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ES1 WRU T FREBEEE BRI RV ML ADEEMRAL
—HB7 U F > DEEM—

W2 HRD
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B2 4 VA (HBV) BEGeEH B W CRIEINH] - LA L ) HBV ST 5 2 &
7 HBV FIG AL & 05 FRIGEIIIC S 2 HBV F ¥ V) 73§ % R HIH] - (b2 8 13 BT 4 b
OV RA T 2 BOL70RPOERELRE=Y) VIIBLETH>T2e SNDBHBVF Y 7D
HBV FiEHAETH B, S5, HBVF ¥ ) 7 &3 B4 ) BIRNICIZER S E 2 5T & &
g (HBsHUEFREYE. HBc PB4 £ 7213 HBsPuikba ) & IF &% 5IE T 2 FiG b2 s &
N5 X)) o720 HBVEEEG D) 5 T 2838E X de novo BEUF 4 & M-E, 5 ERIEDEKTICZL
0 HBV LG O IR R ) ¥ /BRI RIE G L CW 72 HBV SEE AL L 72 £ 2 5 Tw b,
X 51T, 20004ELIBETIXAED FE A TH 2 BMIE (CD20) 123 A5UKD ) Y ¥ 2 < THE
WHHEE T de novo BEIFFRZFAEZESL T LN E % 572, De novo BRI St o B
AV L R TEELEDRE L. TR LD TEV . BUEL2S L Th L ERZT-> T
B TELRVITEREDYD 5. TENH - AL FEE O R H L4 BIBER G HBV &G 23
HAZ) == 7T 5o HBVIEGD 27 UL, FMICHB Y 7 5 » 289 5, HBsPt
JE B P X IE R BAART ISR 7 1 7 2 ¢ 5 L. HBV BERGLE 1R LTI sz fiil - [k
PG GTH S HBV LI A CHEELRE=4 ) Y 72 £ 5. eI - 1k
R AT A/NR Y v < FEBICHEF T A A E (X HBV FHEME L 3 2 + 0 I HfR 5 %
VBN Ao HBVIZ—HEG: L FEHAL ot d i, FERICDZ 2B T - u 78K o
MRH DI E 72 B o /NI U TR I 28RN 720 | Ttk A v 2 Lo fa etk 1%
Bl b, — Ty ARIFEACIE L THBY F x ) 7 RBEGE OHE XMLV, RIERTHN
X, I F U EETRETH D,
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TH/ABERA. HRANEWKRADBIZIE—HOMER DD 5o 728 ZITPLTIFL- y JuikIZk A
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EX-1 EEMFRMREMBHEICS T 2HBRFENB A EBKRER - AEZE - FEO
BEEM (C DL T D#ET

OREA FFEL S /MK —HB Y i f—ER . KA A 5 HEA i HEsct
Z4 ERES, HE E!

e Kb N B R CKKRALBER > ¥ —/hNET7 LVE— - Vs F by s —,

SAARER KRS B E R 7 LV ¥ — BEE NEF R

FAEVERR R SEVE M RE (JUIM) \XEEME M A2, HEMEZ M K. MR E,. Mo B EHEIC
BT AW a%Erat. HOREMOR K - BIETH A, LE. WEICHEG 37 5LE 2 5N58 RIFRVHCIUE
(MSA) BB S, SHICMSAICERIRAEIR - BHREH - PRICHE-DPDLFHITRIBEIN TS, L2LH
ARNNEIZBF A ZIEF D0 4131990 4E 225 2017 4E F TG i 8 K 2495 B Je OSF O B E5 B 12 B
TIJIMEZWENIZ25 F12B VT, BRRIEIR - BHFRH - PRRICOWTRHEFEICICH ALz, F-ACHERIE,
PRAF IS % VT HMGCR M A & 11 IC ELISA #:C. MDA-5IZELISA #:, ARSIZRNA ik e, TIF-1y -
M] - SRPIZSRIEILFE - 72 AF 0T 0y T4 2 7 CENENHARER K F KB R 2= ZE R 7 LIV — B R N EHC
WEEKFEL 72, BH 252 18% (72%) TMSA D FtELZro7zc (MDAS: 74 (28%). TIF-1y:5%4 (20%).
MJ:4% (16%). Jo-1:24 (8%). HMGCR - SRP: %1% (4%)) 14413 TIF-1y- HMGCR AS[FBHFPEE D,
fd 1 4 Tld4 9] Jo-1 ARSI, ZORBMEALRIIM] 25FatkE e o720 MSA Btk i3 is N B o B e 74 Cdh -
7255 MDAS PRGBS W I CTh o720 Fon INFTTHRIEERE MSA OBEIZIERH I Th Do
723, Fex OFATIE TIF-1 y Btk BB A3 ZF Do HEPURIC IR CTHE AR CRIE $ AN E 72072, MSA L RAE
ROBIMIZ, MDAS & B P 4 0 B - B2, TIF-1p& iR AR, MJ EROATIEIR, MSA &k B ¥
TO LR OCFEIREBFEAD BT 2 OSSO THY. TR A LIV NE oG L FAETH 720 —
JiCy VRN 9% A 0L 72 MD AS $LiR B 14 - COMERZ 2 356105 W IZHAD N 7 — 5 L5870, F7-
Jo-1 Uik Pk B\ B R PRI 25 R Bk T O Tl OB N TR ZRERIZE S B o720 2549104 (40%) A%
RIS ME ), WIRIZHCPUREYE B 54, MDAS 44, MJ 14 Th-o7z0 /NEDMDAS B EBITid e
M7 B VERT 2 B PEPNCRE BT A FIZHHDS, —EEIRBICR2L PRI RIFCH AW REED RS2,

EX-2 2 5REFHFRMEEE R (ICH (T 5 NK fIRaD IL-18 RS E M DRERFRIIRET

OBEA FATF L K ESL HE oA AKHBE' EK B2 BN KL
JISF Fe54 3, AP !

VAR SR B AR A TF SRR N BB, % AR 22/ I

SERK AR R BE ) v~ FIBER R

[B) SHRIZAEERRRIERE 25 (s-JIA) 12B W T, L8R B k& 2 /2L THh, v
77— VIEMHALEERE (MAS) &0:60 TR IL18MEARE BMELZ 235 2 ElMbNTwS, IL-1813NK
MR OIEMEAL 2 &S 525, — T CHEREDIL-18 #FTIC L ) NKMRIELSFE S N5, s-JIA THEIIIZ1E NK
FaB DT B X OBRER T 280 5725, IL-18HHICH L THRIBE L R MO NTEBY., ZOEKNE L
Ty I8 ARDEEN Y VBRI SN Twa, Fald, NKHHBEO L8R AM X, IL-18 D@
FEAIC X B NKAHHL O B DO IL-18 BB X ) “IRINICAE L B2 TH 5 L IRE L. NK Mo IL-18 AN s &k
2B S B R 22 AT & AT - 720

(] stHid~2r v 77— DEMALESERE (MAS) 2 &P L72200% ST sJIA4B. s-JIA DTGB A & & fiF
M CHREFIC CD56+NK MILIZ 31) % recombinant IL-18 (rIL-18) #|# % » CD69 7 % 7 0 —+ 4 k X
V) — TR Ly BRRIRB X O IL-18 B8 & FBMaT U 720 I IL-18 52 13 ELISA & CilllE L 72

[ R] GEBIEBNC BT, MG IL-I8ME DB % R 2 2B 5. NKH O rIL-18 J 323§ % e
BVEIEH L AETF LT 2o PRI IL- 18O F I, NKAMIFL O IL-18 IS A o 1145 & 26 72 A%, 1MLl
IL-18 Bl ASELL 3 % inactive phase (2B W T H NKAFL O L1805 M3 e i b3, =R D 1w
L7

[fEam]  sJIAICBWTiED 515 NKAE O IL- 18 AR &M id. NKAKEO RO RS Tldz {. HiRED
IL-18 DA FEITHIET 2 “IRKMICAE L HEALTH D WHHFICK B ILI8HFEAEDRZIEE & HICHHET 5 Z L 28
S22 5720 MASEMRFE L T 5 s JIA OV REICIE. IL-18 MBI pEA: & 2 ISHise 3 A NK Ml bkt
BHEPEL G52 EHARBRE N,
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EX-3 EEMEBHRBEICE TS Drug-free EFEDOEEER

OfftiE BRI 2, R AR >, R BOBE . ABRET JHIEES, L0 HE— 2 53 72
Bpep it A E2 . BRIE BRI 5

PTESREPERL KA PR MR, MR SRR B NS £ 8 — MR

SHESAEALE A ORI O FNER

WE] HEMEEH %L (DM) & AT a4 FRZOMeEIHlSic X 2 BB BRAFICROB L. Rz
Drug-free ®f# (DFR) %W T A EBEIN DV v, LA LZFO—) T, RIS HFAET 5. [H
1] UE DM B HE OERIRIG %2 AT L. DFRIER O HER T2 Ma13 5. [F1:] DFR % {698 # T 1% 14F B 8%
Benbob L, BAED D 2D FAREIEE LR 2 xF 202, A SEFEH. GBA AR ORmINIH,
el (1% Aldolase. CK%%). #IMIRBEAZE (A7 04 F2OV AP, MTX L), HRBEOFBRLE A
AL DA IOV T, DFRICBEE Y % R & 5 B ICIRAT L 720 F 72 2B OMEICH 72> Tid, Mann-
Whitney ® UKt E. y - #eMiE. Logrank test Z H\ 720 [REE] xF5ix4060) (B IR1861, &IE2261) T, 5
FEAEWRIZ 62K G H~ 1520 H) TH o720 FIED B FH 064 THFEHL LG S . BIEH R F 12 DFR
ER LB 2260, FEERBNL18BITH - 72, Mkt 2 BET R, WRER, Wl Acliss e, 5
L, FAED HEBAA T TOWIM, BZEEERHEMEMEOA#, CK maxfi. FINRERNE 72 SICHEE
xR o 7245, Aldolase max fHIZAT BICIEEMFR CTREETH - 72 (p = 002), Kaplan-Meier % % T2
HDFR M9 5 &, BHEEGHEO B DFRFIX, 34 T21.6%. 54ET356%. 7T4ETH86% TH o720 F 72,
DFRIZX T 2 A E AR MEZEKN A2 M L7z & 2 A, Aldolase max fii > 20 TU/L, ##rf R, HIKALO M)
s (FnZhp =0015 p<00l, p<001, Logrank test)o [#&am] 4% DM HEE TIZHEEH DFR %
FEHR L TWzAs, FORMEERKE LT, Mo Aldolase max 20 IU/L L E, & o FRR2 T A IKRILA
HENTze ThSDEHRZFHFOEMICDFR ZEAT 57201213, X ) CTEMOBEKREILEE Bbh b,

EX-4 HHEOA20/NTOFRLEDRKR < BIRFRE

ki

O MI#E ' KV FHot ' S A2 IR LR 38 i R i
VIR R AR A R R PSR AR RN RN R BURT R R PR K R 2 e 5 A S i R 2 3

H4t] TNFAIP3#IZ T2 — N4 5 A2013 TNF- a ¥ 7 F W EERE 2 MEEICHE T 2 0 FTh b, A20
DONT ORI L) FROMEEEREROGERER—F = v M (BD) MHCERRELZT &SR3
EEAERE SN TS, Sl ENO A0 7O ARSIEREFEICO VT, Ll bFpse L L CEEERMA
AT o 72720 50 [HiEE] ENO A20N 7O REREREIZR R, 304122V T, BAIER, #Eis T,
A ML T T 7 AN ECOWTHE L7ze [RR] BEFERIZOEA D20/ TH D # 0 B3 REFM
H386% W b7z BDAREEIR & U CIEBAEME T EPIIE S & BT 5% <. ENENT7%. 55% I H S 7z,
L % L International Study Group for BD 1990 DS Wi 3 2 i 7= 5 D D13 45% TH 0 . PE DL XSkt %
72 L Cnhholz, $720 WO OREGI THREERE %, BAMW, HOREEY » S ERENE 2 S0 |
COEMREDSR G L Tz MBI NBEFRHIZETHRERTH - 720 BEHEIMBHORIEEY A A A
I E L L, BAERFTIZIL-18, IL-6. sTNFRI1. IP-10A% LA LTz, F72. A0 7O AEdEBE
TIE Th17 MM OB AE R S A, SRR NIER Tl Z DN ABAE TDH o 720 B O A ML EAZER 51 Tl
LPSHIFIIF D TNF- o+ IL-1 g DA R D & & I L TN L Tz, 2R TNFAIP3#En T2 Nk
sl L7 HEK293Tfliffa 2 HIWCNF- k BLAR— % —#InFEBREIT-7:L 2 A, I Ay AERDANOE R
ALY T TNF- o #HENF- « BEEGIHERIN 25 A2012 & 2 90HIBAEDS8E L T Wize [#55E] S nldi s
L729RRETITB W T TNFAIPSEIZ T ICHHE R AW E L7z BAIEIR TIEBD 2 W A % i 72 S 22 WIER]
AEEU ETASNLS, BDE L CIFHMAINTIZAR L, o HemEREOAIHCEEILETH 5,
INEZAE D Th17 M OEMNIL A20 N 7 O A ERE O H O EREIEICEE L T A R H 5 LR LT
Wb, [#E] 2kt REBING 2 St 72 725w 2 mii ok, BHETT R, MR, B, dbER, HT
WEXTA ANy F —DFEFIEH - LET,
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EX-5  EFMERMUEMRZIEICHETHNMREVITFRHERBRUBEVGICSEITS
HENBEB T RIREDE A O%E

OHAE i WA &% BHET L #KE E4\ HE 8L B4
PRBREERRSNERE, * & & 7N R

[iIzL i)

NI —=Fy 75— (PD) 2% 72 BT 5 A (MSUS) (& EMEF SR % (JIA) BT Twb, MSUS
WCEOERT D SIEAR 2 o WA 5280550, JIAEZMESNIHER 2T TIERL, BEiL2EI Uy~ Tk
BRBWTOAHEEZONS, MBEMICMSUS 2 T/ /N F R B BB OE, 208 HEEHE L7z,
(5]

BAEIER DB DB o7 /NBI 7~ F IR B RS NFI D95, 20124F 8 H~ 2017 45 BIZ M EFC 25 BAHI Lo f 75
820 fE AT L L oM MSUS 2t 17 L7280 % 2 5 B HGGT. F72, BEIICHEFTL 72 MRI & FT B g,

[ 5]

Wit 41313561 (2B 88HB1) T, #DIHLJIAIZT78HI. JIASEV 3861, Y= —ZLUfEmR 2061, N—F =y MEiZ 10
B, MSLES: (EMEM &) FHn310.2(6.7-13.3) o FEIRAEIRZ R D7 BIHT13482/5224 A ©. BHEHi TRDZ
M7z MSUS 12T 41T 40 BIFI DL 1 iti17.516/5606 BIHTZHE AT A RO 72, mbELPDARO-DIXF M TH-o
72o PD%F9 subclinical 22 B 9513 21/135 61 82/4718 BAFi Tiled. T - EBAMIC L {2 MRIEH s —3kL7-
DIF224/249 BASI T, IEEFTIEIMSUS D, B TIEMRIDEEE A E 5720 PD %4E) subclinical 2 i 01 27
HF-ELUCRE B RO 2 M £ JIA L LB THHIE (p<0.01, p=0.01. p=0.01) L LR THIHEIN,
R FH MSUS T 513 57/5220 BRI TER&. 30/4416 EF 47T subclinical =4 & #8238 720 FBRIRIGIZJIA Bebh 7z
38 28 1T MSUSIC X i % - AT & Tl S 7z. 720 MSUSHIIZA B % - RF BaME% B4 JIA L2 W &
T35 B 7 BICHF A 25 % i8sD,. MSUS# JTA R A E H Sz,

[ s

JIAZIZU O ET 2B RE S /NRY < F P B OB BN BUF B M5 1Y 7 MSUS O F AR SN 720 FRIS/
A CTHMATHoD R BHIEIMRID T IREEE R SN2 T2 WEBEDOMRIZOVWTHLEATHY, Ficd
BAH - REFEMZ B RO JIA LB SN TV AR MSUS #1792 TR G RSN R ZEB LN E WE £ 25
nf:o

EX-6 S¥LHCREREZEHT S STATIREERGER

O ' BT B2 490 BHl . R B R0 0, SR #2°0 mdb Mo
P OHESE S S BAR N R KB

RO SRR R AP B S AR T R R A Y SRR R R AR 2 e A T S e 2

S HURT A BB R AR BRI AN - RIS, IR R R R B B DR e RN SR

® IR R 2R 2 I B 27 SR FE L 23 W R 27l /NS B 22 L AR SR B 2N JE

THFRIRNNB R 7 — AL - IR

(5t

7 F OV Az E etk B g YL I 13 (Transcription factor signal transducer and acti-vator of transcription 3 :
STAT3) k. ¥ 7 F VfniE LEEEEALZITH) 2 & T, MROGERei L E2 5465 VXV ETH 5. FEN
PEALIRE TR ICRAE L WML Lz Janus ¥+ — ¥ (JAK) 12X - T, Fu¥ v ) V@b, BRBITL
BER AR T2 LT % (JAK/STAT#ER) o STATIEZ T OB ER IR gEEBERA ISR FZ &
WMEIN TV 25, REEEMSAIZR (GOF) Tld, 1HRWR SEEGEELR &, 4 2 RBAMO [ OREREE
ETLHZEMEINTVL, SHbYPECTHFERIEZ ELIRRADSTATS GOF #ME L7z THET %,

[E 1]

JEBNE 3K RS %o JEBIL - 4B PGB Lo ALRED DD E, 2T~ 37T XA<iis%
2 5E LR IC A RS L 72 BRI TgG IE & B EMERI K &2 fefi S urzo JERI2 D 44l GEBL o). A% 35 H»
5. BIFBREATOA FIZX 0SS 2080 FREZ 35, EMS 4B M X 0 EREY £V A - Ml G
SEDO RS ). TEBER S, HORIBEGRAS T i, JE7 v a — VIEIRITEIFJE. B CYURBRTE O SR v B, VM
FREFE. EPI4 5B AR I D7 MR E KRR, 2RTRE EMRICREL., ZoBACREE
I HR R & 3B, RS ICIFIE & 28 ) Y FIERZ RO, Fr~ 7 a7 ) VEEAISMEO RIEVE LM
DVESRBENG & PRFE U720 JEBIS - ALkt GEBISORE) . AR, LAl3KRHTEL Y YV — LT 2 FENt L.
STAT3 BIEF AR 260 & BEHZE T 1 61 % 328, reporter assay 2512 & o THEREMISAIZRTH L Z A L 72,
[taE]

STAT3 GOF Tid. HERHI D & THRAEIR, REENFHMSS ETEE T, 5B 3 5L HEHMOERHIC X1 HEMR
B & WBRE DM AR SN D,
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EX-7 EREIGARIBEOREBRICHENEERERSEEFRIEL.
hIREA D 5B Y 5 SRAMBIAE FIET RIMRIE K & HHBI DERAKR &

O H& '\ =al 24T il 8°, & e & et S0F dhwe, &2 ki’
e %% 7k H 2!

PR TR RS R AN RE, P B L T ER R R B R ) v < FERE v v —.

SRz ) =y o U R R R AR A P SR R

P HUR R R R R AR/ - PR HUR R AR, © SRR R R R A S A S R e

(3] FERMREARASEICBIT 5 HOREEREOAHIMON TV S, BN IgA KIBIE (sIgAD) D2 ~
4%, SFEABERGIEASEIE (CVID) D1 ~ 4% (i ROABEE RO HH. T OA BRI % & B EERIs
Hig (JIA) - RA OFREOHLEIC O W TITHIEARZ L\, HERFI X ) Z DRI Z #ET L 72,

[EF] 38, 19814F (1ylOm) #ATREEASHEL L 19824F (3y) Mlafiic TJRA & 2 MW, 19864E (6y) %+t
V7 —WipWE, sIgAD & I, £ BIHT 412 Sulindac $% 5-25/kie 2 L7225, 19924F (13y) RO HIWF Tk,
19944F (15y) BAHEiHEAHEST L. CRP Lo & BE XA o b 2380, A b ML ¥ ¥ — b (MTX)75mg/
W% BIE. B BRICCRPEDIEEL L MTX &1k E7z25, 19964 (16y) (21t Steinbrocker 3% ] 548 1V
TH o720 20014 (2ly) IgGAKMEA TR, F 72 CRP LA % £ 9) B O 1GEME % 380 MTX Fifdo i - BeRA
FATHEAT Ly 2004 ~ SAFTH I - Tl 1B A\ T B8 65 5 464 25 9 0t S 7z 2007 4F (28y) CVID & W7 (IgG 109 mg/
dL. HIMERS400 / L. V) ¥ 78Ek%700 / u L. BAlE4%. THINE52%. TREC: &EELLTF, KREC: 2.2x10e3 /
u gDNA), y 7 a7y v EMHESHEE N, MTX, 5V ANV 7 7 B T VIZEIWEH O 72 o kb K i T
HAEPSL3mg#%5- F CRIM&IC X 5 & Bbih b CRPISREMED FifE L T b, BT 213 RF TS IR JIA @
BWIZAES L. o O REERE RO APHIFED Tui v,

[Z%]sIgAD & HF JIA VBT A% . ERWIE & SN b, $CVIDIZBIT 5 HOEEERBEO A
Fr e LTCD* ™ il n % < . HEISEBMIEASZ 05 mIcE TIN5 2 &2 THIILO LR EIVRIZ S Twn
%o ARIEBNICVID DFIELRED . BRI SO IGEIPEDHiGE L T Ao CVID APF JIA LB s IR (< 20/
oDz K EWIRELROENTWS, BAIOCVIDERBEEFICIEREZEDT, &7 VT2 &
DW R BZMEHTH ). FBEEETIIOH L72v,

EX-8 PET-CTAHEEZRICERTH o 7. AN ZZ2RICER S hERKERE O—B

OAF B A RS P8 ORI, B S5 A Hesh L ek g Ak
PAs 2 O H—0 A e

VESTRE ER e v 7 — R v~ F B R

PRI T VKSR 2 B PR 2R F Je R 5 A T /N R B 2

[lFL®IC] BERBREOZEIMNIIRIEY —H =25 EF L. R mms L BB o—e s, L
AL, B2 EXRABZICBY TR, $TTICRIEY—D =B L., BICEETL22 0% <R
Vo BN BIIFHERCAT - 72 PET-CT DSEEZWICH N TH o 72 AR D — 1 % £k L 726

[FEBI] 1154 o 6/ IC B kb E & AV WA %2 589 LIEER A% Sz ARTHEIED RN
Wi & W S v, BEEPHEREM IS X 0 RS R 2 < S L 720 AR rh o g 33 D A C R B IR 9L 5k
EHEERE D KENRIT W % 72 RO 72 O BRHKPE & % o 720 #5 CT A T EATRBIROILIR (£
37cm) & ATIEENIRDOBEPLIE & AN A RO 7205, 8D 7 MM D 5iE~ — H — X% TH - 72 PET-CT
TIE EATREIR IC &AM ICE WM O ER 2 B0 72, MEHRA CTRIEIXRDO 2 WwHS, BEHRFENIT R X 0 &%
KERZEEEZH L. AT704 F2OVAHEE, 708277 3 KOOV AEEEZITo72, B, FEREICHE
BRI ORI CTH o 72~ V7 7 VEBREEIGEEFNICHE SN, BEEFR. 7L F=va v 2k L 14
BTHIE L7z BREZ BB L TV, 1HERICHE L BRESEIL L. CRP. KL EoRE~Y—H— L
A& RO, #ECT TIEKENR SO AIKALZ 9 IRk X O T AT KBRS PEIBREIIR I 221 F THEL DR
ZaBDI2, PET-CT TR, F47 - BE8 - JHEBRBIRICHEVER 2RO, BRKEREOHEEZSITICED, &
SICFOEIEEHW L. A7 4 F2NV2RERTT7TFF A7) Ua5ams iz,

[Z52] WPIHIL & ) FRIAIY 22 58 R 2 5 5. Z OB R A THRAEZ 20§, PET-CT DIRZEHAD
ERRDEID o 72720, BINIELRKENRE & Wi LIS WIEBITH - 720 FER6FEHEDPET-CT TIEFHEW 2%
A O E ARG % FROIEE B W IR - 72,
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EX-9 )Y VREEBRTHEICEH U /- SLEMRREICKT U TREIFIEEE 1T > - —F)

O/NEF K ' AT fF- 1 MR AR5 &I ALF- ' E0 WYL R B vk IR
VIR ERE BN, RIS 2 5 — DR
S BE PERITSE Y v 5 — AT~ AR 2 ) — = v TR

[Froic] VY yREEAAE (LPD X, ZHEET7I VB (VY Y - FV=F v - 7AF=V) Ok
BEIGREKNT 2B TH S, BEWINE RMEFRNOKTICE b7 Y= TR LR T 5720, 7087
BT ARENBI 5. ZoOM, WEH: - TR - ARERIAR - fHEBERKT - BHRELR L 2R LEREE
T 5o R1/3HUMMAERIEFHRFEI L2 v, BREDHEEOIT - HORERE - MBRE I - Miwa -
BIRE R EEAMT B, MTOSLEDABHZ L MBS N TWAEA, NEHTOADEE X U2 DR 13 7%
Vo 4lal, LPIO SLEJRREIZ AT L CRIEIIHIAEIRE 1T o 7IER 2 Rk L 720 CTHUE 3 5. BER] 2micld. BE
FEIE - RERE - Bt Lo #5501 0 62 AR CIFIRIE 2 fef S 7z Ditg. JLinskisd - i LDH &
fifi - M3 7 = V) F VD 72O BB A S I HRFICLPIE B L7z M VY v - 57y u—
AWIRTT Y EZ TR EIEWNE L7225, 26 HTA Lg% - GAELEZMY KL, BEIHL 720,
2% 920 A e IR AN H 19 C ABe, Mk cld, IiEEim (Hb 88g/dl. /N7 k7 <10, HERHkK
MERBEHN) . #HAMET (CH50 7.2/ml, C3 47mg/dl, C4<10). PiMEPUA 64045, PiSmpifk (+). PLRNPHilK
(+). Clg b5 (32 pug/ml) ZH72. M, LDH 1002U/1, 7 =Y F > 4174ng/ml. KL-6 4320U/ml, &
EHA ROz, IR 2 Lo MICT CHEMMELDOELIAD D KERLEEEI LIERD 2o
72hs, HAT R o 72, SLERREE # 2., 3 X ) 7L F=v o (PSL) 1mg/Kg/ H Ik % Bl L 72 25%
B3, mPSL SV A 23— A TS, IEBEA EATY . MA - WECTHT R 8GE Lz, BAREIV—7
2% %% class] (ISN/RPS2003) ¥ 27 @ AR Y ZHH L. PSL#lliikhCTH 5. [ER]LPITIX, SGEFIREY
S L TRl SN S LA v LG SN B D5, AREITIE SLERREIIT T 2 S iiiiling i
X0, YR ETIENRLRD, METRDELCYE Lz, AKBOFHIIB VT, RERE IS
THWEHE LDV BEBICEE T2 ULENH L LER L.

EX-10 /MNEEREOCEMEBREAEMNEREEZZ L BRORATE

OUEH IR, &3 - b i—
72 NG PN & R S P e gD e 4

[1Z U] E@YEBIRVE M B E 1L, B S5 & SNDHVhWAEADBuergerimdslTE A ETH 5,
Al A d, JEHISHE /N BIASSIE O MR Pk B R B ZEPE AT BB o BIR T, RIBISEASWEETH - 72 161 %
w95, BEF] 10REISWHMOTIRL A 7 — ik & BIEHIEERD Tz, ZOHk, 125 T O ffE
R - FA% - P & A TR SR & RO 7 7e D MR 2B & o Toe RIFEIE, HHBEARA. BEAIREIX. 4F
T REFE RV, MBZEOIRIE, BECHAEFIZED R VDS, WS BIIRORASEA T T, B0
TR VA —EIREL T 248 L B3R ORI RS 2 8D /2. M. WBC 5900/ 1 1. Hgb 133, Plt
18275/ ul. CRPF&ME. ESR 55mm/h. ANA 40f%. & HCPUKIZEMSE BiJo- 19Uk, HLScl-70Hi/k. HLCLHL
A&, LA). KEDRSHE R 12 50 72 MMP-3 % PTX3 b et Td - 7245, Buerger i D #E A%\ HLA-DRB1
15:01 Btk T o 720 BHEMRATIlL, W& CT CRENRO S BIIR (LREEIIR. R TEIIR) OnEitkskzs
X OHELZ B2, PUEEREHED:, UMD A TPGI2 WA 2 Bith, S SICERERE 570 /#) % fr
L7ze 20, 582450 DIP ML S KiOBIHIC X 2BEZ D2, L L, B 1ERO ABREETHEATE
B EMGEL. ZOMORBIOBIEIZRO 2o 7z, BReHRDBREE (1-2:81210) 2L, BELI6RT
H DM, FTOMOIGHOBIIC & B BEIZEDO TV, [F5] ARBIOL 4 ) —iiEik% 20 2 B OER T
MERPEETDH S, AEFE, BB LZ2NUEORMIEREDENE LT, REKSHZLWI LD
MERIIEA SN0 AT 04 BB illAnS 3, i EaRSE & Pude BH P 2 B 5 #2: 2 b
TLHET, RAOBIEIC X 2 Bi%E I3R/NRICEVIED 2 HPETH o 720 [REEE] /NEIAFSEE 018V B) IR P 2
PRI BEEOREBN R LT EYREICR AR - REBRLEOH I TRUE AN TH 72 Ll &
. B2 L7-BIROBMIMATIRO R Z X RET S L) HBOBEIEEI NS,
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O-1 2 EREFMISRMEESHRICH T 2 AMRERICTMO--HD
& Leucine-rich a 2-glycoprotein {EDEaKREYE B4

O R I AT A PREEE 120 B RAT . JEE oA R RREE'
E 1T SN ST S SN (L RPN 12 [ 11N T e

' EIRKEFER PR A TRE R NER * RHRT C & bWk v < TR

ST RN ERE  AREEHE R > 8 — R

[(E]E5)

Leucine-rich o 2-glycoprotein (LRG) (ZIL-6. TNF- o BEWIL-1 B EDRIEED A WA AN XoTHEIND
SUERERIATHD, MEERLIL VAT (TCZ) BT OEYRIEEMEREREME % ($JIA) EFIZBW
T I LRGAEASCRP I b 2 BV 90 SO SRR L CH I CTH AT LM L7z. 4Tk 2 1 LRG S
TCZIEFGHNBNTHs-JIA OFREFHINA HTHAHA F72. TCZASME LRGIEISGEEA LT T hE)hHat%
115720
(V5]

TCZEHPITHR A RO TP % G s JIATABI, RE Btk Z B 28 JIAS B, A BIERL JTIAS B, it 7550 %
HITAS B, IR (KD) 761, A7 VTG 760, B it R s i IS GE 7 FI2 B\ C LG LRG bz
L BRARIEIRBLOE BN R L BT 24T 5720 M{EHFO LRG LUV IL-6, IL-18 fEIZ ELISA L2 X0l E L7,
(]

M7E LRGEIZERA 2T RCOEBTIEH I I — L E IR LA B EALTW 2, o JIATIZKD DA o3
NTOEBLEIE LA ZFICLRGIEAS A LTz s JTASER TR EUZ—F LTIty LRGAHIZZ B L. inactive
phase (ZIZIEH# L L 720 TCZ ¢ 5-B1 ClEIER 5-H1 L B LA I LRGIHIMEAETH Y, IEFFFHNINE>TW7225,
ZOHR TR LA L7z Foo TCZIEBG-HINCB W TLRGAEIZ CRPIHEA FICIEDOMHBEZ RO Tz,

[ 5m)

1% LRG i1 s-JIA SEBNC BT BB TRIEE L CH I TH LW REMEAVRIE SN 72 TCZ iEHErh OB IREFD R 2L

AR AL L CHHCTHAHS. LRGIHIZA BIARMEE e 5720, PGB CR-li 3 A BB 5o

0-2 2B FMHFRMEMRICEH LAY o0O7 7 — D EMLEREICH TS
RREIEME C IR A FHEIE IR & B8 U BN Y 1 A A 8

OKH FREE" A BB JFE =oAL i 5 89 fIF° B RKT
TERS BN RELER A7 AFPOI
PRI MR AT N, * SRR 2 &bk ) v < TR

(W] ~27 v 77— VEMAUERER (MAS) (2. &5 R EERE R 2 (s-JTA) IShi3E 5 % 3L 7 & PF
JETH Do MAS DIFREIIZSIEMIL O RETEEAL & BIEMEY A b H 4 OBFFEADERELS L TW5 25
ZOWRBIIKRAHTH 5, ST 4 IEMAS OFEIME & TCZiHFE R D & 72 MAS O R 2GHAI 152 0 fifg 57
#HIEL T, WRENLTA ML VRN EIT > 72O THIET 5, [J7E] HSIEMASEHEI156] (5 H TCZ
BT OEUEBISE) % & 7zs-JIAHF, 2B X OMASA RO ME T O 174FHE O 1 S A4 v %
Human Cytokine Antibody Array Z i L CHERERIIZNT L. ZO5H % kG L7z. CXCLI DI ik
FEIZELISA Tl L7ze [HE4E] Ak & el L MAS &P ICIE, 4B O A P h A U BEEICEHET
HY. IFN y FETr EH A 2 TH5HCXCLID IR D BF WML Tz BMEIIIB W TMASAIBITIIES
BBl & B L, CXCLOZ & 7258 DY 4 M H A4 v HEBEICEMETH - 720 TCZIG-HTILIER5-41 &
L AMEINCIZ 18, MAS AOFERICIZT2HE DY 4 b 4 U BH BRI TH - 720 T8 & ik
L MASEBFREICEEZ R L7z A b AL v olmb It s h, GE L EAERRD L2 > 72, 1iiE CXCLIfE
X sJIAB X OMASOFFEIZ—FH L THER L. MASHPERFICIIAREICEMETH > 720 T TCZEGHIIB W
TG CXCLYflE 1 FEFE 501 & Ik LA RIS L 2 2 b oD, HEIC—F LIHER L. MASAPERHC T2t
CHBLAEICEME 2ol [#FE] MASHREIZIZ, IFN y ROGEH L EE A &H 2 R L TB Y, MG
CXCLYEIZ TCZiGHHB D & O MASNDOBITOZLMHRIE L L CHHTH WA RR S iz, F 72 TCZiGH#
HIZIXIL6 DA 5T, L ORIEWT A M H A4 v ORBPIHEI SN D 2 LA L. ERRAER R SE SUS D
masking [ZB5- L TW5 Z &l S 7z,

77



0O-3 MEERD R T 2 HEM LS REFHSRMBEHRNO N VT T E
TINZET MEREEDES

ORI M2, MREP MR PUA se—. B . B R Phik —
T SLR 2 W e /N JE R

[F5] EyREEEE R % (SJIA) OFRIIAWE N RA OB I FE WL HEL2A, — IR
KHEBYALT 2R BRE DI EERY, FOAIZN )X~ T (TCZ) 12, FLF=vuy (PSL). APrLFH—}
(MTX). #2702 (TAC) REWEHPHSINLIEN S Ve LH L, BB AL S EOPSL 2% §
HHEEEREVHOREBEDNGEIEL, NP HIEZTFFIS5ET 727 (ABT) O HBEEO A RO 2D 5,
Zolal, B9 A5 bt A EE A TE sJIA M 2612 L. TCZ & ABT OB I T\, AR a2 a7
[J7:] TCZ. MTX. TACHEH T TR R FBL = O PSLEE 5 sJIA BEEx 512, TCZ 8mg/kg% 2
4. ABT 10mg/kg% 488 CTHRG-2AT\ s B B AG 24 38 [ 1% O %5 BBIE B P R M A b M A 2 5EAT L 72
%8B, ABT B2 BB AN TACZHIEL7,

EEI 1] 14 17 hABICEAEL, PSLy MTX TiBELBMEL, 2MIEICTCZAE A, 7TiIZ TACHE
A2 LT20 6B 3TN, 12 EHZ ABT, 13/ FF X TANDEHEZTS2DFHRL, TCZIZKE
L7270 143% 12 AR ISR SR L 720 14385 D HERICTACHIEL, TCZE ABT OB e Z BRI L 720 BEH
BIAEE D BT 213 PIHI T, 147% 9 2> I PSL B & 7o Sz,

[EBI2] 152 e 75 2 HRRCHAEL, 79 AR TCZE A, 8% 020 HRFHICMTX, 94 A HREZ TAC
SO L 720 B2 L, 13 IS TCZ 25 ABT IR A H L7222 e IR THML, TCZNREL
15/ TACZHIEL TCZE ABT Ot it B L 720 TACHIERICTERL 72720, FFHATY L I0LIF
BT AT VOG- TROBEIZ LGSR 15725 BRI BIAE 24 I 15 CPSL IR T 2 2 >720

[R5 2B B2 YR I3 U §, a7z LALATOA RO ERSEIZEON T, AR
DIEHELDD TR o720

[am] BUFORBESETIE. SOX)BMEEYE SJIA B OSSR REOMHENIIHEEE % 2 5h, Bl SEHI OB %
WEENS,

04  OEBREAHLELEREEMERIMERR 4BIORE

ORI BB KRB MEPgE, WU de—. B 2. B R, Phik H—
BE T SR AR B R SR FE R S8 AR U /N I B o

Tl gRAEEEREEE%L (LUFsJIA) Tk, LIFLIZMERCOEELZ ) 25 ShE TOLM&D
WIITE A LR,

[H] #0% - FREOM %% A0F L 72 4B OBRR B O W TR 5,

(] SBRICBWTON &2 A0 L72sJIADABNI BT, iR 2 W TR TBRNICKHE Lz, OfiEo
ZWE, DHEOBEIA FTA v %2BEIC, P oK O A2, OLEREBILRBEEMAIZ L S
BB O T 23805 D EER L7

(i3] O A OERO P YLEIZ 135 (94 — 21.87%) THMEAG, ORI, MFRLIBL. F2 Y
<7 (LLFTCZ) #5%hofs2sl, TCZHCHKBOFR1IBTD 720 O RISERFORERIE. IR -
BRI ATAB. MaFa s 360, FEEAI3BI. WEHA1F], BEEASLBITH > 720 KA ECRIME 2 & O ERA
EHELZROLEEIRL, 7 a7 7= VIEHALEBRHZ S0 L7260 o 72 MM TIEERI T u R
—v, 7TIVFI—¥, A, LDH® LR %2# D705 CKDEFIZ26, CK-MB®_EFIZCKIEH O 1612
EEF o7 MEBHAL X MG B TIE AR TOBEOIL K Z 8000 26 THlE % % 80 72 LI HERAT
3B ORI % 300, TCZ HC I & MIFEHITIIBEEB O T 2 38 720 LEK TR ORI 232
D72 3B TILHFPH DO ST L5 Mo 16T T 0L - BB b Z o7z, MEERIEE3 L LT L LB E TR <.
TCZMHMPD2HNIA T a4 FEPILZEY L, TCZHOCHWH & MREFATIIATOA FEIIMZ TCZAH&G5- 31
720 BUE. 2BIIZPSL, ¥ 272 AR ¥, TCZ. 2BNIPSL %## T L TCZ HHIThtrh T %,

[£52] 2 sTIA BT 50RO OHE IO TH WA, BIENICIZE D Z L OBEDHELET S
DD Do Ty REOBBOAEHIZEHEL TV I ERD, B A M4 VIENRTRICH S EHEN SR
bo BVEHOs-JIA BED MR IR E 2D -BIZIE. P aR Y olllE, DEBSkRE, LEXNZ E
ATV, D RO Z T RETH B,
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O-5 MTX R EMZRRE THRA+ D OBFERFFEMEEEH R (JIA) BT
TNEET OFEMES LURLEOKET | LREHERIEERE 3R

O JAd ' Mtk Z200° ®IF 516 °, BA 236° l m3s°, W 550’ KIF A=
whE TS AR MESET. U PRZC AR R

R SR R IR e NE R, © BRI & SRR A R, | R BRI NE R Y & — MR R

PRI RS KB B e R N, ° o\ /N RE BRI & 1 > & — i - T B 53Rk

CTVAM - RAX =R A7 A4 TRRAGAL TR R IR PR BE I o AR A WP R A T S M 7l 2.

