AMOFE, CRP13mydl D7 ORIEICABE L 22572, DR A CREHRD
PEARA R, IR ARR L LTy 707 ) VREFEZ TSN, UL, 8L - CRP S MRk, 7@l £)3
B Lo Te, MAERIEBERER DL, ABE10 HE XY 7L R=v'm > 2mgkg/ H B4R, 00N L C CRP b2t
B L7223, B3R L=, ABE 30 H BICIE 240/140mmHg Gt - BEaliE 2500, @M EMAENRE D 7= H2Y
Be~diEbE L 72572, WBC19900/ 11, CRPO.1mg/dl, Cre0.3mg/dl, HUEZHIARENE, P-ANCA [&PE, C-ANCA [afft, L =1%
P 25.6ngAlUmlh, =L =7 HUARRENE, JRATRIT 72 U, OIME SR C, BRI RIEEEIRE & M N R
FEPOYLR - BRAZ - PSRRI, BHRRRET R ClE, TRG PR S & VB ORI A 3R 7223, SRERIAIFRZA S/ NER
DT 47V A RESEEMERITA LN N1z, TV R=yar BRI PUEEE, MRS IRIICSUR L,
K4 o ATREEPLREE & Te o7z, FEERAY 13 EHORET, 7L R=Y m ATEETIETE, BIEERDTHRY, L)
L. EEEIRRZ TGS Lo, BN 358 L. BHEREIE R ORI T DAL, o=y e —/ 3o
BEHEAI A2 L TN D, A H TIE, AEFNE 1998 FEEAMEILE RFIANFTEHEOREEIMEZ BRI (PN) W iEEA 7= L
TREVHEZH T 5205, BIERHT, LRV D TVZ 1990 FERTIIIRE FEETRAIZERES L ETIE, PN BRLY
L0 | B RS & OERNRNEECh 72, MAERIEFEREOBIRBIL, ZRRIERHEIEROFIZ, &4 ORHERIE
WO TND & S, B EEET 5 2 &2, SBBIEREZER L, M8 SIEFEREO PRI OV TR L
TV KEDR B D,



O-45 HiIRMHFEREZ U 4 RBEDDTY F—RSBESRH

Ol A, HIAT wt, FRH 15/
FRTNLE R o 2 — i Rple /e

U = 7 —PHIEE (WG) [ RESERR A (1) 2H0Bsel: - WHEEmE R ) L5GE & iz T &3 280
WEEREMER () EHBERE A R L, ZORERTFICIUFPERIRE A (ANCA) O—2>ThHhd7r T A F—A—3
(PR-3) 1272V BHiK  (PR-3ANCA)  MBHHT 2 MERIEGERETH D, FIEIL 30-60 %l ZthlE 50-60 mff X CHIAE
L. JeRAMTHRINRD TEVER TH o728, FEME RN EIEREZ BRI T 5 & mRICERA G AR HET
BB ENTIoTET, 20N FO/NEBNE WG 2EOE %I E T, <X 10 R THRIET 5 & EbitT\s, 4
1k 2 1, F&E - NHEEN - SEEDM - DURRREETM - I8 4 Eak s L, REIELE L OREL QU /=& 2 A, PR3-ANCA BhfE
Za L, WG 2l LIS7- 4 B 0218850 Uiz, RIS E L R B2, AT a4 RIERIONZ Y7 a>
F A7 7 2 RV REE (IVCY) ZATO0ER Uiz, AEGICIE, BYRZAIERRD TR0, 48R 38 BELL EDFsE -
RRGEIER (RZENTEES) - PROETER GREEIMERZ) - BIETRE « PHARREROBAIERICINZ . ANCA BitEa R
7o DiEEDWEIT 5 2 ERHERTZ, WG IVINER - BB T HRENEN D, HERFRIAIXIVCY « 7 F A7V 2
7L R=yrr 10mgH T, 1 AEFERED OO 2R L C PSL A D7, FIE 17 7 H#IZ PSL 3mg & Tl
L72E ZATHREL, BOPSL10mg/ HIZRE L7z & 2 A THEMZHMERF L T D, /NE WG OWEIERC, BRARMZE CI3E
A& ak— MR 3HH DD TH D, ZHHOWEL Y, /NEWG LA WG EITIRZE « BIRENZNZ &0
FHIRERNENR L OERBSENFRETH D Z LR ENTWS, F7-, BRI L TH/NE WG T L THARA WG 12
e U7 SANRIN SR+ %, BAGE Tl WG b & 72 ANCA BIERROERZNZ Sk & L CEMEARICH B
AR E A T-IRT 2 DA & OBEDR D D, /N WG 1Tk 28T B AIRREFEREHI OME IIHR S TIEAWAS, ARA
WG IZHT DIRFEEZ BB LN A HERE L COSRERH L0 E LIV,

O-46  HEERMTICERL. REFEFTR A RZRIICE R ofc B MR ELME R D 2 f

OBFIB ., JFL 85, AR WU, ETS SRR, WML T HAT ST A B, B T
BRI S R

[1IZCDIC] BERERERR C 3T AIMERBR L R OFF RSV BALD Z LRI, FEEBRNCE S22 &
B, BERIER & S, FEREEAT RSN A 72 - 7 BIMERARM A 45 00 2 Bl 2388k U7=7=9, #5945, [E
B 1] 13 sz, SRRSO T e L, BEAURRIS IgA 528K, ShVEH 2 0 IRFITATCEE S HHEL L Ty iz, 2006 4210 A T
BRI CATEE B, AR CROMAMNEAT LU, FERIR LA R OPT R AR, B OhuRIIREM:, 2007 4 1 AEEO L
UL, 5 MRIRAS CEAEMEANIZE 2300, KSR H B SRR, MEEZWNCIEE S E FiBBL, 2008 4F
7 A2 BREDO LOYURHEEL L, e, UEE MRI M CREOMIZEIL AR -, TRFRIC X 0 Mk dekss L7228,
FEEN 2 LR B, IR CT M CRZEA R 7o, FEN, B2, RIESUGEE (WBC8,600/ 11, CRP8.34mg/dl) D7z
B, MRREFRRZWEN IS DR o oy, MEROIFREL B X, AT A R/VVRPREMAT, Kt (o7 a7+ A7 7 3

R7VVAFEEE AL, MR LTV K=Yy (PSL) 40mg A K OT Y F 47V > (AZP) (2K DIBMA AT L
72. BIfE PSL4mg/H, AZP NIRTIRRT Th D23, k< RlIRHTH D, UER 2] 6 kB IR, BEEEE - FiEE
IRFRCEFEZR L, 2010 42 4 A 6 AFEBIR, FIEAPL AEOABE L RO, JIRRAEROBZK Ty 7 a7 ) b7
A U, deER<, 4 H 21 HREEIR B AN BHERT & 7e o7, WBC47,000/ 21, CRP16.6mg/dl & JAE iR,
FZRERERT R A BRI R T v . J8E 3D-CT 70 X477 7 4 ClIEB#INE 2 R0, AT 1A K/ULA
FIER O AT 0 A R TIRSEIZA BRI T208, 7 07 4 A7 7 3 K7L AFHEE A LY | RIERSOUE
BT, MERPRIE S LT PSL30mg/H N AZP IZ X D1RFAITVN, 6 A 24 HilRpe, BIfE, EWIR /a7 277
I ROV RFRERT TR CH D, [i5RE] BRI A MERIRALN A R 25800 DHHRITIE, 77 4 72 bAoA RERBEA,
FEEMMEZREIRK 72 E3 D B0, BIRECHEE N R DIEFNIT D720, A%, /NEFIOMEROTFREFDMLE LB 2 B
Do



0-47 HAMKEEEBE=Ulc ANCABIEMEXRD 1 226

ORFF E, R FE, A1 BH, 0 BEF 58 RE, 18R i, &1 #i6, A 21, LT &
Petifrrise b /AR

[ixzvoiz]  /NE#ICERW T, 1B, Henoch-Schénlein 2:BHFE LA OIS SIEGRE I CTH V0 . ZSHMEFGE) S
P IRRICERE T D2 b D, ARl Box IXBEETERZ PRI, MHEOEFFER %2 2 L7z MPO-ANCA [tk & 7%
ZARER L= DT %,

CEGT]  JEBNE S s, 7 LA —PERBOBETIT /e < . FHECIIERICEE Y v~F013db 5, FeiTEd72<. ¥
1 A ERReT 2HE, Wi - B - RREETR O OUTESZZ L, SRR ERIFIR SR N TERR & e o T,
MRI & B OFT RA7880, MEREATRIL WBC 6,400/ 11, CRP 4.6mg/dl, ESR 58mm/hr, HifZHiA (homogeneous
A1) 1,280 {5, MMP-3 276.8ng/ml, RF 8IU/ml, #i CCP Hif&k 1.8 Uml T, FFEH PRI ETEMETH -7, TAT 202 1
g/L.FDP 15.3 11 g/ml, D-dimer 27.8 1 g/ml & &% ~—H—D 5 & MPO-ANCA 27.8U/ml (<8.9U/ml) , PR3-ANCA 1.2U/ml

(<34UMml) LV MERIERRE A S -7, NSAIDs TIEBIFER, MAFTROUGE R PSL ZBINL7E 2 A, RIEK
JEDIETF & & BICBREROUGEZFRD -, Lo L, 2 BRI IRGE P OZEMEIEE, WA SREE 2 S A
PEAIES L L, R AR C R B I ERRERE I A 2 OFT R A 457-, BRSO 1372 < PSL Ziik L 723,
WP D AR R RERER, BIEEROFRE & b2, RIEE, MER~—H—, MMP-3 O ERZ78, & RO
AR L7z, PSL HEENCINZ, 7 kR A 7 7 I R2VLREE (IVCY) ZEA L E 2 A, REMES, BEEik~—7D
—IXEEHE L7223, &R~ — D —IXEFL L2 oTz, 3BIEDOIVCY #% L0, WBICATRMISHEE, TRICERRMEOIE
Ba U, —REEMEL L QU2 MPO-ANCA b FFOBGEME L 72 0 . BEAR I~ L~V ORIEZ BT, 7T
TV TAEY OO ERRG LAREIET TH D, THETIOH, Bk, IRREOGIHIGED TR,

[(B£] JHEETR, MPO-ANCA Btk L 0 ANCA BIEIME R L5 2 203, BT, A UHBEERD DITREORBEK
DIADIR, REFEERET L L LB, SBROBKRE, REICHE LIEEZI 2R 720,

0-48 THXIL2T+ERREUTC tumor necrosis factor receptor—associated periodic syndrome (TRAPS) @
1 6

OFA D, Gtz V0 BN D, kil 57|tk B Y
U HABERRAAEE NER Y R FERRHEREYE U U~ TR 2 —, Y RERE

(1Z UIZ) Tumor necrosis factor receptor —associated periodic syndrome (TRAPS) (Tl EHIWEREVEFEREOONE ST
&5, TNF receptor I (TNFRSF1A) 73 TG RN H D ERIET D, UIKHIASIHE X, HIlERE (2 TNFRSFIA 4y 1-
DD L INF— a ZHFITE T, TNF ORI A VKT 2 2 L1270 b, SERIE, 5B I@m. TP, Fo2. BEETR.
IREREPHOTEE 2 ED38 5, MIEARA T, TNFRSFIA OUIWIAEE S 5729512, TNF- el ETH 543, TNFRSFIA
MEVVEEDR DD, GEBD) 16 mAME, A% T » B KO ARRBGRH o T-, AT 2720, ZHETT L F=Yn
> (PSL), AMRLFH—h 477072 2L CE72, PSL % 14mg/HLLFIJET 5 L5804 578, PSL
OWEIHEEE Tl o7z, £ BRI KT HREAETRD T D, JITHBIC K DR FRRORR, TNFRSFIA O 30
FHOTI /W (27 Y 22) Za— R0, ~T nORSFREZAN o, BHIRED, TRAPS Llfrahiz

(Takagi K, Kawaguchi Y, Fujikawa S et.al. : Tumor necrosis factor receptor-associated periodic syndrome with a C30R mutation in a
Japanese family. Mod Rheumatol 17:265-266, 2007), TNF 55138 CTh 2 =% /L& 7 F O & 0 FEEFEIEEH S+
DIEFINHE SN TE Tz, ANEFITH JIA IZHE U7 EHETEIZ 2 BEIEE A CHENZ Bt Lo, BIfERENI/2 <. PSL &
8mg/H £ CRHENFREL 720 | FIREZZBD TN D, (L) BEFEOEE DR & AT v A REOWHEZ BT,
TRAPS BBEF I C= X 7 N Bt LT, =X 1L ME75kDa DLt 74 —2 (p75) OMst KA A 2051 L

I 1gG1 @ Fe #43 Zfb & SET A E A Ch 5, =4 3Lt 7 MEITNF-a KO B ISH5A L TNF A3z TNF
LTS —LifhBT 5 L a2 ETD, ZOME Y IMRERHESND Z e END,



0-49  RMEMBE®D 1 KR

OiR 470, HEF Bz V. B8 B0, M —&?
VAP TN ERERE ST /R P BN A R

FIEMEH- DRI SN 72 o TE D, TORIERL TR OV TUIRHAZR SN S, HIEMIC T + v —
7y LTS, MR R A 2 USRI DO R, 308, REBIZFERLI-OTHRET 5, Finaid, 18 #%.
ZFy 6 WEND, MRSEREELES . 2-3 BERET 28EE HIC 1 B0 IR LT, FERAZIE, R K- TR
8L, B X ORGSO CT Ol 2587, WBC 11,860/ 11  (seg 74%) , CRP 7.7mg/dl,SAA 131 1 g/ml, IgG
2,110 mg/dl, C3 147 mg/dl, C4 21.3 mg/dl T, FE{ERIRHNTIZIIERT RIS Lz, 2L b F U NIRIC K- TBEFEEIS A
BV, BLD 1650 5, AT 1 EOMEE T 12 HEFT 282 E Wiy im/MEm 278007, HEWRZIX, AimEkky
% & CRP DEMENRH BV, BkZ(ED Z Lt o7z, 22 FEIHIERAEIR D D FHEMEH T & 220 L 2L e F o HNikE
Bk L7z, Ve F % 3 BENIRLIZE 2 A, IFEREREE A D272, 1~2 BEICIE,. Ve FUNREBIIIFRIE
TREREAIC 7R 572, 28 Wk Z A HIRFIE, 46 mDBUE, BEDRIENHLNDL DR TH D, BEMRTIE, 7InA
R—V gD R»oTz, RKHIE, 2001459 A (670 25, 3TCHDFEINMGGA 2 5 F1EE A IC 1 —4 [0 &5
Kozt otz, SR D EHEMHTEA L 2 L a e Fo2NR. 868 LT\ 5, MEFV B5 TN ClE. 28
M6941/E148Q, F:#L E148Q/wt, 7 M694I/E148Q, £ M694UVE148Q, % 7=, MDA L VIT-o72kE (12 75%)
. MO9VEL48Q ZRRAA LTV, ORGSR HIX, FEMEHAEENIBRHIEL T 5 B2 bz, FU5%
T HRIEFM T 5870 0 BRZE S bz, $£72, BIE I L o T, ABRIREMPHIE LTGAISREICxS T2 2 &
WHREE B 2 BT,

O-50 SRiEMHhhEENO—EITdh B Protracted Febrile Myalgia Syndrome (PFMS) &E& Z 5= 1 i

Ol vl 2. Bi £z D, ik eV iy RED, W B, A8 FARD. TH B,
O N IS

U FHERSFRAERE BT /NRREE, P AR v & — /NER

Y T FERABIER ) U~ TR 2 —

[iZU®iz] PFMS %, FEMEMPYEEY (FMF; Familial Mediterranean Fever) O#ERIT, HELRGRM. B2 W, T
F, BAEZS, SR L h BT DIEGRECH DA, AT DWEFIT AR,

(BUwlE] 1350, BEERE, FHEICRELT &5 L, PRXH 10 A 13 HE VAL, FR AR 7L e
DB & e oz, VT, PUEERRIG TR OFR-CREE S HBL L 72720, 55 11 95 B ISITER AR & bl &
ot

[ABERFEUE - FRAt] (AN 39.2°C, i+ 98/56mmHG, MR, THi&H D | WijE, B, ERIEICBIfiR AR, BRIk
DIFFEHIZ, B A7 RE T HIROER 2788072, i B2 O BB HUE L Tz, i, A% T
WBC 21300/ 21, CRP21.3mg/dl, CKSIU/L, 7=V F > 13800ng/dl T 7=, JEYSEMRFETIL, HIE/ VA VAR ERE
A 7enoTz, SR CIXRF 12U/ml, HUZbUA 40 {75 (speckled pattern) . ANCA [, TCRV B B5ME T MlaEE bRt
Thol-, BHRET, bTNCIERERG AR, Ga v F 757 4, 28 CT TIIAETRRL . BBIERIC
A A S a2 Vi = oy Wi

[aRaa] mEREEBE LN ~r a7 ) o RERESS, SEMISFERR RIS R 2 ZEB LA 77 0 7 = 3%
hCTH-oTo, 521 FIERBEAHEL L, —IRMEMERE BEGRE 2 FIE L7z, mPSL 7 S/VAREE (1g3 AfIX2 7—1) %
WifT L. ETCOERINEE L=, 2 77—/ THEAOSE 32 95 H X 0 HRAL A EEE AR 12, 7L AFREEH O
FEATHY . HORIEMERERDEEDIL, $35H L0 2L e F o 3mg/ HERE LT, TOBRECOITHEL, WA
EFbL, E78IHAICEEE 2Tz,

[BE] FHEAZRIERC Ve FUnRERN L2, PRMS 2 bEebitiz, FMF ZWEEETIE, M0 I3 EE W)
HHORZMIZLTELT, e Fradiub L, BBV BaEEIZR 217> T\ 5, £/2. BEIEA THDH MEFV
B TARITFRD -T2,

[F & 0] B2 BEERSED D PEMS 3EEbIL 13 s BB AR Lz, REABAOERTIE, AT a4 RRIGHEDS
AT ORIENERBLZETRETH D,



O-51  PFAPA JEIRE¥DIRFINDR A TET "Bk 5 1

Ol Frl, B3 B, /VE IR, B BPR, Pl Sk, ol —p
it e /R

Periodic Fever, Aphtous Stomatitis, Pharyngitis, and Cervical Adenitis JiEfRE (LT, PFAPA SiEfRE) & (3EHIMERE, 7
7 HMERNG, Y o EEIR, WEEER A ARk & U, HARENCRE S S IER s B CERE ThH 5, [Ki5]
2009 =735 2010 4= F TIZHBEIZIT Thomas D2 EHEIC IS EATRE L 2T L. Prednisolone (LLF, PSL) 5%
1To7z 8 IEBIDERARIER, AT —4 . PSL & GRIMEOFEE & AEWIM, EEEIC OV CHldRG Uiz, [FEFR] %
BNEFEIE 2 61, 2V 6 ], FRAEFENEL 11 » A~55%2 » H (CF2%2 » H) Tholo, IEEIEMEE STV D DFIE
BT 5D b o7, SHICEBIEREAZ R, ARMIRIZEE 4.6 B, BEVEENIFE 205 H Th-o7z, 76T “Aif
BRIER” 23800, & DWNEIIZAR CHIEFNI R Th O BN b R o 7o, FIERFORART R T, Him WBC 13 10100
~23200 (FHJ14500) /11 THY . Hid CRP 1% 34~19.6 (FHJ13.3) mg/dl, Ifif IgD 13<0.6~51.1 (F¥J 14.6) mg/dl
THY 4 G TLEFARD TN, 1A L TREIMERNT PSLO.3~1.0mgkg D HIEHR 512 X 0 2FCE0H N fiFEE 780 T
B0, PSL 5% DOFEEHIT 6 B CRifE L7, FIZBERE OGS HIZAM]T PSL {GFE AT B AR R E Ot
JAFRD T, [F5EE] B> 8 JEG] & BERER] & Ol ClE, FEMIF, AR, BIERRCHIT 2 EROBEE I
B2 B A 3R0 70 7o Tz, BRIRAIC “RIBRIER” (ZHEH 372 2 & 1E, RIS OB AR O FEEFENED )2 KT
T OB NIRRT &eD, £72PSLIT “FHEMAFNE (CHREIRM A 55 S 2 ATeerEn & 0 | JEf| Z & o PSL @
B G- EA T 5 2 & T, =Y — NNOBREAL B A EWIM 2 FHE T& 5, ARBE I8 ET 5 2 & TR
B PRI G0 NGEZ [EHRET 2 Z ENATREL 700 . 2O Z L IXEFEREOERICBWTCHEETH D,

