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Biological therapies in juvenile idiopathic arthritis

Alberto Martini
Department of Pediatrics, University of Genoa and IRCCS G Gaslini, Genoa, Italy

Juvenile idiopathic arthritis (JTA) is a heterogeneous condition lumping together
different conditions characterized by chronic arthritis. The treatment of JIA has
progressed quickly in the last few years. While nonsteroidal antiinflammatory drugs
remain a first line treatment, intra-articular corticosteroid injections and weekly
methotrexate have had a big impact on disease control. In the last 15 years thanks to
the implementation of new registration rules by the international regulatory agencies
(FDA and EMA) it has been possible to perform in children controlled trials with the
new potent biological agents. In patients resistant to methotrexate tumor necrosis
factor (TNF) inhibitors as well as abatacept (an inhibitor of lymphocyte activation)
has proven to be very effective. More recently, the treatment of systemic JIA, which
1s less sensitive to anti-TNF therapy, has greatly improved thanks to the introduction
of drugs targeting interleukin-1 or interleukin-6. Overall, the safety of biological
agents has proven to be very satisfactory
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FRBIUVNRY I FZORKEE Z THIV,
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KHNBEOEEIC o TEREELTWE, TOR, BB o~ FEAH 4 A L,
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SEEIRIE1908E I H LA NI L D 1D T 34, 20124 @ e @ Chapel Hill
Consensus Conference (CHCC) ##HIZBWT . Takayasu s arteritis (TA) & L
TZEDHZRIKRL TV A,

ANJR A SE R (IR, IgAME RE2BE <) 25 T b 7220104 O & [E R A&
TId, BRI N48BI0 ) B, 3161 (65%) DEEEIRETH o720 JEAE AN TEIE
(1992) R ACRAMHEFLHE (1990) ASBWICTH W HNT WS A, BERAD L E DT A
T Thr70. FHZH G HL W,

BHETIE, RIEREBICH LTV aalF a4 FGCx IERIIMTX % & & a g Hiil 2k
PPEH S N5 25, IR % IR E T AW AREFIDHA LN TV 5D,

AW FEA O 9 B BERTETA Z N RITRMICHRE S 7203 Infliximab (IFX) T
» 5o 20044, Hoffman b IZHEHMETADISHICIFX 245 L. 9 bR EF L 2D
10PNE R EMIE SN TCCERIETE L HE Lze T OB R IGHREAFE R
SITLR, [k s 25k 72, 20084F, Nishimoto 5 (E Tocilizumab (TCZ) 3%
BUZTAD 1Bl L72As B L2 HEIEm T d o7z,

Z D% 20114E120sman H 12 X D IFXiHEHFR TR BRSO N TV TH ., MERED
HEFT T HIERI DM SNz FOEED2012E LRI, PN HE S AR % SER
BT 2 LPHRNTERESI N, TO—TF, [ L20124E I TCZOH M % F25E L 724k
HEVFER I NIz ZDH%. TCZOERMEZ s L 7zaw L3 21220, IFX )]
(ETCZ~switchd % E W o 72 E R TR FBIIIEE > TE T WD,

oty yarTid, TOL) RRTEAL L72EHRBUE O HAE ICHFF S Lz BRI
2T bo T2 ANETAOMAEWRZ IS IIH CTHEIT LSS 2 &, SN
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 ERFER L. TADOSIERREZ FW]H & S2BE 1P 5 BB 2. o TR L 72\,
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Bl L7z, 2R EIE, #5 Z L73ERNIHEBREY LIAHBOBIRTH S, LH#
BEHliZ: 5 1d. SIRISEFEORBIZEA I EHDY, THIVHBDEALH EEFE LTV,
BRAICH, BYYEZ R L TBTEL NIl ol b Ho T, BBEIEDO VTV,
Bl &Rl oT LTV, ZOEFMOIFREZIY 548 C. CINCAJERTEOFT R &
BMEEx L TARLEZA, FELLCINCAEMREETH -7z StillFH ? LRIV AT TV
FRAkAS, —BRIC L CCINCAJEREREICE &b > TL F 572
CDRBIDPSFRDHD ¢

RN E L2 HORES 2 MGET A 2 & T HiLWIEHRATE 2, #Eok
AL L, HAEORBERVBRLBET LI ORI 2Hb 72,

2. KR & SLEAEAE L7281,

FZERCIZ, DRICCRPY EM & % ASLEZ R L2 AT 04 FEZRETS &,
B EB AN ERE L THEZHRIET, 20X 2fkH%E 7 L 5SLER
B AE L7722 &0 BIERE EOBEHERD VDI, BEAEZH) BT 7-DICAT
04 FEOWEILIWETH 72 L7ZWIZ, SLET T A+ ? EEZIRD Tz, T OREHE,
KIEVE RO G B % L7ze L2 L.CRP2SEINS % R i 2o B8 13,
SLEZ A L& DA H 0 iRELZ Lze RIEM s & SLEAEGFEE LT, JE
ER LR B LR Lz MM L7z B, aveFrebEORXT O FETE
ELTZIRBICZH 5o
CDORPPSFERDBD :

TR (FHX) ZEAAICLTIRWIT 2w BRNICAGRE 256121, M225
ATWDLIRENED D 5o FEEM RIEIRE M % 72 & AERITIX, MEBW T T A+ ? O3
HAIKYITH %,
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Rt SEHITRMGED THRED S MBI Z &Y EHEE v & —EgzZfto =7 L
UFE b (BEWHMBE) & LTHECIATVWE L2, 22T RESLENALZ L8
TE W, HHOOE) S 2K A2EE/NHROEBEIAICHE 20T,

BEIARTHPHAOZOTTMEELSHEEDT <= 7a 7)) VFETITEEE L v,
WhWwa [Hr=ra7y) JEHGE] L LTSI TEE L, kg, Fr~rna
T UEBY)BELEGLTH, AT704 FHER I Z7O0RA7 7 I N REimEE
THHLTH, MHAREROWEZFHRTEIFHATL, Z LT, i & 9 ARy IR
w572 2AH, BOE, HEHRITHICHIZZHEWICHER - BEEZBEZ L, Hoiw
IMICERESHREZE2ELTCLEVE L, —HMALTCOEH TS, 232 LI
RFER2S MBI L CE F L7z TOHOASIZEIHIBKRZFELADETBH T, HH
BEM BT NEND L2270 HICEZ TWE S, £ LT, ¥AE40HH.
R 30H HIZ, MHIIRRBEEIELS 2D, MESHFETE R E L7z, <12
W ERDLANET > T2 &, Ol - SHER - JEIB S % E O, O, WL
HIEEBIR TR < PRAZICL T2t o 2 EREB IR OMEETE L v ) 2 & AVHI Y
LE L7z YURANFHEDORNEENSIEFHTORGRL %, 7272 LEEREIZLTE L W
b, TNLLEOEBELZEIRTE T, HRAEZOFE2RETAHIENHRIEATL
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SONTIETFON LV E W) FRE L7-BRMICENLLEMESINE L, 2O
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2545725724 TH, REOHEBOBE S AOEIL, HIZREFVWTWET,
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TR LI, F72, BRRHED) <= FEMEZ PSS 512038 L WSR2 H 5 25
ZOV R FEMEE L TOFERREWGET 5720, HMEI%OBHENE = et
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FEMDRME S 255 ADIEFNZOWTHE L7z, 3XCTY) 7~ FEHHEIUSFTIZ
BRERL7Z-EBETH S, KMOBEREBDLNLHATHE L. THEARL 12 BIED
eHMT) 7~ =72 (SLE) O19F LT, 22RO - 5 CRER Mm% X
7o LKEBIMO 702 A4 (MOF) THLE. SLEOABHEDRRIAL L Tz,
[GEFEOEIR ¢ 1 FRIE O S FERE R K (SJTA) O, 2 F WD 5 [
B2 &L, BICKEATO, 2B Lz, 10FRFISODAREDSEEL, Wi
BRIC RO EIRICH - 72, AT a4 FUSNOERBEORFEPLETH -7z, 112
Iz —va VE D OL0F FEDO AR EE) THE L7-SLEO R, #kTA7
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KIROFEBIH T 5 HRE 2 LR TE TWiAd o 7. @134 589E D4 B M ai i i o 5 8.
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72, BN Sy ACLY Y RF—FTRE. BEHEZISH LT, #EMwRELH
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S-1-1  XIAPXRIESE : £ R BIEFMHIFHRMRENR & ORISR