S AARBERREAER B NLFE * Bk AL TR S 7 V58 2 PR b N a2 > 5 —

!ﬁﬁ%ﬁéﬂ Ell‘ZFj‘AJIA‘%‘%%ﬁ%k LT, 72397+ (ABT) BHEOARVE, LZaVE% % ik I F IR &R SH AL
r:; I5 C:'( ﬁg‘ Lf:.o

(] 5. 7 & 1A EYFREK I MTX A0 L TRHREA T4 VAR O L B iG Btk 2 55 %
AFE VL 17T T O JIA RS T, ILARFEEIC L ), DRIFR, Vo= M NIRRT - LSRR, T LB
WZIEEME 2 BT 5 MIIA LB SN2 BE L Lz, KHFBSG HE13 10me/kg (75kg L F 100kg LT Cld 750mg.
100kg #Ti1X1000mg D FEEMHE) & L, 048, 28, 438, L4 AR 168 MmiE L GREm) . %55
T LB R AAT L Gikbir) o R EEHITE H 1X 16 HFF D ACR Pedi 302334 & L, BIWKEHliHE H
13168 ® ACR Pedi 50. ACR Pedi 70. ACR Pedi 90¢z3#3, Inactive Disease :#H 3, CHAQIZHED < HARMEHEL
W OB EVED R & Lz,

(Fi2R] BRBRATH (16 M) 1BV TAKI O G 22137220 HIoEHIT RIS, THERI02K, L1568, THE
36.2kg. TG el 0.754F (HiPH : 02 — 11.9). MTXBEREI 1661 (358 d e fE89me/m®/ 3 [#iPH : 6.0 —
103]) 7207z BEREL RF + / - L%, MEIDEFR2IZN2E110,8. 20T, HFMOEFIEI R 572,
ERI16BOEG 25T Ly BIEMIZSH (BEsk. RIEEE, OFEANVARZ, EfS, BOROERAR) 12205
Nrize F20 BELARMEHELT26] (B, BEAOE) 2HE Sz, JBEMIZED SN h o572, 168K
I2B1F 5 ACR Pedi 302321390.0% (Exact 95% CIL: 68.3, 98.8) Td - 720 163E;D ACR Pedi 50, 708 & U890k
FHRIZIZNZFNT50% (Exact 95% CI: 509, 91.3). 700% (Exact 95% CI: 45.7, 88.1) B X 1¥35.0% (Exact 95% CIL
154, 59.2) TH V.56 (250%) IZH T Inactive Disease # i L7z (Exact 95% CI: 8.7,49.1)o CHAQZA 27 (i
JLfl) (3G PAGREICIE L T432% g L7z, BRI 061, B diks 26 RhREA 5
BEMNYE) 2B 18FNREMGEFTH 5,

(k5] ABT 2 HARAND JIA S0 U CRIF A - etz R L7z,

0O-6 REENEY A MR MM R ICH T H X M ML XU — FOFERARKR ERA

Of iz Bl S KIE" B8 » &% & 52 it fic, il &
AKH 2l

RO T BB KSR BRSO ) v < TR Y 8 = PO T R BN R

PHARBER KB EHE, Ly ) =y 2

[T ®IZ] ARIFCRIERIZAEMEIF BB (JTA) OWMIIGEICB T AN L3 — 1 (MTX) [dKGE S 7z i —
@ conventional synthetic (cs)DMARD & L CHBEIAEAE T, [AIMIZROTH1&] (2hHt) & MTX RN B AW 240
AN DOWEIE 25,

[HY] BIERL JTA BIEREFIC B2 MTX Wik, BIER OB, AW RFREA L OBEIZOWTR Y
WZHRRT L 72

(RG] xS U ht e il bE LT 2 BIETY JTA4260 (5 © 20=9:33, FEREF#a P A 10 %, ARl UL il 17 %) o 22
Bl QBIDEME. 53%) ICMTXORIWEMZRD. HALEAER 20 B (48.7%). NFHERERSE 361, MM/ INK IR A 1k 58 BE 5
1BICTH o720 WHALEHEIRBLEF O 20 H1O MTX 3985 5-8134.99 mg/m*/ AT, ZOHDMTX iHH#1Z 6 F123 4
D7z, 5BIANHE, 6 PO EREETH 572720, 3EHMO FEINHIFIEH. 15 BIAEYFENRAPEA &7 -
720 BERZEBDORD 72206109 B EYER AL A & 7% 572 11 BI0E AR MTX 35155813 8.82 mg/m*/
WTHoTzo 7246109 B L5 BIA MR EECHERI B IALR B A 72V 2 LTz,

[ZE] ARFHIBOTMTXIC L AEIEHZ 8 P TR, AW AR EAEISE O 9 5 23%H MTX 3 & H #E 12
LTz, BORTIEIMTX AR E LCRITSE LD IMATBIED 2% LIRS D e W TR A SN TE
0. Bz FEHLAI S IS AW 2 1 A A % [ C & A2 RE b R Sz, FARIER D720 MTX DAt o
csDMARDs Os# e/ Ml %2 72720 S HICARIFTIIBIEM JTIAIS#EIS SN A MTX 3 h 7V EGHIDORTH Y,
WIREEE 2 A SERIBILCI A T, I T eVERREDFEFONT VDA, S HEgEL R G
Bt (NF—=FFFv27) THY., #Ez2 X7 3THI LA 72V IZHER SN T (DA SEWRIEIC BT 515
B REFATARNTA V) RFERFRLMEIELFEAFTHOBIES S D5 %D csDMARDs OFIRIEILAAEZEFN 5,

79



O-7 LhRICH T 2P EFHIFRMEMRBECEH L LIESIRROKREL
U2 IEFOFE

O ' 1l fF N B ESRT L T mms m '
'R EAEE T LV — - BRI TR R AR e b N R e

[F5e] AR 5 &) K25 (Juvenile idiopathic arthritis-associated uveitis @ JIA-U) 1. ZeBIZ
EoHEHED H D TAOEELREIIED—DTH 5. JIA-UD I 5 80% UL FIAHHiR JIA BE T, RO
BRI -HETRETLIIELEDAOLNT VS, TNETEVEDJIA-UDFERBIZHA S L 2o TEB LTI,
EEFEITONEDND TH L, [HH] PREHRJIABREZO SR L ) BERFEED Y A 7 W18 L ORI
WO 2ITT B[] 20174E6 A £ CICTEER S b7 LV ¥ —BEGRE CRMIRE 2 17 - 7= A B iRl
JIABE6LZICDOWT, BAHIICERERAEZITo7 /20 B8 BERISRERE & JEFAER 1258 L st
ATo 720 ER] BEIRRBER T (148%). FEFRIEH X524 (852%) TH o 7z. JIAZKKEIZT T
WKAEIBELEZREELTW2DIE24, JIADZKBICAEIBEEZRIE LB 74 T, JIABEHRAL ) B
RHREE CTOMMIEFIMEAE (214F) Thoto RED BERIERZEBITIUERYET, JEFREREICH L
TJIA OFIEAEMHA A D o 720 I 2,667 (1.58-2.96) vs 3.295% (2.00-5.39), p= 0.05/, MR HLA,
AMMLES—MEHOABETIE, MEMICHEEZRDO Lol RE D) BEREIIE L 72 9B O BRIK % 5
e LCid, &f2EDFRAZEALNNIIA L ) KR Z T L Tz, JE) REOZWRIZAYF R
HAVE A S 172 F X Infliximab (IFX) 324, Adalimumab (ADA) #5144, Tocilizumab %1% T& - 72, IFX
RBALZ28 b WICTCZEEALL1IARE D ICHGHBEREODOHICAL ) EROFHREED Tz,
ADABAZDOREE ) BEROFHR R B L Tz, [EL] PRERJIABHFICB VT, BEHiROIIEDK
EMTHDLZENRENRRBIED ) A7 NTTH ol EWFMRAOFGIZ X 5589 BEOFHRIEIET
Fish L S5 OGETETH 5,

O-8 gm0 ISR 1-BAEEIK] % 22 ICFM U B F R R O 161

OABE Y Wl dER S KN —F L A B3k, b fisg L #kRE A
FIH 3% A A

RUHRIFE AL BE AR R BE R A SR N R P B S F L e e N R

S AR AL BRI R, GO AL R R A R R AL TR B v 5 — B R

[iFCdIc] JNH IR RHBIREZ BRICETMERTH 5. EFOLHRERER L. BEERDH TRV
A FRDINGHRIME RICH B2 oMb s 2 Eidd kv, A0, JNERIHE D BRI Z IS, 25
PEAS 25 58 9 O I FL K OV Bz 18 A M C O Rl 70> & 5 4R PR 2R B B A% (JPsA) & 387 L 72 70 20 Ja Bl & el L 72,
CINIEF R OB 30 5 BERER ] 12D WTERT 5, FER] 7l 3B E FHTHE TR, MK cEE
FERGTEH 272 Ly 49 HIZNIGRR & B Sz, BEAIT7TEMOZD, X704 FiFH%REZ 7Y VK
BFEDITDONPAR, Era 7)) VEHELER Y ) F A F UL TH - 2720, 10KHr5y 70
AR Y ERBALLE AL, L2 L CRPIZBMH LSS, MEE & IS, B, A1k, %%
B MHIRBRICHEAZFRZ S X DI ) MMP-33 EA L7729, 289 HISUFHEA & 7o 720 BAHI MRI L OY
Gay Y FICHFE I L o7eh, Ta—TH7 F L AREEMNEBICNNT =Ky 7T —ORWE T 2B, M
AT AL O R & RO R 2 8D 7275, #BBIE L & o 72, BARIZHROBEM % R, KROE
LN 720, 429 HIZBBEL 720 L LaBRetk & BRI BT, R ZRA. SEORYE 2380
720 VR AETBIOFHL & HIWE, S HITBPE8 2 AR ICSHES, BEBICH B IEALBEATHBL L. B Rg A Tz
LHEESBW L7 BUIE, JPsA & LTHEZ kR L TV b, flh, EBIREZOMBLI R0 o 720 [E%]
W3 O BA IR 25 1, BRI ICBIEIEE R Z R T HAED RO, R TH L LERIN TS, LA LHEIZWS
MTIE R L BRI 25 & OB D R TH 2. KBTI, YU O EREEBEE %S X 5 [ EB R AEAE
L7z&E 2 o, HRERIIIEEERIAR 2 IR O RSB L L7z LB L7ze 2o X951, [IRR O
WHHZEERD B BEIER ] 121k, IR T RORL AZMERBICI A EEND LE 2 SN, JIIEHREERT
HoThH, BERLFHRE LENZITV, TORBICHABIRELEZ LN
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0-9 L TNF-a €/ 70— F L (Infliximab) (2 & W REEDHEEPFS N/
e F RS OREMPESH (FMF) O 14

ORfA FA R %, 4K BAC, BN i
FEMRFR 25 e/ R

[lxUoic] REEBP#ES (FMF) (RO, sk - EFEk - ik 223 58zMEOECRK
JETIRETH 50 0% L EOFEFIZIT Ve F V FHNIRICE ) BIEDTHLD LLRBERT 2 L35, gLk
F VAR DFE TG 2 ) BEUTHR VD E LI 2 202 53 QOL b K& LMK FF %, PUTNF- a #H|T
DWEHFEHE LD A5 BRI TH 5, TV F U AILO FMF I L T Infliximab % Bil#G U SSTED 1 X254
LNOTHIET 5. (RFRFHEMMERSOKR, BB X OREE~OBFHFREZ S TR L72.)
UEF] wZkl6mo B (BAR) SFiHE2 L (REE) o 3500 BN AORERE R L (B
i) 12/& A0 F N CMWIERBZ 4 8D Tz, 13ETA0 53 ~ THRBET % 39 B DIEBINENRH &
CRP LAHZM ) BEZ 2P HICIRBEERD AL X SR, BAERECTAMEELEL L THESINBERLE TYR
Zip Llzo (Fl) PSR ICHIED & FMFE % 5o 720 FSVER KN O S8 SO T H ) MEFV @z 221
L110P-E148Q TExonl0 DZ R T3 7 2o 7275, BRREEE 2 & FMF &2l L7z, o A CRERRBGEET b
MR LB REIIRD LD o720 TN T 2 K2mg FTHG T2 O RIMEZNE L eh o720 FIEHOT L
F= >R NSAID 7 & T L72H 1358 < 22 L 175 5 5 5 I3 BBFMER IR O 720 A% 7 <
ENRV IS R ETHR Lz ZIRERTFHE L TMTX %6+ L Infliximab (3mg/kg/ M) D EMIR5 %
BIGL72E 2 A, BIEIHEIRLMMRT A &N TS,

[#7E] 2V eF P ARIEOFMFEZOQOLIZE LT L, MRk T I F—Y A2 X BIEeEED Y 2
7455, HAAIZPIL-1 €/ 7 0 —F )Ptk (kanakinumab) 2MRBUNER S 7245, BIEHBIRR —k - Kk
B NOFFICRHEMOMED H ). IV F YA T 2 EHEIREINZ 5 2 L2 Eh b,

O-10 FHAHAMRBREMREFICHELU ZBKREEELAZMNIY I-8%H#
BRI RSO 11 &5 75

O Fhilk ' AR B RA E4 ZH FIE B AR 438 P
ML R kKR!
VRO AR R AN ? SO B R SRR S A U S W

[#3] MR EBEER L. MEROME 2 1 SATHH~BOEM TS, — BN RERYYE CHHO D2 7%
WRBOIYY—F%6 ~ 12 7y HIZ3MEL B RTHEEBHETHY) . KIEE RO HCIEER E» S £
Nhe BIINS FREBERZSE 75460, BRYIYERLHORER B, M - ERERE Zoos Bx ks
HZEDINETH D, EF] 11%FE T 20XXEILHMW LR ARORAZHRE L L9120, 11 HHXD 2
HA5 5 HE AR EE O M5 2% 1 ~ 2 MR ISR D B LTz A EWFICIZ CRP 20 mg/dL #2035 W 7 49 I
DR EE STz BN RMEALEZ D522 H o725 BHTHRNEBLL, MHE~ORISLZL
Motze 12 KD 6B FEERC, FUMRBEEREOSRWT L =y (PSL) 1mg/kg/day DWIRk%E B
L. ER B UAEIRD IR L7z 20K, RBLRELTW2/20PSLAMIRL 720 20X X+14F 2 HIC K M #
iSOV T 2 BME L. PSL 0.5mg/kg/day F Tl L72& 25, TRIHDOIE B, EH DA ZRDIz.
Ve F &L ORI LA RS0 EEE L LChikdhsz, 720 2 HEI D KRR
DEOBlast BSHIRL . A BRI /MUK V2 ) X912 o720 FIEM RS E & H O SE MR B o
{EFITZERIZO T, FEAEMBEEHI LR ARE L 72 PSLTEE BAMBHi SN TV AU RN Z Z 2R L7225,
FEEOMEE, FERIM 2B U720 1101 H O F BRI A T PEALBE AT BL UK 8 2B M 2 4T L7225, B2 FARIRLAR
VIR D JIE MR % 5RO 2 O ATHR I R HICZ L BBIEBHIIEHER L7z FREHIZ 2 0 H o5 ik
HEHITL. 3RMETCTREBREZRD, MIRAEGRE DGO, F72. Trisomy8 H3F HiMINED 78% T Wtk
725720 LA XY Trisomy8 24 3 %5 B ST AE I (MDS) OEEZ WL 72D, PSLA# T L CREMICE
Wiz 3506t o7z0 [F5E] £l X0 A RBGEREE S B D N2, FRIMAIC LD MDS &2 W S 7-E )
ZAEBR U720 MRS B A & 7o MDSIZFFRICH TH Y. IR ERZMATHE T 5,
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0O-11 LRI BT 2 PFAPATERED Y XA F 2 DI EREIC DWW T 31 EFI D&

OIllf S8, W BEE, J89F E3e, )0 #£F, K & 0 -, 5@l ok,
Py o —. B —. A IR
B ERER RGNS~ & —/NEF

(5] SRS - 77 ¥ BN %% - IS - Y v 5Hi% (PFAPA) JEMEIZHC AR BOR Cla
HBHEREVIERTH ), TOBEREICOVTIE 1) YAFVYHR, 2) 7L F=vo Yl 3) Rk
D3OI TH S, L2L, BROBERHELR EWEHHEMICE DV ENH Y, TEAPLELL V., 20
BRI OWT, BRTRBLENZ T L OEREMZ 72, [F5] 201344 A 55 20174E 3 A O 44E RIS
MECREE L, 2208 HU REERREZ S 2 L TEX-PFAPAEMGIILHZ £ L, ZORBERR i
DG & BMET L7z [FH] d4ZoizRa e, MATRBESPREL ., IMAiBTREL, 131X
P H O T 45 HBEEI K &) I ORE & Mk7Z -7z $TICHESIN TS L1, Lo
FEBIT D RIREDHI50% TRO SNz MEDINFNITRTIAF I v Fz7 7 EF YV ol (LLFC/F
5 drbi, 8 HU LoOBEREEZBIZ L. BESIPHU EHEE L6233, BIEMBOEE -
SEVERI I O 5 - RO E A7 E X B BIEORENLE DL L Lo a2 WA & HW L7z, C/
F#5 0L, Fx0251060, ARAT126, WRIDIOBITH - 720 EHERBID D B 4611%10-11 73 THRIEA R L
THBYHREMOWFEED Z 2 bNhiz, FERBIO S HREEMER6 D HUHNTHEOR T 2R AFlIZVTI
SHER Lo Y AF IV ElHEE20me/kg/ H2* 5 25-30mg/kg/ HNDREZRARIZ L Z A, BB D45
2BIDEMC, BB O3BIF2BIHZEMCED o 720 ARBIO 3N C/FI%G % 24w H kil 5 B2 FERBIC
b otz WML, HERBI 14460 (45%) (5 H4BIEERBERO TS D). ARE 104 (32%) . HRH 7
Bl (23%) T o770 [EE3] PEAPAICKH T2 Y AF ¥V v B 5 OEBHEITHEICL VLA TH DD, Y AFY
YOEMEG T ARG RICEDET L EEDbN., EEOAME L IIEDII0%RIZIC L EEbRS, F
7on YAF Y VEMPITHHEBTITEELE L, RERBIED S VEMD RIZE-> T Rw e b s,

012  XERAAFEALICHEI ODPLTRERAFMEEL AMEN—F v MED 145

OPFTER Efd, b F - hBos #REK, Hillidy &3, I ], S EEE
bW HNBREERE - v 7 — BRI R

N—=F v MEEEE. KEEOMERTH ) #10% OREB /NN RIET 5o BFITBNILERPR SR
B D RIME DR & % B MERN—F = v MRIFET B0 X—F = v MFOBWIIIIEAT7EE OB W
TR EBR LM 2 HBAFAE T AN AR TRBTOZK LIS T LOEA Lk v, 4l 52 - OASIE
RCHAE L RPN ONBERB X OKBIIRAFAHIEEOZH O D L BATINE Lo 2BIIR—F =2 v ML P
Wi L7220 100 2 BBk L 720 T %0 JEBNIEEFOLIKBZ 22 W12 B B k32 A% H S BKRK
FEE, BERASPLER, SIS EASHBL L 720 (OMEE 2 3R S AT IRIC AR & 2 o 720 B RER I N5
72 HSHE BEREIR A PASHAS 42 % GRO R A & BV O A & U CHUERDINE B S ize §H10k Y FRLED
MR AT T RTREMEE 5 72, IEBRIEBI AL D OAIIHELT USRI LB T & 2o 7zo AT
EARRVEEL R L I EBE S NE L TB ) RBIIRIEEICE L WEREZ > T, WAHRRO %
EPrE . RS XN TR EIRMN D 2 S N7z, RIS W I O NI 25 0 B FLC N 2> & A1~ [i7)
B o T MY B 12k SAEM LR & B 2 R Ve R 2 2645 & U CIlAs SR 28 M3 2 109 & U 72 0f i Rk i 45 2%
MWIRAET HIMEN—F = v MEEZRBT IR TH 72, ANCAREM, HLA B51/A26/EMTH - 72, BITLIX
F2IE - MRS, FRBETREE 2 R0 b o 72 h% BAERT 2 S EEME o KON T 7 % AT L TB ) 8 %
FRELRT L2 HIMERIN—F = v MREBW L7z MBEDOIIEN RS BEL TB ) PuBtFE#EImz 7L b=~
ETHFFF T O ERME L7 PET-CT. CT7 V¥* 2757 4 —, BEEIRCIIMICMERZE % 320
ol BUFE, FEIXEFLL 7L F= Vv 2BELTETVL, MEFXR—F = MRIEIFHRARLENRTEY
B ICBIEM A BHEZ LD o RIBTHEAS D) H— & % o 725EEIE 2 WA TIRE N T AR EE 2 BAF ISR LB IZ B
bo F720 NLIRDEEMANT L 22 o TIRREEALICO A B W REMEIC DA E L T LEX D b,
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013  EmEEELEE L /N REBERIREE 138O -BRER CELTOILSHS -

=

ORI "0 el mge s BE W 0, R Bk i #&i°
R ERIR AN SRR AR * W R R/ N SRR L S Ll B BN R R

=]
>~

[ S] ANRBEGRAL K TR MBS %2 RGBSz B Romc, DHHEANE RS> Twb L%
ZONZEHNC LI LIEEMBT %0 URHCIE, HEERMETFE JFM) KO & 20 s iEE (AD) ISk % &
BAEIR. IBESR (CTD) B T OB A &FI S N2 A IR OB (CP) (2 X 2 0BliB: % 920 L
TWwWh, [x5 e )] 201444 H 55201643 H oI, BEVNE Y w~<F - BERNEEZZZ LCPICL 5
LI 2T 72 15BIOBHD 5 B, 1RO O & THEGEAE & W S 72 261 % Binv 72 1361122 W To
AW TR 5, [KR] BEE JEMBESB, #nkEd AD 46), BEJRCTD 461THh - 72
JEM2 B3 B e AW AR 2L & 7 o T 720 CTD BE AR O LB AR BN, B, SR
fiE. BFFBRORETH o 720 BRI MIEO 41X 1045 (JEM: 1397%. AD: 7.07%. CTD: 947%).
L 9.7% (78-133) TH o720 URWZ A O LHIEHERAN T TOFHMIIZ595 H (JFM: 133 H. AD: 65.3
H. CTD: 2960 H) T# o720 CPIZFRHATENNRE: (CBT). BRBEHE - MEEHESIC L), SN EFISD
BROOFZRCHEHE LR L, B, BRIGHWATENC KT IR Z BB L ILITHEZE Lz AN 1)
A Bk, HIBEMAE. BEMIMGEE, 2) CBTICHESK A vk v 7 )52k —Ta vk b u<ibE
B 3) R REEAREE. WHIESE 28 4 OERR EIRICADERIAT L. BREREIE. AR, BHE RS
Bl CHSR R 1T o 720 KA FALJFM, ADDEEZBIDH B, KA L7 6Bl DEIFEEEE T
O RN OB BRI FM: 2875 H. AD: 220 H TH o720 [ZR] CPA-ADOKER., HIRWITEINIL T 5
% EOLBEMANEISE NSRRI, BIROBKN TRV L2 E 2 SNz, B2 RA7ZADR
TR ORI EDWHE TH V) . BEATER LR BB SR ORZ OB RN TH S L E 2 b,

014 HBABITFzv 7YX MFHEICEZNED VY FRHREBESDREECEEDRERE

OE ' wa 2487 EH &L F3F5m' 5% #7 EEorl
B, e R AEEA b B0 ik F

"HOR L T ERF RSB IBIER U v v L v 7 — PHRTEERA T 4 H vk vy —/NEEL

S NE SRR ) v < IR v v —

(Hm] ARY 7= FHREEFTOMEHCEROERBEZ WARITF = v 7 ) X b OFHIERERE HORE L7z,
(73] HARRY o F S8BT WCI I VEELBARITF 2y 7 ) A &, KA - REFITFERL.
MRAEC BT 2 H 280k (BERS 01, Eofur, B AR, BIEH O, 2, REEHMOERKE, 3.
RHOIEHR L LRI DM, REZR - IEEBR s 7IZH L, 4, FHREARTREIIAFLDH 5. Fit
PFICERSEIRELIE) LR L, 20 Fz v 70 A MEROB, FHREHBNICE D .OHAIENIC
D & % REB], REZD BT I TH LB 28 Lz, [WiR] B#743% (BT15%. L1374, HRIRR
Al%, 9~23i%) LREFOXHEIVF 2y 7 ) A MR 720 LEFEZIEREG, REZFBTHTH
LIFEFNI TN THIN S iz &1, 2574361 (58%) 2SITK T 2B ED D % & I L7z, LHSEE
FIRERE B 1 2/7 B & BB BEDME A o 720 ik 2, IRIEE CAEBLIL15/43 61 (34%) LK< Fimpl H SRS =R
(ZNEERI 5%, HeR R 20% . SRR DL ERY 66% TR AL E T b RE#ER 1B 2 TR TV RIEFAA SN
720 FTzy DBIFEEMBAEG S 1/7H LR REF OB T2 380 2IEH TIXEREZ GO 2 THH, IREH
CAEBBNE—ANd Wi oz, &3, FRHEITIRIZ25/436) (58%) Th o7z, HUMMBEBEI D&, &
EH O ADHERE SN T2 B4 EER 7 7B L HHSHEE T % 1374061 (325%) w5, FHE721F 12
HH ST, REFIC X BILRIZE O TV 5 33/4061 (82.5%) Dt & ) IR#EF O R — b AEERIZDH 5 BUIRDS
DWWz [EE] BWRATH LAY v FHREOHFEICB W UREIRLIERANTHY, BITZH
FRLZZHZICEZOHEEHOERIILHTD b0 AW TIIIREHCEBERD3EH LRVHERTH - 7295,
Fxv ) AN OERITEELHRES. FFICHREE OB T 20 LEMICB T, TROTEHLEFOB KN
JELTHHATH o720 TORBEEE R TZF#EN AT SRER L2V
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O-15 NMREUIYTFHERBEEICSH T DHABITEREDKE

O b #h=m" Jh b 23 o 477 o g1
IRTHERA T4 AVt v F —/NERE P T IR B A SE B A R
SR FEER KRR BIBER ) v~ Fi L v 7 —, P EEIERESER: Inmuno-Rheumatology Center

QENS)!
AR F BB E DORABATERIE D LN 2 SHITT 5o
(7]

103 DL Eo/NBIIFIE ) v~ F Y B R E 28 % (BME3 4. K254, SR ES P RE15F) ISx LT,
HANEY < FEEBITMWGIZ IV WELZRABATF 2y 7V A ML A5 - li 2 17 >720 26 O FHIHE H O
FNENIIBVT ERLTWAEAGE1MEL. AFEEE [ RO ABATEZRE ] LU, REAIICLE
1TROBABATHEE S FIECEHM L. AR E [REEORARBITERE] L L7z, £/ Fzv 2 AL
FEHOKS, TIREHBNC LD OIISENICEIED D AR, PREZR R THTH LIEH 255 L7z

(5 4)

WO ABATEREDOHRIANIZ17 (2 ~260) THY 20D 54 % Bz WiEH OBRABATIEREOH
JfEIZ 9 (5 ~158) Tholzo WBIVREHE OB ABITEREIIIMHBEEED L o7 Fizo HOEA
BATZERE L, WoMR) - FARES - BEES - WU - R EOMBIIIBEELZ RO b o7z DI E
HIREIERARBATZEIRE L OB Z RO R D o705, REZOBTHNRHLEZTIE. BRBIOREZOKA
BATERE R EIE o720 72, HROFMIEEIC BT AT CTld, REZDVATAANAY v 7L, FHEY
BIXOBRAMOMEIZOWTHRATETWARE TR, BIERESHTAHZIULL, BWTEIE» -7,

[t &

REHOETEIE, AR FHEBREZFICBILIRABRITOMERTEE LN, —hH, EMZb7% 2
FAANAY v TEOMbVICEY, WABITOME N 2 RER LA TELWHRERD D, M 2B AT
OEEWEITRIE SN,

O-16 HEREREBICH T BT - HRPEC OV TOHREOES

O¥fr Al SR - ARt 1536, ABRH JITE. I HE—. Ok B8,
WERsE 2, A Ez. BRIF B
ME L K L

Ta- H] 2%z 7~ b7 22 REVL T 5 HOREREIL, MIRHEZ ZRIREIZILT S L
B, BEORBIEHAEEOHEGIE V. /2. HORERBOBBIIB W T, HIRIIHS 2 2T A
LTV WEEZFH LTV EEDL V. FMTOHIRTORBRLEIIHNTL2HM L FABIIHETIT> T 5,
LA L. IS A28 FEEIC L - TRERMA T, BREO=Z— XRHEITHE L2ERZ SIEH S 2Tl
BT\e T T, WIRRPHEIEFICOVTOHE 2TV, BEOMRERHE OB @AEWI DOV TMAME L
720 [RG - 7] R & 1% 70 B VR B R 2 b N R RHB R AR Sk 1l Be b o0 12 5% DL o2 B ISR LT,
BT A2HE L. HEOREBLMAME - WIkIE & BEA T H UERZ T, ZHRERM2 517572, #E ORI
BT =& o720 TV — M- TV +250, ARV -2HOM %2 5BREF G (42 +1-0--1-
28) L. ZOYHETHE L, [ME] £ TBRE154 (16 ~ 27, F3H2045%) 3. HEFRIH» S HE O
BRHIREIZOWTIR L DB L Tz (+150 ~ +1.750) 25, SefF0s8 2 SR iE 2 2 & 2. HH OPHR
HWHPHIRIHET 208D, HIRLRLTWAERICOVWTE T VIR L TV Aoz (—01 ~+0735),
PEREGE D S H 02 5F 5 e, BEIE - il - 7 — FDVISH L Tid +0.80 ~ +1.33 50 MDD - 720 BEH
BT RTOEHANN+1T73 ~ 42005 &2 0, BHEOWENASON, T2, BHFEORBEERIIFEIYIT25H & B
BT DAL Dol WM TR, KEZHLPZIT AN EZHETERIAON, HHEOHESZ
EREDPDHDIEIDVRVEEZ 72, [EE - Fm] #F Lo TEFIMICHT2MEI M2 72 HBEOH»OF
WEOHFRIZD o TS, THITFROFTETH ) BB REVWEEDbLN, WAPHHTHO L Z LI1dE 4
H B0 BHOREBRMAEME RO EARN RIS ik E s 2 Lk, BIEOR SRR ORI % 50 %
ZoNTFIZHBENL Ltk v,
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017  /MNEREARIESLE/ IV — T ABROEHEMIFEELICE (TS5 MMFOFRMICET 2
BHEOMR

APRE A OFSR AR ' PR 3K 0 g ME— ' e A AR T
Azt RIF B W EC
VRN SRR NEB R v 5 —NRR C SRR R B N

[BR] V=7 28 % (LN) BEICBT L EHERFRHFTCOI a7 ) = VEBEE7 = F )V (MMF) ® 7 )y a3
F 34 F(GO) Wizt 3 2 HHMEEZ BT 5. [HiE] 200142 5 2016 4F F TITUFCRHES
2LNBFIZBWT, MMF#%512 & o THREZBIZRO GC OG- =R 7% 5 % WG 50 [FEE] x5
FR4DH B, MiFHEEE L TMME 238 A SN B#7 13114 (34%) ISN/RPS 44 class 1T : 344, class 2L
F:8%4). MMFIE# 5812214 (class I : 1344, classIIBLE : 8%) THh o720 MMF#5HD 9+ 644134
P o GCIKEHMWTEMEN, 5%4IEMMF £7213T > FFH 200 A2 X 5 EifE AEG OSBRI E
LTRG-S Tz, —H TMME IER GRS O AL T IZ0 3 2 REZTORBEIME SNk h 572
FEBIR MMFE ORBINEEATIC b T ¥V ¥ a v L7ERNE TN T b, #5-0  ERGHoBIgENmIehe
462 H : 837 H (p=0.045) &+ MIMEIZ S, MMF&R SO T RAEEIZE» o720 ZNIZHEDL ST,
RABIEE O GCH 5- 813016 : 022 (mg/kg/ H. p=0.028) & MMF P H#EAA B ICIRE TE T, R
B ds-DNA PR & Witk C3 12N ZNMMF # : JEMMF B C6.83 : 15.7(p=0.34). 94 : 81 (p=0.22) & A &%
RO Lh o720 [ELEIMMFEABERTIEZY 70 & X SO GEIHEE T b GCRE W72 > 72 fEF 23
MMF #EABIIE, FFHEGHI D QWETETOAFIIHERMICERE L BRbh b, RUFZEHED 5. LN DR
HMEFFHEEICB W TMMEBEHIC L D S HICGCHGBEZ WO T I LN TE LI REEIR SN/, 720 MMF BF
BB WT, MERRA 72 EORIERIZ 261380 5N 72205, BYYED SR Z L3380 o 72 [KiGE]
WRHISERE SLE/ W — 7 A I B W TMMFE 12 & % EEHERR LI GCIMEICHEH Th o 720 MERKIEA 72 £ OH
ERICIZ T ISR ETH b,