O-52 HEEHOTFIF



O-53  HE—FaTIEIRBEDETARL A

OFEAR HER Y, AR e, B BEZD, & &322, A% B2, gk 2 Wil w2,
SIE e
VKL A 5 X R BRERE, P Fodkil BT RS BERE, P Rl A D SVEE ANER
Y R0k LRSI ERR S AR
KL S O 5 B, BURIC IS8 HBBRE S 72\, 2E1% 2 o A IRFCHRRE SR SRS HEL L, RIS TEYuE

i & LIRS bIERT 5720, 3 o ARHSUBLR R - /NER 2572 Uz, FERHCHUERROTHIEMAIEE, 2K -
PRI « (RERIC—HEAE, &R & CF O IREMERBE S HTE L, BV o 7o, O REkgS & IFEEE LA 23890, #t
CMV-IgM FUADHETEH 7228, PUREURNIEIECTH 72, KB ORREMIMRE CIXER 2R - K TR HIEIC
I TR 72 RIEHINROIRE 258D 723, MAERDBIT72h o072, PGEl AL L D a2 L. HLCMV Filkd
JEFNZ 1gG (2 AA v F LIS, Z D% G RIBIFRHIREN - FUmEREE S « IR LA 2> TR E RV IEL C0D, 1
L O A & R AL B, D-dimer R 258607205, ZORITEE(L L TV, 2, FBEAOHEHICEHET-/MIX
AT B A FRARIZ Ko TERITGECONTERR9 228, FRRITNZ TRV, 2V E THIRR, R8s &
ROV, R MR & I EREST2ER E R<HIK NTE -2 R L TE WD, F7-0H58 CT I THREE /208 b AR
BARAL BT, LLEOFTR S EERBGE L 0 | TPk - PEAPEREREOZBEEMERIZ I\ T 8 4 6 THH A7 7 e bl
LW E Nz, I 5T, MIEFIOMATIC CAIRR L7 BB a1 ARICOW TR L & 2 A, REFNZ B IR—&s AR
ZARETROI, FIE - FERERRRL. T8 T S0 VeI E B EE) & U CHER 14 A E R R ERRL R g
BEOHME, YR CHEFN 25 AR LIRS ERI R RRBIRA L O PEART & 2358 L= BT, AR CHIERR Iz ©
FIE L, SSREOREEIMERIBRR BB 2 V2 | WREBICEH - FAHLE Lis B O08 & Ffia (5 & <Hi<
AL T FRBEAS 5 232 72 2 R 7R HRE T 5, AHVRFE CRACEEVE & SALHG ITIRE L, M0 IRRIE & #8179
B0 - THEEE BN & 328 LSS EIEVERERE A CRERB E B 2, [FERERARY L0 ) BEEL HIE X
IWTWD, ARBEORDIRFRINGIEE 2, Z ZITHfET D,

O-54  EEPRMIIC CINCA fiEf&E% (chronic infantile neurologic cutaneous articular syndrome) EE28U.
MEBERESHUIE 25 HD 1 ZHEERI
ORIl ZZw], i ez, = OPRE, Brss flith, A5 Fnel, ATE w6l B 222, AR HT
W FE WA R I\ E. PN FER. PR 25
TR R e NER

CINCA JEfERE (chronic infantile neurologic cutaneous articular syndrome) (72, FHEAHFRIEIR, BIEMEZ =& 35,
NALP3 i BEIc k2 U T RIFEIFENALPS o 7 T~ Y —LDFEM L L interleukin-1 8 (IL-1 8) ORIPEADNR
REDTHST & ST, Bk E U CHAEN - SLITHI DEERRISER ORI, BIEIA - BIEIIE, FRCEE K, 18
PEREBGMERENL « 5 o MFLIH - BEMEERE L & O PR SRD B D, TRICE L T, BRI, AEFE
FTIZ 20 %DIEGISFEL L, FIEEIERYYE, MER, 7 IvA R— A0ER & 72D, Fox IXEERAIC CINCA JEWERE &
P L, AR EADELT2 25 FIERI 2R L1z,

FEGINE 25 i etk JEPEEMNC S EITZRD TRV, 7 Al X 0 RIBRA A R L SRRSO RIS A HEL LT, 2% & 0 il
JEREEIRASHEL L, 6 RS T IIEREEN O rIEHIIR O 7= OMIEARRIRE L 72> CTD, 13 LV HIBZ AR L, 14 sk
0 WS PR O 7= ORESR 2 L T %, 25 RCIXBEIEEO = ol SN -BENRH 5, S ORI,
HRFTRLE LT, SRBERRS - MRS MEEETE - BIEIER S BERAUIZ CINCA JEERELE 2 L=, $LIL-18E/ /1
— PR (IL1- B MoAb) DIRERD 7= UEHI AL & 2r o7, ABike ERfmEICAAA7E (FF 140/90, /£ 120/80) %72
B, BEEBROMIIIRE CTH o7z, BROEFEEZFZDLZ EMRH Y, ROFIRBRZREIT 72, FER, IEEREIRSE
FRL 0 FECTAKIL, SoME L, IEVEEINR, EASRIREINR, FABFIREIRIC A OkZE - BREEOIE 2580, KEHK
L OMEERRE DM S & 5oWr UT=, mFEICHRZE L= IS X DT EE ~ DM R0 s O—BIK & 5 % 7=, /NAEsRE
HFHEE « ORISR - BIFIRPIEN R IR D b, & ORRASI % L COVEHIIEIE « 27 > MEERIXTH . T
IL1-MoAb VB Zfi#fe Lkt 2 QS 7t & Uiz, TRIEBHAG 6 0 A 23508 L, BRI L T\ %, CINCA JEEREC
BT, MEREFZEIGEA L2 TEFER S 720, CINCA JEBEREO EHIEHEETT O L CAEFINSEBIRD L%

> THREEAT 9,



O-55  HBRICHIFS CAPS O 9 FER

OF BV, By 20, sgih HE7 D, mhs 2D, K Bog D, ] B, mRl 2ET D A Ba Y,
PR B, o Y, REm Y

DRSS NERL, P BERTERRE Z E b2 —, Y EERSE JNER

Y EFERSTNRER Y X — YT - 7 LV —F

7 VA CBREEEWEEGERE (CAPS) 137 VAR Y v & a— T 5 —F AR CIAS] Efs T BEICRRT 3 A
RIBRBOMICh D, CAPS SEFICITEHIMTEN, RISHRES, BIFER, MM, Frikss, B+
A IRHILIRRICERD 5, CAPS 12X VE ThES E%K HIVCUW = FIRMZER B CEREBERE, Muckle-Wells SiEBERE

(MWS) 72 5 ONTEMEFLE AR R ERIEIAEWERE (CINCA JEERE) (NOMID) W& E b, ZH b 3 AL, —i&%IC
BER EOEREEN TR/ D & SITNDY, FIRE, FRZ MWS & CINCA JEBEREDRRRIZ2 3 BIEA S5 Cldavy, 4Pt
Z2H D CAPS JEBIOEFRAT R ZMET L. MWS & CINCA JEfERE _Ob\fttiﬁﬁﬁ%ﬁoto KIBIEBNL 9 B (5B 6 i,
3 T, FMIT 28 WA~ (PR 104 B H) Thoto, BRZHNE CINCA SEMREAS 5 61, Muclkle-Wells
SEWEREDS 4 5l T o7, CIASI BIn DAL 9 B 8 HllZFRH, 1 FlIEEGAIEIR &L, F2i5., EIfiFTH) £V CAPS
LW SICN D, FERENIE MWS 232 13 - A (Bl 7~3 %) TH Y. CINCA SEMERETIEF 1.8 » H (Bl 1
~6 7 H) Thotz, FE\ - 95 - SERITSIERNCERD . HMIEIL 1 FlORIZRO Tz, HARE - BIEER - ST A
IZMWS & CINCA JEERE CAERZ RO -T2, —H, X BT RS (E%Eﬁ#ﬁ@ﬁ {b) EHEJHET (ABR & L <I34d
TR AT | ARARRRELE, GRARPRILIEAIE) 12 MWS T 4 410 2 61 (50%) 12388, CINCA JSEfERETIL 5 i 4 1§J (80%)
& MWS % CINCA JEMEREZ HE A~ TR RIS R & 8172 & ONTHAEIR S D 72 b O OBRREZRZE R I3 e & o i lbh
=y ATED 9 SEFI ORI CTlE, MWS & CINCA JEMREDRFEARN 72 KB IREE - iz,

O-56  NLRP3EEF/\UFPVE 5 EFOYA A1 TOT7AIUZDNT

OKRTE FHiL D, A Hoe D, S Y, gk F—m 0, AR 2D ARE —EY &7 Sk,
ik HEY . T s
VISR KR BESRAFZERE /NIRRT, ¥ IR B IEINRTE R

[l U ®Iz] FEiEVE 29 5 B CRIEMHEGEREOFIAEA 7 & LT NLRP3 231 541 CV 5, NLRP3 Bfn ORIz X
07 T4 A ) BREEEYEGRE (CAPS) CRRFRSINLD, FHEMERS H CRIEIEMRRE (FCAS). Muckle-Wells JE(%
. (MWS) ., CINCA JEfERED 3 pifila 95, SR, SWMOBRE K OSELIER A 2T 02888k Uiz, [Es] 1,
2] £ 4 p A&, B, VIR f“bﬁfﬁﬂjﬁo 34 :ﬁz@x%mﬁ,ﬂ;ﬁb SIREEDIEIRZZ L TRY, WHED
NLRP3 #5712 Y563N AR FIE S, FCAS L2, UEf] 3] 14 B E, FLIRHIFRIEOSMERE RS 2 5 0F L
72 MCTD & LTI X410 CV 72, NLRP3 #5112 E688K G809S ZFAFIE é;h CINCA JEfEft & 2 sz, [iEf] 4]
52 pktett, SER 3 DRk, BIETY U~F LB SRS LT, 30 BRED HEI THEORGE M H Y . N TINHAE
Mfi&521F T %, NLRP3 #5112 E688K ZHMNFIE XN MWS L2t Sz, DER] 5] 4 st 2 8Ll i< Fr
TSI L A, R OEINHRIERREEMISZ 372 1, NLRP3 #5112 E378K ZARNNFIE S 7z, RF [k, &5
HEfuRiIt shpv, [5iE] B2 S IEGIOMIEYA oA o ROHEIMER) SO A kI A FEA% ELISA {5 Tl
7E, HEK293 HfEIZ ASC & BpAR I OV B NLRP3 % @B S, NF- « BIEMEZHIE, [#5H] YS63N, E688K
5 IR B T o 7, Il IL-18 il CAPS O EJEEIZIG U T ERAA -, it@fﬁfﬂf % PBMCs D
IS C IL-1 B FEZEDSHIIN L TN A 2N, BYERERT TIXZ OBRIIERD S, —77 LPS Flild 5\ HEEREE T IL-1
BREAITEIISRE SN D, [BEE] 25 NLRP3 OFHISEERIC L D NF- k B IEHEBRIIZWHEE D= OICEE TH H, F
72 M3 TL-18 JHI7E<° LPS RN M OMKIRES 2 T COEFE PBMCs 70 H D IL-1 B FEA B ORI CAPS OEYER & X415 FCAS

WA ) —= A E B,



O-57  Muckle-Wells fE{&EE¥D1BEFHI

Ol 77, /ik HoE?, el 6R1 0, TR sk, BT £, /b 2, TIE G
" HBRAEL S AE R, ¥ RN N

Muckle-Wells JEfEHE (Muckle-Wells syndrome: MWS) 1%, £ > 7 7~ YV — ARGy 170 E D FEIZ I 5T IL-1beta PEAE
IRENTUET 5 HORIERE TH D, FRRFTRR I DANE L 2 L. IL-1beta FRESIBR AT o THES A ET D, JE
B 13 5%, BT 3 DEBMUEERREOZWNC L > CTRER T N7 = VORI AIT> T e, Bk 1645 A (8
IRE) . FEEN, EERIEAN, CRP mAED 7 OITED & YRR ST, AR CRAED R IR E T & 3% & 7 C
VN, SRR 17 AR A BRI A B 2 T DSEIEAMVEHIIC BV 70 < L D% b A BRI ORERR & RS RE 2 A Sz h3, Kkt
FEREIZ L > T 34 H TR LT, BIFEROHBIRHZIIMEANE RO 5 Z L3 o 7o, £ IRIEBIXRAFC, BEk%E LT
Too PR 212 A BHAMEERS, B, RRERREE, @S OB HE, Bk, Eio, IR ZRDI-Z LD, MWS
ZEeoTm, ML, WBC 13,550/ 1 1 Seg 82% Band 0% CRP 4.7 mg/dl SAA 407 1 g/ml ESR 68mm/h 92mm/2h IgG 2,406
mg/dl IgD 19.4 mg/dl, M IL-1beta DA E 7R LRI/ 2o 7208, IEF 2 hu— W2k L, BAER IL-1beta pEAEITTUHE,
TNF-alpha PEAEIFMX T LTV, FEIBELOREARMTIL, SRR3R T H A~ BRIZIEAY B N> 72, BIEHIB LT
WA BEEIEF. CIASI & NALPI2 ([ZI3ZERITH SN2 -T2, Vb D MWS &I L7-, 2010 4E2 A, SEIVEA
WY FREBIFZEAEMOTNRNZ b, IL-1beta 55T F3 2T Ol H T EABlG LTz, #5-BRBGER A T,
FRBITHE L, TORIIFIEFTROLBE LT, FROX Y v F T v TIRHLIVTN D, MWS TR CIE, HEHOK
HREMER, SEREOMELE L DD, MWS TiE, IL-1beta ERNEL 5720, FHIRIHAEEIFE & Bbhiz,

O-58 FHIRDEBELCFEREERDIC Muckle-Wells FEIRE¥D 12 w3261

A FR R 4 OB th=B. Z&RE BER, P RE. B S TR EML 0 B
THERFRF T R /NDRRESE:

12 1% 5B V2D Muckle-Wells SEEREDHHUEN & 22H LT-,

FEGN T RBZAOIEEDT-DIT, TEERFEFLIMERGY N (4R & =is Uiz, BYYE, BHEEZ 5028
FER CIIIRRFRAN R SIEEIRSOFT DA Th v | 728 ChUf7e ERBEIROMER bR CRIMA i E CE 2h ot &2
TAREHTIZH % b OOFHWETEOIFRIED & 0 | ARG 1gD @i b B ORGSR B A5V, MVK, MEFV, CIAS]

(NLRP3). TNFRSFIA ® 4 &5 IOV GEIG - E 8 27~ 77,
B TRREOFER, cryopyrin-associated periodic syndrome  (CAPS) DJFK T 5 CIAS #5112 R155H O~T v O
TIEENTD ST, FHREETZRD SN0 7225, CIAS] G FERDOIEEN D, DIVOIUIAER]Z CAPS D—>
T % Muckle-Wells JE[FRE & % 2 T 5,
AJEBIT oMo 7o EFLO CIAS] RISSH OB A RIZOWT, ZOEROTNIT v E T Sz CAPS SEFI DI
LA ETERENRD LN TS exon3 ETIEH 7208, b2 & BIMEDZLUINACHT KA A L OHPTIERn -7, 5T
Z OB FERIL, ZHE TOE Z 4 NCBIAbSNP <° INFEVERS (2 68465372 < FrlO@In AR L EX bhiz,
AIEFITIEL, 4D & A Muckle-Wells JEERED 3 80D 5 HEEEIS LU T I v A F— A28 TWRWDS, S1RI1ER
TROEOEBIE 25 270 ) LA, Anakinra &3 UH &35 P10 IL-1 FREOEAZ MG L22T IS B2,



O-59 NNRUDIRFHEEHTOY VIRA T 7S RFEHER  O/NREISHLADEE

O Hese, MW 21
HAVNEY U~ FEo g R R B, MIRTISIRT: B NER

U aRAT 7 2 NEEEE (BUF, IVCY) 1, BHEMH N Y <= TEREICRH LT, AT A RELIES, HDH
IEEVENT AR L LT, BAlDDIWEIAT BA RELDOHH TAITHD Z LDRIBIITETZ, 1965 4 KA
YOI, M TR OO, AR MEE R (R 7 o —BiEEHR A ) SE b ET) MR L & BICES A TS LTV D,
AFRO/NRY 7~ FHEREIZBO CEIGEBUSDNE e S OlE, SLE, 8E, S TEME RIS L OME R Z 1 5 etk Y
U~ TR RS, IRGIER GRRRR) ORENNRISIEGRE, AEEE2 ek, TMBENZRNE R ED
MERIEGRECH D EEZ, TET U AEE LT,

FTo. BEMEZOWT OO L i U CTER TR Y . AR CITEHAMEORFE Y ¥~ FHRBICSHICEH S
TWD Z ERHBMNIIR Tz, ARIOIERBT ) LT, BIWER O 207 < 22| KIEOWIMSSCEIC bEtEiS 1
TS EDINETIIZeET a7 4 —UIRA LR E B 2 BT D, B b o & LT, Bl SR,
Wis, BB, EMER - /e, i, 7 LA —RINERRE SN D, iz, e B b ol LT,
AEHRARAOREL MRS O B STV D, BRI L TR, @R O ZEIZ A 25 3h L < 1E 31
LA FOZMETIZY A7 MR &G ST 5,

fme LT, RBOEEML . 10 BOVREISENZ2NWZ LD, VAT « X7 ¢ v bEMRE L BT, BEOICE
OEEIRD TRV EB 2 BTz, WEEZER L, BB NSRRGSR Cgta L Q=2 nafiR, /NE
BT DEIERZ XD Z E N TE T, ST HEEITIE, /N ERADYIY 3 IXREE R & DA% < | /NRD I % %5
& U7 ER I B TIRELEFE < FIREMEDS BV, INRDBH T/ G TR ADBEIMEREIT O Z &3, BAEIZE
AT B O ERRBR O E /R IRIRICKEETH 5, BUE, AARY 7<= FERTB O THRAIBW T H LB MREM T
NTEY, /N - FRATE TOREHFSC L AR Z BIE L T)5,