HIH =
SRR A PR SR PR AR 723 R 57 R /N JE

XIAP (X-linked inhibitor of apoptosis) RIEJEIX. XGHLEH 1) >/ BEGHAEMERE (XLP) %
472 L TRIEENERERIESAIETH S, XLPY 1 71 ThHSHSAP (Signaling
lymphocyte activation molecule-associated protein) KIEJE & [k, EB™ £ )V ZI1ZkH3
DR ERIIZINEDVFEEINTB Y IO EIME R IRIE X SAET 50 XIAP 127K
b= ZPHIEF O—> T, XIAP KRIEFED Y ¥ 78ERTldin vitro OFk 4 2l x5
HTRMN=VADTLEDBDO LN L, L LEILHZEB 7 4 )V A J&GYE % 4 U 5 XLP
DIRFE & XIAP REVED L H IR L TV ENEIAHTH %, T 7-XTAP KIEHE Tid.
SAP RIBJEEL ), KEEOMERE LMY > 7 SHRREGE (HLH) < im P2 % 52
DL LW TH LD, TOWRBEHGHSLNIZEIN TRV, w4 13, XIAP
KAEHE TlE. SAPRIBFER RKIEMHLHE &2 ) ERDO 2 WEE LRI B W T
IMIEFIL- 182 IS mfiE 2 R § 2 & (F1594,090 pg/mL). HLHIERIZIZ S 512 L5
352 & (F3486500 pg/mL) % R L7z XTAPKEIE B VS O A M AL ER 2 H 8 L
7eBEDIL-I8REANIIEFH X IR E AR ETH ). IL-18FE DT IEAHTH 255, T OF
B 22 IL-18D i S AEHHLHE B L T A RS ZE Z SN Tnb, 2O LX) %
A MIALrTaT 7 AV, S TEEERREEME K (SJIA) BEOHA bh A v
Tu7 7 A NVEBDTEML TW5D, sJIATIE~YZ 17 7 — VIGFMHEALERER & FIXh
HHLH ZAET 505, Db XIAP RIBJIEICHBL TWw5b, XIAPKIERETIZH S %
G AORERRE SN TR WS OO, XIAPKIBREDIHREZ FES 2 2 & 25,
SJIAOJRNEBH ORI L R D REMED D Do S HITSJIAL SN AL HEEE O —FIC
XIAPRAIFED I INIAA TV LU REMEDH D EEZ SN b,
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BB KOEBRIE WEETe NER

INFE TITANR=THIN X, MRV I C 53 % Th1fle, @ik ezicBE53 5%
Th2Mifa A 5 % 5 Z L 235 5N T w72, Thifi, Th2fBizEVICHHLHH 2 & T
NG v A (Thl/Th2/85 ¥ A) % & 1), Thl/Th2/8F ¥ AN 5 2 & TH ~ O
WRIET HEEZOLNTE 7 20054E 28 72 2 THilaY 7k v b & L CThl7HIBE A3
EEN, ZOMBIIFPERMSIEZ FEST L2 L, BE) v~F. REMGERE, 2%
PEREALSE, WM EDORREICHG T I EFH SN E 572, Thl7TOFR R, HiFD
REAIIBOWTHWIERTH D, I L D Thl/Th2/NT ¥ 2 OB TRl 25 ¥
THoRHEDPHHTEDL LI ol SHIZUE, ThI17THIFE D 5 AL SN BHIL-17
WA VD TR EEE T, L1737 F I EEDREEIZ L ) R BT 5180 -
AW D H Y F &G (CMC : Chronic Mucocutaneous Candidiasis) #2952 &A%
SN E o7z,

CMCIZZIER N, BEREERICE DT D 325 EN L, KT VRV W AT,

CMCD % HuZ, TIL-17EE AR S FR M RIEASIEIC DO W TR O A 2 5 %,
1) JhEEDCMC : BEARIEAEIE 7 L5 2 THIRA AR 42 - TRIET 5 CMCo
2) JEBEMECMC (syndromic CMC) : STAT3% % %, ILI2RBIE#%E. APECID (7
vV REG L RTER R 2 ) B OSRIEZ IREN A ERE) e N L. A
HREFLREREIRD [—REIR] & L TCMCERIET 5o i #Z2 THINAE fE A 401347
EXET. By IVFIRT 5 H5EGEMIRIL17Y 7P ViREoREICSEF &R I S h
bo AFEKLIZ. CMCE <A N7 57 ) TIIH$ 55 g% &0 L2 % <. Thl7
Mo~ R ¥ —ERFTHAHRORy T (BIEEZFRORC) OREZFEL. RORC
2¥syndromic CMCOBEEBIE T IR AL E2mdT I LI L7z,
3) CMCD (CMC disease : 1B1Ez R A > 3 7 %E) @ B2J§ - N - ARBEEE - TRk %
FRRAE L L. 18 - JEEICH vV ERGE R B LT A B EEORIEN S, IL17Y
T WVRENR RN EEICI D IE L, MOME - 7 4V ZAEGIH§ 2 502 3R
HlE LCTIERTH A, TNF TS ILIZTRARERE, IL17FREE. TRF3IP2 (ACTI)
BHE, PRI R X ASTATI R ER EDME SN TV b, R THSTATI
PRAESEIS A 1Z, CMCDOEELBERTH . RILIZBWTHHPEL EDRER T
FHEINTWS,
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fitr—772% M3 VIREEEH2 SR SN2 RIEEWE TH ). MileRimic
J@E L CREEDZ TS TEORBZVWTWE, ir—772 %~ b
IR LB A L BRI, ZLChHili~r a7 7 — Y cofil%
Il o THEFR SN TR, Mir—7 72 % ¥ MREZIZITREEREGERE 2 4 U 5 D12k
L. IR FE I LA 1EMR&EEE (Pulmonary alveolar proteinosis, PAP)
2T 5. ZTORMKNDZE IZPIGM-CSFHCHRIZ X » Thilg~ 7 0 7 7 — I ~D Rk
MREE I NS HORIEMPAPT, 0BG UREICHIET 5 2 E 3% W AVNEF S #HiE S
NTWhe, WIZEHEVCDOIZMZHEGIE R MR AR EIC X o TRWICHiR~ 7 o
77 —=VREMETTAZ Lo THiYr—7 727 Y BT HEEZONDL K
PPAPTH %A% /NERHMEBIC BV TIE, TR A SEA SN b it —7 7
75 v bR HSP-BRSP-CR. il EEZMifaic BTy YIREOEICED S
ATPHR&E Sy Miik&HA3 (ABCA3)  ir—7 727 % v MU EZH S Hlifa~ 7 o
77—V OREERERL R USGM-CSF2%5 1K a,f (GMCSFRa, ). GATA2%
EDOBIETEREIC L AERUEPAPOFINHE SN TS, flili~27 a7 7 — V13—
7778 v NOEFEEOMEFEZT TR, BRGNS EE L XH AH-TB Y, PAP
O THHIR~ a7 77—V OREICE DD ORI BRGNS 2550 %
v Ky VART T L TIRIITEFEDHRE & 5EGEMEICOWT, 2 5IZIFPAPD
BB TSR ZEOT,. BEWIZEDLERGE 2 L7 3RRDOERMEPAP
IZ2OWTHRNT %o
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Aicardi-Goutiéres JEfERE (AGS) &, 19844FE12]. Aicardi& F. GoutiéreslZ X D iZ U
DTS SN2, FI 1R ICFAET 5 BIZMERBRNIE T 5o FEAEE)FE 2 0
KR ALK, BEa £ 4 % —7 21> (IFN) -a bR E2 e T
05 MBENIRLLETHY . BBEMEBRM) BRI 2RO 5, 20065FE121%
U TEEEETARZE SN TS, 20144FICFK A 7T HHOEET2RET S E T,
CNFTRTHEFORKNEMLEFVHE SN T B (TREXI. RNASEHZ2A,
RNASEH2B. RNASEH2C. SAMHDI. ADARI1. IFIHI). Z 5133~ CTHERMAH
REFORKICEHDLLEALEZ I— FTLEETTH) . TNOOREIZE L THENRE
bHHENOOH 5B, T DEIFN-a PREORETH ), L TIZAGSIZTHIFNEY
HBIRED—DOTH L ERBENTV L F-HORERBE L OMEE LRI TWw 5,
FEBZAGSEZEICBWTHOIMAI ML SN A8&504 . SLELR L2503 28ED
oMb, AGSIZIFBAEME . S NG HEIE v as, THIFNBERE B OBl 5,
IFN-a R €D ¥ 7 F IMEERE I T 2 BERHFEEOE —~FEMi L EZ o TBY,
SO FEIzN B AGSHARIB TIIMBEERVEETH D, —HMITEMF TR
WA TH L0, EREFOHRE DML T 5,