O-18 WNRIV—T ZAEERKD—B

Ot ZFur 'y L WEe ' R ERE JuR —Re°, B sy
PR AR AP v 7 — MR ABIER . KR A P v 5 — AN
SRR v 5 — /N

[T oiZ] BERMHEEREIEGETY 73 =X (SLE) O#1%I1ZA 5N 5 HEAHHET. SLE O
AR - BEMICIET A AN D Do ANl NBINCIIE L2V — T AEREO Bl EWET S,
[FER) 135 )Es 12BIEDSLE TV —7 A%k (LN) Z2&8P0FLTwize A7 a4 F2OV 2P (MPT) %
Y7 uaARY ¥ (CsA) TLNIZEM L72A, Pids-DNAPUARMESFH L 727203372/ = VEEET7 = F
(MMF) #%38InL72. F1EH, INOFREEZED, v FEFH o000 288 (IVCY) & MPT % #ifr L7z §
122 % 388, T, Wik 7Ze &2 R0 TERIZ AR, CSARMME #H1EL, A7 04 FE#E L7225 AR
10 H HICHENG 2 3R 2 72 1%, BRI HALCl PR oS KT R R ER S, BEEREEZ 2O, e ko7l &
HEMRI Tid C37 & FREMIHE IS T2 5RAR R CEE 5 O IR H# 2 AR B O JE K 2 520, BEMlaEs < 3 =
) UEREMEEA LA L OV T AEME LB Lz HIMRUGEE 2 L, S VT4 € rhifRizEtt. #
HREIITFED T, PiMOGHIARPL AQPATURIZETETH » 720 Bk EX 2o 7275 BHEHRGZEL, B
TR LB E AL T QM - EB RS 2 B2, MPT4 7 — )b, IAEsc#a8E, IVCY, fEra7y) v
KL EOEFIEHT L) WILEEE R O RFIE R U 7225, B D it 1 B 2 R0 s J] PR DL D S5 - 5
RS RIIYE L ah o7z [F L D] FIER LEER O LN FEFS IR IR 56 28 S IE 2GR 720 1H
PHUEDIK I EIREEN D AR Z B2 2 B RIWED 720, BEOHFMMBEREZEL-EEZ 5N,
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019 2HWIVUFY—FRCHY Y07 7— VEMLERBAHOBRE

Ol % LB B B RN wE BUN L R B2 KH ' N &t
U ERSNEER Y v 5 — R R R R LNE R v 5 — R

(5] ~ 7077 — ViR UEREE (MAS) (3488 JIA 213 U saE ks R E A 0FT 5 BOL A 0HE T
Hbo W, NEREEHETY 7<= F—F A (SLE) I2BWT H MASESHFOEERPRE SN TS, [H
1] ABFFe I /NEIFAESLEIC B W T, SLEZW MO MASAPHCB I AR NERZMYT L2 L2 HI
ELTiTbize [J5EE] 2004 4E 2 5 2016 4E 122 THF R RSN B & —ICABE L 72 SLE % 46 % % X
G r Lo BEEEHCTEIHRMNICHE Lzo MASOZ WL (Arthritis Rheum. 2009) Z w720 [#5 5]
1544 (32.6%) D HBEAISLE ZW R I MAS %2 50 L 720 MASAEPHERNIC B W THE, MEKKD, m7 2 F
v« AST - LDHIAE 2 MASIES BRG] & LEREFRIZED Tz BRIIIE RS ORI DS AT 2 B X
o THO LN, BRED. C3. C4 FRILICH L TIZMAS&EHEB & IEETHEI TIIA RO R h o 720
MASEPFSLERE DT RTHEH AT 04 F‘fiéﬁ&éh X512, AT A KoV AHEER, IVIG, ki
WL ESRI RN e S ze SEEBNED o 720 [‘fn ] NEIFEESLEIC B W T MASIZEE 24
PHE L Z 2 b7z Hi amlfmmwnmwmﬂw)m%% FHRIRD 2o I ORFREIIR & Y] 2 ih S
Th b,

0-20 MRZEES 27 O0—CERBETREL. BMRBEBRERE > TiIThh
BERICE > TEMTE PREBIL—TZAEHHIL—T ZB X pure class VD 16

OFil B, fhlk 3R (el 0m  Fre HBE R mnh s f R mEse
i o —!
VRESEBR BB AN, ® B R RS AR B N, AU AR A e SR

[ﬁ‘%‘?] /INBOLN pure class VKK R HT ds-DNA PR Bz A3 7% S W e i b R 1 2 258 L v

v AL —T A (NPSLE) 2 13% ICi@ 72 L oG H 0. HIZH - (P EETH S, 50, %&1‘5{
WVCIE[UT:\ BHRARB SN A7 0 —EREMRERE (NS) 2V L, AR IAE R PT ds-DNA Piikba 2 K &, BE
T WT& 72 NPSLEABELN pure class VO 8i& BB &2 FEBE L7z [ERBI] 8B IE. X4ESHD AR MR
TR 2+, AR 3+ THIKE %%, 2.51g/day D&EFIR. UP/UCre 7.0g/gCr. Alb 1.7g/dL 25 NS &S &
N7zo HEETITEREDFEZ RO LDAT, Mg <TcWBC 7,500/ L. Hb 13.7g/dL. Plt 35.275/u L.
CRP 0.01mg/dL. ESR 40mm/h. IgG 500mg/dL. C3 93mg/dL. C4 14mg/dL. CH50 50U/mL. ANA 160 fi%.
Pl ds-DNA FifR 1.9U/mLCTH -720 IRAFRIMERIL6-10/HPF T, MLJRZ £ NS 22 5 SR ERIKRE & 2358 b AU A M
AREATEN 20 S CTIMEEE, 0B %etal3 full house TLNDFTRT, ANA BEE &b 8T SLICC /%72
L SLE.LN pure class VOZ K THURHI IR L 720 SO THZ L. XAELA»SHBEL (545, RS EH)
oY, SHICEBRMERESH 722 L L7z, Tk T8k, MRITT2HEBSHO% %, SPECT TliLit
A ) NPSLE 2 L7z Conners A7 —)VTHE AT, KPLBKEMEDO A I 705 E 725720 =B, PLSm. i
SS-A, $USS-B. PLCLIUKIZEM 257225, LACKHET/HNESLEZK O 5 THSLE &5 T& 72, IVMP
Z2Mm, IVCY % 6 I—Af7\v, FHHERITCGEGE, K Alb MAE TP, A& 2 ki3 g LIQ L&A & Conners A
ITART, BRSSOz, MEFREREIE PSL & MMF WA fT> T %, [REEE] MRZ L) NSTHAEL, &
M TH M T &7 NPSLEGHFLN pure class VZ#FEERL7z. U SLEZMBWICHEZTHE 5T, MIRA T
WX AR O HATEN L Do 72T BEED S 50 NS THIMK T A% <P ds-DNA JURBEMETH ANA B ikEA3d - 72
Y5 E SLE 2 805 L 720 - A e IR, BIEISEIRDFEL WIHEE. X0 RO A M AR B W 2D 7% 235 1 BE
MWD 5o HEHAFHEITIZESR. UP/UCre lZNA T IQ R LM A, MEAHH CTH -7z,
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O-21 W=7 ABRICHERL -2 70— EERBEANDY Y X2 7T OFERZR

Oftm Bisd, Mk &k, M 70 S Az
MZNRAL S &b B v & — R st

[#Z] 481 5< b —F R (systemic lupus erythematosus:SLE) IZ&5F 3 B lEgsRZ0Hh TH IV —F X
¥ 4% (lupus nephritisLN) (38 d HEDE . A TFRICHDEET L, VY F T 7IESLEIX L THRKZED
FHITH B0 WHMEA 70— CIEBER IS L CEAREYRD 2 FEXAON TV D, LNITHES L 78+
TO—BREBERICH LT VX7 &% L. LN L TO AR Z A -REZ 85T 5. DER] 15ML
o HYGBE - SUBREE - ARMELINE - MEZE EFRICORFICYREZMAZZ Lz, U v 2385kigd - bk
PUAREE - HUds-DNA PUKREE (3431U/ml) - AR IME (CH50 < 8U/ml. C3 31mg/dl. C4 2mg/dl) =2 &5
SLE & Wi U720 MBI ER 1320 72 (JREH /Cre=016g/g - Cre. Wiz L. MMM Z L) 25
A7) == 7 UTHIAT L72BEBCldclass IT(WHO 23 ) 725720 AF VT L F=va v o)u 2 (L
TMPT) CEMEAL, MERLEL LTTL F=vu v (LIEPSL) B X S GEME# 2000 (79 F 4+ 7
Vo, IVYEY, 3a7x /= VBET TN, ¥R Y LA, YRR T7 7 I FKEFTRE eFo
FrruuFdrEAMELEE) LTHELZ. SaPIEREOTRE IRGED /2. 7THE H TR TldEAIK
ERDOLD o720 8V H OFRRARE (1355 ) IZ&E AR (4.36g/g + Cre) 2SBATEAL L. K7 V7 3 Y IfiLdE (29g/dl)
EhHby At 70— BIEBEROBMILMEZ 72 Lo MPT THEEBIWHT S LR 70— BRefltid o L
72hs DMRIZERBOEMMERFT O EAR REA/ 2 LT F = e TltAalg/g - CreF25E) 25kt L 720 9l
H O FRIE (14515 [CE AR FHEMM L7270, RS 70— CREBEEICH T 2EHRELTY VY F U<
7'500mg/ [l % 1AM AICE A4S Lz, VY F I 7HEZIIBHIONEE L & D ICEAROUEE ED,
PSLiE DL o7z [EL] VY X2 TEEMICHRTY) VX I3 THEGBOBEARBD 22072, )
VX TIELNICH L CTRARED A & PSLIKERIRYH 5 & E 272,

0-22 2HMITYFYF—FXEHMDASIEMEEMRBHRICED
Overlap FEfZE D 13K R

ORA FBI w3k Gk MA E4 ZH FE B R 438 P
ML R kKR!
VRO AR R AN ? SO B R SRR S A U S W

[#3] £5r)7~F—7Z (SLE) 3Z¥irEHERY ET2HORERETHY., HERIHEENEL T4
THREDEH LTSNS, FHERER 2 (JDM) IZ/MNEOHORER B TIZSLEISKRWTE LR, FHI
BB EHINET % 29 5 SIEMER B TH HASLE L O A PRI T, P MDAS JufkBa PG ClRFERICZ Lv—
75T R o SGET HEVE M T R 2 AL T wE S S, A4 13/NET—FIHDOSLE L HMDAS
PUAB P JDMIC & % Overlap JEBERED — B2 #5350 BER] A RMEHRZ 130, MY 7 <7
Bdbo K2 r AL D WHBEH OB O &, SHEMAL D &S BRI, 37EREOME, Wi - 2R
iy BB, EIHEONEPMEC AL 2720, BEMFEHICARE -7z ABR, Bz, WFHEoBEEO
PIP - MP A OB R K O ESd [ AL & i & IR o f b 2 18 5 KLBE 2 3720 T K Jh DYl B iy & R U2 T 976
KBEDUGER & NA AR &7 CREOFIK T 278572, kAT AT 3 2 h o720 PP 40 5 LK1l
Tho7zh PidsDNAPUKEE . PUMDASHUAR . TV RS —E R, AIMERKA. MR 25580 5
Too FRILAEHE, WA TIXEROF RTRIZIER TH o7z WERCT CRIEMEM 4213380 %5 > 720 MRI T
KRR &R 56, MO 2D, LEAS SLE &9 MDAS HUE R P JDM @ Overlap fEfi e & W L
720 BHEMTN =T AR I EZED, N ORIE O R EEBIL Gottron BUEIZ PG L 9 o720 SLEDAI 17 L9
WEEEEL, AFVT L=y By lg/day LB ATUA K2V A%R 27 —)v, L=V 0r25mg, I37x/—)
%E7 2V (MMF) 500mg TiE#EAGE L . MMF 13 1500mg  TEREAICIE 5 U720 IBIRBHIG R i 2 A Fi 4%
. WV TTIEL. AmERB LMD R L7z [F5E] AERI. PUBPIURDME M T, W2 RER AT
HY. BEMEMEZEELTEST, EALHMEOR W SLERH MDAS HifkJDM & LT3 il ZFHAMT, Zh
5® Overlap FEFEHE ClIM BB DS M SN AW HREMEZ RIEB L 720 FEB I RIFTH D EE 2 BN,
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0-23  HBHIH B/MNEHRESTERK 17 B ORRKRRIEN

OV fe—. KRB HPFE, IRl R, B 2, 5 B, Pk 55—
BT SR AR B S A A /N B R 2

(5] BE®IRE (TA) (TRIMERE LELT HEEIIEERETHE, AT/ VAFEEE G AT/ R
THRED BBV ERZER T H05 AT PO EPICERICHR T 5. HDLOITENERELTANLFY—
b MTX), 7HF47V> (AZP). P7u7xA773INEHER DL (IVCY) 25ERSN, HHFETIETNE o HESE,
IL-6 FHESR R E DAY 2 BA DA TED R E I TWE, Lol /ANEIIZEE TA BEOHEBO AR TR EY T
BIZOWTOHEF I\,

[H] SBelcBU2/NBIISE TA BBE DR T RT3 %0

[7:] 18 AM CTHIEL/2 TABE 17T A2 RIS, BT ISR TG Lz BRI 25 4R R o /8
AR N DA

(i3] BUEROWRILEIZ19(12:27) T D138 (T6%) Th-orzo FAEFERHL14(3-17) w CHRMIIRIZ4.3
(20-188) fETHo7zo HWMOMNRIZI34. Ta2%, Ih2%4. 1%, VLT, MBIRHBEZ441CBD 7,
HLA-B521x124 (71%) 5Btk CThorze AHHEIREEE R £ 24, 70— 14 ThH-o7 FlmhoF#RiE
114 (65%) 1ZdY. & PSLEOHIHEIZ0.13 (0-0.35) mg/kg/HT 124 (71%) %302mg/kg/ HA CTh -7z,
SIEIPHER IGO0 1 ZABREEEPPEHLTBY. WERIEMTX:1 %4, AZP7 %4 MTX+AZP2%4, 397~
J—= VBT T F V6% Tholzo IVCYIZI0ZITE ARSI, 7THMHIRL, EWAEAEZE A sz, 6%IZIVCY
RTINS AYT (TCZ) #EASNIZAS, 3HDFIRE ROz RABIZRII154 (88%) I EH/IMEAFED.
ODAEPHERKBIRAMR (AR) 5%, EATKREIRILKRL 4. AR+ BATKBIRILA 3T 28050 L5 T4l 2 i
18N720 ZOMDEPHREICOVTS BANGHEHR BEAPEL. 2 BANEKPIBE R U CHREF R 2 51T ST,
[Z52 - KE5E] UFO TA BEZITHLA-BS2 B2 mL, MO0/ MbE iz, B LI HEAE I A%
Moz PSL OREITTETWADS, REEIIHIEE, AW ENEFOMHRLE o7 OIS FRBILAEEL, /NE
WIZRE TA BB O FRITRL TRIFCTII W EATRIB SN2,

0-24  FHICHT Z/NEHREREESEBRXDLEHE

OWF 7' & Mot ® S BRI, R S BRR B ° 1L AIF O HEdk 2B
VERS O ABRE RIGES M R . B L AR 4

PEIRRA AR RE, 2 W R R R A A U SR M R A A AL RN SRR

PRI NERE, ORI L BERR N R EER R ER A R v 5 —/NERL

TEIRI Z & B A BHRL - U v~ TR SRR LR R AN R

B RS R RN R, O SRR B AN R

[A55] REEITEZZEEIIRZ (PAN) (&, Hr - AN AIMAS OBEFE TR A 2% 53 AR THY, FEFR R 2 ST i
DARETH7-OLWIHEENT 5, 20124EE D EFERAEICBVWTPANIZOWT RFART TREETELDIXTHI DA
T, PAN OFZWILMEDOBRRIREETHYZM - ZMOFLIEBFEL L O BIRTH S, — 7 2014 FF 12 G SNz
ADA2X{H5E (DADA2) ZPANOEREEEL THEHINTWS, [HI] PAN OB - SBEDOTARTA Y OIERK
FHEEEL T, RIOPANBEICBIFHEEMEEBI ) SHICPANEDADA2ED LT [JiEE] k27
EERVEOM BN TEEO/NBRESE T 2R T UREERT v —MRA (—k#E) 2T, e
SHEMEEE I - IgA MAE KZBRL) DEF OIS, PANJEGIHY DR~ T IRHEZ2 %ML, BRR S, M
. BRNA. FTHRESICOWTOBERPIELRF L [FHR] —RAEOEIEIZ91.3%. M SR RE
MENX276 7 MFUTE LIRS 1394, PAN 394 (16740 1661 160 12244) . 2Ol % 98 %,
PANE B Z K F A O WU 77% (30451 /3961 ). 4B B PAN (sPAN) (21761, 5z J§ %I PN (cPAN) 1320 1,
DADA21E3 %, FIEDSZMETOMMIZPAN TIZFH 25 H, DADA2IZ64EDL 1o {H#I1392% D PAN HH 1S
FHLGCEIVCY 2 S, DADA2ISHLEHIIFX A3 5- 8T\ /2o sSPAN,cPANDADA2 DJIETAE LN D
fRERIZ87.5%, 62.5%, 0%, TFIREIZ40%, 62.5%, and 33% TH 7275 HAIEHIHIEZIL6.2%, 50%, 0% TH->720
TR AZ LT sPAN TIZ CNS KO ERIH £ 2385058547, cPAN TRIFEROFEAD VDA BIZE o720 [Kim]
i D4 E AL L T sSPAN OFSIED S Wi COMHIAVEME SN Tz cPANICHIHHR B BIAFAEL, FEEL
EOMBERD AT FEME TR W2s, DADA2 TIEy 7 a7 U iLE R b 28254 W [ 2 386072,
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0-25 - MHBARIEREZF - LEHIESHBIRXD 1B FH5

Omgilfl T2, WA 4 ZH &IEY, B A&BF L % M5’ %2 K5
USURTDE R BB AR A N R, * SRR B BB A T S A
S GRS B

[#E] WL 8EIk%E (Polyarteritis Nodosa: PAN) (ZHV/NEIIRD 7 4 7)) 2 4 FEERZ LD MEFRTDH
0. EHMEORIEFTRE L DI F ST RMBEHEZEL L, S L IE. PANDPEEDNBIICES T,
el HC I Bk A R 2 5RO, M SR IS TSR S EA 2 R L -0 TS 5. [EG] 145%
B 13mEICFE 2, R, AMEVERLBEDSHBL L. K AEMIC TPANDSEDb L, B OATL F=v1
> (PSL) Thg S N7z, 1%, BEG . MR % R0 BB & %2 5720 ABilE, 38CZ B2 5%
B & TEFEEE 2 3, ML Cld CRP 20.93mg/dL. #R7L66ml/hr & 45 Ko @ L5 % 58 7213 2> Plt 5.0 X
104 / uLEBWRALTBY, 7)) F ¥ 13424ng/dL & R 25807, BERMRAS CIEHAZEREM ISR EEE S %
RO, BHMAE TN AL L2~ 207 7 — DIk 2 MEROEEGZ D72, H ORI L 7w
PR AS & MR EEREREA R, AFLTL Ry vy SV A% 3HBMAT L7282 A, fERIZE L7z, L
HBPSLIZWHK L. ¥ 27 10 AR ¥ 3mg/kg/ H OB CHRAESUSIINEFRIALT L7ze B H. HEBR D720 MER
DIMEER ZT->72 25, FIGMESIR. WIFEIR. MEIR. LAEBIRICE T 2/0EIRE %2 72O, PAN

BWIZE - T2e ZOH, FRICHER 2RO, LEEIINGHE b RO T iz7-0, EEIIREZ. MME)IRILE & %
LT L7225 O 2R BREIEED eh ol BEE PSLEI I 72/ —VEEET7 =2 F )V (MMF) T
LRLEBLTWD, [£8] NEHRIEOPAN IO THiTH 1 BAEIERI~ — 7 =2 W72 0B W I
EHLRT V. BDNLERTIE, MEERDLEEBITRETH 5,

0-26  /MNEHAFEIE ANCABREME R DERKRIFH & FROSEN - AFPLERERS

OftilE F— '\ FIF K& IS5, fok 20 ResE B°, s —ak®

IR T SRR B SR S A RN R R R R N R R
AR RIS BRI L E BRI TE v 5 — - ) v~ T - BIE R

BT LR AR RS R L vy — N AR 5 —,

CHFTR AR B B e R IR Rl N L2755 1

[# 5] ANCA B 1155 25 (AAV) 3Rl NI T2 ETH Y. NEOKBBERA T IR IS md T
e RWFZRIE. JEAES @ BP0 & E R AR 2 012, DNEBISE AAVERE OB R ML, RS AL
(ESRD) Dfal AT 2O, T 522 HWE L7 [WEE 8] £E1710 0/NEEBRiZ T L, —KHAE
ELCIRIEEM D16 IR AR DO AAV BE OB RO A ML, “RRAETIZER,. FRESOHEMREZITo72. [#
B] —KFEOBEERIT63%, 53% @ULHi%) DAAVEZ MG SN, ZKWEIZIB504 (B % =13:37,
JEAE RO 1%) IZDOWTAT b7z, EEONFUE., MPA:29%. GPA9%. AGA:1%4. AW:11%. 5T
BMRAS 27T/ LB ETH Y, FIFIERIE. B (62%). 524 - ARE IR (38%), KR (22%). HHIEE (16%). PHH
(10%) TH o720 AEIEHIL. 1ZIFEBNPSLAEH S, CPM A 6 B THH STz, Bl B OB HE Ak
1%, CKD stage2:124. stage 344 (8%). ESRD:74 (14%). AW 24 Th o720 JBTHNIW R o725 REMH
DEFIX14% (28%) BIFAEL 720 BARBIEIFICE IR TH 5723044 (60%) 1. 20 LA JNHIH] 2 Mk LTz,
W RN TlE, ESRD M#ATHE L IEEATRED 2BERIIC BT, PERI, JOIELERD, REBRICAEAZ RO LD o7
A5, ESRD #EATHICBWTHEIC AT =¥ L XVORARES T 58 & RMEVE AR e EREA LR 2 A5k BRI
D50%LL 12 5D B HEOEEG D ED o7 (P<00D). XSIEERMBHOME, ESRD EITOM GEHRE T, 2
Wi DA 70— B L NIV OEARTH 572 (F v X256, P<0.01), [#£%£] NEMIE AAVBEOE Tk,
FHRIZEFEL TS, stage 3LLED CKDIZ22%I2bDITY., #3EAKREMORIETH o720 BMHEDOR7T—
YLV OEHAROAEES ESRD O FHIN T-L P L 720 45 NS HHEME EE O 7272 G0 O B 58 A3 0 5
Thb, 720 BEORFFELE LB TL L, NBIZBWTH R AFBISATEDIE ML T A BEEAVRIE Sz,
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0-27 IgAMERICH T Z2HFETHAORERM., RERCEHEOERE L TOEREEIESEER

O%eh] w2, ik #6Fk L BUEE wAd ' P AR I B A EE
LV BNEREERR A 5 — AR, IR E R R BN

[ 5] [gA M RITEEBE, BAEE, PEIREIR, BR2MME L. MEatES 222 5, HALE I IMENIE 5
FOBASE D ESH L9 505 BB SRS ATEE & 70 5 M3 Z Lo 1 B RIIHE 2513 AW 2550 S0 SIS
FRAOERE R 2, MR T, R, EPEEE, IBD % EI2HE) MBS VA MEFRICHED D% <
e\ BURABIOFEE & S SUBASEE & % o 72y Wi B B BRI 2 % 1 O TgA A 2600 % #5354,
GEFI1] 8t e Fe8h & BI85 L. 59 HIC TSR 2 58D 720 IEERICABERITHRE T, PRIED
MBI Z Uo7z 129 HICHEMAHRBE L, 2 CT C/MNERED IR % 380 72, HiRER S9E St O 1 50 J5
RIS SN2 BEIERO T, YPelisbi & %> 720 BT I — C/NGORBEME & | 15 [ G ik o 8 5 F 5
ENT—=Fy T I —BoMimE o, BEBEEKE L Lz, ETFMNEERETIZ. T B ICER
ORI S. B AREE & WA R K (S BEIRFE AR % 7D 720 B2 AR Mokt J (& P I BRAE W I 45 2% C Ig A ib A
RO, BRI 2 E D IgA AT E ZW Lzo A7 04 FORIBIZRIFTH - 720 FldIcHE L2258
fE L BICEAERDHEAT S N7z DEBI2] 2 FEE MR 2 50 L. B 2 580 72 S SIS 25 7 i
THO, THH XD EERTHEEREZZ TS 33F1TZ L, ERITER L7, HMCT i F2iEhro 2
B2 CHpE 2 5260 720 1298 H O35 CT Tl/MEERISTRIEAL R L. Ybelisbt & 7 o 720 RBEIZiEO %
o 72h5, D-dimmer ® _F5 & 1SHF DR T 25 [gA M &2 By, BT ENMESEMAZ ifT L 722 %51
RO ole Pl a—Tl3BIc&FEoRERIE L . GFRBEREEOBE LA LI T— Ny TI—E5D
Wik %2 RO, BREEIR SR L [gAMS £ 2R LTV EHB L7z 2704 FORIBIZRIFTH 72, #
BB R Z IR Ly UIVMIEED ATYGE L7z. [BH] W I NORER] b BB OFR, J90E NS O B, B
Lo EIBENE iRk S Z iR, B RIE L 7ze IgA M4 2512 JE SR 1) 72 BOF AN 0 58 20 R0 90 SIS O B i % 72
DB BRIk % BT 2 LES D 5.

0-28  /MNEMEEOEFEMFREMER 2B1ORHATFE

O%A Rt E=H FR, &3 A b w—
72 NG PN & R S P e gD e 4

[ U oiz] BEM TR MM % (primary central nervous system vasculitis : PACNS) (dEHzZE N O -
INEVER IR A3 S N B HSEHBAMC IR E 2 Z 23 2 Wiz MR TH 5. 20124F 122 ET & L7z International
Chapel Hill Consensus Conference Nomenclature of Vasculitides Tl&, H—E#F DM I EMT ST
b0 FRRIEIR & L Cld, BUHC R BE IR Z R T HI L VS, EHUREZ BRI T 2 HIFEETD 5,
4l R4 1 3/NBIFEAE D PACNS O RII#E 8 2 BI85 2 HAWRETH o 72201 2 FEBR L 720 FSIERFOREIR & ]
RIGEERL S OICHEFRLTROBEZHRET 5, UEBI] 10@EIEOR . B P OZZRO TN CTHRIE L 720
e B AN AR & G2, BEFERMRI CUE A A K IN FE IS & JL AL O ZE1R % 52D 720 NI 3% 58 Tl A N FEE IR
TG A S A R IRE IR A BB D3k %2 2 iR 720 VEINEINEE - 10 3 2 6 21T - 72205, FSIE R IS %
ABDI720, ATFOA4 FEY 2075277 I F2SVABEEMM L. 165K T TIET7T ALY V#E: % fkk L
720 EDRIZ drug free THFZNHZEIE A RO THMRIFCTH D, 18EOBUME T THIRITRD v, [HER2)
TR CTIHIEDF W KN EHA TV BRI, 2RO THIE. 5B ASRME 2 580, EiKEE b Gk <
o7z, BEFHMRITHNHBNR & & KIMBI IR FIROM IEG 2 8D 720 SEINIMBE R I T 2B 2TV, €
DOH%. A704 FERGE Lz, EHTORRERD T, A704 FTHERB LS THILE Lz, Mk
REMACld, FHEBRIDORT 2D 72720 PR TOFRITETVEE Lize TAEY VLD 12 THIEE
L. 4EOBE T CTHR L AREENHZEED RO v, [#EE] AR BIHIGREANO UG BRI F1#% & B
HMLTWBEENR, SHICEMHTHRT 2HEICIEATOA FEQENTFOMHESFHREZRET S L OH
HEDH L. ZO2BORMTHIZ. ZoOREZEMNFTLHERTH 72
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0-29 EHEMS R REMTHE C H (T 5 Anti-3Hydroxy-3-Methylglutaryl Coenzyme
A Reductase (HMGCR) #ifk(C 2L\ T D5

OTakayuki Kishi"*, Lisa Rider', Katherine Pak® Lilliana Barillas-Arias*\
Michael Henrickson®. Paul McCarthy ®. Brancha Shaham’. Pamela Weiss ®
Iren Horkayne-Szakaly ’. Ira Targoff'’. Frederick Miller'. Andrew Mammen®

' National Institute of Environmental Health Sciences. B EL & FER K2/ RER

®National Institute of Arthritis and Musculoskeletal and Skin Diseases. * Albany Medical Center.
®Cincinnati Children” s Medical Center, °® Yale University School of Medicine.

"Children’ s Hospital of Los Angeles, ®Children” s Hospital of Philadelphia,

? Joint Pathology Center, Defense Health Agency. " University of Oklahoma Health Sciences Center

[75 5] HMG-CoA & chE#E (HMGCR) IZA 3 AHCHRIZ, B AFIRIC B TRIEMENEEAEEL T, EEON
JIMEF. HLA DRB1*11 & A5 F Ul ICBEE 3 205 2 B PR (MSA) LU GREREIN TV, HEFEEYERIE
P E (JIIM) \ICBUT A2 0Pk EZ OSBRI LT HAETTICHMHFIZZ LV AR JIIMICBIT AP HMGCR
PURD SRS, BRI E T M MO WTHRE $ A BINET 5. (1] K E E ST AW 50T o % 5 skl i
2B ENT JIM B E OILE THUHMGCR FUiAZ A L7z T2 HCHUAR B S OBKR R, T M A, HE
St BETAHLAIZOWTHR A RIS ETL, JIM TROLNLMOMSA L X B TEXBA ML 72, [ 5] JIIM
440 B DL % ELISA TAZY—= 7, ok B ot e s, 561 (1.1%) \ICHMGCR BUAZ 207, 5681095,
3BIAEAELERZ B 595 (JDM) . 2805 AEME S 36 K75 o720 SMTIRER ORI fIZ 8.1 7%, 34D, 34A A
725720 HLAZDRB1#0701-DQA1%0201 N7 0% 4 7% 44412388, DRB1#0701 7LV HLZFED 1 FIICE0 72 (Fy X
14x107; P<0.001 vs. M5 HE) . A¥F VR H LB B IIRO LD o720 S Wi B IE EE I35 5 &b EE TR HE
AR E L, 2BNEHR T EHED S o7z MR FIEAL, S0, EE O, FiZm,. Biike
MR 2 e, ZRSIZ SRP LR LIAL 0 MSA Bk B MSA Btk B % L i U AL IS DS A2 72 (P=0.038-0.005) o
M3 CK & i o Yeilil3 17,000 U/L[IQ range 441-17,112 U/L & EAl 25720 2B TR B2 WG U W 2 5858, )
A B B0 RNARFE, BEOHEKEMZ D72, PLHMGCR Bk IDM3FIdo 2 61T, B8 i IRETH
D, WELHERLN ol BRIIIEAED TR RICEETY, BRI E SR O Lo [#a] PLHMGCR T
KIZTIIM B O %5 KB HR TH Do MAEFARICEE O LT, WM ES BRI PEE2 072, — TR
yFAEHEDO IS T, HLA TDRBI1#0701 7LVED R Z DB LE, NGB E BB H -7,

0-30 HMMDASHIFGMHEDEFHRBEHBRICH T DMK K. REMR. BEOER

ORI HYTE, MREP MR POy sle—. B 2. B R, Phik H—
BT SR B g s e/ JE R

o] ZEMEEER% JDM) (& UIXLIXHEEMM% (ILD) 2% L. FPHRBENT L 25, FRIHIMDAS
PUARBEEBIOILD X, S2UHICET L FPBARDOZ E 3 D% v,

[H1] BUMDASBufkRsE D IDM B E OERRIG - AR . 65 % B ICHRE 3 5.

