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|2 %5 = homeostasis {72 Td 5 TRP channel DFERERE LI O5NL L) Ik o7z, EHI2, F
EENAT 7 F Y OREIKIETH S [HVP T 7 F B SR 0 B iE R (HANS) | 128w T,
IR TR IR BASRSR, NWR E & 12485 TRP channel network DfFEIZ L V) . ¥
THIREE A EAGIRENERBIWICER ENALZ LI b, TOHFERTIE, /NEY) I FEHREDEHR
IRV Y W, A B/NRY) o FEDSBRRTREFELER L, HHO/NE ) 7~ FEEIZ
T TEDLH I HMEREPEE 272\,

H&E

HAFI504E(1975) BT ST KPR/ M ENBESL Z EhEER y y— - LY T b

HAAI524E(1977) T P T 37 KSR/ N VR IR/ A L v N S T e N B RHEE B

HAF1534E(1978) TAVH - IAVIMA—T— - 2=y - LTV MUEEEFHHARA NN PV 70—
HRF1554F(1980) R T ST RS/ N BB B /8 IR i R e /N R RS B

RAFI574F(1982) T SRS/ N R B

HAA1604E(1985) TAYH - ) —=AHaTAFINTIRFET A o oN—F—EEIFICHT o (555 B #d%
HEA624E(1987) T T 37 KR/ N VR IR /A e T 3 K N R B T

SR 34E(1991) [a] 5 i

SERE104E(1998) [F] #g%

SR 154F(2003) R T ST KPR B R e R R A R /N R R R i

SR 264E(2014) R TR ST KPS 0%/ E S R B AR AL R BGR BE 8 B &/ [ RS /N R PR R 23 Bl
SER274E(2015) ~BfE HEERFRFESR AWML E#RE £

SER284E(2016) ~HEE 7 VR PYESIEAVEHE B
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S1-1 MERERBZESA R T4 22017122V T

g T
SRR R AR A BE DR 22 FERE P27 A2 G PR 00 2 27

IhF T, HARMEERZFFS (Japanese Circulation Society: JCS) - J& 5748 i 1 15 A 72 PE 45
DEFERINC X 5 [MERIEREEOBEN A KT 4 ] (20084, PEE : B A&—) PHWS
NTE, L2l ZOROEFOMEZEH T 2 CHET S, 20184E3 H 23 H. [ M4 KIE
DB A FT4 1 (20174, PEE @ 5886 6®) 29584737z,

ERBREOZWICIZ. LI oBWHA o4 v ol s, KEY v <F%4 (American
College of Rheumatology: ACR) 2 & A48 #E (19904F) W HNTE 72, ACRHFIEHE
DOEFHIEFEZRZRA V MilTH Y, SHHU ETREZEREEL 7HETEX 5, Lol $HE FEIR
WWED R VIEFIODFEIIAMETH D, 72, BHERAICIZMEER LR ST Tuiv,
JCS2008 &2 A dte  (IHALHE) Tid. R 2 Wi e .o & L. SRR E ORI X Y BB irmT
HECThHb, Brk LT, FBIROWEZ A N—LTnAHI L, Hire LT, &R0 4 IHhKE
WZklk, BTV IT) ZLADBHNENTHALIENEITOLNS,

JCS2017 & M dke (Hrdkde) <3, Wb & SRR B TR 2 IR S Tw 5%, [HEE
HWTIXZW OB LML ED T SN TV HEIEIR S MEIERO A 7 TV IZDOW T, #Elk
1D EDIEREFRD S Z EDBUHSLM R o7 (HREEDIZODIMETHLHLH720),
RZWITOWT, [HILHECTIIBIZEM: F 723 IERMEIRE 2 280 T 7228, Fi 7z IOBE MR A HY B Rl
BNz, 5T, BREEDEZR RS FDGI Y AA X BEMHREDORH LT 52 LN TE %,
EFY T4 —& LT, HEHEIIDSA, CT, MRA, HALXH, @BFEZIRMAL TR, FHzl
18F- FDG-PET 2%Bit S L7z,

BERBREDOER 7T —F v — MZOWTIZ, TAKT B (Nakaoka, Ann Rheum Dis, 2018)
DFERL E2 BT 2, IHIBEHNZIX % 25 2 tocilizumab 25, A7 T 4 RRER 5Bk 5 3
#eLcEiIsnhsz Gy 521,

BRIk, EREOESRICI ) R ROEERNE T o TWwb 720, HigRZk 2.0k
L. FOEFT) T4 —%BEDAATZICS2017 WML, AR BVWEEZEZONS,

B

9 AR FHRFES AR

RO AE PR FE TR B

SERI04E AT RREE WHEEE

SFEI6ME R RS R FRESAIZER R RIEY ARG T

SEEL6AE FECRFEFTMERRE Rk - BEWRANE EE

SERI8AE FHPRFE SRR 0E - BERAE eI

P204E —a—F—2 - T A VAY A VIEFRETT e E

SPEE224E FARRFRFRESATIZER BRRIES B

Eg&f)ﬁ%kiki%@%ﬁ%ﬂ EER ST BN EICES)
P9 EF

EHMECRIER B Hio, KA %, TgG4RE M, Blis MUF iE

(EAGFES

HARNEES BAEWNEHEME - 15EERE

HARY v~FFa BME - fREE - FiHE

HARMSME - MifasRsss gl

[FRIETRZTE]

554 HEVR T IS ST SR BT

AMED  I1gG4R4:E R Bfse Bt

AMED 7/ A& - F 3 v 7 AWFEH
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S1-2 MLWHA RZ 14 2 DOTF TOERBRKEEDERER

HE] EAT
AR BR AR EZE & > & — W FR AT IS A PR

BRI, KEIR & 20 1RGFINE S HORERTICX 2 RE,SIME) T ¥ 7%
EXNT, MDA - HERIEZ R THRTH 5. BEHIRKII20K[BEDOT VT OELE
ZYEICRIEN S o FIEHERICIZ T E, S ERK,. SN, 2 EoEFERIERP RSN
Fy BWICRM 22 5 2 L A% v, BRNEERRA SO T &2 CT. &% MRIL FHE)IR T
I —RFDG-PET A EIMHEH I NS, R OZK 2S5 RICHEEZHIET A2 LT, BEDOTH%
T HETLHEEI NS,
BEBREOTLHEAIZIA TS, FTHY, W@, A704 F2h~SHez2kS5T5L5E
IR D SIEFT L EFERIZLHET S, LA L, A7 94 FOREBEETEEU EICHRIR
HNT, AT EA FIHEIRPUESLEIR I3 2 GHEEIERIENL. Th > 720 JCS2008 DIH 7 A
FI4 Y TEATOA FHFRIRTIEOSLREIRZICIE, REIHIAL, £ 7213 TNF BHEH % O
THILETATUA FEZEDL I EDBHERIN TV, TNHDOFERDPAT O A FilE
R LB AL NIz . AT 04 FIREEPUE %2 R 3 8BTS LR IR L THt
interleukin-6 2 B APLIAR (tocilizumab; TCZ) OERIEICHT 2GR EN, A 704 NiGE
EHNED S ZENRIZNHK T 5 TCZOERE. ZaVEr i3 2168320144205 HATHED &
N7zo TOREE, 201748 HIC TCZIE B L ER S & EAAL T BIIR 212 o A3 T8 72 1K FEAS
PR, REGEH & o720 72, HARMEERZGS L HRATENE KIS 3 % A0 4 [F
MEZEPET. 9AER D ICIME RIEBRET A R4 v OWETVR L SNz HiHA K54 0 TlE, AT
O A FREEPUEESICIE. TCZ2 2 h Y FIA4 Y THEHT A2 EfERIN TS, —T,
TCZTRIEY— N —DCRPRIMILIT~T A7 SND720, BEIFICEZZ Lo DVZTHZT S
LT, HRERARI LW LDPHETH L, A NI 2O T TOFHEZHNREDIEWHHED
ERRESBOBEELHEm L2\,

B

19914F 3 A HEURZEIRAERAE M LR 26

19924 3 H  HURURSAREBEH A R FERH B ) Lo B SO piT AR A rhagsB o
19924 4 B KRBORERSATESER A S (G AS)

19964F 3 A KRBURSEER AR IR AR AR5

19964F 6 H  KRBORFAFEETRIIEARPE - 55 3 WRHIHBEE (RAE=#d%)
19974£ 6 H ESLRBUREE - BHMEE GREWE - i8R

19984E 6 H  KBUF A >~ & —fEBRZNE - LY7o b

20004F 4 H - KBRS REEBEE S ARFTERE 0 RN B A BB S

20044F 3 H - KRBCRZFARAEBEE AR TERE o TR RE N B A S BGE T

200442 4 7 ERIAEBREHN £ > & —WFSET IR ER A IERERE - BB (A EBHEE)
20074F 4 A KREROCERFBEE SR 7ERHESRE: N R - FHEBI# ORIE—8d%)
20094F11H  RBORSERZFBEE SR FERHIEBR SRR - B CVNE—li#d%)
20134F10H  BRAHORREAER - S 2230058 E GME) ~ 201743 A £ T
20154E 8 A RECRFERFPBEE AR ZERHEBR AN RL - Rl (B HER)
20164 1 A EIZASREHN £ > & —WRZEpT A AR Bl - B ~BUEICES

=]

HARNBFESB AR ME, H ARG SBERME., HAREMSREEEE

EEEs

- HARPESS GE8Sarake) - ERBSOIME SEYE S BRRR)

© HARTEBR AR - HARNESR - il ES 4

< H ARG - R TEWES

- AARIMEEWESS GFRER ESH) - HARA B4

- ISHRHA# S GFakR) - American Heart Association (BCVS, ATVB)
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S1-3 NRICH T 2 ERERR DR & FRE

E1EZ =5
WK BER R U 7~ Fhat > 7 —/hRY o < FF

INRELEIRSE (TAK) 135 TH 255, ANBIMAE SAEBERE CINR, IgA M R CIRE
THbo 2016EDEEF AN OFEEATIZ, NEBHIFE TAK 2#131404 T, Bl
14, FBIEFEERPRMEIZI0 ~ 1R TH o 720 WUHERIE, FBE. B . W, P
. U URHIERZ ED ) B, BENFR DL K80%ITRD Tz NHBOE NI ET 5 R XK
BTHEH, MNETAKIZFHE L 722 WS #8132 <0 A D ZNITHE L B A5, /NS AR E 50
W OFTEAEL SN TV D, MAFSIERNI LI L C/NE TAK IZEMFRILL (24% vs.56%,
p=0.04). FIRBIEEEINEVEHESIN TS (41% vs.11%, p=0.013). F7-EHIRFHZEICES
RBMEMAIZE W (41% vs.11%, p=0.013) (Jales-Neto LH, et al. Scand ] Rheumatol. 2010). /NJEH1
OPELL LB WT, BEHKERS L 200 BITWEZ A U, B, AT KREIR. KERS
WIRENIFRT AN ER L L EOMEL H 5. BAE, JEAEGEE HGEME RIS 5 HE
MR BNTH/NEF O EZBE L TWwb, TAKIZBIF S8 RIE~Y— 5 — O EAITIESF
HITH A2 TEOZWHEMOMEIIC LY, EERIMERLEORK S NLHOZRATHETH
5o AR E FEIZHEE A, CT angiography # & €% CT. MRI., PET-CT (201844 H
PRERIGE) % EBEHTH %, INETAKOWGEH X, WDRETH 5720 /NEIF L L7z
T v AR L ARG OB D DTk O/NE TAK OFa A s & X )RR
R IIEOME % HIg T LEN D 5. BEMORENHZHWE L2704 F&, FHEBIER X
TUA4 FEE HWE LML U CORBEMHIBEO P I#BESERTH 555, BE LG
WWEDOEPEF, PIEREHIEPIH,. X7 a4 FiEREES, FRAICIZ. ¥ 7uhkX7 7 3 FiiE
PR b V) AT (TCZ) D BT 5o TCZIZHHERAITIX. EREIRISITH ULRRRE
JBE o TV REREIS & 72 o 72 TIHERANZOWTH . SRAMNE & Bt OMGED L%
THbDo WISHER]. WY 25RO WT, AREIZ S TIZO REIRKD S b,

B

1994 TR 3 REE R AR
1994 [ ) 9 Bt B R IS [
1996 TEUE T SRR R /N AR LA )
1999 ElES
20024  Division of Pediatric Rheumatology,
Cincinnati Children's Hospital Medical Center
2002.7  Division of Pediatric Rheumatology,
Children’ s Hospital of Pittsburgh.
2007 TR S KRR /N BRI B
2011 [Fi] G i
2013 R TERBFRFERBIER ) v~ FREY v & — 3 (B . fag TERRS NEREET
2014 WELTFERKRFREREY V¥ —/NNaE - ATFREEE » 5 —/NEREET
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S14 MHA KM EPRIMER

i 75—
i R TRVNESYNE S AR S i e e D AN S

INBIMEROFERIIEAE KE R L L, MRICRDZVMERZIINEHRTH D, kKW TIgA
M4 %, BRI, ANCABMEIMERDOIETH 5. Hi 29 B common disease. & 2% HIid
rare disease TH b, RFEHTIIFTHHA FFA4 v 25T 2, MRELEINRIE. ANCA B354 %
WZOWTIEHRT 5o DNEBZEIREIZIOROFIED L (. AL E2 BRI EAINL L
L\, DYETIXI00AREEO/NEEZEDFAEIEEINTBY ., Pl 7TLIRIZE W,
/NRTH HLABS2 Btk o BB 5% Lo, 2058 CTIlER80% S IILIV.VIEITH ) . JEER
KER & CDHEIRE X EPET HBEDVL Vo BRI T X704 FEZ UL, BRI
Y278k 2A7 7 I FREFHERERL M) AT ERNEE 2S5, BETHIEELI VRS
Wiz, HERRREOGIEIIHIEE L S RIGEILEIC R 250 % v, P AR TICE 5T
DESFEEND D, KA DT 5 KIE~ — 7 — DO EVEAL R BEFEIROBREIL % #1258
LC. EEICHEGEFMZ EE L 2285 MHTRETH 5, /NNEANCA BE AT %1220 v»Tid,
BT EEFA D S N zo K505 X, BiEH1 30 FIEER 13 10.75% T
Hoze F23/ANBMRMNLIMERTH ). LRIMERERFEEIIFRTHY . DIEORK
ANFARETH %o PP FRMIR % BRI RSN DD, L BN TR IEE FHEEC
FEET, AIED 4% DRKIBAREIHEITLTE D, WEZICBEREREREKBZOT TR D
FHRARDEBD—DTH b, A, V)Y F < 7THHEMIENLIMAT 5. LI MAS 51 N 3 E
FEIZ S WIS ARR S, ANREFICBWTH PREENIIFF SN S, 72, BIEREVWHICEEZOR
FIA L KT 5 & ANRIZBWTH ARSI L T 2 e ARIE S 7z,

&R

19934F 3 A AT 37 KR A 2R3

19934E 4 B IR TR > 7 —  /NERHMEEE

19964 4 H MRS RFESEE Kb ANEREEAS:

19984E 3 A HARIL /N EREE  BE

20004 4 A REEW I KFNETREGERE L ¥y — BT

20024E 6 H  KEFDA, CBER, postdoctoral fellow

20044F10H i RFEME T REAEEE Y ¥ — WF

200844 A BEETH I KFNETREGER Y Y ¥ — R

20084E 7 BEINRBEEME LY 5 — Bl - ) v~ FIRERREE
20144E11H IS RFRFBEEF e R AT /NBEES T8
20154120 W #Ein TSRS ERT

REDSFT
AN T NEEIEARE R, BRERS:
=(7

HAVNER 2 BME - f58E CNEEEREZE, &
HAB RS BEME - 85 E (FiRR. EMEZRR)
HARY v~ FF5 HME - s8R (FNES 7077 L%H)

i R B A T Y 5

FERTEE

HA/NEB #2558 - HFE CERERREAER)

HA/RNEY) v~ F %58 HRA

IR 2 e 2 B

E5]

20134F  HAV/NBEEERYS REFHEE

20144F  HAV/NBE A BHHEE

20154F 4" Fabry Nephropathy Forum: Poster Award

2012, 2013, 2014, 2015, 2016, 2017, 2018, 20194F  Best Doctors in Japan

HFLH)
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S2-1 SLEICHEITBA NS AL —Y 3 F VRO ES

e g
2N ERES%R BE Immuno-Rheumatology Center

COI0EMICH VB TD H/NB ) 7~ FHIBIC B 2 REHM L HREOERIC, PT U R
L= a P VIFRIERERERE D20 Lz, SO MEORER LD RWIHEEOMY %
Hig L. Wik TR EoEELB X O FEMEY BB LZEBN 2R Ay b7 —
7 OREEDHD 5N T Wb, 2017412 13 SHARE (Single Hub and Access point for pediatric
Rheumatology in Europe) ® 70y =7 b X W/NESLEIZE T A GHHEREIE R S, FRICE
W TCIX UCAN (Understanding Childhood (Chronic) Ailments Network) & \» 9 AL A AR - b
KTHRE L. 7T TIZBWTHRARORADIEE > T b, AFBITBWTE, NEEGELY 7
¥ b —=7A (SLE) Z#DOF5] & 2018 4FMATHAR S 722 L3R EICH Lve RO TIIHRED
SLEfFZEICBIT A FE v 7 A, BLUEWREREERISH 2 Hs L THIZER T S Tw 5 3ANI2D
WTH—=N—Eax—F%, SLEI&, BERWHER, RENT. HERVEY, BGE% EORBOEN
WX D FIRET Do BEIZMIEKITE L TIE20054E%5 5 20104E 1203 CT7 2 27 4 NEAEENT 72 &
DHFZED A, 30 A T2 2 5 SLEDIAE ) A 7 ICHES 5 BZWERNFE SN, 72,
MBI TOREIZE)SLE AW SLEMDOIEIRZ BIET B 20 Lo Tnwg, Bl
PRI Z LT DY IR EMEA S D . Toll kAL L O TRIA ¥ —7 z 1 v (IFN) 12
B9 5%, U o235k (THINE. BHiNE) OMIaEHIZER. IERGRRPERWDO )T IV AR
D3ONSLERIEIWCHGTLEELREE LTI+ —H A EN5S, BEE. ITNHDOH5 TR
PR E L72EH oM Z Hi LEIRRBRSBAFER SN TE D DWIFROERRISH 25 fF &
NBHER L LT, SUIFNZHEMERE / 7 0 —F VPR TH % Anifrolumab, [FN a 727 F > Th 5%
IFN ¢ -kinoid. BAifg %220y & L7-38%#] (V) v % <7, Blisbimod. Atacicept). kKT % 1%
1y & L7z Eculizumab., &%FIb&% (BTK HE3E Td % evobrutinib, Tyk2 B3 T# % BMS-
086165) 72 E3EIT BN 5,

&EE

FHSE  TEAR REH AR
TRAZE NREHI A

THERLEFEIERREE R

TR EHHERE 7 LIV EF —FR

TRk NER

7 O T, TR204F £ 0 BRI E R B L B

PSS

CHARY) TS IRER - MR
CHAERT VIVE - fREER - BME
CHAUNBERFS IRER - PR
CHARNRY) T s WE

- PRINTO (FRIN/NE Y o7~ F524%) & H

45



S2-2 2HMHIV TV IN—TADEFKGEET IERMEREILE
(monogenic SLE)

fA B AR BREGC AR MESE B KR

RO R R AR S IR R V)
RO R KRR /N - T i ) b o 3 2 Rl
S I R B R R 2 A U 5 5 2

ISP A4E (primary immunodeficiency; PID) & (&, JGRI Sz LRI 2 4 712 B
WhERLTHE-BETIREOBRKTH S, Jek. PID 1ZHERICH T L 0BISENRET HZ &
IZX o THRRGMZRTIHRBIELEEZ 2 5N TV, FESIE, BIRget 2 b v B C i
BRHOCREMRELZFEN, COREBMSIIIRK LTS, 2010 E2 51k, KK -7
V= OB RGBT OEEDNE S I, i TlE, 300 28 2 4 #fn - 24 2%
WEINTWVD, TODIXHZ, SFEFSFELHERIGEZETHHEBEZPIDIZUETALHIIHD, HES
& TEFERERESE (Inborn Errors of Immunity) ] EFRENS L H IR - TE 7,

—h, &) 5< b—F2Z (Systemic Lupus Erythematosus; SLE) 1. N F#{zlE & #
Z B, 2000 SEARHEEN S A7 4 FEEENT (genome wide association study; GWAS) 28
EANATDONT E /20 £ OFRBIEZERETHHE S, KRESIZREICHEEST 28R T Th
0. HRGIE, BARIEICDZ), 3 F SF 2R LRI S35 2 &S5 A
WZheolee TNHELDIAETINY TV MIX > TSLEDBIEERDHHINL —F T, #ifkXK
IR EENS LX) %, B—BETREICX ) SLE2SEHET 5 (monogenic SLE) Z & <
MHHIS LT W,

KR —r o —2 e sV — LT 72 EOFI2 L - T, monogenic SLE O J5 K&
BT L HESIN, TOLIZPIDIZHTEHINTWS, — /T, PIDOIFR—MIBWTH,
—ERDOIEBI TSLEZFIEL TWAL I EDRHMOEND L))oz TNHEMLETO—EHBIZGWAS
DPBEZHBET IO EINTVED, L OBIZTACGWAS TIXFEETE Lh o 2#Ein T
THYH. 5% . monogenic SLEIZ & o TSN LIFENH L EEZ S5,

AFEFTlE. PID. monogenic SLEIZ DWW T ORI 2585 %2 3 5,

B FEE

*F204F (20084F) R R RE R AR A B A B A3
FORUE R ARSI INHE 70 7 5 2
(BT S A 70 & ARl . BOUEERF BRI 2 BE AR s B ) A A )
Fi224F  (20104F) HOR R AR SN B R AR
T D%, Bk BRIZEROREL, L ERRE. KM Z & ek,
BEUET AL A 70 &Rt be) s
Fa284E (20164F) HO R RSN R R B
F294F (20174F) FRUE R AR A S AR SRR CRNERE) Regbe e A
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S2-3 NWREBMIUTFY =T RICHTBERANIN-THRERICOERS

L ¥ i)
KEZ2—F— 7MW~ v A F A ERRE MY

WHLIAOV S — THiNE (Tthihg) &, THIRRARA I RIZISEREICB T 2 PUREA OB EICRK S &
P CD4 THIFEY 7y s THh b, Thlllnid k) ¥ 7 SHBRNIIER S B IRl &R 5
P B T 2 ESBAIE BB ORPUIRC G- 35. —FH T HOYUEREAR O B CRERR
T TThAHRE RS ASTUAE L. BHINE O BIAEREICRE 2 X725 2 L THE LR BAIE OB,
HOVUREE 2 FHE S 5, 4, b b ERWMIMAICHEAET 5 g Tthl oM@ As, HOGERR
DIENEZ KT AN =D = LTHEHTHLZ N0 TETWSL, Bz, EEIR
BoBH T, IH Tth#lle o ICOS+ ML A2 L. & 5IZICOS+ i Tth #fl i o> 84
DHCHUERIRREDIEMERE L IEICHBT 2 2 E S L HE SN TS, X512, & MiH Tfh
AIZIE, RBUERKEOR 2 2 MIERDVTFAET S LD o TETWVE, KiHTIE, b
MR TThllE O 7y MZOWTHEEL L 728, oI KRTo/NEegkr) 7~ b —7 I
B LBEFOMAIZOWTITRBA L7z,

BEEE

SERAE THRRF RS RERE %3

SER 134 TR RFE RS [REWZeR R LI

FR134E9H 16 H KE, 7% ZM %5 A, Baylor Institute for Inmunology Research (X1 — S 520T)
RAMNNZ NIV 70—

SFR54E9A TH AL SHAANNZ IV 70— (F4)

ER164E6H 1H [@F  Assistant Investigator (B#fH4)  (H4T)

FRI64E6 H1H [l €= 7 a7 Directork FFE CE28FE3H KT T)

SERC214E6 A 1H [d_I  Associate Investigator (MEEIZHHY)  (H4F)

SER234E6 H1H [{ 1. Full Investigator (#dzAY) (F1T)

ERE284E3H 31 H I SREY 3

FR294F4H1H KE, —2—3—27M=2—3—7%, Icahn School of Medicine at Mount Sinai
(v ¥ M A F 41 EREKE) Department of Microbiology #3%
3¢ Global Health and Emerging Pathogens Institute #k3%

SERGS04ELH TSR REIE SR RIEEYS iz #ET
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S2-4 SLE#MFIHEI % L 7§ monogenic disorder (Aicardi-Goutieres fE&EEF)

] 5 A
ORI I N FH A BB 2 R 22 A0 ST AL B e /N JE R

Aicardi-Goutieres FEfERE (AGS) &, FIZ1EEMICHIET % #ia R BRMIE & 3% 3 1.
ARG CIZEEE OMBSEIR, MNAIK L, RERRA R 2 E2 5 E 3525 4R Tl kT i
PEEOREFDHE SN TV D, TMENITRLLEETH ). HEKLER B RS o
Wi 2% v, HORERE, FRICSLE & oM - PRI TEB Y, EBICSLEZ &
PR3 2 IER S FFAET 5o TR O R N#E (AT (TREX], RNASEH2A, RNASEH2B, RNASEH2C,
SAMHDI1, ADAR, IFIH1) 133 XRCHIRBHNERRAH L OREKICEb L EHEY 2 — N T 5 85T
ThHh), TNOOREIZLLIFEN- a DBFFELEIKREORETHLEEZZONTW5S, 4T
EEFHAZ B U TARIBIZBITHAGSOFERELMET S L EHIT. =7V —AITIC XY FIKE
fzf»—> (IFIH1) Z[W% L72. Familial chilblain lupus (FCL) & FEMEICHIEREEZE Z1E 9
HHRTHY, ZOMEERLSSLEOR 1M E L EZ SN TWD, BE#EET L L TAGSH
Ni#E(=T (TREX1.SAMHDI1) & STING-associated vasculopathy with onset in infancy (SAVI)
DOFENEIET (TMEM173) 285 &N CTwbo AGS I3 E % ) MFERIZED 2w Ay, 4l
TREXL#EAT-REIZ L 5 F—FKRNIZ AGSHER] & FCLAEBIASTRAET A KIEH 2 i L. Wi s
ORI EERMEZ MR L 720 AGSEFCLIZEDL S D, BIZRKKOATIRIIFN O ETUE % fF
9 “Type I interferonopathy” EIEEN L XV FVBEEEROEBELEZZ LN TS, ZTOK
BRI L CSLEEP ORI R ZET 5, H—B R FREICX 5 TMIFN OBMAREOARE &
ENTBY, IFNDPERICEREITHELBE LT WERALEZ LN L, TRIFNIZARY 1V
ABGRLEEIC LD FEEINLY A AL 2 THY, fic DOIFNBEEER T (ISGs) DHZE % e &
AR K & ENDH, EFEDT ) AT 4 FEEMENTIZL D, SLE O BEEEATIZh
ISGs A SN THB Y, IMIFNIZSLEDIREOARZE L LTHHEASINTWD, SHOY VRY
7 LTI, AGSZHLE L7z “Type I interferonopathy” O#iit %@ U C, SLEDH 7 % Ji e
R % B89 RAIZ O W TS T 50

&

20024F . HUHRRZEPE AR AR

A4, IR/ N RE

20034F, AT T 79 e /N e

20064F . HAARAFHARKIIERE £ > 7 —/NER

20094F . HHSARZER A BERE AR FER SE /N R CREFABEAE)
20134 X 0 Bilk

WG N T NRT LV F -
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20104F 4 H & Y e R KB R A ge RN R R 20 By Bh

20114E10H 1 H & 0 kil R R e Be R A 7 B E N JE Rk 2745 B Ji A

20164F4 H1 HE YD KKRELBEEEL> Y — /JWR-TLVF—D)o<xFEry—F

201744 B 1 H XY [ - BETFREGT

EZES

HA/RNER A URNERMEMEE, RERER)
HAT7LLVE -2 (7TLULVEF—EME - §5EKE)
AR w~F2#5 GRER. ) o~ FEHME - $5EK)
H AR e e 4%

HARER a2 GRaRR)

AARNE) < F3#8 (BE, T4 P4 MR EBEAERRER)
HA/RNBT7 LV F—54 (FF#R)

H AN G2y, H AN S22 M b s BT s 43,
bHEE/NR Y v~ F RS (%)

=l

19974EF L JEGRD & A8 S4Bl i 4

20094E 1 EIAFR— vV VEFREE
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AS1 Treat-to-target BF X DEER - U I v FHERBEDDE
FK I ]
SOHOHE T PR K Ko BRI G R NRo7

[RIEDHFEAEIANDHFGITHEST D | A==k FF )T VORI ZNZHAICEEH L T
bho THITHAHLLIX, BENW - Vo ~FHREERFEIZB W TD Deep remission % 2 TIRIE %
RO 2 < BT DT 5RAITRENICEELTH S, TO10EW, RIEOF A bar ha—)
 WIHE 7 HER IS T PUIRERE 2 BUR AT 9 B D HLA DS, Josef Smolen & % HLIZHE LA
DOENTE, BB Y =F20ihF 720 7 < FHEE TO Treat-to-target (T2T) 7 71—
Fid. BHEBIRI KRR VLR %5, &g ) 7~ b =7 (SLE) REEMHELR EDRBENE.
MERNEIED) 2 LTV 5,

AW SR BH OB R R OPUSE - RIEIIHEEDOEZERIC L ) B D 5\ id Deep remission 7%
WHEE 72 o 2RI B W T, T2TEEOE® T 2 & 2 A1, My EENRSHED Y L hav ba—
WIZTFT TRV, EREINLIREXEEDS. BIRK, HERN., RENEROATIE RV, B ¥
XFICBITAHT2TY) aXxAr7F— a3 YiZid, GHERCHE. BEERNZZE L -HEZRED
DINEDBBRENT WD, H A XD PEEEDHRLI0R L CEZE L OIME A XY PO A7 O
HWHEIY < F 2, 43 LD vital organ DIEFENREEDO L WIERBEIZBWTH, T2T HIEIC
3EMTFREETERLT Ta—FREIN TS, — ., EFMEETH D vital organ D&
EDLZWSLEIZBWT, ZVaanFaAf FOEBICBITE37 54 537 MIFEL V. PURIE
WCRETHEINHEFE-oTrZ v Yy FRRERZHZ LCTEZBIRIS, [ vaanvsaf FolE
Ml vy A4 VTR EINLEE T2TIRHEEZIRL TWb, QOLIZH -2 A 185N,
BRIERPYT. I D0Z I LD ETHMMIRE, cnod T T2TEKOS ) @GN Le7 7a—
FOHEELmMMEFT R 5o

WEWI/RNBOFRTH 5, HEVERFFEERI 4122w CTldinternational task force 7 & 82 D
BHENIERIN RABRELDLROVAEZRATHL 7200 T2T ., ZOEKEZ K4
EEZRITNE R 5 0,

IR

SERE34E 3 H3LH  RUERNF LR R RS R - RS

SERC 345 H31H RS IE RN R e e s . /N R RN

PR 345 A31H  EERRSREFEE T I (€45 54345342591 %5 )

SERC44E4 H 1 H  BESTESREENBRE B

PR THE4 A 1T H  FEFLERNRF A RE AR A (B NERS)

SERCLLAE 3 H31H  mARF SR R R R A B A FE B T

SERI1E 4 H 1 H FESTHERBENEEE R

P124E 2 A24H  EEEL GRERKFLIERNRFH-8265)

SERL34E 4 A1 B EAESIENRER/NERRTE

SERI4E 4 H 1T H N N—= FREEY F 7 7 — /N —JEHF3eiTiige B

SERISHE I H 1 H  BAES TSR BN RERRE

SER224E 4 H 1 H  BUERIT SLEE R RS/ N B BT R AT

SER23E 4 H 1 H  BESTEDFR B NEEHR R

S5 4 H 1 H AR E RN SRR, NSRS E
BIEICE S

FAE®s

HAPNBR 4 AAREESS, HRY v~ F5245, HRBRSIESS.

HA7Z LIVF =24, HANRBY < F4245, HARBHEBE K45,

HARGIEA e S, HARMA IS, HARNIGRES



AS2-1 EFEMRRMEMRICHED SESIRROEE~RBEDILEH S ~

=R L
WO BB BRRF A7 IR

A E) ERIIIRNRIE IR B ORI TH . RGMEE, FERG R A, WG RE e Eoh 7
T =K E NS FEERGMESR E) EEOFKFEEE LTt TEIZBWTIZYvaf F—
¥ A, Vogt-/IMI-JEHE, X—F = v MEFHVEIS LY 5O, IRWTHLA-B27 MEH 7% LI124E
UA2MERRAE ) R, B v ~F, RIEMEEELZENETONE, —FH, ARIZBWT
X, B b oz, FHEWEREEE R (JIA) 2. JIAICEM LRI Z2H Loo b B
FER 2 £E b 2o WA RIS BAA % (JCD . SRR METE %5 L) K% (TINU)
JEBERER ENL K ALNA,

CNHNRIZBITFAREINEETIZ, HEEROFRZDZLIZUIZEN, £ EFIDEEIZIEMAL L
72IREETZBT 2HNL v, TOD, 2704 FRFEG TRHEZEL 2 EFREERIZND
M EANBER KRN 2 EOABHE DB X ) RREDS X ) ML T 2FHD LIELIED %,

WA RSB 5 BRI O JE RGP R B - 12356 - LA E ) BERICH LT, THIR
BB eEdHF cH b 7aAR) v, ZFLTINFIERTHL 75 L THHEILE &
D, A7uA4 NP AT 04 NGOG T T FTA L7 IHBELDDOH 5,
INRERE ) BERIZBT 2HROEII I OWGHEHBTH 5 2 LIZEEN VDS, FFICTRARD
FREND JIA 72 EDIFEGMER &) BRI LTt RO HBEOEADTREREE LR
BIOLHDOATu L FHFGEOFE., OWVWTIIRENZEMIREOMIFE 2704 FIGERT
5 EMEPEDOWPICHGTHEDEEZ NS,

ARANE T, JEREGES &) gk, FRICJIAWC BT B/NEER, IREt o2 D LEH IOV T
IREBHE DA TE 2 720,

(BB IFATFYLAST (b23I5%) o@nid, BAARECHEA T 7 IR G d 0.
BEINAEE)FELEE R T9)

B&EE

19964F SRR R} SRR KPR B 22

20024F  HUREFRRER AR BAE T

20024F  “K[ENational Eye Institute, NIH Hff5¢ &
20054F IO =L > & —

20074F B EEFRR AR AR

20124F  HURERRERFIRESM BHEICES

FBF%= :

H AR &

HAMRIOESS GFHER)

HAY L a4 F—2 2 AFETRESS GRER)
H AR R

H AR AAEF &
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AS2-2 EEMSEMEHROGHE~SNEIEXEH LI~

LA A
I B R SR B B B LR TS B2

FAEVERF VRIS 25 (JIA) 13 165K TIIE L 72 B IRNAH ORI 25 2 vhiA% & 3 5 et
BTHbH, BB v ~F P oM HEETR7TRICHHE SN, BHRIZEORLDRLE L6
ML LRSS %0 88, B R EDEHERE ELTLEHRITIEI I VaarFaf K, %k
*EETHHERITIEIA DML I — MARIEOENE 7 505, HERE] T AW A0 S A3
ENb, BHEATTIEZ, EHRMOEHERICIZ I ) A TEDIFF <7, LREIEENEZ
BTAHMMAICIZ N AT, ¥ RNVET b, THF)ALAIT, TNF LT b OEER#EIG &
o TWh,

AREI) BRI, HROENT 23T RERICE )RR L EBRYED D 5 JIA O EE 2 40k
FETH Do AWRFRZIMERTHHEN D)., JIADAT%~ 205%. & DHEED D H A%, 2016 4E12
AIFO/NBY 7 < F 2 EMHET 5 150 (N=726 N) ZxRITAT - 2L TIX6.1%72 -
720 TORBAER, S, BEHRAS L ) RPNTAE. V%, PuEdURRENE. UV~ A IR
BEtE, Bi b)) SAERT T FHURE T E R RS &) Bk (JTA-U) o) X
JHRFELTETONS, JIAUDBWRHER O P ILEIZ5 M T 7% E TI280%. P 238
POTHEFTIZNNDRRE ) BEREZIIEL Tz, RIHFZIZ VG 57285 659% THIET F
IR ORBERASNT ., £ DBRFIISRE ) BEREMEUALL Tz, £ < BB kg2
BERPICREINVRREZH SN TVBE D, 5% M RISIERIC, 20% XM BB IRBIC D
AEIRKEE TR L Tz,

JIA-U R, BAEROWEEIME & 128783, IERZZD VAR TCRFELZ LN VW LB LN
&, BEIRFIERICODRET A L, HETH ) — KT L2EIERENNEEZR 2 & DS wn
e E/NRREEIRBHES ML CHIRICH A L IZEETH S, TRBREEICIERED
B9 % F0E L 72/ ClI R BT RAIIE T A W ReEA D 5 2 L IR Z A, JIA Tl
i 2 DIGENEIZ Do 5 TR G TR D 2O TEMM R IRFEZ 217> TTHL 2T & 2 2 A
72\,

H&EE

(PR - BHE]

20014E3 1 RS E P E LR

20014E5F IR RRSEER IR ke NERHTHE R

20024F4F R E#RENT BN DR

20044E4 ] i BT L LAR T RO e/ N R

20065F4 7 JATF HAR G BN R

20074F4F RN ST AL AR BE N LR

20084F4F  HER R b/ NERHZ T/REY) T~ F ik

2010441 TR ERSRbENERE R

20114E4 1 IR RSFREEBEE R IR EA LR NER Y Rk - 2 ) = AV v 7

[EFIE - BRI LE]

HA/NERASEFE - f5EEE

HAY »~FEaiME - fFHE

HAVNEY 7~ F R o/NR R E R A WAL EE - FRERE - 1A NI 1 UMERERARER

(Gl
HA/NERAS, HARNRY v~ T4, HRY O F2a, HRBKRD 7798
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EX-1 2 5REFHFRMEHRBEICS T E5NKHROIL-18 > T HIVEERIC DWW TOMR

OR%E 5. K6 5. M 1 IRES R, VA Bli—. B 2, B RS, Ohik H—
BE T SR AR B R AR JE R S8 2R U /N L R

[H] 45BN B T 25 (SJIA) 1358 B, 55, WEZL SoREREZ L L, Hicv oo
7 7 — VHEMALE R 2 508 50 WROMEIZTTATYS DD, REZOFEKIIW SR> TV,
SJIA TG IL-18 28 Eifli & & % A%, IL-1812 & 0 BRYG & 1 5 NK AL Ol B 5236 14 %2 INF y BEAIAK T LT
WD EW) FIBVFIET So 72, sJIABZEICB VT, NKANLOIL-18R g D) Y RALEEE SR ICHE S h
TWho STk 413, sJIABREZEONKMILOIL-18/IL-18R ¥ 7 F v Z T L. BPEFE IR R #5858 & oo B 2§ 4
L7zo [D78E] UBe ABE/AEkibirt o sJIA B 29 N ()3 / F3shE6 N, (GHErP B 0 #E7 N, BB
Mg LEEIOAN, MR EMIEON) R & LTI 21T - 720 BEIM &L Y fllit L 72 PBMCs (24 L rIL-18
TRl NKHN (CD3-CD56 + ) DIL-18R Fifi v 7 F V451 Td 5 MAPKp38 & NF k BD V) » b % &F
fiL7ze V) YERAbidE R L L, M IL-18 R HRR AR & DM % A7z WefRIC, % APBMCs & rIL-18 % 3t5;
F L2 rIL- 183 A5 MAPKpP38 & NF « BO V) VAL % 384l L 720 [R5/ £ %3] misIL-1814HI1X. #)
/TR TRDE . WOTHBFEPHEE LD ) B, HHEPEE R LEOIHICE 2 - 72 NKHRZIZBIT 5
rIL-18 8% > MAPKp38 & NF x BD ) Y EALOREEE X, flH A & X, W58/ R TR UKL, BT Y
Higd e HHRPEE R LEEONEIKA - 720 W REFITBT 5 ILTEIL-181H & MAPKp38 & NF « BOY)
YEALOREIIZH OMBMETI A AR STz, rIL-18 & RGO ANKME TIX, LR5389 % rIL- 181 I
KAE L CrIL-18 M D MAPKp38 E NF k BOY YBALIZE T L Tw/ze T H0 6, sJIABFEICBVT,
NKHFE O rIL-18 1% 9 5 MAPKp38 & NF « BO ) bk E X, MG IL- 18 HHIC L 2 2k D DOTH D,
MR E G PR INF p sEA & v o 72 NKATAERED IR T ORK TH 5 L E 2 bz, [Mam] SV sJIA B &
ONKMNLTIZIL-18 Y 7 F VEEN D ), ZOREIXIMEIL- 1818 & BOMER D 720 ZD Y 7 FIVEEEZ
MG IL-18 I X 2 2K D TH Y. sJIABHF BT 5 NKMEFEEOR T ORKEEE 2 5z,