AP BN O RIEASRE TIE VDS, HEE SN AHIED O 1L HRRIEROERER
BEEZEz o, 2OBREN»SITHCRIERBEOME S HOEFHOWBLEEX S, &5
IZHAE FRSE IR O FE 2 JE IS 2SI L TR TV B 720, ANBAREER O A e 537/
W) FRICE S THRML TBIREEREEZ LN S,

SHEDY VRIT ATIE, A DT 2EEFAEICL > THHH L 72RIFITBIT 5 AGS
D ERIR G % HT FEBR IR L 72 AGSD BARR e B n =0, 7 % H O @51 ([FIHI)
FEICE SRR ED, DbETHHTLITETDH S,
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FHDHH5~10%AVNEIIZIAET 5o IBDIZEEMERN & BREER OB A S LT
RIETHEEZOLNTVELY, —HOFREFICBNT, BM—BEEZTOREICL ) EETS
JESEPESRIEA SRE R HIE R R FIEDOTRIE L L THRIET A Z EAHL NI R D DD H
Bo TNHOREFNLE CIZHIBINCEL K AT 5 2 06, BCKRTIE 6 A OIER]
%Very Early Onset IBD (VEO-IBD) & LCTIXBILTw5, VEO-IBDHEBIDZ { 121k
HIHPIET, £ TR OIARTH ZIEFID % v, ENIZBIT 2HE TIE, 1998
DS DI0EMIC 2 A D 7 0 — VIFFEBIAISBIEET S, ) B 2 FI2BETE L T b,
D LX) RIEFOHIRKZ W ORIEANEIEIEBI VAT HEEZ NS,

IBDE DI 2% 3 A E L TREN R ERERIEAEE L LT, BHRFE
iE - IPEXSE % #f - NEMO# % i - Wiskott-Aldrichiii f& # (WAS) - XLP type 2 -
Common variable immunodeficiencyZz E3H 5N TV 5, WINOEE D HHEND 7
<V BWIEE S TR,

W ERE 2 TEHE UCHREE (& MRS F—R B O BHEICEL K v,
HALE DA O G iE R M ER & FIE R O BEAE. ) V8B - B2 EOfF 7 &2 ffE R
TLUERD L, WRIBEIIZFH TH AHH, LRI IER R B 5 - R - N5
W BREE R BB O WHBERELICB U A TR =Y AL ENSEL D 5 b,
e LCid, EEBpMmEEEE - Y1 v A a4 VA -EBY A VA -HIV -
Clostridium difficile/&4ehE 72 E DR 2179 & LR I B, BERBRRAT & L CTldf
BRBHRE - R a7y v ) URERY TRy b ERIEREOKEICIIZ. FERNII T
TY K70 —4% 4 b X M) — - XIAPHBL - IL-10Z% &9 A b A A »oMlEsHH &
%ho MAETIIRBEELZL Y — AL 2ZWFI238INLTEY,. VEOIBDD A
%59, ERE - RAICBWTHXLP type2X 8 W 3 NESE - Wiskott-AldrichiiE 5 B
o EQFEBIHE S NDOOH 5, TN HLEETIIEMBMEBRIC X D IHESAD S
WHEMED D 0 . JEIAIY 28 2 & B B AEFRERI Tl BB 2 A Z21T) 2 & A3KD
YA
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HOERREBEZEDZ 1d, ANRINIHEIE L. AHEE LTRENL LR H I &M
%\, AHBORRE UCIIERGHE. BEEEE. HOREE-E, NI, Now - A
BB, ERERBERRTONLD, TNOHDERIL D 25EICHCRIERENE[E S
N5, HORIEMR R EI1X19994E 12 Kastner S 23R L 725 B & T, FICHREIESR
DHFOEFICEVFIET H2EEREEEETH Y. SHfio R B ST
HEEZAELZVWDDEERINTWS, ZORKRIGIIFIAMEIEED 5 W IZFrke 32
2%, MBS0 < FHEBICHEHP LERZ 2T 25D D%\,

D BEDL W HCKIEM R BT E - 77 Z N - IHEE% - ) U NHEik
(PFAPA) JEMREETH 5. PFAPAIEBREE CTIIEMEEZTAHLNE Lo TRV 2D,
FRRREIR 2 Z R LT3 %0 FRICLEMIMEFhEREAES T E ST b 2 &, 2E%1E
BRICHER DS AR T 5 2 &y SHMEF T BEBIUHNICHRICKRET A2 &, 4 7L F
=vu Y TEDITRBEIEDHEHTRETH S 2 EBZHRILE LTHEITFTO N5,
PFAPATIEIRERHEIRZE) 2 L3, ) Vo MBI RERE H T 58
ERUROZWHRIICEEY L e nwhE OO A CRENREEZEETHZ LIk 5,

WITHE DL v H O SIER B IR BB TH 50 W EE S 5 I %
W IR FELI I O FE WIS BIEE & R 3 IALB TR II A 5 Th 5 A5, FEIBIN 70 i
RERTMEFVANNY 7 2 b EFFIENEIER D G SN Tw b, MEFVEIL RAE TR
Wid %25, SNPAFESINLZ EHE L, BolzEETaveF 285 L. wFENZ
Wiz A b 2 DD b,

— KTy 7V AEY) YEEENBGEMRR. 7T TR, TNEFS 2R B 8 W4 iE
fElE. AT VERF I — BRI, PVIAEGR. PAPASEBERSIE. BN Tl
BHHTHY, TNENIHFBZERBICLETEE 20 L) 2B HORSL v M &
%o TK 5o

PFAPAJEBREZBRE. WhW A8k O H O IEMR B OZWICIE, BIRREIR 2 &
L THRMEIIIZE L T 2 B FREIC TR 50 BinFRAIZIEA 578 24 8 5
e H C2OE MR BT 7R UE S ) i i 5 TG RECTH 5o
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R DOYGICER T 2 BEIEL-EEb 5, Thidk M7/ 2RO Z &0
72K 7 ARG R & BRI R O A B BAFR DR & v ) M 2 AFZED R Tld d %
A 2HACIC A THASBMICE R L CTE L, [y —r v v 7] v ) Hilid
FHRB70 L-EEBIIMD TREV, 8% 5, ZoH LWERTOMBIZL > T, 306
B BN O R b IA DL ) AEEIT 10 FIREDOFEE TITA 5 T TITK
A MEDSHEAR, MR THIANZEZ S NMEET - 27 /7 2EEERO B/ L K
JERDO MBI IEDSEBIRE L B o 7B TH Do T L TH T o 2[RI —
FrH—1 3HEEICROY =7y e [BIRY—r vy 7] Ity k4%
ITEMOMESREME > TRE LRI FEOLN TV S,

LHL, SOX) REBICHUHFOESICIE, BUROEIKRBIY CORIE S 5 [HHER
PAZBIZ TN 2 WG T 2500 — R FOmRO T NE%E b kv, HORERRLEDS
CIFERRIG D Z ATy BERKROFFEI LT LIESHTIE R v, 29 Lz, Zlio7:
D DRI DO — DI BIEF N 2N A TW7272 L OSSR BADF kL Twb b
EZTWbh, SHO#EHETIE, REWMODNAY — 47 v ¥ v ZHMoHH, BHOLREME
PO R R BIZ RO RIL DN T OFERE, BN ROEROHEHE, £ LT
BAEENTHEE L TV, HCRERREOBRIT A Y b T =27 0O TN %2 STV
o &) RLKDNABMEMAZ ZEFTHALTE0ET 2, A0 L) 2B oNsE
BVRZDX ) BREEROEAETTOWMTBE ST TV BE2 B0 EEZT0h,
BOETIEZ 9 LRSI EES TR T2 W — AL WDEIAELRFTH 55
HORIEHEBTOMEEEIRIFE DRI SV EH-TWD, £ L DIRKED ) 412
E o Ty REHDRLMOBIZTEOREE STEH V7272 20D X > T ik iud
FENWTH Do
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S-2-3 HoREMERE SEORK~SHAHMREEE>TNSh~