O-60 ZEEICEENTEET DEF IR MEREA VA) BEENRELICE AL TNFoE/ 703
AT 5 AT DB HEERREER

OAN Bz W BiE @Y BRI 516>, B8R 520, G B, 74U A~7 JIAstudy Group”
VORRIETINIR: BEAEES /NERE, P BEVLER RS R N

D MR ERHERIRT: KPR HR O HIIERE B - U v~ FINEE,

YR D BRURRL, Y 74 ) A~ JIA study Group

[BM] ZBIEICTREMEEZ A9 2 BANTIA BEICBIT 27 2V A~ T WERE TSRO, 228N OSSR
R L. WORA JIA BB OFER & OFEIMEZ G L7z, [%75:] NSAIDs X O MTX FOBEAERFEZ B 278> Th, JHlR
BAEEL S » ATLL b, 23D - MEhEENR 2 £ 5 B HIRRBIEEL 3 » ITLA EOTRENMERIE 2 A3 5 4 UL B 17 LU
D JIA BE [ HIE] NERA~OBGK%, (KH 30kg RMOBE LT XV L~ T % 20mg, {KHE 30kg L EOBFIIT ¥
U h~7% 40mg, BRE TR TG L7z, #5506 14 B E Crignl & FE—FE5EE U, 8584 16 LT, 16 HEO
24 FALIRE 12 B CIE T HIREIG U TIRGRAIE LT, TRBREIRI T, MTX LIgke> DMARDs OOFHIIZEIE L L,
MTX, NSAIDs ¥ MEHEDRIERE AT v A RIZOWTCIEEGBMA 16 M E TldHEE—E & Uiz, A2 EOFHmT JIA
core set TITV, FEEHHIEH T, 5 16 3 H D ACRPedi30 fULR & Li-, [FEHR] 25 BI2SHA L S, MBI 20
B, Y S BT, I 13.0 mk. MBI 4.7 - Ch o 7o, IREITFEE) 39.5kg Th D . 30kg AlifiAs 8 i, 30kg
PLER 1T BT o7, MTX DFHOAMEZ, DERE1 20 B, FEOFRBGIN 5 I Ch o7z, #4516 HERFD ACRPedi30 i
X, MTX OFRBIAS 90.0%, MTX FEOFRB 100%, &5F 92.0%TH Y . KA JTA BFEZxtg b Uizaliis il & K&
IR otz 524 BE TCOLRAERGUIFYYET, TOWNRY ESIFEE, FROERGE. HBRETHH ., BCEA
DGR L L L TV, IIEH T Z U L~ T7IRED b7 Z7EIE, FCKAZBWTE LN IZEOFFHNTH Y | H17 %V A
~ T HURGIERIZ 16.0% TH Y | BKAICBIT 2 p6E L RfRE Ch o7, [fEm] 74 Y A~ 7 20mg X% 40mg [RiE & 5-
IE, BARNJIA BFIZRIT 2R EIEEMEOIMEICAZI CTH Y ZRMEICRIEEN 72 < Fiz, THHIEFRCKA A BE Ok
BMEEPILTREY, BAANIA BHICH L CTARATH- T,



0-61  HRYICHITZ/INEHISHES SR ORI SRR ROME

Ofgits Hev-. BP A R B, KR #O%, B 2R =Rl SEF. S B, ME 71
BRI R /AR

AEMREIE  (SSc)  1X. B LA TR E U, SO L2 R E 35 B CRREA T, RO Tk
THERRWE &5, NIHPIEFITREE D 10 %R & s SN TRV IEFICEN T, BRI IBR AR
Ech s,

1990 AF72 5 2009 F-F TORNC, YR 2= L7/ NEHPRE SSc B 9 A (B 4, % 5) OERRIELR, BT, 1ER
J O ARG LT, 1B RIL, total skinscore  (TSS) & ZFDMDEGARAER X VMG L7z, FHIFIEFENT 10.6 F (6
—16 F) THY, BWrETICELWRIZTEE 96 hH (1—24 » H) Eote, HFERIE. LA 7 —HI50 56 % 9
ANFSN) Ebe<, MIREN 4% O A4 N, FHEOFEZFEIIVEEDN 33% O AH3 AN) 7Zofz, Z0ffh
DIER E LT, BEmALEE, OGRS, M, B, RERCD, Ve R, 7hiE, BEEE. Bai
NG o T, RO LV IBEHEER RO - 72D1L 9 AT 6 AT, 0 9 HAEKREREEN 3 A, FiO ML
b, W@, FAERRE 22 2 N7z, | NCEFTY v~F 2500, 1 A ABHRRFICISRE LTz, bzt
KIZ 9 A 8 ATtz r L (1:320—1:10240) . $1 Scl-70 Hif&ix 9 A 5 NIZEEET, $i Scl-70 HUABERI D 5 H
NITTERS BIEROUEER IR DAV > T TRIEIT. AT 1A R, FyshibHl, mAEASHuRe ) ME ~ O FERE G
CCEREINZD, = RV ooV REESE | HFRIEIT L7ERI T, 5 AR TIZ TSS OELA A &, IgeshsdE 2 m
L7z 6 AN 3 NITHEE EORFEFT RO EE 2 b b,
L Aot iR, BB EAYEGEIHEI T LTI S )b B PIREFNITEBL S I, JIED S EMIRIREIMG E Tl 24F
U7, ANEHAFE SSc i3, A E L L TR B E STV AR, 20X 5 ERETHICR L, =2 REH o0
AR X0 BN ERIE T35 2 & T, Bone ki & T8 LRSI Lo EE S ADL 1A EA 72 53 RTREME
TR ST,

0-62 NEEAFEAEH Y FOAT HUARG MR ED2AER]
OfE Her]
H RIS ILAS e /NS A DB

U OINRIBEIETREEIX, BAFEREIEICH U CIFFITD 720, SBEUE CTH LD H CHURITIE, HLRRA V2
F—EIHUR HiScl-70 HufR) ity hrATHUR (LT, ACA) 2355703, /NRIZIBWTHL MARA Y A 7 —E THik
BB DY, ACA BEMEGNF/2< FiCdh D, 4lal, ACA BEMBRETIED 2 SEFI 2B L7-D T, BT a2 SR L
T, TORIZOWTHRET 5, FHESIERBREIE  (SSc) 1X ACR FEFRAEIZ LV | diffuse cutaneous SSc & limited
cutaneous SSc ™ 2 KA} iLeRoy EC HLORMEIZ L TR Z A o7e, FEFI1 145, o1 BARER FBEAK(L, Faumil
(WIE, B YRE) . 22Wnd diffused cutaneous SSc, P Scl-70 HLARREME, ACA Bt . UI-RNP 5Pt CK, 7/ K7 —

BIIHAERIPIN, HT Sm #{ZI:BE M, MCTD IIEENTH D, FER 2 13 k. 2 f. EEARER (Raynaud B, fRdmid b
e, BMMEYLE), 2Z2Wnd limited cutaneous SSc C Sjogren AEMEHE & B MEFUIRIRIEAOM5L, HT Scl-70 Fififatt:, ACA B
P, SSA/Ro B, HUHRIRPUAIGIE,  BEVNEHTEY b a XA THARGIEREEI IR CH Y . FHl7ERHRAEIR ORI X
720N, JER 1 1% ACA B +$T U1-RNP HUARHED SSc, CREST JEMERAC —ET L7V, JER 2 1% ACA FHHELIZM oD
H CHUAD D limited cutaneous SSc., Sjogren JEMEHE, BIEFRIBR A CH D, JERI 11X, 4%, KRS &b
|2 CREST JEMEREICRA T3 5 AlREMEIE S 5 23, ACA Biths 3" L b CREST JEMREAZ BT 5 L O TR, ZTHET,
HADN GBI ACA B OWE X e - 73, A2 BIOWENTE Tz, 241& 6, ACA BEMEEIND SSc Tliie <, Bk
DOHCHUENEIETH T,



O-63  HIRIERIHEERUIHRIRRRIEDIHI

OWJIN By, FNI %L, ful TE- e g, 00 B L FIA, ok it KR ',
K &Y
NERARERE /NER

BRRIREE  (linear scleroderma/morphea) 1%, FRIGPEFREEIZE £508, WA NIV HPNTRE AT L, BY
HOJRHFHE, ORI 2K 2 bbb, Al Fexld, W50 O RRESUSHFETET D RRRIRBTIE 21885k L 72
OTHET D, BIIE, 6 A, Wk 21 4F 1 A X0 A FHEOMR, Bz ire%is, vy N7 UE
B THOZENM & e UERBIZE S D, MRS THUEHUA 640 15, U 7~ FIRIFBEMECRIE 4 AISYRREI N & 70 D,
FEIR LR BT, tORER JOBIEAT R L0 ST, Z OO B CHUA S Rtk CRRBIESREE 2 51 L EEs2
BT 5. FAES A DREIMER, 22 XRBERIMANZ R EREE L OER Z 588, 8 A A X NV 74 —BOWNIRE Bth, %
D% AR SICFEREOZEAHEL L, 10 AR REERE R T, JREECITY > BRER OYRE AR, B OB
JRRHEDRAL - 1L, KRG BESDOZEN 278, Tt ClIR R AEEESIZ 1gM B ERaYs X OSBRRIC C3 BtEwE
TR, MRIRTREIE & Bk Lo, 8 HEEMN BRSO & & 612 FDP-D B+ 5, 11 Hb AT a4 RO
P& D728, PSL3mg/H O/ B 5 CROEBIE 2 Bllh, T D%, KISREDHEITIIEBLEE . B LO0E LM<
IRoT=FG% 5 %, 12 ADG PSL OJiE A, 1 AFAIC Img/H £ TREE L2 & 2 AT, BORERAEDER (o
TR OIREEARZ L) 23805, 1| A TN, B 3mg/ H CROEEIZL L3543, FDP-D IIEMELEd", ALD 72 &%
W FRARROD K DD, B, RAEEROREICR L, PSL 1~2mg/H, MTX 7.5mg/H. A /L7 7 % —F 200mg/
H CROBBIZ AT T D, IS CT. KL-6, BIRATRAECIA B2V BE 13580 BV TR, BRI IRk 2 [T
LTRY, MBESOEMAEZED L5122 TCnd, SHBOIBRICE L, JHIRTEX 720,

O-64  REMELEMIICLERVSAEZUICIRBMEERAEDS]

Ofspk £V, fabk Bfa D M B D, K& BB, M A0, BRE s D) Rl AT
Y BLERANBE R Y IR ERRY: Sk - ) o~ TINE

[IZU®IC] SEF & TS A2 DD A% 2 LT BRBIMETREIED 1 Fl28R L= Tl 5, DEF] 11
% 6 7 A B, B - FHRICRRLT 5 2 &1, 105% 10 7 A X Y 22 ERC R R LASHIERL, i (/A -
TRICIER UTcToth, 11 5% 3 7 ARRC R AR A T T L7z, BB A IR U 7 B RO BRRRHE DI A3 72
DAL, BRGSO BT RARREEE 0O/ PRI O A s 8 PR I D RIEAIaIZE A A bz, BLEX Y | BRI
PEIREZIE (BRIRTRESE) &M S UBHEI 2 & e oTe, gy, /i B - ZEAARH BRI LM A BHE L, £ F
FE IR AL PRI & 22 R BEERZ 23T THRARICONA 3 B BRI LN — 8 L CAEIC O D AN DIz, S AR
VR URBRDR OFEARZ > Tz, F7o, BIERICHED & B 2 b A LA OMIRERE & /2 FEOZE 2007, i
WA « 1gG 1559, IgA 161, 1gM 195, CRP0.0, ESR 7/1 hr, RF 72.0, RAPA X640, ANA X80 (homogenous, speckled) ,
P ssDNA PR 216, HUdsDNA Hifk <10, HTSm Uik fath, HTRNP FUk ik, Hi hRA Y 2 7 —Bhik B bt
Y haATHUR <50, A7 uA ROWAR (PSL 10 mg/H) EANVHZERLG L& 2 A, 2 BEE®%RICIIER - Eikombrk:
S, T2 TIDOONS ATIHR Uz, £ TIROBE WA s L, BOMEREE S IHA L7Z, PSLEE ¢ mg/H) (2
VN, PSR OOS ADHEL LTz, MTX JEFIC L VBB L, PSL A0 - I35 Z L3 T& 7z, [BE£] Afiico
OB ADOE PRI LT LTz Z 12 K A REOIERBEENIFIK &5 2 bz, FHIOREIN A LY RERAEDT
HUGEDHIFF CE D720 RHR2HT - VRN EHE L bz,



0-65 IrI—YJLVIEHREESHUICEBMEEEED 1 BRHI

Ottty ez . VI sk 2 BrfE) wl?
VR T NERL P AREI: B N

[#=5]

PEMIREE (Systemic Sclerosis: SSc) 1%, /NETIFAEIMRVEERTH S, A TIINEY 7~FHEEDK 1% &
ENTW5. AEl, 3EL EORE TN E 7o = —7 L UJERE (Sjogren syndrome: SjS) &4 L7 SSc @ 13 7%
BIAGI &R L 72D THET 5.

[iEfl]

13 L. 2006 45 1 H A —ZI T T=BRICHUE IR L7z, 2O X W TH5IZ Raynaud B4 2788, 2008 4L Y F84C
EROTEISZ AE LTz, 2009 4 X 0 T, PO LEZ/RL, & B TYRZEI Sz, W12, Raynaud 3182, 45 -
THORSGHE L, FRICTOTRERYE, TR MR Z 7RO, MR skkiE, WBCS5,500/ul (U2 73ER 1,414/ 1),
CRP 0.04 mg/dl, IgG/A/M 2,526/373/88 mg/dl, CH50 25 /ml, C3/C4 88/15 mg/dl, HUEZHUIA 640 fi5 BEESTE, 10#37), HT ds-DNA
IgG HifE <101U/Mml, #UScl-70 Fifk (+), Hikr brAT7HK (=), FIRNPHUE (£), HLSS-AHUE (+), HSS-B
ik (=), PR3-ANCA (—), KL-6571 U/ml T, RIRCITEA (+) &b, 7T AV BV U~ F WO TIHENE,
JEAE GBI OFWIHAE 2003 DWT LB THZ L, SSc EWi LT, F7o, BRI KT A 7 A 2388, PUSS-A HUiAGE, v—
ARV NI LO N~ — B, DR/ NIRRT L0 SjS OAOFE 2 Lz, (LER, R SRR 5>
IRBEATROT, WS CT ATl WA O OREIRFE 2380 7. PRI Y, BB CIRERK, BEIZ S
7RI ERDT, BRI PRI BFRHEORAE - 258072, 5-HT2 BREIKONRBIAAH, Raynaud Bi5:, FZf§
b, RSO ISGE LT,

[#t35]

SSc /NI <, B, RIFRICEE L TER Z LIS Ha2 it 2 B 5 L B2 b, AEGIOBZE, BRI
EZL, ®ET5.

0-66 RBUEREFEREBHROEFEAMHCSVIEYNBEMTH oI 13 ML 2H

O [E8'2, =il 15167, A8 Solit?, fir e
VORI, 2 AT

UEBI] 13 w2, BEERT O USRS 0 . K 20 4 4 AEN LA IO ZIE 5 ENHEL. 6 HENDEmIC
FBEG HBL U7, 9 HREIEIR COMRSZ 2, BARN S 0 MRE 21T -7- & 2 A CK BEIIC EF- L TR 0 AR
HEZABE L7e, ABTRE, BEMEIZEIEABEN Y . EEMANCEEZ L S R 3mm RO/NEEREAE L T, HT
AHETH 1228, WAL O KT & AR 5 Y Gower BIENETH - 7=, MIFHRAE TR D
B72 B5. MRI R CHIHDCBRETHS 2 ORI RN 8 0 R &k L2 LT, BERIO- AT 1A R/ur
APREBIR L, 2 7 — Uil T LTDRAT T, 773 27 7 2 R2VLVARE (LLFIVCY) {7 L=, IVCY
DB LRGSR e OWhE MR O EF3dGE, A7 uA RRIBLOA Y FLdt—b (CUF MTX) (CCEMHERZ1T
WM B IVCY 6T L7= L2cL, IVCY 28 1 [E/1month 725 1 [E/2month (272 - 728> 5 i FMEEE AR A L7-,
IVCY D27 — /A& Tk bIEMREE D EANRE L. AT aA RoVVREEEE | 7 —/Uief T, fhENERESR I T GE N &
Tpotn, TITC, BEMEAMEFOOAT oA FAIOHEEE MTX 22V U EY (LUF MZR) ZBhi%G-L, fplsiRs
RITEF L, ZOBAT vA NARET 2 bR BRI CTh D, [BL] REMHRDIGFITIAT v A RilZ I
Tebh T, L, BANZTHORBIEMESND & 1R S R4 DG ifiF A M S5 2SFIWER O s CRiE
WEL D, AEGITTIXIVCY (ZWEREHEE L TED LN AT oA RAIE MTX ClIEARHERIREE TR, A7 1A Al
HE & MZR BN GAZ LD FFOEMEEANN TE T, 0% BDEAT B A RAI MTX, MZR IZ CHEMEHERF ST 5,
MZR (FEWERAV D722 AT v A REIOHHB & U CTRiA OFRBIZHEH ST\ 5, IHFER G HEO TRIC X ) SFERET
HREBFTTEY , BHEEEEMRICBO T HELZRGTTREIHID 1 > ThHLHEIRBE SN,



0-67 =VUEYVIOUVREERICY 1~ L VEEENRIEUCEFEREAAAERD 1 flOaEEE

O/ s 20 =k KRR Y #efr moe D, Bl 352Y . J1IEp 85, Brfe my Y
VAR ANERE Y ﬂ‘%EJi FAEbE ANRRL Y BRI & ARATRRE NERE

[IZ U OIZ] RPN CTHEMBE AR 2 1L LT R SRR OIS = — 7 L AR 2 FE L7
Bl EEE LT, TOH%E HIZ 2 EMOD IV B L VL AREIC L AT ORSE 2 WG 5, DEGI] 13 ki, 1
% 11 AR, BHEREEE R L, 7 DAORGE T~V A he—7%%, 2 b il 8 REH RIS 72T R A2 2 L
Too WEMERER O LAAFRO ., B, AR, EROFER AT @RGSR Sz, 7 rARY VHIRT
WEL\WIﬁH®ﬁﬁfﬁﬁﬁlth%@ﬁlifﬁ%b\XTD4Fﬂw2%%ﬁbﬁﬁ%§ALk0%1$¥T
AT aA FIRE I L7223, 20tk 3 A% &0 K FICIEE S 220 - 72250 R FREOFSAEASHER L, B4R
JE IR OFEE LRI LTz, 3 AT DRGEREIE L7208, JEROWEICZ LS VU B UV RRER B LTz, D
%, SRR U R efal Cd o e S FEERER O IEFALITERD e o 1o, 1R 1ETY v~F K10 E5H- L i
IgG EO_EFANH LI, TRFEEN 2 = THLSS-A JUARGE L 2o T2 2 N D v = — 7 UV UEEREORIEN SEbivie, D
% S B 2 FFMORGE TH TR Tl apple tree sign #5820 7203, FERIEROHBUTI R OGN0 -7, AREERITE
FRIEK 3 ETIERAL LTz, I 1gG IR FHEAI 27807225, U v~FRFOmfi, HiSS-A HUikBki 3 L=,
(B8] 2V eIy =— 7 VUEERRCIIRN B D TGN B D, Lo UAIEIIRIERTY D OIERHKGEZ b
DO BT PUSS-A BB L L, EOHRHE LT-, ANED XL 972y =— 7 L IAEBERHIE VU B GIIHEIT
T B2 bz, — T, IBERHRIEROHEBLZRO T, MEMHEEREOIEF LA A LN LIk, BIREREL
ORFNTEE LD, VU BB GITEFIER SR DO EMR L HEFAIIFITh D E 2 bz, [#5EE] IV Y euox
JVAFRRIIAIED X 9 703 = — 7 L UAEBEREORIE 2T 5 Z L IXREECTH 503, R ERR OB AR5 2
LRAERETH D LE X BT,