[J71:] 2006 4E LABEZ MR CTRIANAMRE 2 1T - 722581 IDM B E 25t % & Lz, BREIR, 720 F >, R
B MG, CKEDMAF R, BERGRIZOWT, HUMDAS PR MG & a6 c L 72,

[ 5] 102 25U MDAS HiAkB Pk, 15225 TH - 720 B ERRIZ 104 2B Thio BE 207225 9 b
SHIIFT R CTILD L B SN T hdh oz, BUEFHTIXIAICILD 28072, KHEEIEEER T34
R, BEEEHTOATH -7z (p=0.052) . BEi% - BETEIEEER T84S, M T2412® 72 (p=0.002) .
HIRBABRT O 7 ) F VW CEZ RO Lo 72 (p=014), L2 L. BEWIC7)F U2l LA
B 14413 AT A FRIBHRICT7 2 ) F VSRR I T 2 R L7201kt L, RS h 74
HLLA AL, ZoMERETO 7 2 ) F ¥ OREMEEEERSABICEMETH - 72 (p=0.03). FAIZIRF
B .MG/Crefiti b WiFE CHMEBMGRNIE7E 2 8D 2 h o 72 (p=021) A, FBh O REMEI I A BICEMET
-7 (p=0.03)o KLG6IZGHEHED T PHEICEMETH > 72 (p<0001)s —JF. CK. 7V K5 —XIZBGHERET
AHRBICEMETH - 72 (22 p=0009. p=0.003). HFIE. BERIZEFICAT a4 B2V 2852 T L.
BAITHEMHIIEANIRZPFHL (VP =a—0) YHEHREIH), 64TI 707+ A7 7 3 F2OVAFEDEA
ENsze 1BIIAT O FHEIMOEBETH o720 MEEE HIETHNIL D5 720

Uiiam] BESH L MRS P MDAS BURBE B I3 B i i 5. BIEIEIR. ILD # % { w7z, LA L. FHRARNKNT
EENTVWEE 72 F VIMFEE L CTHEBFEGIEMBECTHEEER o720 5%, RBRIES -2 EI2X 5
THMDASPURGEASHI 3 2 BEDBIINT 5 L EZ O5NDBH, LT LI EBNTFEARTIEZ L RERE
RICE DR ER L BRI RETH 5,
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O-31 SREITHREEN X E &6 U - EFERBHRICE T 25 MDASHUFEL
Mmi&E= IFNs DH#EFE

Ol 1\ Ak P
" RERRR G R v & —/NERN PR

[B#] $PLMDASHUER % @ Clinically amyopathic dermatomyositis (&, 2 TR MM %2 S04 5 2 &
AHIHN TS, FLMDASHUADHEE, M CTICBIT Moy — 2 72 F R IL-18 D EfitiZ & A
FRICHEL TWDL EHMBEINTWS, —, MDA5IZ. Rigllike receptors family * ¥ /3— 2@ L. MifaE
WCTdsRNA % i%i#% L T Interferon (IFN) 50307 A VARG Z #HE T 5. ZODIFNsR D Y 7 F Vil
EHRBEZHM T 2N =D —1Ch VDD 5. AT BN %% 408 L7z JDM O 16
2O W TG H @ IFN- o | IFN- y , Interleukin (IL)-18 & IFN- y inducible protein (IP)-10/CXCL10 % #%
RERZE Uy BRAREIR, M AT B X OVBHRET R &L o2 5 Uiz, [EF] 4mcld. 20XX4:2 1
WFEORBE, TTN%E, BREZRDOTE Y, [AEAHITKEHE & MEBDHE L 720, MASNh7z. ABEK, FigM
HIZ Gottron” s sign. JRPAKLEE, BEERALEE % 2D 720 BHIMKT R BRI X520 %2 02> 720 FLMDA-SHUAEIX
ZWEE (615U/mL ¢ 7 v M4 74HiZ8U/mL) T, W L FHEOMRITIE, RO EZRD %o 720 MEh
CT Tl o T %12 ground-glass opacities % consolidations & & 72, BN %% & 6F L72 JDM & 2 L.
m-PSL 7SVAE Y7 aARY) YRR L2, BEARLKBEIEHRFG10 HNIZHE L7225 KL61ZRA &
3. IVCY 2B L7z FIRPERIZIITICHEAL L, #MERAMEDIA & 7272, high-frequency oscillation (2 & %
NTHR Z MG L72A5 FET HISHFEAED 72051 Lz, Mio##pr A ¢id. Organizing diffuse alveolar
damage TH o7z, [#H] PIMDASHUAAMEIE, ABKIIZEHEM CTHREE L DI L2 BEoE T
Ho7zo IL-18 XA DOHEIZ L DOFAMHETIE 2% 5720 IFN- @, IFN- y &M S A - 7225, IP-10/CXCL10
EEED R L 72e [RSR] PPN %% 403 %5 C-ADM Tl PIMDASHAAE T, ERICL->THRE
PEAbE3, IP-10/CXCL10 O @ EAHk 3 2 %6, SaET M CTFREAROWRENEN D 5 g3, EL &
L THREHTA2LENRD L EEDND,

0-32 Multi-target therapy B BRI TH - /- BEETEL BMBREED 2 5EH

ORI HPPIE ' AV MER " MRED MR VAT Jf— ' BReE L R RS P A
VT KA PR BN B, * R BRI e v 4 — T - ) 7 < T R

[LZ T oIZ] EREEPUE DD B D4 B VESR i (SSc) 12k L, Multi-target therapy # 47\, 0 %1572 25661
ZRRER U720 IGEHPIME SSc 120§ A AEEORE 1Z/NE TR TH Y KRB L HRET 5,

GEBIL] 1258280 65 L A 7 — B - I L., 7 LR THUscl-70 PR Rt T SSc & 31 & 1.
TV F=vur (PSL) Bt S N ize OIRIEICITVERAITI T, B2 Ak & B A3 HEAT L 10k I IS/ 238
&l o7z MEIRAS THuscl-70Pufk 4720 TU/mL & 1A %2780 72, CK. AldD EA2H V. &5 MR TIE i
DIEFAE, HAERTIIHEREZED 72, WEBCTTIRAY H T AEe R, BEREGEHMLATaA F
POV AR, BB E LTRIOPSLEI 272 /) —VBEZ7 257V (MMFE) 26 L. Y70k A7 7 3 P8
VA (IVCY) dEA L7z, IVCY 6 7 —Vifi#s, CKAYH EF L. IVCY idhikL., #2711 42 (TAC)
B L7z, CKIZIERE L, 5 R E M L b o L7z,

BEGI2] 11548 352 20 BRI AT KB i et R 2si B Uy BB E e & 381 S 7z 376 70 H IR,
BRI 2 80 720 58 HIE, &8 O R E L & W HEORINAH ) Mihzid & % o720 MR TH
scl- 7034k >500 U/mL & FR- #3720 WEECT, Lhxa—, i bS s cld®mei iz s -7, SSc
DFWTATO A K20V ZAFEREITH, PSLEA M MLFEH—NETHFF 7))~ (AZP) THEZ MG L.
IVCY Z3 A L7720 AZPIZRIEA T &M L. MMFANZH L7225 IVCY 927 — VAR T 8 ML As B
WL, SERELA L7220, TACZBIML 72, Bmfbidds Lz,

[ZR] TACOBMTHEBETEELZ 2> b — NV TEXL2ER 2R L 720 BBHEHIME SSc 24 L T3 Multi-
target therapy SN TH L WEEHUDRH Y, B 7 1) —BRBEYGELR EORWEHIZIEE L 25, TACZ&D7:
FENHEOHHEMFA L TIRVEEZEZ OGNS,
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0-33 MMF RUIVCY ICRETTCZAER TH » EEMM X EHE2HHERIED 16l

O s B&5F
TCE IR R R A R~ 7 — /N E

GEF] 162 [BEAERE] 12 IS B LIS TR kR & 0 M BN BRHSHIA S, §UScl70 kBt ¢4 5
52 RE DS T PSL } OF AZP 2 CEHE B4R LFSE BAF, PSL ik ik U-CHlBeni L Tz [BUREE] Pk X
FEIALVEROBEEZ LA BUNE L 25052 H ). WHECT I TR % 2 3280 KL-6 1 1200
AT CREA LTV, &S MmBES PR M 2128 LTH#EAS A4 FF 4 2 IZHI ) MMF & O TVCY %
BI%G L PSL 720 [WAHFE] FEEEBRAHREEMEMETAEVIED SN 00, FER - Biff - MEEHYITD
IFITHEIE O CTEGE N 2 FRD 2 b o 72 hHEkR R O [ 4E 8 HICIXZERIR A 4+, 1 3+ & PIHR I bR A H 31
L ACE FHESENIRZ BHIG L 720 M B AR S IR ICIE T D s ER 7 ) — B OREBIITETT L d o7z
PS5, PREE R OIS E: - BIE L7, IVCY12 7 — VHifT# b RPN 4 ) R T JiddeiZ L <, IVCY #&
TELTRIELADS TCZHMAR S ZBME L7z, € OBMEMEM I L TER - Wig - BAeEw3hd st
A, RITR S IEHL L7z BAED L2 fksih T ) RIZLE L T\wb, [#5E] MMF & O IVCY 1248
N 72 4 B P B N RE B DF VB PEG 25020 U C TCZ #5247 WBRY L 72720 HERBI %2 53 %,

0-34  FiEEAEOER. BEARTHRE L KB RED—F)

Ol IR JEb oA KH RHE I HAS B RZ . AL I
PR R B SR PR E AR A TSR N AL, ? SRR R B RS A A S T e R B B

[lzt®ic]

A R R 5 R RE VX R N ol RERERERALAR R BEETIC D SIEMIWN A 0. M MALIC X 5 EAN R
MIED A 53, WERIWAIZ K 2 B, REREL 632 &b TS,
| Crstidl))

i o HHIMPRBIONERR. &R & A5 2PIP B O IEAR. & % 0. FAE4 2 H BRI 4B~ &
o 7ze MEMRA CTIERAENT I FEME T, RERPUEIUE D BBE72 - 720 MRIMA Tl 4545 3SMP B #Hi 5 PH o
JEEJE B 0 3 s s ey AR T I~ 3 2 S A R P 0 3 e ah . B 3R P O BEvRIE, /255 2PIP BN B o
JEE I BH O 3E RN A W ARSI OB R E2 B0, A 7707 2 Y ONIRERFREZRG L. BRI L 2
A AR 2 WAL S22 % 0 TR D RO, MURSREEE L B L2 Y2 u AR Y OWIRE BG
L. 14EHZO MRIUBA CHREFIIZ WIS 8% L7228 JE i 13547 L 72
[#£%52]

AN SR 7 B2 T RO S NN E R L 7225, MRIMAS CLARE 7 )~ 5 % & BH o Je9E
P AROTBY. REOBMIIEMRIMENGH TH 5 & Bbiiz. WA X 5 BRI A 7 7%
FEEEZRZ X /23720, FBZkE LB, Y2702 R) Ve EOeRERIETINS,
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0-35 SHMUBBERTRELLESZ2ICCRZEN—B]

OFER PRI, BIER #it, Stk 8. SKH fiiF #00 BEAL I MR, B A0, & K&
DA S RN FH B B 2 R 2B ZE e B s e/ R

Y% IVCRZETHDEMIFEIZTT—F P OZHSTAMEOWENTE LW O, MR DN % k
o BT, FLEIEI T OEIMNG X Moller-Barlow 5 & IFIEN B R OREA LM TH 5, Sl T
i - BATREEZ R E L. MRIMAS T 5k 43 #2571 i % 523 72 Moller-Barlow 3% @ — B % #3255 L 72 72 O s
T ho SEBIEZ2E . KEEFEHIEERASEDOFHADRIDND . ABES HRIZIZBE O H AW - < 0 I
Tolze 0%, REHOWTHERZERICES LESHRL LR D, FTRICEEOKEZDRD, MAEHN
TABEL7ZBICIE, 2 WEFERTH Y. FEI» S BT0HEETH - 720 ABEHEO MRIMA T, WAHIKRE O
WAL - B OF . W, A AE SRR E R 2 D . TIWHEAE 5 /STIR R &1 5 O #ikh b
0. ZIEMRERD. T2 RO A, RO RIER L% 5D 2T R B ohiz,
EHERELENE LT, PETCT. B 7. B - BEEVECOE MR % 1T U 7255 s = 2 5
FEBERIIAZRO L o7 DEX D, ZR8EEHMEL LTHL 5 v oNREZRG LA, THHRO
TR Tz F o, BITIIm 2 WEDH ). SEMSEIIMIR LR ORERE - IO RS BDTWizZ &
5. B2 BV, MEHRATE Y I VCIREDPEREMUT THL I ENOBMICES72. €Y I Y CHIRM
G1% & DIRA ICTFIORSGE 278D, BITIREE 20 0 ARBEsE 33 HIZBBE & %o o 720 RIFTIIFEREE I WA
2 S EEINE 2 3898 L 7RI IR S ST wb, JBIZd LD EFEZHFATEIRL TW2hs, BER»HE
FEPROBEE - By I v CEELAMZECER LA 2D KSEKLPERL %L & o7,
Lol AT OEFEEZTLETLHI L THEEZDETOHENTE S L) 12k o7z, BAEGHNGE S NHNRT
B IE 3 2R BRTH 5705, MERKREREEIC L 2R REASHRLINTEY ., REXZD2BICBT
DT - BTREEOENE LT, HESETH ZOWREZERTILERH L EEZ 5N,

0O-36 GPIHBP1HFICLZE M) UL NINEZ RE L /- 14m &K BB

OB B B2k AR il mge™s Wil BET°, 5F 29 dills wif7
MEEC, R R

CPIT RR BN R, * B PR N R A AR SRR SE > & — IRSERTRIE (LA,

RIS R R R S SRR R A

[i2 U i2] GPIHBPL R IMAF N MBS IS % 7 » 7 —&H T, VAREHY 7S—¥ (LPL) &H5E LhMial;
ORFNED L, ZNOLOBEMGETEERLLPLICNTA2HCHAICLDE M) 7Y ) F (TG) IME % 55T
HZ LR L VMSNTHY, LPLOHCHIKIC X 55 TCIEDBERICEMHT 2 L) HiE b sh
%o JE4E, GPIHBPLICH T 5 HEHAKIC X o TR 5, & TGILEDH L WIIERTE 2 HE S hz, 413,
Z OPLGPIHBP1 HURIZ & % 55 TG IIE 2 384 L 72 K B2 W L. fkmicegto) 5~ b= (SLE) %
FEAEH EIN L 720MET 50 DEB] 14l PR, RER IS HELZ L, AiEZ2 0 VERRT S5
ECEZOLETRE HE L. BENREO -0 MR 2L & ol FFWE. FW 2% 5 TG IE (2591mg/
dL) Z#®. FIZHLdsDNAPLADS 129 TU/ml L \EEEAE T, ) ¥ 78 EREIRT & /MBS AR KT R IAE 2
7z & TGILYE (2 SLE KD MR AT L 2 380 72720, LPLICH§ % HOPAO B 2 Bt Wil € L 7225k
¢, LPLi#{= T GPIHBPl#E{z T OERLED SN ol ZDH, Hi72 1285 X 7-Pi GPIHBP1 bifk
B L AL R DV EEBIWICE > 720 B TGHLEI R L CTIRIGHIBRE (15~20 g/H) ZBMGL.
% TG HAEFER (150 mg/dLLULTF) < s, BRICHINITEZ > TW L@l bk L, [#F5]
Beigneux 5 13 KA 0 & TG MLE @ B # 130 61 O HT GPIHBP1 itk Z & L 6 BI THMETH V. BWIZZF D64
H4BI2NBE (SLE, ¥ = — 27 L ViEBER) 260 L Tuwz & i Lze ARERIE SLE Bk ML A it [ % 38
DTEY, SBRIFBRCBISEILETH S, /2. BEWRICEHE L2 TGIAE Tid. LPL & GPIHBP1® H
CHAD S %5 WEND L EEZ BN,
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0-37  FBONEY YT FEPUERICH U SEEMISHMHREBE S E S BRO
ERBE-TY

OB FF R BHE 80 %, WA 2396°, 7% Mo '
N YRy N A BT 2 e AN RY S S N PN Y S NN T DN NG e = S
IR BEAL R AR e I B 27 A £ B e D8 S i -l e

[H] ZHAEMF TS VEB R B 5 &) g (LLF JIA-U) I3 JIA O#EAMREED —2>Th 5%, AFIZBIT 5
FLEoWMERRZ RV SNl R TOJIAUDEEZWSNT L0 EEZ1T- 72 [F#:] 2016
FEARAREE TR e FHEBREEMICBRE L TV A IER TEHP DO JIAICOWTHR AR v r— il
HEZITV. DI BJIAUICOWTEIAA 21T o 720 [ 8] JIA-UIZJIA 726 A44 4 T6.1% % i sd T v
720 JIA-U 4440 5 b BA3705% (P=0.7425 : DUF PG JIA-UZ LEEE O ILR) . DRIHi% 364 (81.8%).
RF(-) Z i %5 %, % %R % 24, RO 14 FIER 141 = 6.25%. FHRHIYIM 104 + 6.67%.
ANA =1601% 575% (P<0.0001). RF(+) 14 (P=00004). H#iCCP(+) 04 (P<0.0001)o JIA ‘P33 Wit i
(. JIA-UBE 49 £ 407% vs JIA-UZ LBE 73 4575 (P<00001), 4441404 CEMFAREOME 21572, A
flilk, WEE DICHARADZTH T, ZOMMEB UL BATEAN, TREREE 720 B8 REORERERIL
TG DAL Do 720 B E D RO T BWAERT55 £ 275, SikAKiiAi825%, FHEMrlliE, BIMi%%
FEFT5%. B S TERERT + BIET R IEHE D S TAERIMATIT5% % 5. MG (35%). B mt k%
(20%) Wbl 7ze FEBBNIMME55.3% . ERALIZRTHER 82.1% ZWikE, 64.9% IZMEREIR T, 36.8% 2 AHHE (I
WBE, MG L) Tz, RRBIEEE, 305% 35889 EDBRIFRIE, LB XD o572, Wi
WML 2 22 L Cwiz0ld, 368% 72572, [#55E] 4. WD THADJIA-UDEEZME L7z,
B AR, JIAUOEREIMEL, JIAUOY Z 7 HT-L 5 VHESENHARTO W LB EERO—> L # 2
bMrze VAZNT& LCTHBEISR, BHERIE. ANAFBGYE, REEEIZF SNz, BIEREDSZ . BHEi%
AT, BMiAEETB X OWEBTIEZLELTB Y, WERPLHEHAOFRII» b ST, Bl
DUEL I SN, 2. JIA-UDOSHOIGE #5272 010, Hix 2B EENn5,

0-38  FFONRYU T FHEMIEERICH (T 5 EEMHFRMBEMABEESE SRXD

RRERE- A&

OJMU R 2hT #7200 AL s °L BAS 2335°0 7% Mg
URRIIRER BN R, IR R R B S PR SR N R RR A C ORBRE AL R /N R
IR R R AR B B v 27 A £ B e A D S i 2l e

[H )

ARV ISR S B R &9 i ge (DL R JIA-U) 13 JIA OB ERED—2TH B2 KIBICHBIFTA T L T -7
BIIRLE v, A, RIFTOJIA-UDBBHEROEREZH ST L7720 EIT o720 [H78E] 2016454 H ;T
TR = FHEBEEZEHMICEHE L COLIER TEEF D JIAIZOW TR FHIZT ¥ 7 — M 2TV, FD9H
5 JIA-UIZOWCEITIRAE 2175 726

[#%554]

JIA-UIZ 44 TIIAZED61% THh > 720 JIA-Uldnon JIAUEHE LT, Va3 F a4 F(GC) 78V A GBFERE
AL L (p=0.0017), BN GCHE & MTX HEEADE 2> - 72 (P=0.0097,P=0.0010) . A4 ¥2# 1954 TIZIFX & ADA
DOAE R EE A < (P <0.0001,P=0.0029). TCZ D EAMEA - 72 (P=0.0063) o B INFH A1 JIA-U44 % 140 44 o a1 25
ERE7e JIAUSSRERT 20 HIG#E 2 1T > TV iERX 2144 (525%) TH - 72 (NSAIDs13%. MTX124. GC34%4. T
7 37Vt 7 b (ETN)14)o ETNMTX,GC Z AT DFEAEIZ 134 (325%) 124 b7z JIA-UIZKH L GC RIRIZ394
(975%) \ZHifT E N 7z0 JIA-UZSRERRIZIZ 4B IR (GCEAD) A5, 34 (75%) IZMTX, 24 (50%) IZ GC AshiifT &
N7z JIAUDBHEmRILE LT, MTX3% (75%). GC24 5.0%). 4 ¥ 7V F <7 (IFX)94 (225%). 75V A
<7 (ADA)9% (225%) HHifT S N7zo EPNIEIRDEH %2 380720 244 (60.0%) THAEIRIGHEELLTE Y., %W
BNIERDO % Do 720

[Z%2]

JIA-UBSHERTIC AN GC 5 & MTXBRIENEm D> 72 DIX JIAUDEZ L BV HFHI R TRIET A 720 E 2 5],
JIA-UICKR Loia & UCR (GO). BMNEEICIEMTX, $EE B IZED F0EE] (3212 ADAIFX) 25HiAT &
NTHBY, WHOPELFETH 720 EiLHEHEED 40% TIRIERDPHRLE L TwAH I &, Wifhb 138 ) MTX %
BT JIAU RGNS W Z LIS BRBHTREETH S,

[ ah

Al WD THARD JIA-UDRMER O FERE 2 AL L7zo WA AN JIA-UOFELL LT S Ts ) Ak
P EN Do Atk JIA-U OWBBHEME T THR 2MN AL I N L,
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0-39  MHEERICH T B/ RERFEBMAIE K OB G ORE

OKRP —Z 20 AR Il &I B B M Al
RURRAE SRR N R R L PR S e R A

(5] BFHERIEI & (LU SpA) 13, PIEIWEESE - fh 53R %% - vl - SO - SMEmE S L) Bk -
HLA-B27T 2 F5 & 2 2k — 2 Wi T 2 K EM & TH 5. SpA ORI FIT305E 70 & 4057 TRELEAL
T505 FIER/NEHNOHELEEZONT WS, FHEBEZOFHRUE I RH O & R A EE
THoHH, NEHOBFEMBEHROBRGIZEZTHICRF SN TBS T, BRICHET 22 L 0% 0w, 4
A3/ RIS NE D SpA DIRIRIR % # HBIICHGE L0 THd§ %,

[R5 & ] 200144 H DL 4R 2 9175 LBAE & i@ B o 23 C. European Spondyloarthropathy Study
Group (ESSG) criteria Z{ii7z 3 BEEZ MR L Lz, BRNIFHB X OWZBRZI 2 5 IS HET Lz. AHF
T LPBEO MR AZT B RO KRB EHTIT- 72,

USR] W5 11660, T34 147% (3-267%) . BLILIZ I 20TH > 720 WBHED S OFIHBIEMIRIZ3
25 H Q25 H-154E9 » H) TdH o720 HLA-B27TRMERNZ4B] (87%). 5 &9 BEEAEBFIA3HB] (26%) .
BEERERA02526] (1.7%) Tdolzo URHIZEEOZWE, JIAA1I5H], X—F v MEDP1IHFITH -
720 JIADILAR criteria ® WNFRIZ & H BI04 6] (34%). DRI 16] (09%). RFFEMZBEEi%2506]. RF
a2 BAR 2225 160 (0.9%) . SZaEVERE I 4223961 (7.8%) . 475 ¥R 25 BT BA I 42 259561 (81.9%) . K45 JH BAffi
RKH6B (52%) THolzo ROFMHEHLEDOFIZTVTND Y I F R HESBRIEEICES LD TH
0. ZORRAVEEE BN ST BB RIS E S N,

[Z%£] IA O ILAR /MHHEIEHEIC BT, FHEBEI RO FIRRETH LR 2 E T 2 ORI ERIHi % & 1%
ERBEEI 2 TH B0 RWZEICBWTH, MBI JIA & BB S NER O ILAR EIE K ER O HTH -
7ens, EGRLLHEH RO B DA L7z, ANRIFEAESPA 1Z. BIERIZIZH LHRBELRT I EARBIN
720 /NBEIZSIED SpA DBHICB W TIE, MIZHFEOILAR criterial2 & Sbh b 2 & % S TEEE HROZELZ
BELTWL I EPHEETH S,

0-40 A7/ —IVBRET7 2 FIVDAINY Za— Y CEEEGRHRICE T 2 MITERB DR

Oty #4525 W WP #RRK. FIER mid, 3% Rl A ESE
HHNRREERRE G v 5 — RGeS

[Fg] 3272/ —VEBE7zF0 (MMF) &, AV =2—Y YFHESE (CND) OfHICE D, I T
BREVEILL D 5. [HW] ANEIIZEH CREERBEEICB VT, CNIZ A L7246 O MMF Ol A7 8k
WZOWTHET 50 [4 - 78:] 4B TMMF & CNIZ P I MME ORI TH s I a7 =/ — VIO
PRI - R HR T AR (MPA-AUC) #llE L7z B 44208 e L. CNIFEPFH o B4 31 o ATENRE & It
L7z [RH] BB R14/ZE3%., KBxegto) 7~ =7 22%. HEMRMH£1%. HER
PEVEM/ IR D VEEEBEG + ¥ = — 7 L VB 1 % CTdh o 720 MPA-AUC HIE R O AE# I3 i Je il 1375% (12-187%.)
Thoto WEMBUITORSET, P L7ZCNIIZY 7 a8 XK ¥ (CyA) 256, ¥ 7 1) A A (Tac) 20T
B o720 MMF Wka THIIE L 72 MPA-AUC (&, CNIBEA#E & JEBERRE CIE D% 2> 720 concentration-time
curves (. CNIfFHBECTIZETIBENTH > 7201k L. FEPRHEETIZ50% 25208 TH > 720 MMF O 5
B2 HET L7 % CTMPA-AUC 252 L 72 BB PR C1AAFE L. MME 2= L7212 b 53, MPA-
AUCHHEI L TWize & D HEEIEMMFE f#iffid 12 CNI % CyA — Tac lSZH L T\ 72 — 7 JEOf 3 T4 Bl
WE %47 - 72 BHE 64D MPA-AUCIK. £ TMMF O#EIZHE > TMPA-AUCHHEI L Tz, [#%£] CNLiZ
WS BR 12 B3 L 72 MPA @ FIX R MMF @ biability ® -0 #8-CT, MPA-AUCZZ{L X4 5, SO
FCid, MMF MHRE CTHIIE L72 MPA-AUC X, PFEHBEE IEBFHBECTEILIZ A5 726 LA L. concentration-
time curves (PR L FEHTECIRBEIMA R 5720 T2, PEHBECHEERE L2 B E, MMF 2 &E L7z
L Bb5F, MPA-AUC DN % §80, CNIZEI B L 72 E 2 5N b, ANEHCHRERRBIZBVTD,
MMF X CNI O HEHC, MMFE BRI OB & R 2 MATEIREE 5 2 L 3H 5,
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o-41 FOUXTTERPICHRERHL. BERBICERAMREDGZEL I
WRU DI FHRED 20

ORH #' PUAT Jle—" O TRPS2™, IRER HORL®, BP0 R ALY fhilk 75—~
" BB o 2 SR T R S e N SRR IR T SR K A B A RN YR B

[1lTL®IZ] b3 ) X< T (TCZ) IPLIL-6 ZHARPURRAITH 1 . HEMERRMERE % (JIA) 28H L Lz 5%E
PEEEBICH LB SN TWwb, —FH T, BIEAE LTIL6FEIC X 2 RYE R BISHARIRELL 72 &A% 5 Twn
%o Al TCZAERHIC, Z2IER % £k ) Mg % APk L7z 261 % fEBR L 72

[FEBIL) 11, S/ IC g MIIA L W S 7. BETPHBICTCZZEASHh, YL F=V
Y (PSL)55mg., # 7 0 AATHMHFE SN T Wiz, G, BEEBRD AL & o720 A BB AT A IX
CRP0.03mg/dl. IL-6 1949pg/ml TdHh - 72 MER CT TLAMIFIERIC 22 % £k 9 i %2 B 72c CTRX+VRCZ
T—HIZMB L7205, ABESHHICHERAM L, CRP. IL6IZHE LA L, Wi Rasim L -, hiAamwE%
VCM+MEPM+AMPH-B~NEH L72& 2 A, BE L7z, ZRMHREZIIHADLBREL TV,

GEBI2] 17 2cth. S ICEBEMERIG &, 4RRFICRZEIIR% (TA) LB Sz, TARIERIZ TCZEA
7%, PSLo5mg. THF A7) TSI N T Wz, 4l ABERH 2 EMmAAHI L, WEL--0A
Bt & 72 o720 ABEERMA T I, CRP0.02mg/dl. IL-6 759pg/ml Td - 72 MWEECT THMiIZ MK % B 72,
ABE6 H BIZH5E L7 PET/CT T2 & 1 ) i 215 % 2o, MBIRICIZER Z B0 %0 o 7. PUESE% SBT/
ABPC 5 VCM+MEPMANZH L72 & 2 A, BRAERE IL6138# L72e ABI3HHICHE L 22EIRCT T
PEZERT R %2 D2 o 720 BEERED 22PN IR L TB Y, EHNIC 7+ 8 —%21To T\ b,

[(E22] SER LIZBL R IRGIE, SEBI21E TAZ X ZHiE%E & oINS L7z IL-613. JwERPER R A6 16
Wb o T, TCZIZX ) IL-6 A FHE S, JEBUN 2 2 O BGRE LA 2 ) AR TR REL %
BLEEZ BN,

[435] TCZ M O ESE X, BN A7 SNHT DAL ST, FFRMWRERGEZ 2T 52 LICHET
REXTHbH,

0-42 PR FHERBICE T2 X704 NEDBREDIE &
catch up growth [Z DWW T D5

Ot di 'y AR ' B S Mo it 2R Y
PR S EL R T LV E — - BT TR B AR A b A B

[F5] REMHIEA T, FEOBEKZEMEHD1IOTH S, A 704 FOREE & L ITRENHITEKT 5
EENTWABDS, catch up growthP SN A5 SNk > Ty, [HIY] ANEY < FHEEEE
WCBTBATOAL FOKGELEGEOMOURL OBERICOVWTHRF L, REICHEL2 RIZTHRTZ2H 50T
bl [RWgEHE] YRTHHEL, ATuAf FEEE2T-72/NEY) <~ FHRERED S b, A704 Fii
W& B L 72 AE 2B X 128, X108 T ¢ SR ERFR M2 B2 72166 (25T JIA26], £
FAF I JTAS B, A BRI JTIA2 6], SLE3®BI. JDM1BI. Zof3fl) Zxf% e Lz, iz EME6s. P10
Bl AERRIZ 145 2 H A 5 21220 (MU 1753%6 » H) Th o7z k% Vv TR ISR M % e
L7zo [WR] 2704 FHEFRMBROERIZIZ02H 25 121%920H (hYeflomiasrH). A7af Ry
WIFE 722 M2 5 13FE1L 2 HH (hRfE4ES 2 ) Thotzo AT UA FHIEBIZHEROMOFNLEL
TeBED6H. AT 04 FHIEBD BROMUEDSLE L e o 72BENSF. AT a4 Fiksirh o BH 53551
Tholzeo ATHEHA FOMEE & HIZHEOMOEIMERICLHET 28BN E—FH T, A704 FOERNS
WEZ TR THHEOMIRNPGHEET, 2704 FE2 LT 5 & HEFICEABIZ catch up growth 27290 %
WD ZENHLNE o7, KBEBEOAT UL P8, &5HIH. FiF. 2L HREOMU=ERLD
B IZ DOV TG L2 R IOV THE T %, [FL0] X704 FofhEE HBROMOE L OBEIRITERIC
Lo THE2Z, A704 F2AERNMREL) VL vET CE L CORENHIZMESNT, A7ufF
T 52 EICE 5 TE 9 R < catch up growth2 G 5N WHAFIET 5 2 L ITHEBPLETH 5. FFIT,
AT a4 Fkduig s £z 5 b8 (JIA. JDM) (2B W Tcatch up growth #1534 7291213, B iRt H
ST M E TICATEA FEPIET A2 L2 HIET I L2 TN 5,

97



0-43 YA AT FAYRBRREICEH L -mAFEIAERER D 105 RHl

OFfs —F " A EAT BHE PR, A B, R M LA R R
VNIRGE SNEINIE T RN SC O SN S i

PRI E AN BRI, S SRR AN ERE, ARSI S T A AR /N R
PRI A - B IRNEL ° TAREE N A

[lTLiZ] ~4 a7 XV EYHEDSH/NIIRZREZ BT L 3MONTWEA, KREBREOEIIIHTH 5,
Mz Bid~A 375 A< BRYIEIRIEABIIR 2% £E - 72 10735 WA 2 5BR L 720 THE§ %,

GEBI] 105508, XE6HSH 2 HRMER L, WlNIEYIYE. ~ 4 377 A~MRBEEDL IS iz,
BRI EARICBIM L, IREBD O HORE. WEHEZ B2, M E THEEL &G SNAVEROYE
72 < 6 H 27 HITRA I H I SR S e,

[ABEREAT R 588G FERY Vo oSHiERR. FFMIE, DUBOR %2 52D 7225, o2 sl B KT,
FIREF IR XD R Do 7o FMEREE 12,600 / w1 (BFER73%) &GP EREERL OB % 388 72, CRPfil
(17mg/dl) 1Z L5 LEIAIIZEETH o720 4 275 A~ PAHiKIZ102401%TH ) . LAMPETH M TH -
7o WPHERERTSE, MHIRMERESR L AR M/ IMRGR A IE 380 Sk b o 72,

[ABetafem] MINO 7 EHUR 3% 512 & 2 BRIEIR & M A L #RAT Ao 3 Z Lo 72 ABSHHIC
A IRAT & MRIMAE 2> & W HFREBR AL, FL F=var 2B L. 20K, BEERD X O
WAL I SGE Lz, iS4 b A Yl CTIXIL-6. IL-8. TNF- a O LA AR LA GG
BRIzt L7,

[£52] ~4 375 A<V EYYEIC L 2 KBIREOBEIHTH b, ¥4 375 A< EIIEIEVIRFEBIIR % %
EL. 7L P2y 5L ) ERL2ICHIREROSEES A LN, TV F=va ik d HRITALN
T YA 3T T AVIEYYEIC X B KBk EE 2 SN,

[iiaE] KEREOIIEICY A I T 5 AR BERHEDO G HE 2 DN B RO E R L /20 4 377 A< EYE
WX ) KEIIR 7% EMAE KD UL 2 L 2 2FICBWTEN 21T LENDH 5,

044 SMBREEREEZEL LESMESBROTIRES MR X EEE

Ofpz B3& ', 5k Sc3E ' Bl 3687 b B2 WA 22
VBRI RS £ v 5 — . PRI RN R

[ZU®IZ] 2014412k - WRIEE T 4 IV A (VZV) T 7 F ¥ 5@ i S iz A%, @b iaio |
R 7 F Y HPAME TR TOFFIRIS A A 713, HOERERERERHERERE DEL D, mvo AR
B CRBMERAMRERIE L, EEABEOHRELD L L0, RUBH L BEHABIEE L SN, &K
FEBNZBWVCid, BRZME) REWREEHE (MCTD) WRodiEs kil gingEy, 7> 7aeiv (ACV)
LB LEEZONLANEREE (AKD 28 L TB Y., HERBEHMET 5. DEA] 138, 24EBA1)
LA —=BShH SN, EHIEALHE - BIfi% - PLUL-RNPHUARE M2 &5 MCTD O3B Wi & % o 720 Fili&
FIRB & OMEHIARMIED AL B 2 &5, BEMEZHITL2L 250 F AMMG Z M WISN G IV-G(A)
WAL L, A F VT L F=vay - VA8 (MPT) % 7L F=vua» (PSL) - IV €Y (MZR) Nik% 17T
WV, REARRD - WiRMEO R ELE 2T ¥ 78 ) A A (Tac) ZHEH L. FERIZRE L TW2A5, MPTH
PHOFIMER Ly ANV T AFEVHIOOH ACEMER LIRFTFA LM LT N TI /) T2y - AT
07z yOMNRE LTWwWize ABSHREIL V. AIEEIE L BENALN, FEV ke 22, wlkEEL LT
75 C UGG S N, RIEREIEE L BEERIORIE, PSL A b L ABICET 2172V, ACVICWARZETE L
7o VEIG - EREAR - BB R OERMED 2O Abt L o720 ABEHE, BEEE LA LML 2 A L DT,
B2 & UCACVilRE G- 2B L7-& 2 A, A3 H B Cr o A% & IEZIRME AKT & HIB L 72,
ACVIREIC TR B IS L. &G 2 Mk L7z & 2 A BB B o EH AL & #ii+ VZV DNA-PCR o Bk 2%
RS . B469R HM o il 2 FB L7z, fii e CoBERERIALD TRV, [F%] PSL#x
5 & &G aEitiE o B e g BEIRICB W TIE, HREED S OWINEE RIELY SHICELRETH
%o AT DOEPNEBEBENO PR LGRSOV TOMRERD N5,
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0-45 LRHCH T 2 EFHREBRE12010F LD

OAREE o 2 B B2 PR B2 sl wkEr s B\ EBE5 2R L LA
ESIIIP RN I A SN
' JCHOALMEAL R e /N, 2 LIREE R K 2 B2 /N R

AR PR T (X SR RN RE T 2 1 RN % [ 25 o&FERE] Tdh 2 B NAB O 4 5 < allodynia
(7EF4=7 HBEARHVAEVEREAZHET A2 L) 24#e L, i - B, BE - Rz kz b
A, EBYEES R, IEIREDE, HACMEEIR. EPRS A0, HEERRHRAEGICER L E &
728 IMEHRAE. BEMAETIIRE 2207, £ OEMTLHE., $FENR A L A% 2EICRIE L, Mk
. BN & o 2R OWEEIN 2 R0 5 & S D, Al YRR THEMESEMICREB L 21260 &,
TG 24T, BET a7 7 40, SEESRE HEER, FEERE. BRSO KIBEIZD W T Ol =
fTo7zo 1201 7RI CERIEARIOZZENED ). 2L OBESAIFHAZ ERICEENR 222535 LR %
RO LMD, UREZZIN TV, 12656 CIRBR M HEIRORE, BERELTRRTLLT
ALTBY., 60HTLHEDA ML AZRRICHAE L7z, F/2. fREE, BN & v o 725008 oMM % 5 %)
THLTEY, BHEOMRE L —FL Tz EWREMBEMIHER LR A0 RIEZ0L S PBRENTH D,
% L DIEFITIRERHMELRL ) NE ) 7= 3 VR Z2 GO EFMERICL ) WEE A, IMEE X ->»TI
A L 72E BN, DD X b L A% & o DI ICHRE L 25BN IEB P 0 D AT LR W[ 28
Hotzo HIZW, ML &0 F — A TOELNELIT) CENFETH L LEZ LN

0-46  EEMRMHEBHEEESICH T 2 0EREFIIRE

OFR ST T3 3% Mk A5 4 e B8 » &% SER i %
B E e SURNE (| ) W AR RN T
VWO FIERR IR IBIER ) 7 3 F 2 v 8 =, PR T RN R R

[1lZCdiz] FAEMEMMERRE JFEM) (&, EFERERHEOB T D RBAIENS X)Xk > TELD Z O
DOIFBITIRZICA W ERBIR - Kb DaIa=r—2a v 2HHLBEIRHZET LI ED
HE2S, AEBOLRI»THEI Vo EHMEO D L /NERHEXRE DL RED, RIFTIEET > TRV,
[H ] 20144E4 H -20164E10 H 12 X jiti7% # %% L. Yunus & Masi ®ZEH#EIZHHT 5 JFMER D 95 &, L
FEYEF WM ST BE T d o 72FEBNT DT 2 O R Wi R A8 2 BT UZze [ JEMEBI 4051 (3 @ &
= 1327 (&R 675%), Ytk 2 RedEHe:115 + 2.37%) &2 52 ARFHERR O 11T X ) Wechsler 2L AT HE
KAt (WISC-IV). Learning Disabilities (5% & 4:LD) Inventry-Revised, ADHD (37 /K40 - % BiE) -rating
scale, /N7 A7 A b, WL &I X LR Z i L7z FEEREZ OB (HPIEAXZ b5 456, ADHD 3
B, FEEEL2F, 1FEHEET). FOBEREICH D L HW S 2 5ER % 8B THF 176 (425%) 12 J& &R
EH LT ZRBDTze F BTG RERLBISEEDOMIANA DL NIz, FEREIFDH H5HIE
JEM DZBWIHICZ DZWA SN T V205, 55 46113 JFM OFHE % 24 & U 2R OB O A X 0 S8R
EDOBWIZE > 720 [ER] BB L 5 EERV/IPTEHANZMNRIC L7234 (20124F) TIIFSERE 2 F
DHEEDDH 5T LS OEEIZ65% EDHEDNDH . JEMIESNIIE ) BRI EREZRD L LRI N
720 JEMIZ@ISSIEIR & L CREIVEREI R CERRIERE R DEFHD L . NRY) 7 FERZOZWIED 5B
XVB % e BHEVERFREBI I R AE E TR E 5 25 7 E ORIV OSBRI LB TH B 05, JEM a2 Wil i 21
REEPOCHIEL LTOBRZLZRHD, BERELAI L) A LICHBELBEI LTINS,
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P-1 2 HREEMFRMBERMRKICEHI S~ /07 77—V B LEREICH (TS
soluble TNFR I / I ttDERFKRRYE A