Sl v

MZNLILZ &) R v & — &G e it

HORER B, M2 OHCRERBTII LS ZEEZ A LLEETH Y, Th
WSRO BEIDHEN TS, TNSOEBTIINEME, BEEEFPHHL, $72
FORENHONE LA ETRIEDADZ ALV LT OHON I TEZ, &5
ICRIECE D DBERHS 2RI 5 L & D ICEBOHEBRICBW T O IHEHREOH BT
FFOEBIEOBAN L EINSL L) o TE ITNFE TIIEMEIIEIC X IR E 2
EOMREEMIET S ENTET, ADLOAL LT FHRAR & %4 252D - 7225,
FrHEHEOE A X )RR & 2 2B O BE TIIRBOUWE L s E o7
I TE B X o TE —HTINSDBEENR E 2 HEBIIHELOHAD
JIEMIRBDO—ETH ), OB TR E L THEBEEORO»2 5w, H5H0IiHE
WOBH E L O LRWEA L2V E WS RERD 5, FEEEOD LIEBIZBWT
by TOBREIE SN VIERR T LIVE— b % E T TE 2 WIER b H 1
BROEHEENLIN TS, SHICHTCKERRBIZBEOR®E & 57O KIZx
T HEHEZNT T SPRBIZ X o TRIIZA U A A BHER LA e 0t b LB &
e HH HOIEWREDIEF IV LR TH 5 - OFEBEBER K 5 ETORIBIC
EETLHIEDHE N,

HOREREDERO ETZO L) ZRHENDEZERB L 2D 0 EBOBHFICH 2o T
W NRENTH B,
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$-2-4 XiRMEMTPERAORERE —iF(CHE-IEEMBGICONT -

B W%
EPURZE/NE R

HOREMEREO R T KM #E2, (familial Mediterranean fever ; FMF) &
KOHEDL VR TH S, HIKEETANLRP3IA 7 5~V — 20K TTH 5
pyrinz I— 3% MEFVTHAZ ENHMONT WS, BOBENIZBWTIE, B 72
PAER %2 7R T FEMEIEBI D%  IZMEFVE AT Dexon 10 IZFFBN 28R (M6941) % 72
DL ENE W, WAFNTa Ve F U REFENERL, FRCEHRT Il F—Y 2%
TR0, RUZHOERIIKE V. —FH T, L7 LDMABINLERE RS %
WA TH, BT 5 FEER SRR RE 2R THER Tld LIX LISMEF VIR T B ATAA
LMD, ZNHDRERTIE. exon 10UNDEMIEETZHE INLEREZLIZLIE
AD Do D& RIFMIBN BT 5 MEFVEE T2 OGN ZERIIE S I T
W7y,

Ky VRY Y ATIRED XD HRIFMBIFNZE D 5 ESIZOWT, ER 2R L 208
HEST L, 2. exon SNOFFED LT OM AL HE (exon 3 variants) HSFIENE
HOFIEZRRE o720, MEOHERLBILLEM L2 3545 L, “WREGHRKNT"
ERo TWVAIREMAVRIBENTWASE, 4. ZTORT EBRENERLTPLLICT A
EDEERRELE o TWD B MEFVER % R AHBIEBI A 512 “FMF”
CEWENTLE ) M2 T A, SOXIZOWTIE, R L 7ZER 2R L
%035, MEFVEBIZFRNT ORI OWT O 2 hy &) v 7247 2 & oFREENE
7 HEE L 72\,

DX ) BMEFVEIZTEEDOMRFIZET AIRAELZ #ET 2 72012, HRE % IEAE G
TELHRIBEEAL RN T LR UETH L, S 51T, ZHpyring 12D W T OfE 7%
FRAEMNT RAOSHENL SN B T L FT N5 BRI TR LA & FEdAIE] 2 X515 5 Fait
ELT, IL1I8OAHEIREEINT VD, 5. EHIZE L DN F < — 7 —FEHH
RO B IEHRN 2 B IZFHM L 22 23 S IR 2 A CTH T ENTX S &L
INCHHIEDVETINL,
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S

2-5 iPSHHRa%Z AL = fRREEZEA D5 o7

e
LR ZEPSHI LA 72

ANTZrel Ml (inducible pluripotent stem cells : iPSHINE) &, FEES A D
RBEZ SIS X o T Sz, R & D FE R S a0 —fTh 5, 5
B RO BE S AN O IR K 8RS 2 EORMRZ L. 2 h HiPSH
Fa 3 5 & RBIPSHINE) . C OiPSHIE # BF OB EME~ L35 2 L1280,
BABEHRORR 4 2 0L 2 14 T BT RAIENEHT 52 L TE %,

HOEMEREIZ, FE LTHRRERORFEIZLD, BREZKESNEE X795 E
HTHAH, WHERRPHIR, ~ 2707 7=V EOHRIEH YLD v NMPSHIE A &
DHALFER L EERE SN TB Y A M A A4 VAR EOMEEDL BIEI NS 720,
HORIEMER BILIPSHIIE 2 WA ICE L Twb L EZ DN b, Faid, iPSHiEA
LRIk~ 07 7 — IV RMIZ 58 L BRI 2170 R L T b, RFEERTIE,
COR%E W HOREE R EEEOWREBHHZ AATZOT, TOMREZRE L2,
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$-2-6 HCORIEMKEBEDZE SEORH

e e
LUK AR A7 B M I e /N JE

HCOIE & W) B2 1319994E 1IZKastner. O' Shea. McDermott 512 & 0. HIRGIE
ROBIEMEREIE 2 SO TEZ RSN, TORRENICRIEITRZ )T <,
HORERR, 7LV —HRKER EOMROREREOHEE IO 5 2 LB TE LW
BRI L. HOEWERE & v ) B SRS S/, HO™IEWNREIZZ L DY
BB L EOEGRIEERET ZE L. CRPEAHRCARIED TR EOIIEF WA i 5 2
EHHEBE SN TEH, FRRZER - itz L, ZEBMARETHL L
M OREEZW D7 OIITBIET BRI UETH S, DL 9 I2HCOKIEREIZE D)
T DT ZE ARSI N TR o 2 eSO EBEICHEMEINTBS T, @
YR - BEB R ENTICVEBEENDLL h ol

AR ). HOIEMIRBOKRGIGEIDER, B T-Z R RE 250 S e, RS
AR B R IR B IR 22 EORMIBIE N R E e o720 T2 V) F E Y 2B E HH BGE
TSI 20T F X7 EORBIFRIGHRIEH TR L 20, BFEOQOLIFLE
LDoDbHh b

— T, 72U F ) M E BRSBTS e & F 7R - AT
HL T WwEgsaHER. 7 7 7REBRER PRI EGRRE 2 & F 726 %) 2 iR 07
LR WIREPEIET 5o S HICRITEBETZREMOEAIZL Y, FzHOKENR
RO HEBETAFHEEIN TS, FNICXVIL10Y 7 F 0V BE P RIEVEG R EZ
F9E L. STINGEFENEHEOHCKIED AL 5T, BHEICHCOREREZ &6
TAHRE, HCREMRBIIMORBERLEIELWEL LG L) 2 2 LB I NLODOH
Ao

COXHICHOCKIEMRBIZE Z I RXEFEIIIE L. -2 0WERHITACD
FIEMIR B DAL 63, MORBOIFRBIFIICENZ Z LRI NS, KEETIIH
CRIEMREBEOBUIR, BLXUOSEDORLZIZOWTHAT 5,
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D oA NG

[INA FEFRICHF 2 EFEIFFREREERDEEDR A~ ]