0-68 G/ OTUYRERELESVOTAZAT7IR)I UV AEEOHANRINUICREETER B D
1 40'R 6

O HHE, Hf BT, BN F—8, &7 —m
BIPEEE BRI [ /AR

(IxUIZ] I, FFEERENZ% CAT IDM) IZ810 5, ZAINFARIEIC X AR HE S s, lE HIT
AT A FEHUET, BEMAiRK CATIP) Z2&80FL72 IDM IS L, s n 7 ) o KiEEE LT IVIG) +3 7 n >
F A7 7 2 KUV A (LUF CPA-pulse) JEZNT L, FN LI-OTHET S, EHI] 5oL, ABE2 » AR il
M EARBS TS AN HEBL, FoRM% I XmAREE - 28500 DRI Lz, ABE 10 HRTEN D, HEWMHIEL L, A&
FBRARTELIBSL D 1Theotz, EEZZ L, FEOMGINET & FRBilEE O EA-2 R S SBU S iz,
ABERFOIRIRIT 37.6°C, MHRJEFE, ZRT~AIIE0, Wi - ISR AORIZEBO T, STITEMENE CREBEE T, FEB:
FRIIRRETH ~ 72, Gowers™ sign [ TH 7=, ui®%f%ﬁkm&&§f®CKBBum)%7»P?~€

(30.5IU/L) D_EFH S IDM 58, FHEX & MRI ZHifT Uiz, ZORSE, FFEMA bR L OV RO IES &
FDT1=8 IDM EffEEZEi L, ATF ATV R=yr (BLF mPSL) »VVAEES 3 7 —/UiifT L7es, SEfRiTdeEs
FIP AW LI, AY FLFdbE—h CUIFMIX) L3 27nZRY > CLF CyA) HIBMULER, K RIS b7
USSR ) b AREE 72072, S BIZIP b L7z, Z D%, IVIGHCPA-pulse 5% 1 [B/H OBEE CTiifT L= & 25
ANTERICEEE L, 2 7 — /U TR B FCONIERFFRAIBEE 720 | 4 77— /UK TR S ATRE L 72 o 7,
F2IP HIHE LT, B2, 57— /W THRITIRBE L, SR T mPSLHMTX+CyA FiEA B 272> Td, BifE
IEBEL 3 0 ARGR LTS, Uy T RUINED NTRE T H F AR ED 2 W REEICEE LT D, [ EBEE] =27
1A REHUETIP ZA60F L7 IDM ISk LT, ZAIFRIREZ AT L, S0 3BIRCcE L, P I3EK Lic, T, #HE
FNZIBWT LA RFRER TR/ 0 D25 503, FEAIDBIRE WM —ED 2 2 PR320, AEIOFEFIH
HHAFINZx L C IVIG+CPA-pulse EIEN A /1703l L 72 0 155 LB % 7,



0-69 VYFIITNERATH OIHAMEFIEREIAARD 1 6

Ofcif &, WKk 1B, L8 e, Bl s, SRR 3, AT B
IR ERORAEITTE R /R

[iIzT®ic]

VTAEFEAMASEVER B A (IDM) JEBNTE L, HTCD20 £/ 7 u—F WHiikTH 2D ) Y F T ~7 (RTX) (2L BIG#E

DRHL DN TND, AEFERA X RTX BAT 1A REIOJREIZAH T o T fEfl 2 #85k L7- D CHET 5,
[ER]

20 sEAME, 11 EREC IDM 2 580E, 'L R=>1r > (PSL) % Bilh UIEROUGEZ RO, PSLIBEIC L 0 FRZ R
Wiz, Y7 aARY COHERBL, SV Iy, THFATY > 2a7vz /) —/URE7 =F )L, FK506, &
AR IVIG OO ZGAI o 2SRRI, I, AHFRE, BEIRIN, M ER ED AT uA FEIHENEHTHY . A
T A RHIOHEEHBIC 18 mFHC RTX OF%5- (1 [A] 375mg/m?® 2 Bhdgist 2 [FHRY) Z217-o7-, %5 1 W% B
AL 0% &Aoo Tz, #5142  HEH XV ERRIEROUEDG B, 7 » A0 MRIFT AL T HE8GELRD 2, PSLIFIAH
AT 30mg/ H 75 12mg/ H F CIEN T | (KEIL 65.5kg 725 57.1kg, IEFHIT 104.8cm 75 94em & FI2tkE 4786077,
B 1 4E4% BB L & B12, JEROBEEZZRY, RTX OIS (18 375mg/m?* 1 [F#%5) #17-7-, fiET
DMRZNZHEA T, $e5-2 » A2 PSL % 20mg/ H £ CTHHEE L, A b b b— &l Lz 2 A, JEROUEN
Bohie, FRE% 1 AERRGE LT A0, BRI FHEILR < BIE 15Smg/day F Tl LIS 2L L T\ 5, (K
T 56.2kg, EPHIL 93.3cm THERFS AL, F 72 RTX IZBHE L7ZFWERIZRED T euy,

[#&3E]

RTX IBEIC L VIERDOUGE, AT aA REIOBENATHEE 720 £72 BAROBEHELE & HITEROBEEA D -
Z &G, IDM OFFREIZIE B M RE G- L Cunvd & & HIZ, RTX IZ X D B cell depletion JEIEI IR & & DA H
IRIBRETRD D B LE BN, SREWEHOE=21 7 & & HITEGREECREEDO AN OV COREH
VETH D,

O-70 FEEMAEESHEFIEREEARICHIT 25 MDAS HilADIRET

Ok —BR VL 1Ly Rt V. iy R—ER D KA AN DL ILE RS D, IR ERY S4 R,
AHED
VABEE R B NRRL P TSIALBRRER NERL, Y BEISIERREEE ) U~ TR

[HAMEYERER (ILD) 1 IEFERER 2 (IDM) OFf7eRNLEERAIFETH S, ITF, RAOTIERIZZ L
FeEfhde (CADM) (ZA0FT 2 SuEf THERVEMERTZ |2 33\ Y THT melanoma differentiation-associated geneS  (MDAS) Hif&
DIRFRVE « JREE L HITEWNZ EAVREN TS (Arthritis Rheum. 2009). ASHFZETIE, ILD A0F JDM (Z81) 251 MDAS
PURIZOWTHRFRTT 2 Z &2 B E Lz, [DFEHREE R RRPERS L UL AR 0B MR CABE /2 LASE 7 +
7 —L72 JDM13 5 (ILD &0f 6 B, FEADF7 1) L0 IDM iR A7 1% 2 -20°C CHRAT L THIV =, BT MDAS Hifk
I ELISA 754 HWCHIE Lz (GEH 8.0U &) .  [FEF] P &0M5 6 Fll i TN b Sk 2 2 Lz, v o m
ARY  ABADENT 1 FINFFEC LT, SHINFAT oA R VRRERICT L R=y o gnieh Lo 7 a AR
v AROELCE LT, 4 FIIBIAEERE T IR 4 0L BB 20358137 <, 1BIEBHEY L R=y by rm R
AU A ZEE LD SIRFET CTHS. ILD A0 TIE 6 BIF 5 B TTHLMDAS FUAD M (9.5-902.3 U) Tholz. A
T A ROV APHET G B bR T oRE &2l - 72 3 FICiEEE (35769023 U) Tho7-. —7, Puikkar:s
W URABEBINC 31T 5 ILD OEATIITHRER TAT B A RV AFREISE SIS Z 7~ LTz, JDM 24 ILD FIERT L 0 7 +
— L 272 2 BBV T IDM 2R BECBE T~ 7. —JF, ILD FEADHFITIE amyopathic JDM 2 51l & T e 21 C
et cdho7- (1335 U).  [fE#aIDM IZ81F 5 ILD (28 T HHT MDAS HUkBtRNm <, £72 ILD Ao Tk
LD AREMN B S . IDM A0F ILD 13 AICIIT % CADM A0 EGEEITIE ILD LHERILT-REETH D Z LAVRIB S
72. HLMDAS FUiiE sl e THEORSHE A B Y, B XL 0 SR 72 e fRE 21T O MERH D LB 2 LT,



O-71  FiZAB HIRD XTEAFEMAN DR EEIEEERDIcH p165/140kDa HUAIZEDEF LR EAAAD—FH

ORIl s V) fefif 75D, R S0, BB Fuz Vo = A DL K TERED . AT mEE
BOEAY D BRI R, N s>

YV SPRFERLRF TR 5% /NERL P SUUREESSR MR 2R BUERL

) HNIARERRATABE /R

[IZ U] REFRAE CHURD—>TH D91 pl55/140kDa HUARGE DR & S EG TR 2 m =R A OF
T 5 LW SHUER ST 5, DERI] 15 i, 6 » ATERID DEECFEITHBEA RO, 3 » ARk v milo JE il
IREDTE A, EPHORBEAFEOT=, HIZ 2 » AR D AEH BRI E 37CHEOMEMHEL L, TEREAVEHT CRafi% &
s, nXxy7n 7 e U RISz, L, IEIRERE T 27280, FMEICABTE 720 | AR EZ B DT
DRGSR, BV E RO LFHIRBI AL & e o T, ABERE, = Mo U8k, ~V A he—7260 | B
il E 423807, MRI TlL, JAFFHORRFTRAZRD, CT ERVEMER O RIIERD /)~ 7=, Mk Tl&, CRP.
SAA O 5. BFEMEERE O _FRZR T, HiEHUARIT Homogenous pattern C 160 %, #1T Jo-1 HUAFEME, HT Mi-2 HUiREEME,
TP CHL p155/140kDa HUARDIFEZ RO =, ALY >/ BRkT-7 % » MENTCIE, CD19+CD20+ B HIfEOE G A
BN L T2 A8, CD19+CD27+gD- B Al DEIG I VD 72Tz, —J5, A% Ci% CD20+ B #IIBORENH 512
D306 1gD- B HlOIREIXIZ & A ER BN o7, ARk, A7 rA K7L A (mPSL 1000mg/ H) 5% 2 7 —
JUIIAT L. PSL40mg/ H OPNRMRE CHfELE Lz, BICMTX  (12mg/dH 1 [F) HOFH L7=, BifE. PSL OWiildiE MTX
DI LV HERHRIET Ch DR RIF Ch 5, [BEE] AFMIOHT p155/140kDa HUAIHE IDM Bl 2 #88k U7z, [RIFUA
BPED IDM O T, AR & FRREFIER SR < | BEMR OGO 7y, BSOS ORI & ST,
AIERC H RO IR A7, EPERRSCIEE O G020 o 7o, E7o, RIS KOO S FrokE )
& IDM DFRIGFED A T3 = A LZIE, Bk B RO FLi R ~E B G- L T o AraetEns il < v,

O-72 LYFMBHITIRKRERNSSNICEIC FMS/CRPS ZFIELTE 3 i

OFph thfir 1V, AREEER 22V, LA HE— ", AR APED. R TRE D, BE B D A Y,
_AH Em Y
VBRI IR AR, NRB B, 2 BRI (R R

<HESAEMAIRFIOE ALY | A ORSEIRBIIEIIICEEE L, BREMIE LN H b HT, Z0ke
B OEImCBE R HEL L. FMS/CRPS & 2 L7 IER A #85R L7 D CHET 5, <JEFI>JEF] 1 2003 FFRIEDH
JIA, HiEETO MAP FREICHHUE TURHEN ABE, m-PSL VLA lipo-steroid, CyA (ZHHIMET 2004 4512 TL-6 PR HGE
NEEfR UT=, D%, 2 ORRCEIETRNHE L7203 BEERIRIEZ 07, EMS E2Wr L7, FoifRaosyi
EAEOPH URRIR U2, = OW%RITEMBRAEZ HERF L Qs BT e 2o niliorcrs., TR, RS EomRELZTRD,
POREH T Fe B L 700 . 7T 0 =7 S HBLL CRPS &2k L7, SEFI2 2000 4E3GED RF MBI JIA,
NSAIDs, MTX, CyA, D-_=37 I\, &RAIEIC L HIRRITEEET, 2003 F4RHEPR2. TNF BREHGE A LB
BB EAR L 7=, 2005 AERENT 5 BIERSHEL L FMS &2l L=, gk & OB T, #4 =v b HIfRT
ANGEERE LTz & 2 A, SIS Uiz, EF] 3 2003 F58ED RF BEPEZEIETL JIA, i C MAP JRIEE il T S -8
FERDIEAL L, 2006 FFUEHEMHIZ, CyA., TACIZ HEGUET, 2008 4- TNF PHEFGE A%, BIFISE I AITEA Ui,
2010 4, AR AT Z & OfE E & AT OEIFMA LT 2 bR L-CRAEEO LB /2 <, FMS &2l DA ML
A HMRET DI OB ORFEE T L O fRE LIz L 2 A, SIRITHEK Lo, <BE>REHICh- > TR & Tn
ToRRIRDN, ZEW PR OB L0 2P AR L YRR D F FBFHES L MO EDZ2IT IR B 72N RZE R
Lot lo®, MEOPIRIRER % ~— A2 FMS/CRPS ZHIE L7 &5 2 HiLb, SRR EMEE A0S nlRE72 AL
IZBWTIE, 2D X 9 72 Post-Bio JEMERE L LTD FMS/CRPS DFAD ) 27 @G LI 7 + 0 —T v IR HiLd,



O-73 IZRCHIT2EEFHECREEREBRA\DRRUENZE

Omiffs &8V, LH B2, &if B2
VEKHR: BESHEMEEARRE /NERL P AR AR /R

[BEM] B CERBRRICs WL, DATE DIRROSINES %, HifL7eb Z Lz 7z, LovL, RIRFITIE
KRB EDOENTZY | AR LND Z ENG, IREITEIICOIZD, Azt L bR Bk, A7 rA Fefubhb L
TR L AEIWER. AR L0 | BIBIZOMD A R LAITRE D, B, EEIIL, FHEOHES & ORI
THRHATH Y, IREERE > T, THRENCAERZED Z N TE D L) BHRUDHEYR— 217725 Z &id BIED
LSt DRED L THMER T L EEZ OGNS, YPEBT 2B MR OWTHET 5, [J7E] NEREEORR LB
140, FERI NV—T O—B & UONTRICIREHEE L 34EL 725, BROEHR— ME, BIRoh v 1Y
VIRTLAETE— ARLVASTRVAVNEE, Trv b (AFRO7V—T158), Blohv o v) sy 7 s
T—a s, EEAKY 0T L OERH, DERETHNE 21T/ > CE T, [BE] EFRMICBO TR E Th - 7oK
Fix, () ARVASRXIAY ME R NLAESa - TR AR EE I T Y 7 OHRTRY B, B0
A= T REANEIREL, VT a EREEHE) Q) Ty b (R E ORI AE L TR YT Y
R R 2T, FEEORIEN SR (3) WEEEZ Oh > TR EE) (RITNESIOZRZSIRAMERTE D) @) Bk 0sk
T4 ua— REIZOWTOEE, FEOX X9 72V E O, HRIEIRICKTT 2 0B R — ) Thotz, [Fim
EEMD B OSBRI~ O DER AR — NI, MR & TOBNAZRKADL DO TR, ARG BE
HIZBED Y | (EHERIRZMEEE L, ZORix OBEOLIRREEIIE U2 R — FERET L QO 2 ERAEEZ 6D,
SOEEE LT, BRI DT AR — N7 —T O, FRAETFE~OBATIZAIT THENFRFHR, A7 —u
7T — 8o T BRIEES & OiEEER(LR B3 D,

O-74  Infliximab [CLDiBEEZE#IFL T\ 372 E! Behcet R4 B ERFEAERI

Ofi 42", PR B, &7 Y, B WY, 8k BirY, sl "
VRES R KR EAERIER NERVE, 2 Ao &L =y s Y L Eb s U=y s
O INTRERERS S R

[#55] infliximab [ JEEEMED 7 10— « BIEI Y v~ T/ I S5 EMAREICH D03, /N Cofi SR
137 FRCEIBERAEBIZIZE A L7, Alal skl T infliximab 2 E#I G- L, 7 FMICHO72 0 R HERF
LT 515 Beheet I ORERI 25T 5, UEGI] 15%0 » A3GE, 8, [FEF] RN - NF - BIEss DRE] 1 i
X0 FEEN - TR - i - B R ONLPTERESS « HHENT 7 2 25805 X 51272 o7, PUEFRAICROGES | NS T
FERNARIE 2788, Behcet 5 (2R LW Uiz, Sea8lL (EDIVH) &3tk (SASP PSL, CyA, 6-MP) ##HA5
TR L7223, PSLBEICAE R I LR LT, FRRREA KR ORRIEERIR & LT, 2 8 » HRFL D infliximab
Smg/kg F G- ABME L, TR A 1S, RGBS WIT, 4 WRE CTREN - IMEOFERETBD TN, RIS
RAIZMREZRTHZ LN TEDLLDITR o7, PSLIL3 S # ARAZEEN L7z, 8 mkiflCiEm - MfE - A ZROT- b
DD, infliximab DFHAZ LV HERLHNTIERITSGE LT, BIfE, EFRES RoT. 852072 infliximab OZhFHES 78
DTV, [#E3E] infliximab 1%, Behcet /NEIZIWT b BHINTHRAFERZIR AT 5 b0 LHEIS L7z, L, &
PEEISE L infliximab JFHIZ & 5 lymphoma 5825 U 27 3@ SIVTH Y . A4, RIS BREEA (L2 /G 5 03
NHHHOLEEbNT,



O-75 EFMHFRRMEERICTRER. BEN—F Iy MREICERUICH

OvIvbk 2ERED, S WY, Bt 52K 0, B R D FEERE e UL MU S0 ek AT
LREIEY R YRR Rk D
VRHREIERE U U~ FRREUEAEL Y BEREERE IR Y BEEINERER 7 LB R