EX-2 2704 K&dhit U A F-/NBEIRELBEMTI U ST =T XD 10641

OV ORI At e R 30, B S5 &k & ik L l $oai
gk B Bhik H—0 o8 A

VENLE BRI SR 7 — B v~ T BE R

i SN N e P R e S A

T YEOaVFaRAFOA F (CS) & &HMT ) 7~ b—F 2 (SLE) OEMMEREOEERED
—DOTHEN, NNETREREEESOREHANMEE 25, FE, 3372/ —=NVEE72F 0V (MMF) %%
7a) LA (TAC) ZETHBEAOBELICL D, FEINZE CSOME - PP HIfFs i Tnd, 4M, CS%
kL 2 72SLEBFIZOWTHIE T 5. [HiE] 20024E3 H 5 5 20184E3 HI2 Htiik ¢ 7L K=V~ (PSL)
ZHEFEE (0.1 mg/kg/ HEid5 mg/ H) 25k U 2 72 SLE B3 OS5 & R FE % 5 7 BIICHES L 72,
[ 5] WIRIHC 2 S M2 SLE30BI D 9 b, BIEMIH 14E L Lo 28 B0 10461 (35%) ASPSLZHik L 2 72,
1061 (B 476) OBWRERIIP R0 (72-1287%)0 MV VIREEREEEE Y = — 7 L VEBRROGHZ
B2BNZ R Fzo W BB AR O LR TALL B, TTALL B, T 3B, TI+VEIBIVAI2 B, VAI26]C
Holro BWIEEARBIIATOAL F/SVA, KEEEY 20K 77 3 FH&96, 661247, #&IIPSL®
FaAE P RAEIZ 30 mg/ H (2055 mg) Td o7z TaffE AN S PSL OMiRe R FE E ToO H P JEiZ10 ~ H
(64-30 #~ 7). PSLAEHROWIMIZF 176 » H (107445 » H). PSL#HRELGED Sk TIEF274 » 5 (58-
502 7 ) TH o720 PSLHTIkBHIEEF D, MMF., TAC. TAC+MMF O i3 4&9%1, 06, 1#TH - 72,
PSLAEFFEFE F T 2HIDHIIZ L D PSL 2 — Il L7z —F. PSLWNBG2 Sk T S 512k
HOBREZHM P IAE256 » AICBT2HERNE R o7z 261 (B1L]) deaeh R E2ER L7z, PSL
Wik PR AG R & o BIE ¢, C3 115 vs 835 mg/dL. C4 14 vs 19 mg/dL. $tdsDNAHLA15 vs 10 IU/mLo
SLEDAILE, 0 vs 0 CTd » 7z BT PSL#RBMGLIEDOFHE 2 A ERRIIBD Rh o 720 ok Ry,
B .03SD. % 05SD THh o720 [#Eam] MEFFm D CS T COHREWEEIMES — ML E L TWwASLEAFEICBWT
iE. CSEMAFITWIHAFIETE, ZOHROFHEDARD LD o7,
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EX-3 /MEEID T L VERBICE T SZHMFIRDORE

OWIT Bz, Wi R, 205 . WG Shy. 227 i, B
TR K 2 R S S 27 UM B e

[T5] AN Y = — 27 L VEmBE (SS) 2O T & 20184EMM I E Nize TOBMICIMKBREIE TN
A EONGMBRAE R ELTREPI T EICHR ISR TV AR,

[Bi] /NEBISSZH D T-5] & 2018 4L % 24 ITIKEBE OB W FIEIC > W TGN %,

[J5i:] 2008 4F- 7> & 2017 412 I TR 22 B8 22 5B Y s e /N JERECRe I L 727N SS10 44 o iR 1§ 3 & OB bl
xRN L 720

[ ] Wi AE RS P Il AT 147%. LIEAT84. — UMD 5%, RMEAS K TH - 720 BIERIE—KED 34
DARTRDIzZ, IV —REBIT I THEAT L ZRMET2 4050k, 72 BRIZ 94 T T L — kM T14. R
HTIHDBEETH 5720 —REICBIT 2B RO FFRIZBEETE. KK, H2%% SIgGUUEZ &, BIRE R
MsREZ G 72, MR, IgCA9BTEAE. Vo~ M FRF274. PiSS-A £ 7213 SS-BHitk73944
THETH Y. EFITIER 2T 228U ETH o720 TVE/NERIRAERIZ8HBHEETHY, MRY TR S
714 (MRS) %hifT L7-fEB T2 6 4T 5 40 TH - 720 MRSHUBID D B, 20 THEBELTH 720 F
72 MRS FEHEBNIAER TR L 2 0 BRICE - 72

[#%£2] AWECTIXEREEIRE 5Bz —FE 3, BRERP 2 VIEFICBWTHSSERET A LIFTE
T ESHERINL, £720 MRSOBHERNE L, BRICAHEEZ 5Nz, &FITiEA a7 2 mk
2otz e, ANRISSICBI2BWFME LT, [(1) SSOWFEM:E %) Ha, Mm% iifr3 5. (2)
Mg 2 37232 L Eog4a. MRS 2473 %0 (3) MRS2SH D4, 2 OIE . TProbable SSELE & 31
T %, (4) MRSSEEMED Y& O A IVE/MERIRAEREBETT5] L 2RET L. AFMCTHREZITZIE X
D AKAR BE 22 BAE T SS & BT & AT HEE 2SR S 7z,

[iam] ANVRBASS % 59 SEBITId, G A 2 7 232 S LL E OS2 9 MRS 2 #ifT L. MRSAT AT %4
DHERERET 52 LT, KEEIZSS L ZWiT& W REMEDSRD S,

EX-4 HREONEIV Y FRHEBEEICE TS, BITEBO-DDORIKAE

OMME M- VIR Jle—. RS R, K7 &, 5 Bid, ik 5—
BT SR FE A T /N I PR 3

TR ANEY v FHEEBE, BROMERIC I D AEGTEIYGE L. A LIRS G R KR Y L L T
LEENMITBY, BAXESEELREL o TWnh, WHEFEASIIBVWTBITHERIZOVWTOT —F
YITTN=TIELN, HAFFA v OEMLHEA TS DS, EBRICIIHEZBITOEBIZIES TlE RV,
[B] YpezZzho/ngy o< FHREEZOBIRZIERT 5, [HE] 20184E5H 256 HIC Yk % %%

72165 L Eo/NR ) v F R R R N RICEBIRE A 1T o 70 RER O A IRER I TR -
72o BMEHEIZ, RMABITF oy 70 A FEIIIER L. AR - BEICET 5 A B KA REOR
o, C:EEZEDII2=r—Yay, D BEEBOSH, E: THPKOEH, F: BHEY - FEM oM
RSB (MR, WRMEZ &), G HEAN, H: BN 2 BITHEMIC O W T O8I H OERE 2 4 L
7o [RER] WIS & 213 5 N7z B33 87 44 (AR M el 20 7%, FEow IR vh e fii 124F, 14634 (72%) )
Tholo FEHRONRIZ, JIA46%,. SLE21%4. JDM4%., MCTD8 %, MEZHE2%. MEEIRE6% TH -
720 46% D BHIBITHENH > 720 ABCDEFGOHHIZ, [Ewv] [HRf->Twa ] LEELAEAR.
92,81,87,51,79,37,84% CTd > 72 DTIE [ TN HF 72\ [Si3 A WASE | L EZL7205323% Tdh - 7225
FCIEFMZEIE5% TH o7z HOFHHIZOWT [1EWw] LNEL7-0D1328% Th - 720 47% GEkH YL 495%)
DOIELH LG E 15720 3% WBATZ % 2 Tz WEHEOBITHEMEREN TV E, RAOEKED FHV
N H o720 7o REEPBITEEZTVDLEE, A% ICBITHEDN D o 720, REENPBITEEZ TV
BWHEDOHLIZI6% TH > 720 [KiFE] UBEDBZ TN T, HEREOEHE, FEMORBESML EoBH
BARTHTHLEVRGHROMETH -7z T2, REHEOBITEN 2 R 5179 2 &AM BT D —
M s e SNz, 5%, SR EFEBTHELZITV. BITEHE ORI AT R ITF v,
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EX-5  HiMDAS HLiFIGME 1% RS 5 K OB EEEP ICERTE(L U 2@ EaL — 7 XS] L
DYx< T, MPETB/HIRIHL 72161

OLB = i B/ Rk & &1 % I &
S RWSNRER Y v 7 —ERRIE - T LV F — R

[1Z U i2] BuMDASHUARME D EAETE R B 2¢ (JDM) Rkt - e IR 2 b SRR L — 7 2 (NP-
SLE) X5 5 QFHAHEL <. BMRHBICB W THELRHAKN 2% 2, 2WBEOEHAOREIHTH
%o JDM, SLE. MBVEVEMi%oiE#FGH A NP-SLE RSB L7225, VY F <7 (RTX), IMAERH
(PE) 12X D RSMAERAN L, BIFRER2 & o2 10 &2 M5 5. [EG) Ak om. &8, X4E12
ANVIEEAMET L X+14E 3 H ICREB A BTN #ELC 70 o 720 7 H O MR TR MR Sl 2 & M b ~HA %2
Ehotze MPHALBE, Iy bu o8k, BIEARE L . EMMA O I % o 72. MRI ORI T2 iR
MR Ik, . KBRS BEIRIC S 58 % G20, SERSLHT R 2 5 JDM & B Wi L 720 P MDAS SRS K
T, WEBCT TREE FIZT Y Ao MT AT ) H T A, WEEMEZ &ML 720 &91%
IYFY b —FAOSHEELRW LTe AFLVTL RSOy OV AEEE S 20 AR ¥ A OFEERGE,
KEGRIEZ T T VEHEREICE ) RE, BERIISEE L7225 SHICARRZRA, Tk, MIEaE. %I,
RGBSR, FLYERREE 2 O RAER DT B L 720 S I & 3647 L CRTX (375mg/m2/ 3., 4:8[H) D5
PE 47\ 120 HIR ISR MERIE e U7 ze ABERE &S HEIR AR L 22 B o Bt ) RV — < L PHifk. I
- BEEPINR2PUED G TH 0. SRR ZRIVUNPSLE L 2 L7z MEREEZ AL THBY . &k
PIUKRAT 7 I FEEERIRE T A7 a4 FEQEnE. PUE R E PR L X+14E12 HICBEPORREE L
720 BB MIEHTMDAS HUMAAM, MIEHLY KV —~< v PHOAAT, L5 - BEEPLNR2 PRI T L 72, [#
%2] NP-SLE O Wi I Bty RV —< 0V PHUR, ik - BEEPTNR2IUAR DA HICTdh - 720 HLMDAS HLikBy
Pk RN 45 % £ 5 JDM % NP-SLE I2%f L TRTX & PE 3 &I & 2 0 155, IMLiEHT MDAS UG D HER A
WVRLE NG Je D p IS BN L CTHE T - 726

EX-6 Self-limited T& > 7=NLRC4 DFHH SNPER & 5ok 2l

ORGH BoE ' R AR, Ly HE— ' APRHE HRE B il 7 R
S gz BRI BIR Y sE WIS 2 WA VE/NER BEOKC PR BB W Ho!
VML RANERE, P RHRR R BB TR - AR ANE R, R v —/NER

NLRCA g i, ESHRE, O~ 707 7 — IWEMLEREE TL. ZRICEZEROMELIL L ML
HIL18 S W2 /R & S, EWHFREA O D MG SN Twb, Sl 4 1d, CAPSHIERZ 2 L.
NLRC4A \ZHBLSNP % B 7275, MEEEFGBBIE CRERPSHRMN AL L KRB 2 R L 720 THET 5. [FEH] 1
R [RBEE] B PIICERAHO % % B0 Twiz, [BERB] 142 H 2 5B B 1%
57 H 2 SBEICHBORBEEEDDL IR ), 162 SBRAE R Lz PUiE 2 BT S izas
FRBNE Lo 720 1IRT 2 H CTHIRIC ARE. £ B HMIEALBEDOZ W TPSL % i/ L 7275, PSL 1.2mg/kg/day
TOHORERIIIMILL 7220 BRHTRAABE L. B8R, S E CT AT L7223 HIE Ro2 5 $F8 L s % i
5% L CRP B A Fi e L 720 IS IL-18 & 3 ~ 475 pg/ml & @i 2 7”8 L 720 CAPS % %k FUER K22 12 A% T 1
&2 KIEH L. NLRC4 D SNPZ % (p.P338S) #8072, T DMNLRP3 # &L A BRIIAD Lh o720 T 72,
HEAEROBBUCIZFR DA RSB D, KBICIIERZIRON S hd otz ZHIRBIZRIFTH - 272 MR
BB L Lo 21D AP OEEMHEEL, 2T AUREIERHADL RO LR ), CRPOEIR{LE IL-18D
800pg/ml F TOE T # MR L 720 BIEIRFRT 22 L2 100 ARBLTWS, [££] NLRCAZROH
EHEID XS e~ a7 7 — IIEHACEGERAEIR, B 2ERIIREB PR 2o 72205, IiE IL-18 2585 <« BRARIE
K5 HARANLRCADE IR EREMED D 5 L ¥ WE 2 720 LA L. FEKFETE o Z2RRBERAT I B W T,
MONLRCAZ F % THP-1 ICERGILETEALZLLAWT L0 & FRICHIIGI Z 780 7225, A P338S % &
ALTHWT EEDHD SN o722 L5, P338SZEFRIZNLRCA D HL SNP T 5 3 B MEIZ v &
%270 HOREMEBOZEIIB VT, BETFHRAEICN A in vitro DBE D WS L OWREMIHICEHTH 5,
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EX-7 MRSA B, REZERSIC KV EIRD B4 S h 7= Bechetim D 35

A R SR EE ST KR h A
O T ERRC BRSO ) 7~ F e v 5 /N Y o F R PO T R B N R

Behcet J% (Behcet's disease; BD) (ZFZ)8 - Kl % i OB MERIEZ KAE T A & H AT, WK E L TEIEW
FIRTI 2 EBGe7e EOBRBERT2E 2 5N Twb, BREEZRKIZIE Staphylococcuss HAMANNVRAT 4 VA, &
7o ENE AR R NME# OB 528 F 5 b, 4l MRSA &S, LR 512 X ) BDIEROHE - &
B ROZ3M (BB, AERIF, Sen16) 2R L 720 THIET 5. ER IO, 14EMFikt
T HEERTEIIENES 2 FFRICY L v ¥ —2 %2 Lzo BD ERERIZIENEE O A TEWHI L L7, B~
NRATANVAEREGEL, ANV F UG EZRB LR T, A7 04 N5 CTRIERDHE L 72
 BHAEERICEERLABICHEH LI 294 29 YRPTEEE (MINO) OS5 CLIPENEE 2SR L,
PR oK X ) MINO IZEZMED H 5 MRSA D3R S M 7ze EZEDOH 5 ST EHIOWIRANY) D B 2 fERIE %
LB TV, RIS X > TR L7z JERI21Z 7B, ERI3IE 3B Mo -6, 261L $ HLA-B51
TR EIBEREA L, BEMEEL, HENEEOZON Y ¥ —%2 %35 Lz, ER2IEFRERDO3HH %
7z LAAETIBD &Sl L7z BRERFRPHIRMRA L ) MRSADSKRII S, STHEAZIKG L. BEEOHED
WHELE KX SOM/NZROBRL72, ZOHBaVeF  ONREZEBL, HN%, BEELEOHEIZICT LA
LCTWw5, fEf 33/ EIEES 2 &0, S BD L3 L7z, LAED R L T EEBERDSST GH O
PR CEEPL L 7245, A ORI WIS BER R L 72, [F%] BDEE Tl hEkodEEfe - ARGk
DILEATRIE S, IEHEALFHP IR ONRR BERREBIZHG L Twb L EXONL, 7 FYRKIIFHAEIS
532 RHOMEED—>E LTEXZLNTVEA, FHDIFNIBVTIE, HAREOTEMLIZMZ T,
MRSA B ARER I A2 B4 L 72 & & 2 720 BD OFE P IIERD G T AHIGE R EL RO E. REH
il 2 5 b3 2 AN EAHE D G- 2 ZETRETH S,

EX-8 REVBAICBEN—F v MREBHShAEZ7O0-2KD 16

OVaH RAS, B mad, 5B Rk, RIE Y0 Se, il A4, 38 n], S B3
HHNRREERRE G v 5 — RGeS

[lFroic] 27—y (CD) EHBER—F = v Ml (BD) &, WINHIHLEOL RS 2 188 L L.
FENT 7 & #EEITERLEE, BIRT 257 E OB EIHE S BB L T b, 207201 NSRS 0w BLR
ECHRNLRFTAI S ONEWEE, EINIGEET2H0d 5. SIENMICHEEBD & L CHEBESNZDN JE
RFFIREFICCD & B L 7ER 2 R L 720 CTHUS 37 %0 EBI] 134 lEe X-24E 12 H A 5 Wikt Y 70 itk 24,
TR WRRBEEE. U O D D X-1E2HICEREEWRBEEZZ Lz, S BMALHENT 74 bl
BL720 WHEIC X 2 2HILEBE TG S CEMIE~ IR OZ 5B E MR S 7z, ARE R
TR R %2209, HLA-BSIPUED M2 5720 A ¥ TV v, RBERBICLLZMEPHE LT, Rgd
FIBD OBWiME A7 L2720, 7L F=vay, I F UABNEn, EEEGEREgEL, 70
ABIZT L F=vay, A4S UpHEEh, IV F rOARDERE -7 LML, XEELA»S1HK
W FRIATF#E L XAE3 H IS Y Be~fAI & e o 720 BRIRFTHL & LC. ALPIC CD I HEBY 70 (AR Bz M5 &
N7z, EHLEZHERELZL A, MEEmICEAR. KB ICHOERE 28D, S STk & b Izt
B R AR SNz CD & LTHEBEZITo72A% focus RIDOFEDSHBL, BRICATF TV V2507
AARMAE DB G- 23 U7ze [E8] REFTIE. BN CD IR 7 HEE S R AR A DN o
720 F 72, FHMEREED) RBD AR LN LA DHOBW % X SICHEC L7 CD COR_E AEE OB
KIZ30%HETDH Y. T/2HLA-BSIHUE OB TERIZBD BBE TR 60%. CDBET24% 72 o728 W) Misdid 5,
ZOOWNHRENT AT 7 MR EDOARDYE. CD EGEBD & OENPEEEE 225, AT Y U AEIE
1 ~2AMBLVFEL, AT704 FERGICEXVIERIYAZ SNLEZ DDV EBPLELRETD 5,
CD LS BD &N AR EE RS, UEDLI R E Yy b7+ — V2 EHICHHL, BEELIT) T EPEET
H5bo
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EX-9 REMSYA bMHAME. BEREEZZEL -KARSEZFERED 15

O ity IR ' Ok B2 Z W ARl HFL R R S
B 2220 N it REF L R EAE L S R BRD R AT
AN, PN B

HCRRR AR R R R R e N A, 2 TR & bR, A I A § S DNA BFERT

KARSEfZTIE. BN - I+ Y FYTHOMHIZBWTRNAIKY Py 2557 3 /7 7 ¥ I)VIRNA A K
BFEAZI—FL, TOERIFICKHMZEREL RTHEITMON TV, LAL, BFEIFI VN THZE
DEF LRI HRE I N TV D, ShFR L&, KEEEY A Mo A Ve, BEEREL ) FFR s %l
D. BTV VEFICE ) BRICE > 72 KARSEIZ T RERED 1P 2 FBR L 727203 %0 ERNIL3MKR
Ty ABRL » AR X DAREIA R, Moro FCHHFEME, WM EERE, W4 B = B B AL 2 520, EETT + 10—
Ty T ENT Wz, FENRE - KGRI FHEIIE . SRR/ ¥ve YRRl & EA %293, TORCH
FEBEHED BEMTH o720 HBRT r AR, 727 F UEMBH LA, T, TRAHBE LEENABEL 72,
A PG SIS bdayblly a v 7R E 2 ) Ubefali b o720 7)) F ¥ - SIL2ROFEWEMH A RO, 5
P A b HA VIMFEDFAED BN AT T A o8 A% & MSEASRE 1T 2, PR LR 253k L 7=
NOHITZ7 ) AT O L7z SHRTED? SW O PRI SN h o7z, BEEZD CRP LA ZE) %
BAZ X B ABEZ D R L 72050 AERIANO UG IEH S 22T <y 2585 7 HRFIIZ 4 SR 2 CHF e N LI
BHPLELELRY, S A P A VIMEZRIRT 2 IREOHRZ D72, LLEORIERBITMZ ., 48 % @
U CHMERICESTRMEOIKILOMELT & MEMETZ RO, 227 Y VFFTIZL D, KARSHEE T2
BHEOBEE~NTOLER %R 72, Western blotting |2 CTKARSEEADORBUE T #5Ez2 L, I by FY 7
HEMEAT CIEHBEEOK T 2RO H2 S, FERTVEKEBZK L7z, 44EICh D, KARSEZTAERIZX
D EHFAIKALZ K L7DERZHRE SR TB Y, AROFERSBMARQEML TWED, @34 A4 VIED K
RS JRE % 2K L 7 iE B S 13 v . KARS#EAIZ A RO KIERENOH G IIAWTH 555, FEEBLXLVD
W TIZKARSHENC X B GEMEY A b A A VBB AVRIE S TH ) BRI,
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01  BEMSRMRAEMGRRICST 35 Jo-1 HAREBIO®RE

O/MBE 70! il BR432 KR BRIV 3E2 I fe—ERe, (il HE—", 1k 20,

PEHT 26, (s f17-7. VR —ERS BKRE BLEDS. AR HEse
YSMRZEE IR, 2H v /N B ERR A v 7 — iRl P RSB 2SR N R
R R AR TN R, O RN NBER vy — | OB KRR TN E R
T EERRERAERE v & —/NEEH PKKRALBEE St v % —/NET LV F— - o< F kv s —,
SRR IR ST R EE/NRRE, 1O B R R K 2 T G B A i

[# 3] PJo-1PURIIPLARSHUAD —DTH %, LD (IP) 12 X 2P ARSHUAO BPESRIE, BORO#4EM
RSV SE TR (JIM) I2BWT2~5%TH . D) BEEI P Jo- 1Ptk & M SN T b, FIEER
TR < BIEI RN . FE. B T OT% L oY ARSHURERZ 25 %,

[H] BARIZB 250 Jo-1 Ptk MG O BRI 2 B 5 2123 5.

[J7i:] Ziltiak It RINIITETH 5o It JIIMABEZ 131 HIC OV THEER L D IHEMZINE L. Pilo14t
R B D ERIR M FE 3 2 W3S 9 % 6

[#53] $iJo-1dutkix, &7 2 a=—sic X @M 7213 CLEIA S0 ERHEICL ), JIIM 131810 126 41
WCBWTHIE SN TV, 641 (48%) 3T, & TERIEICL A DDTH -7z, 1HIOPuAMiIL 144U/ mL &
FTHNCE L BIEF R 14 %, BIRIZE. MIRVEMIZ. B T oOF. %k EHUARSPURMEBEE O A L T»
720 PUARSHUAIZ1I0U/mL & BMETH ). ANA BN 5720 —. 2N U0 58 o Piikiiig 14 ~ 29U/
mL T V. FREFEM 1 ~ 6%, EIRZHNIE, JDM3 B JPMLBI, +— =5 v TREGER1BITH - 720 BHEi%.
MR ZIZZNZNIBTEHLTBY ., B LOTE2BD60E %705 720 PLARSHURIE, WA T
N723BIFT RTUIIBWCTREME, Pl 3/561 THMETH - 72,

[ 5w] JIIM T ELISA IZ X 2 4t Jo-1 BifRim B PEid. WOK JIIM & FIER O BRR IR 2 R 3 2 L8 S b,
—J BRI, ERARIEIRDRR 4 TH D . PLARSHURIZEMETH D 2206, ZOERIIOVTHBEE TS
PVEND 5,

0-2 LR T 2 EFRIEOIFREME RN KRR 20 Bl ORE

OUEH IR, &30 - Aoy i—
RERKERF B A 7R T R ONERE) e

[lZUoic] BHEBRZEG K - 23855 % (juvenile dermatomyositis / juvenile polymyositis : JDM/JPM) (& H
CRIERTICE 2 BIEWMEETH 5, EF, IS OREZ FIK DI T W IEEREE L L TR %
SEPER R (idiopathic inflammatory myopathy: IIM) & @W#E LT b,

[F7:] #9204E M 4R CReE L 72 IDMIT7 B, JPM3BIDEF 2061 % % B ICHGET L 72

[K5R] B0, LIB1061C. FIEEMIZ1I 22 H ~ 155% (FFYRfE6%) Th o> 7o S TOMMIZL ~
1870 H (P flidHh H) Th o720 MUPNEBIIREIT T L F=va v (PSL) L2468, 2 F V7L F=vnay
(mPSL) 75V ZFEDL6BITH - 720 8BITKRE y 707 Vi (IVIG) 2 B L7z. APHEIRXE FAIKILDS
3B, FVRMER % (JUMDAS HUKRGE ) 3261, Banker B (HTM] PuiRRE ) <ol E B EHIREE 2> & KAE$ 5 M1
BFEHMRL YRV A ba 74—, BEHHNEZ RO 7B 1E, PTIRERES 1B TH 720 —H, EEEMIT2A
Tholze HIHEIZZETH ) EREBNI T Z D R UIEHEICEER Lz, LS I, MR, S EE L
BPHEDF D THRICKE B L7z, HEEM RSP TIIKL6 DA R L LADRALNIZDY, HIE#ETRT
o7z IDMOMGERL, SHAETTE R E N 2 S SPHICEHi T 5 RE L EZ Nz, FHRAIZ 136 & SHHET
R, FEIZ 2 DOREBITHIFERE IR PSL U CHH#E & 17 - 72 3B TLlI 2B 8 % 58 72 Banker % o ¥ i 1
(& IVIG, 327 =/ —VIRE7 =7V (MMF) 7 EZ A0 HIFRE 2 17, SR 22 BYEIRE D BR - AL
TE R & AT TRIRDY L L 72,

[#55E] YR OSEFTIEBLJo- 1 HUERB BN 1O A TH D . HFLMDASHLRRLHLM] Pk & O 545 Rk
DHEEETH o 72IERNE, BRIERDIEFT IR TH o 720 HERED IMIZB W T, FIFERHIIZPRBRIX
WEN TV LR RPURZ RBIICRE L., ERZ2E/RT2LE01D 5,
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0O-3 BHEMRBHRICH T 5 EULAR/ACR DFFFEM RIE M &R B O EREEDIRET

ORJE HPFEL HA B R0 AWE VHE KA o #hB, il &4
B il A ] A e
"\ B/NLMERERS A v 5 — RAIERL P B/NEIMEEIRR G & v & — HiEF

[T 5] B4R E 5 % (juvenile dermatomyositis:JDM) (&, Bohan and Peter @ #5 W 2 i 0 /]~ V2 18 4 4%
ERIFEE (LLT/NE) ICX5ZMHMOT5 & %2 ICICBM %2 1T > TWw b, 20174 (2 International myositis
classification criteria project(Z & o T4 J& P % i 1 /55 % & (idiopathic inflammatory myopathiesIIM) @
EULAR/ACRZMEEHE (DUTHifki#E) »REIn/, [HWY] #Hrkki#E4, Bohan & O HLiE, [HM2OFH] &
(20144F), YCEBU/NOF5] & (20184F) DRKEE - FFEEE L K L. JDMIZ BT % 2 Yk & 08 5 % 5Pl 5
%o [J5i:] 20054ELAREIC 4 FECIDM &l S 72 B% (JDMEE) &, JDM EEMBLL 725k - A iz 2L
e DM L o288 GEIDMBE) 2% e L CHIEMER LG Lz [FE] JDM #3041, JEJDM
FE2601 2 kG & L7z FrAkie, Bohan & 0L, [H/MEOFHIE (20144F), SEMUNMEOFH1E (20184F)
DIEEITZFNZFNIT%. 77%. 80%. 90% T. FFFIEIX100%. 92%. 96%. 96% 72> 7z, #HH#1L, Bohan
BORME L ) A BITKENE D 7208 (p=002), H - /NliOFo| & LEBVMEDO Fo & L IIFEA T LD
72 (p=0.07. 048), /Niid>T-5] %1%, hypomyopathic DMZZ M TE S L) ICHET S Z & TREILE L2
A HE WETRO B CHEZE IR0 » 72 (p=025). [Kiaw] ik i3t koBhisis - Ik I D | &
B RREL DRI CH o7, 72720, /MEOFHI X, FEIC hypomyopathic DM % # g L T4 S L7z ET
Wb, FrAkEEFRICEHEEZOND,

O-4 ZHRLARILARZ 2L REJRHBIEOEFERBH XD 16

O/ - RE B—RR, YRR 1B, KRE 20, Jolit K. U8 —3F. Hvb 1&, 1A ik
BRI e/ N R

[izt@i2])

15 N Bz 7 9% LI 205 B B CHURIS R R R S OHEL MBI L. R OALL TR HHEO TR O 1 ThH
ARESNTVDH, HEEE R (LUF. IDMEABET5) Tl 48R ECHURE B RIE IR & BHEE O B
FZOWTARILRE DS\ Al FHWRAIKALT 22 LPUE] PUARRE JDM 0 1 B2 528/ L 7= O THE 3 %,
[5E 1]

115 e BEAREICE R T REFHE I Ve 2EF 2O KT, BEEHTEsHRzARL. LEES
W BEBIEAR, NEREZZ LB EZZ IR MICESTRBHEL Lo TW 2, S, UNEY)F—Yar
W BEZ B R IERAEATE TH AL SR BOGFEAED DN Y B ke o72. KBk, 5K 135cm
(-1.73SD). 1RHE 26.9kg(-1.52SD). SpO2 99% (ZEHNE ). &H O K O Bl R, 1F L #H T 075 i
BCERWLREHE A EOF L WHIREZ D72, MM AST 22U/L. ALT 13U/L. LDH 279U/L.
CK 79U/L. CRP 0.lmg/dL. ESR 31lmm/lhro &&HV I N U2 Lz Ah, Tl K R B s 5 1 B i
EAETS % EARCEH R AIRILZ RO 72 i MRITHH_ERiz KBICSTIR @5 5 LG s R E2Ro. Hidm
TYU R FEARDORIEMIBIZ I 2RO 7-ZENS DM EZRIL7: T ZAFRBCHIARDOMRE TIZPLE] YUK 2 b
P Tho7zo HRCT EbILil~—h— ESHEPEN KZ2RE T 587 RIZEED TW e,

[%%]

HERGIClIZF AR AL R B L Tn722e0 0, BUIIPINXP2 (M]) SR B THL W REtEEE 2 72
DI E] PR D AN TH o720 AR B TIEPLE] YUk G Tl E M o & HEREVWESh
TWBH, ANBHEIB TP E] PURB NI R L 72BRY o 63, IDMIZBT 2 M PR 25 O & fF B2 1T
ANHTH5D, JDM TIEH R H O PRI B E 3 2R ER S G IHES R AL R WML H 505, 55D
PEICEBBZEL T T ETH b,
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O-5 REABEZETCRIEL ZEFERBHRD—H

OfR I8, It L ok, K FRKE &7 B8, PrRE A, BN IHE
SUORE PR SR DA FE s R 2% /N e

[iztoi]

MR R PRI (X, AP RIE PRIk - U V%%, TULUWF - ok E2ERHKE LTRD LD, My
P ) 5= b —=F AR EF 57 EIBEIORIEIRE LTHROONDL T e DD ATk 4 13 o IR 5 E
PHIRIE 2 058 AEIR & U CRIE L BRICTHEIEIALIC S 363 2 B ilss 2 2 L 22 A5 4EM R i % (JDM) o — il % #%
BRL 72D THET 5.0
[ ]

SEFNE LB e 55517 C B L 72 ARG 0 2 EFRICHINEEZ 22 Lz KT 2 &0 HREIERIZZ
L < MM & Wi CiIREE R o MZE S Th ., METRE S S Sz, ik X7 I VHRBITA
THA R85 X DIEROUEDTE S N7A5, GHGHE T 208 1 1% (20 0 AR PR AE ASFR R L 7-e BSEEIR I
Eb LT Z LA 72H, nailfold capillaroscopy TIZJNE FIALBR O T M IR 2 2D, NPHALHES Ty ba ~
B - AN bu—TEEED, IDMOEEDIYUFHRA & %o 7o MBARES TR R R OB 1A 2589
(CK 273IU/L. Aldolase 13IU/L). KB MRI TIEREH R KRS L 3T 5 55 5 H % R0 72, BRIE
R M RRA, W R, BN THEAT L7 ET A S IDM EREEBWI L7z AT 04 FHEATOEBICIE
FOBAZ L, Y27 a xR Y2EMUTA, EHEIIZEEEENSLI L, fEr T 7)) KRB 2 8
L. DRiERO%E L #O72,

[5E]

A TR0 R R PRI 2 52 Ly DARFIBA R  EAS % 56 L= 2 & 0 5. R PHEIE 12 JDM
WZREE L - MR E TH 5 & bz, IREEHFEZ R0 72 BICid. Tldd %5 ]DM OMFEIERD —D
ThAHRer SHICB X, RSB T 208D 5,

0-6 SUMDAS G EFEEEH R DT LRICESHFESHEBRERIEL 14 R6

O/MBHER S Bl 75— "2 &k B 10 ROREI'S B SER0 R A (R 2
ik k—" fiE
VR BRI 2 2 — - ) - BBEURRE, PR T SRR B A R N R

H5] PIMDASHURIZ R R RO PR TH . SR ICERR AT REYE R S /5% (CADM) T3 2kt
TRV NG 2 % B AP L P BARDY A7 N1 5, Al FAEIZPTMDAS HUAR B 4R B2 I
2% (JDM) DB T 5 IER IR ARSI (MCTD) & ¥ = — 7 L Vil (SjS) Z3HE LB %
KEBR L 720 Wi RIERITH ) WS 5,

GEBI] 25%Zc)Ee ABE22 HHi2 B - B FIREE MU IZ 280 Twize ABEL2HEidh S IIMET =
A HD D LDk, WIETMHMA - B MRI TS LBBRDONWLERENE kol Ty by
M, NV va—7%, kliEE%E (AST/ALT/LDH) E&H. 7V 9 —¥ EH (&K123 U/L). HLMDA-5
PR YE (64.8[ JE#afl < 32]) . KL-6 & (F:AK3180U/ml) #*5 JDM - MIEMEMi%& &ML, A5 a4 K351
A THEFAFT) Y - 7 AR VICE)ER L2 RAICHEHZRREL, 4 TATOA4 F, 5K TT
PFF7Y v, 6Ty aARY YEHIELT,

FIE D 7 AR TROABIZR 2 LTV /2R, ORISR E G HOKIIE, T8 - TEEH. B TIUESHE L7,
AT R EHE R 2 < MM CHURPUIR 32015, &y 71 7Y viffE (IgG 1705 mg /dL). ik
15mm/hr % 88, ZRATHLSS-A ik (1530 U/ml). JLRNPHufE (521 U/ml) @ E5-% 8 72, AL
fE. PUDNA PR LA, PIMDASHAED R IZED T, MCTD+ ¥ = — 27 L ViEflE (S]S) &3WL, 2
Tz /)= VERET = FVHEAITIEE LBAAEITEMRL T b,

[Z52) R H%121%, overlapfEfEREE LTagMTY) 7= F—F 2 (SLE) ®SJS% & 03 2 #5255 &
N5b, (k. PiMDASHURIZZ M 2ICHERN E £ 2 SN T W25, EHEIZS]SRSLED S0 EARDH 1 |
B RRSIE R OEBYNICAPET AW dH S, LA L, MCTDABHZIZE A EHENZRL, LD bIF/ARIC
BLTHEHFIR RV,

[#%5] PLMDA-5HUKRG D IDM B HIZB W T, @EIHIZSLE, SJS. MCTD & &2 &0 A2 W hEMEiEH v .
DM R VB £ DWBER T HTH - T, EMM ARSI E T L\,
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O-7 LHEEFHERUEMRBEEMNRE L LERABE=ZMERHRICET S
HFFXTTOEHIERVREMDRET~185 48 B % TOHREBITER

O4 N g2ty Mkk 22097 5 B, Ok 18Rt Al m3E°, K BB Bl EET
el BF-5 bl 5% Wang Gene’, HiH 2"

PZNIIRAL Z & R v & — IR RE, P EIRIRL S LB B v~ F - IR GGEF

R S N 60 R YN R S R SN = N S N T R e 3 A Ty S DA S e S N

SHWVH/NBEERR AL v & — G E R, O SRR R BN R R

TR BT LV X — - BERERL 22NV 4 2 7 7 — <&t

*Novartis Pharma AG. 7 Vg 7 M EHRBNEEE - )y ~F - £ & —

[Hi] BHA N 45 B AR VE A F8 ME BE £ 45 (systemic juvenile idiopathic arthritis; sJIA) BF 0§ APLIL-1
BRI FF X~ T (LLTARA]) OF MM N2 U7z E N8 = AH R SR O $ 5 48 3B R o> v [ g A7 5
B35, [Hi:] A#Hldmg/kg (K 300mg) #IEEMR T 4B R TR TH G Lz, RiBro 3 R EH
&, 58K Adapted ACR Pediatric 30(LLTF. aACR 30) Z# L2 EBEDEIE (%), MUOH 5 284
BEOROATOA FIRE R LR E OB A (%) L7z 48 FETH aACR S IE DR IR LR OATT
AROWESEDFML 720 [fE] BBE 192D B, 3BPMEAR T 2 %) ROHFEFRL (1 4) TREEZPIkL
L72A% 164 (84.2%) 38 5- 48 MR W EFI R 258 T L7z %5 -8 HIF D aACR 30 % L2 BE D E &
12100%(19/19%4 ) TH-o7zo HL19HH 441388 5- 8 HFTITAH EHFR (sJTIA OFFRUEEAL) ICX0#EOAT A
PO IEEATIAR, HEHVIEM GZ2E L7z aACR 301385 8 38 DL 16 3B B 25 LIV 4 X T o 1Al
MT100%(16/16%4 ) 28 FALLBE aACR 100 % 3 1 L 72 i D Bl A1 48 B R )5 (68.8%. 11/1644) T THI70 ~
80% CTHER L 720 FEIATOA FZ IR E CEI- BB OHE &1, #1528 BFFI273.7% (14/19% ) THD. 32T THE
BEAGIZEEINL, 3638 (87.5%. 14/16 %) DIFE48 3 (81.3%. 13/16 %4 ) T TFOEGIIMFF SNz, KITATOAR
BRI ZHE L CEI R Z OB A1, 48 HIFTIE31.3% (5/16 %) W ZE L 48 HE N TH EFHRIZIETOH
BB CTAHAON., FRAERRIIIANVAYE EAEEYE (36.8%. 7 %) THY. ROCTHN., B BUG. SRS
(%21.1% 4 %) Tholzo BIVEHDIEHERIZ68.4% (13/19 44) THY. DL OEIWEHNIZITEFHRAL G (15.8%.
3 %) Thoteo AEMBVERFRERIEIX] 2Bz, BT OME I o7z [Faw] ARIFsJIA BFITBW
T A#H4mg/kg D 4 BRBEO R TG ICE0EEBIEEIMEOWHEA AL, 48 BFTHEFF SN0 TR OATaA
FOWED W RETH o720 BRBAK ORI BE LR TH RS SNIH EFHROMRE I o7,