O b oA K B KH R RL B2 R PRI
IR ER A B SR AR A BT RN E R, ? S 2 b ke ) v < R

~ 707 7 — UWMAUERERE (MAS) 3SR (s-JIA) &0 2 B 2= & 0HE TdH
%o WRHIOIERE B & WA AR E B D05, G4 TO LI sJIADZYEID 5 MASNOBAT 2 B Wi §
LRI LIEIE 2 (. TOBMIICEE T 5 2 EDL W TNF a D%7KD 9 6 soluble TNFR (sTNFR) 1T i,
SIS & 0 kA il CHEBIAITES 2 — 7. sTNFR LIXEH b~ 27 07 7 — Y % EORIEMBIZ B WTD
AFEINDLZENMONT VS, €2 THMHFKA X sSTNFRI/ T HAIMASIZET 2 KAEMIE O 16 LIRTE
% B3 2 BRIRIICH 2888 & R 20 &9 2t L7zo MASGBE29 61 % & & s JIAJEHI 11741, EBVHLH15
B, I 1561, IR 28BS DWW TIILE T O sTNFR T, TiREZ W& L. BIRES X NGB PEIREE & b
BME L7zo sSTNFR I/ THIEs-JIADBYERICB W TIEE N E AR L EZED Lh o 7255 MASEERB X
'EBVHLHBI T, €OMORE L I LA IS L Tz, sTNFR I/ T i MAS O A6 & [FR 122 3h
DL, TOMDRIENEY A bAoA ¥ —BIGEMEIE S ARICHBE L T ShoOREN S,
STNFR Il / T MG JSEMBE DTG PEAL DR EE 2 W3~ 2 MAS DA H 2 i B PR & 2 % & b7z,

P-2 SHRRFERRMBEERICH T 2EHMERE L TOMBER R4 CD163ED
FREREYH AT

Offelt AL Sk BB K BREE . RIS 20, JF b eoa 'y sufit ik,
AU I
GO KBRS AR AR MR, * SIS L b i) < R

[HIM2c~27 a7 7 — Y OMEHALIC L D 5 S 2 EMECD163 (sCD163) &, 4By RIS AEPEAR S Mk B i 4
(sJIA) o2t~ s a7 7 — IWEMALERER (MAS) A6, oM REN EA$T 5 2 & 23Hh &
NTWb, LALAEDYS, sJIAREGIZBWT, EFEEAKZROZLR M) A= 7 (TCZ) #5112 X 583K
KA TH B, +ZTHIIERA I, MG sCDI63 A, TCZAREH L &, s-JIA ST AIGEITEIRE L LCAH
MTHB0ED) PR 21T 720

[5EE] W53, sJIA 6861 (MASEHF206% &Er). EB ™ A b A Ml sk &y £ e (EBV-HLH) 441, JII
W59 7 B, A /N 1461, Ik sCD163 1 % ELISA #: Tl L. BiARIEIR RIS B TR AL & o, TCZEHD
SO W T IR 217 - 720

[ 5] sSCD163 1 1% s-JIA DIFFIC—FH L THER L T 720 MASE PRI 3B X O'EBVHLH SE 1 T i s-JTA 2
LHEBLESICEME B LT, TCZIBHH O ML IER 56 0 A & i LA ZIKETH - 7295,
MAS AU 113 P56 & AR RS LT 720 sCD1634HIZ AST . LDHA#H, 7 =) F Y {l. neopterinfii,
IL- 18l & DM Z /R L72— )T CRPAE. IL-6fH & 138 MB 2R LTz,

] ML sCD163 13 TCZ iBHHI b &, sJIAB X ITMAS DR~ —7 — & LCHIRMICEHTH S L -
bz,
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P-3 RIEEIE F T RMBIE R & & 0F L /2 22911.2 RREEMREFF D —BI

OFk #is-'v smle B ™ il RS ?
CHET R BN TR N R

GEF] 150, B KEMIRS BERHE (BAED ., ORPREAE, BBREKEEAH 0 . Fl it T 22q11.2 K ISE
BEREL BT STz REPEDD ) ZEWHK T, BEOBAERERR. CALAZEHLTVS, 135
BRICABBTARE L, A7 04 NG THALIZZEY — Fdd o7, SIS E TFHRICZS L, PR ER
HCRE L W20 A RBDEEb L, JITADPAREZEE Lz, Lo UM, HEIRRMERE %
(JIA) ZEEOCYEHIRBA S NTze 2o, BATH WIS IS ER 25 ) . W T8 PIP BAF (2 B iR & T
B IR %2 326 72 IMLERAE T1d CRP 82 mg/dl, IgG 2200 mg/dl, MMP-3 824 ng/ml & FH%#3oH, )~
M FHRTFIIEMETH - 720 IR JIA &2 LNSAIDs & PSL, MTXIZX ARz L7 2 A, BT
R MR o Sz, PSLOWEICE ) EESRIFRLIZ72DT7 ¥ A~ T %EAL, BEIXPSL
ZWRFTH 5o [EF5E] 22q11.2 RIGEMBRE TR 75% 1 KR AEL $70% (2 SIRPEF A4, $970% 12
FP ST, IR X 2 REAREZ AT AL SbhTwd, ZoMICJIA, HEfEEEmMERm. F55%
PR APESE PR, Basedow i, HEAR &2 &0 HERIEMEBOAI L HE SN TV LA, RIFICBIT 5
ZOHBEIIHO LTI RV, 22q112 RIGEBEREICBIT 5 HORER B ORI, FIROREIC X 2 O
PET MK OB, PIAELEREYE T DR AA 5 L Twb EE 2 5N T Wb, ARAERITIEJIA SE5ER O CD3
Btk THIBLEUEZIER T . 58537 DiGeorge EERE L E 2 H N D05, MRORED JIAEICHES L Twb1]
REMEDSE 2 7z,

P-4 7THhBEICRELIZXILET NP ETH - - SEEHBEFHISRMEREEHRD 15

O$ #5— . WK B 0 2 SR A2 WA BORY i Buz ™,
PAs wE— O Pl FH—O0 Al i’
"EEBELNRER L Y 7 — 7 LIV — e - PR, P B NBER Y v 7 — IR
SEEBELSTNEER Y v 7 — BN BUERR R B R AR Fe R g N R R A
YUK AR AR P SRR R/ N R R, ORI N R B I A S R A N VL P g

[T U DIZ] LTS EERR SRR 2 (p-JIA) OUFFSAEMIZ7- 105 & FBP T, 1SR COFIEIIH TH
%o Flo. AERCAWANRATHE L 2HE IV v, SRR A 70 HREOFIEDSHEN S, ZEEIIC
BEOME XA L, =¥ AVt (ETN) CTHE R L7215 %2R L 720 THET 5,

GEsI) 112 H BB, AHBRIBERORBEEZ Lo 62 L THROM S 2SNz, 7THhHBICED R,
JEHEDEIC ROz 8 AR OMES THEDSENNZ & 2 FERR S L, 105 B TUBBIIEL 2 022
MMP-3 i, MRI TR 272720, 110 HEISYRHE & %5 72,

WRLZ L, BIMEIR ST RIS, 45 248 PIP, 438 DIP. /438 PIP. 13 X U238 DIP. £i23 X U85 EPIP,
A 2BEPIP I ER8D S, T I BA 6 13 W BRI IR %2 320 720 EMIE S THR L. N NAIZWTRETH o 720 %
W, BERRBRIAD LD o e MEHRA T, HIMEE 12900 / « L, Hb 102 g/dL, /M 48775 / u
L, CRP 2.3 mg/dL, ESR 360 mm/hr, 7 = F >~ 10 ng/mL, IgG 1717 mg/dL, RF 3LL'F IU/mL, MMP-3 786
ng/mL, PP 4085 K00, PUCCPHUAREYETH o720 T 72, MiERIHE MRI CIRRR B 722 B i i % 5200,
ML~ b7y CIIREEZRO L o7z, BEEHRE S MR CHiir ¥, BEimm s 7 v, HEEE % 2o
720 MBZETREAL ) BEREOIBNEE 2RO LD o720 SNOLDORERLS, pJIAL LT, AT F
PURAESE, AV L FE—1 (MTX) WCX2EEZHG L. Lo L. MTXEA# D BIMIER TS %e 9,
MMP-312500-700 ng/mL CTHE L. I K TI500 ng/mL Z il 720 MTXDRIEDLA+T550TH O, 14 HIEr
XFYETNZ#EA L7, ETN#E AL, #HRLAIIMMP-33CT L, BEIMERED &, —ABX2BThEE %o
oo BAEEE T, ETNICX 2SR AERZITEDTHAR VL,

[Z5] KHEFIZ. RBERRE N BERIIRD LD o205 MERAYIS TR L, HEEF VL F—Y 23
Bt 7275, NOD2EIZEFERIMIB I N Lol T2, ERBETDH ). B, BEL O THEE LS
RN EEEZ OND,
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P-5  HEHIH U ZEEMBEMERRO 2EBIORE

OdeAR S—. #l #5C, INH #hi+ FH & —. g &
FMORAEBR A ER R e - /N B2 50 B

GEBI] 145508 3 : B, BN REE. 4% X 0 BN EESHBL L7z 7TiEC, ERRE BRI,
FEIRASHH U LBIZ & o720 HRITH © K394C. F5 124 cm (+0.66 SD). WHSEZS K 0 o AR
JEIE, #U%d b, MR : WBC 14300 / 1 1. MMP-3 195 mg/dl. CRP 49 mg/dl, ) =~ 4 FHF. ik
Pk, PLCCPHURIZRENE, BIR FMRAETIIMEFV BIR D EKICAE R Z 8D 720 MRIEI{RIZ TAMIZE LR
By WEOBED ) o REVER R DB EERE RS R L BW Lze IV F V2RI L. J8E
FEOBEIIER L 720 A M ML FH— b2BGA L, BHRIIGE Lz 1EREL DB H 7% &L BHioKE
I T D 7 BRBEN R, WIS R S L 720 S AAKRTIR 1X-20 emy B E 1485 em (2.1 SD)o MRI
W% TG EE IS EE 5. X-PIC TR EMZ MR L7z FHEMREERMER (JAS) LBB L7, il
TNF- o BESE 2 8 A LS B RILess U2z 0SS 3% LT b BER2] 175858 8. E5F - B,
5B 10 & 0 A4 O R T 2 8 BATHBL L, BHENICONREZBE D R L TWz, 145ERFIC, 58
Bl JEREERIE S L 720 —RERISRATIREE & 72 o 720 F 08 b S BB A R L MBI 25 L7z BT
oo B 144 em(—-285 SD)o FENT 75 & 0o BEHEIHER, % Lo ARSI . BPERIBRSD 1 .
SAARETIEE - 15 emo MOASHTRL ¢ CRP 255 mg/dL. HLA-A26 Futk. M. CT & MRIME{% T mifl
s B B DA L LR AL A D O o FEBHALE NS TR E A LRI IEE 2 R 7o, JAS &
BB R—F = v MHEBH L7z PUTNF- o IERZ S Lz, HEMGED O AN EE, B, TEN
T 78 RIS U WRIEBIED S 3AEAYEGE LTV A 25 MRI B G IS0 #1713 2 ve BRI
163.0 cm (-1.3 SD) & R E I L. SERUSMIEE LD L T b, [F & o] HEEmEEFERE D
Wr L7220 2 %8k U7z 2608 SREIRFEH A S B F CIERM OB 2 L72o PUTNF- o HERZ KRS L2
Bl & b ERAER I S L7z,

P-6 Nigiwh 5 <07 7 — 2 EHELERE ICB1T U 2 S MR FEIESRIMEBEE R D
EAICHERL TWE—BI

O ' BA Tw ' SR il Ak E
AL ER S AN, P ALK A 7 4 AV v 8 — R

[lZUDIC] EHMEFEIFREMEL (SJIA) ERAHO &G RERETH D TR EE)ICBRYNS
Wi & 47T ) LB D 5. Rz bR (KD) 3 TR L22NEERIC~ 7 a7 7 — DEMALERERE (MAS)
ABATL. TORDEBIRBEHERLT A M4 707 7 AV X0 SJIAICHFIE L 2\ iiEE &CHIIr L 72 6E Bl 2 585 L
T2DOTHET 5. [ER] 23 » HOBIE, 1FHICKDORBEEDH V. (Ist s a7 ) ¥ K5 [IVIG], 2nd
IVIG, 5EBR O — @ PEIER D V) S8 L SHIR Y 3 HiERR 2 ZFRIRkBE. LIRME YD v REi kOB R T ABE L
o 7zo PLRICHIGE T, IREREEAS M, VSO /SR, 28 OB, HEZEISHI L KD OFEE L %
WrLIVIGE A7 84 K29V A (IVMP) #4757 8. BENBLELZ/20D4 7 ) F 705 %175
BRI T 7 2 ) F O LR (3626ng/ml) % iR 7:720I MASNORBITAR S S, B H I s #i
#iE (PE) %4To 720 S1THWHICHE LIERIZTHE L7225 Bxr Lok 2 A0B%, S MR TAEREM
IO 2T W %2 788, IL-181351450pg/ml & EfETdH 1) sJIA L FP L 70N DH 5 L E 2 720 KDIZxF L
TASADOWIRZ B L, —J7sJIAE LTIVMP#2%2 —)v, PSLOANkE TCZO¥5- %M L 720 D,
HHIED T, FBRITTH D, [E8] REFIZKD HREIVIG MBI TH). 7= F O LEANSKDIC
PEIMASEEZPEX#RITL7ze LAL 72 F R IL18OEFEM LM%, BEEIRO IS 5 sJIA
PR L72MAS THELZEOHMETE v o720 BEEDKDIIEFICHT S 7 =Y F Vil median 118mg/dl
(range : 14-946) TH h ., RFEMEL RO ZIEFIMEEOWRENZ Z 2 2L ENH 5 2 LHPLD TR I
720 STIAMZEMM 2 8H 7 + 0 —1C X W HEEZWNICE D25, PIRIFICZEMOKDERZ 2 L-HE 7% <,
2ODFEHRICIBORIERHRE ZHREL L TREL TOLHEIRIEVENTH ) . SHROMIBLEENL,
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P-7 HRMEERE. KEEHZECU/ANP-SLEQO10mNDXRHI

O 28 A Tw ' S Bk’ A3 Eid!
VI BRI AN R PALERFER T4 vk v & — /MR

[lZr®ic] ARBSLERIEZSAIHEE LT, V=7 A%k, ML —7A (NP-SLE). 7Moo HER%E
WRDPBIITRITGEET L ZEPANOLNT WS, FA7zHid EvansIEfERE & S S 70 bR B 2 59E L
NP-SLE OB Wi i2 o 7Bl & #88k U7zo DEF] AR 2 1004, 2016412 A U1 X ) #EGTE O .
B0 LU i FRICYkZZ. dUE. FUER. BAEMRTHEREREOZK CRBBIZ & o Tz, IR
FaILBIE L, &g BRI B L Hbdg/dl 23R S MBS BB AR L %> 720 I/ B2 — 2 AR, PIt8
JT LT Y EvansEBHEOZRICRETI T T v, ZA704 FEGICTUELR, BB X VER? D D
RIS FF AR, 28R4 8 O AR PERAE S MBI L, BEEMRI CIIAREEO —IICRFES R0 b7
Y B FBIE & o 72 WA AT OIMERIRA, VS & RO, R, PUSPURRE TR, E PR 2
EOMAT 2 5 SLE DB W L HE 25 723 L HIWE L 72. AEE. TTP O W Hetk b 1558 T & 3 Pl ik,
MAEAIEFRIE & AT 04 RSV AL 2T o 720 BEEMRATH) R— <V PHUR, PINR2PUAAFHE. WK
IL-6 & 140pg/ml & EH Rl % 780 Tz HHEOE#R O B BRI CRAER - AEIR - 86 o B EAEIR
WENBIEE L, WIMHE SPECT TH B IIED Lh o720 BAEBRTIZClass2 TH Y 25714 K3V A%
27—V, MEREE: & L CMME & PSL CRGBEAFCTH D BB L 7zo [FEE] AEFNSHEREFN, G HE
T, BlEELRERE L, $iEPoHChiE b Bt IL-6 0EFEE X ) NP-SLE & % 2 720 #I5ERHIZ NP-
SLE%# 23 25 ICIZEERICHF I N, ZOWIEEISH— L2 Aid 2 v SN Mgl 2 170
VRSB RIFTIE D 505 TR EDHELT 2 E2EbE TR LIBETH 2RO TV FETH Ho /N
VWANP-SLE O Fiét, RUTRREBIZOWCIHINE 82 S0 WET 5,

P-8 RBERNV-TZXIINA x> 700x% > HPERHL /=SLE

OftiE s FHIF AL I A7 28 £7 BRI &L KR B
R B A RE B RS N AR R B I S A B I 2 Sl P B

[lreodic] " FedFirooxy (HCQ) EMEREZR EORIWER X 0. ZOMHA»EEETH - 725320154
7H 2 SRS & 7 o 720 AWl #EIRV— 7 A (Chilblain LE) DRz REIRICHCQ A% %N L 72 SLE % #X 5k
L7zDOTHET 5. EBI] FEBNL 13 L, 1k X ) FEISHIEZBD Tz, 5670 ARICEEALHE S &
UHIRPUR 32015 0 A2 38, YR ERHIHA & 72 5 720 BB M T Chilblain LE & W S 7225 dids-
DNAHUARES R PELAMC REMEZ RO BT &2 5, R & G RITLO RED A THREMBIE L 25720 —HEZ
JEIERIEEHE L 72D 00, 220 ABRICFIROME RIS L, SLEOZKEE % 4 MWz Lz2 & X ) SR~
& 725720 WBC ORREERIN., MR AL IES ., PLCCPHLARIZ60.0 U/ml & iz 72072 B L
NSAIDs % Bl L7245, #EMENEZ RO, oI bidh ., WEEgHR%2 2oz, 7L F=vyuary, AV b
Ldt— &L, SHPEHICCHEERIZa Y ho— Vit o7 LA L. AT 04 FIVISE, ¥ 20
) A ABRE R T 5 O EERIIHE L SR D R L7z, 135247 - 7252 8 428 Chilblain LE & )5
LeWHERTH A Z & 2R L. HCQ 200mg/day 2t L7z & 2 A, HEREROUE 2ROz, MABRGE L
EDLEREE L TW DAY BUED & 2 A K EREROFRRLRIEH 2 D T v, [F%] HCQ X SLE % Chilblain
LEIZBUT 2 EEEFREDO VD LD LEDIT LN T VLD, ARTRZOMEHIES CHIBRINTnwiz, KT
FHLIREL oz b b, NRICBT 2EAROERI LTINS,
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P-0  MREMEBEERLINEHRELSMIUFT L —7 50K

Offcil mge ', B 8 2 B3 'y R B!
R ERL RSN R R AT RO e A

[#=]

EHT) 7 =7 (SLE) I LIEUITEAREZ MY, FHRE LTIERICE b0, B (A784 FR
YIURAT 7 I VOMH) ORWEHE L THEHT23DICKBITEDLEEND,

(B /)]

20144F4 H 225 201643 H O I MBS TRRMr S N7z /NBINFHESLE 661 (5 5. S5HIAS s K% &08)
WZDOWTp#tikE W TR THNITHRETT 5,

[ 4]

/NBIAZEE SLE6 B O FIEAE i 13 FI9 139 3% WUt 14.75% (135-1505%) TH ). BIELSHIEMNZ T oM
MIE 3625 Hy BIEMZ H 2 S/MH E TIEFEE168H, MAH»S3BWH T FH30OHTH - 720 461
THIRIFIZAT O A F2OV 2A§FE2 a3 — Zifith. 7L F=va YHIRk] mg/kg BB I N Twiz, BAERT
International Society of Nephrology/Renal Pathology Society I L OV & B S z2601, 337
J = VBEE 7 = F VDI — T A x U CTRBGEIS & 7 2 DN FIE L TB Y . IREAGERAFERICY 7 0k
A7 7 3 N8V A [IVCY (B8 72g/body. 6.3g/body)] ZHifT ST 720 B OREEHT R CIIBIL O
5, REOIEHE, FEOBMMALZERRA SN0 o720 MBIy L, IVCY (##20 g/body) % MifT
ENFBDLB D 5720 7+ a—7 v THIRIZFEII4833 H THIRIZHEE . FIE6HD H MBERM L Tw5 561
PSL 0.2 mg/kg/day L FIZifam STz,

SR AR 2 Rk L2560, 561 & & IR ICERBMA R EZ - TE 0. HERG6 2 HUNO 16 % v
72 A0 CTIXIEIRAAG A E3 3248 H THRRDSFHR L Tz, Mk &V E Y EOFIG 1L EHE O i 4 T Luteinizing
Hormone (LH; 4.7—7.2 mIU/ml) . Follicle Stimulating Hormone (FSH; 7.6—6.1 mIU/ml). Estradiol (13.1—+37.2
pg/ml) &7 Y, LH/FSH I & O°Estradiol i i iGHE 12 & ) IEHA L L Tz PUIEPUKIZ &R TR TH - 72,
[E%]

S OMETIX, 5F1E DICWBIFICEAREZRLTBY . F72EHEEED RS U 72ER CiEsehicH
BV L TWAZ R0, BURICE DHERL T ARMSHRBRICK DL E 27,

P-10 BAEHREMEZ = U - WIRFEAESLE D 1 5]

O/MFR A48 A B7°, &k 20, Bk 6, AT &7 HCH Bl
MH e R R alk A
DINBRAEANRE, 2 I SR 7 e AR R e R

BEBI] 1655 W [BEAREE] 34H2208g 4, BUGH1 1o 145K SLESSIE (G828, BB RIE. WIRALHE,

PURE DFLBE, FHIRY ¥ oSEIENR, FmERRA, ik A, AR, PURPUARRE. dsDNAIgG Rk,

MEmBEtE. V— T A8 Jclass I )o AT HA 28U AHEP:27 — L & PSL + MMF CEFE A L, Tacx &
72 % F B TR % MEFF LT DARIEARCTPSL#liM L T 7z, H#BRG2 » H RIS IES IR
L. EIBRIERA L2 LT L AN Y NIRRT [RIERE] BURE 2T b AEF OFIED 58
TERRICSLEZSREL. e Fufx v roud Wi, [BUWE] X H20HE (PSLomg/ H) 2 & HHHEBHFE AT H
BL, B4 ICHBELR - AENREBORANE LN 5720 XH2HOW»SHEEOELAAESHE LT, A
RARATREL 20, HOEADALN, 2HZICUR 222 L7z, [BRAIMRI : 8EFT L Lo MR
VZV (PCR) e, VZV-IgM(-). VZV-IgG85.6(+), HSV-IgM(-). HSV-IgG60.8(+) [#F#] itk A & A5 H 1fi Al
TR & W L7z HARHVEICAE R <. T EZ Lo ME 40 553 T8 & HETH V. Ramsay-Hunt i
TR BECTE o720, ACVEY S I v BI2#AIZ Bli. MMF % & L PSL60mg/day CiH#EIE L 72,

HIIE s s L7225, IRBEIRIZIRAE L 72720, IEAUEDEZBIL % Z JE L C MMF+Tac % %€ 10 H H 12
ko FRAR O 72O FHED © 23 I TR BB % §ifT L7ze 0% Y NE Y % Blf. PSLAZMWHK L FIE R O
Smg/day 2R L. TacZFHH LHCQZPFH L7z 405 33389EL » ATl4 M. 2 ATI185, 34 HT284
AYE LTz, IEL » A VZV-IgG79.0(+). HSV-IgGh87(+) Th o720 [EE2] MMEMEIRIE 4 A E itk
flio ERZBD %D o 7205 WIRFEE K N ACV BlIEHR O A DD 5. Ramsay-Hunt JEMEHRE & B E W L
720 BRI IEHIHIFINAR AL, A4V ARG R IE RSV ETH B, F o, MERIERB BRI IZ, NPSLE
& L COHMMBEME & ORI TH S,
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P-11 ErOF>7O00F > HPENTH-2HUI VT F—T XD 12/ INEH

O L ‘V“j\ A 726 REETFL BHET S EE EA B L AE s
T
PRBRERRNERE * & & 7/ NERE

[izroic] iws) 7EThHireFarroady (HCQ) &, BET0 »HI BB IS F< b —
7 A (SLE), NV —F A1) 73 b—=7Z (CLE). BfiV = F %Lk T5ERPKRINTWLEATH
%o FHIZSLE TlE, BCRDWBHEATA F T4 LI2BWT BEEREEREL LT ES T HNTED, AFTDH 2015 4F
TRHIZ6 U LD SLE, CLECH §2 A& E I Z I Lze AIT/NNEIHHEE L%, SHera®y s
o AR TH 72 SLE DB ZHE 5.

UEFI] 1228, BRak, BmALHE. K rm, SRE EZFRIOEELZ 22 L. Mg A< HUR R RE T,
M/NBGR A Z R SIL. YRR - ABtE o720 WEIRALEE, IM/MGRA PUds-DNA Bk . PitEdikE
i, MERAROAE LY SLE L Wr sz, F2HRBICE LTk, BRFTILE FreeT4 & fl, TSHKAH, TSH
L7y =ik - TSHREMEL £ 75 —PiREE I D EL S LN R L B Sz, A7 A4 ROV Rk
1000mg % 3 HIEEF 3 M7V, A7 84 Nl 17-720 $21WMHEYIT 72/ —VEEET7 5V 1250mg Z BA4G L
720 TRRBIMATR. WERALBEIZCEL . Pids-DNAPUKIZE T, M/MUED L2 ER L2 A7 F7OVRIS
XY C3 ERMBEMZ 57205 AT RSV AZ#T L, 7L =Y (PSL) 0.8mg/kg/H 2 EH. C3D LA
M2V %5720 PSLOWEEITHI/ZOIZHEITHHLVHCQZ G L7z HCQRIBZ C3 I LA L., IEHIbL 7.
ZO%PSL% 0.5mg/kg/ HE TWME L7225, fWHEROETE2RBDOLI LT hh o720 NERTIRIZOWTIE, AR
BF T~V -V 20mg THBEZ G L7720 BIERZRRBL,. T3 T4 OfIZSEE. Pkl K T Tdh -7z,
[£% - #5E] SLEOZATuA Rz BT HCQAWEMTH o7z —BlERER L7120 4RO Cldfifko b
ANZLL, Aloar va—VHIICHCQ ZBFH L7z, /NETIZ AT, FZRIIGRE T E00FFLL,
WIRICBWTHCQBUHIZEN THHEEZ D, IHIRIFICHDM RS Z L2 EET L L. BIERIZARIRGEE D B
PEASE 2D, IR R B T R LT BB D B,

P-12 BMEED, MRS SHEEEZ /0. I IEESEZRE >
2HIUFIT =T ZND16)

Ol $6t ', B ARG A B—ER Y A BT W Hkr L AR R
PR B2 /AINII R AR B2 2 L

[l Uoic] ik meE B EE (TMA) /NS E mAE g i, 8 R A SN A N A %
B e § 2B TH O BEMICIIMFRIMER, MGRD, B E2 & 048 Otk bekE
EhHDD, SLEDI0%BREEICTMA Z AT 5L Vb TH ), TMA DR E L L CSLEDENIZEET
5. 4, SLEFIERIZ TMA % 2D 2 ER 2 B L 72720853 5. [EB] 13, &8 #AEL » Hajw
PHPREZEBD Tz, A, EHBEIKZ RO, 5HHICHIEZ %2 Lz, MIRIIm, 2% 56 S, 1EER
PIE AR, M/GRA, SPEEREE, WIRMIIR 2 72D, RAmE B I 6% H IS 4REABE L 7o 72,
FAY M SRR IMER % 380, LDH &M (1698U/L). MY VE Y AEOLC Y VE Y R, NTFhraey
Al & 0 Ik & I L 7o /MRIRA. FDP ES (34 4 g/mL) %38 72%% DICIE &L, ¥ VIRE
PURD IEW TH o 720 HIMERIEA, B ARIMAE. PUEPUARREYE. PUds-DNA YRR L ) SLE L Wi L7z, LA
EMPBSLEICEZTTP D LW ZRETMA & 2720 ABE2HHA2 SIEHFEZBHG L. 4 H H 5§
WA BB L7z 0%, ADAMTSI3WEEET (14%) 2K L7272, SLEICX 5 TTP LKW L7z, %
DBIHI L 72 ADAMTSI3A Y v €% — 3B TH o720 ABRGHHENS A7 04 K20V 282 G (BF
37 =) L, HiMm4ELHEIZI5HH Frem) FTiTo 7. MAESRIEE XA T T4 FoOv 235G,
ADAMTSI3 G ME, A, Mf/CEL, BB RER B X EE I & 72 > 720 29 H BT 2B EMR TV — 7T A%
%% ISN/RPS 734 Class T (A) #2380 724% TMA Z/RIET AT RIERAD Rh o 72e [EEE] AIEBNIEEERT R
A HIETTP &HIE L7225, 9 BT 5L CLE BB 1Z TMA OFT RIZ O 2 v o 720 MlREE OB EREE 258D X 5
BT RIZERO o 7275, FDPEMED D THB Y, TTPAHo72 &b b, SLE & TTPIZx L T HALIMLAE
YL ATFaAL NP ANTH 72 E 2 5
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P-13 SEMEZRICBH SN ELEMIVTIF—T ZD 165

i R, Odrig HiHB. 423k fn+
SRS 2 B bk ) v~ R

UGEBI] EREFEZRI0EZE. < Loz LZBICHRRMAH )., HRICIEM L 2 h - 720K % %%

720 MM 2 20 S M, M/MBREAS1000 / 11 THh B 2 & HRTEANEA S N7 BRSSP/ IR A 1 4 B
# (ITP) & LT, BHEHIE a7 ) Y RERG2YTbz, L L, VM OSEEIZZ L L, Stz
BB LTV, MBS E B Z o TWaZ Ehn, PR 2 25, BRI & A S EEIC AT
TOBECT 2 SN7zh, BUREZREBT 2RO L -7 MICAPTTORERE, V—-FA7 v F
A7 BENTH AL, BT RIERD WD WHEZ — A AP TH B L. PiPUEA 64015
(Speckled #!) TH A e b&HMr Y 7~ =72 (SLE) BLUHY Y IREAMMIERE (APS) 235
WZHABY, BN E R o7z BHIMEREDRET I & ERFOMRBILE W o 72 M/MOEA R L 725K
PAMCIZ, S AEIRIEERD T ELIREBIZLE LTz, BIROKT RRFT RO I1ZA ST, SLICCH
HITIZSLEICE SN B A5, /INESLE DZWisL# TIASLE & 3B M SN e dro 720 MU/MGRAE D 72 0 Bk
GFEREL o Tz 20720, HELERBIZAZIT) Tt TH o720 L L, BEELR L HIRIO 72D OB
i %S4 L C b kM ASH . #REH i 2 oMM Z B L7z £D72%, SLEE L THEBEMALZ TS
720 MRDRM/MUBOBIEZ LT, 27094 FRVAEEEZIT> 2B BIEZ L7 7L =V
¥ (1 mg/kg) OWMREREMHIZE (I a7/ —VEET7=F)V) 26 LT EE2BEMEN % 272,
BUE AR MM OIEEZ R L RS AT a4 FEOBREZIT-oTwb, [#%] AR 7% SLE
DFERZE K &, SLEDAI TIZHSESLE & 1ZHIBFC X 2 wAs, MU/MRA D335 L 72 O TR MR K 22 15 % it L 72
FEB. AREBIOBWIFGBRZIRY R D . TR E82 2 M THRET 5.