DEGI] 165% 2Pt [35R] B8R TF DRIE] 2005 4 6 A (12 5%) 25tk - JEE & milERIE R <2
FRIETFRSHEL, 2006 4510 A (13 5%) (4UPEEAEZ2 L, CRP « JRILEMZ R0, HEMFPRIERIE R (J1A) 2
SEbnSbyNERRE S, A 12 A (145%) (2 JADBEERIOZENZTA Y FLdth—h MTX) 7.5mghl, 7L R
=Y (PSL) Smg/HBHAR, FDOHMHH L T o7ons, WEWCRIEIR A/ VIR L, 2009 422 A (16 %) (24 EHET
. HLA—BS51 1 TH 0 | AAMAR—F = v MRIZ K DBk b &b, 2/veF - F7 a2 2346 L, PSL10mg/
AIcHEE L L, MTX 3R & U7e, BIER IR IME R 277 L, PSLAmg/H £ CIRETE QU 2, FE6 H 23 H (16 %)
X0 R - TR - BEERIRSHEL L, ABE L7z, SyDEEN S ONRIBEEICRO TV, BGEER L, LA/ —IER7
Lo [BEAE] 16 7kis, $hEMENE & AlthRaTEIEN: [SBE] 7oL (SR R] RN 7 2R 0, 45 EIEE
JERad 0, A TRIE ARIER A 72, A MCP/PIP BAEN - iifE - Wil - /BN R AR 5, MEMIERK (il
7 % U ARESR/R e sMAl_ ERESR) B0, BRI A, DREATR] BmEREL 10300/ 1, ARE (1 K
WHiE) 42mm. CRP3.53mg/dl RF 14.71U/ml MEERERE CT @ BIGHERENCIFEREDREG 2780 5, $HUSIEME, SE
IERAT R L, KRIGPIRSE : RIEENCERIEED Y, e REEEMERAT R L [ABekal] mRrtnenT —
% HLA-BS1 F5E, FEONS AMEREIR 22 L4580, RIEHEZHIEL LD, HE~N—F = v Mil2FrL, PSL20mg/ H .
AT 3000mg/ H TIREZBRLG, Z0%, ek - RIERSITEE LiIRPE Uiz, [B%2] 3. 4 FRIOZBEFIRNIATL
TER—F = v MAZEER LT, BEMERPRIEBIER ORI —F = v MRLEE L., I EEHER ORISR
72 EORSEETEICIT ) 2 L AR L bz,

0-76 NERBEN—FIvHRD 16l
OFse Tais V. SEr S8 0, /NEF 501D, 8848 AN DL RTE 8D, T Y. kW ez
VRSTIREARE ANERE, Y RSTIRRARE /N

[IZU®IZ] X—F = v MEINACORIEIRAIFR CTH S, Al IERe ECRIEL, BRhiE~—F = >
R &GO L7 NEBI 2R Lo CHliE 5, DEGI] SEENE 11 5%, BIE, R - R R T _& 2 sl 77
ZVEOND, BEREEIZHHELL, 2 BRI BARER S HEL LITESZ2 L. CRP 6.8mg/dL & Hfi, HLA-BS1
Bt AR bz, N—F = v MEEZWr SN, PSL 15mg/day, =Lt FUWNAREBIAE L. PNIRBILE 3-4 B EIE
W+ AR GEE R PNARBAAA 2 8% IC CRP O LA 78D 7=, PSL BidA 1 » A1£IZ Smg/day F CHIH L 7273,
BRRCT 7 ZPEOND, BERELS, MEWHBLIT 2 X 912720 CRP ORE FH 238972, PSL Smg/day (2= L T
1.5 » ABICEEEIC B E RN S, & HI2 2 RIS FIEERASHER L YRR 22 L2 GRIE%RRI4 » H).
PFEN—TF =y MR RO TEELE NGRS A T T L, FIEEIEVEOR 1/3 E OIS 2807, B ClE
AFHRERIZIE 20 5 MRS, JE R OIERFERA 72 RAERT A GO 7203, WEFIEE ORI BITERD e o 1o, BE~—
F = M2l L, PSL30mg/day ([ZHI &, 5-ASA WARZBAAG L7z, PSL HE&E: 2 M[F#IC CRP R OMEE IO LA 78
Oz, WOA N RAEEE L, TERUGEZ O NEELE NHEE CORMMIIAT > TUWRWAS, BEAER, M, (.,
fEi e o —CHEAF A MR L7223 & PSL 2k L, FIERk 1 & 70 58UE, <R L Tnd, [BR] NEplix=
bF . 5-ASA BEXOYPSL Smg/H F TR LEMAHERE L TWOD, IFE—F = v MR CIIZLOMERNE W E Sh
TV, A%, PSLjE. B LD FRICEE L TZ 4 =B ThH D,



O-77 3FRyUO—VmED 16l

O Fndeh, B s Y, TR Brr D, sm @iV, S e Al A DL HE A,
A WD, PR IR D, HH EEY. RE R

VT TN S EERR o 2 — NRRL P I TR S R v & — /NEAVEL

¥ RBRERIR M EERE /N

[IZUIz] T8, RIEMIEEERE OBIIEM L TR Y . /NERKRER T HECliev, SlaFke X, FLIRImE
RV L, TR NRSEC TR o — i LW S — A RBR L 7= T 5, DEFI] 6 A B, &
PERNCEL T 72 < 5 P ARER DR IC— @IV BEOMEINRES 5 &9 Fik Gt/ NeR 2= Lz, AN THHLOR
LR T, WL, RIS e IREHING B ThoTz, LITH AR TRIEZ A B30T 203, HH ERA 55
X212720 . 6 MARHIYBLNEAEHTHRIT & 72 o7, HTPISE CIEAGRIEIZ S M e 258D 7= b 0D, HGHER TRY —
TR T2, HMEPREINZITER LA, MEFHEIETRIEIC T e —8 Tz, 11 AL D FY
MAEPEIE L . FEEOTZOLBHEN Lo, FalnE L7 T LIV =N, VI RE, BRORSFELHED 1
AR MR IEA L7z b 003 ITHRE L, 5-6 [BI HERE O MR EReE, (REHIINAR, Mgidic CIRE A mE, &
Mm7e EARHE Uiz, Balmd, FEEHIFYRE RO 720 -T2, LLEDORIEMEIBREBORTREMZE 2, 12 AR K
PRERIRZ NEBHAN 2 & Uiz, BB, T LEINGIEE, /NEERE AT Lo & 2 A, KIBICERYEm D2 %M
BIEE R LD, BREEEY R a— i L2 Uiz, AOSRERIE L 5 ASA BIFICIRRZBAG L7-23, e R
feLicicd, 7L R=yu b aitolc & ZAERDUEN R b, 7'V R=Y v AKEET, BT Y747
EAVT VXU~ TTERRTTHD, [BE] AT TRNRICEBNTH 7 o — U WORIETHIME I H 528, FL
W7 a—rOEIXETE D0, 7 a— R0 FEELE BT R ClE, BaoitEBm s o0 TenZ &b
HY | FERSHAN) TN E B 2L, BFNSEE T 258 b 7 Aav, Rt d 2 MAE<0e 0 432, (REIR R
TIPET 2N A RBRIZIEL, AR v —C O ED TREBEZTTOLRENH L LB X HD,

O-78 BEMXBADEBHRICUFAMMKEEREL 13%BR

A Zee V. Ok sk Y RN BE D, W RET D EA BRED, EIEE D W RR D,
ks AL U0 AN DC R LD Preh Seg Y K05 3R Y. R kY

VKRB AR EIARE AN P KRB AR EFBE PRL Y KBRS IARE FRARRHES,
Y RBRERREMEIAE /NER

DEER) 13 seBle TREHE) 5 i Ciiigl GRHERET) T35k R, Bk, TF TBURIER 1 @< s L %
WRDT=DUTIE LV FEST, KERTHIS 2 BRI D B, DRESRFEE ] 5 & 154em, (RHE 65kg, BMI27.4 & AEi, A8 39.7
J£. HR 120/5y. RR30/43, SpO295% (roomair), BP 106/68mmHg, HHE & A CIRIGHREIEZINGD 0 | BE2I Tl T ifiEs
TARIAETRD D M2 EIE T, fE L > 7 Ol FAEH IR H 0, WBC 14200/ 121, RBC 409 J5/u1, Hb
6.8g/dl, PLT 50.4/ 1. 1, CRP 9.5mg/dl, Fe 9 12 g/dl, BS 123mg/dl, HbAIC 6.9%, sCPR 4.Ing/ml, BRILIERE 2L, ~A 275 X
~IgM (), PRAIZERE UM, (HHR Hb Bk, stk A2 86 CTX & AZM (S CIRERAR, B3 NP S8
THILE I B 5 Z & X0 M EENEEE ATl T L, IBEMERIGZR (UC) ERGRAL L2, RREm e A7
VEBRA L, 2 BBEIRIFIC OV IR D bR A 2800 L7, 723 EBV/ICMV BEEY:, C7-HRP [P, SFERITA R
B2 L PUARIZAIZE B BIEE, K, MRS IIUGEET, 5RO 0 7T ZREEE A HHEBL Ll T ity 2R
IBEMEZ R LT, B CT CIIBRiRiER, KUE S0fug ot 0 IR 238D o 3 K - BBl de L, FREGH OO E
AMER A 5 > CRAE XSS 2 61T L=, AIRAICIZ R EZR0 T, BALF #iE CIIMIOE & TR,
U LB B CHBRERIE S 70 U, BRI - IR CRED T, REREER B R 3hEf 783, KL-6 186U/ml,
FRIFIREER ORI IAT AT A7 < EEWHRYE A 7= 3R AR b e U, SFERERMERIZ OB R ORFE ARV RN Rz 2 3\ C ol
SHIHEE TIXeWb 0D, LLEDER « BAFTR L D a8 B bR 25> TAT 1A R =/ IV RAEELZBMG LT, Bidh
BITREASEIR, AT R TS TUEE L T D, UC EAREIRADFO@HREIT D72 UNRENIE/R N, S ERER] & % 5
#£35,
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P-1 FLRHAICSIELT- B R BRI R D 1 B

OF A, Wbk ploz, HE B AN S
FHIA AT 2 & Bl YT LV —F

UEF] 6 7 A BN [BEAERE] R R 1372 <, IR 398 5 B, St CHAE L, A FRHRE 2708g, &
& 49cm, Apgar9/9 Th o7z, Ht%. ZRFRAFHE LEINREBRTEE (PDA) L2lrainiz, A v RAZ U aHFEISh
123, ZIROTZDHIE U, FIRARE G TIERSER L2720, FaBBlZR SN T e, 4 AR TIREIZH - 1228,
RIESHTZ o 12, FEADT=OEf T L7-88E MRl CEFEFT RIS/ o7, [BUREE] %5 WA L0~V A4 ha—79% L h/E
PERBEA RO T2, FEAERTYRHIABLE 720 | REAMRAIT Lz, ERNSCERNOMEREF~D Y o EROE
A28, M PN ESIIIIER L Cuiz, JRERRI IgM OILE DA B, MAEREZIEL C3 OILED RO Hiviz, RHADH
CHURITRRMETS o7, BIROBEEUIEMETS 57223, BT dsDNA Hiffi% 2531U/Mml & ERLTEY ., 1gG (1313mgdl)
LDH (4151U1) KO7 /v RZ—E (1391U137C) H_EH LTV /-, Bohan OBZWIHAELT- L7=F0 5 DM E2Wr L
Too AT 7 ARV PSL ZBRIG L, TOREHNH DI, A% -8 » HEV, IPZA0FL. 7 AR A0 Lig
PRU7-, &% 9 7 H, PDA O A NVEERINZH{T L7223, ZOW%RIZ, MIEE & i/ MWOsr ot > SHmaA RS, &
JaRARY o ETYF AT ATEE Lz, CRP LD A ~—MNEfb LaanZ &g, F% 10 ALy R
VOOVAEEAN LT, 1% 6 ABUE, WEZFRD, DE D NI BIZRETH D8, MHNIARTRETH D, VIR
JUEL T 5, BEHS MRI CIIAMEDBRRENLR LT Y . < - LT D, ik ¢l CRP (Zk2MET
TV R T —PEEOBBRESRITIEF RN, D A ~—28 148 ng/ml LM EF- LT, [B22] SRR
BEAED Y, IDM 85T 2 MRS 5, BT 1 7% 6 » ABUERERNTZ 7880, IDM (Z72 A B DO RIS 4
BPFLTRBEE HERIL T 5,

P2 MITIRBRUICESIEIENL - SR 15 EIOMRIIRE

B3R AL . OAT T b BREE, . KW #5
BRERAF: BESEES /NER)

[IxUwIc] HEVEREHR (IDM) IXPURSIAIAT 72 & OXFEDRRRUT 0O OVE ANESIESC K 8 DI I JE 2 R
ETHEEMIRBTHY, MERNTRTHSD. £22ORTHEFFERZEDRVRAIIZ IR R TH DA, /NEH
IR CH D, (BRI L UUTE] M4BT 1986 42>5 2010 45 E T2 24 FERNTRER LB REH R OBE 13 N 2%
FEMERZ 2 NIZHOWT, ZOERRBIZ OV TR FHNCHET Lc. [FER] 15 ERIONRIE. B8 A, &7 ATh-o
7o FIEEENT 2 » A0S 11 K 11 AC, BRI 4 » A0S 24 FETH D, YHNRRITT LV K= BER 3B, A
FNT L R=vay OV ARHEN 12 I Th o7z, 5 HICIEREFINCKE y a7 ) URES MTX D& VAL Of
U7 AOFEL, 1 BRHHAEEAER, 2 BIINSWF R 2o TR0 . ZTOND 1l INEEEAN X 5 ffE 21
WEETIDNEEDITZ. 3 BICREOAIKIL 2789, FD 5 5 2 B3 YRR 2 5l T S 72 ERITERO TV, 1)
FEHEI D KL-6 D_EF %219 BYEMERR 2 A0 L CODIEBIN 2 5 ThH - 7=, BER & FHIRHPIER TIIAT 1A RO
BORREECHY, AT uA NN TR OREIHF 7 ax Ry, THEFATV Yy, /a7 A7 7vA4 K)
DOOFRELZITo TWAIERa Y o — AR REECTH 7=, [#%£2] IDM OJFEREIRME RN TR TH Y, K& - A
PTIELINT b SRR E B9 5. MIEFRIR T DEME CRIESUGAZ LN Z ENZD, BHAR] (AT a1 RBEREE,
AT aA NMEHHE) CHEMEMROGIHESIZ: EIX TR AR THS. B THREUGET 572012, WL O+53721R
B & TR BRI A2 o T BB IR 7258 ) 7B R O 233 & i 5.



P-3 #aMNEEREEEY 52— BRI 1T L VERBEDSHICOLT—

OWIn 7y, 5 B, K FEE, FIRE A, R BA. BOK mid, B Eis
LRSS /R

(] APENT 7 2 ZPEIER &3 2 /NE A ORI —F = v MR 7 B — i ERBH D0, WTiL b
YUiE 2 G ol x IR L ORI ERE T 5 2 L B, SRR BITERENE NIPEEGH C RIEEMER A & 50 LTER &
e L, BETOREERRTCH S, DEFI] 8 MBI, —2 AL B HE, nlENT 7 &, mf#z iR iy NaR
%2, DBHEIR, #O25, thAE I CERMEEE & A0SO, (RERD, THL, 87 S1380 720 o7, ik
FRATCIE WBC 11400/ 11 (4FHER 73.4% VU > 738k 21.2%) . CRP 1.05mg/dl, ESR 80mm/h, iy 717 U UIMAE (IgG
3137mg/dl 1gG1 46.4% 1gG2 45.6% 1gG3 2.53% 1gG4 5.51 %) SHHITZ, KGNS CIIRBIC AT 7 2 g
B gBed, N—F = v MREETIIT 50 IBD By & U COYRT NEREE IR AR, JEsais b men 7 n—yr
JRIHEALL L N2 oD A ST D OWNIREBlMG LTz & & AR IS IRENE & e o 7223, ARSI < | tT —
B HARETH-T2, FHACHIRO T 07 7 A LT, HSS-A-B, Hi hu A 7HURDSE, KIGHHE L 0P Rsib
OFFERFT L LA F PRI A ERIZIEI S e < | RSIR R ICTE IR AL D338 BTz, B AROMER 21T oo L &
DI FAE RN E R ST, PUEHI Ok 5% PSL 20mg/day (Img/k/d) DOWARZBRIGLIZE Z A, HNERIIES
FZENTESS & ZFRR A B EGE, CRP 2P, 1gG E AR M & e o7z, Lo L7end HIRBERIC K 2 SR E I &I
iz, NPENBEGsR(bZikeE L PSL 2 L oo Ch 5, [BEE] ABRBORETIL RN & N EvEE
VZBRAE ST D28, AT 5 20 LIFZEN B EHER O T F 7213 A RIS B X 0 AR O SR 5 0 | )
WRNAET TS EHEESND, BIfEY = — 7 LV AEEEES DR & U CHERAR « TR WEERRE., /MR TgA JIESC B4
HIEE OREZFHE LT\ 5,

P-4 REEREERELEY 51— L VERESEREBREEZ SNIC 2 )

Oftdr B, SO fhird, 1hm #)h, BFIE #AL A B
LR N

[ 5] AL HEHHZ P OOIBEMRDIK L, H1SS-A TURDZMNHETH D 2 IEFIZ 1B L, EARRGE & pEEAT /i
ONWTHRT LTz, v =—2 L UAEGERE (SS) HELIB L % 2 SN2 0\ eE 2l TG Sy, DERFI] 14 . B,
11 FREZ, B\ BHEOBET 55, NNRTRIE, it HImERBr, & 1gG MiE, L SS-A FriAbEER0 7,
FERIETERE S | CRP OZBNI e < | #ARMIFIER ., FUEHUA, HLDNA FURREMECh o 70, REARIEEC, JEEREAE,
ZEfRZE N, B R ICTRIRIRA AR ER 2 7D . HOEHUAIE TIT IgM, C3 B Td W SLE FHEL L7=FT i Cdh - 7=, PSL Bikh
LB, BT beeE Lz, MEROWEE, NI4T 4 2 EOARIERITA < . BIFTRHA & HEL L7225 F SR8k
L 1AEREC PSL NARZE IR U7z, 2 4R0%, 8B E 7 ¢ A oA KB CTRIA L PSL % i8R L7z, BIfEE TH CHUARD profile
W32 72 < BLSDIEER A DHEIZR STV 7V, subelinical SS & LT HBARSCHER S WAREME Z TE L TV,

UER 2] 13, B, 7 FHRRC, FE, LY o FERHEBLL . SEHY o SHEIAERIC CHAMSEEIEN: Y ik &
PWrSAUPSL % 3 » ARINIR UEREGE, 3 - &I, FFOSSEN, S Y o HilElR & MR iR & 786 HALBED
BUSEE2 L 7r o7z, #OEH CRP OFENI/2<, MBI, & 1gG MIE THERE Lo, il —E LR
SR TM, DR CIIMERIR~OMIHRIETD Sz, PUEPUA, Bl DNA HiiRIZFEr:, HiSS-A HriRI TR
WERFO A 7R LT, FEAR CRAE 2 LI BIERHE T2 & Tk L SN ARIFHZMImRE 258D 7=, #ehiAk
T IgM, C3METH Y SLE 232 & L CHED72WIT R CTh -7z, PSL WIRIZ & W IAERITERRS 5 & 0D, fiifk & 36z
FEROIGEAZ RO TND, [BE] 2 JEH] & bR L FHETI 22 BB 2 A0 LIRERET R &0 & L7203, /i SLE @
IR S 720, WE & b AT A ROBRGNRET 275, tho B CafEmB~DBITH 50 TEEI SRS
BT T\ 5D,



P-5 BT SUORBEOI CHREULRFEMLS - L VEREO 1 ZRH6I

OR®IN LY, P BV fn e V0 fA FAED, ik k2 il sk
VARG EARAFTERE /NRR A B, 2 tE R /R

FEGIE 9 it 4 HREIAD 37 CEOFE, H MARIEEE 5 Mo KOGIREROEED & V0 iTEZ2. ik
FIDUTT %520 - 3R, B H 2O & B L 72 o 7= 7 ORI R+ T9m b DR~ ABE L7z, AmER 5,000/mm’,
CRP 0.92mg/dl, IgG 2,167mg/dl, U ©~F[K¥ 33 IU/ml, $i SS-A Hiff 160 %, HT SS-B Hilk 8 1, Pubkhifk 320 5T
HoT-. RIS CRIERMA DR 2380 JF3M L = — 7 U AR L 220 L=, DEER X ONRORZEERIZERO 72
Moz, FERR LS — BRI L7273, 2 MARICFHR Lc72d 7 L K=Yy 30mg/H  (1.5Smgkg/ H) THE:HHH
R L, NI L2 OMMOFER HIRIR LTz, U AT A RERaxIlZii@E L, 7LV R=Y e 4 mg HELF Tk
JEROFREZFBD 5720, BIET L K=Y 5 mg/ HIZTIHEFY TH 5. AEFIORGEFMEFYA M A o Z2RIEL
7=DT, BARIERORGHE & Hid CTilET 5.