0-8 2 BRIEFEMISRMBESRICEH LAY 707 7— U EMLEREICH TS
ZEINAF T —H—OLB%ET - MiEneopterinfEOFRAM -

OmiZ AT TR B KH REE' JFE Zoah's 4L A i Rk
PR PR SR AT R SR MR, P IRREUL Y & & ik ) v < R

[B] 45 B AEPERR VR BB 98 (s-JTA) W& L7z~ 7 1 7 7 — DIEMEALSE R (MAS) OHFREIZIZ IL-18,
IFN y R O°TNF a O F e AN B E 2 HE 2 R L TwA I EBMbNTWS, Sk 4131018, IFN y
P4 1T D b neopterin & CXCLI, WA TNF- a ZHAKTH % sTNFRII/I, TNF a FHEHRATHDH 7 =
)FNZOWT, EOMETEEAMASZIIRE L LToRbAMNTH 52BN 217572, & 520G
neopterin fE (2> TR & kT L7z,

[ 5] MAS & P21 B % & T s-JIAT8 B2 D W T I % IL-18 4. neopterinffi, CXCL9fti, sTNFR- I3 & 'l
fitiz ELISA i C#ll52 L. ROCHATIC & ) MAS OB WICxT§ 2 A 2 G Lize S SITEMEEZ R L
MAS & 83061 % & e s-JIA s-JIA125%1, EBVHLH156. JIIGH5 1560, fd 3 /8 V2 28 B12 D v T HiiLi neopterin
iz e L, BRGS X OBASAT A & BT %2 47 - 720

[#% 3] ROCEMT D558, IL-18, neopterin, CXCL9, sTNFR-II/1, 7 =) F > ® AUCEIZZ I Z110.8895, 0.9456,
0.9333, 0.9395, 0.8671. cutofffitii% 69250pg/ml, 19.5nmol/], 3130pg/ml, 3.796, 2560ng/ml 72 - 72, s-JIA125H1 DB
IR T, i neopterin i 1 MAS &1 ;B X (NEBVHLH OFEBIIZ BT s-JIA S, I, /g
EHBLAREICEALTBEY., sJIAIZBIT S MASOZKIIXH T 5 cutoff fiiid 29.3ng/ml T, JKEEIX83.3%. ¥
FIE1292% 72 5 720 FEERHET TIX ML neopterin i 1Z MAS O 2 - L, 7 =Y F Vi, ASTHE. LDH
fiie b EZRIEOHEZ D Tz,

[#57E5] MAS OB WA 5 /54 F~—F — & L CIiLii neopterin X ERMICE N TH %,
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0-9 2 HEEFMHE R R IS4 5 h 2 FFEEEREE OREFVIRE

OTLPe 8. B it
IEHR AP NER LKA T A A Y 8 —

[lFUoic] HEMERMEE R JIA) oWl - <27 a7 7 — I LEREE (MAS) PREEHICIZEED
R RERE E G BE 3 %0 T 7zdrug free DTN & IFFEREREES MR I N2 D COIRBIIAHTH 5, 4l
SJTA OEHHE IR RERE E DS & NIFEM % 1T - 72 SEFI OREFIZ DO W THE L7z. DEBI] EFIL : 2o
B, sJIA, MASOFZMKITATHA F79V A (IVMP), CyA. Lipo-DEX. Ifii#Esc#faffiil, LCAP % & o &k
WRGH AT o 720 PSLERFREH & AST/ALT Ol L. FFAEMRZ fif7. #BL4 © 545 portal flow (3 MI4E
3 5% b FEHE XM Tportal regression #ii. MEMEREL~ 707 7 — Y OEEG (). FWEED collagenosis

FEBI2 0 9 DY Wi sJIAD W TPSL, MTX O Wl THIHE. B 14E £ 0 22 g WL, AST/ALT
D EE % RO 7z AR KAEMAEEE (). necrosis(-). ¥ 7077 —YOEEB (). MO nuclear
vacuolation® 1 JEMI3 - 3D L, sJIA. MASTHJE LIVMP, CyA. Lipo-DEX TOiH# % B, %
RV R L7225 WIROLRE L7280 E M 2212 AST/ALT O Bw mili 2 o 72, WPE ; iz
MW, ~7077—YVOEERD . single cell necrosis [Z 2] sJIA DA MAS T EIEET A AL~
WX BIFMEMEL - ~ 217 7 — YL CD8+ ) ¥ /SERDIZEA D O M AR RS O fUN Ik 7 SN2 & -
TIHFRZREDRRIET S EZ R ObN D, FEFIL. 2 1Zactive R RIEFTHIZ 2% < FH D2 % & secondary
effect 22"MASHEORIEE EIZH S LEZ ONFEBBIEO L Lz, ERSITEHREILE L TWiz2s, T
FMRICHE L7 MASEH M OJRRE & % 2 IVMP, CyA. #17WVid L7ze sJIAICHEIE T % BT HERERE 0 K RE 1L
RSB I ATETLUENCPED Z EATRER S, B REBRILIND,

O0-10 JABEIIHTB M7 I YEBFORERAB S AETRICAT 5155

ONGH JEe's R IR BIA 23385 Mk 2010 Sl mE°. KA A,
WA IR M S AR SEMC. PEAS B K RREET. SRR, A EE
R FFO B B2 R e
U R B B N B AR, IR, ke < TRk RBRIE R KRR B B A FE R N R
TETIRIL AT BB IR R AR P BN RMEE RS v 7 — Y SR
SKKRALIRERR v 7 — /B - FLAFE =Y = F Ly —,
TER KSR A B IR SE I FE I 8 2 /N B RE . SRR T 37 K2R K A B R A SR R 56 26 B T /N VR PR e 4
TR SR B NERR, O R B R BB R SR A B B B e A T FE R A S e A

[HW] 4 70z o3 (LUFFlu) &2l s Nz JIA BEOGHEMM A, JIADOBFEERICKL > TRL2 L0 % 1
LT Ao [Hik] JEAENFFEIE (RS HIZ) OVEE AR T 5 ARFR/NR Y 7~ F 5 B R R 13 ik
T\ JIABREDFlu OEHRIERICHE T 2 BB ZZRAEZ 1T o 720 Bl F 23K KT RS Flu L Bk, it
TANVABIC L B EITTONJIABREENRE L. AR EL 52 5NTE LTy 2 F VO
#E, U A NV AEOFH, FORBICHT2HBET R MM NSL LTEERMTE21r-72. /2. %L Lo
BB LT AE A ) & o BI# % Fisher O HEMESR 2 F V- CTRIT L7z [RR] Flu 2 ks 7z JIA B
H 6851 (B 29 1 % 39) BN R E o Tz T 7 F VERIZ 38K (56%) THEIGEINTWIz, JIAYT 5 4 7
A 5® 3160, EegM 76T, BHREET RIEMTX %S 2960 (FhJefli 72mg/mA2/week). PSL#%5- 1641 (1
Jufli 01mg/kg/day). ADA 7%l. ETA 361, TCZ 2461 TdH o 720 6461 (94%) IZFlull X 3% B, £
BIDHL 4 WV AFIZ L BiEEER TR T W2 (L I UL 166, FFIEL 176, F=F 3 L 304,

NRFT IV 66). AEIIMIZEET267 =14 HMTH o720 Flull X 2 HEBMMICE L TIZ ADABS-HEICS
WTAHBIZABI A ED - 72 (p=0.001) 25, HERRJIAY 7% 4 7, PSLRMTXDOHF M, Py 4 Vv 23D
i, 77 F OGN L TABELBERO o720 —H T, BHALR LOBHIZ4IHT
Holzh, FOTRTCHTCZEGTOERETH Y, TCZIHGRER LKL T, TCZHG MO BREZIIAEE
IR L 2 WEPRWE EDH L% - 72 (p=001). [KiFE] JIA BE D Flulc X A2 421X ADA #5812
BOTHBICEL TCZHEGHOEEZEICB W TIIFuBETHORAL 2 WEEPFET L 7-0FEILETH S,
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O-11 Y707 7—ViEbERBEICEI 2ERKBRICELS
mEY A bhA 2 TO7 74 VOB

OF R A=, K A ORI RRHE JF B D' 53 HeE ' w5 RAT
TR AL R R AL IR
KA PSR AR B AR N, P IERER T & b ke v < TR

[H /)

<717 7 — IWHMALERER (MAS) (2 7~ F RIS T 5 kI ERE SRR C. Sy R ENY
FEVERET % (s-JTA) s, 4T 5~ b —F A (SLE) R E4EEZ E 1 %5 JDM). NI (KD) 2B VT
BOOND, HFERAIZIMASOFEREMFEZ HIEL TS DEBIZBUTEH AL ML 707 7 4 VO E
HBHGET L7z,

(5]

s-JIA11261 (IWMAS A $£30%1). SLE8KI (MMASH B:361). JDM7 6] (WMASE B:361). KD67 61 (N
MASEBE4B]). 12D TIHIL-18M#H. IL-61H. neopterinfii. TNF- a. s-TNFR-1 2 O°I14t % ELISA #: Tilll
E L. ENZENORFER AT & O HEBRE %2 175 72,

[t 5]

IM{% neopterin fH I\ F OB T H MASEPERFICILE L TEME & %2 o 720 s-JTA TI I IL-18 D 14 234F
By C, 1L sTNFR-IV/I DN % 88720 SLE Tld MAS & 0FEF TIX ML TNF- a 258l & 72 > TWw7zo KD®
MAS &6 Tld sSTNFR-IVI A BBl & 722 - 720 JDM T IMLii neopterin il MAMEI K X R IFBUEERD o
720 IL-6MHICIE VT NOEBTH A B L EZBD LRI -T2
[GaE]

L% neopterin X MAS & PFHFICE M & 22 1, IFN y ORI FEAASMASHRICIE L e £ 2 bz,
FRABERBICIDZENENOTA M HAL T 0T 7 A VORENE L > TBY, Y4 ALy TaT 740
DREER) R BB WA 2 etk 25D 5 .

O-12  JIADBEEEIL ; Target Height (BEEHR) Z28E L LBEENDNTA

ORI Hr=. K =M. W & M AR R FE0 KRR, /NI ATHIL
B JE]
INCT VAN Y e AN RS

[B]  EHEMRRREREEZ (JIA) I2BWT, BB L 2OEENAOLERIZREMICH -5/ EI12E -
T AL CRVWEEEEZALTWD, A b ML XS — bO@EIEM LAY OEAIZLD,
JIAICB B HEETH/QOLIZMMM 2 #E %2R L CE D, REBEHR D /NERERIGERE 2 EHRL 725
BHDOY A7 %8k 5E L1, BRERBANLRREZLEL SN, BOJIAGERIRE L X, RETFT—5%
FEE - IR O S N7z FITHEIRRIED % < IREBIEZEDLZVWIRETH ), FROMOUIWRESH, 25
WCIZEBEICDRER 2 WIRE LR S NS, YR T JIADEFEICH 2D, Target Height ZikE L T K
Fe iR 2 BB ISR L 7219 0@ IR - @EIE L - 2704 FOREEZK > TWwb, RETH HEMOBIZEY
MR SNJIA 15680 T, BYEDSMEL 2o 2B EMICBVTZ ORI EZET S, [HR] K
FeCRWERZ TV, IAEMMD EREBIEZ T2 JIABRE 16 (BIR14. KIB14%) x5l Lz, [RR)
1) AR 0 %, AW RA OB A Z LE LR, IR TH Y. B R FEOMMUHIBIE S
Nizo 2) ZBER ©  RIADTIE - 77 VIEBEEHER % & ARl L Vs, AW sy 8H) o8 A B Y) 720
BEOMOPYGFTE L, 3) £98  RARIIEMRICH D 205, KRG EMINAHER S 74 W2 i B A
LD, FROMUPBUEZREG A S V). #EH G EOMOZEM LT, HHEELIBIE L T B2 % Pl
L7zo [#5a6] JIA @ #1213 Target Height B X O E M Z W 72ERORE LYENTH 5,
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0-13 INBHEARIEIN— T XABREE(C(TDDAMPs £ L TN S100A8&EH
(myeloid-related protein 8;MRP8) M 1% Z|

OIS 7. Il A%, WIE 96, M 3T H1% 67t
RS L7 B B2 I SR

[1ZU®iz] e, FMHERELEEBICBWTY A — Y5178 % — ~ (damage-associated molecular
patterns : DAMPs) 12 & ) 38 S N7 R EDSR B IS 594 2 E i STw b, SI00A8 4
F1 (myeloid-related protein &MRP8) MRPS8 i, S100 family (ZJ& 9 5% Ca-#&54& & [ THER U rh Bk 0 557 L Bt s
W53 gt~ — A — & S, MEBNOWEEIEO v~ 2707 7 — VRAFHRERICIEFBL L 2 vAS, TNF-
a RIL-1 B EDORIEET A b H 12X DN O cytoplasm 2 S MIFEHR 12 translocation S L3EH - i &
DAMPs & L TIEH§ %0 Dl & 0. FAEIZSI00A8 & A/ NBIZH 56§ 5 [gA M 2 R MR BRARE KB
DERBRICBOTEIEH L, RAEGETEEMHET A2 L 2RLTE 2, Sl FFEG/NEHERE LY — 7 2B %
(LN) {2815 5 DAMPs & L T S100A8 & A D AENT B LTS L7ze 4 & L] 199547 5 2016 4F % C
D2LEBIZ LR CTLN E B L7220 M 2 /R E L7ze TS BIE%2ISN/RPSIZ X BV — 7 A5 4HI12 T
18 Q&I+ 2%)), 27 (3AEL+470), 3R GA) O3B/ L. ZoMEIE AR RIZB1) % S100 calcium-
binding protein A8(SI00A8MRPS) &H D MBI L HEN~ 7 07 7 — ViR#EE, 2% - B KE oMEHT =
512 LN OEEIRAEIR & BH ISR P4 & OBEMICOWTHE L7z [ES] 1. RERERNRHE N S100A8
Bt X a7 — 13 2B BIRICBWTIHRIHEAN L R L THEICEMETH - 720 2. HRERIKP SI00A8 Bk 2 o
T = EBI T, REREN~ 7 07 7 — VREEE TIHEEIRE NS RO b Nz, 3. SRERIAMN S100A8 By
A7 — 31 HEHRE EIEOMBEMEZ A L7z (K] LNERICE W TENSIASEH ORI, v7 1
77— VREEEOIRRERLHEEIREOTWEEIE L MR A L. LNOKIE#ERISEEL LITTRFo—
DTh5DEHHEI N,

0-14 — X REED/ MUBRPEELEEIY TV =T XIZH (T BMME TARC/CCL17 Di&Et

OBIE: ' el ML ZH Z5% AW mid s>, Bas 1B R B
L S LT R B N R S B BB N R E
SRS R G AL £ > & — 3. < Ld/NERH

[H] ek i MORA LR (1TP) 3/NEM O 2 M/NMRAE TH 205 € DB WTIZ I A7 A i
AL, B E, HORERE, EYYER EOMOM /IR AEZ & 723 R BLOE NS LIZLIZHEETH %,
Th2% €744 ~ (thymus and activation-regulated chemokine; TARC) 1ZCCL17 &b M-iEir, HLBRRLBHR AL,
~ru7y—Y, ZEMBIS WS, Th2 MOl ICEbLLr EAAL V Thh, i TARCHIZ T NE—1 5k
JEROFES, BREEZMT 2 & SREKRTHWORT WS, 41 Mi% TARCIE SO ELE 7 ¥ — 15z
RBHDITP Z3HE L72BS, 1 TARCEAYRIGI AL T LA v~ 7)) VGBI MU A mIE 512 L7z
H3oT TARCAEASH L5 L7 2 #%BR 72 1% TARCHMIZE DS ITP IS BWTHMTH AR 2% 2, —Ik
PEITPEE, &5 F~<b—F2 (SLE) BELOLHIERFICBIBIE TARCHZHlE LR 720

[7713:] 2014 4545 2017 FE O RN A &Il R be /N R e @B R AR S/ NER 2 %35 L 72 1TP. SLE, LS
BEOIE TARCHZNE L7z ITPIMBOBIERZREZ S0 L 2V —REITPE L. M/MIEAS107T / ulLLFO
Bl % 7z SLE DWW TR M IMIEL DS IRARAE & 72 - 72 B OILE THBRTO S D % 7z, SLE B #H DI/
WIEANE 15T /ul W EE#R L2,

(R3] EFNITITPS B (9 B 1N IR A K D IS 23R AF SNTB ST BRAL). /NG A iE % £ 9 SLE3
B, MR AE %2 fE D 72 W SLEA B, LHRESBI & o720 MO 39134 4 13,250 /ul. 112,667 /ul.
210,550 /ul, 276,200 /ulTh o7z, MLl TARCIED T34 4 475 pg/ml. 139.7 pg/ml, 286.8 pg/ml, 292.2
pg/ml T, ITPEO e, M/ A E % £ 72 WSLE # & ik Uit ii TARCE 134 B 124l (p=0.0159,
p=0.0095) Z/RL7:27% M/IMRIEA %S SLE OILiE TARCIEE (34 EAEZBD LD 572,

[#&5w] s TARCHEIZITP OB WA H TH LW RN S 5205, MI/IMKIR A% 9 SLE L 0@ Wb 2 L1k
WiETHBEEZ BN,
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0O-15 YhRICHFB/NRSLEICKH T A FOX7O00x%x > OFERAZEER

Ok #REK, ORI BEYP3E, PEH RS BER EAd, Wil B4, 108 He], S H B
b\ HNBREERE G v 5 — B R

TRl erediroudy (HCQ) R Cldag k) 5~ b—7 A (SLE) OEMEEBEHFETH ), NEH
W2 LT HCQOMHAHEIE ST WD, RIFTIE, 20154E 1 HCQ AR S 7225, /MR SLE IS LT off
BRI e Al BEEIZBUT B /ESLE I2xHd % HCQ Ol I #EE % i3 %,

[7#:] 16 R ICSLE 2 %60E L. 20164E2 H 55 201844 H 12 ¥ BelbeEdsdh A E D9 b, HCQZEA L
ToHBEENRE Lz, HCQOAMME, BITERIC DWW TBHEE WV TR THIICHE L7,

[ 5] w3254 (B34, K224) T BAMOFIERIZLITHRS » A, BISHIZPEY137» AT
o770 HCQ D BT 5 13 P19 23mg/kg (1.0-61) T, K5 813 FY42me/kg (1963) TH > 72
HCQ DBl 55 h & i e 52 T 2 T COMMIZ Y42 » HTH - 72

HCQ BIAATE FH L S0 & 3 H O T d - 720 HCQ BAMARF I T REIR % GO 7254D 9 b 254 TR IEHIH LK
L7z BRI %2R 7244D 9 B 24 TR O MBUBEEIMA L7ze —H Ty 4% IRBELRRBE O U E)S
2L, A7uAf FHE2EOERBILPLETH -7 HCQDOWMEKGENH6 7» HOR N TI6HD I b
11537V F=vnr ¥ (PSL) DREAWHETH - 720

HCQBIH#E O BIMEE 254 M 158 THRo. HALEHEIRD 15 %, MED1LTH - 720 5HIFHCQ D —KFY 7
I, 3%IFHCQDIRE. 7413 HCQ O [k THERDTEM B L O L. BRI 26 THCQ DWARDS
WHETH o 720 HCQIRERFI D H H 3% ITERMBRORGEI D DL ENOHE L. 1 %IZEIERET
B L70 F72. HCQRMH S 1EBROIREFZZ AT LT 5 10 % IZIRFHY 2 BIVEH 2 320 7 o 72,
[EL]IHCQRIIEIC X 0 55 & B O % 80 2PV 5 2 L id. BABIOHE & FETH - 720
HCQHFHIZ X ) PSLOREAW FERIERAAFIE L, HCQE RN SEAT LI LT, T TIH HESH
WCPSLIKEDTX LW REMED D 5o HCQ B R W EIFICIIEIER 28D 5 2 L% 025, £ BB WMe b0
Ty HEMLOKEMZ 2T 52 & T, 2L OBFITEADREE R BN,

0-16 URHCH T B/MRUDTFHEREBICH T e NOFXF>700% > OFERRER

OKRF AN, Bl B, K B, FH 2, AT i, 50 %, w6 8,
AH I
KKRALBEEE S £ > & — /R

[lFt®ic] ebeFrouFr (HCQ) FiEstTidedhry 7~ b—7 2 (SLE) IZUofEcD) 7~ F MWk
BUSH L Z 08 R MEIN TV D, RIFTIX 20154 IKGE SN, BAESLE, BFL) 7~ =T AZ#EILH D
%o 4l HCQ D5 247> T B/NEY 7= F W5 B A FEFNI DO W TGRS L7z,

GEBIT] 15 ctke 7T 5IED SLE, A7 0 A K2 OVA#E:%, 7L k=vuy (PSL). 7HF+ 71> (AZP)
THEBZ MG, SRR PAARL — 7 202 LIVCY 2 MifT L7z PSLIRE ISV B A IES 220870
L Z (TAC) HBAMAL 7225 PSLIREICHEN LT Wz, 135XV HCQRIMS, BIAEPSL 6 mg/ HE THRETX
Twh,

il 2] 11 ke 6 RiED Y 21— 7 LU iefihE (SS). BB I HDIKIF D720 PSL MG L 7245, PSL
ORI, B, T, BERERRESHBTL0, ARFLFEY—F (MTX), IVYEY Y702R
R TAC L ERNERDEH 2R AT EBZ L o7z 108FFE ) HCQ = Flh. AR PSLiliEH T 4.
EBI3] 20 etk 15 SEAED SSo WAL BE, BIFEIE I > T2/ PSL & IR L 72 & & A — e R PR
L7225 BERAHRLMTX 2 LTz, 18IFIZPSL 7.56mg/ HE Tl Efa. FEAB LWL, B
HiAEIEL 72720, PSLOMEE EHICHCQ ZFIEL . BIfE PSL T CTH %,

[ B14] 137 2 8o 10 R X D I O BRIRALBE AN B B L 720 ML 2 1 M A TSSAY 8 b I 72 25,
MRsialography. B4 ClXAZERFTREIEON LD 5720 PSL 20 mg/ H, K& O TACF %A% 5
ALBRIRALBEIEX S L7225, MTXOPEH T THPSLOBEICEERL, 12 I HCQZ M L7z, BAEPSL 5
mg/ HTRIEDTHRIIEED TV,

[ 35 HCQIZIHEI M B2 R CTHITHSLE 221 T BBERRE, HiaRERE FAERE T4 SSR B
RALBEICH L TR R D). A7 04 NIREA RS WFTEXLTREYND 5,
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0-17 FEEEEHL-2HMTY TV =T X (SLE) EHICHT I LT T E
MMF fAEEAICK D X704 NREXR

ONIGE <255, Wl A5, BT 26, /NEF B0l M4 967 MK Y63
T RATS PN Ny

[lFrwic] 3372/ —=VEBE7 =F)V (MMF) &, BEEABHEZ A L2 CHHR DU © B o buik A4 ik
gk = T o AR R EZE T 5, —H. XY A< TIEEMEDB cell activating factor (BAFF) % H
My B8t MEE/ 20 —F VHETH ). AFBICBWT20I74E 12 A2 SRR E 7o 720 A MAER.
A2 514 F(PSL) 12 & % &5 R0 B e 5412 C PSL O s 3 & 7z SLE B MMF &N A< 7
L% f T L. PSLOWMEDWEEL 2o 72 1 KRB 2R L 720 THET 5. DEF] 14, 8 [RKEE]
FEHMEEDS Y = — 7 L VHEGERE [BUREE] SERC284E 12 H X 0 382, THJR & . BE. B R4 oAt H
BL., RERIOBRATICTERZZZ LA Lz, 20K, LN, BB, &AK - RISz Y >~
IRERIEA ARILTCHE, PUBPUR LU DNA LR M. AR ILAE % 32 SLE & 2. #ZKi#% PSL(60mg/ H ) %
Pe G- S NREL BTG D O L 72 2SS 2L & BIEIR 0SB L RS AR 0 7230 MR, BHEM CTILINS/RPS2 7
DIV— T A g, BT 0 9% BN > > F TR T 2 520 CNS )V — 7 2 L Sl 7. SS-A iRk
EMEEIRAEMIT RN S Y 2 — 7 L VEBERE+ SLE LB L. A7 8 A 2OV 2 L #9835 PSL I 2 MMF
EOEREG L7zo 73V AR 5-BGG 5 189K HIC MR LRI B L 720 208, A7 04 FHMHERRE. &
MBI & WA OFERGSA SN, 2 bZ Y a, KFa rEL5 SIEEMRZ 345 L7z, PSL Ok LIEIR
DOWEZ BB, MWRTORMEBERE o720 L2LENL, R TIEPSL % 12mg DL FIZHHET 5 2 & 25T
ERPoTDPRIELFER L Y)Y A~ TG 2B L7z, MUk, PSLIZ7mgll F TR < X R 7 Ranil
BT ThbH, [KiE] BELZEHLAZCNSV—T R EBLEZ I L7ZSLE + ¥ = — 2 L VIEBEREO 14786112
MMF & XV A< 708 8 & itifT L PSLIREATWRE L 22 o 720 XY A< 7IEMMFE & P59 5 2 & TSLE
BEICBIT L PSLOEZWHEIC L, EEZRBIEN %G L QOLYGEZRELEL L Bbh i,

O-18 LIl H 1T 3/ NEHRIEEAMESMEBR 358 IS B T 2 BRARGOIKE

11

OMRig BiE. TURy Jle—. AREB R, A A1 KPE 22, R BAd, Ok 55—
R T YK B o Bt/ SR R

(5] BAMKEEMEMH (MCTD) 12, &4ty 5~ b—F2 (SLE). £%M%. BWEEMRDOITROR
AT HEBTH D, MNEWREMCTDIZOWT T & T oML v, [HW] AEHIZAEMCTD & O
BRRIR A B 52123 %0 [Hi] 20004E4 H 205 2018 4F 6 A V2 U B2 @ Be L 72, FSHE4E G 16 K © MCTD &
BT ENGRE LT, BHEEEILICBE TR Lz [RHR] BEEBOhIEIZ11(3-15) T, KIRDS
204 (82%) T o720 W E TIO012D) HZEL TV 72o KRATTROWFIZSLEREI7%. 5 4Kk 26%.
BRIZIERE17% CTdH - 720 ZWiEE O BEEREIRIE. Raynaud % (94%) . F884 (77%) . B (77%) . B I KL BE
(48%). FHRIEME (34%). Wi KT (14%) TdH > 720 A RIL. PLULRNPHUAR M (100%) . BEAR H Ao
PODURITE (94%) . w5 TgGIMdE (91%) . AHIRIMIE (48%). VU 7~ b A FEFBME (45%). HTds-DNA PURE
T (35%) . R EHE (26%) . M5 VERESE LA (23%) TH o 72o PMEEE LTI 27074+ A7 7 3 FEHER
BEA1245 (34%) ISHEA SNz, GEIIHIZRIE334 (94%) THEHI SR, 3272/ —VBET72F V2%, T
FFF 7Y 144, TOMILBTH - 720 BWRBIFEIZ107(06-315) FTH V. & BIZEHE 0 PSL 12 0.11(0-
0.71)mg/kg/ HTH - 720 BIEHIHIHIZ23% (66%) DSFHR L Tz WS L ORETOEIEIZY = —7
L UIEBERE20 4, V— T A R1T4 (1834, 28164, 3M 14, 4M24, 5RI5% ), MAMETRIECS. i
MEREAF. 787 7 —VEHLEREF4A. BEMENE3A. i) VIREPURERETE3 4. KR ST 2
LTHY., EBUERER, BT R o7z. [FE - #E] AEHIFIEMCTD 0131Z 2B 2SSLEARERE £ L C
W7zo LA L. SLE & 0 bAmMERE. BMEENZOEGIEZL . BHTPRICGEETLLEZ O,
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0-19 E&ETHALEMEFVEERFOZEE/SNP PEBFE ICBHEY % » OFHMiR D&

O 2\ Z W', ViR BoK' R GAB% Sem des's R e’y U B
TR, PR R

SR AERAE BB FE R S AN B P AROR R F R TR - R - SR N AL

RUHRR A IPS MR ZERT, * Seli UL JE M A st £~ & — /MR

[1IZUic] KM #ES (FMF) 13 Pyrin ¥ /82 % 32— N4 5 MEFVEE AR ZFERICHEET 5 HOE %
FEMERBTH Y. HARTL500 NOFEBOFIEAIHFEM SN TEY, BEETER2AET 2HEKIERKBEOHT
b HHEDTH V. 4R pyrin inflammasome 23[F 2 S N5 % ERIERF B A ISR )V oo b 55, B
JESNP O Fe EAHZ M DL Vo BRI HARANTOMEIFIE ML ER DAL B A L — XTI sh
B—77, FFIAEITIEMEMI LS OHEILBEIEZ LD T L% WD, ZHPHEETH S &) HEESH 5,
[H 9] M6941 25 8% £ 5 FMF BEMILIC BT 2 MEROBEFERFE XS ICT 5 Lo MEUILSOZERE A L
FMF %%t b N 2 BFEMER CTRBOBERERRONL PR TS5 L, S 51 MEMIZ R %43 % iPSHINLH
kw07 7—Y (MP) CHREZHILL., WEMHZEDL 2L, [HE]FMFEE LD IMEZHFRL. HEkB
X Win vitro THL X & 72 MP 2 I\ CHEREREMI L 720 F 72 FMF B & B K iPSHINLA S MP 2 /8 L, #hk%
i 720 [REHR] M6941 2 S % A3 % BBk % LPS CTHITL L 72B3 0 IL-1 f A B3 i, EH TEFN RV —T,
aAneF X BN EOA TR LN, KIEMERMP 25 D11 fEARIIEETILEL TS
D, INVeF X DIHI SNz MOUIUANDERZRD L BHETOH A A A VEA IR, M694TZ 55
ERBEOIEB D S N720 MO ERZA7$ % iPSHIBEHEMP 225D IL-1 B OEARITT > bu— X ) Uit
L. IVeF X D pfl S, KRMEEMP TR S NWESHE Sz, [£5] BEmEkoLHMIE
HERE MP TR o> TWize A4 b H A4 Y WREDFHITAS, M694I IS D3I X 1) 385ES % FMF OB ki A
HTdh 2 WHEETEAVRIE S L7z IPSHINLHIE MP C & KA ML HE MP & RO 5 S HEL S, g R 5l 3
DOY—NVELTHHEEZ LN,

0-20 RIEMHEBOEN E L TOTNF 2B FEERPMEREICE TS
S TNF S5& /1 kORI E Bt

O%eAf #iv's WK IR VK IER AT IRE”
VR BR AR DS SR PR TSR N R, UK B SRR J I 27 R SO

[1Z U IZ]) TNF Z 2R B H R W SE B BE (TRAPS) 1. #0 R385, M. im. SLBE. PO / BIR 2%,
MRFEIM %2 488 & L. TNFRSFIA % BAEEIE T L § 5 B o MEEEEO ACKERRETH 5, TORKRMGIX
LB RUEAE R R (SJTA) RFREMH S, (FMF) %2 EO&KEWHRBLEHFUL., ChooREE D
R % W & 35, TRAPS O¥RRED —D ML T D TNF ZH R IO ENRZR TS5 hTwb, [HY]
TRAPS O IiiLi#E W #ME TNF 224k (sTNFR) Ifii X O°sTNFR I/ILHAS, Moo e tEpc B & 8 R %72 A
*METT %o 7] SIEM O TRAPS (2 3%, 28 fA) . sJIA (N=156). JIll9 (KD) (N=63).FMF (15 &#.
231fR) BLXUOEE 2 Fe— (HC) (N=18) OIiiFsTNFR 13 & OFsTNFR 11 % B ezl e i % Hw T
WELZZ.  [#EH] 1fiiE sTNFR 1i&, sJIA (median 2760pg/ml, 25-75% interquartile range 1993-3505pg/ml)
& KD (2520, 1880-3120) %%, HC (835, 795-1083). FMF (1230, 920-1490). TRAPS (890, 710-1118) (2t~ TH
BICEALTEBY, FMF & TRAPSHICO A EAEZRD 7z (P=00112), HC & TRAPSHICIZAEAEZRD L
Motz (P=06852), sTNFR I/ITEIZ, sJTA (0.392, 0.294-0543). KD (0.333, 0.3-0479) . FMF (0.382, 0.341-0.493)
(& TRAPS (0.251, 0.182-0.296) & HC (0.275, 0.250-0.303) X b A REIZ LA L TWw7z, ROCIENT T, Mo &iE
PEF A S TRAPS #8559 % sTNFR /Il v bt 74l 0297 (KFE 786%. FFHIE 77.3%) 72-720 [#%
k] SHEM O sSTNFR I/ITH < 0.297 12, TRAPS & Ao RIEVERE B & DN BT DU HEMEAVRIE S 7z,
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O-21 PFAPAICH (T2 TV Y — LMEIICK 2 REBRZMELF D&

OInik 2. saAR EH =, B fith, B —&, AR EF B8, s S
LSRN ZIV AR S o

[ 5] Periodic fever. aphthous. stomatitis, pharyngitis and adenitis (L. F. PFAPA) JEMEEIX, JEHAM3E
B, 77y MON%E, WE S (RS, SR v @ik E TR e Ly £ IE IS TiE§ % IR A O
HOREMEBTH L, ZOWHKEE LTIEHA b H A~ OFE RS LN E0E ORI L Ea R s hTwn
LA, REFOHEDH LT L bBEFNERDEZONTVS, LL., o HCKEEREDIEKN &
FEWEIN TS —F T, PFAPAJEGERETIE. —HBICKEMEP ORI EZ T TH S MEFVONY 7
YIBALNL LW IHE, SPAGTRBATS 2 LWL O HEEINTVEDOARTH S, 4 HPFAPASHIIZE
WCEB BRI T OME 2175 720 [h5 & ] 20164 LLRE 1 Be i iR 1% 7> & PFAPA L 2l L7861 (5
WBo4pl, IR A ZRGE Lz, HACMBERRBEROKREEmMICLE, v 71— Farery Va7,
BIELADOEIME D ) Y RBRZIRI L. 7/ &4 DNA % #li i % 12 TonAmpliseq exome RDY kit ver3 TL 2V —
L Ly Ton Proton ¥ — 27 Ty —%2 W CTZ 7V — A2 7o 720 [#EE] 8BI&BIIHET 530 7
Y MEIMH SN otz 8B 2HNILET AR N 7 v M & LT, MYCL, VPS8, NUP54, PCDHAS,
LRIT2. ZNF689 DN F a2 R, IL23R & WNK4 IZ R EHARER 22D 72, T2, BT GRIEA L
BERED 2017 SETUIS 5 & OIRATIX 8B & LICSHBWNICE L AR AN 7 ¥ NI SN h o 7205, —EBIER
WZIEMEFV N 7 ¥ b il 7z, [#%5] PEAPA SEBERE L IARIE O SUSTE R IR I 722 %68 2> 5 heterogenous 7 ¥
BLEZONDLD, 7V — KNI I ) —MOREFN BV TUERIEICE D 2 BIZTFHZ OREBIZHG LT
BUREMEARIE STz,

0-22 Canakinumab BERICREICET IV F 2 EETE /-
2V AE > BEERLARIEEEED 1 6l

OFA fiF-. /AR IER
S B R R W SR e R N LR

[lTLoIZ] AKFFTid. A7a 4 F, ENHEE, AFHREA CHETOBR T4 7 7 F » OFMILE
HIZEZ 2 SN Twd, INSOEFTOEBEZRINCLE L 3 2 BEBRERLBERO/NIEE T RYIE
HEEEALT 2 W HENE R RYYIE % SRR BDSFHRT A WA H LI b ST, 72 F LI E DTN T
&7\, A, Canakinumab iGN CTH B0, LT 7 F U 2 REVHEMTE 220 F ¥ > B R W B i i
(CAPS) %#EBRL 727-00i59 %, [ER) 35 IE. BEAEE - KB @ fFal i EmE L, &0 AR » 54
HICHERB AR B S BL - Rl L7z %S HIE, BilE & 0 SR & /NERHSHA & 2 ) BT
TNLRP3IZ plle598Phe N7 a &R %2388, CAPS (CINCA/NOMID) & #Wr L 7z. HEEVEREIE P M EIn k%
BOLZens, EBET7THH X Y Canakinumab Z B#E L. 4mg/Kg = SHHME T, 58 - 5% L R%IEWER
CREB U720 2T, BWORTHELT 7 F VIZETHEML T2, AT 7 F 3 TEThwidrs
720 3K DIHERICARZ FELTEY, REOHLENDH Y, URMGHEHESKEO T, W& - BT 7 F
YKET T AT AT F Uy REM LU, AL LT, EFRESR, BENRS W L L
L7z D27 F d1HI1AE L, canakinumab#%5-2 SR OB F TORBH (4 MR FE) (L7, #HE
B O MEMATlX, WBC 12500/ u 1. CRP 0.11mg/dl. IgG 989mg/dl. CD4FEMEAIN 899/ ul. CD4/CD8Lt
17, #IEFT R % £ 1gGB X O CDA/S LLIZ BRI Y 72 5 720 iR, BIRBOEAL, FEHERT 7 F VRIS
L BBEYHEIIR T S hahotze 7 7 F v 1 EEME, MEIUA (LLUT EIA #:-1gG) 96, JREHUk 311, K
Ptk 171, 2 v 7APUE 52 TH D, REEEIE STV, [E58] AW EFANC X 28594 N 4 V¥
Bk, RIEEFA P ALV ERBEETA VAL COT NG UV AFRRIETAHZ L2 THhkE LTWb, CAPS
289 % Canakinumab MR Tl SRIERNOEEN DR L BREPOHMIET 7 F 0 2T 5
AR S 7z,
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0-23 IMEICH T 5 RERI & BRRAEIR ICTRE % 588 7~ CRMO D 141

OREE ik, B dis' A3 3% d & S s, 2k w2 g Sl
HRE A0

AL AR N RE, 2JCHO ALWEIL B e/ S A

FEBNIFERERF O i 2 o A ISR, 8845, BB R PR O Am PERENR 2 SOAE L. 1 PR CRYYRE % SEb N 5 b PR Al
WIS LW Z &b, BB & o7z RIMTRIERISD LA Z RO MRICTHHREZMERTE /2720,
EHMFEHMNICPET/CT#EM L 72L& TAFHAMMI R L2 RIEOEME MR TE, BABRICTEERE, &
YIER TR TE 22 e BN EMEL B S H% (LUFCRMO) L3l L. NSAIDs # i L 72 & 2 5%
MPICER L 720 HEFEFEWHIZ LD, HREOHLTYRTHOT7 + 0 —%K T L. il TNSAIDs #
MRBEPEG- BN TV RIEKISD LA ZRORWICO D ST, HIEE OBEO L L WMEL RO, AP
WAICHND X 9 Zh o720 HIEICTNSAIDs R AT O A K25 3ND LMETH Y., FHADZDHE N
TTOBBZ R SN, HEAENKNEEE 2o 72720, UBRHERNMZZ L Rol. RIEKSEETH -2
A5, BERAEIR & ) CRMO O F k2 5y, MRIK UG Y Y F 247728 2 A, ARG IHICIEEIME S % 2 2T
oo A7 4 A7 42— MEFIZHBTLLHENTH - 72720, BBAMHEERATO L L IFX 2L 72
IFX PG IR S % 3000, W OEESTREE 2o T h,