P-14 SLE E/NILAR A IV Z B19BGEDERICDOWLT

OAul k! 5k ek ik 2 7-°, i Tt
" ENLIE B E N LR v 7 —/NERE PR B RFR BN R R
SHORERR A ET R v & —/NEB B IR S5/ R

[iITroic] & F79VERY 4 VA (HPV)BIYIMEgMAL DB K & LTSN, — ) TREEER. MBI
P WK, HEYVMRoO B2 Eegth ) 7~ =7 & (SLE) iz 23 5560 5. SLEMFI R Z
2 L7-HPV-BI9EASED 3B 2 8k LU 72720, MiEFEOEIMIHEH L TRBZHIET 5,

GEBI] JEFIL 12553 Mo FE245 H B, BEBALHE, FECRBEZ FIRITRBE L. 2 /MO MERIRA . A A M %
BTz TR A CIEE R FZE O/NMIE FPFICBRED ) »8BRiZM %2 B 7255 flifk - Jiiko kg
EBEME7Z 5 720 589 HICHPV-BIO-IgM BRI EACHIBH U720 45 1490 HIZIZB25,  MBkikA, AR AR IAE V3
Ny EHREE L 720 JEBI2 0 1078 FEES5 H H. BilEER L — A IRKLBE 2 FFRISRBE L. 2R MERIR A
EAHARIAE . JRARAEIH % B0 720 WATE D SaY AL 2 88y, HPV-B19-IgM BuUiRE L 0 i L7z 5514
W HAZE RS, mEkEA, ERIE, RRERE VIS BRER L2, ER3 10 B, R BEok4
DDA % 4T - 7200, 2RO MERIED % 5860720 4 H MU ICALIEATHEL L. HPV-B19-IgM $tfkkE A
FI L 720 7 AV ARG X 5 MERIRD O A DK % & & 2 725ERI & £ 2 Size W OER b Pidik,
Puds-DNA Pk & o HEPUKIZEMETH - 720

[£%2] N F CIHABOBMEIILIBICE ., FBER BRI A, iEHRMEOK T, Pkt 2L
TWw7zo $72. HPV-BIYEGEIZH T2 AT 0 A4 FHEGIIFHRIEEOEK & 25 iR H ). A EEZATH
A4 FHG5-%24TbR V20123 HPV-BI9EYE & SLEDENNIIEETH 5. AMEFIT D 24 F TEAMAILAE < R
MiAr % 2 O SLE & O 2 B L7225, Bl O oSEko BB R R I ER DI 7 &7 & HPV-B19 44 % Bt
Wy BRI L 720 MEOEINIIZP BRI L A/ —Bl5 % O SLE I 22 i RO A IR0, A5 GeE AL
REORATE, MRRmERE, 2 ORBRAEELR ENAHTH - 72,
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P-15 BRBEACHSELTVE25MIVTY =T Z0D—HF]

OFA B!y #E TR M R VR ST 88 B0EMES TR i

5 g R A, B B0, RKRE BRI VEA R0 Ok A0
VHORUR T ERL RN R R P BB R A R A BRE R T TR N R R % A ST R S A
PR R R IR e N AL, RBREERL R ANERL, © SRERK R A B B 2 F JE Rk I 2l P
THCHRRE L E R R R e N AR 5 B ° BRI SRR B B AR R S A B /N L B

[1IZLoiZ] HEAENCBTANNEMRESSM )7~ =72 (UNESLE) & /NRI~F R BEFEED
29% %, FAEMERE RS RICRVTE W TH S, T/NESLE R A BN R EHICHEAT 5458
D, BIEBID L WEEND, ST 21, BEAEO R IIHIRREIIEPUE T, Bl Ic 2l B sk o B L
BEL. EFEACHELCOREANEZREBRL-OTHRE T2, DEA] 11EBE. Kig7IVVA, BRIV —
No HRIERRIIFZ2MOERRERN DS, 2015410 HFAEL 12 HICSLE O Wik #4272 L7z W HIZ T-
T2 AEMOFERIZISN/RPS 4 IV-S (A) THY, HIENV—TAE% (LN) ELTAFLVTLRF=vray (mPSL)
IVAFRE+ITT /) —VRET TV (MMF) ([CTHEBEERBLz. ko 7L r=vuary (PSL) H&EIIHE
WIRIT R OTEALZ RO 72720, 20164E1 HED 707+ A7 7380V AHREE (IVCY) ZEBMNL-ASEfE A TX
FUTHEB L 720 7 IR G 2B E DS SLE/LN O AL ZFED,. mPSL VA, #70) AR (Tac). eFuo¥y
yoaFy (HCQ) %BEMUL7ze 8 HICHEAT LB M TIROTE AR ISHHEM B vk 2 A A 2 326, V-G (A/C)
Tholze EHRERMPEMRAET -7 3L B MM Z/RL2D5 Huds-DNA PO B ESHEIFRHRL TV 22en
SEFHREEZE L CRIERARBL)YF VTR GE2 T DT —Z I3RS HL. 2017 45 2 HORE T T,
AT BB E O MR E MDA, MR TRAARIZIER., RILEP ds-DNABUEL IEHHEISE DWW T WA,
[FEo] BEAED S0 SN H e SIS BV 0 A Y /N R SLE SE B 2 REBR L 720 ASEBI TR A WA CEMFE AT
X9, RIBMA S A HRICHIRE &2 L7 SLEIREBIEMOBMESH S, FFEDORBOIHI 22 Tl HED
PR R P E 3 A2 LK IR I 2 B A EA RSN A W REMEASRIB I N TV B, AREFITH XY L E i A
T 572012, BT AR 2050 F OB MWL, MERE AL OEHRE BN Z 2 RETH 7L
Zxbhiz, [#53E] AWESLEREREMAS eSS, BIICERE A TR THS,

P16 BETAHEREXLLECEKEND1H

Ohnite 55— v AGRE FaE" BRIk B
VHERPEHEL v 5 — MR P YR RSN R

FEBNE A SRR 2 6 8o MR ONER. 38R DT &L REIMOKBECTIEZL L7z, i A by
T CDTR-PIPIRBHIE X N 2-3 H TIHE L 720 STCHDMBAINEIL L, % FIWD X 9 2R WAL, B IRAL
BEMEIAN) (3412 E TR L. B, 9513 Day20 A F TR L 720 Day6 A 5 ik %t 2K 28
HB L7z MADDICHHZIZEA LR L THRI L. METOMEEIXDayl0 2 id—HINE L 225K E
YERMYE L2 EHOERBORFEZ RO T, Dayls ISz, MiHdE < WBC 10,090/ u 1 (Neut :
74%). CRP 31 mg/dL & 5% 8%, AMPCEAMG S N7z D% < v FRERIE b Fikt L 720 Day27 D4t
KB E, FEL BB IR T BT & A MBI S, B & SR T VAL g A BOSEB fl gE & L
TA 7707y (BAW) WIRBM L7z, Day4li24 7707 £ 900 mgIZHE S, FFHF 25V v (24
mg/day) %4 HEPIR L —BIKRIZBE T 57205 FFEF XY VRTHRIZEBAHRL, LREKEDH
O LEHU7ze Rt d 5 20 RS & U D5 O RARER O 72 912 Day57 (2 U BHBER N R 2 A% L. £
JE BB DO IERR - 498 & RD. W BT - 7o RRBIEN - T BIEN IS MBI 2 5R0 7z, 4 77 7 = v iR TR
% T\ 7225 Day83 O M TSI A2 I B 8 0 BRI 13 45058 L T 72 b o o, By BIETE 2SS - W
i F il R B IS 2. Fe o MP/PIP Bffi 72 & /NI IR L7z FIED S 3 A HREEEATM L, J80E K
JEABIE L TWB Z &R &5, IR - BRI Z &0 22 EINRZE DS LE L HIIF S, Dayl01 W AS A b
HITYRBE ABE L 720 20174E2 H IS S L7z, ES5RVRNEY) T FHHERXTORmEEH L, S5k L
T 5

110



P-17 EHURFHERRMBHROVRFOREDZE~FMRANDT7 > F—FeBEAT

OARH 3E ' &7 FF 720 BRI FT > RN BRI, FrRE 42°°
NG ST R N R, A IR, ¥ R kS D R A 5 B I JE
PRI R, | R BE SRR v 7 —/NERE CHBIVNE Y < FRFIE S 43

[iZUoic] &HREAEERERE R (DT sJIA) IIREBRNY = —I2Z LI b, WREOZHE
WAXEE 2@k 5o A, /ANBY o< FUHMER ORERIRE T, 4 DIETIEJIA DWHEBIOHFEE
b L, EINCHELRRAEIZ OV THRE L. ZOFEIRIICOWTHAL 72

[HAY] s-JIA OB W IZAT ) MEOERIRNEZHSPIC L, ZOEFBEELRT L,

(] AR o~ FHHESICHEME L OFREE L LTI L7217 4. 16 5% 0/NE ) 7~ FH M % 1 502,
WNZHEO T & (2015) KRS Tw L HREDOTH S, FHiRe. FDGPET. #Y v A (Ga) ¥ F7
774 —. BEHMRL ILEILISMHEOKEHHIZBWT, ZMo7zoi2 TA. FEHIE LTITH /B, ERICE T
1797 C. BRI ATDOZR W] O3OORRPFTRIEZIHE, BIRL-HHREN CTX BB FOTL V¥
Y a—HEXIT5 720

[ 58] B RIS OWTIZAA82%,. FDGPETIZA, B 11218%. Gav ¥ F 2757 4 —lZAH6%. BAH*
47% T o720 BEMRIMA, MHIL-18MHICDWTIE, Wb AD53%. BA29% Td - 72 FDG-PET,
Gav v F 7974 —%FRRENCTE/EBE LT, BUIRELREER%L. mEEmRMEE Ml IE,
) USIEDZTF BTz,

[£%2] B E OEINIB T, FRICEERHW 2 BT 200 ENRETH 5 L) BRI H . 5h
WA %2 W4T T BHEN D o 720 MEETERBOBRE LTGay v F 275 7 4 — 3 MEEREVwE RS A 20
J. FDG-PET (3 #B#EIE A 7 < B Misk RSN M A, W & b B 0 B2 S BB I3 b
NWBEIANCSH D L E 2 N7z, BEMRUIHBERZ, 5RRZEOMIIENL TV 2, EFNC X D SEFH» Y
BTHh), WHZa—TRHTLEVIERD Do 70 MEEIL-1S I RBEIE A 7 < s-JTIA AR TIZ v
A5 IR L MRS K o TIEAHEITHRVBEON L 2 b HEEH SN T,

P-18 EHEEACMETREEL LREREEFERBEHRO—PF)

OHIT I W 22 P B, JEH AR K B8
AN EE AR MR N R R 2RI & iR WU BN R, B ARERR N E R
PIRERR AN SRR N R

[T Uic] #FHEEZEH % (JDM) OE#FIZ, AT a4 FEERERTH) 2 b bLFH— b (MTX) R DR
ERHRIHI DB SN b SHAT T A YYD DM TR ARE & 72 0 SeEkH 2 %5 Lz TOBRBHET
AHIHHREIRDSHEAT L 72720002, A 2 38 A LB L1 7R 2 R L 72O Tl 3 %, [#58] EFIE8
MBI, ABEL 7 BRI & D FHOR. BN D 0 EEICZS L2 2 5 2 W e B B A B 3 AS ] g

%0 ABERSHEBHNCHEICZZ LAY A ba—T BTy ba C#iEs &R & i Ea o5
T, CK8578 TU/I & e R o LA %2380 72720 Akt L MRL, fiEMCHEMRM ke ZH LA T a4
78V ZA#: (m-PSL). A7 104 F#E#EE(PSL) & A b ML FH— b (MTX) 285 L 72589 YRz b
El ol ABEHR, JEALBRERI N EECRESREE 2 RO KA IEMMT2 ~ 3. CK 10874 IU/L. TV K5 —+
1293 IU/L L &l THh o 720 FPEMEM 4133 CT R KL-6 A 5 HE L7720 AT 04 NP EM %2
Wi Lo B34 200 283 (IVCY) %47 - 722523 IRAEAL LELH Tl T RER ) 2 72 0,
CK (18757 TU/L) i & LT EH- L. PIt(6.975 / u L) @A, ferritin (977 ng/mL) @ FF-fa{10 & MASHDFr
ZARDE 7)) AA(TAC), KEy 77y Y (IVIG) # B L 7225 BB X EE ©, MmAEsc e (3H
W) 2 51T L7z € OBEE T HRECHE SR 1348 2 1S U ERER QIR T, ABE2 » HRICIERIL L ABE4 ~
HBIBEEE oz BIIEI 272/ —VBET7 = F)b, TAC, PSL, IVCY (727 — VT ) OMERAEET TH
Bo [#%22) BHERM DM OEHEICOWT, EBIZD VAT 70 XK v E A7 4 RV AEEOH.
B I E BN, IVCY & MAESSIR DGR 72 EME XN TV b, S OFER TIZERIZHE L 22/ ERic L
FHEDGRIEIIHNH % 5 L 72D IVIG, MBI DENRI D S ) HR) Th o7z L FE X Twb, SHEER JDM
DEM R BIREDOHLN LTINS,
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P-19 7 hE—MERBERICEGHULHRTIFI- y RIFGEEEERBEHRD 16

OARM BRI fRE KA AR BHEL B @ KR B A
R o VS S AN NS (PR e 2 i

(5] LR SR TIIEH 5 M08 E CHUROB 52805 S, MERE & &IEIC X D HIRRRE S5
U R 95 & RN BN OB IR T 2 B9 5, FOHIZIZ R EREIRD A THIREIR % 380 70 WS E TR
H 4 557 35 M 2 8 4% %€ (juvenile-onset clinically amyopathic dermatomyositis: JCADM) b fEfEd 5, MAETD K
RY—N—D LA EEDRCEED D ) BWIZIEELET 2, DE] 5t 7EIE29M3 H, AR 1094g
WCCHBETHAE Lz, 620 ARICIIHOEY 7 LV F— LBk, mBidkicy hE—MRE%280 5,
MEECTHREIIED 7 4+ U —%4T 5> T30 0 HRED HHHRY - (RO Bk, {895 %2 RO REER %= %%
L7z 7 NE—EBEOBRICTI XY v, X704 FAVHEORA 2B L7z, WHEIXZL L 2N F
TRBIEI I IS AALPERBE DS L 720 SIEREIC T Y b o B2 fedil S 4 be 2 M2 L7z, CK 75IU/L,
7NV KI5 —% 71U/L. KL-6 220U/mL. $iEPifk 80f% (homo 804%. speckled 80%%). FEFFEMIgE 16201U/
mL. TARC 650pg/mL. $LTIF1- y Hifk 4 > 7 v 7 A 114 (FEHEAH 32 K4 ). PLMDAS Puikkat:. Hiietkix
R ATAA FAHE & 7 a) A 20 E 58§ 2 FCRBIRITEEREINE 2> TE TV, [#%5]
PLTIFL- » PRI B R OB R HB O 720, 7z 2 BRBAEE & L T20164E10 H 5 & PRI S 7z,
PUTIFL- y YUK TR 6 5 2 3 RV MR 2. BB R o HBLIZ A vwe S5 JCADM Th 5, SR 72 Bz
FERDSFEWH RV TH S0 AEGNITHHENLREOWBIET PE—MEEREEZ LD, 2FOKHE
D3EHAL, Ty o s BEEZ A LYUTIFL y SURGYES EVER S f 5t b b0 G, RN 9820 55 R IR
OHHDB R CHPREBEBIE L T LERD L, BHEET7T PE—HREERE L TER SN TWSIRERO—FRIC
JCADM2S& EN TV AU FeED D 5 7200 CHRINE 22 2 B £ 2 85§ 5,

P-20 TTIF1- y AR EOEEEMRBEBH RO 161

Ofkik =—88, /UK A, Tl &, @R KRS, Rl E—
BRI R PR TR M g e /N Y2 B

[lZU o] 2HRMBE/EEHRICBCTIEINE TEELH R E RS HE S, Z20% a9RilR
BEE IR Zs, WGHBOSTE. P % EOMKRE L HRICHE L TW-Z L b FERROLToIH RS LT
W7z 20164510 HICHIMDAS PR, PiMi-2 Bk, HUTIFL- y PURDRBRINGR & 7 > 720 T4 IEPUTIFL- y 5t
AR B3 o 455 9 14 B2 8 4% 4% (clinical amyopathic dermatomyositis : CADM) & 1B ##%Ex L 720 T, #Hi5d 5,
GEBI] 130 B, 12@REFIFIE 0Bl BERICTY. i, RSN RAaiBE s mk L2720,
YN ZZ. N F b a—7%. GottronBifE% 2D 72, MEMA FIZCKIER., 7V FI—¥ EA., JLARS
Pk %z TR RPUKIZ B, BT 2 <. A MRI b # 280T W& 5RO 2 b o 725, B M AR T B2 i %%
WEHE L WIS S /z7290, CADM &80 L7z Mg ERRMERM &I 72 < PR RE A S THLERE D
KT 2RO %h o7z FBIRBIGR E 7 o 7o REERIUAZ WE L. PUMDASHUE, HMi-2 iR IZ B2 -
7205 PUTIFL- y Bk A ¥ 7w 7 2l 51 L tECTH o720 BB LTAT A FIHZITW, R4 100
L7z BAEDH KT OMB L L, HEEMEOEGH RO Ty, [ELE] HUTIFIL- y kbR b i 2 1%
A TR 70% & B IESESE OSSR O N2 25, AETEEEROLEWE ENTWAS, /2. Gottron
B R G 8 72 E DR EREIRDPFE TH S & SNTWbH, RIEFNICBWTIZHAED & Z A EWIEES OG0
2l BEREEED e K BBUSERRIFCH S, —F. CK EAIGEEE TR MK TERIIBEM R b oo,
THEEZRELLTWIEDPEMINTEY, AEFICOVTHSEDITFFREVEORBSESLELEZ Shi,
[RGRE] M A0 B ORI S IHER PR O TN, TSt OREITEH T, BHETOMWH - RN 2 FHR
BPHENDOREOWGE R EEF N

112



P-21 ZRIER THRE L EFER MM X & DR % B U 25 MDAS ik 1ED
e wn AE 14 B2 U B 2 0D 6 % 5B (2 B

s R ORI M WA BRA S A EKERY 26 BT°. A HER
FRH AR A B R MR B AL S R
VIR R R AN P I BRI R AR R AL 0 R R R B A U R o

[# 3] PR 2 (DM) IR B35 LML RO KT %2 29 %0 WE RIS Z L M 9 VE B2 8 5 4%
(CADM) 235 &1, r4E. B ATIEPT MDAS HUiAR B PEBINE 2 st T PRV G 22 B L CEFRISLEL, /b
WRTHFEBEDIETCHI DG SN TS, £ PRI SIE R THIE LB FiAE SE AR R MBI 28 (m-JTA) LS 2 Z L
725t MDAS HuikB 1 CADM /N1 2 588k L 72 D TR T 5o

DEF] 6B, 785 FIROEZBIZAD W 4 BRI OWMFRAMERL, 2HEANIIETFr BN Rk -7
72O EEZH LSBT SNz PRSI h o720 BHEZBRMM O TIEAIEE L, FIC T A
JE R U C RSN SRR AR M O KL BE 2 380720 TR EM - R+ e e mMTFREH L EE - WHed
WA TS T BIRGIR S 720 EREDREAREICHEIRL . MHEREEi L DB F LI AZRA 720 REIHEIICIE
TR oz T BB XD EMVOB KT RO SN Lh ol B REDORIZEZEO05 IR
WZIEA LN o720 ANARREIZEYE, PUDNA. HLRNP. $UScl-70. $tJo-1. JLARSOZHEKELENTH -
720 MRITFRERAOBEER A, HEEOMEE L &% EHRAR RO, MIIIRERETERO L, o7,
m-JIA L BWTEBHIRTH 72205, CRPHRME, CKIZIEH THo/ TN T —ERBREEMEZRL, KL-62°
474 LA TH o720 JERCT CTHiMRIC I F I8 lem FE O H RS M 2 B EGRD 20 B A CRZ O RIER L
FULAERE T RO LY MDAS YUY 2 R L 722 05, iR Z A BB MDAS HU/kF; 7 CADM &%
Wrl7zo A704 RK7OVAFREE 2 3 —AF7\v, BIEERIZIE I KL-6 13 1IEHL L. Mo R IdGEmncd 5,
[Z%] ZBMiRIERE MRITIHE R 2RO ENSJIAZEED b, KEEKPH MDAS Hifk2 5 CADM &3
Wi L1%720 HTMDAS JUik B P T KL-6 Ffitid S B MR~ OETH B S SN0, A7 0l FHADSARTH-
72o BTV IR=V U YOMIRE EHIMHAND PR LEL LS50 FRIERBIELTIREE DN S, MR
BULIBEHNEPHED ) A7 N T2 S HBIER LT LLELRH 5 L Bbh 7,

P-22 BEEMMEZ &0 L I MDA B EFHRBEH R D 165

ORIl 1l wry * KR HFL B #HHE
VRRSATBCH A FE SR BE B R B L v 8 — /N, ® KA N
CERBER v 5 — WFAERRNRE, i S R A e N LR

JEBNZ4 % 5 2 HIBe X HE DR ZWAIDAED 7205520, X+11 HISEE TR MRI %08 UE4E
PEFRFEVERI I S % BE D VUM & e o 720 IS HE, LARBE OALHE % 5260 KRR MRI T &% R 7z, F 7200
i KL- 6 12807 U/mL & ES-LTBH . ME CT TIZMWEIE T %2 FARICHEIR - RIREEZ 2589, $it MDAS $iufk
13142 index & WETH o720 AT0 A K2V AL CsA WIRTHEBEZBIG L7225 A704 K23V A 3 7 —
T L7242, 2RO W & BT % 5B 72 B X i A S -UNE  (PRES) % BB\ FEIERNGH 2 G L
720 EEZOWEEMRITIZHH 5 2> R FERIRZ IR 2o\ & ASL DT MR THRILGE O /o4 7= % 580, FI O PRES
Tho7-miElE2 % 2L TCsAIZHFILEL T, IVCY ZBHIG L 720 £ DORIIIWEE T ORIKREIIIRAE L TW7225
MiE KL-6 A/ NBEEHEMELL FIZEGE L7242 IVCY IE3 M TR T & L7ze BAEIZWNIRPSL % 02mg/kg F Tk
L Tac WikZPEH L CTKL-6 D L5137 < FLMDAS Jufk b AR T IR A T 50 BE M RICE BT 5 9L
MDAS JUiRBE RV LG 23 20802475 2 FRA RO SGEEI TR E M £ TH 2 F:r% L. Rirso+
RGO LENEDHE SN TV b AIEF O REMENM %D PUMDAS PiRBETH - 7225 A7 84 K28V R
BICIVCY 2B T 2 F TR 2RO b 0 e E 2 b7z,
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P-23 HLMDAS A BEIE DR E MM X & &6 LU B FERBHRICH L
SRIFRAEEI RN 8K TH

O B, K1l . (6N 25, BPRF 96, 0B BE—IB. 207 MR, BRHH B Juh T
PSPV N

(3] E4ETERZ B A5 9 (LU JTDM) (8 A B2 R85 ¢ & bl U VR PERG 95 (IP) R BEMEIE S O A PE A4 7  F#1
IWnEEINnTwb, FUMDASHURIZEZFIZIP 2 & 0F L 50-70% (3 28847 1 PR 28 (LU R RP-ILD) % 89
LFPBRIEIARTH Bo AP 240 L 72 IDM IS LRI Z A6 #63: (mPSL+CyA+IVCY) % iif7 L.
EHRNR AR LB ONTEREZRR L 72D THRET 5o FEBI] AR i i, X-5BIZHIE O K3
AL, X4 B B (IR RE P O S BE I B LR 4 \SHRE O KLBE. W T PIP/DIP B8 O R EMEALRE, /220
EH SR ERD (17 HT-3kg), BEEZHEL W, HEZZ2 L, X2H8, MEZBNMZZE L7,
R B X OIS, AR S IDM OB E 20, B X H 4B 23 &k olze AR
AR R CIEm A EEALRE,. AV 4 s a— 7%, Wi - B - WF DIP/PIP B#i o Gottron & B X UN Gottron
P, PRALBE, 0 4 BE R A% O W 4048 % G2 720 MEMA T 7 =) F >~ KL6LDH 7V KT —Efin
LR %D, PUMDASHUARD R TETH - 720 WFRCT TLEMmiMll Fhlids L 0L E¥EICREE 2R, BEME
Mgz &L CB Y. WK MR TR, % % R 3 % BT i 7 < $LMDAS BLAR R o> $E /5 5 14 Bz 7 47 %%
(CADM) DBl & 72 5 720 WL HIDHEREZ 1T 5 720 CyA BEH T CmPSLpulse2 7 — )V + IVCY2 7 — Vi
T, 720 F v BIOKL6MEIZEBOUHE & DI TEIAZR L, BWECTHg CRME W2 2D,
PPN S D BB E 2 3003, 449 HICBEE & 2o 720 [ER]IRPILDOREZ FHlT AT L LTH
MDASHuffili. KL-6f, 7 =) F U Mitize E53 % 25, WREHEIRO MR B #5255 46 S 7B TLd =
MEW 720, FUMDAS PUARG Y IDM BE A L TIZRPILD ®35EY A 27 2 FiMl L. BIEZ RKRICE 2 &8
EFICEETH Do AIEFITIEZRPILD DFIEY A 7 1ZE\ EE 2 57720 RN 3HIPEH s b# i % Bls L
HHFENR AL EZ N, ] PtMDASHUARED DM EH I3 L. RPILD OFHIEY A 7 = FHl L.
) A7 OENCBFEITH L 3FIPEH A LEEE T S L IZTTFROLEICEH L EZ LN,

P-24 PUMDAS A D B WEF EERRS S ORBERICHERAL > HEER R &HO
EFHERBHR (JDM) D12@%2

O 2, Hghk 2297
IR A AR B N AR P ERIL Y S &b Wk v < TR

(12 Udiz] HLMDAS JufkBE O TDME B I: 2 HGE TV E M R OGN E . FERARTH 5 2 LH%H
HEINTWD, PuiMDAS PRI E LR 284510 H A HARBRIGR 2 v, 22 2 BRI HAZSfF S T b,
GEB] TADPADBEDS 51218 8. X690 H TA 05 BEHARE B2, TOBRITELROME, L5318
PIP BfifERR, AT EESIRBI L, X H YR 222 L. KERD  CPET8kg) MAHMWIZAR Lz, T
Gottron Bfi, DU ACT . WFB X OTREE . 22 OIRBEE O B % B0 7z, MRRA TIZRL 46 mm/
hr, D-dimer 3.7 ug/ml, LDH 306 U/l, 7 =V F ¥ 329 ng/ml YA D KA - — M EAb2RE 2 D o 7255,
PUMDASPUE 160 Index. KL-6 809 U/ml & Wit d Eifli7Z > 72 KIEMRI STIRE TA KBRIUIE; 12 &5
G WECT & TR IIEE T I IR 58 & fEaR U 7o PRI S AR PR S5 ILAE % 7260 72 2 o 7225, $L
MDAS HuARRE E D B VERT £ & 0F JDM & 2 L 720 FHRAROWEENEDH o 727280, A7 04 F/SVA37 —
VEZTLF=va Wik, IVCY (327074 A7 73IK29VR) 67—V (H1l), CSA(YZ7aAR) ) H
M % BaIG U7zo GHEBGERITREED G2 803, WECTHT A, PUMDASHUAiE L ' KL61dwIh il
AR 2R L7ze WGHEBIGT 2 H TS CT o #IRE BRI 1ZIZHE L. JtMDASHUA 37 Index. KL-6 481
U/mlEFCTH#EL TS,

[%%2] B TIEHIMDAS BuikRs 1% © DM AES] TIX M EVEM 26 % SR I &0 L. SEEIT O RETIZFE L
0% & FHRAREME SN TWD, NEFIDHED A7 HETIED - 7225 FIICHER L. ) 2 s %
To722 ETHRZYWETE /2, 720 FUMDASHUAMEIOHER IZWEBCT A . KL-6. 7 =) F > L [AFRIZHH
A LML Tz,

[iEE] R VER 245 0 JDM OJERI Tl JLMDAS BRI E A ZWIRED 1) 2 7 G/l 3 X O ERE & LT Ik
WICHETH 5,

114



P-25  EFMEBEHROBETEROER & FARF

OTakayuki Kishi '**, Nastaran Bayat'. Micheal Ward*, Adam Huber®, Lan Wu'.

Gulnara Mamyrova®, Ira Targoff’. William Warren-Hicks®, Frederick Miller . Lisa Rider'
! National Institute of Environmental Health Sciences/ National Institute of Health.
PR LT ERER SN R PR FERFREBENR ) v~ F i v v —,
" National Institute of Arthritis and Musculoskeletal and Skin Diseases/ National Institutes of Health.
®Division of Rheumatology, IWK Health Centre and Dalhousie University.
% Division of Rheumatology, Department of Medicine, George Washington University School of Medicine,
"V A Medical Center, University of Oklahoma Health Sciences Center. ®Social & Scientific Systems, Inc.

[HY] BAEMERE 25 (Juvenile Dermatomyositis;]JDM) OEHERIRIZ BT B HEBIX BAFZEIZRONT WS, &
A HEIBHEIEASIRE SN2 ENDRNE NGRS 2 &2 b L ICKIEMO RIS LD BB SN TE 2, K
eI JDM B E OIRFE EJUT O VTR A B RS A BRI T AN T 255 2 &2 B E 35, [:] 1986
5 2015 4E0 30 4E IS, SR S E AR ZE T O 95 BB SR BE IS B SR SN2 JDM BB IToWT, iR IERI oKL,
FoR G- WM A2 ek, ERAME TR Lz A7 T4 —ihiftea T A7 4 v 7 g 55471 % H
W, ERERIOSRE. W B YU L A & OB E AT L7z [RSR] JEBNZ 320 BT S WrHEAE# O e
fEIZ 71 5% ZMEAST70% Th o7z, fEMBIgsm, B ohREizenzihn 46 »H. 33 rHTh o7, HH=E
FBIOZATEA FI299% DBEIEININT0 1997 ELEDZRIIER TAF LT L K= 279V A IVMP). AL
H—+ (MTX), REr7 a7 8H(IVIG), vRaxyrouxy (HCQ)., F-IhbrHvi-ZHIb gtk
WARINESNTEY) . 1997TENR AT T A RHEMIGHERECH S ORI & HH L 72, BIOAT 04 FORAH G-I
2.0 mg/kg/ H (Hrgefili) . BIEERH R PURIC L 28V ERD LD o725 1997ELEDOZWBITIE, #&1
A7 04 FOMB RO TORRFIZH DL, 1997EDRTORE & L EH LT\ BHRINICHETS
FHRT-L LT IVMP I ER ERERERI R0 p155/140 HEPUA, HTM]J HOEIURBEHAERNIC X0 & RIRETw»
720 MTXIZEMOFE VAR, PUIMIPUKREEBEE LS, HCQIIFSEREE &, PLP155/140 Prik s
PEEE TSN TV, ] BIOATFT4 FIZ]IDM OEEICHBITE FERTHY, 19974ELIRE, o 3%
fERBHE R E E S0, BOATUA FELDVRRETEL91h->T vz, BWiE. HiRMAEEHCIUR, BIE
WEDTERERE, B WTHEAE 5 & B ASE IR AS DM O 3EHRIU B 5.2 T Wiz,

P-26 RIEMRDEMIEERICPSL+TAC+ IVCY D IFGHAEECEMREALES
21 PV I —EHEEHEBHROIEBREDO 1]

Orlit B
TR IR SRR AR R £ > & — /N

[BEAEEE] 21 b v 3 —, FLIEINCAGERYYE COBEBDO ABRED ) o 1t X 0 B2 % PE 2 PR A
ELRDODL LR YV ETHBEEAL Tz, MEMEMRUAOBAEERIZE L R PEBEREEOEELDH Y
B ORI H CHURA B (PUSS-A - SS-B. Jo-1. SM. ARS, #VY AV EY, ¥ ha X7, Scl70: ¢
TR, JLDNA. RNP. CL- 8 2GP1. MAD5 : 9 XCEM) Tho7-7-dHERERE L L TOMEDBRIIC
EEST. 13 7 ARG SOIvES 12 T E AR MO BT R 2 320, Fess MG 2 T ld 2 < IBIEH
VAL VPR 9 o T EPE 2SS W 72 ) mPSLpulse 5 35: J OV PSL % #:. AZP AR % B e L C VLM 421k
FEIN CHETBEDAEIL L S [BUREE] PR XELAOH (EH1EI0PH) X 0 IEEICHES SpO2K T &
DAETHEEZ L TWwiz, FHXAELH 16 HIZIZEEE 5L TSp02 90-92% & 7 1) Hifi 4 g H 1 <4 be At &
ko [ABEEFME] PUHEIERS 32 0 2ICHE L 2 coFH 2 E MM T 25201 H 19 HIZIZ#E# 151
% 5-TSp02 80-82% & 7 ) LS - A TIPS HI TPICUAR E 2 b HRIEAEIRETORYYEL LT
FHPURIE 2B G L2 0GERO T, M O BRMEO K LA E R T ) 2 PERE S 2 IR M M 25 o
JER & U CHEFER S REHOMEMEM %% % 2 720 ZHBEEILL Tu 2R E AR THPi]o14t
K] O ARSHUR SR B 3D B W & # 2 5172, mPSL pulse #1252 7 — VAT L C B EMERG 413 %0 R0t 3%
LTIH3HAE Lo ZOBRFEREMEMKOBE L KL-6EDRA LA 2B D720 ADODMILD L ¥ % ~
WCHI > T2H 6 HA 5 PSL + TAC + IVCY O 3AIGF FI# L Z BAMG L 720 € OBRIEIR 2 ITRER - g - KL-6
ENTNDHUHELTVE, SAPIRICIZLY MY ROCTICCTHERBRIZIZIZTEI L2 DL s HIZHED
FUCHBE T R L ¥ A ¥ 2 HREINE R TH D IR LT o BERRER - FRSEIR 2 W 2E M 1 iiAT C
ETWnwv, [E8] HENR B REUHEEN 20 16 %2 #8 L 7z, SV E L 2238812 PSL + TAC +
IVCY 0 3#IBE s 2 T L CEMEAICE - 7272085 5,
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P-27 REGENEDEEL LB ICERALBRIEZ IO LEaEREEERRO 1 L 26

OUEHB i 2, VIR JE— ' TI0H B RIS Hp3s . BRs L R R Pk
VAR TSR MR B NS B, A 7 1 RO BERR RIS 2 > 87 —

[FF] vREAY - (LPL) ki@t o b)) 7)) F(TG) =R E 7)) v a—Viza L, Ml
P EBENR IR 2 I A F R BWHETH D, —F, “RkUEETCIEDERK & L THCORIEEETE A ST
B, VLPLIAOE G52 X ) @ TGIAEZ 2 L2 ABOMET AL I NS, FA7zBIEBIHEEOBE L
& DICEW R EIRIE % 780, PULPLIUKOIAED S NI A ER AR (MCTD) o2 )il % fbr L 7272
. WY 5o

BERI] 13/ BIRMEDORBERE X% Lo 11EEFICMCTD 2585 L, L F=vuu > (PSL) 2mg/H & 3
272/ —VBET7 2F)V1000mg/ H TRGHZ A SN Tz, BERLEIEAEDIAR T TH 722 & % 2%
2y WETEALBE & DU HIR B BEAS B U 720 MU AS T M ERIR A 13 7 22 o 7225, ARIEITHE, MR DR % 72
B7zo PLdsDNAPUE, PLRNPHUKIZEETETH - 7245, FERLUREENECTH - 72P0SS-A Pifk25339 U/mL & By
fxfb L7z [R5 TG 3100 mg/dL & B 2 BB ME 2 526 72 BTGB PEOHE L HlkF L. PSL % 20mg/
HICHEL, 270V L 2%2HT2HUBRALNLZWO, ABIEE Ro720 AT70A4 F2OVAHEE 2
7 — Ve T Ly BB IEER R L. iR LA L7z TG 3 88 mg/dL ¥ TIKF L. ARt18 H HIZERE
Yhhol, ABEBOMBERALNET, VREASH TAISIBI 70y 23872, MHLPL 34 ng/mL &
AT, LPLOMIMETH ST RCIIZIEFMETDH o720 HURIREEERE, RIS EREICRE IO o 7,
(%% - K5FE] LPLIME, TGEME, #4070y fEdh SPLPLIUARI 7 RCUIuko A BEbIz, &
7oy HBIREEOME, PISSAPUA LA L L HICEIRMAESY X272 U722 L 205, PLLPLHURII A S O BTG
A KT 50 LEZ bz, HOREEREORME IR OENRIIE % 720 72 B IE AR RO E
Bt L LI, WHHOMLE EE T HLEDVDH L.