NA FRRICH T D EFHIFFHEMERETNDEEDRA > b

HE BRERN ABRE HIES, B RS K IR
MR Z Eb e U v~ TR R ERSA/NERE R R B SN R
LR A PR S PR AR JE PR 22 %/ N JE R

AR AE VRS R VERIE 2 (JIA) ORI R E SHRED Y L7z 20084 3 HIZA v & —
O ¥ - 677 —fEETHDL MI ) ATH, E@HMIIAL X L I
k% A9 A JIAIEIC AL S N2 % B8 D 12, 20094F 7 A IZIES BN T (TNF)
HERTHLIT Y AT bA, EHIIZ2014EIZIET7TF) A TRl 25
IR DIEDIL D> TETWD, TN OEYZENHEANT TS EEY A M A~
IR U RZHFR. B/ 70— F VPR EZBHEE L L2b 0T, B—01F42HET S
bOTHAHH, ZOHEICX ) BEMERBERIERIEET 2 Z L2 D ., JIAZ
SFLTHRIMNE D VZLENENEEZRL TV,

WA OB AN X D JIAOHEBEEL [HAZHZ A2 L] 20 [HEEE1G5 ]
TENEEE LT OF ) E & HMEIEROW R Z EWRT 2 IRV ER ] A%
REDMEFEZ HIR T 2 [FREEMEFE . & S ICHETBHBEDETIEE A2 2 L 2 HRT 5 [HE
HENERE] O3 o0 EG T e EwHE HIF LIRS RO LN T 5,

BAE, WA %2 SO 7 EBIC X 0 JIARE ORBIEEMEIEARCHBE X 5 X
T o720 L LD S JIAD BRI 3L IIMEIRAIE T3 R (. TDHROBEFEED
Wi, PIEOPIED FREOEBEICERONTWS, ZOMEDRIDOI-DHIZIE, T
INA FHFRIC BB - 72 JIA DR D EfE 2 FIWHBEE D FEL AT L 7 B

PERIJTADIHEGTAfNIX. BIFTSRE OMAT L. CRPIER AR ILE 2 & D KIE FUS, BE
BIUOEREDOFBNZMWAOFMN, HEAEOEETFMOMAEHLEIZ L > Tirbh
T &7z W BEARREORFHEICD TS OIREIARITH V. @Y %3l 72
DIZFE AN o< FERICIIEEOEVEATIZEOBADIE RO LN L, S HITHEE
B g — AL D, BSRELZ X OBESIRET A2 L2 EEE 2D ZOHEdN
DOBHIZ LY X0 @Y M RIS R b E b NS, — T, AR EKNEE IS
ERIEFIEAY A7 ENTLE) LD D, 1ERORENERELH D ZENTE
WAL D Do ZOMEDRID 721203 R D RKIE SIS NZACD 2 FBLONA < —
H—DFESLATRD b,

K VRI T AT N TR RA 5 72083 O IEME 2 FIRT R E o7 2 Hig L <.
EBEOIEB IR L2050 (), 1RV LTV S5k 4 w8 G & i3
Lo (ABRH) . BEfiza—2dul b LEGZH (5) RHBRONL F<—Hh—
(GEK) OWREYEICOWTEE L2\,
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22F3atEIr—1







LIOZEREDZZER.BE-U U FHRE & DER

v st
Bl 37 Be b L i R e > & —/NER N REIRAE E v F — BRI RS AR 1 AT
ifge=

2 aZpE5E  (Mucopolysaccharidosis : MPS) (XM T 4 V) V' — & TO MK fH
FZRBICLoTLaAaBWERAMEINTICERTHAERNBREIETD 5, BEIE
1/59,000Td» ). FEEBICIHHEIN TS, A ILHEOERFIIETOMBBII KT, £
DEMOBREIZIZEIIETH A7, SR LRERERZ E LEITE D IRIL V. Severe
type TIEH — T A VERESE & WX 2 R0y 20 B RSP E) 78, TP 28, HEITE,
T A FIER. BFWE, B i, RSP (e, O BE., B EiiE, &4
. BB E, B/ BEAV =T %2 EEBOBIERD NS A, attenuated type & T
NABIER T, —HOREIRZ T 22 TEB LMPSE B S T2 WRER S A
Th, TOHT, Vv FHEREEEDNTWLHE L CIZEHHPELE. 5
WD ERE O A % 354 S L MR EHER DD . ITRB T ENTWETF — AN D 5,

MPSIZIVIIH £ THEI2SH . BAEL I, IVa., VIR OFBEREAIAKRE, WoEsh
TWb, WihLd A 3L EEREZI A, IEROMEST 2 HH]§ 2 O RWGEEIGHTH
LA, EDDICOEER 2 RPICEW T I ENEETH Y., U~ F R LD
35 B R EoREIRE R2E, il idwz A aZHHEOWREE 2 HOMIZB W T
BLIEDWREBTH S, LTz, BROWLTOBIEROZHIINETH 5720, Bk
WY AZXZ ) ==V 7L 2R 5% OMETREE o T\nb,

Kt IF—TlE 2ILHEODM & BERMARLEORR., K I IIEEOA I
DVWTIHRG & L (I, BHZHOLOOHERYAZZ ) —= v ZADIEHIZOWT
FET 5o
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INBESEI T J—&K B EHEREOEY b T+ —)U

J5 K
it VAN R S Y S

) FOBW, BEEICBT ML I —FHioEFBICHALTE, VI TFEDOI L
CHAPROLNTE VS TRWIRRIZH 5. HRY I~ FEENTEMT 5 [ BIE-EE I
BA#EE & CERBS L OZ#ICELEH D 2 ENENEWiE->TWhH, 72, 2014
EELY THARY v FERB5Y ) 757 7 —HE] ERE L., Mfica—205H X
NDGMAIE S Z 5 THA ) LEKIC, KEEBCEGRETDH D BRAF R B
HWRPIZTA—F Ny 7 ENLZEPEEIACHHMEINLZ LT, BEIAHD2S
II-MEAXHEINEZLIB LW LTIELRLBoTETWS,

ZDO—F T, AFIZBWT YMNED” iz a—2B\HTH5EIEIRLTEZVEIEE R
e —BCHE LT HARFEEED - H/NE ORI RIS LTz L-JHHE 2 307
TWwbbDiX [EULARY v FHIEBHEEETF AN ORTH L, AEREZET
% /N OB IR % LA b o THEBT 2B L IZE A LR VONBIRTD
%o WBEWREGOBM % FE T 250, BEEMREOHELZHT L/NE) 7 < F[E,
H 5B \ILEBEHERAHEBE T/RNEOBE DT> T B ) U FEOFRENZITONS
RRIZHLHICROENETHA9H,

SEOY I F—TlE, BF= =123 2 IARMHEREZ MR L. /NS oo B A 5 % i {5
Dt T AEENERIET 5 L & b2, ERI MG (FFkm - Bhil) %R oS
RO ZMETLFETH S, AL IF—DHHTI—DFE - LXVT v TE2RKD S
N FEO—BZ R NEENTH 5,

83






6 FBEEA RN S xihiRE

(OlFEXRETY)







EX-1-1 EBUHERESHEFEISRMEREREBRICSHT 5 BEMEREETE

ORAS a3 AP L I RN RN —2 BB BLE MIE A2 SkIE FilsE
RIS SL R R RS NRIEERR S EE . R LR R RS N R BR G IR S R

(5] BEEm e ARMRREEORICIZRVEDLI S LI 3L LMENT WS, MK 4 iZsmall fiber
neuropathy # & 0F U 72 G EMAF BB R LITICB W T, SV ¥ — L EXKOHeart Rate Variability (HRV) f##8T %
HAOHEMREEZIA L, ZOFHTZEE L. 22T 2. SEER A 3EEERZ 600 LS w8y
Hig BRI BT, HRVIRNT % FI s 72 B BB EE SR 2 58 A 720

(V5] BCHERIRF 37 R 220 I 9 Bt /N R SR T R U A S \ i B e DO B SR AR S M E e BB 0 ) B, B IIER Z 3R 2
HLIANCHRLT7 7 FETHO RN 7 —LEX. FM-150% v C24RE R e gk 2 17, [+ SCM-000% H vy THRV
TRNT %2 4T o 720 W B SEISURAT & R D% BOBUISURAT &2 17V, BESR & el U 720 I B SH A AT C©1ZSDNN, SDANNG,
SDANNG60. SDmean5. SDmean60. NNmean., pNN50% . J& ¥ s f#AT Cld24hrLF(H, 24hrHFfl. 24hrLF/HF
e, 1#MBEOLFE, HFfi, LF/HFILO¥34 1 2 FEi 2 H w72,