P-é BREREATTFEERIUI) | IEmD 1 61

ORGE ANV, AfF 20 PR ZE7 "0 &a BIRUD ALRE BIED MR 2D KA gk Y
Fbt WD R D fE R
VR AR TIARE NN P RS AR IRE

=] )1IB5 DIRIR I I T EZEIR O—>Th DIRERFEIEO R MLISMZ , FEMA % HINIACEZR DG OFBRHC A B i,
DRI HARESE, REREIAE OPEER, M TEOINEZELOWE LB S D, ARlbIIUIE SHH L6 7By -
ra7 o kERE (VIG) ZATVEENL /=% EA A2 & 7- L, mifalkdk, FLEEEE, M ofmE & T 23807 2
W% B R AR L= DT 5, [EFI] 2 5558 R, Rk 22 4F 3 ASEE 3R 2 W HIORE 2%, ANEEEESK &
W SHU CEPN-PI 24U STz, TO0#% bV, #4 B X038, IREREIEOFEIMm, NEOIIR, FHROM
MR 258D I 2 5t od L, 55 5 98 B SBERIT ABE L 7e o 70, UBEZ2lIFEFR Y o \HiORER b8 7=, MikkR
2513 WBC11,600/ 12 1, Hb11.5g/dl, Plts27.3 X 103/ 11 1. CRP3.11mg/dl, AST85IU/I, ALT441U/1, TP6.9¢/dl., Alb3.9g/dl, ESR70mm/1h
ERIEFTRITIE CTh 7=, JRpHRE 2K L, [FH XV IVIG Qgkg/day) Z1T-7-, 1RIE~DORIGITRETE 7/ HIC
B L, B8 A XV MFEA U7, 25 1199 BICIIBERRIEIE HBL U7, 25 12 W RICZERES LV LR, IREITZ T
Wl & & URFR B AN, FLIATEIE, MM OYEE LM TAR0 T, LR 7 ax o U pliRIEE 7 A a A b vl
AWMU 1 H 3SR L7, AITEH L0 Ra B L, 55 1895 HICITEE Lz, BRESAT R B4 19 958 HICIXIRIFE
AL LT, #aErp, CAMECTHENROMERE O 525872725, B 5w BRAAIIFEO T, BIELRHEL Ch D, [&
23] AEIEDE 2 Bk < IR 2P O A PHIBRZ IR S L C, JBEIRREOEMRIA -0 1 & SN TE 7z, —F, Al
R0, LIRS LOMIBSRAEOADHI D7 < S OIZEEHMOHBUIMTH D, Lol JIIRHHIZ AR & BIRETHRA %
APEL. MEOHAEELZEZ LI-HELH Y HEARBEHESNETH D &b,



P-7 NSFIEMERZ THEENYSE1TU prepulseless HAM\SIEBEREUICERABIMAD 1 Fi

Off 7R, exk Jo, K a1 BER) 70, R R
FRZAR)IRSL Z &b R o 2 — Yl

(G55 Aladx 13, AZEENER PRS2 WIREIR & LK) 2 FE0ORGE TRz REhIRA &2l L7z 1 2Bl 288k Lo
TXRAIE LA N2 CHlET 2, DEBI] 11 skl BEHERE, SRR L FE7 L, 2008 47 A X 0 /e KRS, A7
X L A PRV &/ INGR OB A fildn L 2008 45 10 A YBE MR 25232, [AAE 11 A KSR EA B2 HEBL L YBER
JER A2 Lz, 2009 452 A, IFWIAZROSBeRas ke %2 LR B, &, SRIERIGEEZ R0, MER
DEEDOIVERI AR & 72Tz, A7 FREEML, /27 % U AR I ATIRIER. TRSET 2 i3~ 25 LISMRSART R B 70 < IfE
DfcfizE, mEME%R < MKRAE B, JRE 76 mm/mr, CRP 6.9 mg/dl, 1gG 1520 mg/dl, IgA 714 mg/dl & SIESIE R
. & v /a7 ) SEERDT, MEREE TN, EHEE CT. IRBRZETHLREFTLIRO T, FEERTIX
RN IR ZGRO YL A F—L R EBJE L > OMRRaaEIEE & Uiz, BRI, AT DIZONRIERUG
DUEE L7225, 2010 453 A L0 HER FHREEIHIL L, 2010 45 4 HE X 0 RIESILSOR BR300, MEDOLELZE, 1E
M EMES AR L, 2010 475 A KA HANCEART Uiz, WEH, MEMomEME. &% CT I T HTREINR. KER
RIS, MR T T REIR IR &2 b i KBRS 20 T LB L=, 7L K=Y m | TAE Y SRR B
L. VA% 2 S CR MAEEIIE/ N, 169 3 TR CREEIMAAMES 13 L CRP (TR b L7223, ZEER M MES 1 3RrpE L SAA
HEFACE AR SEBICA Y FLde—h CUFMTX) ZEA L7, MTX A%, SAA HIKT LEEHMEHEE ik
AR & 72 0 IS CT © b MAFINEOUEEZ 72, 1BREHA 79 H BIZBFE L, BUE/SKEREBIERTch oD, [BE] &
FERCILRE T REEIRZS OB/ N & W4T L CHRIE SAA, CRP 2SHERS L7z, Fi FARSEI S ZBiRE OREh & fod 5 & 4k
\Z prepulseless HIDHIFIEIR & B % 72, [F5E] WHNEMRSHEEI LS ZBIRKRDOREREDOEDELEEZ HD,

P-8 ADH ANBE 73 i EREF & Bkt E A EE CRAELTC RS SLE D16

ORI AL, B4R IRE. /e BAd T ", & A D, A B0, dok 2RV
U ETRERIR R Y R SR R

(IFroic] 2517~ h—7 A (SLE) ([ZI3#kEMRES (NP-SLE) % 30-40%|ZfF\y, Z D140 < A% SLE
FIEND 2 FELINICAE L D L ST D, AlalFix 1% SIADH & IMfERIL CRIE U 7= Fi/e SLE JEBI 2 &4 5,
DERI] 10 mEo &, FEE, ELEH:, A ERIR, BRI 2NHEL L7272 0 M BHT ARBE L, M4 < Na 121 mEq/l,
MBI 262 mOsnvkg & KA 72> 7225 ADH 1E 1.9pg/ml & /3 STz, JRIZEEIL 193 mOsm/kg & E5RIR Tl
7o T3 RF Na 13 80 mEq/l & &METH - 7=, BEERMRAE CIaiingk 8 (& CHE:) LHEENHV | BEREHIE 45 mg/dl
LR Coh o7z, JEH MRI T, (2T o —OAET D BIHK I T2, FLAIR TEEFIREZRS, Ziuchskd
% ADH OZyIFHEREEIC X Dk E B 2 bz, JERIT 6 HFORGE THRRI LT, 202 23A%, ZRIEhIRRR
P, AR & T AR E A RO ARE L7z, BEES MRI CIIFUR TR L QW ahs, ANT®RE, A5
FRIZ T2, FLAIR CE {5 BIRASHT72 I HERL L T, (S AT 2 580 FUZHIAR 640 {5, H1T ds-DNA HT{A 24.6 TU/ml
LR, fRIEC3 8lmg/dl, C4 8mg/dl LIKME T o7z, FLlLT A4 B IgG i 8.0Uml Kl Ch -7, HRAET
X, Mgk 6 (& CHER) LI, EH S5 myd L EfE, 1L-6 1% 18 pg/ml (cut off fi 43) LEfETH-7, =
S DFERDNS NP-SLE & 728 L mPSL 7OV ASREEAT - 72 & Z AR I3 H T L=, D% PSL I MMF
ZOFH L PSL 28 L7223, 1 4 4 22AFIC NP-SLE OFRZFED, BUEL 7 07 4 A7 7 I R YL AFRE TR C
5, [5%2] NP-SLE OfEfk & U CIIER-CRAE 2\, AR TR 7= SIADH X NP-SLE OBk & LTIEE A EHIEN
72K, IR S 1% &R CTdh D, SIADH CHMFRRHRELIZ I3PT ) SRR PUABSES 25 &\ 9 iS22 23AS] CIIF]
PURIFEEMECTH>72, MRI T T2, FLAIR FAEIRZEZ LD SIADH CHMH#RFRELIZ 3V v Cid NP-SLE H#ih & L TEE
THMNENRDD,



P-9 #%BA1C NASH (non-alcoholic steatohepatitis) &S #tU71=2#41E SLE @ 1

Onfk #r ", Al FLT?, K H—Y
VU REBTHINIARE AR P R AR

UERFI] 17550, 2002 44 A (9 5%FE) . AR CIfilbr & B AR 2 S vz, RRIARIIE 2780728, dIE Ty
Y ZE— VBT SIUTO 2, [REET7 AL 0 @, mISEE Y o “EilER, mYEOABESHEL U7, ek &
AR IIIE 2 3RO H TR & 51 ds-DNA HUAL B TH Y | SLE & 2l SHUBARE & 72572, mPSL 7 UL APFHEZL TV,
VU EVHIRERME L, Wolm AVERR L7225, PSL % 15mg/day R IIRET D EABENHER L=, 2004 4510 A, 2
VIV ETWFATY ~ZEF L, 2005 4E 1 A6 6 AIZ CPM 2L AEEA B 6 [BIfiAT L7-28 AT 2 A RIZE T
77Tz, 2005 4 6 ANDIFEENSHEL L, B EMRE CIEIFZ7R072, M7 AT I —EfTE L, 2005
8 HIZIZAST307IU/L, ALT 775IUL £ T EF L7z, UANVAMEFRIZAHEL TR 59, (IR MESC R SRR OE( L
Do Tz7-8 SLE O X AEFEIIGEN EB 2T, THFATV UBFEEO—RNEEZ IV I B ~ERL
7eid, ZO%BIEFIISGEE Lien o7, HE 130cm, K 38kg T BMI (X 22 & Cld/ed o703, BERIEZTT-
72& Z AL AST51IU/L, ALT 1391U/L (2 % CHAFEEIILGE LT, 2005 4F 10 ACHFAERZ T L7- & 2 A2 NASH
Tholz, AT vA RHFR &2 PSL OJEZAAD b, ARMARMECAEE S HBL L 72, Z01%, 2007 41 H CyA %
BALEL7= & 2 A, ZAUTE- CTPSLIFREATRES 72 V) . IFEE b UGE Lz, BifE SLE (TRMAHER LTl | IFHERIX
EFLL TS, [#2] SLE IZBI DHEEOHRE IR CIEA< . FRE, AL thoFRBEOAINRRE /25, A
JEFICIIHERM 21TV NASH ORZKHIEY | BFERE LS PSL OJEIZ L Y BiFiaan G-, SLE (2317 5 NASH
DEPHIDNW TR B 225D THRET D,

P-10 S KERERY ERRBMSEESHUIC. T2 T7F VIV VU REFERTONOY EVHAEYE
@ SLE %26

Offel B ", ek Fuh V. il B D, A% KT, B ERY, Bk BT
VPR IRSTIASEAFAERE NERE, P R R /NRER

SEBNE 9 s, X-5 A BB IBES HEL L, HYGIC Y725 LHEE L T e, XA 12 B BREDH V|
PUREFE A IR L7223, X H 23 BICIURORIBE S HBL L . SR AR SN LTz, R 39.9°C, BERALEE, 1Y
D L— ZARFTBE A 7R 7=, WBC 5,500/ 121, U > 7<ER 1430/ 11, HUEEHUIA 640 fi5, H1DNA HUA > 300, H1 dsDNA IgG
280 TU/ml, C3 23.0 mg/dl, C4 2.3 mg/dl, CH50 < 12.0 CH50/ml, Clq24.6 ugml, MmiEfiifA < 12.0 TH-7-, SLE

PZWIEIED 5 5| BRLEE, JERERETE, U BRI, PUSHUARGE. BT dsDNA FUARE, IRMHAIED 6 THH %
lifi7= L. SLE &2l Uiz, ABREOEHEREMEIZER, NW—T A7 Far s 7o 122, Sty A ) erdukidfz
PEToHh o7, ABE3 HHEIZPSL 0.5 mgkg/day NARZBHAGE L, FHIZITAFEL L7223, T —Z oGEicZ LS, WNIRBE
5621 HE”D 1.0 mgkg/day (AR L7-, PWRBHAA D 26 H E & 30 H BICERAFR A, 32 H BIZHHH MRI C S IREHIR
i« ERRIRMARIE & WL, RS~ URRSRRE. U —7 7 U UG BAA LIARIZIER LT, ABERROIRAF IS
THE L2 7 4 A7 7 FUNE U ARG 2 e B gl @PS/PT) BBk Th -7, aPS/PT 13h1 ) U AREHUE
SEEREOHT LW~ —T1—D 1 D> TH Y | AEFIHHLY MFESURERRESOF & B2 Db T, STIRIBE A N2 TR#R
T 5,



P-11  NEOERAEERFMED3A

ORA Z2£ ", £k %E R R EHEED R R, HW ORET D BA B
- 1H ﬁ” Y BV, ke AL D NI D R B Y
RPN {ﬁélz/\%ﬁﬂf B ANERL P RBRER b R

NILDIZ) =T AT Far7 7k (LAC) 72 EDHCHURITH Y U IREHUANEGREN B TR RMEOIEBR Tk
AT & LB meER ORI & 72 5, A El—i@i oo HIfiEk & AEERHEEE N1-IIE 25880 5 3 JER 288k L 7= DTl
B35, VEF 1) O - HinIEED %, WBC13000/ 1 1, PLT30.2 5/ 11, CRP1.2mg/dLPT 66% APTT 103sec, APTTmix
iz, ANA <20 1%, $t dsDNA FT{A 6.21U/ml$t ssDNA FifA 2.8 AU/ml, CH50 <5.0, C3 97.5mg/dl, C4 10.9mg/dl, # 8 [Xl
TIEME 4.0%, 559 KFIEME 9.0%, LAC 73.1, T CL B2GP1 BAHUA <12UMml, 7L 4 ) B iR 28U/mliT C3D Hifk
26 wg/ml, 55 59 BIZHIBEAELK, £O%iEbiZe L, DEF] 2) SR CH a2, [hifmeR 0 5, WBC 8510/
w1, PLT30.7 75/ 121, CRP 0.3mg/dL,PT 75% APTT 81.8sec, ANA <40 %, $T dsDNA Hifk 18.31U/ml,?“ ssDNA $1f& 7.8AU/ml,
CH50 28, C3 119mg/dl, C4 14mg/dl, 5 8 [RI-1&EM: 91.2%, 55 9 [R-&EM: 20.3%,LAC 2.1, $t CL B2GP1 EEHUA 1.6U/ml,
TP A Y EUHUR 1gG 13U/ml, Sk~ 12ekaE, 3 N ABICIRMERER  « H ChUA « (KiAmHds, DER) 3)
TROEERRYED 2 A% TR HMmBEASHBL, WBC 6000/ 12 1, PLT29.6 5/ 1 1, CRP0.6mg/dL,PT 86.2% APTT 78.5sec, APTTmix
IZIRF (), ANA <20 %, HT dsDNA HifA<10IU/ml T ssDNA HiAR < 10AU/ml, CH50 <12.0, C3 87mg/dl, C4 21mg/dl, %5
8 [RFIEHE 79.0%, 59 [K1EM: 46.0%, LAC 2.18, $T CL B2GP1 #HAHUA <12Uml, /A4 B HiR <8U/mLE 10
I FUCHIMBEESE, 2 20 A R ICEEERSRE R - B O - AT

P-12 REMESHEBROBERICEEMTITIN T RCHBITUER RH

OFF ak ", P Rz, AT w70t B2, ke B>, 28 ", BUR 2,
R F D, wE Y
DB KRR A~V AL A A o ARFGEES /NRIESAEF, P (I IR S7 ool

[IZU®IZ] B O RRTIE, MEE SN2 B P B OBR N~ T3 DAEFICZIEE £ C R 2 25 2 s
DFET 5, AlalFk 2 1 3R0E T ds-DNA HUARDBnE /ifliz 7~ L MCTD OFGEHIZ SLE ~EAT LTZ LB 2 biv-—IE
Bl ZARER L= D THET D, DEBI] 15 sz, 13589 B AELI D FEITHBENZH Uiz, & O®%RBEEE L OYEEiAD
FRERD, 14 5% 1 ARRSMBT NERASARBE Uz, ABEREL A ) —iER A 788, MR ClIduz iR 3Besdil, i
UI-RNP HUA 16 %, 5T Sm HUA 2 5. T ds-DNA HUA 5.4 TU/ml TH-7-, BamHIEEmEAIRE, AR, CK B
73 MCTD L2l Siie, MEEIRVERCY = — 7 U UEEREO GO biai S vz, S RENE L LTz e s
2V E OFEO L TROBBIE STz, 1554 7 AR, BERBEORER, A, 6, BIERE L HB L SR ~E andz,
NBEE 30°COFREN, EHBEIR, WIPAEE, OFENT 74, b FIREER, ATEOR T, mEREER, ARHEE—
RAEIONERR - B3R A2 RO, MIERE CTIE WBC:1900 /1 1, 1gG:2082 mg/dl, C3:45 mg/dl, C4:4 mg/dl, CH50:12 U/ml,
CK:543 U/, JUZHUARTE 8> 5120 {5, HFUZHUAITS G & BESUROIRAE, 5T UL-RNP HUA 64 %, HT Sm HT{£K 32 {#%., 5T ds-DNA
PUA>400 TU/ml Th-oTz, Dra— R CT i Chfimit, MMM AR R -7, BT I — 7 A%
P INS/RPS 73%67 7 A1 ThoTo, UEXY SLE M L AT a4 RSV AEESR AT oA FROKGE2{T-7, 7L
AREATIZ IR TS KO, $T ds-DNA Hiff7e SREEASSEHEHA 2R Lz, IV U BBl A7 a1 NMEGE%
JE L QA P, EROTRITRED Ty, [BE2] AEFIIHT UI-RNP HUROHUARMM S B Ml 72 5 7273 72 003
JiE 2 4F4% 12 SLE (ZRFEA) 7251 Sm 35 L OV ds-DNA HURD _EH & Hids-DNA Hrikn3 @ )l a7~ L7z Z & 5>5 MCTD 75 SLE