P-28 AvEEEHLEY 2 — T L VERBD 2ES

OXE A’ WNl AR KB BB, M HE SR S & R —Ep
gy B —RRe I M A IE?
"KKRALIEEHEE > —/RNE - TLVFE—)w<Ft s s —,

e KA KA B 2 SR N VR 2 45 B

[#S] vx—2Z VR (SS) 1. M. MERIROBMEORKIEZ EL 32850 HCRIERKERTHS, F~il
T T RS OMERGES OB FE RN LY, CIREEICEUANEE O E EIECTH A5, SSICH R A IFL-E 3 53
TP ANBIIZSIE SSIB AR, HEMBIERZ DL LIV nESN TV, 40l F<EZ&PFL
72/NRIATERE SS D 2 B % H 5 5o

[EBI) BAE 15 e 12 A MR O LiRICH B bt 22 L. W~ OB W CFl B Az fif T
L72Bs, EEAMAEZ RO o720 HUSS-A VA BIOHLSS-BHuAR . #47AR75 mL/10% [VEART
Greenspan Grade 4 D AAESN, SSOZW o7z, 145EENIEE, B TIUENE, HER. BERERo20
AT A REEOP 5% BAMGL T b A~ IEITRGEEILE T/ MEITICH 50 BIFE. HENFZBAERIZZRD THRu,
GEFI 2] BAE16m LR 11 S B i B R ERIRE 25, IRV T FBEIIELIA T & o720 4D
O RAEVEE TR OB LR AEZITV, PUSS-A Pk BIOH SS-BHikR k. A a7 A 4 mL/104), TVEARKT
Greenspan Grade 3D RSN SSDFBWiLaoTz0 V7= F B LI AT O FEOB G217, FRith Rt
CIR=3) VBF O N IR Z B O 15 B RS SIS~ B, B BAETT. IR L727- 0 B B B T
L7z BUE. BERMITEE, IREZESERZ RO TN D,

[Z42] A~ IEIEMER 5 W A% 10-30 iR E TIC L D, TORIKEL TR ER/MEIC L B8 E G E 25N T
Who SSICBUT BB R E DA ERAEDFE IR LDOH, FIREEBEOMITIE WA~ IE A BF O E A3
T 2053 TH S, HERG 2 FEFNIZ WIS CTIIER SR AL T LTV e n s, MERIROBEFEIL T @
AT JERIENZ G- L T BEVEDYE 25N 720 A< EOAFAEIZ/NE I Z8E SSO R M ZZ Wi O T390 7%
BB 5o
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P-29 ERIRMBEEEHRL D 2 — T L ERBOX S

Oy R 20 Ik BB BTH A B I TR R AT S H AR
Tk B AL BRI s
R b N, SRR R

[1TUIZ] Y2—27 L VERRRESGMTY 7= b —F 23MRE R MEREZ &0 5. 2hookE
WCHEHER Z RO BT RO A 70 4 FIZX 2N 2RI L %2 5 2%, HBHEEIRD 5 OMEIEIRTH
WXHEBHBEIRE SRR D RSB 2 MRERO E RO #ER Lz BEBI] REBNIE 142,
AR L LTy SR TADRADZK T/ 7N, 125 FE IS U o 235 ] T3 PN ERE B <246 £ 1E
MTAY ) v IREDH Y, Sl EAGEERY O 28 5/ T % 720, S5V IR A VE 58 3007 5E
WTHRBERANE 2D, AR, M/ T 20 H B ICHERALEE % 720, PuiEdifk & HUSS-A - SSBHufk & RF W1
APE. TR CHER WS REAC T 2 5260 72 MBI G & i MMP-3 0 15, &5 MRI T4 & O effusion % 72
Dz MREPISMPUE LI NV V) ¥ VPR E P Jo- 1 FURIZBEYE, BAM Tldstagel 725 720 FFFS I/
WIRAVERBHRO 7L F=va VEERG2 HRIC OB INET 2320, 2% BT ILA Y W oF T
KT RSO T, BT ROR % 2 EREEEL ROz, FHOBEESILTE 20 o725 WA T
iabl< R EDITEIS AL, EROMEEA RO 72 MEMRA. SRA. EIMMRL, F#iid2 MRL, f(n
RRE, AR CTHRIREIR O B & 72 2 B FT WAL RO 2o 720 MFHEIR D b BrAt S v, didfph s
ZEeo I2AYERMEB D OB 12 L 0 A5 a4 ROV 2EEE 27 — I ViaTT L7z SEIRDZ bIE % <
ZFOky 7ru7) YRS ERAIT L7z, y 7u 7 ) YERGBHE? S FHROBESER %154 180, — AT
BATHREE leoZze L L2IHD y 77 ) Y HETEREZRD Lo 72, BESEL VHELICEKDHSE
SEBREE 2 0. BEEL r HRICUBE O BREESNIIEHIL L2 [BE] Y= =7V VEBEHICAET 2%
= a—uNF —OFANTE I TRAE A & BAREIRD S BB E OSER IS X 2 MER & 2Bl L 72,
V=7V VERERESEGNETY) 7~ =T 2AOB WO R TH N 2 HEEIR 2 iR R E AR T H B &
POBWTHHIIHEL VW DEEILETH S,

P-30 HFXEXITEGVOVLXTEHRINRE L BLBHEEBEN—F v MRD2H L RH

OFM HHT L HFMse'. & &% WA Eh% Hb BEFL B2 L

BUR BLEF-2, RA MR
VAR R AL A B S MR A R, Y AT R ONRRL) L I B R
RS MRS N AR

[FLDIZ] BER—F v MEE, BHRENR—F 2y MO —D2 T, HHERZFOET5 % IR 25 e
T 5o LA REITHELLLI2ONFHIGEDHET, BB EREMIZIL TNF HEENLSHON S )1
ZoTWbh, — T TNFHEREENIR 35, [L-1HEFEROMHIHESNTE TS,

EBI] 25, Zclde 20174E2 NSO B 0 - AE, TOIRENT 74 SHBLL 720 FEBEALE LSS Tl E
Mo MATHIG S 8 E G 2RO, SRR ILPTEEE bR &b, BERX—F v MEEBHI L7,
HLA-B51 - A26. trisomy 8. TNFAIP3ZRIIAD RN o720 BEOEBEEBOMECIE, FEFER R THRO
BHEPEDONT2e ATEA KOV AREHEOT L =B AORIEAZ L, AP FH =, AV T7)FT <
7 (IFX) 5 mg/kg DPFHFE ARG L7z 10 HBZO T HHELE N ClEBERE O EREUGE 2157225
BT CRPIG A bt L7272, IFX %10 mg/kg F TR L7720 F720 AV 7V U, WBHk K% &0k
Yo BRRICHR A\ P47, E7a7 ) Y REFEZ B EIH L7z, IFXIEHZD PSLIEEICHEY. BER
JERENEE DR SEE, SR SO S ED R L 72720, R CTOMMBERIOKBDOLLESHNOhF X T LS
71) 5 AN & BN & BIA Ll <B4 13 2 1572 IFX 122V, 10 mg/kg TOHS-# 14 HH ML EEA30.1
ug/mlAK i TH ) 2RI HEEDNT720D, S HAFFAR TEYREIT ) A TNOE R BET LT\ 5,
[(£5] REFNIEEEORER—F =y METH Y., P4 2209 B o il I BE UL BEHR R 250 1 s
PHROWBHREBEZ To720 HFFXTIETNF HERBERONR—F v MEICHWSGI, ARIEOREDDH %,
T2, THIRDPEER—F v MROKBREEICE G LTWA ET5MENH Y. IV yma—1) VRHEENERT
HOLREME R Z R 720 R—F 2y MEICWHTHHFFITRF 70 A AIAFFTIEIRKATH L5 HEBEHIZBW
TIBINFEDO—DER DI BEER T2
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P-31 REMIRRIEIR DK Z 2 L Sweetin EDI|AICEHERB L -N—F v MDD 16l

Ofiiie 1 A Eoe ' B B e BURT L il e, b RE
A BAL A T4 A
T RER BRI BN OB, * TSR B A B I % e B

(5] BOHMERRE X, TR ZPOIONMEER BB EZ R L0 b, BEskEie Lg% 23 ICBK T % i
WYENREIE CTdHh b0 PRI DS, REERRESLMAE %%, MEEE, BERZ EOEERBEZ AT 5, 4Nl
B E R TRIEL. THRICEEZER LN —F v MEO 12K L 720 THET 5. DEBITER]
FEBNG 22 o FE80 & NS AR A 1 Fibe L 72 1%, A BRI I IEiE L L7z PiRSE 2 &5 - Sz
HRIRZ <L 3em KO 2 U L 7zo MRSk LIS D OB2 37, 451890 HITUbe =kt L7z, 3MH
e 9 Aok, RPFERE ASMAE. FTROEE. BEO MBI Z 20, B TR M h ko %
L CRPOWRE LAMNA LN, MHEEMFETH - 720 HOPURMA, SRR, S8R, SR g oR;#
KA, MRIZEOWEZHCIIAE LTRSS NRh o7z Flc R BEEOEE I ESC»IC B b L, 3
JHEER R EOFEE & L CIRIFMAINTH - 7225, FRPL DB ICAHEFEEARZ A LD, WIhbHRkL
DOHIZHE - PR U7z 55300 B2 9 AR (X M5 K % £ b 0 WIF R ERMER FREDOFT L TH . Sweet Hi %2
N—F v MExFE-> 72H, HLA-B51X° HLA-B54 (ZFaPE T, IER S ED S, EINEHEETH > 720 Sweet I§
&% 2 PSL 1mg/kg/day D52 L2 L 2 A, MR ITRE LI R BUEIR O E %2 8D 72, 18
W42 PSL 2 ik L 7245, PSL 0.25mg/kg/day ~jfim L7728 HIZ, F2G HORE, BoRbE. HARHEKm
DA REFIEVERLIE 2 3O 720 MR TR MR ERAE ML TH 0. FEEOFR & HIW L PSL % FiY
BHLEOL, X—=F v MHICX 2 EEEEEROTEELZZER LT, aveF o5 2ih L7z, [E5]
BEIHVENR B (X SR B R M 28, BB EMHT A2 L2 1), REWIRE L & 02 SRR DA b
ThHb, XN—F = v METIE. BRIEMEZFH L2 BOS2SBROBRICBE & 2 505 REFORKIZ, T
BRI GR A \SEI EIR ERR DB 2 R L 726, N—F = v MROWREEEZ ZET 5 LEND 5.

P-32 WEEICH T B NBEAREDON—F v M6 BIDIEET

OBk fBEK, 2] 71 Bl i, il a3, I Al S EEsE
bW HNBREERE - v 7 — BRI R

(% 5]

N—F oy MEHIZITER RO 7 77 V5. AVEERIE S AR, IREEIRD 4 DD IR% EAEIRE § A 18 M5
OGO RIERETHS, FEHIIAHT, HERADTIEN L WA, NEINCHIETAZEBHBN TS,
N—F MR A OB R AW F IS 3, BN E T 528055,

(7]

2005 4E 3 HA5 201945 HECOM BN Y Bl bR 2D Y, JEES @ E X—F 2o MR % (2010FRESR)
12T, R=FzyMEHLVIER—F 2y MEEEWE BT L7 WO BRI #E . e E TR TR L 72,
[ 2]

S HEICTARER 26, S nBl4BlTHo7ze BIIH, ZIB3HIT, FAERFERO P YLMEIZ6 5% (1127 )
ZWHHER O ILEIZ 1275% (3-14 %) Tholzo FBHICASNZ-Z WD i RIZ, 6 B4 TR ED T
TR S, APNCAMETREE (L3N, 1HN3/RE + ILM R B, 2BNIACM R PE) . 2 BB M ER OGRS
HiTEALBE, BFRRMRES ) 207, IREEA LIIERNIIV A o720 BERIE 1 BN E R Z AL, I
B ZIT 57248109 H 3PN LEIRE 28D 720 MFRERIZ6 FIED RO T 7 5 P& B THY. WFIEIR
PORDIERAHB T 2FTOM M O ILEIX24E (0 2 H-84E) T, 4ABITHEEMOR M TH o720 Tz, CIFERGIEE
OT 77 EENE, MMORERD IS 2B, MBUHESHEIL, EAL3 2@ dH o720 HLA-B51 %4 3 B4E 6]
13724, HLA-A26% ARSI, BN 1 BRSOz, XR—F 2o MEOKEEZ 2B TRRD. 0 2811 W kb
THY. RIHROREEAN—F 2o MREB BTSN T2, A20NTOAREIE IR LA 72 3BITIEED LD o7,
[%%]

PR OIE B CTHIFEREIR D SR DIERD T 2F TORMIL, WEORELFRBIERATHY, RO
77 F S AR R CIN B A B X CHORR B SRS LB TH D, T LRI O 7 7 7 Vi 55 0 3
OB E B OEALZ RO LY A1, MOFERDO BB BALOW fetE 2 RTUCBE, BBIIH72 LB H 5,
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P-33 ANEFUPEHERDNREEERMRIRXD 16

O 4 IBH SR Sy Rt IR Bk i, s &k
R St PR SRR el SR BT BRER G BOE B MR B
JREE RIED S PN BER

PRBR TR NERE, 2 SRR R B A SR S N SRR

Tt ERAHO ST REERHER BN TI Ve F UG E VI RELRH S, STV F U RERE
BobN 7z AR BRI RO 1 01 2 8B L 72O CTHE T 50 DEB] 10BN 5 7 Auinr o1 » AR T,
273 HFpRE S 2388, - VEIG - MR - IRERFIM 24 0B L. YBeki & o 7o WIS RERHIEAT660 & L5
R, BRI E B L7z SERIESHBT— B LBRE L72A% D2 » B CRBORR A Z 4180 &KL
7o BEMIREAE (MUMRW AT ) - B PCR(HSV « EBV - CMV) 3 f&th. btk 2 7)) — = > 7 3ketk, B
MINLES - BHEREE MRI b BT R 2 Lo IRRFZ SR TR LU O R RIZAD 2 h o 72, HRBACH
AL, ZooECRE - BOREWRBEZE)IFTRLBD RN o7, TNV F V2R LIZE T A,
TAEMCHBEREMEE2HTH Y (NIEEaveF yBHICES), HOPRBHEOK T 2RO TW5, [#5]
TN T IR EEEE UCRESE S (FMF) - X—F = v Mk E5H 5. FMF O TER E L CHREfE
RIZMON TV DA, GRS - WEIERZ b v, BERIIEIRO RO FMF IZIEMAEIN TH 5o F 72 ASEH]
2BV TITHLA-A26 B3 PE (HLA-BS1BEYE) TH DA RX—F = v Mi& L CEFRERIEH (IE %K) L EER
TEH (PRARIRE) TH O, el - Aefle LIS T TIIEEZHZL Ty, NEFIO L) R
FUAERE B s KGR E . FMF - X—F = v MROBFEEICOWTHSPIZT 572012
2, SBOFEEED7ru—T v Tl EOLRDEHNOERILELEZOND,

P-34 B ECREMRBREDLERBFEERENE LD

ORHIZ, W %, e 8, BK (RAC, 9 4092, 44% fhi
AL B K

B H KRR ERD 9 B, BT B A SRR B BORNI 23 [ K8 O @B AR B S A A MG R B O i
WEZE] BESR R E LT A EEMHCRESREHERETH L, 7 ) F ) Y EFNEGERERE (CAPS).
TNF Z 2R B I BGE R (TRAPS). 77 VIEMERE. Wi — PUAHEMRRE (NNS). (LB 4 B i % -
BOHVENRERE - 7 7 A EERE (PAPASEMRE) O 5EBAVTE 27T ISR I BRI iz, 22T FEBRI
ZEOEERHIBOWTINSSEBF EOREZRIN TV AP OWTEEEFRAZ ER24E3 AN H4 H
KN TEME L 720

SFE O KRR BE 108 Kk, 500 AR UL 95 e 229 ik D &1 337 Mifk (B S & %A L. FAX ClIZ 2 KHE L 72,
HEINOOBBAEZZHELTVRLNEI D, FBESERICINS OIRADBEEDLNIZBEN DL 0L H.
gﬁﬁbf:o

W33 52% T - 720 BEBZLEH OIERNT CAPSIOF, 75 7R 9B, PAPASEMER 2B O 2165 Y |
NNSIEUBETT 4+ B =L TWAH4BIDARTH - 720 B 5FEMIEATE B CISRE TR 5 BB b L7 e Bl
20612 1) . FARIIZ 1T FEE SRS R Schnitzler SEBERE & BIE STV BIER D B - 726

NRRHEZ L E Lz THCKIEWERE L Z0FE B OB, EEESE, B8NS T4 ViEICHE
T AHMZE] PR TR iEE e &L & L IZCAPS. TRAPS. 75 VIO ZEN A4 K54 VAR HED
LNTVEY, BEREDDDBHETA T4 VEROERIIOWTDH, SHREmIILEEEbNS,
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P-35 FRAEMRE % - Rk P EHRO 1 L 26

O £, HH Al S A4, ROk Wz, e W
HIBRAFBEF > & — KA e/ e R

[l oic] RS (DN FME) (2RI 2 568 & AR50 X % 80 L B0 0 I e 2 fe i s 3 %
HORENRBETH 5o BIERFICIZCRPRMIET S04 FAXERT 225, #EPCHFEEOREIIL RV, &
[ SRR 2 B % BE S8 9 BIEBI 2 3B L 72 D CTHG 3 50 [ER] 14 2c)d. LB X 0 P & & il & 29
LEERERD D o I ORALFEATHP Y DIFEEZZ LB HIIHERELERT LAY —F
BHY., TOEMHEME R CTHMBEZZZ LI VBN D 720 1B SREZE) WEHEZHET S
XD, 12RO, HHATOEL b ERBE L VIR 24 B3 720 R ENER 2 A Sz,
Mg - BEBL >~ b7 AR CTRE RO, ERISIARENIC L Cniz/zo, DR ARcRapigsh
TWie ZZ 1 HHNC39C D5 % ) W ISED I U, IR A 255847 LIS BIEEA A BRI & —3K
PN o TE 2D, 24EHD Skt Wabia 2 EFRICUR 2 %5, WBHE385TC. &g on##E L. CRP
109mg/dl, SAA 1610 1 g/ml. TBil 3.0mg/dl, D.Bil 1.lmg/dl ® il % 88 7225, 2 H #1213 CRP 3.8mg/dl, T.Bil
1.0mg/dl. 138 #(21ZCRP 0.3mg/dl, SAA 138 1 g/ml dl, T.Bil 09mg/dl LT L7z 2 DR 2T LRI 72 i
PRAEIR & A OHERE . S4E R0 & 0 4212 P L W I e BRI & 0 5 IR 2 58 8% F8D T B & v ) KRR
L DEFMF % 8t- 720 S I LHAMKE. BUH & MEDTHIL L CRHSIRRZICCRP X ZBEICH22bo T &
CYNVEMED EADBASNBEOWHEE L CRPO LR %2307, [F L 0] B ERFE 2 1F ) H % i
DRTHA, WERED SEFICB S HEEICRABIZ AT ) LEND S, SHREETRE, WEHOBEEZTTOT
W FETH D,

P-36 INBRICHE T2 7L T > DEFRNEE & OFAMORE

OaA il s w1 BEFT Az ' WIBE GERT Nk 5T AR EE L HOR SR
S A
RURPERRR S AN E T v 5 —/NERE * R BB S b R

[IF5] 7L 7> (DT, P-SEP) (MR EGYE O ZE RN R IC BA L. 2D e B & SOBL3 % M
FEZWONA A —H— L LTCHRMEDSIE SN TWEY, DNEOHEIZ v, & 5 IR DAL o BE 1k
WZOWTOREIIDL L JIFHRICBIT2Z0BHELHL 2SN TV RV, SR 4 1ZZ O H S 20
L. BRRIERICO W TR Lze D5 & 7] 2016457 H A 5 2017 4 4 F2)INIER O Wiz T ABE L 72 21 41
(B3 (62%). F#E325% (hIufli. DLTRHER)) ZZRIS/SRAT 7 —A FMIZTP-SEPOHIE % 17\, 4
Wiy TR, FBWTE E CORBMIM., AR LRI ERZE OERERE & OB EIT > 72 72115 LAL O 2k
FER27401 (Midk - RAEH 16200, BEJe5661. BPEF VLA 456, FEMRIFREREI % (DUFLJIA) 161)
EDWDIT 5720 [FER] NIEHKICIB ) % P-SEPIFER I L EMETH - 7245, IR R & OB 7%
y AR DB RZOEREE TOK S HEE I L0572 NIEE (278 pg/ml) 3o #ks i (i
K- RBEF 2175 pg/ml. BG4S 144pg/ml. BT WILA 167 pg/ml. JIA:115 pg/ml) & HREGEIZEMT
HY. A—H—=E LR ADOKIMGESLEM TDH 5 500pg/ml #8255 b D6 (29%) 238D 72, 51
PSEP & y~=7u7 ) YAIBIOFMA I T THARERFEDOZRTT LIEOMHBBERZRD 7225, Mo i
~—7%— (WBC. CRP, IL-6) IZP-SEP & DMHIEeh o7z T r~ru7y) YHEIZL ) AERICETL
75 WRHRIRI TS E SR 7 IEBI CIA P-SEP O R A% 38 72, [HFE] JIIEKIZ B 1) % P-SEPASEfE & 72 %
B X B 5 9 TS, PSEP IR IZB T A IHE KB EZ R 721 T MORIEY—h — &3 L
e ry=ra7) VIERAS TR T 01D L R 2 RN D 5o T2 JIA % EOMEE L OERIC. RYYES
PEOZWIHIBNIC 2 2 W REMED D 0 . SRIERIEZ R LG L 72w,
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P-37 BMERBELTONMRY )T FHERBREANOHIZIELXBIEL -EEMMICLS
JLNL—ar

O%H MR, &8 F4 KRl ER, & e =l 287 b &
HR LT BERER R IBIEN ) & ~ Tt v & —

[(lTLdiZ] L= g 2 EIRNRICH OB ERSTE 2 L) ICHEMT5 2 & T, Mea 2 Fh M,
B EOm AN - BUEREZMDOTERLO2DOH 5. AEY v FHREZEERE L Lo,
5. BINCH72 5 @@ ih EORER TR L kb, @EENEEERSL I L TRESLLEICHAZETEN
TWLIRBH VB, PRI L, BREZDLDOPFEVHDE R LHBFHRAEINDE, F95 LI2BA.
WHEZEZEOBERREERERE L OBEMROMBELOL L, WMOBRVIED HEES WL 25, Bk
REL DTV —2 g v ARBALZZABG L ). BEHREIIBT 2 EEMEIIOWTHRE L7z,

GEFIFER] 45, B, RFBEWS BEERIA MR IEBE . S0 24500 £ 0 AT RS BARIIERR - n] Bl
FRA2 D T, FEIHOFRANZ L L, FIERT2 » HHO ABRKEZETLBMICEDS R o 72e HIEABE
FRIZIEZ BN S 72O BB & BB S THIH S BRI SE S Tz Bty —ASRTHRILT L AL —2 3 »
EAL, GEMICEVFERLZ. &) LTRINEZIT) O2E2 G020 R T BPEA A—-ITEL L) ICTAEL
FEHWTHIL, B8lE—HIIMENZITONE I L EIEAT. TORE. Wl T ICEEORED LTI
HHfeL oz BIMKE,. BIRLD, “DBAITo7. DXL L) SENMINT. WEIZBITAHLETD
BEEWRTE, HEMEIMHWERII2=r—2a UPiRE o Twh,

[£%5] 7L 8L —2a 24 ), RMICHENZSMASTE, RIFREEMGRE XA 7 — b L, @YK EoMEEE
DLHA ML AR TE I EZRR L7 Yt vy —3/ARPSBRATT—E L) v F Bl TH
0. HIEXHNTOBITPIRETH 55 BWARHEMOZ T ANICIZEEDOH VA ARD S, Hi#fiz e L
TeHMERF — 2% HR LT b, AR o~ FWHEBICHED 5 FERMAME %~ O/NEOFEE R 2 BE L, /D
BOEELRARbEZRISEL LD, TOEICHE LBV ZXENADAY - e R Db, TLL—=Y 3>
FZFO—RELTEETH 5,

P-38 LRICHTBPMRY YT FEHERBREADCELTOREDY (BH)

OffA 3Ch PR 233867 °, BA Z836% M Bk % BH 77 IR 007 BHE 56 %
G R N e

PRBREE RN R L 2 RBUEE R R R et SR N R 2l

S KRB R R ARG 1 P2

[Hm) ARV <F 5 EEIE (PRDP) X, BEUICH- KR AR, S WM 2k 22, HlEL
MAICLDHLOER, BRI TEIARRED LB AN A% BT AT REYRD 5. H—HW T,
PRDP O il 7 A b2 ML, JAPHOHZ XU L TR Rk 2 BB TX I i v o 7B #6228 3255
HIEEHRE L. AL, RO LEHE L OPRDPOHTY, IO R ESLETH ) RO
WCEBAT ) Y TR T 2HEMERE L. RERFKE VS BIBEZID % R, LHERAEOR R L
2y JEBIO AR L IRICB W THERE TRETIODVTHRE T5. BEBI] FEBIL: /NS SRS EESE
FE MBI A . IRIRIKPIECTH Y. BHIOZE - W2 AL T b, RBROVERK T, BVIEADDH 12
b5, TNERICHESFTICEAZ LB TH o7 LIHMADORRELGIE, ERICHLTHWZ EAURE
S, AR EIBERIE CTH o720 FRTIIMZLEBETHY) ., AROKEP V272D BICH LTH T3t H 25
CEDTETIIWz, FEBI2 : 1B, 4R R 8 15 4% S e, BRI R A OME I TAT a4 FHE:A
BERH D, LHBREPSIIHADOD5HS~NDLEES R, HOH BIEIMET L/ZIRRBICH 5 2 LAVRIE S
Nizo B ERIANDRELEPSHIDREE 572720, AL SFERMEMIZ X525, REDIEITLT
115720 [#%:] PRDP Tid. HHERLKBICIONROEI (KK, BMEEE. HEEREEY) B4ELLS
ENDHY, P E LR L FHSEREZRERLTVIRELEY - RENCBOTRLOHERA N AR ETIRTVEE
ZAONTze T BWELEISE Vo 22 HRAE NI Z T FAIC XA TEIHIBIC XY A E R U X IiGE) 352 L8
TERWILTEREZAELR T, FREEORBEAOBICVBEIVE LA RDLEZOLNL, LD 2IEFIIOWT
MET U245 3, K ERHOH ERPMEWZ EIZEDLE TR BEEDPIREVEB A T OIE N XS L EE R D
WHEMEATE S, APLVARA VAV MEZ GO OB EZITIZEDENTHHEE R D,
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P-39 TEU LAY TRTEHRBOBRDPER IS EEMFRMEHRBEICE TS
R TEHNBREOELEARICEHT 2HRE

Ok H 1ﬁ?_“\ A 23360, VI 3610 A SO HERRE A AR S APHE LS
FH
PRBRERR N RE, 2 KBREERR R AR, ° & 5 72N ER

20164E12H & 0 7 %) &< 7 (ADA) Bz FiESHEA (M4 0 e 2 I I FiE40mg > ) ¥ 2) O LR
WA E SN A D35856 & 7 ). AL E I - T ADA KGR OB AR S v, BRI O L & 2k
U2 EE 2720 22Ty ADABAIOZETIIHE ) B FIEEREROZL L Z2HE D A RIS T 5 fid % HEiit
L. KRBT T OB BB 2R T A 2 L 2 HINCHEZ TR o 720 k] FHAEMAR SRR g8
T20164FE10 AR E Tl 2 I T FiE40mg 2 ) Y V2 L TW B2 0% & Uize [HEGH - 3 BHH 515 2
NZENT, REOFHMRETH % HARGEMSTAIC & O HEFHME A 7 — )V TH % HAGER SF-MPQ % £ 5-
B 1% & P55 150 % 3 L 720 BEEHEATIZEZR 2\ H - F85 o He ki Wilcoxon £F 5 f NE AL A, 9%
i & ANz & OB I1E Spearman O NEF AR 2 IV TR L 720 ARRFZEILKBRER K OMMFIR H S DK
BEMATBY, BRI L RERICLHTORNBEEETIT R 572 [FER] 132 ICHER I ZEEL, 959
Zh BB 2 WL L 72, F5 %D SF-MPQIZHBWT, FilH TI3A ZIEBABER L TwW A0S
1505 X DO 4F . VAS, Present Pain Intensity (PPI) £ Z1 12D & p=0.038, p=0.020, p=0.021), A%
JE R A G- 1570 DI R FEC B LTI BAI M TR R h o 720 I E AR & DFEMEIZOW TR, [HEHITO
AIRFEARZE & 1550 O PPLICAHB AR 5 17z (p=0.0166, r=0.764) . [# %] BHIZH 24k ADA R 5-B 0 13
HEICEH L TS A AR EORICHVWEEMEIZ I SN T, WHM CTAZREOELI SN h o
720 7272, FADHRWIHEANI BWTIZ, RLEDH 5 &I X D IEROFHERRAE o TWw B iEEAVR
S N7z. [iam] ADA OB AN, [HBEA] & R L A RIS FEGIERI D b o7z EiFEALZ L DM
WZERWAHBIIZ L & e o 7285, ALY OFHR IS LT 2 T REMEAVRIR S 7z,

P-40 IWNRECRERBICHTA7A U LAY TR TERIDOKEICEET 31857

OfH W3, 22 - B #Ek. Pk moid, il B4 e HAE
B H/NERER SRR A v 5 —

TE] BAEMEEREME % JIA) ISH L20114E7 4 <7 (ADA) 2SKEENH% EHFEEOFE Lk
FaHHRBEAE I O T D - 720 20164E12 7 T ¥ M7 & — RN 2SR 25 S MBI AV R & 72 o 23 A 25K
REN, 0kg P Lo JIABRIZMHATEEE 25720 [HRY] HHEZICBI) 2 ADAOMHRRZWET 2, %
72y IHEHB X OF BA O FEFREORR % 57l L. HrA~OZTEI S 726 L7282 iatd 5. [Hi] 2011
FE~20174E6 H T TOMICY L v & —1ZHEBED D 2 /8B FEO H Ak B A T ADA % i L 72561
ERRE L. By —IEREDOD L /NEHISIED H CRER BEEICB W TADA ORI DOWT
BHBIIRAE L7z Ut v & — CTIHEH D S EANEEE2 47 73EBNCEI L T, EEREOKIFICOWT
A L 7zo [RSAR] xFgudat2rsic BB 1560, IR 1261C. R EBIIEER (% ; P39 £ SD) 1398 = 397%
T, ADAPBHIAIRFAERGIZ 133 £ 36 TH o 720 IR EIL 206123 JIA (RF M2 i % 861, RF ML B
2% 161, Febtk DBk 66, EREEDBEER 16, A5 RMEME% 261, kML 26) < X—
F v M2 FOMEEERE TSR, BlawiEBER, 70— VE. EBEEREL RS R%. SAPHO
FEWERE + PR Z I ROK1BITH - 720 FIGFEO AN, 20mgA336IT. 40mg (IHEHF], Hri#l &)
D241 T o720 HEHIOAMRAISH, [HEFK] D & WA NZEAH 56, AN O AP ABITH -7z, [HEH
H D H D N 2 B 3PN D 72 DR SN EET D o 7o [HBAI D S B WANIA~LE L2 15F 0L ERF O 4E R (F
¥ £ SD) 13141 * 35 HThHo 7o EHFEEOLEIFICET S VAS CFY £ SD) &, IH#EAIA78 + 22T, ¥
WENILT = 12 HBLRUEDSAONTz [EE] HEF 2 SHBEAOLTICE Y, B FHEFREOKRE LA
WIER L 720 20mg BAI TOREENE 3B, EFEHEIO11% & Ve o7z0 20mg AN HBEAOF FEHE IR
VRIS, REORESMN 2 WIS Z Z 5N EH, FMAANOLEFIZ L ) AFEIZER IR TX 572
W, KR Z RO EANNOLEI LT N D,
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P-41 Posterior reversible encephalopathy syndrome % 224 (C2 W ICE > I-ESREIRK D 151

O/MZ JF ARJE BEAD L SRR, LA RS RER TS, AR I
N R A RS SN N TSI N

[iIzUoiz])

INBIA OB LIRS IAE R BIER R B W~ —h =2 B W 37528055 WS, PRES (]3P £ BE 3% 118
NI ) 2 BB I SN BNER A ANBEBITA v, 4l PRES ZEARICE LZEIIRKZOZ IR 721055 18
DB ZREERL 7= D THG T 5o

[5EBI]

1080, BRI L REFIII %L, FRB TR RUITEIMTE A H o720 ABMHA 7 LS ASBIL, &M
I WIAZISIEL, FOBRARRRE ol 720 AW %L o7 Kbk B 147cm AE 53kg A 36.7C I
159/102mmHg Nk¥H 97 11 /43 SpO2 100% (N5 ARERICHTE S 2/ MILBEZ D72, Bkl -~V ]JCS 13 TR
Tholze BEILFHITER T BRSHITTHEL T adorz, FHESCT THIMR IR Z XD 5 h o7z, MR
71 AST 31 ALT 44 Na 133 Ca 9.6 BS 110 CRP 4.0 WBC 19380, #fiiHilEL 1. 255 GO b5 L B O I 1%
R R 2 e TBY YA N AERFEE B WL, AT 04 ROV ARERBIIEL 720 B> TOARFED i L 7-7-0, i
HMRIZ AT L7262A, FLAIRBXO T2WI CHETEZE S B IEICHT TEE 5% iz, ABe#. DU I
JF 170 ~ 150mmHg 238kt L. SEEB MRI O Wb P8 CTPRESEZ Wi L7 MIEHBELZHIGL. B 14BHTE
HIEE o7z, JEEER CT CABBIRMZEZ D, Loy, TIVRAT OV L0 B A5 i T & B W L7,
WIZEHOCT T LG TEIREIGT 2 Om MO KENIR. ARG TEIIR, ZARZEBIIRO R 5L 72 #i PH o R L=
BT, BHDOIMEIRZE., BIMELRSNIRIEL LD FAZROLIENSEHZEREESHI L0 AT/ R2%00
AP, ZURFF L OVAERERIT V. CRPIZEMEAILL 2. MEEOWIR TIMEIXZ EL TV 5,

[ 58

PRES!Z Hinchey 52L& T WA, Bk BMEALREEEL. HHFMRI(FLAIR/T2WI) T IH3E
FE IO EE 5 2458 $AMIETH 50 BIMEDGHIREVD, M N ESRLT A MA Y OERLE S35
Vb TWwb, BEEREZIINSGZRILL T BREBEDIZSZ)LAWPRESZAEXIL, HEE)IR L H
BN BB HHEE Z T2,

P-42 KENRAEEEICH T M RERE 2 ZRICBH SN ASREIRX D 16

OBE A =I5 K 500 b R vril s U IeE L AR B R 2
R R ANEAR, 2 B LR DR A SV

[IFL®IC] SRR REIR L Z O EEGBATHENED 2 CIZIRMIREL 2 S T HERAPOME £ TH
D, NRTIZENTD B0 ANRIITEIE D HLEIR 7 DM ISR I TEBC R RIE 2 & O IR LIERD T T H
b0 —77 REMIRMEZERE (X RIE LR ED 5% ~ 10% FEBE EHZEDOH WA TH ). HEEREZED ZWIGE
VLo Flalbivbiud, WZREOLHEE D O REIIRORZE KD, KEYIRFG 20 O Z W C Tl ATEAT S
N7tk Witk DFIRZED S BREIRIE & SIS NP2 R L 70 THE S %0 BEH] 302 H. &
(BUmIE] 162 S T OME RS, Lxa—, WECT A2 & RBIIRMEAE & B S iz 18
M RARFZ NV — YRR 2 Wi AT SN2 REA TS TH D 2070 A RIS KB IR % W &4l 28 i AT S
720 Mtk 4D AR D3R CT TREYIROFPRZEDFEO S, KREYIRUSHIEIHENIR, S5 TEIIRIC S PHZEMEZAL
2RO, RIEPUS DFFbED b REIRIEABED L, 25 102 HIFIZ/NR Y 7 < FHBRICHA S M. 22RO
M4 CTld, CRP:0.52mg/dl. ESRIh:17mm, 7 I 04 FA:115 u g/ml &, KIESICOFHGE L BD 720 F 72,
PET-CT TREJIREEIZFDG D&M 2D, Ll W mEHREEZH L, 7L F=v 1 ¥ 1lmg/kg/day DN
M TRt 2 Fia L7z CRPIGER I L L7z ABE68 H HIZBEE, k7 + 0 — & o lzs SRISKIEN
RoOBEH L e MERR, BETRZT) PETH L. [BH] NEME ITHRIITERE O S L BRI IIIEF 1M T
H5 L, AFEREIRE U TR EOIRMERIN 2 2R E 5 5 2 LA% v 2K LREIIRFEZEE 1355
RECRBEDOPTRLTH LR BWVRETH Lo LA LAREFD X 9 IZE T REIRMEZED SFER SN D EZE)
RIEBIFAES %o L72h o TREYROIZE 2 380 7HEFNI 0 Ly /NERHE R REIIRIE 2 Wk S 2 X9 12t
DML R RIEFT R OFHl 72 & 24T ) LD D o #HTOXMWERE Z M THET o
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P-43 AREERREE (CH T 2R RERAR DL A

OBt RS A, EA AL W8 KT L oAk, JKH FREE. K I8 B A
SR PR SR DA FE s R 2%/ N e

SEBNIAFICEEAE - BRAFED 0\ 1558 e X24E D282 € 159/59 mmHg O & i+ 8 & O"Hb 89 g/dL ®
Bl Z RSNz, FRY X ) B SIS B L Tz, X-24E12 . BAEHMISEENE 223 L7,
SEFEOIMTE X 92/54 mmHg & IEH TH o 720 BIMLISH L THAOWIRABME S I 7z. D EERII s
T EFOLUONEFEOHARTA L) IR 7
FMTHD 99 g/dL E BT OWEZFD A5 FHEREFE L Twizzn, XESHIOEENER 223 L7,
5B L O ERA CREZEIR KD, B &N H IS XE4 ISR L o720 HED
Fid, (D) Bk £l o5% %72 B L O3B KEIRFTPASA 4 (2) WMIEFBIIREZE - SIEE (3) £
SHEDNRAE (4) 8R4 FEIIRPIZED 40 E 2 SHHE & 3 2 BEEIIRE L M2 L. WHHEBAG L7
PSLIZ & 2 HUSREIGHE T HRAE SIS~ — 7 — 1 JMR T & 72 5 7225, Bk bz ERTE T, MMF & % 7
o) AAZBH L7z — . RMICBERSRIERETH - 72720, SIRIEHHRICE > TAPHEOLFE XK %
MolzZ e by ABHEM 4 IR 2 GRS 2 2 L 72 BIEREIEA 7 N 7Y VAR DTPAY Y F7 5
7 4 —%ifT L7z L CRASHER A FO L HIEH T1ro T b, BEIEOZRIC X ) KEMRAHSIA T E
TR F Crd L7ze EBIIRBZ X TAHEID & % 2 5725, PSLIC X 28I RRGEIED G E S, Tk B
X O AGR IR & DT A B L7z, ARFEIRE D HMADOEEDS D ) AT bR/ 78R & v o 72 4T 1
WAEE I N, WEOTIR & BRI Oz S FAEEEIIHEECTH ). FERE & S mAIC L
LIOREBBIE T > T\ o L - ERSABIIRFEZ R L CRERBEPEE TH - 7205 BEOZERICL ) A
G TEIR - ZERSEBIROIMATEE SRR 2 Lo e BAEASHE L, QOLOKTZKL TWwi,

% OEPHEIZH T HIEH ST ST OV I HER T 2 HRBINRIE DL B &2 IR L 720 JEBIREE & 55 OB ER
WZOWTHRNE LR 22 THiET %,

P-44 RAT77FIIE) &EFEER7ONOCE D RERBMETH - /-
IEEME S RENRR D—/ BB

OEMH Bk, KM Mgz, ma di—' B 5 B I 70,
i IE5 i B!
R T SR MR BN R 2RI T R, S BRI T VSR I 6 B B R

[lZUdIZ] #EEITEZ FEIIR 28 (PN) I3, MAERITER T 5Lt ERkE B35 ETHH05. AFBO/NEIZ
BOTIIBODTHTH %o 1997FEDEFEMATIZ20 6], 2012FEDEERETIXIIFOMREFICLETE, D
& FEEG AR, B FARSET. K EARREMESTHRAEL. PNOBRIIE 72—/ NEFIZ R U720 AAERNIZH
IZRAT7 7 F VN SRR T a v a v ¥ LBk (aPS/PT) B tEASHIB L7z PN O/NBBIZRD THRATH Y,
PN & aPS/PTICHT 2N E LD THME T %,