[5R] BEEEI 8 517 (CFI913.35. FRyLilildk) . BYEAS5 AL EEASIOAN. JIA OFRELIL ek B #f g5
B2 NEMFAEFRBI2ZAN, ZOMAT1 N TH o 720 RERFHIBIANTICB W TE, 15AH 4 A% B TpNN50 O T %
D, FDIHEL 3 NIEZIEMETH > 720 SDmeanlZ BT Z OBIIZFEEETH - 720 B BFISEITICB VT
1. 24FF I HFEAMEAE TH A IEFIHDS1IIBNIEED b7z, KRG 2 & OLF/HFIZB W TId, KETHLE/HFLAY 2
ZRZHBIS4HF, WICHETD 2 %2 Fhl2REIHRE T 5 615 1 BlEED 517z,

[E22] MM & a0k L 728 FE AR B 2 B8 T, BRI B AR E A0 S I, BRIRAEIR D — 3% 1 -
TWBIREMARIZ SNz, 20 EIR, BIZBEMEIEE OO 22K TH 5 WITHHNY X AI2B1T % R EAMFE
SRR EARIE B OARBBIC L 2D EEZ bNTe TNLDIRNEROMBNRL ZNICHED W IEROEEDBSHED
WETHhHLERDNS,

EX-1-2 2BEEFMHISRMERENN (sJIA) [CHBI1F B HEFENIMicroRNADEEHT

OB Heva, Tk wIgs+- A fl, B3 ORRER. gk Bk, (il s, VDM sek,
b =W T4 HE

TR REFREEAIERE /IS

H =L
H

MicroRNA (miR) 1345 %E D #EIZ T OmRNADEGHIHI R 0 2 8T 5, BRI Lo L Lzkkc BBV T,
FFRY 22 miRFEIATEED H 1, miRIHE I 2 B In T RS HTIEICEH { 2 EAVRB IR TWD, TE,
miRIGTHBEN 75T T & KA R miRE LCHEIET A EDBHOL NI > TE Y, X fifEICEHMET
XL EDNLZFOMIIIIREMRHICO LT THRVRBOWI N4 A== 2 PRI TS,
LA LA B RPAE TR 6B 25 (SJTA) LB AmiROHEII L v, F2T1 ADSJIABZOFEN (3
A= 7THGHE) - IEEEW (P32 X< THER) B X ORI 5 4 DML miRO RN 24T\, SR EmIR
EWE L7270 ET 5,

[7:]

M H 0160838 OmiR % EPCRTHIE L 7zo WWHIHICB W T, WRIE5#DO5HD =2SD X ) sk, »o%Bas
2R F 7213120 T OmiRZ sJIAFF R AmiRE L TRIRL 720 T720 PP U X THREMBZTRIAN 2/ LT
721X /2B IS L LemiR%E + ) A= 7B EmiR & UCEIR L 72,

[ ]

SO DSJIAFF R mIRB L OS7HIHD b 2 ) X< 7 e EmiRANERIN E N7z sJTIAFRRMmIRD b ¥V A< 7K
JBPEMIRIZ2IHH TH - 720 2N S OmIRDBEMIEREIE TS & B /827 = £ {47 - 72 & 2 API3K-Akt, TGF-
L7 EDORIEIZE G- B Y T FIVAGER O BAE THBLE IHIT 2 miR2S, sJIATIHEREI TH o720 —HOmIRFE
BHOBETIZM ) XA T7HKGICE D IEEALL 7225, ZOMOmMIRIZ MY A THSTFIZBWTHIRHEAPMET L Tw
720

[£%]

SJTATGEIIICIE. miRIC & B SE O E B i L C W AT REMASRE N, T2 F YY) AT L - THEAL
LAV miREHOBREIX, IL6Y 7 F VU O G THERGIC X DsJIADRREZ L L TW A REERE 2 Sz,

[

MEMIRIZSJTIADH 72 NA A — =L LB RMERH 2 LEZ LN,
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EX-1-3  BMEEERREI & 3. ISHSEEORMEE SHEEORE

O# FZ B EAL WA dE—HB WK s el KEL i i
i 75—

URIUT RGOS &b B vy — SRR O ER R e N RE

SEHE T VR E R TR A ER Y v ¥ — NEREERE v & —

[IFT D] NI %2 G052 2 LA MBNT WS, BHEMNCBIEi %% A 085 2 HEIZ7.5% & i S
T bo FERDTR 2 LB AW 2 L4 B TIRIERE 2 RHlASHEECH 2 2 & b /2w, MRIZ W2 X %8
WRHEAAH &£ 2 S A A, WEEFIC X % L6 7% BIE R O G IR OF 13 2o AR 4 13 BIEHE 2 v
TR EPEINC A 06 2 BB 28 D FFEBTEL IO W TRRET L7z [J785] 20134F 6 H 7> 520144F 3 . 20144¢E10H
7520154 6 H £ TISMFH TR L. W6HE X CIZRBIHTZ 0t R & L 7 BISTR F R4 2 J T C & 72115 = 2 651
ZoWT, SR g O BRI & BIHT R P O ML & BI5E U, BUE 2 BRET L7z Wb RIS BIEN R PR Mo
W& e L, NEBETEBE BRI L /AR ) = FERICE DT 2 E W, B, EEICOE L) 2 THEY
LYOEABE LUTHEZWA L 2. [R] HWLHERIER 2R 013661 (92%) T FEFERIT T4
w7 H B AL KR 26 ThH o720 B (2461), IEH (3561) D P35I 3% 4 20, FW3261, LIE33BITH -
720 A C R P O MR N & 523D 2 hr o 7o AR BRI 25072 6 Bl 9 B 2 BUIAERINGH & ZH &
NTHH., HEF R CHERZRO72bDR20H o7z, EFINREITT) 2T AL Y THBERBS N, AER
BT W2 B 7z 1 BICREZ T 7)) oBIMEHREZ LEE L2, ZOMOEBITER L2 AREBEND) B
MMP-3% I L1572 5 BT V3431 ng/mL & Bl 5 24wl i8D 2 0 o 720 2B TEBIIRBILILIIRRD 2 h o 720 [#
an] AFFE S RAT T G B 2 D A ICBUE L7223, AT 2 80 ZHEMIZI2%ICDIT 5 72 MEEEHOMHE L
728 BT 9 % A0S AL R O 2 K & < L2 WREMEDYE 2 bz NIk EVEINC &0 2 B 223,

B PRATT R & U C BT 0 A % RO MR ME A S g, ) v~ FHEEIR E OMEIVRR S Nz, 728
PRI BRI 2 % 603 2 IIBHRAEBI D13 & A & THAF KR O R 20 b o 72,

EX-1-4 2BREFHIGRMBERNEECSITS. NI UXITEWGNOTOT 71V

OWff i—. KB Tib%. Wi 8. Wi Jr B R, (i %
B AR ABE /N

1

[F5] P2 ZX=7 (TCZ) 12XV, AF04 MK Z &4 EEME SR EER R % (sJIA) BE0%
S DNBIREAFE L 7o o 7275, TCZHEM T TH EMMERFAWMED 2 VWIZLBEDO AT OA N2 B B MBI HFEAET
5o TCZERNBIDUEBL 2 W S HIT B 72 OARME 2175 720

[J5%:] 20084F 4 H DAREIZTCZ %38 A L 72sJIAMES2 D9 b, 24EL ETCZ% i SN 72224 % T RIS L
720 BEIRMERFIZACRDSJIADInactive DiseasellHe U, MBI Z 0 ILMELZ &L, L IE7L F=vuar (PSL)
DN (02me/kg/HLLE) X EHRL 720