0-24 IRBRECEUBFRMESEREERRICHTIERT + 27 + 2 — MREIOERARER

OFH T /N f mies Mk B ARH H%5 TR ERT5 Sl FEl’
HEE IS VAR BER?
RS RPN IR IR B S £ v 8 — . P RUER A B s e YR

[lZC o] BUEFREELEESRH% (CRMO) &, WNEM2SEFEMNIISIET S, B - L5810 - Bt ®E
WHEEH AT ERETLIRRAHOHCKIERRE B TH S, WA MEEO TR RN LT, Ef L HE
DRI, FERIE. BHTERILZELE2O. BUFEIIREHEL D2, REFTERmRCHTIOEZDR 3L F
e, g8, WE. THEELREICHBEOLN., WA TIIE R SMALGERNROON 5, RIEBIEIZI)EE
R TEHELH). FZHMERNCESL 7 ru—EEZTH 5,

[FEBI] JEFNIRBAEELR4 »HOBIR, A% 11 » HEIVARIBMOMER LB B8 T0H 720 —HiEE L2
OO, —HBRIEROBENBDO NIz, BN LY, EEORATHEES - WG AT i - 4K
BB IR D NI, TN Y AMRRERE (LCH) Z25EbNTHIE TEMEITbLz28
LCHZ/RTHT RS TId 7% CIBRE BB L L oT W AL TOAEED L0152 » HIRIC
CRMO # 5tV IEAT O A FIUEPLRIESE Z B S 7o 0 - JEAR - RATEEFE I —HEEE L7200, - £
A ERAGHRENHBI L2720 8IS e o720 TR FICEAREWATZEO. EAT O FHEHLRIESRE
OB LR BO SN LD o722 AT+ A7+ 5 — MR ZEA LT, BEEALEICN T 55T
#1220 & Pamidronate ® 3 HMx5- 21T 572 £ ZAHEIR - AT AIICEE L FEFERLRO L o727202 0
AR T3M OG- %17o7205, 5 TH2 r ARICHR L2720 E R HEICES SR 2HELTWA,
[£%] CRMOIZH § 54— @INFIIIEAT O FEPRIESRLZD, BYL 2V AICIIE AT+ A7 45— M
FISEDBMABVE LD AT A FIIZRIRIEDR D 205 F 5 DL . REF TIZFRMFERENHLLEEIED
RO/ DERT A AT 45— MK DM A BN 720 BHRMEIEE WG AT Y 72> THiER RIS
FAIVT PTGV JLTNF a A OHFRED G SN TV, #In L ERR G H I ET->TELT.
BROBAEALIZINT 7R BB AL TN 5,
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0-25 NJREROSMHAIIBREEICETZA7VXITTOHMMESLIVCREM !
HEFEAKREREE (SAKURA STUDY) D#ER

OFA & B =i KM, AR # Sl EE, Al EsEY e kK #3200,

WO 320, ek 30, AR 20 ik Bk
"L — FIIBHEPMS 7 3 ) —RHEA, *HANEY v F24, PHANBEERESA.
YHARNER RS, = g sk At

[Br) 2P oIS BZ ST 2EBEL LT, Jik NINFaE/ 7 0—F Wik Thr 4 > 70 F <
7 (IFX) AMEFCEERIT T20154E 12 H ISR CTRAE S Nz SN HESETICBIT AIFXOREMEH
WIVEZ RS 5 7201290 L 72 Bk e i A (SAKURA STUDY. UMIN000025429) #8245, [
%] BEAERBECHEAN TS RNNEFEZE D) b, IFXANEA S NER 205 & LT, BITEHZBURM. 2k,
BIXOHEEIRFZ (CAL) ZFFMi L7z, BISRIZIFXEAO»S1 » H. 5B 7 F U ERIGENT S
JRYIEFBOA M E MR T S 720, IFXEAL » HEH» SNRIEIIE6 » A% T CERBHRELRE Lz, [k
] 20184FE2 H23 H £ CTIZ201 B3B8k S, TRTOMENET Lize BIEIX66.7%, IFXE ARSI 4E
B X ORBYMIE3SEBLTI05HTH o720 TRTOERIIGIETZ O 7)) VEBEENRD V. 77.0% 13 3rd
line{GHHE L CIFXMEH SN T Wiz, BWEFHB X OEEREMIZ. 2R EN124% B X 083.1% D %62
HaNTe BYUER X OHEERGYE IS NS AIEH R EA1221% B X 01.0% TH - 72 IFXHE56 » H
AT 7 F v % RS NERNEZ186%. IFX 51 » HMICHE S NEMI Vol T2 ET 2
F UEMHEIGER T A BRI SNk o 720 3T5C U EDRED B - 72 208 6 7 48 I 5] LN O fif BhEl 4 1%
774% Td > 720 CALIE 26261 TaHili 2 . IFX 501, BIHEOWIFrolEn, B X OREBIZERHO
CALZBlEIG X, 2N EN111%,. 149%. B X 18122% Th o 720 IFX #5540 EMEHL29.9% (27 b 72
(IFX 5% oME [hiefi] - 20 H) o [Fam] BHFE#RCHIREAT 52 2o G REE T 5 [FXOFA
HYEAR ENT2e KHEDIFX DLEEMEB L OAEDO 7 a7 7 4 vk, EPNEE AR KBRS (Sci Rep.
2018,8:1994) & HIMLL T 72,

0-26 BERI|ABEOBEZAPFOERNELICOVTOMKRE

Oty FRZ5, KIE W9P9E, W RIS, wdos Mk, BUal mad, s fHe], A Ese
HHNRREERRE G v 5 — RGeS

[#2)] HBE5E) SLEIRE (TA) OEGEHMETIE, EREICEY 2 Y — V2 BIRT 2 LI HERENTED
(20174 EULAR). &G OZAL DM E NS I L IZEETH S, YFETIE, ERERTOTABEIH L,
BRRFT A 2 T, g GERCT - MRl - =a—) 24 18I, iGEEFEMo—B & LT& 7.

[B9] BEBOTABRICBI 2EHEORIENE bzl T52 L, [RgEHik] YBei@peh T, &
WMRI - #E#CT - TI—OWT A TEIRBEORE (DUFEERE) 220/ TABREZWNRE L, BREOR
MR ZEAL 2 Mia) L 720 3552 MRI CRED E A B &2 D -5 a 13 F O 2L d fF¢ TRl L 720 Z9sk 2 WV CTH
FHRNIHET Lz [R] SR EZ I8 T, SWIHERIIPRMEI0N THH~ 14 Tholoo <R
MRI>7% ; GBI CRENLE, 64 CHisgah Rz il 7z, BEME3 S (BWitt13 ~51 7 H). &A% B
#%13~517H) CTHREEZMHERL 72, TR DN-HI B CHE 217 o 72 20001E, wWTnd BEILE /&%
WROBGEZ FR0 ., AR IR - IR RIS Lz 24 TR IS AT S iR AR L 7225,
MIIRBEALDOFT R % L IREEAEETICRME R 2A, BHSGE Lz, <@EHCT >44 ; B8
MR % 38072 EPEREICEE L, 1% GBWitgs27 H) CIfREEZMEE L, <Ta—>3%  &TH
DEIRT, ORI HFHCEERE % 38D, 5AFF (BWitgl ~ 137 H) TRBIPIHE L7z, BRI ER T IZw
TNOLHOEALD O o7z [FLE] ERN S AP IR R 8 RAFRAE D L AT — R Hga L
THAEBIDEAE Lze SNOH ORI, SIERTFEEY K3 2 DM, mEY €79 ¥ 7R En okt cd
B DL EN, MERMBRPLETH D, — T2 DELOFHMITlE, £ { DREFTHBER T HOYER
HRZ RO, BRICFRZ B> 7RI — 3 L CEER R L 7EB2SEAE L7z TAOWEEIPEE, BIR
o & IR Z PR THRT 5 2 E KR TH S0 544 HIZTA OB PET 2RI S v, 4
BEEAE O WS R E M A 4T ) S LB ETH 5,
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0-27 EREBRRKEEICH (T 2ZHEFFDG-PET/CT DIMERZE LN D4FE

OV fe—. MRl B A A, R7 &, 5 Bad, ik 55—
BT VR S PR AR SE R S R I /N YL PR

] SRBIRE (TA) LW SN2 BEITHT 5 FDGPET/CT (PET/CT) 2320184E4 H 7 & #4: i #i JH &
olze BHRWHMEFMICBE VT, MEBRZOMRFTIBL L IR TV B2, MEREUINORE IR E
R\,

[E1] TA BHI2B1F 52 W FDG-PET/CT DML HRZE UM OB AW S 2T 52 &,

[73:]120154E4 5 20184E 3 H AR, ZWrH:ICPET/CT 2 SN2 TABE I 234 & L, 5.
BNP. Ul & AR L, ORI, BB EEMRA, &2 CT B L OPET/CTHT L% 2 5 LIS L
T2o AT T4 FIH, GEIHIZEIC X 2R BE SN T BB L 72

[#R] BET L LT, PET/CT i e o 45 i h Je A (A ) 13 139(11.1-14.9) & T, &L IE13644 (67%)
HLA-B52B5 13244 (22%) Td o 720 FIED S T TOMMIZ10-12) 221 T, #ERIC14 11%) 125
BBtz MERZEUNOFIRIZOWT, F8E & HHET OHERITEIZ T4 (78%) . MBI OHERITHEIZ T4
(78%). & BIZIFELHOREERZ 8% (89%) (il 720 R L OB HER % 7284 D BRI IX 4
BIEF I TdH - 7225, 1 BB ET. 35 I KBIIRA I 2 520720 24 25BNP E T, 34 IO BRI
(WD ST-THIHL) ZiED 72 O ORFHEME RO %o 72 1 B HEFEREITHIED S 102 H 05%%8 L T
BY. BEEL2HH OB LMD BE L K L UM OERBE» D205 72,

(£ - #55E] TA OB A BT U724 v FORHERRIIIEIC X % &, 54 %45 I Ot 0 Zi, 1) v o8
KR, LHBERESOLHEEDORN RE RO, AZONOREEMIETAOLMREZ KL Tw 5 fE
PEAVRIR S N 7ze BiE & BHET B X OO SR IZ 4 S RS EE R R BE R B 2T L BRI,
IR e G RFEF AL TWb L Z 2 b7, TABZIZBIT 5B FDGPET/CTAIRLE LT, ¥
B R E D ORE RPN L o7z,

0-28  REFEAICHLFERMED 1 — T L VERBOEBKEDEV

Owailr . M T8, Hk FZ, 8 8=
ABENF L > 5 =) 3 FBER L5 —

[TF5] BEBIEDO Y = — 27 L VEGRRBEITEEREOBH ICHART, KEME FIREOHE NSV L%
RIS B0 FOMOEERGICOWTIEHAIcHE s TwRv, [HW] BRMEY = — 27 L VEEROIK
ROENZ RPN T 5 2 Lo ] BRTHEWM Y = — 27 L VB E IS N/2140 (B3, &
137) %4, FHBlgsim (BEREE) 111 83) Fa R e L. BEFERE D 20T (64). 1D 205%# 2 35
MUF (2440). TII) 35582 45/ LT (3144). IV) 455% A (79%4) D AR/ 720 BRRAER, IR
EEBEED S Uze [BR] ABEOSIERERG. W RAER. ROBISIER,. BN O (B RE2)
(1) 159 (4.0). 276 (56). 422 (109). 145 (7.9). II) 29.3 (3.8). 369 (74). 50.7 (11.9). 138 (88). III) 40.8
(29). 475 (81). 57.7 (10.3). 102 (82).1IV) 56.0 (7.8). 60.3 (7.2), 70.7 (88). 104 (82) TH -7z BRIRKLEL,
WA= 7Y GEESEBE. BEE. BEFRIRE. B OREEIF R, BRI, KRR E, b
SS-A/Ro$URB M IZABEM CHBEEZRD B ol — T BHTFHRE, U Y 8@EER, RMEET v F—v
2 (RTA). AR, @y r~ra7) v, HiSSB/LabitkBth i3 4B CHE 22 0, RTA IR IIEET,
RTAVAHIIBECR O SHECTH o720 B U NEIZIVED 1B D AED Tz, Pty b ax 7HARBEIZT
~IVETHE % 0%, 4.2%, 0%, 114% TH ). IVIZZWEIZ 207 (p = 0082). F72. FEHIc o BIEH %
BEFE L72EBNIET ~ IVEBETH £ 16.7%. 25.0%. 0%. 5.1% & FAEFFERITE L (p = 0.0018). SLE#EFIZIRED
16, MBO2BIDF34TH Y., L IVED S OMIEIE R h o720 [#EFE] HERREY = — 7 L VERERZhE
EFIEICHARTH IR, U o 8@l R, RTA, FHILEKKA. @A r~7ua 71 v, HSS-B/Layifkbtt o5
BEASE < v SLE 72 MO BIFNR & i fs LR\ 2 L AVRIE S 7z,
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029 /NEHRERMD 1 —FL L ERE13AORETHICET 5K

OMRER MR A #+. KI5, PO Bk—. 5 Bid, frk 55—
BE T SR AR B R AR JE R S8 2R U /N L R

[HE] ¥ ==L VR (LUT SjS) R - MEE IR % £ & 3 A BIERR & F OZ R R BIVEIR, S 5IER
&R 7 EORNERR B T 2 M RENIRR TH 5o M SN2 HEBEIE R L NRIISERE O K
FRIZOWTORERZI DV, SRS THM SN2 BEOHEB LB FRICOVWTN,

[J71:] 20034E4 H ~ 20184F-4 H OB 4PE T, 163& KM THW SN BN Y = — 7 L VIEBEREZ OZBW
BRI, BT R, EH. BT RICOW TS ISR BRI L7,

[iR] s 5813134 (Bl L12) C. FEEmRPRMEIZI10 112 A, B BhREizs75» A (11-195
H) Tholzo BWHHEIRIE. 274 (54%). %574 (54%). BEH64 (46%) T KEME TRREIE
2% (15%) 2k &F o720 PR (>16015) 1394 (69%). PUSS-APifkidz4H (100%). PLSS-BHufkix
104 (77%). V7<= b4 FRTIX124 (92%) THETH -7z, HFITATOA FEIZL (AFa4 K25
AR5 %, RIEIHISESE 244) . NSAIDs Ml 1 44, MEEB3HTH - 720 ol 48 05—\ oRE Iz X
DATUA 7OV ZABEDBEINS N Tz, REBIEREOER L. A7 04 FE+ GEHIHIE74/, 2704
FIEDAR2%, RENMHEOR 24, MEBE2H4TH - 720 WO - &g, F54 74 2 EOBRAERZ 7
% B BRIRL EORERRIRE 54 MAETRIEZ 3%, BERA 1 % Tl 7z A PRIE I3 M Tk B 45
~ 707 7 — VWACEGERE. BBIEE R, B IEER. R £ 1 AR, Bl IcR A
AR, gty s~ b—FX, BV v~ F 281 A05E Lz AR E R B R b = 1330 7
Ntz

[iRE] NBIISSRE SiS13 588, Meis, BRI BRI R SN L 2 L% v, —F . SIERIZTBENAEICHED
59, BUERRPAZRR T HRZLBENL AL NZ, 612, —#EHTEOMERo B REREDOFIEICD
FEITRETH D,

0-30 /MEEY z—TJUVERBMBEOBITZRICE T A1 NOMER

OFFE M= FH E3E° AR —ERY Rl 520, Wil S, B AT B AT
B EST B M

YT IERA T 1 A vk vy —/NERE T IER RSB S e AR A R

SHVH/NBMEERR S £ v 7 — e - R 'KKRALRE R 7 —/ B - TLVF—) < F Loy —,

SAARERF KRR FBE AR NR - BBEMEZ, CABR At v & —1) v < FFh

TR 7 KRR B R A S R T A B /N R B e, SHE B K b/ NS & v & — /N R

ST BB B 7 LIV — - BEUREL SRR SRR S P 50 M A R

[FR] v =— 27 L UEBER (SS) B MR R TH 5720, NEIIIZRAREREFRZ L2230, 4
U BRBE I RARICHEIT L. RAITQOLIK T A I AT H DO EICELLEEZOLNT WS, DD, /NEW]
PORAINOBITHNC B BE LB A ENRELRETH S, 720 SSIIAMEICERETLI LR, K
BRI HCYUR CTH B HSS-A/RoFiKIZ RN — T ADFRFEEHHBELTWE I D5, PHICHb S EER I
I - HEEANOFIBIZOWT 5 R EHRIR IS L ETH %,

(B8] NERERAZBEDIEFE L, /NEW SS BE~NOBITLIREZMH T $HZEZANET S,

[FE] BIT70r o018 35358 - ZHBEDO6OOFIRTH S 1 10PN HE. 2. AT HE 3. HAL L2 B ATH),
4.HEW. BEWETE, SMEHEETA TRV, 6. ENEROENZNOHHICBWT, SSHIHFRNRZY =hL
JIAFa v (CQ) #MEKL. CQITHTAHERLEZMEL .

[RER] BATWISSERICBIA. DQOL G-l - LIEEFFAM - L EAAL 2) Hlo TBLIRSAERD MG - A A KBy
DRSS - A DG - WEHEO A - SPHEDO MK, 3) ZHICELURZAREZL - HV.ODIREZ TS
REZEL - BEESNHIBEEH - V777 - REBHEO MR, 4) FRATHFIBITLT BN A - 5k - i
- FREKIC B AT FNA A - G EOFIRR - BRROFEEHFANDT F3A X, 5) HloTHBLREMEANG - 4RO HG -
KEUS - IR - MEEANOTZHE - BT SS-A/Ro Filk By P L VEDREWS - EUE - EANDOLEE, IZOoWTHEREBI o7,
(3R] DEWISS BF IS T AT HIEAA FRER L2 AFA F2EIC, AEBISSNOBITEZDOLE K %X
LY ETH 5o
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0-31 EFEMFRMBEHRBEICE TS
ABMPLEIY— NEBERSEEDER - #IFICOVTO®RE

OXPE . MR R K M7 vaky di—. 5 RAS, Ok &—
T SLR 2 W e /N JE R

[Fx] AFPLEH— 1 MTX) &, HEERFEEREE L (JIA) OHEHBICBIT % Key DrugTh b, Lo L%k
Ao, A - W EELR EORMEH Oz, BENIRE T TOMEPHEED U < IZIRIEMGEAHREE L 2 2
BEDVBEHIZ v,

[H] Yo JIABZICBT A MTX OE#E G5 EOEK - #HEFFORK, SHICZNPHEERBEOT =% 7
9 5,

(7] 5132011454 H A5 20184E 3 H I KR TMTX 2 B L 72 JIA % 534, 28k % v T RIHH,
PR, BIERSEIC oW TR RIS Lze MTX 25213 10mg/m*/day D k& L7z,

[ 5] MTX BAAGEE 041, P ye i85 (H#iPH 15 ~ 188) i T, &IBI13 3344 (62%) Th o 720 Wiz 459
Y LRI RRI21 %, BRI 154, SEETERIEI S - S SR BB R 8 4 FEMRIZ 2744 (B51%) IPEH
ENTVz, BMEHEGELER LA BRIZI6A7225 ) boREREIER CTRICHE T 213k S, &k
WGBSR CEZBEI104 (19%) Th o7z BlEHGEOER - HFFTEX Lh 72434 (81%)
OMMEIE, EHLTBYIMEARZ20% (38%. AWEAMHIZ124). MIEH19% (35%). D44 (8%)
Tholzo BERICED L TEIEMNZ 364 (63%) IS8 72, WARIZIEA - IEH:254, IFFEE64. TIN5 4
72572,

(el 2l 5B 0Em. MRS TH BB L EM L CBYVMERABEOBRZZR L, 43%DEHIIY
FEOMTX 2HK G5 TETWARD o720 FPROBHRES - B0 -0 - iz SR S, MTX
* B G E T T 2 TRPLETHL EEZ LN,

0-32  FFBNRICHTBFMERPRY JILH2 IIMEA M L XY — MREOFRAME
EEREREORE

ORA 756", R fR5 PN J—° WK BB K& A° 24 7S i &2’
AHE SEMT OKH RREEY, AR Hese®

PRBRERL R B SRR AR - SR B2 N AL, PSR AL Z b ke ) 7 < TR

SHHR TR R BB A e R S AL B /N R B, SRR R SR PR e e 2R /N Y

KKRALBEE Rz > & — /N - 7LV F—y o= F vy —,

Ol B RAER R S SRS R N ERE . TINTTRE R B IE 7 R SE R B 2 S N R AL 27 iz

SR AL B R 5 2 Bt R o A 5 T S 2 D8 938 s 27 ol P

[ZU®IZ] AP FLEH—F MTX) ZHIEATEY 2V 7 3 vk (MTX-PG) XN CTHMEZ 5T 25, MTX-
ORI NFEZ & ITERIC L 2 EEDPRE SN TV L, RIFNEICBIT 240 - ARt igEEs L - 2@
WIZOWTHGES L7ze [7E] R aEmae e Biis (JTA) ©. B3 H B — o HiEHEO MTX Wik o
BI494, FRIMBFRFPBMTXPG MTXPG,,) BLUOKETITZAY FEBHRBOMEL (YIvrT77r—<H AT
Y 2AE) . SRR - B - RE - SR - SERROHT - RS - S0 - BN (EK - ITREE) - REBINETE S o
BEGEIZ DWW TG RERIZETHhIE (25-75%) THEIR L7zo AW IXIEA IR A e B fiBh &% v, mAEE
BOKRBERELORE BT ER] EZ10 (6-14). MTX#EE5®13724me/m*>/W (548862) T - 720
MTX-PG,y 135510 mg/m*>/W T TR EMACEIM L. MEIZ 7S b —I13E L7ze MTX-PG, o DB 2e 40 &
EN560~ 100 nmol/LIZA 570 DF @5 81%5 ~ 10 mg/ m*/W L EE iz, (K& - 584720 O MTX-
PG (nmol/L/mg/kg) 13FLVE224.7 70 & BHEM 4621 & Ew & IS R Lz, #5NHE - BRFE05 43I v 7))
DKETTIZ. MTX-PG, (nmol/L/mg/kg) 377E1# 5 (3446 vs. 2527, p=0.0216) K OE#HES (384.2 vs. 230.6,
p=0.0043) THEIZEE T, FFI25E%5B L OEREK S TIEIMTX-PGL A BIZEmd o 72 BEREGHETIT AR
SHINVIEROFEIDEEICEL o7 (526% vs. 13.3%, p=0.0078), IERDOAHMEI THI LA, IRKA VT
B EIAREMR - SH%%5EE - EERIGEHMESEME T, MTX-PG,y, d EWEINICH o 720 SOIFREEIXR . R
BERIEMTX PG (L e o 720 [EL]IMTX-PGUHIEIZEEHEORE, EMNOHEZREICHHET, 5~10
mg/ m*/W % 1 W22 SR EN DL, THIZFCRICE LT V7 ATRDETHENZE MTX-PGIEEESE SN D
EOBANOEL =T D, 72 LAERO EAREROMHICE VIBEZZET 5. MTX-PGLE AL, TEK
OB R BIGFEIME LA & oML RIEB I N7z,
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0-33 A b bLFY— MRS/ A OEFMF RSB R (IS & T 2R RE SRR BTN
< FEOERZR

ORH T A 236 Ml B BHE S A b £k 3
PRIREER RN R 2 e 5 72N R

[T oic] KADOBHE) 7~ FTld%  OFEREE R BBHITEDT) 7 < 73 (csDMARDs) 23 g TdH
DA EAEVERRSS VR E 25 (JTA) (ARG O & 5 csDMARDs d. BHAEX M P L FH— F (MTX) DA TH
Bo LU, JIAIZBWTH MTX 22T Tlda v bu— VSR B AR, BIEMIC X ) MTX Ok 25K
He L 22 BIERI S Lo MTX AL/ A O6. AW iH] (bDMARDs) % v % Z &£ 5% 25, bDMARDs
PGt & UG EIMEA S <L BIERALE L Z 2 SNBEM DL v, 22 T4HEL HERIZBIT 5 MTX
AN/ ANiF D JIA T, bDMARDs & B LT ED X 9 7 csDMARDs Tl Z 7% > TV A2 L, i d
%o [M4] £ i % JIA T, MTX & bDMARDs i H1IZ, (1) csDMARDs I & % BHIEHE & 16D 7= 6] (38
MEE) . ) MTX HHEBEARE & 72 0 J D csDMARDs ~NZEH U 72 REB] (ZHHE) % 50ek X 0 BB L,
ZORBEMR L. [KE] (D) Bm#EsE, (2) ZEBEAGIORIER. B1%. X84, HFhild6 ~ 22 (
PAE127%) o 1B Z B2 8IEF A 7= A FIRTFFE% B 45. 2B 2 MTX HIE#HIZ, 26T
S & 2 PUIRINEE, #ET I bDMARDs ZZH L CWAIEFIZ IO 5H T, EEICHN L TV IERTRS
WIZEERLTWAS EBbNT, i L72csDMARDsIZ, BB TA 75 FF F AGU)3H., ¥ 70 4R
(TAC)1Hl, 5V ANT7 7Y T V16, EERTIIE4ERIMTX 25 TACNEHE, ZhThEEa b
T—VHERRTH 7220 BWTIGUANDEH T 72138 %E LTWize WTENOIEFIZBWTH, MTX DSt
®D csDMARDs IZ X 2 ERRLIIEDTBH T, WK TE T2, (HEITEBIET KES° MMP-3 72 & o9 GG
FHPEICBE L Cld, ZAHEHCUEBRMEATRO S, BT L 2 EmN b o7z, [FE2D] BRETIIMTX
RIS/ AN D% B 4 JIA K L CTIGU R TAC DA E hr o 72 WTNOIEBITH W S 2 A EFHL I 7% L
HEIMHTE TV, EOBPDRNVTDE 5% ZGEEDSLETZD, Stk JTAIZBIT 5 csDMARDs O 5#H
A2 B2 L 2RI L2,

0-34  EFMEEERIE R OXIHASR-35 B DREL -

OB Wl g RN —2 ' B B FE e Mk At
R SN e N e o B SN SE e e 6 A VA Y SN ey N VAT 2 P e b e

Wit FAEVEE TR 2 (JPSA) 13 16 AR FERE O WM B 6 2 v 9 o ILARIC BT 5 JIA Otz ek B i

RIZB X5 EN, KT JIA DR 1E %2 5D 505, RIFTIEIM & M5 SN2 ORGIIHETII R V. —H,
PSA LD A XY M 20T B A7 055, PHRELTLHBRFELIEZEAT. QOLOKT &R $7-
B, RHIBW - RIS AT R TH B, LA L, JPsA DGR 0% RZIHEINETH 5.
[H] JPsA BEDEEHRBRICEH L. IR0 EW S22 5. [WRE 8] 20104E 5 5 2018 4R 124 % 2
% L7 JPsA BBH 3B 2 W RS, BRI 2 #2 TR IC G L7z [R5 3] 46T Vancouver 253t 2 il 72
L7z 5613 ) v~ b FRFHEED D ILAR G TIE. ROFEBMARICIX G S Nz BAEERIZ5.6 %0
5157 (P U 1047% ). ZEDS2361 (65%). 7+ 0 —7 v FHIMIZ 1.24E 5 5 844F (PPl 394E ), e A
SZWE TOMMIZRETSSE (MIME214E) Th o720 6BICHEMZ HOT, WREAHBLL 72 2961 26 611
ERTHEE BT L 720 MM REITHINI9B E RS Th o720 WBHFICIPSA LB W TEX72012961T, 21623
R L B ST ize 14BIZEZEE, 7B T N ¥ —1ERE % (AD) OREEZ . 136112 AD OBEH:E
ROz, MH BT O TIX, Z3MA A2 3361— 3561, BIMiEE 21X 14 61— 2561, N2 16 5
— 3200, W ECE R IE RO B — 126, IRRIBI—=TH. ANBEARGE2 B — 136 & AF &2 6 T %
D 5720 BB REIEROEGHONE A . BHEEEBROIIENI1IHITH > 720 FERBENIZ BRI 2
30%1— 3340, HHEIX EHAEEA 146 — 186 & % T o 720 MR ATCRP % 7213 R AL 12 61— 1851 C
Hotzo HLAB2THEIZIBITH o720 [£5] BRI Z O LN BETRRIER DS W2 LA JPsA DR
ThHholze F7o. AEFRITMAZ, EHOKERE, ADORERE - BMAREICEH 352 EBRHZM D01
HBETH D LEZON7z. [HEaw] IPsA TR REATHINS <. BIBW O 0IIIETRE. TURE. K5
HEPOARREZERWL, BELT 740 =T v 745 EDNHETHD,
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0-35 HEBEEFHIFEMEHRICE T IREFMERE Y —H— & L TOMmEsCD26.
sCD30fEDERKRRIA At

OJKH FREE' &K FEAL HE Z2oiL B AL BRI B AT
AT hEE RS AT W
VAR R A S N R, PR IR 2 b ERE ) v v TR

[HAy]

F 4 — 7 CDARETE T M A 5404t L7z Thl, Th2Miid, SEinSIcB VW CHmilim2&E2H-TH), Zh
ZROiEE I 0 sCD26, sCD30EASKMEL TWwWb, F72Thl/Th2D/NT ¥ ADHENT LV F—R k4
HHORENREDORBEICHEGE L TWA I EBHSN TV A, MBS % JTA) IS LTIk
KRR TH 5o A4 IZBER JIA DI sCD26. sCD30EAHREA~ —H — & L THHDE ) R, ik
WZED XIS T ARG L7z

(5]

X513 48 B JIA (RF FE 2% BIF R JIA (p-JIA) 196, RF Bt p-JIA 861, A BAHI%I JIA (o-JIA) 21%1) & 43 12
9%, I H D sCD26. sCD30 % ELISA  CHIE L FERRLIMGE 7 — & & o B % ket L7z

[ 5]

B £ 780 JTARE B C U A0 J8 & SRk L €L I sCD26 fiff 13 A5 A C IfiL i sCD30 i 1w fifl R 1M 2 7R L 720 & 72
p-JIA O ZAVEM Tl sCD30/sCD26 LMl 2 & I L CTHBICEMTH D, WL KL THEB L. 4§
2 RF Bk p-JIA TidsCD30/26 te & Fe B BEI ., Ifi{E MMP-3 i & o B % 726 72,

[GaE]

RF Btk p-JIA Tl 1% sCD30/26 e AR O KIEE KT 2 F A~ —h — L R B BERDH . 20D
HREIZIE Th2 M DTHEAL DSBS LT a5 b Ltk v,

0O-36 MU THEEMRRICHR TH - 7~ ZEAMBE M RMEREE R D—B)

Ol &K P B TR M’ Ak T iR E= R —K?
RIS SV S UNVEIE 2 & NI EIPN SV 2l S S

[lZ T oiz] BHAEMRZEMEE 4 (Juvenile idiopathic arthritis : JTA) (2B MEMi%ZE (Interstitial lung Disease :
ILD) % EDOMiWEZEPET 52 LIZHENENTH Y. ARRERBEIELEHELL T Rv, Sl ) A=
TOBERERO A 7% 53, BiRE (B, MiE~—7—) QAN TH - 2L IR JIA O —B % fE5k L7272
DHwET 5o

BEG] 10K e 4kt — 2 b7 ) TAEAERICRE B BEIR JIA S S, £ Ok TH TIEICER
B &2 RO Tz, 20134 SR ICHR IR I WU R 2 23 L. WEBCT T FAREF OIS 2 LI 1% % 7.0
KL-6 400-600U/ml#% i & F 5 L Tw 72, NSAID., MTX 10mg/m?®/#, PSL 25mg/ H ® #¢ 5. TDAS28CRP
596 L FAFHERD I ¥ A= VSRR TH Y, 75 AT EEA, MTX &2k L7z, 745 A~ 7#EA%M
BRI — R L. BEBCT BRI E A 2 < Rl L 720 20154F 0 7RG 2> & BAERER O PR, KL-6
1000U/ml & B, WEBCT THiREOMES ) ¥ 70 ) A A %EA, PSL15mg/ HF THE L. Z0HD
KL-6 & X ORISR DS HEfe L 727280, SUE KPR CTRUEW B YE 2 MEaR 1R, W FEA 2 7 7)) A=
ThoH YA TICERE LTz, Py ) AR 7T HEZAEHERIZER L, PSL 3mg/ H £ Tl aE & 7 -
720 NV A TEAR, HAICKLOIIKT L, FFEE2H1Z2000/mBE2H#HER LTS, ) A 7RG
241 Ol CT Fr WAL AT & iR U CT— R EALMi AR IIRATF T2 D OO LR LU HE L RO TV 5,
(Z5] ) X< 7ol RERAIC CHEENEOGBRKET & LT, WEERROBAESEF LTV,
AIEFTIZPLTNE a {EHERD CHREFEIMED M <. MAEWOM S 2 GE Lz LT, MWL EICHERE L CE
BICM VAT 285 Lz PP AR TRBAESEROA R ST, MIREZICH L TOEMNTH - 720 JEFIC
Lo TN V) XA TDBTAEGT S ILDICARITH 2 W HEMEDRIE E 7z,
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P-1 JNGfFRAEERIC, v 707 77—V EMLERBEABITLU 2 BEEFHIFRMBEEHR &
WU -EROERICH S NAA A7 7AIVBERTH > -—H

Offie #af ' I o'y WK B2 T4 !
P RERF R RIS BN R EROR S R SRR S e a8 P 2 %/ R A

[ UdIic] NIGE & 4 B A AR S PR ET 2% (s-JIA) ORI SRR EE 25503 ) . W& O8I I3
A IHATaT 7 ANPERTHE I EPPEEN TS, S0, JIEHERE L TCHW 7L F=vor
(PSL) Oilirifi %2 224812, ~ 7 17 7 — IIEMALEBERE (MAS) OBAT B b7 REB] 2 58k L 7272055 %,
UEFIREE] 3P e W H LIC39EAR DI LM EEERES M L7z, €0k, ARBEENAA S WK H 3
\EEZ# Lz AIMER11500/ 1 1. CRP 19mg/dl & 285 BUG Bl T & 0 KA H 912 SRR & 7 o 726
Zo I B2 < W HSICIREE B, VUSSR, T - REABEAEII L, IR A ST OZH T
TAEY YWIRE T = a7 v RE#EDE IVIG) 2B L7z, KO - AT A SsE L 72 ASIVIG2 % b fi#
B RAE OB EAS N 720 H oy~ a7 ) ARG E WL, 9§ H 1212 PSL2mg/kg/day Z Bla L7z &
5 HR P IRE, RIEPUSIEEMAL L7ze A7 04 FEZBR LW H30ICPSL& T L7225 BHIZ39EDSR
BBz, BRI EE 2 3 HOIVIG 2179 dahfid 7z < PUnEkgd & 7 =) 5~ L& (4590ng/ml)
RO, RBRLMRET RS sJIA LB L, MASNOBITAEEDLNLHEREHWTL72e A7 a4 K25V
WEE 27 — VAT LERE 1S, B, EEIIREZIZRO kol [ Va4 T a7 7 L VBN R
H3DIL-62322pg/ml & WETH Y, JIFHK/ ST — VIZHEM T2 TH o720 LL. ABEEX D IL18IZ
6000pg/ml L k& EHLTHEY., IL6. CRPEMALE D Bfidsh &, PSL k%1238 (126,000pg/ml) L7z,
[%%2] s JIA X IL-18 MR FE A A IR G LT Wb & SN b, ABIORGHLHMAT RO 5, Ak
STIADFIED) A7 % A5 % WHINNIGIKZ 2RI JIAZFIEL. AT 04 FHIEIC X ) MASHRENHEIT Lz &
BRI, A7 04 FIRERIZs-JIA Dinactive phase Tdh o722 EDE R SN7ze [HEFE] NIEHEIVIGAE
BIRLAEREBIZ BT, sJIAZEHICES SEFERICELETH S, A7 04 FOMAERLENICH:T 5
FEFNZBNWT, A4 AL v Ta 77 A VDBEHTH 5,

P-2 NiFRAMHIOEZMRIIRE TRIER 2520,
EHREFHRRMEER & OJEAICERL 2161

O BRI, 1R Bz, MR 15—
BE SRR 2 0N SR

[#E2] N (KD) BIEBIRI#IZ KDIEBI D 75% A0 L. ZD#30% 13 1095 H LN O 28 fET 5 &
s TWb, —F, RITFHAEERIEEES % (sJIA) 3 KD O EERERASHBLT 5720, KD A2
a7y (IVIG) KEFESAICOMERASHILL 7254813, sJIA L OB T 5. sJIA DBWITIE
B 5 0 7% 3 MRIMUAS A3 A 72 A%, KD B B8 45 0 MRIFE RSB 5 #5134 e v 41, KD ANz
WMRIRA TR, . EEEICHIE R O L% 385 72 35 i Ja Bl 2 6Bk L 726

GERI] it T REBAEO W3R, 383 H B ICKD FESGEIRZ B, R T o Bz 9 2 447
L% otz 2MOIVIG KREEEI M ThI, FEEIERITIHEE L7223, FBEE F IR BEERSEA L 7272099
HAZ MBHCHERE L 720 1095 HISHE4T L 72 P MR CHEEO BN %2 B0 sJIA b R ETE d o 72
KDD3rd 7 4 v DiE#HE LT, sJIADHEFICOAVWONL Y 70 ARY YAZBRBLZEZ A, 11 HIC#
B o, BEERIZEAICEEE L TR HICIIBRITTE L L)1l o720 ZOH%. FEROFRIT % 2595
HICHEBEL 720 3D HBICMRIZ B L72E 2 A, WIREOFTRIZHEL Tz, SMENNCERILL 721 % H
WTIL18 2B L 722 2 A, mEfElX1127pg/mL EBEED EHICE & F 5 Tz, MRITIE, RO R
PAMZSJIATHD SN L) B S ARTHFES W & MEIL-18MED EAPRETH 722 &b,
KD B B #fi 95 & 30 L 720

[#%4) KD B Hi 95T MRI Ciif ik 2 i8> 5 2 L 23 A2 IR CTH ) . MG IL- 18D L5 L BET
HH7O, TNEDOFTRMNSIIA L DENDOBE IR D EEZ LN, ILISEDEVBD: L, ZD2ODHEETIE
I A RERICIZERNED D 5 25, SIEERFRT AR 2 RS 2 57z,
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P-3 TNEZET b TREPOHGESSREFIHEFRIEBEE XD 16