WCBAT LTZ LB 2 DTz, BB HUROTIEUROZLINRREICE RS 5.2 7= L5 2 B, 5% B ChUFERSRIEOZkIZ
£E S FifiEfE, FERB4 72 & MCTD <° Overlapping syndrome OJEIR HIIZIER Uikt 2 25 LERH 5,



P-13  BCHREMATRICFRIRIREEETTHERE - TEREREESHU. SIREECRBEREE Il BIEEZ SN
1641

O=JI RE ", Al 2R D, dekk it 2| 4l Fae
VRERRAERE NERE, 2 IR /N

VT, ZIPE B O EERE (polyglandular autoimmune syndrome, PL T PGA) &5 BEBREDMRE S Cnd, A~
X, BHOSEMETR (CAF AIH) Z30E L, #l I FRIEEE TEIE - MtFERERE 25 0F L7, PGATI R EE 2 b
BIEF 2R L T= D THET 5,

JEBIE 13 1L CTH D, BEEZ TRk L, b T AT I F—VORFEEM, 1gG 3433mg/dL, HikEPUARGM:, B
TRAPUARTIGE, TR D A N A~ —T—f2tE7e 876 AIH Z 56V TR A 1T 572, piecemeal necrosis + JZE AR 27
D, AIH E2Wr Uiz, HSREREE M < . Bk LYV DIRT - BEE R bR 720, BHEFKE L TAT HA RNV
WEEAT -T2, TEEOUEL & HICHRIERS BN X 912720 TSHEFELLR, T3 6.56, T4 272 & FHRH L TR
0. TR CONEMED FURARIE R 278872, TRAD 269, TSAb 1607 & HiFHRIRPUA B THY . N RUHRE LT
MMI (2 X BIREZ B L=, £7-. ROl R Ch - 72, MHFEITIER - 75g0GTT I3t T, AT uA Ricks
MtHERESEH & & 2 7275, HL GAD HUiRIT x1880 LD TR . A% bIERIRVVBIZENME LB X bivle, 7o, TLAT A

ke v —v—T A NI ST TY = — 7 U UEEREOZBNITE S22 o 7203, SS-A Bifk « SS-B ik & H 12
fETH-T=,

WBEOREE R D & FRIEERETHIE & | BUPERIRORMICITEERHEENH 5 L ShTns, LavL, B Ot
REZGOD E/NETOREIRYT-5T, A TERIOREDRHDDOHTHD, NG TIIBRETIED 1 AR & 5
I TEY ., [FEROIERZ - & X IIEEPLETHA 9,

P-14 BRERVBRFEGERSEERE 17 HlOIEH

OfH FEF- FIHE, W B, 33 Iz, ok e, Rig ', 1K R
NERERE: BREEES /NERE EARIR

[R5 5] FBIER M OVBFPER I F TR FTREAERS O £ ML 36 L. BATHUARIC X B — @Mt DB E R — 7 2
IR ST ARAWINIREET 7w 7 | X 2T RREMEN 6 5, FREICHEOBEURREBORIERENE L, v 7 a ¥ 2
U X LAOBEARR ST S, [B] BRI NER - ERE o B ORBIFR & OVBEUREERR R B R AR
OHREHUAR, HLds-DNA Filk, JLino4 ) B UFiROHER 2 RFFOHRETT 5, 7220, HRIERER TE & F5%
PRI RIS EERBE P A Z AV EHVIIE LT2 2 Bl DWW THET 5, [R2] 19 4 ORBEE K OB B RHARNLD
HEAEDIRZ SR 1 A LD 17 6] (B 1007, s 1730 » A —155m& | # H) &Xt5RE Uiz, 4 41305 T
PANITN 2Tz, RRERIZESEMETY 7~ h—F A (SLE) 8 fiil, v=—7 L JEERE (SS) 6 f5l, SLE & SS &
BRI, _—F = MEEEO 1B, FBAE 16, FHEEZINIW > TR0 L BIRE e, [ER] saREizth ol
BID S BHAN AV B HUREAEFIZ IS T, Rl & & HICHEEDTRTES LU ds-DNA $UADS LR 2IER3E88 H i
7o ZDH B, 3BIE 2 AN ZNE I HFIRISEIEIS T & R MR SRR 2380 72, [523] BRI M
OB R BRI I, B 2 0 ke L 7= RETOEBIZR N EHE Ch 5 L B 2 b, FRCASHOs LA
U HUROHES I IBFRIE BISED TARR T L 2 D A[REMDN S VD | NIV TIE, K0 EEER ISR 2 Y b
THZEAVRIRENZ,



P-15  EIMHRIEMVUY ) ERICEHIT 2P M HA U DSH TR

OFGM Hivia, W3E 3k T 12 5. (A . TOJ5 S5k, MUK (R IR 29, B Ui
HURBERRE /N

RSB Y o SERITRTBER & LT EXGEIERSCmAIER 2 & 7o L, B Y v \HilER, Ak 03 R 9
%, B 105 2 r A TR L TR RIFRE TS 203F OFRITRIZICRITH 5, AT v EilcBsE s
TEE UHREER & U o SESEE L CO B M HPERITRIE L QOO OB O O E S TH S, MlfkEk, ~/7n77—DL
U 2 EROMBRISOG & ZAUTLE D A B A ATK VEBENE X TND EHEER STV D2 /NRICBOCEE IR L
TSI, Al NI T 2 M EESENE Y o EIROIRRE A N D 72T, IyEH OV A N oA 7 a7y
AV T LR R OSEREE AT T, Fiz, IEFOYA N T a7y A ) o7 TiEay hr— L igd 5 L
IRFIZASRA L overlap 772 SLE 72 &5 ONZRLIMAE, HLH &  HHRGE21T o 70, %53 6 51 C 8~18 ik CH I 3 i, 2/ 3
BT D, YA tHA 1% Bio-Plex suspension array system & 17 Plex Panel | Z°C 17 FED YA RN I A 2 HE Lz, FEF.
YA MIA T T 74 ) 7 CRMEFR CIL-6, IFN-y, MIP-1 8 & TNF-« (3RS L 0 A EICEE R LT,
—HOBFE TIE, IL-2, IL-7, IL-8 Z2HNT IL-10 $ &V VEZ R LTV e, SLE SPRRIMAE A & DT, YL afE 5
SLE RCHUMAEIZ IV N TlE multiple DY+ 1A L OEAEEFRD T, A NIA 77 74 U 2 7obiddia g
PEY L ERITIRRMEOTR & B 2 BTz, JRERFRIIZIZAA Tl lymphohistiocytic type & phagocytic type 2ME & AL &
ENTWAEN, flixDFATDOLEDETRD, A E R T, e TiE, B MIEEERICRED L, BTl
CD3+CD8+cells 23 FITEAH LTz, ZHHOFERE <12, IFN-y OFZR EHCU VR BRI L 0 —H o BE Tk
HFET 5 2 &0 8D AT B DDA ORHGEEGL & ZAUTE e TN A LV OFFENFRIEEZTER L TD b D & HfEsE
L7z E£70. HHEROBEESNARNZ & F-REMET S &2 bz,

P-16  MTX THEHIC EBV ¥R E ST UTcBIEREL JIA DAER]

O #— AU AFR8, A EE
SV B/NRIMEERS AT v 2 — YR

(58] FAAEVERRRIEBE R (TA) OIBEITIZA Y FLFXt—F MTX) ZOE I A< HOBILTO D03,
G I BN CHEYYE O B L MEIR S D, EB WA /L AITRAD 90% LA EIZ: L QD@72 w7 A VAT
HHN, AT NBHNAIEGT B 015200, SO TIE, BRI MTX 2 H L WA ) o~FBETDY
PREBEEDNSZERE STV D Z e, MTX 1E EBV BYYEZ B (L SE L AMREER S5 L B2 bivd, L Laen
5, BIfEETO L Z A MTX TIRIFET O JIA 57 EBV IZHER L7258 OXSIZ DWW TUE—ED RARIFAE L TR0,

[xi5e & 51E] MTX & & Lo AI0FREHIZ EBV ORI % & 7o L7-BIHTR JTA o 4 5Ef] (DRI 2 41, ZR9EVR 2
B) DOEFRFGES EBV B DWW TR L7, EBV #IEYRAC 1 BlIXEMEH Ch o703, 3 Fill% 1~2 B ORI %
LTz, RAIMO EBV 813 real-time PCR 7% CHIE L7-,

(53] EBV 8 et BALERIE DEGAR S 2 25 2 S iz, 1 Billd EBV BHUEOBWItR, T AT I F—ENn
1000IU/ 1 LA EE T EH L2720 MTX ZHIE LS, F T VAT I —E o L-%IC MTX 2 5B L2 & 2 A, EBV
BOREIEIE L7-720, MTX ZFEH IR L=, o 3 4% EBV BYMENSEON- RS TMTX 2k Lz 2 A,
BEAIRE 7o Bl CHERS L 72, 21T MTX 2 FBA L TR0, BUEE TO & Z ABIEER O FHACHE A ZRO TV,
EBV YRR BIEHER A LTV = 3 fllE, EBV JEUL% 4~6 » A QRS CREMERITEE L, L QWA TaA R
HEAWED LTI LREEELE L T 5, EBV EYYEZWIRED ¥ A /L A &l 7000~26000copy/ml T V) | iz
(T DIRYEHEZE CO EBV & ERXFFEE CTh 7273, 2 BillE EBV B4 6 7 A LAREIZHV\ T EBV #E 5000copy/ml
VU EORMEDERE L TRV | S il & OBIRIVRIE Sz,

[£22] MTX TIHRET ORI JIA 7S EBV (TR L7235A1E. EBV YT & D FFIEESANEAE 5 ATREMEN & 5
—J7. JIA BERZNTZDRIREMENRH D720, MTX OFIENREE LN EE 2 Hirz,



P-17  MAP EEICIEMMZRL MMP-3, IL-6 BIEQUINY 1 REFIEM S B RIEF IR REEI &
@ 165l

O 1V 8 b7V BUF 0 0, B TR, A ARG, = ERE . S B0,
AL BEZ Y
VR ILIERE ANERY P SROC R e R A A R R

[IZUDIC] SRR EREMERIEIR (IA) 1T’ 6 ) U~ M RERFREMEOFRSEET 5, Z ofiA
WX DIRFRIE S LTI, VU U~ M RIS & (AR NSAID & 2V ISR key drug ThHH A b ML
FE—h MTX) 7L F=Yr> (PDN) ZHAHEHETZ MAP BEENER SIS,

UERI] 2008 428 A (11 5%) FIED 13 s, FeAT3 HotsREN, MBI A DI 6 WML LR A BIFiRAER, 3
FORRBIEI DS & FRRICY BRI 2 & oo e, URWIRRESIZI3 e < | FRAEY > HEAR-OHFIRNE b fildin S 4722
77, IMERMAETIZ WBC 12,700/ 1, CRP 7.65mg/dl, SAA 1484mg/ml, IL-6 219pg/ml, MMP-3 610ng/ml, FDP 12.2mg/dl, RF
6IU/ml, T CCP HUfk 0.71U/ml TH-7z, DT I —pE TIRLERITRE O IMEREEEDO AT < . 285 XA TH
B R REER IR ML D BRI 3 B IR o T2, L L7RAS B e b BAEIZSEIR 23507 7= BN L CHER MR
ZREAT U7oRESR, BIERITRY & MEEIRE ST Sz, BYYECHO U v~ FHHREEZER] L7z EC ILAR OEFRICHE
W, Al U 7~ b RIRFEEME pIIA &2 L7z, 2008 49 A 1Y MAP J#%% (Naproxen 60mg/H +PDN 15mg/ H +MTX
Smg/m’All) % Bk L7 AAFITERRICE L, 1 MMP-3 & _EREM O E £ Tl 1474ng/ml (2 LTz, —J7 TREID
YA NhA T a7 7 A VTR IL-6 DHIZRED S THER L T sz B U, BEICHIHERR KT C PDN K2
PGS BWEROERES LB Th 7= 2 Lb b ) X7 (TCZ) 1RIEOmEIE % %2 . MAP JEEBIE) S 3 # A
PLEDRE L72 2009 4 1 A K0 TCZ 25 (8mgkg/4 M) APBitA L7z, AHlIL TCZ IZRAFIZKIS L, DAS28 (CRP)
X° MHAQ Diii & 2 ifiH MMP-3 O 728 3 BT, BIE TCZ DIl b7 7lia 2512, 3~4 HEERET
TCZ e 5-Z1ke L T %,

[B£2] ABIOFRTRUL pIIA TH Y 72085, JREOWRAITEHA D X 9 72 IL-6 \REFEANH D Lo LHE S, U
~ b RIEFREME pIA (32U U~ b A RIETEHR pIIA &I ZBHEORRE & L CTHEA., IRIFRIEOBIR HEEII/ T & &5
Z BTz,

P-18  ERIEFRIEFMIFSEIRIEIA (JIA) ICRT O FOBEERESRNERNLE 1 6

OfH HE, £ B2, B8 Bk
NTT 3 HAALEERE /NEE:

(XU IZ] BANLY U~F2anEmk Le A OFIRSEOTF51 & | OBREEFRIER JIA OIRFET v — MIIAT
24 FOBRSEINIERIIR S TORWA, BRI, DOiubiUIBIEINER 32 L 72 BBIET JTA O—fil 4 £k L 7= DTl
B35, DEGI 2% 4 » AN, 3 7 ARiL 0 TRICAE R 2 0E 30 BIRAE CiliEm & 2 Sz, 2% L 4w+
VZITEA TSR DAL, FRITERIT D &\ DIEIROEE 27860 C =, $H AT X 0 ABBIEIORER)S HERL L 7= 7= RSN
Wa BN AL L 7o oTz, FHRIE, BEERRICRRLEE e L, (KE  1kg, (R 37.1°C, DIEH, i Lev, A
BAEMCIEAR SV . FR - IF72 L, WBC 5200/u1, ESR 28/72mm, CRP 0.12mg/dl, ANA 2020 {i%, $T CCP Hifk<
0.6w/ml, MMP3 138ng/ml, SAA 19.1ug/ml, BEENE WBC9150/ u 1, AMEREEI— o —Cilgisogd:, BIEEOITE %
Tz, NBith CTX, NSAIDs |2 L 2N ABAG L7223, ARt S H H QMR CRIERISOUE T < . 7= BIfihs
FTREDRIETH 72720, DRI JIA %270 < %\ NSAIDs DA A ke, 2 RO NIRE b B ORI ST,
D& PLS 0 Uiz MTX 8 YV AEARET, Lo LE D% B ZoiX 0 CEFIERD i 272, A7 A RO
RAEIPNTES 2567 T L7z, 1 [\ H 1T MTX BfA 30 BZICT R A Ru—LZ& v, —HcekE 2780, #lo Z bl 1372 <
TeoTens, BIFIOMEIRITEZLE Uieh o7, 2 RIBIEIRIENGR 33 HZRIC NV T Ay a2 Hni- s 24, BEfioOER,
K7 —4 . MRl _ECTEARUGEZFRD, BIENIRE ke LISEIZRAF Ch 5, [BE] 4F. MTX 2R A+557
HARAEIRY JIA (256 LEIENTER 340 L=, BARIZBW TR A OFIERT v — MIIREENEF IR S Ty
3, M CITHEBIETAUC W BTN D, ARBISHEER I REE 255032\ 3, TRROEN B 2 & 7= 32
BdH 0 BEFHNERN HIRROEIEO—2TH L LB 2 b,



P-19  SYFHSRFIBACKZERRRIERED(C, B ERERIRAETUCE SR EIERIE & (2 REREY
RF &1%) @ 1 B

Ot TEAT, {ElE (=26, SR fi. WM B, PR d2, I K
GARERIRF: /MR

(1IZCDIT] ARG DB K0 BEAIEFIOAEIERMERIEI R (TA) (ZRMAHIRF CE L L) 10 oTz, —
77+ A RA TV T PRSP AL BRI AR 215 DAL T h . iR FBIFME ST LIRS s Sh T
%, AlEER AT JIA (ZEIET RE Bk 126U h ) X~ (TCZ) %A USRIV E ARG HiT= & O DEig R
IEOMEITARD, =X 3T (BIN) ~EI0 232 T fEf 288k U7z, UREFI] 5 FIED A (ZBIEL RF i)
DB, FIHNERE & U TRER] MAP JEEZIT o 1238372 <, TCZ ZEA L7 (GEAER] MMP3 382ng/ml, RF
1261U/ml, CRP4.6mg/dl, $TCCP Hif& >100IU/ml, DAS286.8), “&DHKHEL/IEGRAEE (DAS28 <2.6) MEFHMN,
MMP3 % 70ng/ml Fif% £ T L7z, A G YAFEZOER MRL CHIEDORIENFRAF L T 272, TCZ O 5-HilRz
2 WM HGHE LT, & D% MMP3 (X 70ng/ml Fitg T T L7270 - 7273, DAS28 1%2.6 LT CTRIFHER © 72 < BRRAEfF 4
MERF L QU e, TCZ B 5- 2404 LT B 2484 D MR CIEIEOIE R L OVE NS A A 5880,  BIEIEITHEIT L T\ D
LW LTz, D728 TCZ 726 ETN ~DEI) X 21T o7, ETN HA% b BIEHERIZFESH T, MMP3 13 40ng/ml Riit% %
e/ L. MRI _ERIEIREDHEITIZERD TUewy, [BEE] BHANE A Tl FRIRFIOM-IZ LY, BERATAR) m
\EASND K9 (TheoTe, BEROFEIEL LT DAS28 X0 JIA SESRNHWVHILH A, AECIIERAER & Wi Lo
Tl AR, ARIRFESIHEIME L U CERRAEREIS 1T Clire <, 1BIEBECRIEMED PR T~ — I —TH D
MMP3, KUO'MRI = 2 —% 2B EO BRI EE CTh 5,

P-20  #i CCP HuAi514 RF I 142 BEERE DE S FEIERIER A (JIA) O 3 mE 2

OB BT % $E= Hokt BTR, B 9, /NI PRl B S, (R A
TR B SLIR By S /R

UERI] 283 5 B 872g THA L7- 3 Al 2010 4F 3 AICARAERSHEL LT, TERIEAARIZZ2 L, Lk
T CRE RO TROMBILE, F 0k, REAET - JERAET - TFHERIE &R - TEIREAIANEINL 4 A 19 HISYR A2,
WBC 14200, CRP 2.0 mg/dl, MMP3 70.5 ng/ml, ESR 44 mm/r, F 7t WAREBIME L, BRI FdE L7223 5 A
D X0 FOMEE L7z, U u~TF KT 2560 1%, PUEHUA 160 1%, $T CCP HifA 432 Uml (IEF 4.5 K5 THO . Bt
CCP HUAIE RF B2 BIEIRO JIA &2 L. 5 A 17 H APt ABiike, 5 BEEILL L CY&R - MR - rTEhsfiIBRAEI C,
1D Z DIV ZFH 7, DAS286.39, FE FEEIRITERD AR o T, BASFT R ClE, WBC 15000, CRP 5.4 mg/dl, MMP3
229.9 ng/ml, ESR 62 mmvhr, IgG 2286 mg/dl, IgA 278 mg/dl, IgM 361 mg/dl, A b kLt—k (MTX) 109 mg/m’® /week,
7L R=vurr (PSL) 025mgkg/day, 7717 = CipARLE LTz, 6 BFREE LIoA+a7h R ailod, 7
H1BXYD F Y RX=7 (TCZ) ZBks, HERMTIERITEE L, 7 H 8 HIREERFZIL DAS28 1.77 ITIK T L7z, [#&%2
P CCP Pifkid, BANFUBEEN Y v~ F OgWi~—7—& U GEELS AV DILTW DA, /NETOBERITK S 2 OfREl
FHEFRIINATH S, Ht CCP FURGM N JIA [ FREI P Z AR R ThH 5 AR e S T b, ABITH MTX T
Fo3 75 A RO T, R RN TCZ A L7, BIRFRUCIE TCZ 1T K W A A — R THMBPE AT & 7273, B8R A
BRI ~DHEF T H < . At bIEER O EREE N LETH D, ZEIE JIA (230 THL CCP HUABERIZIELS |
FRAAFT P TIES FE TITHE SN CARBID D CTh o 7o, TRIFRE - TRIZOWTIESH X 572 DIERIOZEFEN W
FEns,