[ 5] 224, TCZAMEEZ14% . B 8 44 (36%) THh o7z FEIEAER. TER, FAED S TCZEA T TOHIM.
TCZE A O AR E A2 BD D> 72,

TCZEAFIH I, WIFEH O EMEANEE 6 4. A 704 FREPICESREIR+/ B THRI3A, Bk RBIT
3HTH o720 TCZEABUNEH RO ABILTH >7-BE X, FHIHETIIOHRTH o722 BRI 3IHATH-
72 (p=0036)c D 3 %IITCZE A D M S i L. Wi HEAT L72e MASOBER XA R 2 44, XD
2 CHMBEIC A R h o Tz WIFBHOEMEAKNEED 6 4 1% (17%) ENGITH o720 —JIi. MFERELFEIC
TCZ%BALRZI65H 74 (47%) DI TH - 720

MR BE CLE A BIZEREICMMP-3, IL-6. IL-182SA IS TH ). CRPAFEYEIL (0.01mg/dLEATF) L&wv 341
EHIAERBITH - 720

I R8I OPSLE 1. A A BEvsIE R B (0.063 vs 0275 mg/kg/H. P=0.00011). & £ 13 [H (065 vs -2.15SD.
P=0.003). BMIiZIA (187 vs 224, P=0.02) T ) HREIZ BT B TCZORIEAR SNz,

[Z%2 - f53E] TCZEAR OB RO ADBILIZENG OFMHN T TH 2RI E V. T, SIS A KT
R HTCZ% BA L7 BE TIEAMBID L NEINICH ). B OTCZE A DB P14 % i LIS 2 W REVEATVRIE X
N7z R TIRIL-6RIL- 1803 A IS E il TH . TCZO W EIRE DB R M OFH A~ H 4 VDA
SHOMETH 5,
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EX-1-5 EFMHISRMRENRICH T 2 EYFHEHE DGRBS

OMAE =&ty A 233 DI &k B AH A2 B9k 8
PREEERERSE ANERE 28 & 72/NER

[lFtwic] 4H. MEEOFEEEFEEE % (JIA) OE#FICBWTEDZENEA] (bDMARDs) W HHR T
W5, bDMARDsIZ & 0 EfEAME O N7ERF CIHEEICHIEZRAAONALZ LB H LT, E3) - RS THHIR
PGS A EFLIZL YbDMARDsO HIEREERLE L 2 2IEFID H V. EOMGERIIFRIICEETH 5,

[ 58] %k C20034E11H ~20154E 4 H @ B ICbDMARDs% 3 A L. WK & 280 L 2 72JIAERIC BT 5
bDMARDs D ks 2 A, BRI RIS L 72,

[#E 5] bDMARDs% il L 7-JIAIZ6861 T - 72 (& AI9%], RF+% B 222361, RF — £ Bafi% 8 B, A RAi2%
O], a5 S BEBIf 25 8 B, WZMEVEREMI 25 1 61) o bDMARDsZ & OFEFIEIZZNZEN N Y X< 7 366, =¥
ANET LB T T ) LT 22604 70 F =713, T AT I TH o7 (A4 v FIZELBEEADH D),
ZRANC BT 5 bDMARDs % ki 5 L T 5 4EH] (follow upiil] 24 H~1314 HR) 1XIEZBIHh60H] (k=
67.4%) . FEMKIRBNI29B1TH - 720 FEMIRILEH O 9 B OIHIRIEA T2 - 1661, AEFLE - 76, S5 56 (O b
LA B, ZOM: 261 TH o720 M ObDMARDsHERE R 1345 & #737%. RE+% B 9:56.8%. RF — %4
Hi25100%. A RAEI2581.8%. fif 75 B 25 BE 1 BE H1 4£88.9%. Mz METERAHI25100% TH - 720 I D MR OB WREF+Z B
RI236012 517 bDMARDs & & ORERFERIZ b3 U X< 923%, T¥ RVt T b 0%, 75 L7 125%. 47
VExI=7 0% TY AT 100%TH -7,

[£5:] &HRIJIATIZHEA W E LbDMARDs % H Ik SR L T 256 b UL S /275, RFE+Z BIFTITIA L
1st bDMARDsO k530 < . bDMARDSEA# b HE 2 BTN ERETH L L E 2 b/,

EX-2-1 ;YUY TESTTHERNN G 2 eSS R EFHITRMRERXICH T S
PNIECTADNAFRA v FDHHB

OVGH di—. KI5 W5, FF &, i BT B e, i %
R A TN

1

[IZU 1] EHREEEEREEEI % (JIA) 13, Fal SRR, 2R, BN 3IzaE S h,
/A~120BEFIFFERN 2235, M) X=x7 (TCZ) B¥th. HRPiILE AT 04 FEOBENITHEL 4D,
TR AT OA FEORERIZHRA L, REFHLBMC LU, Lo L, TCZES F T b Bk ikt L B
WIEAISEST S 2 BEDPMETH 5. 4, TCZhS 7,37+ 7 b (ABT) ~OEEE 2 G EBNAR IO THET 5,
B 1) 13 Re 1k 8 A HMRICSJIAZRFHE L7ze 7L K=V uy (PSL) WEPICHMRERBEL, 55ES5 7 A
BICTCZZEA SNTze P BEUIN LT 2 LRI FHH L. SHEOPSLEE L2 A M ML FH—F (MTX)
Ly s (TAC) OfFHDERITH Y, ABTNOLEHZ KA, ZHENIITIR, T RICEEHEEDH Y,
WBC 11000/ L. CRP 0.03mg/dL. IL-6 269.2pg/mL. MMP-3 130.0ng/mL. IL-18 1709.9pg/mL. PET/CT CIZHEfk,
L & B OB ER 2 B 720 ABTANZEBZICMMP-33E T LBIMi2I13 e L7zAs, o TCZIx 5o 7 %I
SR BRI TH L7,

GEsl 2] 134 ie 7 ICSJIAZ 50E L7z EHEPSLTHEMNEED 720, FhE4 » HRICTCZREA ST,
VI3 38 8, B 329 5 Bk L. MTX & TACZ B THPSLIZIE K% - 720 ABTZHEREZT,
JEIC BSR4 ia . WBC 8000/ uL. CRP<0.0lmg/dL. IL-6 321pg/mL. MMP-3 114.6ng/mL. IL-18 2067.9pg/
mLo PET/CTTCIZEHEEOMMICOAERZ R Do ABTEHERK, BERKIIEE L. MMP-3IZIETF L7225 w&#%
TCZH5-® 8 BRI HEE TS - BWAHH LR L 72

[#%2 - #5E38] 2R & LA EROIL-18IZED FRHICE & 0, §EH] 2 DPET/CTIR BHMA~DOER L RO TEF K
JEIX D HREH SN Twiz, ABTNOZEHK, BRI E LD 2 7 AURICESIERDPHEI L. REFD
£ HERENC T+ F 2T LABTOPHPENE L R T HEHRE2DH 0. HEHNOBE—OP A M4 Y EEEOR
RERBEL TS, ZOMREGREEZEIE. R 587 0EMENRAOIHLEEIRETHA I,
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EX-2-2 MY URXYTTHEARNERZSOEHLOEHEF. BEYELZRLIEVIITFE
FIESEF R ERERND 16