O BRI JRH R4 &3 7!
VRIRAL S bRk ) v = SR SRR R v 8 —

[lTt@iz] 737~ (ABT) &, BEAFEBCRIRA T3 %2 BENICIE B % A 3 2 45 F PRI J8 1 B & 2%
(JIA) 12xtd 2 Bk & PR S, BRI THMHIEA > TV b, VO TR Tldae g A JIA
DIEFLEITNTWAEY, HAENTOHEIIHRB TR EIN TR o7z. EETIIA D HANERIZ B
LIEMBL R CODPBIRTH 5, SR L, BAHETIEIAT O, FOREIHEVCEE RO R D K5
RS JIA OB I ABT # 0 L CIHRE L 20 . 3 CIEGHE2»S4ED FICR 5720, £
ORBERET H. DEBI] 1E3»ARNCEHMIIAZIIEL. 7L F=va ¥ (PSL) OEIIfE WIS
DL TWI2720, 3HOBEIZPSLICIA TN V) A 7052 MG L 72, HEEEUSICHKE S5, &
LR TH 2L THBHRGATE TV, L LZ0®K, hHIPUAI I S ki 5 2 Wa Lz, &
DEIE, MTXR Y 70 ARY Y 2P L7245 PSLOBEISEWREEATIE R, BEEEZHIET IR
7o THV) AR TR LA HHIPUAII S, R L+ Tldar o GE2ROREETHIE) 72
BDIYAINET PNZAL v F Lz PSLOBRGHEMICH2), KEBEENEE THo72 XL ET D
Be 52D BB e o 7225 PSLE5mg (1 HE) DTICHRET 2 & Mgz K370, WS 270 %8 8
BONTOVAREVWEW) ZETHEZD X 5D, FLTSMYUK, FAHOARTIIHESS 20> ABT %, il
FHEDKRBZET, AANBIORELEDORBEOL LG5I L7z, /2. PSLOBEN— A % JEH
RPN T A LRI DOETIT o720 12i%IC% D, PSLiZ4dmg(1HE) THHA HEOMUIEMHHETEX,
BHAMBETETWD, [ER] ABT O 5-BIELIEIC, 38 EOEGREIROFRII R h - 720 B IR 2
HETS2b00, =a—TiHiiL CTdHEHROLIZHS 2 Tld R o7, ABTIZELM JTA © HA ARSI
BWTb AR L bz,

P-4 NG, BlaufEfRE & D% E L /- B FE MR MEEH K (JIA) D—B5

OFT Hifr's arH BZ Jud s WA B BIF . R ML LN Hiah
W KFN A0 REN AR B AR st K IR

SRR LIE VT A A BEANIARE L 2 U BE R SRR RS NIRRT B B A A A SR R A

PR AN AL

[Z U] WA 2 BASIREIR & £ b 70 W A B RUPHAEPERR R VE BI B 28 (sJTA) 1AM O EH THIE T 2 OAH T
H5Bo Ainl, JIEHE, Blau i R & ORI 2 2 L -5 SE IR BEH RO — Bl 2 BB L -0 T3 5. [ER]
L1000 H & Be 568, BBEZFEDABEL, 7+ 7 F 34 (CTX) 25 LEGHH BB L 72, 111, H
W, 25272 HIEIC D AR ORG#E 2 RO 720 I d SR - B TIIRBEZRHETE hh o7 29I
W, J83, BB E2AO AR L. CTX.PAPM O 53R T, 0B SHilEiE, E8RkOBELEL 7«
VF 0 EAZRD, HLHZ G0 L-AET)IERE LT, IVIGE 7L F=v'r v (PSL) Thi# LdgE L7z,
3O e, Fe#h, ABEMFMIEEZ 2072, aveF V3BT, BEDFRL 72U F U b ERMENE %o
720 PSL & PG, R 2 I fRE UIEBIETAT i & — W2k L7z DRIZ PSLAE - R IAKAE 3 5 X 9 ICEBIEpT
I EGEZB VK L7 NSAIDs, A F ML &3 —rO&KG 2B LA, ZelCiildsZ3Tcan
Molze SIEOPHANLT F ) A T7OHRG 2 L. FNHGONPSLIEEDRE L % > 72 HLH FAERED
MY A bH A 707 74 WVIESJIARY — 0T, BIZTRETIENOD2 #HETICERZED I, [EF%5]s]IA
ENIER O RN FTRE L 72 Bl oHE 132 . MEHEOHEMIZIEHT A b4y Ta7 7 A VoOFGHEI RIS TY
%o —77 BlawEEHIZINOD2 A FICERN D 5 HOKIEERFETH ). 53, KB, BEi%L EomERE 2
T 5, HEBIINOD2ICERIIH 2D DD, BEROKREIIIEHO BlauEBEEM L3RR ->TBY, F W%
bR TIE %D o720 HORIEIEGERZ B 280 Ry BEFEMETHRIE LA A4 My Ta7 74
WEED B L B JTA & R BW L 7z BlawEBERE & OB L /RIE S5 B CHREV1HITH - 72,
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P-5 BIER IL-6 DEBAREZ 2D /-, PEAMEIEFMER RIEEIEM R DL RH

OF&I HE—
| N BB LUK e e & > 7 — /N

[IZ U] BRI EVERRSEVER M 25 (BAFTN JIA) DR REA B TNF- a R IL-6 50 RIEEY 4 b 4 Y O
MO TWE 25, KRR 2 5 2 B O 4 M a4 2208 L7z iEZ Ly,

GEFI] 2F &8, — BT — @R L TR D D FEF O AR TEPRE, JiH X 028K ARIERL, &
A CHREIERITARRE L e 5 72720, MBI ABt. RFeke, 45 REBI I O B AR SR & R BB BRAS A 5 1, i AN
BETdHh o720 WBC 6500 4 L. CRP 0.28mg/dl. ESR 11lmm/h. PCT 0.168ng/ml 7 = 1) > 60ng/ml. MMP-3
400ng/ml. PUEEPLIER 4045 (homo, speckled). RF - JLCCPHUEE H M. ASO 6IU/mls MRI Tl A BB i
(BRI LW AR S A O T, ALIRTEBI S S D $ B 72 LRSI 0 72 O BAEI B & Tk, BHEIRIE IR E A -
RRUAE. WK - MR AR L b, PUERmE 2R, B MMP-3 86600ng/ml. BIFIE DY A A A ¥4
MrCid. IL-62%125415pg/ml & FHWIZ EH LTEB Y, TNF-a 356pg/ml. IFN-y 222pg/mld 2R L&A L.
M OEFES A A4 AMEITC TS ZIZEEHFNTD o 72, MEEEED B IRFFTT PRk %
o7z,

ABEU NI PR 3R CEZ i TREB & A 725, R RHIHR ISR L, 2o, BB EIFSE o 4 B iR
JIA S L IZUnPERfEi &% 2. NSAIDsNIRO A E L7zo ABERBRELH T4 R TREE 20 0 . BEEHZHER
P BIFIERR (3R WERBZII V. 00T, ARZVET TRV, Ihdb 3 HTERL, F
EFLIIZ MR MMP-3 & B L L 720 F8HER 1R, o BIEIRZ O FREIZ RO T v,

[455E] PO JIAREBIOBIFIE Y 4 b A A »ohrid. BEERITORKELZ BN E LR EORREMRIICE S5
LUREED D). 5HE O HEFOERMIE TN S,

P-6 REDLSEENAZT CTREFEBZE L I RHRESFERFEMERIE X DO —B6)

O=il W7, ¥ H1. A F£—
S NI N

FLIB IS B RS AR BB E RIS O W TCTENT T L E o 2B T 2 wds, HEERICZLwZ &, B
FiRZIR) OO WZ E X DBMAPENRTLE ) ZEBPRENS, GHZERL TR o 72N %2 fkE R &
L THAR S . PAER IS BRI HfE 2 ok L7 R 2 888 L 7zo JERNZ 14 » H o4 E, AR RE R < 56E
HIEHTIU»H OB E TR 2B L Tz, 11 7 HRRIZZERODF Vi b %2 L L % ) EENER R OVNE
BINRL 22 Lo BIEARHICIEI S 22 55 72 L IR MER OB B Z SEbvNBARERHIREA L 2 D
AN Tz, JHER - BHE MRL, BERRAS 20 EHRENGGETT S N2 S 2 BEEZ RO L b o 72, EROE
FIROT, FoOBRMMGHR TOMBEHRATMMP-30 LA 2 SN, Uy~ FHEE DY B2 BA S
N7zo MZHRBIEIS 6P ARERBLTEY, ZOBIOIELNA N BERDT5TE R WIRED
&, FROMENIIMN L Tz, AR TIR/NNEEEAR 2 B2 L0 gPHE o RE 2 i s, /h
AR CHE S EFH IOV TIIRB A SN TV 22 MEHi ZIZOoOW IR 25 2 & 2 RSO0 &l
LBAINTWIz, Vel holzl ) FFRICH L THRHEHRHE. H25WITMEROKBEZENICETE 2 LITE
PTH DN MEEZ ik <, B, 5. . B BRI S SO TSI TR R A S 2 &
WKWEDEZICEELDL2OD%HE L, JIAZEGOMEICEE L 27X REBEEZENICET S & v IR
R BBOEEN % FHRSEONDEMNTH o720 MATIJIAIZBEEHORIEIC L ) BOREREICEEL S
v REIBERE VS RNICERLBEELRIBRELLIAMELTIIEREIT LD 5720 R MO KL
WY R RN ADLELREBETLH 5. LLOERZ TN 2 E 82 N2 THE T %,
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P-7 270—tEREL L IGABEOEBHICEEERMYSRUBEEREREL L 13EBRH

ORI M6F, AR M, BN 20k, ol graey- mJF S5, B siE. Hisl A 3E,
HREEL R RFSE. ROk WA AR A
ST T 37 e/ JE R

[lZUvoiz] BEEREL 5 # % (chronic recurrent multifocal osteomyelitis, CRMO) 1% H C 4S9 B
OO TR HALIREE R YT FHRETEHERATH 5, FITFEBISHIT T, FHE e, WE, BREFT®
Ui G OFHICHAE L. RETOMERE. 5. BEETEEEEIR 2 EORERE R T 5. RIFITBIT BEFIEIA
HCTH ). B REHEEERTZHEL L Twiv, —FHTh 70 —BEER (NS) # 29 % IgA B9E (IgAN) (31t
KM CTHHH, MR, 7 V87 R TRAET 5 IgAN L OFFROZERIZH S »Tld v, SHFEA4IENSZ 2T
5 IgANREHIZCRMO Z38E L 72 1Bl 2 f2BR L 7= D THIE T %0

[iEfl] 13555 e 5MMRICNS 25 L 7L =V ¥ (PSL) TEMEA N OHEFHRIEEZ T2 > TWi225, 70
DOFFEEHE) B L7720 BEMERIT L. NSTHRAELZIgAN LB L7z, ERFICEHAREI VI E Y (93
mg/kg/ H)A2H¥HG5-ZEA L, 12X 0 I V) VBRI CTEMHMER L TWize 13SRRICHERZ < M 53R
DIPEM. A% 1l A5 EMEDFER, IR AL 720 MRIBA O IR IHEIHIS & OF T2 @ik {R <
WHEE I 0L B O GG I8 RO E MR Z 5> 720 MEMRA CTIZIME OB ETTHE Z D 72 d OO HIEREILIE
Wy CRPMED LA I %225 720 Ll EA 65 CRMO & W L NSAIDs D¢ 5- 2 Bils L 72 NSAIDsBlG#F5H T
FERIZIAE L, ML AL L7ze — i CHBERIIED S 40 HHBICNSAFH L. PSL 60 mg/m*/ HIZX 5%
R AR BRI L7z FREED SHHOEAHB L, ML O EILELZ R 72, 45 MRIMA Tl FHME
OWEEOZALIZFED T, S SRS e Ml 5 1 ki 3 s m % 580 72,

[Z2]INS % % L2 IgAN BFIIZBER 2 509 2 O &, ABITIZCRMO L R—JFEE £ 2 5h
% SAPHOJEBEREIZ B WTNS 2 B L2 IgAN O #2350 ABNI/NEF E L TIZIRTHD TOHETH 5o
NS, IgAN L UFCRMO 23& 03 28 3 5 22 Tld e vwds, NSE 25 5 IgANESIAME . B ZFHRZ 2%
Al1ZCRMO # ZHHICHEE 2 £ 2 BEDH 5,

[#ZE] NS # 23 5 IgAN & CRMO ORIERF I+ —N—F v T T AR RB SN 5,

P-8 BER THM LB 7 CRMO D5 RF

OBJg BFF MR I =307 ik AR BE Rl J T
MW Bk BE L EEA T
R LR A BN AR 2 B L AR AR A B

W] BHEISEL IS (Chronic Recurrent Multifocal Osteomyelitis; CRMO) 1210 Hi % % ¥ —

7 & U/RNBINCHIES A, SR - BSOS - BHIIEMRETH 2, L L5 Pa d EBWICE
BIEBNEZ A v SR A I EMIC THEESIHICE > 72CRMOD 1612 #8x L 72, [5ERI] 125, BIE [E
FR] A A [BREE] XAESHED S SEASHBLL 720 F4ES AICHE, SEORE, B % ik 28R
TMRI % [iifT SN 7225, HELFTFRERD LD o720 TOHDMEHROIERZ 807720, B, . BH#H
BEEE O MRI 2 FifEfT L7z & & A, AESHE 2 S THRIESRZ B0, BIRBEDDIZ6 A3 HIZY
Be~Hzmbe & 72 o 720 [BARAT L] AR 36.7 B, OA%L 62/bpm. IME 90/46mmHg. BESEERAT R : B2 95 H
0. FEERY CONHIERE 7 Lo MOBEEBRTEL © SRS Lo 5 - BIERPTIL - Z28HE T, MRS ICERH V. Zofl
OBFITEYRIR Z Lo (B i) fnigieds : WBC 8800/ 11 (Nt 685%. Ly 21.8%). Hb 14.2g/dl. Plt 564
%103/ u 1. ESR 64mm/h., CRP 340mg/dl. IL2-R 803U/ml. MMP-3 32.7ng/ml. & $MRI : T2WIT A 84
B2 OMEICEESED D, FDGPET : /E8HE 2 O g I MEERD 0 . [Ral] ABERE A 858 A O E
RO, T MNT I 72 yOBERTHIGE Lz FEEZH HMICESEE X ) BEMmE iiiT L. 58, B
G OSEE R 2 v, RN Y 8Bk - RGN R AR o SE R I IR I & AL % 52D CRMO & i L
720 PREYREOIESG, FEER. TS ORISR O HARERPL L 727208 Be L72. 200X+14E3 A, BRI 3,
MEMA T — 7 OEALZ D, T b7 I 72 Y TRIGEIEAT LR L, F7axtr 2BE L 72
DU SAET ORI Bd T b, [£%] CRMO IR HCKENERN 2 RICAET 5. WHM: - JREL D
G EHRENRETDH b HERTIIEMZ2 &0 IFRNE JIEREZ RO, BEMe~sra77—-V%
E DR &ML % RO Do AIEBNT T AN TEMIES 2 & OB/ 2 17 CRMO OfEEBIICE > 720 X
MR EZ 2 N2 CTHS 3 %,
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P-9 BCREMKREISEHON D REETEFRO—FI

O T /M B’ A B4 B S A MR Al RS R K
HIR =
MEMRAEBE TN R B TSR ERE, R A TR e B i 7

GEF] M2 12O LT HRBIA S FHELMIZ T T, HAERKRGSOERIZED S THH TR 535
B L HSEE O BB B - 720 B O AE & D 58, - B - WA - Wk 2siBl L, sHES L CR % &
EARAIEHEDREL TV, SNF TICRWVERGERE & 82, 5RO IEERE I 0 720 1 &l i PR 2 0
B CHUREE DI S NTze Vo 72 AJERITIRER U 72 2SBEIORI SO RS R L. BHERE 3 MRL T s i 2 1k
) FTERAEKRZ Dz, TERAREEOEHICHE ) B RBEOZR TN L F— VM EE S, Lhelciik s
Teoloe BB ATN F L F— VM (TSS) TFERAREZR IV HEACORBOIESH Y. MHRAER
IR L 7. B LT FaavF Yy (HDC) EHiAEFAERG 2 TbIBR Lz, 0% 5 - W -
Wil CHAET 5 FREAIHE % 34 MM P CRMBE L. §F5I TSS 2 JiifT L 72o HHHHZER X 0 IRFOIRE D
5500, FERAETIEZEDHITRH ST, WEGIZSEERZFRRE T, 20 HOFMEHIb T 2T M7
FERE b E TN Tz, S5 HD TSSORIC MV IRED 55 2B Z47v. HDC O NIk % FG L T o
OSBRI R IR O PR L 72 < T o 728 WM 22 S8 BRI L3R AE L 720 BIAE ZE I 56 B 56 VR IR IS HDC Nl
ATV, BRI B L T b, FERAREZ & 723 BEMOF KK EIE R EN T, 05 AP i3 H
EhTwhv, oo MEFV 7 EOHCRENRBOFENEETICREIERO Tu Ry, [F8] A %Etk
PHRDOTREMEZ R B THB Y, MAOPEE TIZPFAPASEBRIEOZ W LEL RO AT 5, LA L, BhEE
FEAR % BEE UG R0 P C F AR R 2 7 oS i e v FEIANNY, F 723N & 1358 7% 5 B O
BOWEMELD 5. [FE5E] B ORI 2 BFE25E5E S 5 S T AR —Bl 2 8 L 72,

P-10 FRIOAT R IBERERL -ARLBN—F = v i (BD) D16

ORE BEFT A FRAEL KW ' fe4AR A &N e IiH #A°
VISR MR RIRR R IR

[iIZr®ic] /AMEBDTIZ, 7 FYBEEDOEUHEE IZMMOREIR E KL TRV & SRb 05 BIEMAENRS L
WELMDEEZ KT ORELEIEODEDOTH S,

EB] 7l SFBEBREORKT7 » A2 SHICHE RO L WITNEZ Y KL Tz, YERiE O 3 08 /i
O BRAR, W25 0 3 AR AR /NBRANABE U7z BEYME B W S D24 H s E & 47V aB B
L7=25, Z02HM%. FHERTHABE L7z LA L. #ald, T, M ORERIEFRD 3 A IR Bk B 7 1.
FRAREEASHHIL L. R OB CHIRSE IR Z BMA L7z b7 H AN AEIROILE S A, M T RE® %32
O, ENT FIBREEOBME o720 AT 04 FEIRE PSL &5 (15mg/kg) TUERT, YhiNixhi &
o720 HLA-BS1BGPETBD b # 2. WHALEWNHEES X OB HIBEARZ T - 2058 B4R e . BEEMRI D
R Lo lze WHEBEOEIMEZH DR THIFEKRIL, PCRZ M L7245 7 B KON 72 K5
JEARIERE SN d o 7z Ubefiskifh, AT 04 R & PSL & H 5 CUGHEBEIN 72 - 7245, PSL i+ o iz
Be18 H HICHRJE. ACHRERFS LA MASTIEE L7z @ WIIRIEIR & 2 0o FRER 1T H 25723 & v 5 A4eR BD
DFWHHEIZIZYETEE o T2z, BN TPHREEEL, A2BX—F v ML LTHEEENTLZ L E
L726 mPSL/SIVAZFfW, 2NV F ¥, AMMLFS—bM2RGBL, 2L HBICHBOL Y7 ) X7
(IFX) % 5- %2475 720 ZOHRIFMER, & b2k, 3B HOIFXHE 5% S ERER Lo 727290, Ak
55 HHIZEBREE Lz TORIIIFX o @in#E 2k LT A5 FI7dmil 15 £ CchfE L. R TIRRE
B 72 SIERT A RED TV 20,

[£%52 - #5E] 7 PO REPRATL2/MNEBD IR TlEd 505, SO PHRIIHRL TEBITE v, 4. R4
BIBD & L CTHBMAZITV, AWEp A F CHEA L TR, SEMiERFCEEMNZREL 2. 7 P R%
Z RO TG A IR BORBEITMA. FHICHBENATRETH 5,
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P-11 BEMXER (UC) OXBL2MMRICESREMER (TA) ZREL Z10mKRH

OffA A" KB AL KI5 fea Ak B AN ks [l B,
IR #A% SH hEk°
VRIGREFIREENERE 2 R BN RS R

GEBI] 108 (HARE) SFal sz U (RIEEE) 17138 i TR B IR RISHE.  BEH HE 1595

(UC O ) 1k 1 20 A e & R & AR AR Uy FERFSNG S0 UG INAREE / KRS AR A i & b UC
LM SN 311 D HRRICKIED BRI EAL LA EARHE. A 704 F2OVAEELZRIG SN, 27 —
WV HERR AR RNENIRIMARREC X BEEEZRIE L2 F 270 ) AABIAL 7)) 3o T7HKET 5D
BRI ONT, THWF 4 7)) VIIELRORIWER TR T & 97 5% 322 B I U bedske U KRG M 2l 2 fifr L
720 REEFHUE L7225 658375 H ORI &M #4520 H CHEBITBITTE 72,

(BURRE) ABSR LA SEEEIZ X B0 W AR L T01lme/ kg D PSLAHERH STz, 32 HHiZPSL %
L7222 A, ZDO#HCRP, MiLBEDHbE L ARE 2 BRI RTA S PR EE& D B L 22720 HWTAR L 720
(AR B, /6l ) ARIR 37.1C BEEKdH D, FHRIMMORHE 2 L, SEHIMEMST % L, SHEIML )L, EH)
e BRI AY B 1) PR AR E 2 . REBIIEHE L ROZ T, I\ A NI RBSE O IRRE, MR
TIE WBC 10000/ x« L CRP1.5mg/dL #ik 3lmm/h D-D 0.6 x4 g/mL Fib 420mg/dL HLA-B52 /1. ##CT T
R R Ja VL D N FHBY IR 134 — e BERLE AS320 S, A OSRBEEHE eI a =% 1 v 238D, TA LBk,
W21 X 72 L THB S TSRS % Lo FDG-PET TIIEHIME DA O REEBIRD Lh o720 ~8) Ui
A FCTPSLlmg/kg X D BHGA L. 3% L7,

[Z£)UC L TADOSBBNIBA S, KREFTHETETH - 72HLA-B521ZUC, TADWTF NS B AT X
NTW Do AFEF OGRS Wi ISBELE LD A THRAM & Z 2 5, KAl 45 E5%IC TA 2%
SEL7ER L E 2 5z,

[ EE] UC I BT 2 i 5 A iy | 28 8 A TR 3k 1 0 S A0 B VE I 28R 28 © & e WIE BN i LTI E 22 20 VR IR
KThY, REEELZELUMICHERBEHICERENDL I h o7, LML, MEEHBICERIESN
TWTH TADRIEICIREZEILETH . JHOOP WIS - BEERL KT ROFHROBIZIZITAZ %
BLIRELLETH D,

P-12 LB THEER L /- microgeodic disease M 5%

OXKHlE By B DL, /DS 0SB R, B —AF, H & IR ke, K B — BB
SRR e/ R

Microgeodic disease (ZZEGIHIZIFH L, 1AD» SHEARDOFIED 2 VI EAOBFHOMEE, &% FERE 3
LIRETH 5. HIMXMERE CTREMNZ/NNIEOEESBRERDL I 06, [geodicllARRD | L) 4
N NST EoY (GRS

LFTIE 2014 4F 20 5 20184FE F TO 44E M TARE B Z 5P L 720 WL 1002 5 145%, 461, BHIR1H
THH., EO12A»S2HOEGINICTRDL L IZEOER, &tz ERIZBEH O AIZRE L.
e EOEHERIZED T, MBMRAZ 1T - 72ER TIXETHIMEKE S % L. CRPEERTH . FHECH
HHBEETH - 720 B XMEEIIB W TMNIEOEESEE 2 1B TR, MRI Tl T1 @ m{§ T8 BN IZ R
J 9 HARAE 5. MR T2 5 0 {5 C [R5 A7 5 BRI 2 S 25 BN O B 5 5 2 &F TRl 7z, &6l
¥ HUPICHEIRATHARER L L, BAECEL T THRBRI AL TS, MMEBS LabEs &, 75T
LI, ER, MAFTA, BROWITNR MR THLEF 2 5,

AEBIZHRBERT 2 THRBIFREBETDH D05 ZOBREREIRY SEH%, HEMEREEE K, BikilE
Yl L OEH DB LEIC R D, B L DENDZZDICHED L WVREN R REZ BT 5720120,
microgeodic disease % 7%k L T\ 2 LEDH 555, BHIIEIENE 82 6 0MENSL < ARBEFTIEE
RILKBH#EIN TR VORBIRTH 5, BRI ToOSHEPHE ZHEL, 2POXMMNEL X 5T 2 TH
ERE
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P-13 A7V YBEEFEL - IL-10Z2RIEEE 1C & % Monogenic IBD D 1 4]

OfE & AtE BT FR B S B ERAE . 5 20 sk g
BREE !
VRERS KPR R SER MR, R R RIS R N R

[TR] A v 7V P REDFIERIR & LC. MBI R RIS ICRE ) B A4 b7 A Y IED B G-A73 58 ST
Who —HT TORKE % B EOBEERAH S I ENDREMIZE L v, BIE T B ICHE ) i
WHFAEN G- Lz e B SN LA v 7V v FIRERER 2 %8 U 72 DER] W4 » A, B8, £E#%10H
HXD58D 0. NLME PRI A L 720 YIBHHER IS T M B & 7 o 720 S8 KA - AREBN
AR - HEOREICMA. KBNS CERRE 207, BERORHERO72OSKERA M —~ &2 ¥ il
L72&eZAh, AM—<ELIBEE 2R L7z, BHoKE? S, FIETRERNSIER & OBIE T BWIHE) &
SEVERGHEE. (Monogenic IBD) %58\, WEHEZ1To 720 11 » H. BEETHREOH S (ILIORA c537G—A)
I IL10ZBAREEIE L BW Lz RERELEZATOA FEIZXBEBREORF DD ABRRELIZEZ A, [
HRRIZAICOFRBE L BICy 3y Z7IREBE L oo lze BREIC—HIZRIE L7z b O OMNEZ 59E. 2B Adsd
HEATLL » HRISKIRE N7z SR EREORK R L VIEEIEZA v 7 VT U IGEE ZH L. ABEMHB
FUORBEHZORAEMEZH YA P AL v 2 WELZE A, £ 7V yHFILI0C L ) @EIH s h s
IL-2, IL-6, IL-8, IP-10 72 EDO KM A4 s h 4 > D LR ZRBO. [E8] BIEREOT A NI A4 v OELLD,
A 27NV Y WIRIEDFIEZ IL-10 T AR EREDSBE G- L 72T REME DS W & & 2 iz, R EED LA iR
DFRIBDIERTIZ, £ ¥ 7NV T V¥ EEGIE IR OEENLELE Z 2 b b, T2, ILI0ZEREET
2 BT EGEN D SUSTEATE 2 BIEBIDOFAED AN SN TH Y, IBDIERDIE N A ¥ 7 VT ¥ FRRFERE B 35
WTh, [F#EEFOBSS VA LNILTWL LEYRH S EBbh,

PA4 NULYTBENENTH>FMRLEMIUFY h—F XD 35

OH B Bz, Nl T8, KRHE B4, KA B
RN 2 & H e T LIV F—F

[lTLDIZ] XY a~=Tik, WHERBY v SERFIAN T (BLyS) ICHG T 45E/ 70 —F ik TH ), bHE
TIX20174E 12 HIZ 15D Eo &gtk o) 7= b —7 A (SLE) Ik U CORIGEH & 72 > 720 Sl {GHCHE%
L CTW7zSLE 3FERNH LT A= 72 X BB MiE#Z A O THIE T 5,

EBIL] 1554 8o 12 %E, V— 7 A %K class I # &P A7 84 K70V A (IVMP) IC CTEMEAKLI O
7/ —=VEEET7 = F )V (MMF) B FIZ7 L F=va ¥ (PSL) ##iif L7z & 2 AR, MMF., PSL % L
v Fofy ooty (HCQ) PG LEME 75720 LA LFFEPSL Ok Z itAa 7z & 2 A ds-DNA fifk
PIEAN P E 2 ) N A TOEAXITo 72, BARIIMAT LS ZE L. PSLEZWIHTTH 5,
EBI2) 1528 13IEISIE. WV — 7 A& Kclass IV % Ao IVMPIZ CEME A%, MMFE /] T2 PSL
Wb, EREEHZBELEE T L)L) PR Lz HEIVMPIZTEMR L7-AED% b B3EA i X
R L 720 PIREZANDBEL VT HF+ 7Y » (AZA), HCQ. AEPSLEL, XY AR TZEALL
EZAHh, M RIIHEAICHEL TS,

GEGI3] 1532 ie THFEFAE. BT Y IREPUAE R 2 S 08, JURGEBUE. BIALRE. BIMIZ. TIPERS.
PSRRI, $TSmBUARRE. BUds-DNA JURRGTE % 526 SLE & 2 S 7z Sl il 2R (A fEHR9E.
W EVERE R A 2SI L. BRI TRalikE O 2 & MR 2 0. Z2RUEH RO SIS bz, #i%
Dy ba— V2L, IVMP, ¥ 278742773 F2%VA, MMF, #7080 A X, YZ7OAKRK) VAL
ETHBEAT o 720 IR ) K L 720 REFTII LA —HEIRB X OHIRNPHUARG M L 2D THB Y. RAENT
FEA AR (MCTD) TH AWML EZONAH, SLEOBWEREZ[H/ZL TWEH2ONR) AT TZEAL
720 WY AR TEABRIIFHRRCLEEL TV D,

[E52 - KiFE] WTROIER D NY L < THGICTRIROG#E 2D, BELAFEHREZED Lo 7. 55,
15 A O /NEIEBIND KBS L TN S,
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P-15 2HEMITYFYN—FAOMERICTmMEEL.
INBICSEREBEEDRDEFETI—LONL =T ZND18]

Ot B7 L AR /S B EET T4 s 28
TR EOEEET LV — - BEURFN TR B T JE b/ SR R

[ 5] SLE CTI/NGICEREREZRD L2 L0 ). TILRAMICHAET B IEESLETH L. [FEH]
4i% 11 r A8 [BERE] Cx—nunry =202 (NgE, H3F2) ., s E R~ 80 5. 32 7
HWIZSLE % %89 L $UCL IR CTdh - 720 PSLLMMFE.TAC, 7 AEY LI Th#H. [BmE] ABEl »
HHT & ) AR EBAEVE L, R4 IIEFIMET o X-3 HERIMAE 2 526, AiE 2, @Sl ThERIE
HESIN, Bl ko, X1 HRRGOIMMEZ 2D 7720, X HYEE %5, fIIENSTET, 251K
AR Tho2720 AR E Lize [ABER: ST ] BT37.3C. HR126/min. sBP72mmHg., RR20/min. SpO2
100%. AT, BEAR, WEE, PWOHES H 0 . BEBK, WA, YV —VIRTH D, K&
7L [ABewssAAT ] WBC 8800/ 1 1. Hb 9.0g/dl. Plt 68975/ ul. TP 6.2g/dl. Alb 34g/dl. Cre 0.25mg/
dl. BUN 7.3mg/dl. UA 47mg/dl. Na 139mmol/l. K 49mmol/l. Cl 105 mmol/l. Fe 73 u g/dl. AST 25U/1.
ALT 8U/I. LDH 211U/l CRP 0.24mg/dl. 7 =V 7 ¥ 8ng/ml. C3 84.3mg/dl. C4 156 mg/dl. CH50 U/
ml, PT-INR 1.10. APTT 30.1sec. Fib 304mg/dl. D-dimer 0.6 x g/ml, fER:FIZTHER RO T [ABeEiE]
Mk e Ly 7AEY) Yk PPIZ 5 L7z, IMfEAE &, Hb 4.0g/dl £ TN L7272, ARi4 H HIZHiiiL,
V—T AR EFEv, PSLetim L7z, AL ENHERE TIRER 2RO $. ARSHHITHAT L7
ANy v FTHOHORLRTREZRD Do 720 ABETH HIZHAT L 72 T ERHILE NS T D B % 529D
T BRI T VB E BE L7 BRI I TN ISR A E 085 2 7RO NEE S OSIIILIE T d - 72
WREPEDS RV & HIWE L 7o PSLIEAZIE F LA 5203, PSL 2k L CAREL » HRICERE Lz, [E5L T
L] AIEFTIETIMOKF & LT, NSAIDsiEH V— T AMmse, EGENE 2%, IR RN L 50/ G i 5
% EDFERHBLEETH o7z, MARRRPPSLEEZOKB LY, VT ABEOWRRESEGV EHWR Lz, 4
%, HRIEELTRBRZATHEZY,

P-16 DHHERRIERFICHABET 2RO > 225MI YTV F—T 2D—B

O ' i S B AR T4 s 2
CTRULS BT LoV — - BN T RERE R Bl R A b N R R

[# 5] SLE Cldal#., CHAMERD X 9 i BIGEITE O B WA IHE 2 580 5 BHITIIACHI AR IIE 2 79 & S b,
GEF] 148 miRZZo LERE L) A RESEAHBE Lz, Ly N7 TLIEI61 %, Cisits 3 %
ALK 2300, BIEAREE o720 ABERICHEE RO, LIAIBML 2720, FLF—YHB
WY BEGBR AR ANIRPE & 72 o 720 BRBEREICEZ 5 0 B ER I 5ED 22 h > 720 K1 37.7 C. HR 100 bpm. BP
110/68 mmHg, WBC 6000 / 4 L (Y > 738k 960 / 1 L). Hb 130 g/dL. PIt 298 /i / u L. CRP 656 mg/dL.
C3129.1 mg/dL. C417.3 mg/dL. ESR 83 mm/hro JR&EH I TH -7z, BT ORI, OEEFLF—
D& fifT Ly 300ml OPRE % B 720 LI OMER #MAEB L 07 4 VAPCRMEIZEETH - 720 Abid
H HZHUEHUA 64045 (Homo%!). HLSS-A/Rodifk 256 f5Lh F. $Tds-DNA IgGHifk 63 TU/mL &L, 4
BE~BEAF U720 PLUL-RNPHUA - HiSmbitk - PTCL- p 2GPIHRIZENETH o 720 Z OB 2 TIXIMER IR 2 Hli
KR T 2RO, SLEOBMELIEL 2 S hh oz, —REY = — 7 L VIEBREICHE ) DAME R E % 2,
PSL 1mg/kg/day D5 % Bt L7z LA L. PSLEG-FAGE8 H#IZC425139 mg/dL EIKT L, €% E5H
WK L7272 {C4mefffti 8.1 mg/dL (PSL¥5-BMG36 HH) | SLE&Z Wi L7z BEROKE, V—T X
HROISN/RPSHHINMTH 5720 AT HA ROV ZFE P, MMF B L OHCQ DR ZE 1T\, fliARMEIZIE# L
L. DAMEROFRIIED T, [BEREF D] BERICHEIHT 2 I LORALNT WS EE LM E %
RO BEGFITIE, HECHMEOF = v 7 RGO 7 + 0 =2 ETH S,
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P-17 #EMLEMITY T =7 X (SLE)EHIICKT B
)Y %<7 (RTX) BERORBHRICEAL T

OJNigs 252, HU AL BT 55, M2 W2 Wil k. fx e
15 UL R KA A N R

[lFUBIZ] ARBIZRESLE Tk, V— 7 ABRZ2ERICHI L. REFHEN R JEAIZ V. S5
W2 BERIIRIASRA L 0 B, RBEBEOM L WKPREN E TR b 2 L% nizd, X704 FRfkE
PRS2 & OEBORS, ERE LB LIRSk SN b, —F, Vv F v ~7 (RTX) X, BRI IZ3
B4 550 CD20 12835 E 2 7 0+ — VAT Mg s a7 v ogEwEilEE s <~ 7 25 CD20Hifk D
ARG 5 7 B ¥ A S WYUK TH B SWAEX, AT 04 FISHHGEIEH 2000 L7205 BIfEHO
TeOBHNOER 2 RHER SN, 2704 FOWMEDWEETH > 72EGISH L. RTXFEG2{T7-5720T, Z0
HRIEICOWTHIET 5. BEBI] 17/, W, SFR164E X 0 WHIRA IR & T HIEERALBE A A & WYk % %3
L7z 68 WORALBE. AR, MR, HIMERERA . JuigbuiiRim e, IR ILAE 254 5 NUSLE % % ABt, B
HEMICTSL V=7 A B 454G (A) EBWI L AT O A R0V AH83: & B 79 4 FANIHZ cyclophophamide
MEHT 2L YRS A LN IE L7z, IEHHIH % Mizoribine (IS L 72 23R 2 W < & 3
cyclosporin (CyA) N2 L7z, Dk, wEGHHEIZET L2 G 3EROEAEMTCYARIE L ZH s
tacrolimus ~Z %, FOH%, WEVEL. MZBANFHELTE T2 4 REN T L CYANFELE Lz, Uik
PSL & CyA OEDTE T, i mIMEDHEN A S N RTX Z#EA L7z, BABMEIRIZEE LILDNA JUE
EREVEAL, BRAARIIE D& L PSL & CyA OIE D 1B & %2 o 720 BUERTX #5142 34F 2 #5855 A3 CD19 M
fa122-3% 3 CHER LPSL &L CyADMREDOVEDL B L T b, [RE] ANEISEE G SLEREBNIZ 6 L
TRTX Z W4 59 5 2 & TR 2 ERGER A OME R R 24 L7 BB %2R 7. ZHIPEH#EIC
AT 2 A B SLEJEBICIIRTX 5 b EINRS ) HREBEHEDO—DLEZ LN D,

P-18 BIRAY IgM RIBIE % - 1o NREARELBM I U T Y b —T Z0O—Fl

OMRER MR, A #. KP4 25, PO B—. 5 Bid, ik 55—
BE T SR AR B R SR FE R S8 AR U /N I B o

[#E] EIRYIgM KIEIE (BLF SIgMD) I IgM BAROL %2 2o, otk 7o 7Y v 3o %
bhRWZ LM ET S, MBI RERSETH L. TUVF—RERLHORERR, ENEE LD
EPEOME L H D, AWl SIgMD o728 5~ b =572 (LUFSLE) OHER] % #ER L 72720 SCHkAY
EREGDTHET 5o

EG) kR 2 BATEREE 222 LA, HEEICX VAL, 22 HICmE - ZARZ
TR s Nz THRICHRERZRD, WiEE2ZZ LA, MR - BAHKROFF. EEBALHE, MERR A, K
RIRE. PUEPUIRR . PUds-DNAPURBG D & SLEA b 7z. MBE ABits, BERICLI D V-T2 Bk
(classIV-G(A)) & ZWish7z, SLEDOZWiE:, 1M IgM A 5mg/dL R TH o724, 72 —H% 4 b A b —
WX AR, B EOIgMORH IR 2> ra— Ve RELG LAEETH 720 A7 04 K29V R
FEL Y7 URAT7 7 I B2V AFEICTEREAZITY, L F=vay, 337/ —VRETZ7 = F VI
X VEREMFTE TS, L L, FAES » AR TS IgMfEIZMKR L L CT13mg/dL LIXfETH %,

[# %] SIgMD 3 JE 381 & 3o, & DICSLEDSBEOIMEDH 50 HIEBEIED R D L VIERTH
Bo —H ARWIX2K T TIHEETDH V. RIRBMGE X ) IS IgMAESMIE L2 2 £ 205, SLEIWfE- 728658
% SIgMD O FetED & 505, SHOEELRBIGENULETH %, SIgMD ORFKIITEBOIEF A H 5 25, B
L IgMAREIC S BH 59, BHE EOIgMBEHIZ L LAITHEL TW A 720, IgM i~ o i g 4 73
R E NIz,
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P-19 BRAFBIGFICEEDH % RASopathy ICEFFL -2BM T U T~ b—FT XD/ R

OfF #F. Wik WE
HE RPN

[132 U i2] RASopathy 3HIFLN 7 F MZER TH 5 RAS ~ MAPK % % #1132 B O @ i=1 o A
N s BAEK T 2 BHOBHTH 5. RASopathy I2B W TSHOC2, PTPNI1I, KRASI\ZZER® 3 5 Noonan
MEBERECTEGET) 7~ =7 A (SLE) O&HI#HESINTEH,. RAS ~ MAPK #i 0 #4 & SLE D FiE
FeIp & ORI EN D X 9 127% - 72, Cardio-facio-cutaneous (CFC) JEMERE I EF RS, o R OEE,
Bz RS IEIREE 2 45 & L. RASopathy O CTH HEDORMISERNZ ETL2HEEATH b, BRAF RO 5
CFCHEMI AN L2 SLE D BBl 2 i3 %,