P-21 I URRTRETERLCBENLRINEZ RO CEF IR AV BEEE GERE) OS2H

OHEE s 2, &3 v ¥, Hgn ke, K| #5727
Von— 1A 79kt /ANERL P BB B /NER

(IZUDIT] AR OB X0 BHEBIOFFYERFEMERIEIR  (JIA) (CERRAVEAED 72 b T RSN ERED
FFCEDLEIToTEZ. A, FaldNA (VBT ERR) (2 LT, b U X~7 (TCZ) ZHEHAL, RN
BRRDITe S MEIE TG EI e 2 RO TIERI 2 888R L0 T+, DERI] 7 mERRIED JIA (D BIER—dE R
) OB, RHEOME I E BRI L% bIietkotE 2 <, 5656 » ARICTEEERZRO 5 NTA (D
i) LS. BIEEIRIXEIR O LB TH - 7= (CRP 0.88 mg/dl, ESR RE37 IU/ml, MMP-3 152 ng/ml) 7=, &
B CH D Z & ORMIFRIEE T ST e, BifliL > N7 U BETIE, AR BIE OB O BEZAR O3 M3 258
TAE BT b BRI OB O REEAFRD T, WINARE LT, A 77 e 72 XY FLFdY—h (10mgm’/
) ZBAME L7728, BtGH b IBIER OREZ RS (MMP-3 368 ng/ml) 7272, 14412 TCZ Bmg/kg/H) #BAMA LT-.
TCZ BRIE# D> HIEESPNT CRP & ESR 72 EOSIERILDIK T A7, MMP-3 & 2 4 ARZRIIZER L Fifi 161, #E
14.8ng/ml) (ZAE R L7=. TCZ BRLGH 60 THORES COMML > FF U BFECIE, B & & (PR o BEZR -4y
PRBRRAGRD BN TEY, #ER L OVEIEN TCZ I L » THEHICSES N B2 b5, [5B22] #ahE TA (o5
B EYPFRREIOE N Ko C, BERIERRO 72 O TREER SR A BHE TN RE L 7eo TE T2, ASlEx 1, /LRI
DB RIENEIR Th - 7-/DREETR GERERY) OREBNC TCZ 2 L, BRIEROI: & PRGNSR 215 5 HR T
70, JIA DEOEMZ BIRT7-0121, MiEFNOL7 OGRS 0ZEHE L, 1R #20E T 2 F0E
HTHDH EBbhr-.

P-22  SOVEICEBUIRZRRIEBIET A D15

OMEH eV, B8 B0, ML KEY, /A 29, B R0, Em w50 R Y
VEHERRT: B NERL P BRIERY: EE B
¥ BRSNS v 2 — NERL Y REEIRS NEMEE R 2 — BIRAME

HERE A0 L7 BIEIE, BRI E O B . B & S, AERCO/NEOIEFIOSETMD Th 7, —5,
7 AETIEJIA Z50FLeT 0 EOFE L H 5, ARIZ T AEICRIE LI RoREEBIfR 2 #8720 THEd 5, DiE
Bl 10 B, Tk - ATRIEYR. R [BEERE] EGNE 10 5 B8, 38 # 2 H., 3328 gl THIL, YA bR
21 R VI —LHEE, 6 ML SEMEE W S, AT uA FAMVHAIHT 2 biaEe <fath, [BURIE] 5 » AR
X0 AEFEETR, EREH Y, 1 7 ARNCERAEISZT 5, FREROX pIZTHEZ ViR b, U U~ FERBL R
PIVTRAN L 725, [WIR2HAFT )] WBC 6800/ L, RBC 449X 10 Y1 L. Hb 13.8 g/dl. Het 40.1 %. PLT 33.1X10 Y
L, CRP0.37 mg/dL, ESR 33 mm/lhr, SAA8.6 1 g/mL, MMP-3 76.8 ng/mL, RF 8IU/ml, ASO 382 IU/ml, ANA<40,
AntiCCPAb< 0.6 U/ml, IgG 1947 mg/dL. IgA 174 mg/dL. IgM 59 mg/dL [ErApr R IR, JEEis. mifbufiial, TFHREATEIC
Fep R0, BREWRZSI, e | F5. 228 2 45, W, miRRA. ZARBENCH Y . FEORSR - EiRH D | BATER
72 [#&#] Pred 3mg+MTX 7.5mg (10mg/m2) /AL, PR 1 » AE X Y BIEIEIR 2 < 720 | SEBIREE S IEK, RRERT
FbH o L, Pred 2mg (2R L7=, 3 » Atk ALT609, AST325 FEFEE DOAFHEHERE 2780 3 HEHASK, D% MTX Smg/week
VTR, A MTX NIRE H OFERR Smg ¢ 5-% 0FH LSRRI ER L Uiz, [BIEIOFHIET] MTXSmg/week A CR
HER DU EZ A28, FREEHTOX plCTHE T Vi b, X p EOFTRIZHEIT LT, [#EE] MTX 2 & B
OIFFEREREE L H Y | 5B OBFISIEDOUGED T2 DIZIEL, TNF- o [HEAIOBARLETHH LB X HIL, 6 » A1&IC
Infliximab Z3# A L7-,



P-23  BRUBEZSHUCEFIHRHRILREEA (SEEEEY) O 1 6l (B=H)

Oz |, FHa i, fhik Rz D)tk B Y
VHARERRY, P R FERIABIBEE ) v~ TR 2 —, Y R

(IZLIZ) B Y U~ FITEIF D HAIMR RS T, JEEERIOFIEIC LV RTS8 S5, NSAIDS 1255
PR, MTX (2L 28fEE, DMARDS ([Z X DBEENMON TS, TWD, (EBD) 17 B (B 14 5%, &
MIOFHE, FRIHOLIRE, 16 mkike, EYWERIC FHRBIETRAEIR L, BIRHVEL & 0 AR rERasi R (J1A) (2R
HR) C WAL, T ISR SAvis Lic, Dt - BEERET AL 7e L, RPKIER e L, 488070 L, #ImBEETEL 20,
NERRRAEIEL 6, DAS28 7.15, #AD Z oIV 13 3 WL b, ABIE O rTBhiIR A7 72, MAFTR CIZRA (+), RF 181
IU/ml, PUEHUA 80 fi%, HL CCP ik 48.6 U/ml, MMP-3 2183 ng/ml, ESR 59 mmvhr, CRP3.0 mg/dl, IgG 2368mg/ml, IgA
390 mg/ml, IgM 86 mg/ml, HLA-DR4, DR-11 #7887z, {5 & LC, PSL Smg/H, MTX 15mg/id, SASP 1000mg/H, ¥
a7t EHERA L, DAS28 1% 4.14 £ Tl LT-0SERIZ L D B AIS~OXZ SRt L=, 2T 7Y%
~ 7 OOFHZERRIG L, 22 I DAS28 X249 ~#idb Uiz, £Dt%, MK, BEHRPRD LN, ¥ rurxc)r%
AV HEIIER LT, DLSTIRETIEY 7 072 F 7 L7 7 EFVUREET, MTX, AU &7 SASP (32 Th
STz, FHIOHF IR G IRAT ARG D 7= OB B A it U7, JREA (£), KM G+, thE RinEkEL 100 LL_E/HPF,
FHARAT ROl EBA CRERMMREFREOIREEAE 23807, HOGHUANE TEITHITHERLK deposit Z-FREFREIZGRD T2, MRk
EREDIRIFIZIL PSL 2 L, JRETAIIR 2 ICE LT, (F &) SAIDIRK & B 2 bl ZIRMEEMEBE 2 &0F LTc
JIA Z#85R LT, JRIRBEARI O HR L CIRET RNSGE S 72 \WE | BRI IZ PSL OHEDEZIERN &5 LB 2 il

P-24 Bicipital synovial cyst =54 UTc2 BEIESFMHIFRIMRFEI R D 1 fi

OLEr Frz, fH/K IR L GBS, Fim =, BT BE
BRI 2R /NER

<IXU®IZ>  Bicipital synovial cyst IXEHRUEAFMERPREMRIHIR -JIA) OFENLEGIHETH D, SRFHLIFATH
A RAIDOPRE L TE BIF 2 O Pk A58, Bicipital synovial cyst &4 0F L7212 8885k L 7= T3 5, <JERI> 4
i, O 6 H (3% 12, B 92, U o/ HillllR, ERIEiR A7, sJIA LSz, 7L K=Y r (PSL)
12mg 33 X O Ibuprofen (2 TR & Bt &AL, PSL & Tmg/day £ ClE L7- 11 A ALV BIXRANCE Eigm a2 780 5 &
N7z, 11 A 16 H XV FhiE, HEALEDHE H 12720 19 HIZIX CRP6.9mg/dl & HEFEL . FR L& 2 D,
PSL % 12mg [ZHfE STz, ZOSBMENL . SIEFTLHUE L7223, 22 H X0 A2 BoOERA . 30 H L 0 A7 ok
bR, Fi EBEHIC dom KOFEERE CEVRO 2 ERZ A7 EBilC b EOIEIRA 7D, CT MA T, BREFi%LE
BAfH B B —BERRZIN - it d 5 2R MOIRIRITE 2788, MRIFEIIH] T1 SaREiR Cld, EatmEsa 2L,
PIEMEDURIRRR 7 DT &5 2 B, JEBEIFR OFRHDR L7 Bicipital synovial cyst 2 L7z, A7 A K/ ULAJE
EEBEINLTZE 2 A, BRI T A0 E Uiz, AT 1A RAIOD & RS- CHZ# 0 K372, Tocilizumab (TCZ)
ZE L7275, PSL % 8Smg & CIE L7 & Z 4. Bicipital synovial cyst OFF#R AR T-, FHRIRE, TCZ il i EE LI,
T, PRUALEMES o7, ZO% PSL % 12mg £ CTHEEE L= & Z AEIRITSGE L, DISEEICHR L T D28, gk
7 BB LT D, <HBLE>  Bicipital synovial cyst &G0 L7 SHREAREMERPREIERIEIZ O—F1 2 #85 L 7=, Bicipital
synovial cyst DFIERETIINI T 53, AJEGIOBHEET ORI D, HEIERITHSE L, BT U 7B L 8
IR > TSR L= 2 LIk 0 AU b o LHER ST,



P-25  FIUXRTEHOEEHEEEECHL, AMBREREDN R B IR R A (JIA)
D1l

Ot 5V, (RIT BV, ik J™, /NGt Bt TR SR Y 5 750 1B 480, RN 45,
I 22 (O (R
D ARBERRE THERATINER, 2 SVl Pl MR ¥ AATEROR R e

14 DB, 2009 FFRKEE L 0 SR EX . [FIAE 12 A DIHEL, Al - FEIEIOK R - MERASHEL L, R
FEVERAMIR (sJIA) L@Mrsiiz, NSAID s NARBALAT 5 HIERS G ZIEIE Uiz 7=, FUE1 H ABE L 7272, ARt
. AT aA ROV REER 3 7 —NRAT L7203, ZORIINT L b0 Tldien o727z, »SOVAREK TR kU
R~ 7 ZBE LT, 1 BIOEECHRLONIIIEIEIRNER L2720 — HiREE L, 4T b U X~ 7 400 mg Z ki1 5
Z e bpoley, 2[BIHOBS 5 Hi% L D IEA L DR RS - SENHBL L, 4 7 FRREREE (AST/ALT 1017/3751)
BRI, AL role, w7 n 77 —UMRMHUEFEREORE L HB L, AT a4 R VLV AFRERITT 5 bR
72K, ®72% AST. ALT, CRP O LH-ZRBHI-1-%, BENNCIMIEHZ;iTT L7z, MAESSHEE A £ ClackE# 05580
LAV, SRR & e o772, BIMERRZEE (L-CAP) (ZZE L, 1 [HR2 #@RED~_—AT 5 [EiifT Lz, D
FEd: AST/ALT 12 16/78 £ Tk, RIEFTRITEMEL AR, BEHIHA L, REAIZ AST/ALT 13/34 £ 720 B L
7pofe, LA ORI TR LIS B 22 ITHERERE S 2 2 U7 AR MBI R O — 1) 2Rk U 7=, ASERBID K
D 7efRBR A U C, AEERIAI O RIZ ST 5 TiE, ZOEIGIZ OV T S BICH07eiidtny /2 S A ERH 5 & b
niz,

P-26  HREBSHRAICESNEFIHFRERBRESHLUI 16

Ofkn B, NHA ABR, Bl 3CE, LR HE, ME e o B2
TR R SYRle /N

HiARARREZS  (Neuromyelitis  Optica : NMO) 1% EEFEOMIMHRAR L HFHER FH MRI T 3 HEUARLL EIC R SRE) &0
W, E2TITRY 4 RNOKGTTFT X THY, T A et A NEGSEICEEIZHEER) ICxT A HUESEETH
L EEFHSETDHEATHY, AHTIE 30 mkE e —212, W< BIET D, AEIL, DANE, Seeaspint
MS (optic-spinal multiple sclerosis : OSMS) & L CEFEMERELAEDTFI & L CTHEZ BV TE T2, J17 7 TARY 4 HifRD
TR, TA Mt A S OMEIREERIET R B D ZIEVEEIE & 1T, TRRETRR N2 D & OFEFHEA TV D,
AlaF 41X, NMO (28GR MERIEIZ  (systemic juvenile  idiopathic arthritis: s-JIA) ZA0f L 72 iER 2786k L7-,
FEGNE, 10 FRIFIC/EPIRR CTHIE L, DAETIARRE, FREROBHR AV K LTz, AT uA Ref 2 —T7xnf
THES VTV, 14 BBIHTAIE LT, 517 7 7R & 4 HUAREIETH Y . NMO &Sz, 15 il afien
TR THIE L, — HRIPRRBIZ 22 o 72y, 7OV AL & EARHiih 2 SR LTRSS, ZEOBUIERE L, LItk HERER
a7V R=r THFATVAEE L, UL, 15 BoRED Gl RN, BB EZ7F A, shiERD<
TeOABE LTz, Bk, 1~2 BT | BPEEGAA DL, FEENRH Xl TRAET-CHRERIEI ONERR,  ATEhHIBR A £, IO
REFORBE LR8O T, MR TIE, FMmEEIMNE CRP EH-, MMP-3 13 140 S B 7 UF o8 1135 & 15H-
B U SHUZERUARIT X320 LISM TRtk A MRI TSRO R TH Y | i, o CTIE— 21—
IR, BB EH A IZAEL TV, VR ERAT rA RE CyA OOFHTRIEFT R b L, Uik, 7L K
=2 & CyA OHERFRIEICEFE L=, 16 1% 9 7 ARFZ JIA OFI A B, BIE, h U X~T7OHHE{T-> T D,

[BZ£] NMO 123 =— 7 U AEERE, BRI FEA9%S) . SLE 24 0F LIZEfIfSI I E TS A, K
BID L DT BHR A 250 LTEGN I 2 2505R U7t TIERM 7o B ano T, FiliEfl e Bz biv, #miET 5,



P-27  DEIRESHUIcEBEEFIHRESEIERIEI R D15 2H

OB f— ", Tk #isk ", A 4567 A sk, EIE 1
U ORBRERRSE: MR 2 PSR /R

UEG] st B [BEAEE] fmcd_& 2 b2, [BUREE] 2009 455 A L0 8, BEER, MIREBODIBE NI
R, EZZ L, FEEOMEEGRIEFHAFEMREIZ GIA) EBWEi,. AT aA RV R ZEHIYIRIEIC TE
RIT—HEPE U7, 2009 47 7 A1) L 0 FREEREA S L OSHEBEO HHBLAGR 9, BAFIR OFRZ5EN T H 10 H 4Bl ZdisE &
2%, [ABEHERAE] O, T35, 1 1% L OICER., 11 1520, OMEFIIER0T, [ABiga] WBC
13070/ 2 1 CRP 9.44mg/dl, 7 == U F > 1407.47ng/ml, IL-632121.6pg/ml [FErEfGE] ABeds 2 9% H IR 25k 2. DRk
V2 BEOV3 TO ST ORFE FHAZFEDT-, FriR=r TiREREIIEECH 57245, H-FABP (b NOREKAEE
GBEH) 3B Th o7z, RBIIT LML > N A TREE DR 238 (OEREE 62%) , D 21— 2 TN
MEREDIR T (ZEZNAEHEE 0.20) BB 25807, Mo 2-5 AS IXIER RN, IR ERIET 5 &5
2 HID A NVAFUAME 2 B ORIFRZ BT TRE L7223, Wb HEER EFIERRO R0 o7, sTA TS O
e &HWT L, FIPRAIS KON OHIR GAZ THUD AR 2 MG LT, sJIA O3 har—/UIAT aA R, Gl 4
OFH UTzo 28 49 BITHIAT U720l s o Tk, HRRE D TEE, (ABEF Y TRE OGNS Z 38, RGOSR T 258
O, Elo, RBPTo7obxa—TiL, DEROITRR L OINEO = 2 — D FH- 2380, DIMERO AL 2L
7o MRS S H L 0IRE D . FURAR LOSROAIEZRE L, 5 14 % BICHhik Uiz, 3513 9 BIChET L7oD s T
TlE, AENZEED D=2, BRRPEOSEREIC FidckE L e, [HEEE] sHA (21T 2 D2 oM, Dhse.
DRSS « FIRE, EEIIRE, (B E R E OB 75, sTA TR DDA ROFASEREIL, MEEBZWNI - DR
SbdH 0, K 1WFREDOFRAESE L WS S TWD0, FECHINCHIT 2 0ADREOAIHEEILESR (50-80%) THY | H
IR, IR TH D,

P-28  FEHAIREZBOT=HUIIFIEEENEEHONT= Blast negative ALL M 2 i

OABIT AR, FAn 13570, A #— AH EX
HWB/NEPEERRIR G v F — BGER

FEEMERRPEMERIET S (JTA) OEERIRE S L CRIED v WEAMR (ALL) (XEERERCTH D, WM I 2E
EROHBLN 72 G5 (Blastnegative ALL)  CHINLIMEKEAD 23880720 | BBEZEH] CRMEINZ 786 2 7o DICER S v D,
B, DIVbiUTSPeZ 2 E CICRRRR TH 727201, U U~ FMREN DI ALL O 2 Fil2#85k U772 D
HT 5,

FEG 1 1% 4R, 1 2213 EotisRED R L7 72 DI E AR THRIEMThiv, 28 CT, Ga ¥ FICEF 2300
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