EBI] 155 B8, MPe ARBE2 7 HRNC 1EB OB ZE RO HRIIRE L 72, LA L. 201 HHBIZHEE
Wi, MR LEZZ2 L. MEMRECTRIERISO LA APTT 543 EEEAHHLZZ, LaL, 10
HIE TR 72720 MBI L o720 YPe ABER SBEMANCIE. AR W & IR OB D720
HTHRBRIR L7z, 2Ok, BERHEHRHEL, PR TFHUCERZ ) T HB LA R ABEE % -
720 ABeth, B2 B U AR TYUBRAE o7 Mbe ABER I Okg DAREIRADZ RO, S0 G
DOEMEE RO, THROGRMEOE THMOERIZI) PN EMEBR SNz, 510, REHREMREICIY G
%%, R FAREZ RO, BRI IEZE - IR EOMEREIZRO LD o720 AT T4 F7OVARREE, Bk
DTV R=y a7 F47) LD ERITRAL . BRIERDUELFHEDRDO TRV, F72. YPEABE
BRICIZ APTTIZIEFIL LT W /zAs, aPS/PT(IgG) 7513 U/ml (JEMEMI2LLT ) L EFE ERH 23D Tz, Ly
L. JianvoAyesidk, sipervazruss v 1guk,. V—FATrFar7r sy MIBEETH -7z,

[%£%2] aPS/PT & A PN, HRICH E I PN IZ B2 RV DGR O BB O MG D 505, NEBIOHEL LT
EHDTTH S, PNOIKREIZBITSaPS/PTOREFRIAHTH B, AIEFITH APTTHREZ RO LEHND
1] &% D B ATRIE S 7z,
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P-45 SEBALEELVV-ECMO2 82 5EHEEL., PSLRUVIVCY ICRET
IFXRUOMMFICTEREA LGRS RERRD2ZERD 161

Omilat By
TR L RS AT iR & > & — /NI

[BEAERE] P XAE1 H @2 S [BUHEE] PR XAE8/24 87 SR - I % RO K228 o R
PR Z RO T WO NTHBRIC N2 ¥ — =D, N7 F—H—X % v 7EMIZTHIEIC TRE
BHAT LRI Y BEICimbeifot & 2 %o [ABetRfB] 8/25 ICMEM T, ST LA, LEBEBHICT, bR
= V1 ESACOLMMZE % BB RIME AT - 720 EBEIIR SAE I EBIIR - B BB RS O BB I, 1o
M52 % B O BIRKE RO REHTEL Bk J & BWr L 72e BEOALITH S 230 GITVRAS A 7T a4 F
2V A3 H I & PSL &% JifT L MMF MR & BA%G L 720 8/26 113 B EITFA S D v A T rih# i &
L C M5 o OF e ML BT %2 3 H BIHEAT L 720 972128058, 9/7 1 KRB IALAs i - FEmetiii s % k72 LA
TP PEAT 9 b SpO2#fEHFC & 9°9/8VV-ECMOE A L 720 {HALE MM EREORE 2~ b a— VAR+45T
HolzbtFEZLNIVCY 2B L7z, 9/1238 A5 H HICECMO BEBL. 9/258k45 L 720 IVCY 331455479 &,
ZOBLBEOLFREDOKRE T Y b= VA 5OREBL BbNDMENEA Ly 2% KE L7z FERERE
ELTATOA FIER), IVCY NS TIFX&H G2 L7720 T0HIEA Ly ZERE D TR T OHEIRA
LCEMICED 117228 PRk L7z, [£8] ZEiEAL%2 2 L TPSL KO TVCY ANE O f5 it £ F B Ik 4120
L CIFX K U'MMF IC CTEFEEAICE S 727205 T 5,

P-46 TR TRIE U 7B S RIME K IEPISFIEAE O — Bl

O W) 0 R BRE T KNS BIEE &2 HE K% 5k DA’ KRR 817
=5/ NI AR

MER RS v 7 — IR P REER T RN R R P AR IR AR e/ R

MEE RN AR

[lZUDIZ] IFmEERkEL R RN FERE (EGPA) 1. BATERE L TRELMER T LV X — R R A L
. KWIMAFERERIE 2 % P - T R A A U, KRR, BB LRSS, WBEZE - Wb, O A %€,
DAME S 72 EORKIEIRZ BT 5B TH 5o 30 ~ 60O LI L. NEMTOREIIME I Nhb, &
Wl 4 1%, M A ELICHERE L. W B 38IE 14E5 o H #ICIMAE SE IR % 320, EGPA &2 L7z 11 Jihl % %
BL72OTHET 2, BEBI] 117, 98 HRFICERAE L MEZRIEL. WARATEA N, oS 3
P UREHEE, FA T4 VEFNCTERENL I P — VIR L, TAERTESEIO AR R E L
TWzo #7251 IgE 1800 ~ 4800IU/ml, A MAFEEER 20 ~ 70% & B TdH > 7225, WAPUEIZ T
LU R IgE A IZ 3 X CTBEM T, PR3-ANCA, MPO-ANCA LM TH 70 XAYH (Q1E3HE) # X
D3ED Y, YH3IHK LD AREICHERSHB L, B4 ICHMEL, WHOMERKOFZL LI ko720
Y+4 HARIEBOK AL v ¥ — %% L, MEICERORMED 0. W HAEEINEH I SEHR & 2o 72
INFTORME HHETEGPA 250 < BV Y+6 HIZERBELR O FJ§ M % 717 L 72 1 CPSL2mg/kg/day %
Blig L7-L A, BHIIIMRE UBEE DS BB BB & 7o 720 B AR TSR ICEE 28 o mss
JEPH 3B X OB THRIEEIC 20 TOZF W R IR 2 300, 5 2 B0 M £ W B BII D 2 v b @
DEGPADWIEE LTHBE LR WITRTH ), EGPA LB L7, 2Dk, BEASLHEBOFREED S Z
ER CEBIZHE L. PSL 2R L7245 PSL 0.65mg/kg/day & L72& 2 A CTEHIEABMEDO R ZE B L 72 %
W2 F a0 ARG Z B L CRBIEEEE Lz BUE. ZBRTPSLINRZ1T> T\ 5, [F & ®]EGPAIR/N
NI 2R BTl D 525, IR EAERIIE O 545 M B IFREERIE 2 % £F 9 JERI Cld. M b &I
HRERERCBEEZTo T RERH L LEZ BN,
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P-47 Hr= 707V HBE5ICEEY ZTEIERSEEL F2)IIGRO 16

OBl Zml ' REF B wlf R A B2 W K IR i hE
OB CPlE R3S UM OB G SRR R Eg s

" E AR TR v 8 — NRRHES, * H AR AL v 5 — B

I 5 K2 B 2 W e S - SRS T B

NGS5 DIBHE R — I A > = 71 7)) Y REHEE (IVIG) Th 5. FHFEAIFIVIG & BE S 2 TRk E %
FEBR L 720 7 B W o%ER, 40384 H, 3178g THA L 720 MZ THRFEOHRMIILL, 7L VF -3k L,
HIEDIPHBICBCCEZHEML TV b, FIMHICREGDOIRAN D). PUEAIZ MG, 45 HIZIZ39ED
FEE KRR - TIROFLYE, BCGHMEOMEMR, DA DH ) Abtk L7zo T5 - RIKOKYE, FIROMEME
TR & o 720 DB E IR TR ERE I 0o 7z, WK EZE L, HBEMHIZIVIGE 7 ALY Y Nkz B
A L720 O HICIZ36EEGICHE L, TVEDOFMRUSO N FRERIIIZIZHIE L 72 Lo LE8H HIZ3TT
BE. SO HIC 3831E. [UEDIER, WKOKIEZ O 7z, 55 109% H IVIGHERTT L7z, 1M HIZIZ367H
ZIRE TVRDRBREDTPIIRL DAL oz DHBERRETREDO LW L 2R L. F14WHIZE
Be& L7zo 85189 H U BARTE S 2 380 720 H24WMHICTE - RENS/AKEZED, H2THH L) LB
WEGZIENY) . FARB IR ERE B %o/, REZIFEMLZE L, REHEEERBO) ¥ 5z &
— AN SRR L 2 S L 7z B RIE QM R PSSR Z v ) O SBRIRE 2 o Tz #RE DT
bk &% 2 720 IVIGIZ & 2 ITFHARBZIZ O FERERRT 1E W] S 20 T 7 W 3 TVIG 855 D il 2 RAF A~ D 5
BISEDIRN & § 2HA D B A, HOCHRD IR TR 1gG DULHE 2RO s 2% 0 . IVIGIZ &
D —#PEIC B L7205 IgG O —FBASEREEMNIIEAE T 5 2 &\ M ISR A I KB DI W T IgG O HF
MeASEIES 2 & & HFAEI B G-§ B & DR PG A I 5 3B EN T D, ThETOHREHFIFTEL LT
FFRENE R F R ST b TB D /NRBIOHEFIZ L A LRV BIREIZTRAEIEE TR & 56 L 9
52 el L, IVIGIZBE T A B IR B LB H 72 DD 5o

P-48 127VF 37 BARE L EIBREZEICSTIZINVI ) P RICDES

Offtzs BB, VOFT #le— '\ K 250 KB B9 B RAL B R Al
R T TR R A B AT R T RN IR, /N T S s R
SRR K2R T R A A v 5 — MR G v 5 —

TE] 1 7)Fv~7 (IFX) BTNF i35 F A 5ME ) 7 u—F VHREKTH Y. 20154E12 H 12
R THD T, BEAEEIEECRIEA T 2 NI 120k L TS KRR S 2. ITFX 2 BIICHRSG ShTw b BEIC
BOWTREBOIESRE SN TBY ., IFXZEATLIBICIIHBEORNEIT) S EBUHETH L. BETIEE
HRWMZ., yXv sz ) YOS (V). IFN- y BB T % T-SPOT. MEEXHE, M8 CT CTHIA I HIIT
LTWEH, YRKOERIAHTH S, [HW]IFX % HEHES L 72)IEHEEEICBT 2 Y KOEHREZH LI
TH20. KifgeEx1T-70 %R - H:]120164E1 H~ 20174E5 H £ TORICKEGIEZ 0 7Y Y #D: (IVIG)
Al e UTYURHIHN & Lo ZNIBHREETY K E2fT-o 72271802505 & Lizs IR AETNIIERA L 72,
IFX #4845 L 728 (IFX#) L IFX 28H%5 L aho 728 GEIFXE) 12400, 4FEib. 5. BCGHAE DA i,
YV BCHI D W& R MET L7e v KO EIXIEX G5BT, Y KO EIEFARED 10mm & b K
EVL xR BREIOMm LT 2EEE Lz, BERIIFXEIZ204. FEIFXBIZ7THTH - 72 Fie. %
B, BCGHEMOG M IR ICEEAE 2RO L o7 IFXHEDI LY KWL o2 BE X144 5%). B
PEX19% (95%) THolzo T/, FEIFXHD ) BY KM E 2o 7-BHIZ0% (0%). BHEE - -EBHE
7% (100%) THolzo MEERTY KEHERICAEZEZZBD LD o7z, (£ - #iE] mEOVWTRY YKo
PRI D > 7o WBOEGE ZF Ty, BCCEMEICB I 2RI L T, HHE%6-H TI.3%. 5
HET695% & VI WENDH ). RO RIZZNEZRKE LTl TWize JIIFHOHED L IFIVIGH Y X
B L TV AIREMAVRIB S N, — 7, IEX#G & AL o R BIAR 3 IR 5-E O JE B B & %o LT
BT REBEEZ 2 5N IVIGHRIBIIEREZEIZB VT Y BRI T 2 WS ) . EOR
AR, BRBEE, MR R A BHEWICEHET A2 Z LA EETH S,
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P-49 BRIREE & RAREEEBRIRL L3BETHRIXEERD 16

Ol &k TaH B, AR M. KN —2F, Bk Blal, PHH BEE, JiE A
LRI SRR R SR AR BE R R FE RN e 27

[iztoi]

SHUEAT VR ERIRE 4 (RPGN) 122D 5 WITEAEMEICEE T AR, &ER, &l & 23 ET T 58 AE
& TIERERE L BRI N D RPGN XA EBN S L F L PRARE 25720 WBM N EE L 25,
Lol Fk 4 (ZFEBIEEIC IR . R % 3872 RPGN @ 1 L B H1 &2 REER L 72720 s 5,6

FEBNZOF LI, THE TO¥BBIRTREZIBHEIN-Z L 3% o720 XAESHICHBADBIEEZS L7-K
2y IR, BARZEFRH SN, Z20%, 2~ SEFMWTLHEMBREOBINAHOFREHZ YR L., FEEARICIZ
MR, REROME L B R %2 580 Tz, MEMAETIdAmEkE. CRPO E&., KRitojtiEs Bz, 8H
D IMERAE THUEDUR, $TdsDNA PLAEMHEAHH LB AEMBTX + 143 A YRR ABEL 2 50 MBEABE
B oM ATH CRPO LS. FRiILOICHEZEED 2. Criz055mg/dl & EA L Twiz, HOEIURIPIEIT
k. PissDNABUE, PLdsDNABUEN B YETH - 7275, BURNPHIMR, PiSmPpifk. SS-AHufR, HULSS-BHitk,
PR3-ANCA, MPO-ANCA 3T o 720 B AR T 20 M8 10 Al 2 0 SR ERAA A ML 2 /] L, $06HukE: T
¥ pauci-immune B Z /R U7z JRIE, MR X D RPGN &2 W L7z PSL+IVCY I X AREELZHBL &
CAFRBIAE, REH, IETR LA Lz, IVCY % 2B I/ W 28 Sy kg ©dh 5, BIFEPSL
T LTV EEREMEREL TV 5,

[£%]

AIEFNE ANCA BB TId H 5 DB A B B & 0 ANCA B PERPGN (2# U CRIBHE X 7 1 4 N3 & 5 J)
I X B WEHREIT > 720 RPGN OB FHRMOFIRBICHRARTH 5o BT & S RMBIAREREGE, 1M
HCRPAHAM T 5 & SND, AIEFTIXEFREEDEALT HHNHEBEHB L 722 L2 FHROWBIIHG Lz
EZoN5b RATLEY., BEREICT 22 EORPGN % %89 fER % 580 2 BHZIZRRZ M & FIEEOHE D729
AR IIMET A F L v,

P-50 RIFMBEESANT/OEVREICIMIRARM Y >/ HHBIRIEZ &6 L 21 & 261

ORI WI', VEAT ff— 20 48 BL—JB°0 KJE MP92°, MRED e s, BRSE 7 JR0 B
Pk 75— *
"0 B R SRR SO B/ B, R T VKA R 2B P2 S B 5 7 /NS R

W] MmEREAETEY v GRRERE (HLH) 1 d~2 a7 7 =R YSEROMBI SR A R U, 20k 70 i 25 5 4528
FIESREIENLHETH L, ZRKEHLHOKR K E UCRGHE, BERE, Vs F RIS, MRy
S FHRBIIBNTIE G A ERE R %, 29U ) T N —TA%E 0D 5, FL4ld, HORELE
M (ATHA) O5EOOEDTH SR EE M RIRE (PCH) ICHLH 2 AP L 7Bl BER L 720 T, i
H9 5,

[FEBI] 3meiclie FE8h. ¥, BWMIRIFR L2720, RilRE%#Z L1z, HRilR38.0C. MRIA% 156 /5 M-
W 360 /4, IME110/42mmHge AREBETH D EICH G a2 il o7z, RO Mm% RO, FFRIZAGZFE
FRIZ1.5em AR FE A L7z MR AT, Hb 6.9 g/dL. T-bil 6.7mg/dL L EMMAIMEZ RS, FHIZABEE -
720 ABE2HHIZHD 2.6mg/dL £ TET L7270, RIERMEZE@IMIN, ABE4HE, FEEIIMB L, M/h
WD IERD L DD, 72 F139639ng/mL. DF¥A~—985ug/mL &FW L7, EFHiMACIIEREG
RO HLHEZWIL, TFHRAFZ VUV IFUBIATIV5mgeAN) v, MY KREF2Y YTV T 7I12&
LI ERIG L7z $24 v 7V W (flu) PUR ARG TH 72720, XTIV HEL L7z, ABE8HHIZ
MBRIClnbE L. FEFEE R L7 B0 — o ARBEE. 37 — 2 A3 BREE . Donath-Landsteiner HU/R
PETH Y. PCHEZWI L7z, ke, HbIiXMKFE3, 72U F2, DA ~Y—dEMAE L o727, ATH
A NEEAZWH L. ABE38HHICEPEE e o7z FFHIRA#ITEZETATUA FEETHDAIMZ ML TS,
[£%2 - 5] PCHICHLHZ AP L2 1L BB ZREER L 720 AIHAIWCHLH % AL 72 ABIO G 1EH A5, 7
WRHIOHE TR ve AIEFNE AuE G D HLHOBIEICHF G- LTV 5D H 5. HLHIZRHIZAE A2 & 03w iE
THO. Bz, RIUEESPRICER 5. HLHICH 372E B2 ARG T 2510, ZOEKKREL
LTAIHADSHHICBLLEDND b,
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P-51 HOREMEF X/ 5 REMREEHRD 1576

O KWl g M P BZ L AP ' S8 W HEgg SORm0
Hiv 2220w DI U e BN RS PR K
UK R AR R e N R R, ORI FE s B 2R N

GEBI] 3m6 » A% W, [BEARE] A, RE T2 [RERE] & HARAN BIEERP I ERE
Peo K1 A—=NVA N, AR, Gl ERMER [BURE] £ 29 TVEEFO 20 » AR HlEE o mEE
PERII 9T ABio BB b AST - ALT - CRP EF-2586i. 257 » AR EBEONEIRI G - 5 - BED Y,
NSAIDs CTHEEPL, 258 » ARFICEFE QMR - %0, 211 » ARFICESE 1HEOMERES X OFEZ D 725
WY NSAIDs I & 0 5 H T, JREBZ O3 » A, HABEOMEE - % - Y > /SHilEE T E 2
#o NSAIDsBIfH S N7z A3 1 E BRE % b EIRSGE 2 v &S MG EEFE SR % (SJIA) D% TY B
fro M BE ABEHE, AST 76IU/1. ALT 87IU/l. CRP 105mg/dl. 7 = Y F >~ 574ng/ml. sIL-2R 1050U/ml.
RF <80IU/ml. ¥iiHifk <40K. MMP-3 161.8ng/ml. $CL B2 V) a7 a5 4 »1520/ml. ANy
F ¥ PR 476U/ml, PUEE VUK 801, BHEs — 2 A Bk, B2 — 24 2 Bk, IL-18 24000pg/ml .
CD3+TCR a f +DNT 285%. AiMERIEHI MRICTI%. BMHik%R_Ed 20 . PET-CT CTld. fEBEEHSE X
OSHIRY) VSIS FE RO B Do HHIMAE CTIEET AR Lo AR TS E~BEORMILB L O ~
INERIZE A R, HOMREMEF & (ATH) 2/RB3 50 . HOREEF&RICH LT #HAT7a 4 K29V AR
%M % 74 TNSAIDs fkHe 12 C—HaBRi, Ak 7 + a—rho 3i%4 » HEE, J68h - K295 - T RBEIENRE - 91
)V OSEIEIE S X OYERUSEE (CRP 17mg/dl) 12 CTH AR WHEEBTETH ) PR S-3 5 b B
T ALETNNEFRONEMEGETE T, [VIgBIOT7T A VEGICTERNE S, Lr L, Z0H D BEFRE
% CRPEFHIIMBELTBY, Rlox7u 4 FRMGEEZ TEL TWhH. [ELE] REFIZIL1I8OFWDH ., +
A MHA YT 774 VTIEsJIAZRED 87— THhAHH, AIHR CD3+TCR a B +DNT EHZH-THD,
HOSEME ) v SHEAEBERE (ALPS) B X "2 OFFEE D EINICEN L, 5%, AT70Af FiE#EBITL
THERBIUREDOT 7 v — LN 2470, KBOBEZHED TV TH S,

P-52 Spondylometaphyseal dysplasias with cone-rod dystrophy (SMD-CRD) @ 5.1k

Oftle BZ ' g fIE L A it B Rl 2 M0 SRH PEsR L HEIR SRORHE
B 2220 e WU O e PN BER T S i
RO B A M BN AR, ? O BE R AL N R

Spondylometaphyseal dysplasias with cone-rod dystrophy (SMD-CRD) & JE# 12 F N 2 G 48 25 Vi =
DOREH T, MAEKROK Y R, WEHEAR SR EO®H F®moLER s v ¥y 7, RBEF. R 5
DOHFABEAET A b a7 4 — I X B EREHEBE - BN T R EE2MEH, BHNEET L LTPCYTIA BIET
DOEBRBEFHINTEY, CoOEMLRTIZI) ¥ OR#EER TH % CDP-choline pathway @ phosphocholine
cytidylyltransferase (CCT a ) 22— FLTEY), TORIRBEOREICI ) FEEOFHMNEHA 223530
LEZONT WD, BEETIIWIHKRD ) B ORDRER] % ALK TREBINE L T b0 RIEFNIAFHES » H THEE
MM E, IRl E AR SN T b, A 10 7 ARFIZIEE, IRARL % 580, WEECT T i MLl
RKEFENRILCZ ROz, YFEHRPite, M5OI HEMEY 3 v 7 2 &2 LIEg R, FLJ—
VFa—TRBEITo 2HMEIEDICUBRZI T2 L=V Fa—T7%2HE L, DBEOFHED %<
BAEIZMICREE DAL D 2 BB L TW b, REFIOWIZERL » A DI ARV KL, bk LA %
BT W7z, F725 7# HRFICHBEGARAEMIE L B SN TS, LEEEICY ¥ SBREGEA %2 380, A OM R
SCID & & Wi & MUBHE AR 2 47 o 7223 37 TR 25 OB E H 12 8 S %8 & BRI R D IR o 3
EH ) IIFRALETHEL TS, REEZRDTWDEHIIT Y ) — LNFEN 4T\, PCYTIA EinT 2R T8
HGWERZE LIz PCYTIA BIZT DAL THREEIRZ B3 2EFHME IR/ TH D . AEFNI S H O H
FEELTEBs TV LEEH L, ZOWAOKBZ T LD, THHNERZEOTIRT 5,
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P-53 LRAENEL JIA DRI IR ICMIBRREEI R PR E V). 7H Y LR TRENERL /-
HEMREEEHRO 15

OFH B, Hb K=, HE §iE. K W
FR LA, 2 &b Rbe g 7 LIV F—FE

EBI] 1558 e OmbEh & BRI A S 0 | 1352 S, EBIEE. BRI L /2. M4 TCRP 1.9
mg/dL. 7R¥E 50 mm/hr, MMP-3 64.7 ng/mL & SHEMHEAA S, HEEHWTI3HRFICLFIANABE L7z, B
FEHMRI TN BRI A 2T RO SN e o 2A5 M, TR, R M B B g s g & 5 g
JEARAFRD b7z HLA-B2TIZBEETH - 720 L BT AR PERE R PE BB %8 (JTA) L 2 L. NSAIDs, PSL
10 mg/day, MTX 10 mg/m*/week ®¥5-% Bt L 7225, S5 SOGB4, PSL 20 mg/day ¥ THiH&:
L7:& ZACRPIZFEMAL L 720 Z D%, #ERTPSL 2 Mk L7245 R4 ICRERISAH LA L. BEE62H %
OB EIR L 720 BEIEEMRIZFHHR L 2 A, GBS RO RS & 722 ) . 15 A2 3
7 &1 =7 (ADA) EAHITYHRINTFABE L7zo [ABEREBES X OWAT L] S ARFT /L -C Uil s B8 i
EBICHREE TR SRR B2 B, RRENICRE IO 5N h o7z, MEMRATIZWBC 8900 / 1 L, CRP
2.2 mg/dL. Rk 34 mm/hr TH - 7z 458 Xp TIE WAL B F I R L & B ZLBR DL K ATR O Bz,
7o, BBEEMRITIIANG R OB RS D 0. EE G REES RO b D ERrS, &ET
Za—I— WL L, mEEHEHE S L EEZ I L 72, Bath ankylosing spondylitis disease activity
index (BASDAI) 2271336 Td -7z, [ia##%#M] NSAIDs, PSL 6 mg/day, MTX 10 mg/m*/week % ki
L. ABEBIZADA 40 mg%#5 L2 2 A, BB L 720 % 5-Mit1 2 H#ICCRPIX0.2 mg/dL
WZIKF L. BASDAIZA 27 $02F CRHEEZBDz, [FEin] ANEEIZIE O SR HE KIEF A 7% < W]
W IZAR B 2 WG RS LN 720 BWAEN S 2 L 03 5o [ 2 5t o 7285 A IR0 70 B {5 MR A%
VETH Y, NIRGHEICIEDMEDOSEIX TNF EHROBEAZZETRETH 5,

P-54  WREIREOBREMEHR

O%&F . ik Mz
RPN N S e I S YN RY S RS i

AR, NRIZBWTH FHEBIEIJE (LUT SpA) OFEBESA B S L, WHROERR PHIEEDOYSE, EWFH)
BADOER DY, L) RWOBWA % IND X)o7z MIEMEFHESITAE S B EIPESpA EAEO K
ANBNZEE Ly ANRBITIIA AT OBBED G <. RMPESPAERTH 2 2 LM ON TV D, Al D THi
IR OFAE T, I HE O MESR I 2 ok L 72 SR PR HE 22 0 I3 JE B 2 i 9 % o

FEBNE 8 Mo S ZE D OB ZBA LEEWZ LK N7z AAOmlE L RIEOHIRD D D 9 230D T
S o2 3D ) =y 7 Zip L. BRHERBEfLE € 2 b, MBIV 2 Mg S h7ze
MRIZ CTHBMER BB BN ISR INE O L BFREGDH 0 MRS, Bl EHERICENY . PUR G
PITbNTH, YEENZ Lo 72, 6iKBEOHMX M, CT TIEH 35 5 5 6 KMt OHERH B 05 MERIE D D 1) |
G RAETNIC S50 Ay BEIRBOR K 2RO 721350, Bk, KREEIICSBHA TR, MEEFHEREZ
WL 7zo BRI ROSEZMETIIR L, BEERICZ L, MBI 280 TH o 720 B 5 2% KA BIH 5%
B DOP IO 2 r o 720 KIEMEIZ %% <. HLA-B27IXBEET, BER 7 Py EE, HILEHER b RO %
75720 NSAIDsERRATHTHY, 7¥ ) A T2HMBLIE A, ERITER L, GHE OB & K
TR OYGEE 2RO 72,

/N SpA D% {IAXTLAR O 5 ARV S8 B B 9 7340 0 B A 7 18 4 B ot B B3 e e e M PE B BT R IR 2 2%, AIE
PlE 2N 5 OILIEIZEBE T, MFEREIRD S #9 24F O FE#E THA XM T S HHITRE 2B Lz ok L, sk
FHERDOBWIZED & V) FFRLEBRTH - 720
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P-55 fifa s THR & h /-5 GBM ik EE D 2 R0 16

ORZH 28, A8 38, ~Fi0 I BH KRR, 5% di-F Pk oA, ol ROEIR, Bl i
GO AR IR, P 2R, EH ER. BOK B BRE AR, BOE Rk,
[E N

KB+ e /N e

FEBNE T 7 VHED 25 1 M H IR T 5% - BH ORGBBISH TH o 720 MG LT R WEIHIKALIED S > 7225, W
TNOHEIETH o720 B ZEZ EFICEREELZZ L. FRERE LTREEZZITTW2h, REICHEL. Wi
LY Ny ThlifzStbzz. T2 CTHbA355g/dL Tdh - 727280, FANIE H I SR~ & o
720 BABMERASEH T, 2 itk 7 S 2 I S 11, Sp021F85% KT LT\ iz HHiERE O T A %
BE i E <, WECT TR FALORBMEEZRD, HEPIIANEY T VAB~Y 707 7=V RERL
722 eSS X 28I & ZW L7z APBERER 52 1 B0 R IMEREG I % 17 - 72 3B o #7134
L BEBRG 2 LIES S E LD FIREE S 8 L7z, Mo B REICB W T, FiE CT THS 7
B ZEAR T 72 <V DB PEARAS C R B B I E AR EE R L C /2 ds, K& 22 ki 2> 720 SLED
BRI 72 X9, ANCA S FaETH o 720 BFEEIZ 4 o 72055 GBM PRt 3B (5.3U/mL.  1EH il
0~ 29U/mL) T& - 7272® Goodpasture JEfERE DN MG A TR & % 2 72, &2 CTHuiRMlio ket bz HEZZ, £
FTIRRATFOA FEMIZE2EBEZHEB L2, AFLVFL F=va 3L 2 (30mg/kg/dose Z3HM) 212 — v
T, Btk e LTlmg/kg/dayd 7L F=vu YWk TREEE L7z, 3MEMEOKA TIZHGBM Huiiii 2% £
2RE (5.6U/mL) THh o 72720, NV AFED27 — VHZBINL, WREFEAREE Lz, 51238
M ICBEMAL (23U/mL) L7z Goodpasture JEMEHAEDIEH L, MR - A5 a0/ F- Y7074+ A 773K
OPEHFESHER I N TSP, BERBITIEA T a4 FHEFITH GBM Pkl 2skatk & % - 720 B WikZ
8mg/kg/day 12k E L. MIEIRCTHEBET TH %05, HE4 D Goodpasture FEEFEIIIEHICHTH D, MRELH S
FPH T 7 VIER O IL e WD EE 2 BB I SO Tn b,

P-56 SEMFFREd B REETMEHIHE & Z2HR (SRS WT IS E - /- Crohn i D 13 5 J2 Bl

O T KM & AR AL duil F25 A% 8°0 5 OHH b AR
i AN R
RSN, LR AR A - 7 LV F— R SR

[# 5] CrohnWEB OHIZIZ, IV S ODOIER TH & v o Z2HLEHEIR Z b3, BEIMER D AD
FATTHHDAAEL. LIEL XIS E CICRIMZ 23 %, BEERDBENEIHED —D 725, LATE
WRELTEMTH B, S O ELEERE R VT WS, kT 2B ORAEICE Y. CrohnfEn
iR 72—BlafEBR L0 T, T %,

GEBI] FpEm Bz <O R 34ERT2 S B, PUBICH R TR 2 4 0 (R SRS E AL BE 2SI BL Uy 3 R B2 3 B C o
A7) SRR L7z SR 1 7 HallZE E/NBEHC BT A #al i) o Tl i A ¢ CRP Bl % $8 4
S, BIEREHREED S BB S N7z, M T CRP:1053 mg/dL. ESR:81 mm/h. 1gG:2782 mg/dL.
FDP:48 u g/mL. D-dimer:345 u g/mL &8Pk 5HE R M %% /R 3 2 SKIEFT A2 80 72, & H Ehuikiz v
T B D B2 5 7225, R CT Mg ¢ mls A i ~ 151 0 )4 8 2 I BE IR E B X OB o 1) v o8
HilER, BKZRD, SIEMEERENEED NIz, TS NS A & B8 M2 1T L. LS s
TR+ IRIEBEEB X ORKNIGRLE B M2 53 MBS 2 80, wET R T S i <
FE b B A VE W SERE T % 729, Crohn i & BN L 720 28R B CILI 451 F IR IGRRFE 3 0 S i 5 8 % 52
W, FEEHPEABEE LCRIE R o720 BFBRMICAT, REMBE NN O3ERIOHE - AR E HITHKE
BOBKTHPMERIN, REBEESH 725 DEEZ SNz, REHRD L QIEHRE (5-ASA, PSL) THEMFEA%
PG L7245, PSL:04 mg/kg/day (298 L 72K p COIERT RO TR A Dz, AZPBINE b EEEICZ L <.
RAEMIZIZIFX 238 A L. ZRREEARIT L7,

[ibRE] ASEIEALRE 2 29 ZIER O RO ISR B2 AT 56255 ). F 72 Crohn WO MWIERIZZ T
THEIMER LD R WEIHIAAET 5720, FEEMEABES BRI H S 2 5613 REMERIR B 56
bHHILESHIES, MEEZITIRETH S,
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P-57 FERER MR X DBERICENT « PEREL 7=/ R

OWH &' A BT JRL B el -8 SOk A7 bl jiRy
B RE—HRE AR T ORI B WIS A A I i
RS R AER A B RIS INE R A 2 BRI R AR A BE R 2 R JE A B B2

T P BR A A5 M5 9% 0 U B 33 1 3B e rh D IS TR R AR RIS O F AME D B2 flifb 2 & 72T TH B — . BNV T 4
TIXRBRERED —HICH . ZH. BRI TR, S - SRR SR 258 e T2 RETDH
%o BRJRIE SR B RE VS I BEERPE A IR A2 0 20-30% (2 & BF 95 & SN A DS, WRESIEO/NETOHEHIZ D v,
LT REERVE R R R DO IGHR I |V 7 4 7 2 9 L 72 /NEBI 2 BBk L 720 JEBNX 1T 2 )E. 91 isd. F
feoMERE, FTROBMESHI, FRRKREL., KMARIE. &y 707 VIEZ #2972 JuEdik,
PLds-DNA PR, PLSS-APURGIET, ¥ = — 7L VIEBEREZ R R IIZ A L 72 SSLEZ & #E I A L
o720 BRVAERE H CPURIZBETE7E 5 720 MRIT FREOMHIBEIEIERT /L% 52, W8 AR R & & b8 CThf
MRERMER RS & B L7 7L F=vray (PSL) BXUI a7/ —VEEET7 = F VIS THELER IS E
L72%% PSL#HRA AT S RO B B BEL AN, EFTRrSEL 74 T EBW L7z, AT 04
FAHBLOAF VT L F=va 700 AFEEICST, LETROIRZIIEEP L7225 W TR I b 72 1CE IV
T A TIHENHBLL, BAERET CH Do — MBI BEERTE R 92 13 Ay 7 12 BUF724%, 4RS00 IR R M ol Bz
KED A PR BRI X ARRBEREOBALERN & S b, T2, FEERIEME L L RBEEZEIZE L ICHD
TIERBOGHEDIHONT VB, KBNEY = — 27 L VIEBEOZHILHELZ- L, SLEOEMI DN S,
GBI A PHEO MBLRERANOHES TR SN, HELBBHSELET S,

P-58 BB FT BN IR & 224X ICR2WT S h - U E A B IR R O —Bl

ORI #HEL KR 1 2L @b % 438 BATFL B2 s
MIERRSEEEEE N R IREESE v & — IR NERN B SRR AR B N R
O R N R

FEFNZOF B DR X 0 BRI Z AT ) 2 EEERE I 2SE 02 o Tz ANFREBAEA L ) BPER A 4R TG T
B o725 MENCHRTES 7+ — 200 o 72 R R 2 REIFHD, BIERLELRFICENEZWERL
BRI o T2 VDO EEZZ L CHEOM X 2 EFRICYRARINE Lol BEEZERNICHRNYE
THhY. FIRMPREE. TR, FBIE. MEE. BRI v BhikHl R % 52D 720 MM A Cld A Bk % 72
L. F#EkIZ4%. CRP045mg/dl & BED LA %05 MMP-3 LA %L, CPK ERIZ LTIV T —FiX
AEWRIEHEAE IR T o 7225, BB oo MRI Tl B ol I3 iRo 3, Bh S Bk 2 & 729 ST
L L TCEmery-Dreifuss BIfi VA b0 7 1 —2 &N H T TRBEHEO MRIFEZT-728 2 A, FWHLHFEO
N % 5B 720 KRB O M AR T BRIV IR L CRBICEH A~ 707 7 —VORME, BXO
) UNEROBAEZBD 720 WFERIEKIZ S < AHT, MR S FAR D SSEMTL R %2 380 TO F A4S
FIELRWHTRTH - 720 FERIC X 2 BT )il R & % 2 ¢ PSL0.5mg/kg MR % BAkE L € MTX PR % BF
Mo ZOHMRIFT RIGSEMEN & 225 b IRKREEO A ICMTX kLT vy ~ru 7y v HkE5 %2757, B
11X PSL Z & Tdh 5 ASMRIFT R 128 U< & TR Bk & s Bmic & 5.
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