GEFI] 6mzclde Hik RINCOEhRERIRE & B S, 472 RIS OPVBTEN % fifT Sz HEOREMIE
BSSIE RN L B RE. BR2ORE. TADPAND V. 2T S 7z E s Tt CBRAF Efm VB O
TREZRD, CFCIEBEM L ZM I N HETETAPAICELTEINMNTEE Y, LRF T 15 LI THE
ENTze 6HED S BRI 58 Z 00, PLLERIKAD. ANA25604%. dsDNAPUfK E&. AHARIAE. & E R
LSLE LW S M7ze BPNFEAENL — T A B |HNETF, ANV XE Ly ZRIE L7722 SELBh o7,
) Y REkY 7k v b Tld double negative TN OB ORI Z i880, HOKIENE) > SHIGEAE f iR EE . o0 95 g
bEEbN 7205 BFIGIER % 5 Tz BAEMTIZISN/RPS ¥ Class SADFIRTH Y, AFLTL K=V
Oy SVAFEE:, F70YAA, 3372/ —VBEZ 2 FNVENHLZD, BEARIMEREAR, dsDNA >
400IU/ml 25456t U720 REERNS 707 4 27 7 3 ROV 2B & 0 5 BIGEITE o St @i 2515 5 iz,
[#%3E] RASopathy (ZAPF9 % SLE DGR, BEIEEE IR 4 TH LD, TN T TBRAFER %) Hlo i
. PEROIAWTDH S, MEEES D& A% VW RASopathy I2BWT, ¥ 27274+ X7 7 I FOMHICX
5 EMREOFIEY A 7 IZH S TRVA, SHRITEEICREBIZT 2 LEND 5,

P-20 W—TZRBROYA M XAOY 1 IV ARRICHT 5 HITHIEE

Ofils Bal' L BT-° AT Hol®
BRI TR BERRRTE £ > & — PRk R ke R

[it®ic] MESLETld, BHRHEZADPHETAT O, Fedulb & LzgEibligmz R v EA$ 2 2
EWL L. T AINVADOFEHALR EY e Z X725 2 LI TIE A ve AR, A7 u—EE2E LV —TAE%
DBEPEPIZTA M AT BT 4 VA (CMV) OFEMALZ 272 L, BB K54 VICHEL, BTy v
7 u )l (GCV) fiiEix 5% BT ViR E A7 /NRBI 2R L 72O TS 5, UEF] 13F . 52,
Z . B TR, PNV T ) ¥ U PR, MR BOS AW F 0BT 2 B3R bz, BARIC
CTISN/RPS /¥ Class2 TH » 72%5, TOHBRREADOHMAASN AT —CREL Lo/ ATHEA K25V
2P (MPT) B0’z a7/ —VEEE 7 = F )V (MMF) #%5-# B L. fifAIE#1LSB X O ds-DNAHD IEH
L% A% WEHORIER L7, 7L F=v 1 ¥ (PSL)30mg + MMF2000mg %5 DI 5T, FE#I 04
BIEGSEMF I TCMV PURIMGEMRA (C7-HRP#:) ToORBMEMIEAY10/50,000WBC & #hn L 72728, GCV 5
ZATW10H HICBEEZMERR L7z BIEM & L CHMERBA RO Sz, RREHIRETORMA L. BHIEEN
CMV BEDOH IOV T ORFEMF 2 HED T b, [FH] HHFE, 7oF 7% 3I7d LIEDNAPCRIZE S
AL, P74 VAL CMV EflitesE 7 v 7)) L SEOBRHREDS, REIHIREIZ BT 2 CMV &G0 Ui
ENo2oHhb, NESLEREICBVTIE, H1%DOCMVIEGDLR DS ESND L, GCV ORIVEH O E R a3
HOREILIBRRLMARLERDO S v M ZHITREEN TV AR WVE, BARLKTIZOWT O MO AT 4 F
TA VKD K 2T ebN T 2008k E b, [REE] REIHIREICS 2 BERERO 7 1V 2 &G
WAL, AR - BHBIC OV TO—EDHEdRD SN S,
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P21  NRUYTFHEREBBEICHTB A L LIV — FOBERBEE S L CEHRNAO
F B RORE

Oty itk FEM FERC, VR RER®, Fofr RS Bk 5 —°L iy WIIE !
BT B BRI e v 5 — HEAIES, P T BRI e v 5 — R - ) < T - B
SR T S W e I SRR

[Hi] ANEY <~ FHREBOMERERICBWTA P ML EFY—F MTX) 37 —FF v 7 ELTHED
FHENTWAEDS, BIEHCTH AMHLERE CELOEN:, TINRS) ., FRREREEIC X 0 IRAMEAT R EE & 7 % 6l
BLIEXLERZIONS, MAOBME) 7= FHA ¥4 ¥ CERELENREEREDO T B I CTER O
AR I N TV DL, NETOFHAREIIHS IR > TR, Z2THRICBIT S MTX OEIEHIHE
R & BERR O FLRDUS D W CERIRAE 21T\, BERRIC X 2 BIWEH T Bish R 2 #at L7z,

[J7:] 201546 H 225 20184E5 A W12 4 Pe g ) 7~ F BEHRE 222 L. MTX 2L S 7z G
RIS AR O BFH 60 B E MG L Lz, BT BIEABBURN. EROIHRNEIIOWTEHHERIC L 2%
TR ERAS & FE i L 72

R3] B s s B 144, LIR464. MTX IR BIGGAEES O i Ie i3 5.0 7% (0-14) . BB TIXEFEMERR 5
PERIE 9547 4 (78%) 2 b % & o Tz, RITEHFSEIRD © RITER FEBIZ 60 % 30 %4 (50%) 12 A & i,
ELDWEE 190, RS RERRE R 134, TN 3. THILHFEOFE36HETh o 720 BIMEMFEBIREO MTX Wik o
Jef 1% 89mg/m*/ # (44-109) TH o720 F72. BELRPMTX O, R7-H%Z2BHbE LCHHELZR LB
23%TH o720 FEERPFAIRM - FERRBETFNL 284 (47%) TH - 720 16X ITEWEH B FZ L ) EREE KL, &
PEMIZSHIAT & 0 B2 B L Cw 2813124, ) B IBICIEEEH ORI»BD S h o7z, BB, FHi
P BERE 2 OF 0 L 7280 MTX BT BIAGAE R O i et i3 7.0 5% (1-14) . FEFRI#ETIZ 455 (0-14) TH Y. MTX
DEARPWNIRE BB T Y 9.7mg/m®/ # (55-108). JEFFi#ET86mg/m?/ # (4.0-114) TH - 72,

[Z%2] KA TOREMZEBIRMIZ, EOEHOHEIZ O W TBEDBA DR & ik LR W En iz s -
7oo BIVEMIZEBIRT & 0 R A2 0FH L 228 CORMER B BRI AMETNIICH D . ANBIZB TS WilH» 5 0FER
WHRAS T B R % /R 3R A% 2 H N7z,

[#55E] ANBICBWTMTXOEWEHIE 7 Fe 7 T v 2T, fH3EICBI Rt < W2 5 O F i 24
ADKD BN B,

P-22 ) 2 NERERHER T EFERERX (LINH) O6mREs

ORTH BE WA I A 075 KB BT e s Ik 20
BH B Aa #E'
SRR LR\ A AR RE NIRRT IR B N R

[#5]

U BRI SRE T EAAREER (LINH) 1 HCOCRIEZNET CHRRERPEZ 232 TN R2EETH D, &
L NEFIOHED BR SN 5, Langerhans {2 Y ¥ SHlEREkE (LCH) R IRHIINESE o IE g ME g iR & o)
PEIET, BEENT THWALES S BT 20050 7% v, L L, MEZHNICLE LR FRAERIZEEE
M RS N5, ki, MI{EPLRabphyllin 3AHUE (THEMAEEIER G OPUE % BT 2 Hik) 238RIZ I
FREMESINEHEIN TV S,

[iEpi]

6B, ERIZZ IR HRIZ-1.8 SD72o 7z, KHIBREER, Wl A KA A, DDAVPREROREE,
HXPEPR B & KB L 720 BE#RMRIC FHRAZEEE (31mm). T1MHAEG THRENSES. Gd THEEREIIA
Loz, EHFXMTLCHE RIET 23T bk & G2 AL DT, IRMlED~ — 7 Tdh 2§ e % ALP
(PLAP) ®» 53 7% <, LINH & K2 W L7z DDAVPHIFTEZ BB L. ZRIZHERPICUHE L2, 47 HED
JHMRI 7 #+ 0 —C FHEAEIZ27mm & EREK L TEY, LINHOZWIEZ Y EE 2 517z, LINHOP
Wi A H & X5 I Rabphylin APtk Z M TH 5, 67 HIEIC TRAMRI 288k L, i3S L€ v pEE
PHTI RV ERE L CREBISETTH %,
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P-23 SRICEEBEEIETL//NEEEMEBERELRFIICHLYY X T E
A7/ —IEBEI7 I FIVOHBIEIEHL -

O g—" ¥ £ M. Sl el a7z, el 21N A 8K
A S MR ESE SBCH FR B BAE L K ASE' R EOKER. REA R
B IEANY e e

U Ee N E RS B Immuno-Rheumatology Center. I B K 59 e/ Ve &)

[1zC o] ANREICEE 954 5 iR 2 E (Systemic Sclerosis : SSc) &) v~ F W BETHLHH, —FD
FEBICRE AL & BRI AT 2 T L. B R AR EICE S, VY F T <7 (Rituximab : RTX) &3
a7z /) —)VEEET x5V (Mycophenolate mofetil : MMF) % & &2 HIOEHEHEDZRI L2, BEiE/NE SSc fl %
BERL -0 THET 2. [EG] 9kl (RE 28kg, AR 1.024m*) . 4RHZZ D5 o A B0 L RE G &
T, Raynaud LR FIZTHAEL 720 EEE CEIEMNED 2B L7205 MIMHEE 3. Z0%02 r ARICER
ESH BIGRD, IEJERRMEE AR R o720 3 7 HEIZKZERBE/NERNC, BARERB L HCHUA (BT
YUK 2560 %, $LScl-70 $ifk 8500 U/mL) ZEDHAAER LY SSc &EFBOZW A3 iR L7z. FEAT A Nl
RS E 7L F=vu Yy 156mg/ HIZX B NMEBIG SNA R EZ R L7225 YR 222 32EA1 X ) 2 H IR E
BEALASHEAT L. ZAUC K&, B (M. WiR Mg, W) onfshsdiR, ST, - R & AHs
ol kR, BBICXA RN R AEDITLTIHDIZEALZHTEONRNY FETHIETAZ L2 R R SN,
VERA BERFI21IE mRSS(modified Rodnan' s total skin thickness score) 40 &7 7 §iE{L % 72072 —7 T,
BERERE R, I EYIRYE G S EE, BRER 2, T E R, B R L Ol B O A IR A
DFERTBEENT20 MMF 1000mg/ H. RTX 380mg/ % 2E, #r~=r7u7)y#F], AFLVv7LF=vynr
60mg/ H M EHEORYHBEB L OHEBREE G L. BHEGL » A2 5@ 2HHAL. ZO1AKIE
L R=vBu it dmg/HEFTHEL?z. 2 7r HRRIITR M id s @ (mRSS 26) L7220, PAMidMG A Cs
L7222 IS X0 EBBEEIITIITHE L7z, [BE] 250 b L B A ST UEE 2 AR ek &
HER SN2 SSc &G R O/RNEHIZ RTX & MMF % &4 2R 0EHBEI R L. [Fiw] EE L a R irekkEds
DH#EATAfEHEN 2 SScHEBNI I LTid, FEZ LS FICHEBI 2B LIT) LV EETH 5,

P-24 ZWICER U TR R D 145 26

OF5E SR b B A IEAT BT A 493 R 2800 s, AR MR,
ANR RN AN R A wRtl!

VER AR N AR EE A, R AR R AR BRI R R - U TR v v —,

3 B eI BS99 e Immuno-Rheumatology Center

B R S KA R S R B I B R S R 2 B 1) v < F - IR IS PR

GEBI] 1458, 7 9 7 TRAKITORTFZ LTwb, HEIZER TREEDOFEVELTED,
AR 3237 - IHFOMED LTV,

(BB XAE4 S5 H2 5588 % 30D AR CHWEDOW T 22 720 THH» S - THRASHB L, BAEY
1) = 7 CTCRP 79mg/dL & BE 72 SRR I M ERE 7400/ p L 37 <o 7 A4 )V AJERGYE 7 BEb NPT 3 %
k3 7z 11 HISFRNZEGEE LA L 7245 13 H 2 O EREZ B2, 17 HFE % #2 L CHibi/hNEFH
FMABEE D7 P TFY L EI WA 7)) TIPS NI, ZOHDMHEET, MEAILFHRA D 0
EROR\NT2D, 24 HAWHB ORI H I LFHIimbE & 20 o 720 A 37.1C. GBI O, EHE#HZE
EEEBIC —E U 72 - BREE O R JEHI R 2 52D 72205, ARAYBYE R A & S SRE AT WL &2 5RO e b o 720 IR AEAL
FRATTIE WBC4800/ 1 L. CRP 753mg/dL. Ifilit: 61mm/hr & FIMEREEE N 2 £ 2 W RIE S O _E5- %2 380
720 BAYEZ R T AP RIS SN, £ HCIURIZBRETH - 720 IIGBEHME Xp THOL 2 RER 278D
Lo 72e MRITIE T EHOMED S AUHELZ 220 THEAR A DIAMZ TIWI TIRAE 5. T2WITEHE 5. IR T2WI
THRETEZET H2HIROME X RO 720 Al - Bod @ MRIGHI T 18 B8 LA & BEIRDIRA % 70
720 W)LY F 7574 —RFDGPET/CT. ‘B M CTIESTERZ % 56 ) Fr i 2 i2 3, Rl k BA 5 25
LW L7ze A4 TV NIk BG L. ERS i AR f b AR A R g L 7z

(%] AmER2OEIEBIZHTH Y. F2WFMESZRO—B & %> 72—FC. WA R WP T
R o 72720, BRI L 72,
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P-25 XM OERBICEH U IR X EEEEEED 1 51

O/ R R WFR], BIE PRl A9k A, T B BE K-
B LR 229 B

(5

it 2k K 1 45 BE £ 9 (hypertrophic pulmonary osteoarthropathy: HPO) i&, £H IR - EE B oS H A4 -

iR Z = e T2 EEMIEEERDO1 2 TH L. MATIELIZLITRED ONLAV/NETOREIZIZLEA LR
Vo Al Rk O IS A BE L 72 PR R Kk A5 B EfE 0 161 % s L 726

[ ]

i B A OMEIEHIZHT L € Norwood i, Glenn i 72 & D Filr B & OV H Ol N Bl Al % J6 47, 79 »
HIRE MR O MR, #U%. WTEIRIBRASHBL UM - mFE~NEH#E L7z, BRI Z L. AR LS
. TIZCRP 1.60mg/dl. ESR1hr 49mm. MMP3 40.3ng/ml T ). RF B X P CCPHuiRIZEME, B MRI
(T25&F) (TR - B8 o5 R EE 5B L OB & EE2H S, WNAMIEIE T OE K b 52
720 SPECT/CTIC L 28 Y v F 7574 —=Tix. B Suili. KBEA S FREOE RN - TEARFE
DRUERICHED A DTz FRED FIEIT TS X O & & 2 itV BAERE & B L7z, ZEEm e L
TOENME2ZO W0, PEEEEE LTOEAT A F (025mg/kg/day) WIRED: % BidG LIER O
HFARADOTV D,

[£%]

HPO AR TR AN B W CTHEFEHEMMREIC02-50% G5 2B TH Y, EEEEOHFICEIVLET S, L
A UASE B 13 4 A0 W0 ARAR AT A CHEMEIE S (X500 e o oo ML N MBS 7 (VEGF) & iGEvEs B3 %
WEDH HH RIEFTIERRD Lo 7z BRI CHEE L HPO OBEICOWTHAEREY DT 5,

P-26 F U XY THEMU A RIEIFERIRE SRR O— B

ORf #i¥- % ik #ti® /Nl HRRRe
CE T B NER 2 TR N

Bl FERE AT ER IR 2 5ERE (hypereosinophilic syndrome; HES) (&, #FERERIEZ (1500 w 1L E) 756 2
AV E#t & RIS 2 B9 5 B ED R < IFIRIRIS 2 ICBAPR 3 B Idn b 2 22§ 2 KB O #FR & i 5%
SNTW D, WFRERIZ A5 < ey (DB ARE, By B, IR, LS 2 L2 oG EL 2L, SIS
HATLIBICE LB D H Do PSLTOUFEEERE 2~ ba— VAREET, +<) X~ 7H512 & 0 IFEERE A WA
LB 2 R L 72D TS T %0 BEBI] 5. B LERTD S B OFWH 2R E . 20 > 3Hili
MRASIMBLL 720 52 A RN TR 2 %% L 72 BICHFIRERI 2 2 fadi S . LR & BF IR ER % 3000-4000/ 1 1
BTz T LVE = FFAEHURS, BN, SREAS, B 2SR RE A ERER T B L R4 B R
37 <. HESAED AN E N7z EBV AV ZADNADHEENMITA LT, IgEiE2145 IU/mL & BHETH - 72
et (R 13 7% . FIPILI- @ PDGFR %A B FIEBEMETH - 720 HES DO W T PSL 1mg/kg/day @ Wk % F
U U — R R AP RRER B0 A L 7223, 05mg/kg/day L F~OBEDSHETH > 720 4 v F = 7T Wk D WA T,
IF IR ER %L 2000-6000/ w OIRTED HE 720 RO PSLIEGIZ X RS, 2SDORFEAALN, F3 VU X
<7 300mg DR NG & A L7z ARG 5 481218, HFIRERE 240/ 1 1 & FM KA A STz, 438
BOA <) X THG R Rk L. PSLIZWRR I L L7225, SFEREREOMMNIEA S Tnzwv, [F2]HES T
TFREERB D 3 v b u— )V LR EOBRMAE HWE LTAT UL FIRGATOND A, ERAREE 252 L
bd %o FIPILI- « PDGFR A BIZT ksl L BB O—HTD A4 = F =TGR & 0GR, PLIL5HiEDs
AR EDHED HHH, HREFHL SN TRV, MEFITIEA <Y X3 7RG X ) FW R IREEL D W
DB, PSLOHIED W EETH o 7255 SR OGHMETCHE 2RSS LETH b,
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P-27 LIS H T DRABITHEF — LIEBOBIK
—/NRU Y FHRBOFHER)EHICONT—

O¥CR mifd's B4 M 25 LA 2% KR &5 Bk s
VIRHRSE A 74 Ve v 5 = PIRHR AR B NER I B b AR A AR

[FF 5] AR ERBEOBITIERIIRANOEERBBEO W 227 A THLHITHA FLIREOSE
PR ZRE LR BN A P2 2RO A2 OME T2 2 L0 EEN b, LRi/NNEFFCIX20084E & D fEE
RO FIFE AT L CRITH SR F — 207 =% v 7 7V —FIEBZ BB L 72 X Y N—I13/NRRHE
fii. NEFEHRMEEM,. PV R—1 Ly — (F#li- V- v V7 —Hh—) THEIIh, 10%KES
=TT —ARAY T4 R EOMFEEIT> CT& 72 SHERGHOBIREZ T LD, )y~ FHEREHFOKL
By AT LAOBMEBGT L0 THET 5, [#H] 20174 1ER O/ k@b B E 30551554 (BEM%3
E) 18 114724 (9%) TdH o720 15 ~ 17TROBITIIHEMPZ L3425 TH - 720 BREDOL VIHIZHIRE, E.
TEEREE, WL - ARHTH Y, Vo~ F - IERBIISH (HEMIS4) LHRBEHIRTH 72, ) < F R
BOTEF — 2L, BRIV BITT 7 v = v Fxfilfg & 9L, () 18U ETAy—1 (2) B
JERANEL S >~ 7 7 L v ZHEBIFRR (3) BATHIZ S BEORINEHIOER W H 2R3 LA I3/NERE (4) !
BNE—AT2Z - P8 65) M3 ~40HTRERIT. OV ATAEME L. ZOMSHETF — 2 FHERIIOE
BHREINCRG o8 L, PR, AN BRI Z A L7z, [F5] Vo ~FHREthsv— 71
WL CUTOREEH 5 g horze (1) WikE I ¥ bu— V3 IUSR I I LR 2 { A5G oM 8
DATR Do (2) HEMMDSHESZ L DT TBEETLIETHRBENE TS, (3) X704 FBE~DORMRE
ARIIMEAEDYD D, (4) BERNBOHIFESRRLT WAL, FRiH > 77 Ly ZAFRHEI O X ) ZEmH
LM ASDRA L) U FIZIIANOHE - = — XZHFE L, @ISR LB T v b o — VEEE AT
%5 GROW EF NV Hwiza—F v FJIRENREHTH A LEZ bz,

P-28 REVBAICBEN—F v MREBHShAEZ7O0-2KD 16

OVaH RAS, B mad, 5B Rk, RIE Y0 Se, il A4, 38 n], S B3
HHNRREERRE G v 5 — RGeS

[lFroic] 27—y (CD) EHBER—F = v Ml (BD) &, WINHIHLEOL RS 2 188 L L.
FENT 7 & #EEITERLEE, BIRT 257 E OB EIHE S BB L T b, 207201 NSRS 0w BLR
ECHRNLRFTAI S ONEWEE, EINIGEET2H0d 5. SIENMICHEEBD & L CHEBESNZDN JE
RFFIREFICCD & B L 7ER 2 R L 720 CTHUS 37 %0 EBI] 134 lEe X-24E 12 H A 5 Wikt Y 70 itk 24,
TR WRRBEEE. U O D D X-1E2HICEREEWRBEEZZ Lz, S BMALHENT 74 bl
BL720 WHEIC X 2 2HILEBE TG S CEMIE~ IR OZ 5B E MR S 7z, ARE R
TR R %2209, HLA-BSIPUED M2 5720 A ¥ TV v, RBERBICLLZMEPHE LT, Rgd
FIBD OBWiME A7 L2720, 7L F=vay, I F UABNEn, EEEGEREgEL, 70
ABIZT L F=vay, A4S UpHEEh, IV F rOARDERE -7 LML, XEELA»S1HK
W FRIATF#E L XAE3 H IS Y Be~fAI & e o 720 BRIRFTHL & LC. ALPIC CD I HEBY 70 (AR Bz M5 &
N7z, EHLEZHERELZL A, MEEmICEAR. KB ICHOERE 28D, S STk & b Izt
B R AR SNz CD & LTHEBEZITo72A% focus RIDOFEDSHBL, BRICATF TV V2507
AARMAE DB G- 23 U7ze [E8] REFTIE. BN CD IR 7 HEE S R AR A DN o
720 F 72, FHMEREED) RBD AR LN LA DHOBW % X SICHEC L7 CD COR_E AEE OB
KIZ30%HETDH Y. T/2HLA-BSIHUE OB TERIZBD BBE TR 60%. CDBET24% 72 o728 W) Misdid 5,
ZOOWNHRENT AT 7 MR EDOARDYE. CD EGEBD & OENPEEEE 225, AT Y U AEIE
Bl ~ 2 MBI BIEL. A704 FEGICLVIERPY AT SNLIEDNH VEBENPLELFETDH 5,
CD LS BD &N AR EE RS, UEDLI R E Yy b7+ — V2 EHICHHL, BEELIT) T EPEET
H5bo
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P-29 REMSY A bH A CME. BEREEZZL -KARSEZFERED 15

O gt gk fiwl, Mk Bz 2 W ARl HFL T R SEH
i 2220 \f e REF F N MRS ST R BRIl R Ml R
AN, PN BER

HCRRR AR R R R e N A, P TR & b B R, A I A § S DNA BFERT

KARSHEZETFIE, BN - I a2y FYUTHOMHIZBWTRNAWKY VU2 MT 57 3/ 7 Y IVIRNA &K
BFEAZI—FL, TOZERIFICKHMZEREL RTHEITMON TV, LAL, BFEI IV NI THZE
DEF LRI HRE I N TV D, ShFRL &, KEEEY A oA Ve, B REL ) FFR s 4l
D. BTV VENICE ) BRICE > 72 KARSEIZ T REED 1P 2 FBR L 727203 50 FERNIZ3MKR
T, AL 7 AR X DAREMIA R, Moro O FEYE. I HERE, W4 BB AL 2 580, EETT + 12—
Ty T ENT Wz, FENRE - KIER IR HEIIE . BEAER/ ¥ve VRRIL15 & A %293, TORCH
FEBERED BEMTH o720 HRT r AR, 727 F UEMBH LA, T, FTRAHBE LEENABEL 72,
A B SIS bdayblly a v 7KL 2 ) Ubefali b o720 7)) F ¥ - SIL2ROFEWEMH A RO, 5
P A b HA VIMFEDFAED B N0 AT T A R0V A & MEASRE 1T 2, PR LR 253k L 7=
NOIZ ) AT HHH L7z HHREEPOHL P RRE MM ST h o7z, BRH%D CRP LA ZMES 5
BUZ X B ABEZ MY B L 72 05PUERIANO SUS I 52T 255 o A3 5 3 IE IS 2 C A TI0%
BHPLEELRY, S A I A VIMEZRIRT 2 IREOHRZ D72, L EORIERBITMZ ., 4kkH % @
U CHMERICESTRMBEOIKILOMEST & MEMET 2RO, 227 Y VFFTIZL D, KARSHEE T2
BHEOBEE~NT O LR %Rz, Western blotting |2 CTKARSEHADORBUE T #iEz2 L., I by FY 7
HEMEAT CEHBEEOK T 2RO H2 5, FEETVPEKEBH L7z, 44EICR D, KARSEZTARIZX
D EHFAIKALZ K L7ERMPHRE SR TB Y, AROFERSBMAEML TWED, @Y 4 A4 VIED K
RS JRE % 2K L 7 E B HGS 13 v . KARSHEIZ A RO KIERENOH G IIAWTH 555, FEELXLVD
W TIZKARSHEENZ X B RIEVEY A b A A VBB HAVRIE S TH ) BRI,

P-30 L MDAS HL{FER 35 S 14 B 8 5 % D 7B F @ (CSRTE(E U -V — 7 R ISx U
VYxIw T, MPETB/HIRINL 7= 161

OFRR #= bl Sl ik 8. 53 R I 2
BRI NEB R v 5 — e E - 7 LV F— R

[1ZU®IZ] BUMDASHURR D #54ETE R G 5 % (JDM) R M#% - M ifE R 2 D fEAs L — 7 X (NP-
SLE) Z&H 56 MMl L . BHPHBICB W THEL AN 22T 2, WMEOEHFAOREIMTH
%o JDM. SLE. RBVEMEM 20 B #FGAC NP-SLE RS L L7225, Uy ¥ <7 (RTX). IMAERRH
(PE) 1 X DRSMEERDN AL L, BIFRtRe & o210 25T 5. DEG] ARz om. &8, X4E12
HITHEEAME T U X+14E 3 A ICREB ARSI 2 o 720 7 H OMLERAS TR EMRER Bl & BB~ %2
Ll odee NPHALBE, T b o ol WAL . EMFHAZOM KT 2580720 MRI ORI T2 @i
BRI B, KRB ICBERIC RS B8 380, JEIRRLHT A S JDM & 3B W L 72o ML MDAS HLR A
PEC, B CT TMIEE TICT Y AT 5T ) 0T Az ild, MEEmRE &L /20 &8tk
IYFI N —FADSHILE R Le AFIVTL RSV B YOV ZEEE S 70 AR ¥ A OREE,
KERIE 7T 7)) CEEREICE ) EE, HRERIEEGE L2225 SHICAL Rk A, ZDH%. MIL&E. 28,
AR, YRR E 2 S ORFAEIRAN NI L 72, SRR & 4647 L CRTX (375mg/m2/ 3. 43H[H) O,
PE # 47\, 120 H B ICKMERIZIE I U7ze AREIE & AFHE RSB L 72 B g PL Y RV — <V PHUA, 1
- BEEPINR2PUED G TH 0 . SR Z BRIV UNPSLE L Wi L7z MiEEEZSHELTHB Y. &k
P URAT 7 I FEEIEERE T, A7 A FEREmE, PiEmsE e P18 L X112 F ik L
720 BEEFRZIMEPTMDAS PR, IiEHLY RNV —< VPP, I - BERPINR2VUMEIZIET Lz, [#
%] NP-SLE O Wi Mgt ) KV — <V PHufk, IMii - $ERITNR2HUKEEAE H CTH - 720 HLMDAS ufkby
P RV VERG 75 % £ 9 JDM % NP-SLE 2k} L CTRTX & PE & BNk & 4 ) 155, MLiEHTMDAS HUARAl DR A
VPRI 2 o g IR BN L T TH - 720
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P-31 Self-limited T# - 7= NLRC4 DFFE SNPER Z 150 % R

OMH BotE', HF8 Fa) s dE—' AGRE JES B a7 B BT
bzt BRI BTG L WL 2 WS PEANAR BERC. ER BRYE W 5]
VRV BRA/NERE RO IR R AR e R - PRSI AN PR v ¥ —/NER

NLRCA B#EE I, EHHRMBE NS~ 707 7 — VHMLERERE T, ZRICX Z2EROENIL L i
HIL182SH A /R & S, EWFEA LD ME SN TwD, ShFK 4 1d, CAPSHIERZ 2 L.
NLRC4 IZHBLSNP % 20 7275, MEEREGBBIE TRV HARMN L L LB 2R L 720 THET 5. [FEH] 1
e [FEE] CBEHPINERAH OB %D Tz, [BEFGR] 140 H 2 5%, 1%5
AP SEICHE ORBMERDL LI, K62 H»SMRMAE R L7z, PR BRI & Wz )sg
BUI L e h o7z 172 H TRIEIC AR, £SO BW CPSL %/ L7275 PSL 1.2mg/kg/day T
HAERIZMI L 720 BEHSRAABE L, Bk, S5EECTHT L2202 Ro0 0 FHEEBE 2R
WL CRP Btk dsHifee U720 MUIEIL-18 D 3 ~ 475 pg/ml & Eifliz 71k U720 CAPS & B\ 5i# KA @5 T 2
MBA L. NLRC4A D ¥ SNPZ # (pP338S) % ilb 70 T DMNLRP3 % & HZRIGED Lo 72 T2 MIE
ROBFUTIZF UEBRAEDH Y, LBUIIZERIZAOD S hdh oo EHRBIZRITFTH - 72720 MiAHRBE
L L7z 21D ADPOREENHEE L, 2872 HUBRIERE G FBDO R ), CRP O L & IL-18 b 800pg/
mlEF COERTZER Lo DBIERTERTAZELRLSIOPAPRBL TWD, [#Z%£]NLRC4AZ RO HEH 0
Iy~ u 7y — VEHALEBEEER, BRER IR P ERD %2 h o 72205, MiEIL-18 2% < v FRIRAE K A
5 HARNLRCA DZE BRI BB MMEA D B & UME 2720 LA L. FHERY: TIT o 2 BEEIRIT IC B W T BEHR D
NLRC4% 5% THP-1 \ICELAZEILETEALZLAWT X 0 3 AEZICHIINIE Z 30D 7255, Ao P338S 73 A L
THWT EEDPRD SN D o722 Eh 5, P338SZEBIZNLRCA DHHL SNP TdH % D3 HBMTE X 22 v & % 2
720 HOREMRBOBHRIIB VT, BETREICIA in vitro DR b 2B X OWRERINICAH N TH 5.

P-32 MRSA B, REERSICX V)RS B4 S h 7= Bechetim D 36

O fige™ R 22 Bl S Akl AL b 4
IR TR BEIBENG ) v < F e v 5 —NRY 7 F R TR T BB b N R

Behcet i (Behcet's disease; BD) (X2 - Wil 2 b IS @M RE L2 BT 2 &G EA T, WK E L CEER
FRITIMZ B EORBRF2E 2 5N Tw b, BEZRIZIE Staphylococcusy ANV X2 f VA, F
7oIENERER R BNMEZ OB G228 5 b, 4l MRSA &S, PR ERG 12X ) BDREROHE - &
BERDIZ36 (LR 1H, AERIE, BV 1p]) 2L 72O THRET 5. SERI 1IZ9 B W, 14E M Feie
T AHEAEMEIIENES 2 RIS v ¥ — %25 Lzo BD EERIGITENEREOATE WG E Lz, HiiAL
NRATANVAEGZBE L, aveF VHEERBLEDPAINT, A7 04 FHEG TIAERIEL 72, #58
, AMERAE S RICBE LB L2 294 7)) Y RPTESE (MINO) OH5-CHPEMEE BRI L, &
PO #E L ) MINO WK ZED H 5 MRSA 25kl S 7z, BZMEDH 5 ST HHIO IR Y B 2 SERIE %
HAEWTWA, FIRIZ X > THR L7z, R 21 7B, EF 31X 3B L EoBFFI<. 26L& H HLA-B51
P CTHREI KL AL, BRMETEEE, HENEREO-OY Yy ¥ -2 Lz, EM2 1 FERD3HE %
7z LASIBD &3 L7z, BREGHPHRMA L ) MRSADBRINE I, STEAZHKTG L. BREOHED
WEHEREZOM/NERDORR L 72, ToHalveFyONRERGL. COIN%E, BEELOEEIZET LS
LCTWw5, fER3IIAEIRES 2 &0, 52 BBD L3 L7z, TAFED LR L T EEBEREDSST RO
MR CEPE L 7225, FHF ORISR W R EE RO TR L7z, [#%] BD B# TlRIFh Ikt RE - ARk
DILHEATRIE S, IHEALFPERDPONRR BEREREBIZHG L Twb e EXO6NE, 7 FYREIIHEIEIS
MG 32 HEKROMREED—2E LTEZOLNTWEAN, SRO3FNIBWTIE, HARZEOHEALIZZ T,
MRSA JE G AEIRIE 2 AEf L 72 & & 2 720 BD OB ITHEIRD R TR A RME L2 RO 206, Rz
HilE 2 s b 3 A RN GIEDO B G- 2 BT RETH 5,
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P-33 EIHEBEEFIE MTX — LPD Drisk factoric% V) 2% H

O fkG, (I S, W B KA Bk i 6 Il E—a8, KRR 55—
YGESS S N

[IZUDITIMTX B ) 2SR BIE MTX e G-I FsE L7z ) o SBMRBE L W) BEROATH 5 72
Dy V) PEIC X BB RICMTX 2 L7260 & KW 23 872 6 2 580 %0 FEHIH IR I X 5 BOG R Ak 72
EWCXAMBIZMIEH B0 FEHEN D DO TIE RV FEM] 1488, Wb lCHENOBEZEZED 5,
I ICITERE. BEEKEZ RO KAWL ) ERIEREROZW & koo BRI 2 T L. P4E
BICT S % B kS (VP. ADM. CDDP) 4 X7 A% 475720 SEMICIZMEEIIH IR LA R T 4 HA|
THROMBIZ L, S THIRZ 1L L 720 13@EICT0 L ORI %2 S0 BIAVE 2 25 L. PAERICHERA
W D FEBGED B DS L 720 BIHIR & BEDKAED 72O TR/ & 7 0 11 A I RF BB % BER JIA O &
% 72 NSAID. MTX CTHIEBIGS 2 DSCE M <. ZERAHE 5 £ TPSL10mg/d T B 712 A 27 3551
BIMOFETH -7z, BAFE2HICHMALINER OO H R L, LI OER %2 546 S LIL2R - 945, 9§
HCEBVEEM., OV AR BMNGMEY v EDBM L %2 5o MTX 1L CHEIZE T 2 058 #EIE R <R
— CHOP# & B LM L7zo [EF2] NBRIEESZRO ) BB TH Y ) Y 8EIC X 2B %5 MTX-
LPD 2 i Wric gk U7z BISIIRIE R E R O RMEA & 4 Mo ) 8 T Double cancer & 72 5. FKIRWIZH
DB EI D Z &2 O REIHEE ORI 2P TH 5, WA TIILPD R F iR OB H LE
MTX-LPD @ risk & 7 ) 2 5 A%, FE0ifila(s+ & MTX-LPD @ BED KNI ST e, S P 8 {57 5
DHEENZ DD O T EBRAFAP LI R HMEE Bbh b,

P-34 LRI EF TR R OFER ITAEERMOAREISHIE L.
BETIEIH A, 5 34 U /- ganglion cyst EE2HT L 7= 11 & R 6I

OffFR A, FRECHS 120 JF 1 20 an ! K JRHE', Tk T, ool A2,
BN I
IR BRI TR B  SUUCF BB A

[IZU®IZ] ganglion cystid ¥V —IROWNEW % ELRRER CH 0. £ IGEIERAZIHRERE L T 5
CEZXDERASIIT 5, WAIMICIETRESEICERE L. BETRA?» S 0% I TH 5, 50, %
R B R 7 AR VR AR S TR B B 2 O R FR 1SS PRI ganglion cyst 2 584E L W #is U 7R 2 25k L 72
DTHET %o

GEBI] 11588 25EFICY) v~ M4 FIRT-REYL BRI AR S i L B s, A M L EFH¥— b
(MTX). 7L F=vuay (PSL) Ik W ERIIE 7z, 0%, MTXHG T CREMEZMERE L, 7THRIEICMTX
ik L7zo DAFEIE drug-free B % MERF L C W 7225 1002 S 4 1 & BIEIIER 2SI L 720 Bz a—
THEOBE & B OIE 220, M) T Ay aroMBNES % jifTd 5 b &#EE$, MTX, PSL %
L7z LA L. GmESGEEd. G A%3. SIRPIPHERD ML, Fo I b0 2% L7720,
THYART (ADA) 2%EIMS N7z ADAREIZ X ) AR B ITSGE L. D Bk Rk IEoeGE L
7273, IR R T B BRA e L 720 B HLAE X T Osgood-Schlatter 3% O A3 1) . Osgood-Schlatter J§ {2
XBEMELTREZ RTW2as, 11 ICHRGE L 72 MRITA BRSPS T1 M m R CIAE 5. T2 50 m {5
THRETOZ E IR %2 RO 72, BRI 255617 S . BIEISE CHRESE TIRIIIARD & 825 2 NdH % 52
O, JRHEPr A 5 ganglion cyst & W L72. #iaii2 ADA. MTX # /il L. #iif& 13 drug-free TA G 1323
LR TH S,

[f55E] 2 RO A AR PEAR SV B B 2 O 2l A I & PR L 72 35 TR IR I % @ ganglion cyst 2 f&5& L 72, B
RO AALE L2 b S THE T 2 &0 R Bt 0K B2 5 61, ganglion cyst & o 72
BHROGIEZZETRETH S, ganglion cyst DFZWIITIE MRIREEHEMREIHHTH 5.
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P-35 RRMERERICEEICEVEFRIIIA LR EEL - S FMUREEH R D—B]

ORiA &£ il K& Bl AT & £ B398 86 Al st B9k
PRBRERR B NER, C Ee & 22N R

[T ®IC] BIEROEN TR 2 5O A FEERR SR % (JIA) B X OFRREOENSEE T, F
WHENIKRE LD L, FBEE SIEMICEEZ o 722 BB EOBIRT, 14 M H A4 B X ORHEwN
E LGN N S DEINEH TH o -—B e MET 5,

GEFI] 6B C. 2B ke < 8 CUMAER &, Wbk, BIXRHICEL) 23 0. HiK CHRE
Pe GATRORE T, AN H ISR & e o 720 M)A Sl FRIE - T eI 20k &8 ik 2
DI EELGET R . RERARE. V) U NHEERCHTMIEZLR DD L h o770 ABERABH BN
217, WBC 9440/ 1 L. RBC 3.85 x 10°/ u L. PLT 58 x 10"/ x4 L. AST 37U/L. ALT 33U/L. CRP 72mg/
dL. MMP-3 2124ng/ml. 7 =) F > 153ng/mL. IL-6 1347pg/ml. R B 2MG 378 u g/L. ASO 1871U/mL
THMRE A, 74 VAP, HOPREEELRTRED T, Lo a—, @& (- WEE) CT. 5
WA CRET R Lo BB S WA (MSUS) CTHiF - I - 5 - B - BN REO RE & B85 > 7+ v
WHY), AVITLY v F 7774 TR EREHSOAIERELRD, ZOMOIBAANITED Lh oz, BB X
CHiROFRE LTY v~ FHREE 2 S5, MSUSHF R R SHE KIS @il 2 & 490134 5 R JIA 25kt b
7o L2LILG6REEDOENCT =) F ¥ - JRF B2MGHMRETH o 7230, AV T LAY v F7 57 4 THEOA
WCHEBPR SN F0 5 2GR JIAIZHEM T, IL-18 3 245pg/ml & R e dh o 720 SUSTEBIMI & % 7213
FT JIA SSFER I & LCNSAID WIRZ BIfG L 72 & 2 A, JEtRIZR 4 108 LR & 7 5 720 72 3 NSAID MR
Btk 1 0 MSUS TEEE D A Tk 5 % b 72, Wi 34k e L Tl EMIn T - 72,

[EZ£] NSAID I BEF R USRS NS Z &, /2 MSUSHI R b EMINTH D Z &2 5, BGOSR
KELTHELEVEGBRTH 720

[E] 25 JIAUSNOME R T, BER EEGWIKIEN R ONL Z 03D 5720, MEREZ ) AHEO
FABNTIITA b A A v B L O ED N E L B A OERIR VIl EETH 5.

P-36 1. SS-A/Ro Hiik R DEEFEAERIET K D 261

OF¢ 2% 4 M3, Bl ZHET i %2, kA
VRO T ER R A BN, B TR R BB EGR U v < SR v 7 — /N < SR

INBHISSE Y = — 7 L VIERERE (SS) TIXBMIERZ B X238 TRED L5 WAL R 2 ) MO HZ
b WS XN T b, BERAEMF RS % JIA) 20388 v ~F (RA) LW S 7zPSS-A/Ro
PURBGTEBI2B112 D & it 3 50 [EGIL] 145K Fo 1397 HERC TR, 13m 114 H BRI, B
FAHB L7z EETY v~ b FRT (RF) @&fli (1471U0/mL). $iCCPHifkBETE (2047U/mL) % R84
LUy —mBN%H Lz, MBS MR T2 ORI R R, REBMEZBEIRJIA & 2L 2.
W 1gGILAE. PUBEPURREE (16015 ). PUSS-A/Rofiikbith (445 ) 2L WSSO A BEAEED L 720 JIAIZH L A
FRPLFEF—F (MTX) 6mg/#, 7L F=v o ¥ (PSL)04mg/kg/ H. NSAIDs Tit## s L. MTX %
8mg(62mg/m2/#) T THIE L7225 BMiROUFBICZLL 7F ) A T2EALL, HEHI2] 165K T
157%3 7 AR IS IR O IRICR D &, 1557 7 HBRIZIEPE T Raynaud 315, HUR PR YE (2560 1% ) % 3204 &
¥y =% BNz Lize TROBEEILE X b fetE, PuSS-A/RoPURRE (215 ) % B SSAktb 7z, 16
M5 A & FR. FREEoOKESHMBLL, REEYE (271U/mL). BIEB S RA I &iT RZL0ORA L3
Wr L7z MTX6mg/#., PSL15mg(0.28mg/kg/ H ) TiHEHFE 2 B L. MTX % 16mg(101mg/m2/ ) ¥ T &
LEBBighcdh b, [H22] ER LIZBEERERSWIIEIRTH ) SEFI 213 FAEIRICH LR THEE &5
FEZ DT, 261E H SSE L TOMEIRIZEAIL L T iadh o728 BEHRIEMTXBGEH D DASEMETH Y .
WA OBIC D D L HEETETH o 72 [Fiaw] JIA - RA LW S - B85, ERDPBEAEL L TW v SS
REPEL TV EEMED 1. PR, TeGEEflc BV CIXSSOEER ) RETH L, 720 SSEUEH
HiFERIC 1T 2 B 2 D B T |2 B E 5 M DG T o 720
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P-37 ZRXFAENRE CHRAE L TNFEER RS ICXVERSEI TSN TV IRBEMBTHRRD 16

O -1, & Hese®, A FETS POAEE 7% 0 B B KR KN
VU PR K R AR, SRR R A A N R

[BE] A BB CTRE Ly 5 o TNF BHE #1512 TR E D S LT B SR IEPEF e 0 161 % #8 Bk
L7-DTHET S, UEB] EFNIFIER15E I, 201745 A0 5 EEEE R HE, 6 HOZELEDL?S
WEL7HISEESZZ L. AREES OB T EHEIR S ) a4 2 Bb i i % i /T
ENDHHERITRERE R, SHICUBRWZ Lo AORFEIEBETERATA S 0 . /2B BE A o> Wl B 35k 13 i i 25
BE. MHIRORE, HMZ5EE, NEE5RE. AMFEORE, WHESE & HEWNCHIBR STz, HAMXH B, AREE oM
FIZLRR B/ ME L NiEdfE 2 52 LT 7ze BiEE THiAT X o7z MR _E A B BB BB KR % 380, — 7 TCT
TG REEICE O AZBDT. ZTDX ) RS CTREAMEMXHEZ LT EF0SAZMHRATE, MRIT
VAL B B U R A BB st BB B 2 R 7. MRIEERHE R BECHLA R IR E 25,
B27BitECTdh o 720 SRIETERHESR L W LB 2HE #2575 A~ 7 (40mg/2w) %52 BE L7z, ¥l
Pe55-1% 2 B OWE i 20 ST ZE IR L. BUER 5-BIMGHA8 »~ HTdH 525, & 70 < e BIH T Bhist 3 Jis i
100, M 10FE, AME 1588, PEE20 B8, AMESORE. PIMESSE & e LT\ b, B Tl FHERZ 2R
W29 HRERRLEEI IR D T, REIBEEL BRI TWD, [FE] KO CT ETIERBEos s A
WD 2 ENTE, RBEICHERD D ) A X235 & BRBENIE2 D ICH DT S EE O 7
ERFEL LR TWE W) HEIZ S AEG T RIE B & RS O BRI RAH L2 TH Y., ELd2
5 TNFLERNC X BB E1T - 7205 JEREFHISH L THI TH o728 EZTwDH, [#iE] BB CRE
L 72 BRI PERHE SR L CRNC TNF BB 52 1T, S oRE Tlad 2 2BERERIC S RIS D gk AT
Bonz,

P-38 BEX 70— EEGREEF IV —TABRICH L THEX/EEZL BRI TH - /-
L2HEMITVFTF—FAND17EHER

Offeik mge’, Ik egz's B 2 A i1 — ) BT B M
Bk AT R R

VIR R R AR PR N R A 2 A 2 LT R BN SRR

SR MR A RS R AL~ & — 5 < L/ R

[#E] NE&HMT)F< =72 (SLE) TIEAIEEEIZ70-80%. 34ELINIZIZ90% DIEFNZ NV — T A8 5% &
PrgpLsh, BERIIIS> OV —TABEROBRBELM TL2IENERETH L, TFITIIE L7z SLE DL R 23
BHRICIDV—F2AFRTHEL, 17RFICEER7 O—YREREZ K L2720, BERBICMEERH, Y70
HRAT 7 IRV AHRE Z AT L7z KRB OB AR RO R LA HLETHET 5. BEBI] 712 JRIZSLE
Lz, BEMTV—FAEFLWHO class IVEZK, A70A F2OVAFEE 3 IR tifTik. 70 FRAT 7
ISV AEEERITo2, L=V ry (PSL), #7ul) A (TAC) THEINTWZAS, 151020k, &
IR EAPHBIL, PWIREOMBEEZRASN P ELIIREAPML 72 17/ 220 HEE, 270 —BhiE
EREZ 2L, BEMTL—7 2 RKISN class IV G(A/C) LB sNTze AT0A F2OVAHER 4 3 —A 1T L
T2DREE, REAMAEIZRAICHEEL, 17R6 2RI S0 FE W3 E, WiEK, OEERE2R05X
N2 otz HOVMAROBREZEZHWE L, MBEREHILEEZIT o728 AR, WIEK, OEBILESLITHERL
720 D, 3372/ —NVEBEE7FV (MMF) & PSLPIRZBHGL 7225, I8 D720 MMF PIR% #kfi$ 5 2
ENTELRD o0 ERMETORWEHZ T 8IRL7 ETY27akA7 7 I ROV AEEZRIRL, 80HEICH
70— BREBEROEME720 200 OB AEM TIX, V—7 2B ISN class VHIII(C) £ ZMishiz,
f£. PSL. TAC. IVVECYOWNIRTEMEZHETFTETVS, [EE] KEFTIE. FERED R 70— VREGEHZ 1
AN —F AEHNH L CTMIER B2 A i IE, B KOs 21572, —RINIKNOHCIIRZRD s¢52 LD
HSk B IMAE L PRI EREDIN — T ABFRICHEN THHEBbN 7225, AR MR OMERF T MBI HAR T
37, MO EIEIHIEBC LV PURDEEZ DL DR MR HIHEREZFERFIIT ORI THLEEL R T2,
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P-39 eErox>700x > PRERAERDNZESHEIBL 72/ 2 SLEES!

OfGH RE+. e M, i fR—AR I HEST
JLHEE IR e /N JE R

[#S] e FueFirzooFy (HCQ) Ei#ATidEIC~S5 Y 7. SLE, MY »<F I LT Eh, 50
UL RO S 2HHTH D, Ly LEWEHE LT, IREERLEEDNDH S5, SHIHCQAER & Bbh 53
S L 72/ B SLE RiE B % febk L 726

GEF] 12, AFEIMNCHIEROY — 7 AP i 2 580, FUERES.  i/MMRA, R RIIAE, ANA - 3T
ds-DNA UK - HeSmbifk -  2GPIdifk - W7 — 2 ARtk X ) SLE & 2 L72o SLE ® ACR - SLICC 433
HITWFNbG7/2 L7ze PSLy STEANIINA THCQ Z B L. PSL#iH 12w o BAL 2 7R2 3 5 BRIRAEIR -

MAERAILRRO 2V IZ S b 59, HCQRIA28 HfE & D #2195 ALBEAS S ~ILR L7z B RHS CTHRE
FLBE B RSEE L B S, STERIRHCQOMELN BNz STEH] - HCQ % 1k L 7225 15 1 L S E M)
%%\ #EIOPSL % 06mg/kg 7 5 Img/kg~\¥w L. #2HM TEEBIZNHEB L. STEH - HCQIZxHT 5D ~
INERHIEGRER (DLST) 3B TH - 720 BEMTL— 7 2% % (ISN/RPS4#iClass 1II) &l 720,
PSLIZMMF % Bt U B 2 #EFE L T 5,

[ZR]HCQIZ X 23B D RFERIGZENEITHRER TIE1%. — i/ CIZ10%FEE & oHE b H 5, HCQIZ
ERBEBRBAEBI TNy FTAINRLT) v 7T AMPBRETH > 728ERH ). WBIEIAHTH S, HCQIZ X
5B IH G4 TRERI A 5 30 HET#2 L TRASA < PRI RV 72O HCQH IR b B IX 1 HREFR#T 5 2
Ly dH b, AREBDOHCQIZKT 5 DLSTIZRENETH o 72720, HCQZIHIBOWEIHK LW ETE VDS, #B
OFAERNRIL ORGEIZ, HCQIZ X 2B L LTHELAVEMRTDH > 720 HCQIZARIFTIE 20154126 7% L
F@DCLE - SLE##ItiE & LTRB SN, [/NEEGTT) 7~ M =T AZEOFH| & 2018 4E R 1213k~
) 27 BEO BTN - MR LR SN T 5, S%/NNESLE B ICHCQ 2859 2RI 2 5 & PRS
. HCQOAEMED A% 53, BHEHICOWTH T 2 LD 5.

[#53E] AFICBT B/ SLEFESNICH T2 HCQOMEHMREIZELZ L, 4% T — 5 OBRMIPLETH 5,

P-40 BRE# )R L /- NPSLE D 16 & 2H)

O/ABE 450 &JF R, Rk SEf, STl B, P08 s
B INE SV SHUNEES

[EFR] BEkBEE, HMKT [REE] WESE = F. B—T1HSLE [BURE] ABE22 » ARilCA 2, & B
M5 SLE#8tbh, ABE1l 7 A i dsDNAIgG S E5 L SLE D2l THCQ % Bith. AFe3 » ARl 5 E %
JERE B DREIRAHE B LU PSL 20mg/ H % Btk Z D1 o A2 S WUEF KT A H3E L 722385 MRI Tl 24
RO, —HAERIZ SN T dsDNA-IgGAME T L 7272 PSL 125mg/ H Nk A 72 - 720 X4E11 A, )
NP L ==V FHICERE R L YBE % %5, Eak L T 7225 KT A3 0 . ABEIE D 720 ABi
L7zo [ABERBUE] Balk - AUikBEdEsne L, &561d55 4 LS REE R IR T & 0 o SEALARAT 0 AL PR IR
¥ WRALBEEREE [Mi4F] dsDNAIgG 64U/mL. C3 113mg/dL. C4 25mg/dL [#a#] # T e 447 W23
5 b DDOEFEEEIZ 5720 4 H HED HUERALBEAHE LISEAYE T, BH2ASRHES L), Xy F LT
OPTFICRIE LR oo 7o BEIRSIETEEN T, BEEBMRIL, W% ° SPECT TH% % L, B IL6 170pg/
mL& EALTEY, NPSLEIZ & 22 MERRIREE L % 2 72, dsDNAPUE 85 L BALZFRD T \WwW/izs TAKE ) ¥
Lo’y v &G LPSL % 40mg/ HABiE, IVCY05g/m® Z 4T\, 15 4 125 BEHE R0 AT ASHT BB 72 o 7245,
WIBAT R EEERA SN, EAICHEL TV o LA L, TOBRD BRI ORBEOSRIREZ DKL
7205, BH CHIE LBIRIL6 X IEH 72572, F72. BB E (B, 5iRY) b7z RAFLICE
W L MBS EOAENSE DN, ZOBRERIRO L R0, BB W% Lz, IVCY
ZEM3 7 —VhdT L—H B, NV A< 7 %P L PSLilliif L T\ 72 NPSLE D2 Wih & F4E%. HGBEHZ
BRI CETEALBE O BEAL, BRIRAE & G VGEATATEIR L 7220%, HOWURDEALIZ o7z N AT 2 Hik L,
IVCY % BB, IS MSEE @2 it L7z [F 2 0] BB A WNPSLEIC X 2 2 ERIREL BV R L
FEB % FEBR L 720 HOPUROZEBIIRD VI L b B o2 Bl IL-6 LA 2o Twze 2 ML RAITHEER
L 7- 8Pk R 00 X % BT A T eI e T & 9, ISR L 72,
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P-4l BMMRMIIMRE D MR E AH L Z2EMT YTV h—F A0
UV T OERRER

Ot Bisk ', BER 52 4 gz’
URRORERAFE R FRIF GG - FE32 - MR 2L, “Hh AR C &b Rt v & — &G Su e fl

[#2] &8 5~ b —F A (systemic lupus erythematosus:SLE) iZ. £¥ 7% HOVRIZ X W &5 0% Hd
WCRREZR R THRETH 5o M/MGRAEE (10 5 /mm® i) &30 Y IREPARB LS SLEO FEHH Th
D, WERDHHBIMEMOEKNE 2B DTH S, VY F T TIESLEICKH L TREKBOIERTH 550, Hihk
MR IR AP 86 B899 (Idiopathic Thrombocytopenic PurpuraITP) (2xF L CEARMER D 2 HP M SN TV 5D,
ITP &0 L7ZSLEICH LT Y ¥ ¥ = 7 &% LB E G T %, [ER] 9L, ABE2h 5 &
WM T DB % 38D 720 S AT 1 B e < 2 ETRISBAE O LN K %2 %2 L THVMGRY (957 / u
D). &R RS (PT-INR 282, APTT >220sec) D720 B A ABE L. WIHNGHE ORI Y B~ L 720 ABERE O
PA-IgGHutRRME (63 1 g/107cells) 725 720 F728FE. V) Y 28BRiR A, HUBPURRE. $Uds-DNA PR E, X
MRIMAE. BTV Y IRE PR E (BUCL- B 2GP IHUfR 125U/ml. LA v ¥4 ) ¥ »Hifk 94.8U/ml. $LPT Pk
>200U/ml) %78 CTSLE L 3Bl L7z MAEIIAON LD o720 AT A KB X ORENGH (7F+ 7
Y. voru7xA77IN, 3372/ = VBET TN, FI7UY LA, e FudRirsund A EELET)
THBRMG L. /Mo, BEEEOLELXHE LN EELABMIZA SN2 L Rozdy, SR E
B Eo WM ERNIE R L7ze BEO AT a4 FifEE & S ICHPT YRS L, e El TR L 720 BE
HORBEWHFIHI TIESLED I ¥ b a— U A+, AFaAf FiE LIz, 6003 5 ITP (/Wi 19.6
B/ ul, PAIgG 155 1 g/107cells) DRWEHRTHH )V F I 72 %G L2, 1) 2 F ¥~ 758130/ ME D
BRI Z > 72 b 0O, PIPTHURDOKT LB EOUWHELZ ROz, YEOA T a4 FIEERIR D ED
720 [EE] VY F 2~ T IZITP OERHEICHA T, SLEIC & 2 8K 71259 2 HOHufk % #3258 3
AN VY F T TIESLEICH L CPSLIBEEDLNH S L& 272,

P-42 MmigHNIEEZEHLZLSETIUTI M —T AN 1% 26

OdeAR S—. Pk £, Bl s, PR By i tho WH F— flilk
RROREABR AR e - /N R 2R 00 B

GEBI] 7miclde EFF 0 B8 . BRRERE, ED6 » AR & MBEICABEA B L 7. 40 BEOF B
Fhe L, ks 725>, LDHO LA PSEIEICTT L K=V a >y (2mg/kg/day) DB E 7o 72
—HFET 220527094 FOWMEIZ X ) HIEEL, BRREIELL 72, BEMBLI16 H HIZYRHIM AR L 25
720 [BUE] HE 119 cm. fAE 202 Kg. kit 383 Co MBI, (O, EEREHEK, PETICE
i - KBk D 0o [BeASi ] WBC 37300 u 1. Hb 80 g/dl. Plt 43 F5/ u | WeRRimEk Bk, LDH 1102 U/
I, Cr 22 mg/dl, CRP 7.0 mg/dl. APTT 538 s. D-dimer 158 u g/ml. C3 55 mg/dl. ¥iiEPiiE 16045, Hids-
DNA fitff 34.8 TU/ml. ADAMTSI3{EM: 36%. MR, &P BB & R AE Tl OIRONEH 1) o BH
HMRIC CHIZEZ /RS ERETED Vo BABMMKIZISN/RPS 5 Class T T (A). #B&IE XML L,
EA M PIC glomerular paralysis % 520, M MEMU/NMILERE (TMA) EEMEOHI R 2R L. UEXD
LEHPETY) F< b—F A (SLE) 12X 5 TMA & W L7z [#aR] SRS ENH ), FREICS S L %
Mo fze M/MKGRA . LDH &l BiRImERF M 2 &7 5 TMA 2 805E L. MLOENT & A s i 2 T L
720 SLEIZK LTAT A FREFEZ M1 L7z, BREIR & AR EA B L 72, B MRIIZ T 5T
/NI & AT SR BE EE U RUIRE DT R 2 380 720 MEZ T Y s O — V5720 EEEN 28 A L7z, F0k
b IME T — % OUGEF 5Tk < ME PR E % 7R 3 D-dimer O E 25 720, 9O MAEASHHRD: L 6
FOKET Y R34 o8k (IVCY) Ziifr L7z. OIEROFEAFWE 2 ) —FEICLE RN L=V 2T L
720 IVCY ZfHi 95 2 T, RBFI Y P =V TE, P70 L AFZEALATOAL FR@RL TW5,
[F &) FAE TMAGE BN B2 M A0 % BT Loy © & 7000 % B L 720 B RS AR IR & e
Ry IM/MERA % 7850 ZIERNE TMA b N R B R EBENAZIT ) LEDND S,
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P-43 SRR DA CRIE LEFHSRMERR EOENEEL -
2HMTIUTI =T ZAD—B

ORA 'y MRl BeE R BEP9E", POAT d—° i Rk, philk 75—
VR SR T B AR T N B I B SRR

[(AE] @&tz 7~ =72 (SLE) 3REEAGEROMMILAEIC L VR 2 25 KEREZRHE T2
HORERBTH ), ERIIFEAL EOLSFERDIINIHRE., Mk, B M, iz S22 ko, M
fiiER1E SLE BE ORI EBONFREIRTH 5, Sl LTI RO R THIE L 72 SLEO—Fl &5 L 7=, [iEfl]
4% FREITIROL . Kbe2h Hiid OB TR, 288258, M. BICb &R
R, FHAETEIRRTEBIEI % (JIA) Z5Eb N AR & %o 720 Wi 2-495 0 MP B, /2 2-396 D PIP Bffi. 43180
PIPBai, W FRIF O MER & 6. 48 B O %2 8072, W 2-4480 MP B, W FRHE. 458 B35
e W] BRI BR & D 720 B IXRRD e 2o 720 BAFREF PR A C 1 Mot SE ) B S PR O 18 U & IR B o B
MmOk My 7V EBD 7z WEREIEED R o7z —J T MERAE TMMP-3 514ng/mL & #
EoLFIcEEE 0, ) vskgd, I RIE, PUEPURB . PLds-DNAJUREYECTH - 720 MR - A
RIZADEh ol o SLERFEVBEMREZRITL, V— 7 ABRIETH 720 BEAEFEHEILESTH 22 L
SLEE#ZML7ze AT0A F2VAEEEZ27 —VjEifT L, 3372/ —VBE7zF Ve Fufdisun
UG U ze BIERIEEC 2COE, BE R IR R mT B B D £ 2 12U L7z, WA R
DOIEERIMGE > 77 F VAL Lo MFRA THIAIE ESA. $Uds-DNAPUKIZEMEAL L 720 HERIG4H T
LF=voryiimgETREL, HRZEBLTVS, [ZR]SLEAETREMY v~FRE LKL TR
BT CBEORE NS < BEHEBEEDEN & OWEND 2. AHEFNTFIROMTGEE B L OB
Wi % FRsD . T Bl BRI A B B D i S IS X B b D EE R 1. [K5FE] LML DA TIHAELZSLED
— % FEBR L 720 SLE AR 20 SR L 2 5203, FH 2 BRI Bkl R %2 32072 2 L2 5 BIEJIA L @
S AL 720 WA IT MR FARICENTEETH - 72208, BEERELENO—BE72D ) %,

P-44 BERED-HLBSLIVERNLF -V 2B MRLEMTIY T =T ZD—B]

Ot e ™, g B Sk s
VSRR IR BB L v 5 — /N R PSRRI &bk ) v F R RIS & bk T LV —

[iZtwic] &85~ =72 (SLE) WZFEEEI A, V=T ABRICERNT L2 5% v, T/,
BRRD L LBEBLOWEKOEEPAONLZELELDH L, L L, SHIEL DRER L 2ER Tl e
KIEPHECLEBIOET L=V 200 ERHRELZEL, BFEAONLSLE L IR R 2HG 2 Fo
7o EBIFIE % PR WEKNE & RN D 20T i, /MR, 8G FFMIE. 2509 v fioElRZ L
TERMLEEARLEDOMEITTH Y. TAFROFEBRER 2R S 2IERTH - 720 UER] SiiclB. 6MDBRIIFsE L
BB CEREEZZ Lz 2A, MEHRAE CILMERIRA % 455 S, WMBE KB, kil Jukiiikrs
P LY VIREPURRE. AR ILEE A 5 SLE & 2 W, B X OPUSS- APk, $USSBIuARYE X b Sjogren i
P& 5t > 720 BHEBMRICTIENPSLE 589 B 25 0 . B S 2R IERIE 2o 7225, A7 04 K29V A
WMEBLVO Y270k A7 73 F2OVAHE (IVCY) TEMEABELZRIEB L, Tk, 7L F=vor,
IVCY, 3372/ —VEBE7FIVTHEFL TV, LBRERIZIL BN E 2 E LseTilid 2
Vo MARNICHB O K ZIEH SN, TOBRBEOENZHEMINTVED, EREHB0ET X ) RERE
%50 AR e r o 720 TIROKIC, B EIFIRARLETZH Lize 0L & HEAKAE & /MR FIIIE 72
EWH Y. BRI RS TAFROJEBRE %5t 720 VEGF DO EHIZASNI2d 0D, V) ¥ 8Hi o BRI UG
HOERDOMA, FHERB X OEMRTHEHOBRMEILIIZD Lotz DEBIUVEAKNL =T 270,
MPOATEA K2V A, IVCY IS THEAKIEDL HEE 172, [ELRISLER Y A 7 BEOWHEHEZ AT - TW T HIEKEE
VAT L8, V=T AR 2D WERKIERALN B EIXSLE & L CIEMRINTH -7, SLEZZE
TAFROJEMBHRE L IZZWITE WA, Z OEGNIHEKIEDBEE 70 & JITITHORIEFN 2T RIEIZ L &8
FIEME R E b L8, LK. CRPEMEZ EAH S, TAFROEMREE & FM L Tz, REFN L
BTRddo T, TAFROEGEH ZFIET W REMEDSH LD TE VL EZ 5,
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P-45 RN/ RR A SR BHR & S 6F U 721w D 161

O&+F B, WK B8, PH $25, By EE, SR, A R, BH 3%,
HIRG F5H. AL I
SPUR I e/ YL

[ixtic] NE (KD) oS MEHNIEM/MUEIIRm T 5 2 L A% VoS, Ml IMURAIEE 29 5 2 LAY
Hbo TORIEIX2%FRE LIHESINTEY ., M/IMEIRD B CIIEEIIRFEGIEN LA TLZ b SN
TWwb, KDIZHEPET A IM/IMURAREDRER & LT, =27 107 7 — JIGVEA LR R 40 1 55 PN o6 [ (e 2 o
GP TAEY URFIET T T REBBIE ) RO L 0T 5N B AN F AUTERE /IR A
B3 (ITP) 248052 LA ENASNT WS, 4, 4 i3iEr T 7Y v KERTRDE (IVIG)
BHMOKDFIES 3 H £ D ITPIC X % /MR AME & 580 72 1R & BB & fEBk L 7= o T3 % [ERI] 1
. FEEG MRS, A LNIE R % FFRIOEEZZ. 85290 H I IZ IS B LA o )15 9% 3 ZHE IR 5/6
R 7z MEHAE ECRP 7.6mg/dL. WBC 13000 / u L. Ii/MIE 1675 / u LT, CTRX 100mg/kg/day B
HL7z0 H3WH S <. MM 2877 / u L WA H Y. MHDSHIVIG 2 g/kg/day THFEBLG, H5
WHIZ1 g/kg/day iBIEES- L7225 M/MEORIEZ L <. 4569 HIiZidii/MMiEk 3000 / u L F T L7z,
MR R R IR, B85 5 ITP & 2 W L7z, KDRERIZ, 490 HIIEE, 4555 HICI3ZRERT T
HELTBY., £69%HICIdmmpmmts LIIET D E LTz, ITPICR L, EB7HMHMH A T8 A NIk
BFE % 10 HEAT - 72 & & AM/MUESEIMAE S 7z Rl B 2 MV A& BHE 2 IR 2 AE 9 O A PRE 1 X
ROLhoTz [BZ]IKD EITPZAH LWEOHEHIL. WIhd 7T ALY URGEsa 7Y » KEHRE
% EDOWHFNABRICITP 255 L TV 505, AEFICIEBHFEAN ARSI/ OZE R 280 %2R0 TB Y, KD
EITPOFRIEICIE L7z b Y A —2FAE L 72w etk R L8 25 (2 B L 72 /MUK 0 B2 A2 25 TTP O F89E 12 B -
L7 BB ASHEN S 7z ITPIZKDICE T 2 MVMRIBAED RN E LTENTH LD EETRETH 5,

P-46 Y707 7 — T EHLERRZ &6 78RO 5%k 2Bl

Ol Zf' K IS SO BA' THH E5 L I FIL S5 KT
HRH IE°F2 MG B205 % AT IR
VERROREATIR  NRRE, LR R  JER

[FR] ~r7u7 7 —DEMEALERER (MAS) &, &SR EEAEREREE R (JIA) X~ F PRIk
335 MM A EEBERETH 5, JIER (KD) 1I2BWTHMASZAEMETAIENHMONTVEDS, Z DU
FEIIME TR BB IIR R A TH B0 &I 413 KD OFIREFICMAS 2 &5 L7ER 2 RRER L 72D T, (LS %
Wras Rz &Mt 5,

GEFI] RIS KIR. BBASHHEICKD OB MM HA T2, iy a7y v ke (IVIG) %
RiAT U720 BHIZIZMEAL, MoOKDIERDLFELAD, CRPOEMEAIELEL 72, 12 HICHERRZARD,
IVIGH#E S & BN L 72285 B Feke Uy DUBICALBED MBI L 720 15 HIC M ERIR A, e S, PR aE R 5,
Em72)FUIMGEZ RSO, MASEZWIL2e FTFHFRAYV VI FUVBRIATIV, YZ7OAKRY Y, AN /IZX
LR ERB L2 AR L. DRRIEICEE L 720 REFITIE. MASAPERFICEB v 4L AR5
MEREARERE (EBV-HLH) TRO SN A0GM1L CDS Btk T M2 31574 CD5 down regulation DT R % 32
Dotz A MHIA T a7 74 VENTIE. neopterin B L USTNFRII/I D FHW A LA 2B —h
TIL-18131340pg/ml & sJIATREDO LN A L) R EEMEEZ 2E9, NKMOIL-181x 320 & FEDED 7
Nolz,

[ZR]KDIZHETE TS MAS OFIEHEIX 1-2%FEE L SN b KD HAOFEBIIRHZE S HERIZ 1+ ALK T9%.
ZNURETIE3BRRE L SNTWBED, MAS # A PEL7ZHERI TIlE 25-46% LM SN TEY ., BEINRHZFIED
27 WTE7%be FELEHEITSJIABB MAS OLTR (710%) LI TBY, RUICBILE#RMAZ TS
VI D Do MAS O FENE R NI AREG] & [F Ak KD 75 W 4 0GB R B i IR E T A IEBI S . G MBROREEIC
HBEELLETHLEEDbN, KDIZEHTAMASIZBWTH, MASHEEEICILE TS IFN y 2 TNF a D8 %
FEAENEE L TWwAEEZSNH, EBV-HLH R sJIA B MAS L1357 2 FIERE T DIFAEDTRIB SN 720

119



P-47 VIG5 R ISBIMEEMZ &6 L. IMHEEOREEEEL N IR D 1 51

OFH ZUlt. Bl DI, KB MR, AR AL ST i, 55 B0, 516 o,
AR g
KKRALIEEEFE = >~ & —/NERE

[iFUDic] NEHEICB W TRERIEZ T 7Y Vg IVIG) #ISEMME R % 9 5 FIATHE S Tw 5745
% IFHAIPICE T NAPA, HBHMANEREZZ SN TW5D, Al I TIVIG RS- i dE & i 2
L. ABHURO—HTH 2P MBUERDOB G- 235 b 7z 1 Bl 2 #7272 0853 5.

[EBI] 3 8. 45595 H IS EEREIR 2 & ThiiZz Ly ISR OB K CIVIG 2g/kg&E 7 Vv 7a 7 « v
5mg/kg/day D3 5% BhG L7z RHEBIGRIC—H S L7225, B8 HICTIEE L 72720 IVIG 2g/kg %= 3B
WG L7ze ZOMH%, MEMRATH A ICEIMAET L. Hb i AR 110 g/dL TH - 72255 119 HI27.0 g/dL %
TIT L7ze #5129 HICIZWBC 49200 / u L. Hb 57 g/dL. Plt 720 Ji/ uL. N7 hZ ¥ ¥ 2 mg/dL T
D, O B — A AR E D ITHETH o 720 WOIMERIZ AT R (+) Th ) AHEABUEMRA TH M btk
(PUAAm 6445 ) 2B S 7z 820 Cld, SBIRER CRIFEROFW2EMAH 0 . BilntEE I <crE L
BV TH > 720 EHFIRBIZEIFCTH - 72720 KRNI DI, HFI3WHAH» S 7L K=V~ (PSL)
2 mg/kg/day D5 % B L7zo T O, BIMLIZHE 4 128 L PSLIX 45 269% H F CLl2ilib ik Lze 452995
How# 7 — 2 2Bkt L. WBC 8500 / u L. Hb 95 g/dLIiCt# L2720 Bkt L Lz, ffdEH)
HRIGZENZZRD T2 o 726

[#2] AHEFTIXIVIGHE G- H OAHAPUARIZEETH 0. IVIG OB S-S M IR o iz b i B 5 L 72 gk
AEV . PIMPIURIIRICEMMRBEEZ TSR I T I EPHESINTB Y., IVIGHERGZOEMPEE M Tl A3
Pufk b BIG- L12 WREME DS RIE S 7z,

P-48 BRAFRIZREE D S5 ANCAREIMER E2M S hi-—B6l

OFA Brf 'y S —ER #4100 ¥ S Bl B R s, Bk Bl
BN R T EAL AR S G 2820 R ET E BT
W # RS e

VRO T BER R RANER, RO R T ERR R v 8 —/NER

SRR T R R4 B I BRI SE T

[lZL®IZ) ANCA B M % (AAV) 32 HEIT R ERIKE 2 B35 FHA0 %L, RMBEASICELEELEW
R TER B TH Do R TRRIREE 2 OBM SN LIEBD VR OTHET LS. Sl B AR 2
HAAVEZWI SN z—BIA R L 72O THET 5. BEBI] 107, L. 4 HOFKRIRIKTHEA=, Hill+TH,
6 HICEE 2, MR - |EARDFRE T 5720 8 HICHiEZ#iM2 L. W& THA /2L T7F=21 021 g/g-
Cre. JRIEMRILER 50-99/HF &I JRDEALE GRD/z. MEMRAE THIAROK TR KA M. Bt EL B %
Mo7zAs, MPO-ANCA 157U/ml & B ETH Y. AAVEELTIHICURI M o7z, MBeZishe, JREH /7L
TF=H 044 g/g - Cre. TLHERINEK>100/HF & X SIRFFRASEALL T 2o BAER TSR ERAE 50 1,
EREALARERAR T, AR RGRERR 70 GRRAE R E 2, MR PES ) %527z, BFBEMBETIIAAVEL
THIEDRCHTTH o725 REGFMETClgL C3DLAEZRD, &) 7~ =7 (SLE) LD#ERZ%H
L7z MM CTHIEPUEA 4065, Pids-DNA Pk % & H &M EACHURIZEM T, SLE 2R84 5 BRGERD Z2»
CENHAAVEBRILIz, EARAETIIMIN AR EDBEINRELRD L h o7z TNET, AT K7 OVAHD2
Z—, Y70 THAT7IROVAEDL6 7 —VAT WV, RITRIGEBEEOMIR & FIEEZERTORE THHEL TV S, B
e, THF A7) OMFFFREICI ) Bz, HEICREBIZE T CH L, [EE] KHONEHFE AAV EFIZBW
T, 20014E® Hattori 5 O TIaF 3 EA5, 2017 4F O & EFR A HE TR UL B2 BR & BRI R ST
Wo L UIREBISIN CREMOBE DRI SEFIEL, HKRELTHBEMEORBTH LI LDIRENT, AAV
TR R B TH B8, RIEBO LRI - R EIT) CE TRIFRE PRV ONDTRREND 5. [H
iE] BMARMIREE CTH-oTH, RIFIIIRITAAEAL T 2ERIE AAV 2 5D CREICEN T2 LB 5,
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P-49 70— iReEH L EERBRAED 16

Ol F1-, gy 558
B ERERR AR AL v 5 — /IR

[T U oIZ] BREIRZIEKEIIRE & CEBESEOME R CTREMGREDOEHEZRDOLILBDH LM, T0%
CIZEBEMERE L TH B, S0, 70—zl L-BZEIRED—F 2R L -0 THRET 5, [BER] 15
R, 13mIE X DBV ENE & TR O EY D o 720 145%9 # H X 0 IHEESR & GFEEBR 2 H 0. 37CE DI
A 7zo 14710 » A LM ONERE, B2 L2 720%% L. KRB0 AR R TiX, HIRIEA b
o O A HRE IS TOEIE 2 RO 7. FHIMMES . A BT 2213 % Do 720 A THEIR O EE-J & Wi
JER O BUR &R IR % 3R 72, MM <. WBC 12,300/ 1 L. CRP 749 mg/dL. #*¥k76mm/1h & %58 St
HERALTEBY, HBTI—CTELAREHIROIIZEDN D V. B CT TEAREBIR O IR % 320 72,
LT I—, FHMRITIREFELZRO LD o7, Bffiza—Cid, BHEEERLPD Y 7 FVidR o id o7z
A W7 F L ABEAOBREOKT I = Ao N7z, FENEEE CRE ISR oM EEESH D . AR
DFBFTRTT DT NICH EERFESE 2D ). ZBEMBORE% 272, HLAB52, B39IZBE4ETH -
720 20— VRO L2mEEREEZH L., AF VT =y O A (MP) fiffkic7L F=v
oy (PSL), £ > 7V F¥~7 (IFX). 7H¥FF 7 v (AZA) ZHIE L7 MP 17 — V#1725
JREJE & i e Ly IFX 1 H¥E5- 520 & FRIZSE Lz, 20k, It o — CliFHBIIR o I 4 5
OREE X L. PSLAWHR L TV 5, [F5] SRBIREOWIMMER L, OIWNIE R M A S M SR~
OHMMNIZMZ 2720, WHEBEMEBTNERZET LI LW TH L. 70— ViRa PR LEIIREHmE
BIDB0W% LA ETr b — VIR R EZEIRIEDTERE & D FEATH L CIFFERFEREL TV 5, HEEIREDORER - ifik
EZDHETHHMERE, BEEFUCOEER T TH L7720, WHWELEMA THET 5.

P-50 ML E 2RISR SN ESREBMRD 12K L 26

O£ FEKR 16 AW AR A5 AR o e ik
! A B S A BRI e v 5 — HE RS Y 5 —
* ] STATF S R 58 1 ST T PR HERIE Gt > 5 — TR v B EUR A, I T VK g e RN PR

(5] BEBIREOMIEIRE LT, B OARIHKIHTH 5, Az DIEEAMOA 2% ZERITARE L 2 W
SN R2EOLBE R L 720 OAELIRIEDGHZ AT L TITH) LEND ). ZTORBREZOWET %,
GEF] 124 )de ABe 3B ET 2 SAREIR O B)% - BN E ROz KEIERIIME L, EEAR, HEA
RO MBI U7 ABe5 HATIEMBEIFEAHBL L, BRI TR Z i S U SBEICU AE E o7z, AfE#E T
WZHBNTRD e h o 720 MBEMZREIC, BEIR. BT, SpO2MX T, A Ll E THEOMEM T 27z i
CTTiE, FATB X O TATREIROILE - W4T - BEAIE, BRI OIEE & 58D 720 (DI E A Tld, A=
BRI D F W KT (20 ~ 30%FEHE) . OV F AMEOREEBEIL T, PEEEORBIIR - =R - MIEFTOH R L
BTz WHFEITIGERIEESE, FIRIE, KOEM L EOLFHREITMA. ABE2, 12HHIZA T84 F2OL R
HEAITV, AB20HHDS M) A TOR THERF ARG L7z MfFEEE LTTHF 4+ 7)) V2 E IR 72
ODASIERIISCEEMEITICH O . HF ORITER D & <. CRPIZAPE23 H HLFEIX, Img/dIRTCTRE L. ARt
63 H HIZHEBEE 7o 720 BEEAT O CT A TIX. FATRBIIREHZEDOBEREDZW R UEE ROz AR
[CHLA-BS2 B PEATHIBH L 720 [EBH] RREGI TIEIIERSEE»DHMHITL TV /d, ¥ 7874277 I FR
N ) A T OMHADRE E N2 0s, B AR A LEETE5 7875 A7 7 3 it ODAEE IR fER
THoH LMW Lze ZZCTHHELARENYETEE VYA TR IR L, /20 PPV ARTITLS
reparative inflammation D #IHIZ X 2 KEMRHZE OEALICEIE L. A7 04 K2V AH TR % L S &
7eOBIEME L7z 720 BHEANORIS L 0 OB EIIAREO R EHEE SNz S5%RII0T. FRG K.
MR 72 EOHFr 7z 2RO MBI L. PET, #&32CT, MBS HEMRAZ & CHEEICREEEEEZE=5
VU 7T ATFRETH S, Mkl F ) A TREEOAEE G0 L7/ OB ZEIREEZ~OHFERE &
LCERBIZMET 5,
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P-51 E2IVKRZICHIRERTEZEHL BB IGAINERD 161

Oz e, gk R, wofl Gy 290k - Rl M AR BB AR EEL
MR BRARE R
DR ER R ENET B v 5 —/NERE 2RO EE R R N R

[1ZUDIC) IgA MBI G - B - BEEAEIRZ 3B & LIEROBE 2 ) B3 A%, HARWICIZEHEB TH
REMRT Do — . ERWEOBICIZAT oA FREISHFHEAPHEH SN D, KEFTIETVIT NS ERT
® 0, diaminodiphenyl sulfone (DDS) D% 5. %47 - 72 MEPI TH > 720 720 ¥ 7 T A RIMHEIIL Y I~
KT, Vit K) oz HELBMEREZEI L) 2, 40 FERFL T A5V — VOG5 22KEE L
72 Vit KRZIZHE D FW 28R 2 2 LA IgA S O 1R 2 &F8B L -0 CTHET 5, [FER] 755
Wo ABEBHREI LD FTHRACEMEATMBL L, BEBIEI & B - W2 520 4PEic22 L. IgA M RDOZWIZ T
Abe& e o7z, Bfr L LPSLOFG Z4TVEEE L7225, PSLOWHRICHEVIERAT TR L 72720, § 13K 13
OB 2475720 LA LZDH% DS PSLOMIKICHE ) R ORELZ RO, HI3HFHA 2 FHERG L E
3. DDSOBL- %47 o720 NI X DIERIZSE L DDSHFH M IS TPSL % dflm L7, —h. AFBE8H
HICHBEK OCRIESSD EHZ RS, BYIELXZEE L LT XY V= VOS5 %2475 720 BRI L 7225,
ABEI2H BICIgAME K E £ 28BN L 720 $RIMIC TPT-INR4.41, PIVKA-2:83400mAU/ml & Vit
KRZIHE) FWHREERE 28072720, Vit KOG 2T WEFREIISE L, BHOHB L, €0k
PLwgEZ ik & L, IgAMERORED FRliEE» SBMR L2720 ZF 2 G L T2 o 138 E 2T ORI R
Doz, [FE] Vit KOVRH S N2 B CRBEIR 729G b3 N s, SEREZRTHRFIEIIoBERE
N-methyltetrazolythiomethyl (NMTT) %2 A3 5HHHE (L7 A ¥V =V, 7+ FT A, £T7+XRFTV
%E) BHETLILICINVAELL, £ <13 Vit KOEIEN?ED L TWEEEICRET 255 AEGITIEE
B E A LYy A2 L 5 Vit KOWIEE, RAOME, MREOHRG E Vo HRPELZ ) BEL-EE X
7o [KEFE] IgAMMAE RKIZ BT A BEER OB BRI IIME 2 E 3 525 #EOHRE CREH M oM EIRETD
FRELTHED, HIREOHEL 2T 2BIIZEREILETH S,

P-52 IgAIMEREBEPICSMEBRBREEZREL . BEVBRICE - 4T EH

O/ 2l f ZORERY 2ok Ml A MECEL Il 5% AR AR, FA MRS
MR BATS B T R EIES, R

R BE AL R B AN R R IR TR BN R R I R R R R A TR I PR AR

U R R R U R A SR T R R R B 2 T BLS T

[ ]1gA M4 g B %, B, FEM/IMGR A TEDRIEZ 3 & T A /MNBIICRDBEOFVIME R TH 5
B MICAMBREEEZ BT A MO NT WS, [gA I5E 46T AR Z 2k a2 2 560 L 72 160 2 #5
LD THEYT %,

[EBI] 4553 . BIfIE. 8. BRZ2R0. [gAMEROBW CUlE~NABE L, 7L F=vr ¥ (PSL)
B CHERD G E L 72720, G EZWIM L TW2E 8 H ISR TR, IR & & wm % 4 Uz, Bk
B CTHEANOMGIEFED SN HRE G BE CE T EEFM 21T o 720 FOAE 4 R O i ip IR AT - CRE
WCHBEIER RO EZ R L Tn/ 2088 L I L CEMEZ YR L. o Fi2 HISAREEZ FE L
720 119 HISHH QAT BEFRITHIR L I BN Tz, BEMBETH D BEERAEL MRIIZB W THFREA~D
MKz RDZ Enb, BB RIEETIIRCIGAMERICE LD LEZH L7z, PSLONMEB X O/ ik
TR BT VT80 v F v 0¥k 5 247728 2 A, 2HBH T TICBEIRERIZNE S UAR 254
T & 720 VIR L 7276 K B oo 9 BT W& A B o0 S A 3R & i35 O BB % R, AT RICHIE L R W iT
RTHo7zo L. WEEBEOBIEZIIEEED ST, YIRS TR L Tuiadr o7z,

[Z2) IgA M RIC X AREEERE 2 L2ER D% L RIMTOMT 23803, AR A 2 &3 ISR iE %
MUWREE ENTW5D, LA L. HEEEZIIUD LT 5 8MBEEICH L TRETHEA AL LR AER b
WO HERET 5o RIS O golden hour 136 ~ SEERILIA & SN TWAB DS, AREICTid 4 KR OIS TH
HE oM S WIRIZIZIMATAREIZ L BB E b0, P IAEERCLIARED) 27 2 EE LT
MR RS I BR ORI 2 o 72 2% R AIIZ AR BIRHAICHIIE L TwW i d o7z, TO®RE LA
DOFEFERITH L ClE, BRI IT 2 571§ 5 = & TR 24TV, W2 IRAE TS 2 T2,

[55E] IgA M %I X 5 BERBREE RN AZ ET 2560 5 5 MATHEZE 2 2NFHIYGEE CEE
ICRBET AL DLETH L,

122



P-53 BREETMEOMREREREICHUI MRY N2 80 SRGRABEEP BN TH > 1.
EERE DB E MR R Z 5 &V L MDAS fik Bt & 8 i %

Owm b B wEE A7 Fa M BA TR B &R
VMR LR AEEE ) v < FBEORNRE R E R RN E R
S BRI A B A 2 U S M 2

GEBI] 15tk X-14E10 BICFRoALBE, WEBEER B, B E2to - -0R 2 %2, X14F12H1
WBAED Iz OLF AR L 2o 720 INPHALBE, $8E0 MMk, BEMHM - B OB E EEOT. HILEE S F3
HilE IR 2 220 720 MLEAMAS Tid WBC3300. AST149., ALTS82, LDH543, CK579, 7 =) F ¥ 987 Th o720 %
EMA T, PUBPUA404% (homogeneous). PTMDASPUARE M (163) THh o 720 BIEVEM %3 X O IEE: O
G . REMKEZM L, L K=y (PSL) 1 mg/kg/day + % 710V & A (TAC) 3 mg/day %
BB LAF VT F=va >y (mPSL) 05 gx3HMZBIML7e LALMALOATEZIIRD., CKFE
BAb, #HEY 70k A7 7 3 F2OV A (IVCY) 206 L7225 WBC2960. Plt6.8 & MEREASRA L. HFEEE 13 1
Fo 7xV)F 1402 EHTH D BRI CMIREEG L RO/ &2 0, MEREEREGRE L ZW L7,
5209 H X 0 i #EscHi a2 38 L 22 28R O M I1E —KECTH D IEEA T CThH o720 B30WH X b s o
T VREEEEEE TR, 3272 —VBEET 2 F )V (MMF) 1 g/day. = FEY F (VP-16) 150 mg/m®
(GE2[) #PH L72o VP-16BAMAE:. HEEZEIIREL 7 21 F 968 LI Tl & % 5 720 VP-1613. BIEH®
BFrRERIRANIC & D FH4 I CHT L7ze PUMDASPUAAMIIE 156 & HAED F F TH - 7245 IVCY & TAC + MMF
OPFFICTPSLEMIKRCTE 2 L9122 ), XEIHITEERE L. [E£] MNEREOKERH K TH WA L FKIC,
PLMDAS HUAR B VER] Tl Bt A T E RV EM A & S hvCw b, — . BAICB T % 5t MDAS Bk
BRI REPEEEHATIEE 7 =) F VA TFHREARKNTL SNTE Y, MERE BRGSO OFIED S,
EHA M A A VIIEDEGAVRIBENT WS, RIEFIZ, PUMDASHUARGMETE 7 21 F > &) B8 Hi %12
X3 % VP-16 DA %2 RIES 2 W jEED D 5,

P-54 Y07 7 — YA LERFE RE L FEFERBHROEBERIC,
Mg NEEDZEDN - 265

OB A #+ TH HHF Hb fRBF & HEse
HURT R R R A2 B 27 TR s e /N Y2 B

EFIL] 65 Ee 8- B - ZREIMICTRIE. NV a—7%, Iyha s #ERLEMHOm MK T H0. 1
Wi A (ALD 221 U/L). #FHCHURIZRENEZ 5720 ABeft o MRI TR B #EIL#EPHIC T2 STIR BfE 5
WD, EEVERE % (JDM) Wiz, 728 B c CMERE &%V~ ru 77— I EALIE RS (MAS)
DEPEEHIWTL 720 AFLTLR=ZV TR (MPT) £3 270 Z2K) Y (CsA) ¥ 5- TR RIA. Z Ok EL)
FLFFH A5 (Lipo-DEX) EXRLFH—k (MTX) O H %2 75720 ABt 31 HH Tk MLER I A & B e 4% 1 Bk 1
% (FE515%) . NThrae Rl (12 mg/dL) 27807 MAEMEM/MILEE (TMA) 288 CsA 2k, MarvRE
T2 EH] (rTM) B G THER DR #HE 1572,

[EBI2] 5 IR, J88 - %95 - P EOH CRE. AUAMaI—75, Ty e B S R T HY, ik -
M/ 2 i ik A & BB 3 5 (AST 1608 TU/L, CK 2511 TU/L, ALD 68.3 U/L) &Y. HiNXP-2HuiknsFs
P72o720 MRITHBERE - P BEAIC T2STIR TR T ika il 720 Wi EMCHAEM MDD, 7 ik ClLER
B E%H) DM EMASDOEHEEZ WL 720 MPT #2770 AR (Tac) [ZTHBEZHME, D3 B 2 PE W Lipo-
DEX & CsA B I B 2 M4BT o720 ABE 26 HH T/ IMGRAE D- 54 ~ — @tz ilo, T OB R M ER
W% (5 2.7%) ENTI7ae AKfE (10 mg/dL A ) SHIHL72c TMA 258 CsA IR r TM #5217Vl L7z
[#£%2] IDM & MAS O iEF GBI E MR M/ IMGRD - SR IMERII - TRl % 380, TMA #5895
WIS 2B RER LT WIS A MIA 7T 774 )V Tneopterin® TNFR ® EF25%H0, MASIZEEY BT AT
HA VIAER CsA 2 G- DS TMA DVAZ TH -7 FetE AR Sz, 2H1Eblis b ED MBI S22 TR TMA
DOFEJFEALIZBI S AR 7225, ZOEREL THRIAFE L R/ ZENHF G LT HENED B 5o MAS RHEH 1 512
VA7 DEAEIRIZBWTIE TMA OFIEIIERE T AL EDHY, F/5E 7B MR MERDOIERRAG HThH 5
EE 2 5o
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P-55 BEPICETIRBEEMRERERET 5 VEEZE6L /- Sjogren FEEREF D 1 % R HI

OBt wsh's I AT MIF BAEL RE RFL WA B2 4 el K B
VR HE R A B R A A G N B L AR R AR S SR - BEHSHER AL
SHRHR IS WOR / 975 B

[# 5] /IR O Sjogren FEMERE (SS) IZHZIFFEIRA IR A 70 <o SAEVER TRRIENR 2 580 2 BIH % v — T,
H XTI O T TR H R L7 i8I T, BGRIMEEOEERBICLI VAL 0% v E Sh, /h
WO SSNOEPHIHTDH %o 4 1ISS ORI E T RO MR PEFENA MR A & KT 2 W<l % R0 72K
BB 2R L 720 T, B ERZMAMET 5. DEF] 13, 10115 AR A H TR oA - E
IR, ZEBGE RO, MEARA T IgGIMAE, PUREPUA - PUSS-APUARZBEE. 3552 MR Clj il 5 F R 50 1 ZE Rk &
DL %R, TVEARTEEFRH~D) v 82k # % iR L. SjogrendE @t & Wi L7ze 7L =y
(PSL) ZBMid 5. BHTRERICHMRERIHILL 720 PUHEAITRG TO8E L < lIPRIRTE o X 28 13 ke
THolzZ b, FERBIHE) BlMEILEE L, SSOEay ba— Lo IVY ¥y (MZB) %800
L7z 2AUEENEONT 20K, —RIICH FIREROMEIRE 2 G0 7225, PURiAPG-12 X 0 i L7z,
DI#% PSL Z i L T 7225, 14E 1000 B iR & 0 A RIS A< A L7z BRI - BT IROMERIZFRO T,
H AR CHRZBM & WIRPHEIE TR L, —BSEE SN HR L 22720, BRGE N2 4 L7z Lo L.
3HHBIIXFEBAAC < FEATEIE L7720, BLBEEZ R L T b [REEE] VOB 2 v b o= )UIE
T 5 W~ E T AR ERE O —ER & & 5 2 SSIEMEEZ 585 LB D 5o W O~ OEHFRIZIX,
BH A R0 TR I 25 T b N B A%, SSICAEDET 2 5B OWBETTSHIIE 572 DX v, AEFITIE, HT
5 B D e T PE RN I S 2 i L § A 2 & T L. PSLIREHRICH<EOMBLL 722 5505, S kDM
PR WEE D TR IIE, AR T AABHEROA TR L, FEED T Y b O — VS LERWRENED S
%o LAL. EMOGREINHIFESG X 28002 ZB L2 E, MLELO#ER O MEEE W %,

P-56 AXBEOAL —EHRXEES 2B LM

Ol Zw], HH %
HARA- AR LR 2 > & —/NERHER

HERAEREZ 2 B e WIOHMIZ D72 HRDOFFAZTRATZH, A ERITER L2 D1 ARICHE
LGROMAERZI. MMEEDZE, BITTHILIRETH Y, KHIEIO 7DD R L 72, &
ASEBINEEE 7 0 oRkBE. REERHAIRLIE 37 FEERF RERFAPAEEIZEM A 2em A L T /2o LERAERE THRA L
BEPR LAATUTRE & %2 o 720 M2 O 3WMHRIITEN D %= <. AAKBEHED A2 RIZZRD L o572 )
Z D4 AR\ RERE G, 38R DR, A RBE KA1 FBE 720 50 A RISA KA G, 37 BEDFEHA,
ARBE R %2 7880 720 PRIMMA TIIBEED S S LA Z R L, ARBEAL > b7 v BETIRIEIROF B
% B0 B D BESRIRO L h o7z BEBRMA TG E DL R ARG L MmO, B o w7
7z AARBMCT A TS AEREEIILEE L, WU CRIRICTER R LRz, AHEICIE
ROFBSOE 2 780 JHPHALRK S b 17 2 5k 9 RIRIPUR 2 380 720 A KB MRIMAS TH RS SO ER 2% 5
CICHREIISTIR TRfEZZR L, BT o2 &Y YT TRARBEHUINIELIZRBD 2o 720 KIS
R CTIEINF R 2 JREFT R O A TR R - EYEMIEED . B i BARAE T & B I3 ER 0 7 70 o 720
—HDRERD SV —BRHIRZFE o 720 ABRBOWIEZRZWIEE I L 2w, 340 H UL bt < Bk ofeH,
FEWRBBOEZ 2 L, WELAR B TERETT R WEARO G A0 e w2 & 2RI L L7z. fEIR
DFEAITH B NSAIDs Z I LT %o AROE IR Z MG L 18 A 23EH 3 2 A AR 5 B3 2 <L IRE
Bl TesUC B LEEE L T\ bo SR o@RR &I L THE 21790
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P-57 /REMBERBAEMAEET —2eHALLZBMBROKRRICE T HZEREDKRE

OMAE =4k’ HET RAR 2380 M S0, BN s T & B’ i
URBRERFR S NER, ST EHEFTE L > & — BTSRRI T £ > & — NI e 1Y S
SRR BT SE 8 — WA OB AR B PR A v 5 — ik

[lZCDIZ] RIS % (JTA) O/NRIBMER SR BB R EE OM2) BRET— 7 2w, BRI
B 5 JIABHREOERE Y RET L7z,

[5:] 2011 ~ 2014 4F D /ME 7 — & 20 & HIGEIRMERT ) 0S8 Be it ik O & 2 #58 F UL 7 1 e v il G PE
BE) R ANRY < F R/ e RGN (NEY T F R R — AR V) O BEEREZ T L. 2005 4F
FEoT7F—% &L 72,

[, Z%2] 2014 4E @ C/MEBRIEOWIED D - 72720, /INMBEEEFREUE JTA 231873 61 (ke H 55 1569 61 )
CWAEX D Aot BETRIINFEETI TLRESETH VMR E Lz, 20144 Okt B & & O 4F i
P IE 13.93% T, FBREERE TIEA BIIRETH - 72 (1345 vs. 14.87%. p<0.01). WHWEEFIIEHT30.1%. &
BN 9% 24.3%, % BAHI 9£42.9%. FZRETERI I 220.6%. 475 R 9P I Ei 98 2.2% C. HbR / IEH R R A T A1 7
Moize MECHIBHEIIBIT HIEREMAIRDIE, FEAT O FHIESKATA4%, AT 04 F45.0%. Soii ks
30.9%. SEPEHPHIEE 36.3%. AWM BA] 456% TdH o 720 20054FFEIZIEA T 10 4 FHSAER 2 b & ipi% / FErp
R [ CERICH B DD o 7205, 20144 XY FBH %2 Br RSSO TH - 72, G 1E72.0%
T, ERE 73BT, B/ FER R CTAIE R o 720 MBHIFER O 9 B 14.7% A3 ETT (B
M) LB DB B HENFILA 2 o Tz (BEEEPE) o BB RIZEREII A SN o 7205, B
% 508 52 D 3 e B B VX ARAE LI AE R T ) (2011 4F 47.0km — 2014 4F 43.0km) «  [RHGEEEDOHEAM S RIZ S
7o M) TIE AR 8 Be o 0 20.2%.  FEHAZ B BE# D 7.7% H3BEE e L Tz (p<0.01)o %tk
TUIBREE il B o il BEF A 1L 2005 4F B & 0 FIIZEAR L TB Y (93.9km —43.0km). Hiax DILFEATRIE S
n7z.

(#63E] AR Y o <~ F iR OB, BEAEREHEAE, JIA WG OELDSHERL S 7z,

P-58 2 HRIZFEMISFRMEHREEICH T BNKHABEDIL-18> T FHIVEEIZODVLWTORE

OR%E 5. KW %, Ml 1 IREE R, PR Se—. B 2, 5 RS, Ohik 5—
BE T SR AR B R SR FE R S8 AR U /N I B o

[Hy] 45BN BT 25 (SJTA) 1358 BMiR. 5. HWEZL SoEREZE#E L, Hicv oo
7 7 — VWEMALE R 2 508 50 WROMEIZITTATYSEHDD, REZFOFEHIIH S % > TV,
SJIA TG IL-18 DS E i % & % 25, IL-181C X 0 BRI% X 2 NK I o #8516 M <2 INF y pEZE IR F L ¢
WD LWV PIEIFET b T72. sJIABEICBWT, NKHBEOIL18R f DV ¥ BALEE M I HE S h
TWwWb, ShFk 4%, sJIA BEH O NKHILOIL-18/IL-18R ¥ 7 F )V 2 fi# it L. ERRAER R #M & o B % 4
L7z [HiE] MBE ARE/AhRilbir o sJIA BB 29 N (#1556 / FHHE6 N, HHEPEHiRD D BTN, HHEPH
MR LEEI0AN, B EMIEON) 2R & LTI 1T - 720 BEIME &L Y fli L 72 PBMCs (24 L rIL-18
W CHIE RS, NKAMIE (CD3-CD56 + ) D IL-18R Tt ¥ 7 F V51T 5 MAPKp38 & NF « BO Y ¥ i1t % 5#fl
L7zo ) vE bidEE b L, M IL-18 R R A & OB % A7z IfEIC, % APBMCs & rIL-18 % 15 %
U728, rIL-18 312 6f 45 MAPKp38 & NF k BO Y VAt % 374l L 720 [RS8/ & 22] Mis IL-181H 1. #0%
/ERBETHRDE . ROTHBPEE %D ) B HRPEE %2 LEOIRICE 2 - 720 NKAIIIZBT 5 rIL-
1873 #% D MAPKp38 & NF k BOVY Y ERALOFEEEIL, fltw A & X, W56/ FssME Tl DK < R ET &
Y RE BBP R LIEFONEIZE A > 720 IRBE BT 5 MG IL-181f & MAPKp38 & NF k BO) VR
(LB T B OB A S N7z, rIL-18 & LG ofE ANKMICIlE, L5835 rIL-18 I EE I2AKAE
L CrIL-18 %l % ®» MAPKp38 L NF k BO Y BALIZK T L Twize ThHHh s, sJIABRFICBWT, NKHl
fa D rIL-18 1239 %5 MAPKp38 & NF x BV ¥ BLREE L, M IL-18 & HIC L 22Kk b0 TH Y, Millg
BEESEPER INF p A & o - NKHMIBRREOIK T ORKTH 5 L E 2 bz [fim] S sJIA B O NK
ML CIRIL-I8 Y 7 F VEEEDNH . FOREIMFEIL-18M & BOMMDH > 720 2O ¥ 7 VEEIR M
IL-18 EAHIC X B 2k d DTH ), sJIABEIZH T 5 NKMBEEDIK T ORERE £ 2 5hiz,
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P-59 A704 K&IEL A/ NRRELSHET YT F—T 2D 106

OV fERII' Al HER' AR 3 Bt 25 && & KR B il i’
ik B Ok H—0 e A

VENLECE BRI SR v 7 — R 7~ T BE R

PR LR R B R R TR A B /N L R R

T PEOaVFaRFTaA F (CS) & &&HMT ) 57~ b—F2Z (SLE) OEMMEREEOEERED
—DOTHEHH., NNETREERESOREHPMEE b, HE, 3272/ —NVEBEE72F 0V (MMF) %%
7)) AR (TAC) Z&E&THBMBAOBYCL Y, MR CSOME - LA HfFsh T, 40, CS%
HIk L 2 72SLEBFZIZOWTHIE T 5, [Hi] 2002453 H A 5 20184E3 HIC 4 ftiik ¢ 7L F=v' 1~ (PSL)
MR (0.1 mg/kg/ HEd5 mg/ H) 451l U 2 72 SLE B O R & Wi R 2 12 5 LI ST L 720
(s 5] MR IC2 M S 72 SLE30OFI @ S &, BIEEIH 14D o 287 1041 (35%) ASPSLAZHIEL 277,
1061 (B 476) OBRIRAERIEHRAE0M (72-1285%). LV VIREIEBER L ¥ = — 7L VERHO A%
B 2PNZFRD 720 FINE RO ST TR 16, IR, TR 3K, MI+VAILBIIVRI2H], VREI2BICTH -
72o BIREANREIIATOA RNV A, KEFEY Z70FRZA7 7 3 FAZIB. 6612 7b, #IPSL DB
EAPYLEIZ 30 mg/ H (2055 mg) T o7z, EEEAD S PSLOMEFFEFEE TOHBhEiZ10 » A (64-
30 » H) PSLAEFROMIRIXE 176 » A (10.7-445 » H) . PSL#liikBI#EA Sk Tld[274 » A (58502 4
H) Tdh o720 PSLilliRBAIEH D, MMF, TAC., TAC+MMF OfiHIZ%& 9%, 06, 1#Tdh 7. PSLHER:
wELEFE TIC2BIDHFRICL Y PSL &2 — kel L7ze —4. PSLRBGE A S ik T S 512 IEBo#IsE
It 25.6 » HICBUT 2 BRI R o720 261 (B1&1) F5Ea 2 BEIRHE &N L7z, PSL Wik ik
&R RBIEIE T, C3 115 vs 835 mg/dL. C4 14 vs 19 mg/dL. $idsDNA P15 vs 10 IU/mL., SLEDAI I,
0 vs 0CTH o720 2BITPSLETEMIALIMEO B 2 A EHRIIRO L h o Too wEGEHIEIZ, B -03SD,
% 055D THh - 720 [Him] MR o CSTF CRAEFIMES —E MM %% L T\wASLEEHIIBWTIX, CS%
BFARIZHR T TE, ZOROBERLADO L7,

P-60 NREAY 1 — T L VERBICE T ZEMFIEORE

OWIT 2z WAy 27, 280 Ay B 52, 27 i, BRI &%
IR EF R A BE R 7 R FE R IR 2 5 /N IR 275 J

Tl ARBIY = — 27 L VERRE (SS) 2O T5| X 20184EMASHIRE Nz ZOBMICIIRERILTINS
W EONGUWRAE R BT REDIEIFLZ IR SN TV v,

[H] ANBISSEZ#OF5] & 2018 4E % ZE I KB RO BRI FIHIZ O W THETT %,

[F5:] 2008 4F-7> & 2017 412 1 TR 24 B 22 BRI IR 9 e/ JEBECRB I L 72/ SS10 44 o iR 15 3 & OB F
% TR IRAT L 720

[ 5] B Wi AE R P Il AT 1478, KIRA8 4. — MWD 5%, RMEASH TH - 720 BIERIZ—KIED 34
DATEDTZ0 YV —RERIZIZ THAT L R PET24 250, #2383 94 Tt L — kit T14. K
HETIADPHEETH 5720 — RSB 2 0B R0 TR EENR. 3. Tk BIgGIEZR & WA DL
PSR E 7. MEHRAT I, 1gGAT9Z TR, ) 7~ b A FRT2374. HUSS-A £ 7213 SS-BHifkA 94
THBETH Y, EFITIHEA I TB2H U LETH 72, VE/NEERAERIISAHEETHY, MRV THS T
7 4 (MRS) ZJifr L72fEBI TR 6 A5 TH o720 MRSEHEBID S B, 2B CEMRENTH o720 F
72. MRS FEPEBNIER TR E 72 ) BRHICE - 72,

(4] ABE CIZERERER & KR -3, BIERDPZ VIEMICBWTHSSERET LI LITTE
T, BEMER SN, F72. MRSOBERNE L BWICAMEE 2 bz, &FITIiEA 27532 M0
PolZ b, AMEHSSIZBIF2BWFME LT, [(1)SSOWREMSEZ 5D Bfr. MERAEL 1735 5. (2)
MG A3 72250 Eoda. MRSZ 479 50 (3) MRSHSEMEDM &, 2 O 5 T Probable SSELE & &
T %, (4) MRSSEMED Y& O R IVE/MERIRAERE BGTT 5] L2 RET L. AFMWCTHREZITZIE X
D AR BE 22 M T SS & Wi T & B REMEDSEE D H Tz,

iam] ANVERHASS % 59 JEBITId, MG A 2 7 232 S UL EOBAIC 9 MRS 2 #ifT L. MRS ASETED &
DHREREWRETH 2 LT, KBEERIZSS L ZWiT & 2 RELEDSED b7,
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P-61  MBONRUYTFHRBRBECHT S, BITEROLHOTKEE

ON M M4 PO Sle—. MRS MR, R7H 2, 5 Bid, ik 55—
BT SRS R /N R B

(] ARY o< FHEEE, HEOMESRIC X ) EaTRIUE L. BAIDRE S M R R E L2 L 55
BEDPHEZTBY, BIIXHEIEELRREE 2o Tnh, MBEAAFIIBWTBITHEHRICOWTO T —F
TIN=T2EbN, HA4 P54 v OBELHEATY S, EBRICIZMELZBITOERIIAES TlE kv, [H
K] Uk o/nEY) v F R BEEOBUIRZ IR T 5. [HiE] 201845 A2 56 HIC4kix s L7216
WL EO/RRY < F U EERE RIS 2 1T o 720 RERFEOS A I RER IS DT R - 72
HMIEH . RABITF 2y 20 A MRRITER L, A A - IBHICET 2 005, B - AR RO, C:
EEtnaIa=r—>ay, D EESBOEM, E: PRHLEOEH, F: BEY - FENO/ES (4
HH. WIRMEZET) . G HEAN,. H: BN BITEMICOWTOSIHH DM EZ A Lz, [E]
JHR AR I & 15 S 72 BB 187 44 (SERP L 20 73, FERITI I Hh it 1248, k634 (72%)) TH o 720 B
BoOWNRIZ, JIA464. SLE21 4. JDM4 %, MCTD8 %, BREZAE2 %, MEBIRK64 TH - 720 46% O HEH
WCBITHEDNH>72. A, B, C. Dy E. F. GOIEHAZ, [1Zv] [BARA->Twa ] L% L2841, 92,
81, 87, 51, 79, 37, 84% TH o720 DTIE [ TP SHHU 7] [HI3 R WAMLAE | L& L720H323% TH -
725, FCIRNBZIZS5% TH oo HOEHIZOWT [1FWV] EHEL7ZDIE28% THh o7z, 474 (GERThI
497%) DOPREE D S NIE 214720 43% WBATEH 2 Tiz, RllH OBATHEMIEREI V& KADE
FES B WIS H o720 72, REBPBITEZZTOLHEE, A% ICBITHERD - 7275, RS BITZ
ZZTOROEAEDORLIEII6% TH o720 [HEFE] UBEDBE TNV T, HEERROEE, HEMOMBEML
EOHEAPA TG THLENGHEOBETH o720 T2, RHEEORITEMR 2 R 5179 2 & MW 2817
HEMO—IINI R % LM S Nz 45 S ORDIEFBTHELITV, BITHE ORI RITI2W,

127






FHHARE R






FHERXRSE RS

SV UYRYIALS: FryFarkIf— AS: T IS R—rkIF—,
EX A FEFHEEE EGAEE, O @ IR, P AAY 5K

___________________________
________________________________________

3 | S&F 1B P-45
R $7] AST )| ot 54-3
FIAEBRF  P-54 I =7 0-13,0-17,P-17
B E— P-5
BIER it 52-4 | =

AIE B 0-23

W | =3 vl P-36
AHE B 0-25 bR R— P-42
AE = P-13
i H— S1-4 | <
Ik BREE P-2 {5 BuE EX-6, P-31
=T EIN P-55 B2 55HY 0-14
HEWH=E 030 SR 0-34
= =N=CIN S4-1 SJUREETE 0-10
SHEZ O-7
e 0-11 |
EHEE LS1 S R P-21
_ IS S 0-4

3 | EmEEK 05
EEFZ EX-5, P-30 IR 252 P-40
%% s $2-3 1)k — BB LS2
_ IINHRETT O-1

B | amEE P-52
TR =8 09

| &

B | mma P-24
KB B 0-16 1ER BA P-34
KE EEF P10 i B P-38
K ETY P-12 1R 8D P-1
PN 0-31
KE@EAHE 03 L
KE B EX-1,P-58 75 B P-8
FENE $2-2 sE7K A 0-5
A 23 0-32,P-35 T B5% P-47
1)V e 0-6 BITE =4k $3-1,P-57

1o | B P-46

B2 | mEER P-20
A IRE] P7
higE =7 0-21 K
ST EA P-50 57 0-33
ST =T P-19 ERAET P-51

131



K E
| BF P-37 = BR P-6
7K R 0-35
|1z S R P-53
B BT P-48 =R ZET S1-3,53-4
=25 KT 0-8
S AS2-1 K3
A &&— $3-3 FHRE $8F EX-4, P-61
A+ 1EBA P-33
A =2 0-19 B
B EX-7, P-32 B2 5= P-14
= E
= e P-41 M= EaEL o
HE N P-4
| 75
Ff RAT 51-2 »
FAE RK P-3 L FE P-25
L &R 0-26 ZH = 0-12
AN TESF P-9 LA fiF AS2-2,0-20,0-22
_ i &F P-15
= L B— 52-1,P-23
78 A HA EX-2, P-59 LIl F1F P-49
PR/ NFR PR R 54-2 LA i P-16
P A EX-8, P-28
Pt — 0-27 | &
Pl 0-28 1A B iR
CEEL EX-9, P-29 L =E) P-56
HEETT S1-1
| @
EHAEF P39 b
em v EX-3, P-60
IE:
A FE P-11
ARER R 0-29, P-18
EF #09R 0-2
ERER P-44
M T P-26
e F 0-18
IRER Hfd p-27
|0
TH EF 0-24
IE
B BRE P-22
AT 12 P-43
AR $R3R $3-2
FLLL IR 0-36




. B & O .

[ 2 # 2 B =

551 (3] 1991 £ 11 B 30 B VESUNEES EXPNES

g 2[0 1992 £ 11 B 21 H /NA fE— =N

55 3 (g 1993 £ 11 B 27 B B B RMiBERKZE

5B 40 1994 £ 11 § 30 H R & BEREXRZE

25 5[0 1995 £ 10 A 28 H KH #E— RRERMERKZE

5 6 [0 1996 £ 10 A 26 A H#H BF MR K

587 [0 1997 ££10 A 25 H IE E ESRVAAAVER TS

£ 80 1998 & 10 A 17~18 H INEE AR ABAKRE

55 9[o 1999 £ 10 A 23 H MHA #Z RREERERKZE

2510 [a] 2000 £ 10 A 14 H E B TEXE

110 2001 £ 10 A 27~28 H RH &a BRERF

512 @ 2002 29 B 27~28 H M= F (EUIPNES

213 [@ 200310 A 11~12 H AR FBE WRNNBIIETERTZ Y~
5514 (4] 2004 £ 10 A 9~10 H fBE RE HARKZE

2 15 [@ 2005 £ 10 A 8~9 H FEE RE HARERKRZ

2 16 [@ 2006 £ 10 A 6~8 H & 13 REFRUCEEHER

517 [0 2007 £ 9 A 28~30 H £FRE Ml JEEXZF

2518 [al 2008 ££10 A 3~5 H BH IE LEERSE

2519 [a] 2009 £ 10 A 2~4 H NHE 2+ RIRERKZ

25 20 [3] 201023 11 B~13 H T T MIRKF

25 21 @] 2011 10 14 H~16 H =i RE EBERUCEEHR

25 22 [4] 201210 5 H~7 H EH BE HPVENEBRBERKBE Y-
25 23 3] 20135108 11 H~13 H KA @ BERINEEREY Y-

55 24 [0 201410 H3H~5H iz 7 N EIRRIICEERR

55 25 (0] 201510 A 9H~11 H AL BE TIRKE

25 26 [3 2016 £ 10 H 21 H~23 H 2R ERT FERIEEHR

55 27 4] 2017 10 A 6 H~8 H Pa/NFR PER REKRE

25 28 [g] 2018 5210 A 26 H~28 H Fx K2 RRERERKZE

% 29 [@ 2019410 B 4 B~6 H INR —BB KKR fLIREE 5 —/NEE (FE)

133



"

EER
B F

H M=

M #HaE
BE E
A+E &
FE F—
FE RE
HE =8
S Bz
ESNE
S Bz
EH Bx
iz /N
KA f
RXE Bl
AR BEZ
Fl NS
EF FF
e =
A HE
52%R BE
E=H foF
IR —BB
INFR VBT
Bk 1B
TR B
B 1EA
e #—Ep
ER ERF
RE RE
8 BF
1B FE
AR PER
RE&EE 2=
ESdiil

B B
BEH 22
IR B
YN T
=Hl SEF
NE =S4

mE—H

RRERERRZEXRZRERZRES IR
REFULERKFZRFER

BB RFEFRE

AARERIKZE

BEMIIKE

HARERIKZ

RTEAT I~
WRNBIICEBEREE Y-

AR KZFEZEHERERR
R B K F b
HPVWEBNBREBERERETZY—
SR EEM

WEEEER

KKR ALIREEZ5—

JIERE K FEFHR M E RS b
KERERIKZ

FRKRFE

FAA R

RRERKZE
BHZFRAZEZREREZR
MK ZEFE

KKR fLIREZE Tz~ 57—
BINKFESEE
EIRKRZFERREATTI
TEREZRZREZMRIT SR
BRERZXRZFRERFZREHTR
LEEXF b
FERIEEHRE LI F— BEHFR
EERIICEBHER
BIRKFEFS

HARERKZN BT

REPKRZF
BRERZREFZMNEEFER
TEmRE R

BEMIIKE
HARKXZEZE K ERERR
EEREAT DI E S~
S PE NS
RRZFERKRZERBRBRKRIONTBREZT—
REBRZEZEBME R

134



B

i3
xS

\
/

{0

BRI BA
o B—
Ll =&

A Bz

B B
R &

B 17X
ME E
B B
R &
MHA

BRRZEERREFTEEZR
B NEIRR B
BEEMRXFRSERTY—
RRBEERKZHEBRS

BB

SRR A MR

BRI =
SR AR

ME/NERER

MRt BA/NBESHRE R
T 160 - 8306 #EXFEHE 5-25-11-2F
TEL:03-6388-5195 ({t3) FAX:03-5388-5193

135

(BRFRRE)



ARZOBRMEICHTZY . TRrROLZE - HEROERLY ZHhzhY £ L1,

ZNIHEER DGR OEER LET,

8 [H HA/NR Y v~ FEAE « I ES
g IE I O

JEALRR 7 7 —~ kA AL
A IS

& D I BUHE R

T — A A4

MSD #RA
/NBPIR L T3 A

7T AI AT T A RS
Y7 AL

CSL ~— U v 7k 4k
XU g F oS
PNERNEY € B S/ veas i

3 TR

136

F3Z = 22 R A
FABEER A S
N7 7 — <Rt
EENIeE & savegin

—MRAEEEN B AR MR S
HAA—F 4V U —kkiatt
JINVT 4 AT 7 —~ Rt
DRI A2 AL

7 7 A P S

TURRL A= A7 A THREH
AN/ g N o

(HA-FNE)
2018 429 H 21 HHAE




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /CMYK
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments true
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 1200
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile ()
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /CreateJDFFile false
  /Description <<

    /BGR <>
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /CZE <>
    /DAN <>
    /DEU <>
    /ESP <>
    /ETI <>
    /FRA <>
    /GRE <>

    /HRV (Za stvaranje Adobe PDF dokumenata najpogodnijih za visokokvalitetni ispis prije tiskanja koristite ove postavke.  Stvoreni PDF dokumenti mogu se otvoriti Acrobat i Adobe Reader 5.0 i kasnijim verzijama.)
    /HUN <>
    /ITA <>
    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /LTH <>
    /LVI <>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken die zijn geoptimaliseerd voor prepress-afdrukken van hoge kwaliteit. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /POL <>
    /PTB <>
    /RUM <>
    /RUS <>
    /SKY <>
    /SLV <>
    /SUO <>
    /SVE <>
    /TUR <>
    /UKR <>
    /ENU (Use these settings to create Adobe PDF documents best suited for high-quality prepress printing.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /ConvertToCMYK
      /DestinationProfileName ()
      /DestinationProfileSelector /DocumentCMYK
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure false
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles false
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /DocumentCMYK
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /UseDocumentProfile
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [612.000 792.000]
>> setpagedevice