OAMR #' BAT BB Il &R R —21 BKRE Bl MIOE Al A Boz?
URCRRHE LR RERS: NERE, CESLR R = HNbE NS R

[lEU®IZ] b2V X7 (TCZ) MY 7~ F OEERIGERO A% 5 FFHEOMETIH S WETX 28K TH %,
FAEMERR SR 28 (JTA) TH B0 ELIIFH S, REBEAAIIED 5N TWbH, —T, SIREEZELIEEHER
Hi g R TE BT 0102 RO B, B Y v = F R L MIMIATIEM CTH 5o 4l TCZIZ X ) FRRM S 2 4
BLTWwAY v<FHEF (RF) BHELHEHERMIIAT, BBz 3. BEEDONFBEDOIFAEITRE S N7 B
EREBRL 2O THET 5o DEBI] 208 &M 1USFICHSER. 4 TR, Mg mEIHAZ R0, ARy v~
FHEM ) =y 7 %2ZH L7z, RF 458 TU/ml. HUBHLAR40RE (BEACH), ACPARSYET. WiskBaf . SiE. i TRUM.
Jia v BA Fi 1 BB 28 L 2GR REBG 2 BAFIRIJIA L BBl s 7ze A M ML Ft— 1+ (MTX). 7L F=vu » (PSL).
Frudb  PPHTHRHE LD ISRENS T Y PO VAR E R Y 14 BB A (US) TGrade 30
NI =Ko 7I5=v7F) (PDS) #tE) AT AZ 2D, TCZAEA SNz, TCZE A, —W, KRHER
T IERE DI % O 7225 L, PSLEMTXIE W IE X7z, 15D 5 FIEOMEN, 185 GID & JE 125 & % W4T
H 770 20/ IR ARV MBI & o 720 BIS D IR RIS 2 3850 72 0 o 7245, ACPA 244 U/ml & Btk
b L. BIETUS TSI A 5 5 AT IR AL, a7 48 B P B BT L i, S o7 4 B P R 0 L BB B & BB O B O° D
A%RBDIz. PDSIZEHTH 5720 LX), BEMRONEEREN D2 LHW L, TCZIIMATd:Y 7u7 2 v %
HL7+a—hThb, [EE] JIAR 7RIS N, HICE ) ZOPHRITELR D KFEIIMTXRTCZIZHEHT
OB END 722 FEZ Db, BEIELTEOMANEIE., kD & PRI O, BHET AR O R,
ACPAD R & WA = REG S BIFBIIA & 13 R 282 5 72, JIAOZHETIE, BIfMUSE S DIREL
FRL-BHENRLELE 2 bhl,

EX-2-3 RASopathy (NoonanfE{&E$iHGEE) (CHHRE UL NEHRESSEIVT Y M—
T 2 DEEFKIR

OfEfr » &' R BEL & @kl B S 5l S kHE AL i &2
O T ERAERS: R NERE R T ERRE R B EOR U v ~ TR v 5 —

[# ] Noonan syndrome. Noonan-like syndrome. Cardio-facio-cutaneous syndrome. Costello syndrome 13455
BB, DA, KB R, BAEN 2 &2 R TEEM T RAS/MAPKIZ & £ I 12 82 F 824 25 F 2 S h,
RASopathy & JAEIFIEN T W 5, RASopathylZBE ) SLEO B XA W AR5 EN TS, BEAI X YSLEE
L CORRRIFES % BET L 720

[5E#] RASopathy D13i%B W, JE# & % EFFICZZ L. HEW & OBENK (CTR 778%) % RO /NEIEER %
FHZABE, DAVBRERICK 05 Y RF—TOBMTOENLF =T, Z704 N, FIRANC X 0 EEMG DEED
EINC CTHUEPUA 1 © 640 (speckled) , HEPUE (PidsDNA. PiSm. PLUL-RNP) Bk, EMAILE 2 2D 72729
NBEHEFRE, SLEFEIRE L CoR B, BIFRER, RETRIEE MR 21588 2 K A5 19864FIE A4 35 W 28 #E4/121H
HZ&§572 L7z (OBRDAMISLED g 29R 25135880 72 20 o 72 2MEKHIAR MILAE ASEAE L, PSL & SRkl dE (7954 7
YoYU AR V) AT L7z F8E 8 » HEOBUE, Hitgdifk, PUdsDNA, HLUL-RNPIERETEAL L 72 D3Rl
MAEEFHE L. ILY Y IREIURDORG R ZRD T b,

[#£ %] SLEREICIZEEERN L BREEN, ZHEETOHRANZMS 2% 2 5N Twb, Noonan syndrome?
39%+ RASopathy?®52% 2 HOCHMEZ D2 v ) #ird H D RASopathylZB1F 5 H OHREERE L H ORENEY)
O OSHEBHAE R 2 S O AR EH S Twb, RASopathy - SLEA B 8 flo#d; (Bader-Meunier, et al, 2013) Tl
TE R <. ZHEERTHL DEX4BT, RHREE 1BOR BFRIZ2H DAL, MEILRSLE & 22 2 KRG
ERELTW, KEISLERTIIEL. BESLHEROGIHIED LD o 7o BBIGEIEZ L3 2 AN Z L <k
FEHIHC 08 L 720
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EX-2-4 EBWSAICIBMRY RZdEEL#EMTI0T 7 —VEHLERBEZSH LT
SR EFHSRERERO—BF

OARW #ERERYE, ke L Mt HER B £ a8 v ik #H—9
'ERLRE TR v 5 — B - U v~ T BEERL CERORSA R AR N
SRR AT IR BE  /NE R

(5] EE v 27 a7 7 — DWHEERE (MAS) %608 L 722 g RA R REREE R (SJIA) OBFEDZL 1L,
2NV AIRER Y RALFFH 2 7V (lipoDEX) 2 &L A 704 N3, Y70 AR ¥, MR X ) BB L
otz Oz, ThRYF (VP-16) #HVAHHIIV R oz Alul. Bl OREHERRE & 512 MERTE 25 5
# (LCAP) \ZIKPIME O EAEMASOFHEHLIZVP-16Z L E L L-BHE 2R L 2O THRET 5. BEBI] 4 micld,

BIEETIRGE & B Sz @ifkGz2&ty 7a7) y (IVIG) ET7AEY YIZARLGTHY ., FE12HHIC7 =
VT LA ERORBIE o7z, RS, BIEizE. IL-18%fE (136000pg/mL) %2 HsJIALZBRIL, AT 104 KX
VAR (MPT) %47 o720 8169% B/ IMGKA. AST. LDH, 7V F ¥ ERH I OVMASEHE L7z, Y270
R S (CsA) 2P L. lipoDEX b5 L7z L2 L. &2 I < & 945170 0 12 miEscH#t (PE)

R L7z PEZ 7 HREBEHATW, 95 2 HIIZLCAPH B L. MPT 3 &5 3 7 — WiitifT L 720 &L 4 I28E
L, BIUHHICMASZRL L2 HM L b3 ) A= 7 (TCZ) 2#%5 L7, LaL. BH7 =) F 530000 ng/
mL7% 560000 ng/mL~NE EA L, E5I1CPE% 5 HM# HjtifT L. CsA. lipopDEXd P L7zs LA L. PEEEICIZ
7 =V F v LLDHAHI H OPERMEICH LA T2 2 RE L 72e 20720, 4369 HIZVP-16 150mg/m28%5-L 72
L2 A, HRIIHE, BERIINE L. E5ICPER 2 HE W, 3 HOVP-16I2 L W REFT RO UGE L7z L
L. 520K H 2 SFEFBH B LI B L MR TH ). MASOHRZ BEWMPTZ 2 7 — VBN LR E 72,
67 H2BTCZE T L. 20K 2 M T & OTCZHE G CHMHERCE TWw b, B, FEL1H H TPSL4mgll T
B 2L TBY . IL-185500pg/mLLL N CTH %o [F£E] VP16DHEHIC & ) B DSJIA/MAS%E Fay L1720

VP16 ER LTk, J&gese 2 M F L (IR DS B 7278, BEHEFR NPT O sJIA/MASIZIZ BT RETH 5,

EX-2-5 [MiBIL-18{E%ZERE UTesJIADEREESR

O fRAE. KH THL P w2 BRI KN K IEBE, AW JE2
YEIRERRY: BRAER ANERE PEIRRY BRIEEGRMERT e RSk /NERE

[F5] IL-18IXFEE LT~ a7 7 —=IYUDnOTWMENIRIEET A M A D1 DOTHY ., SHRI ARV
25 (LLFSJIA) OIRREBBICEE 2 & E 2 5 T b, sJIAOFIERB X O~ 7 a7 7 — UiEHALEGERE (DT
MAS) BITHITIEZFE LRz /R L. SIS E V. S 512, IL- 18D Fk iy S AN ER W =R Ic B W T
FHRRMASTIEDfEHAE < . sJIATIZIGEEIEOFRIE L L TOERITRINT WS, SHESGBTICMASE &0 L 72
SJIIABNZ BT B9 A4 M A A4 v ORBENER Z2HR L, IL- 182 BEORIE L L2 8iE 35, DER] 74 »
AR, ks, B (B, KR, BEH). BWor—e ¥y o8, SEORAEN A (CRP 793
mg/dl). BLOCHOCHMAKEMEX VsJIAL ZW L7z, IL-181354,600 pg/mle FH LW EEZ /R L7z AT EA K3V A
WEE N2 A THER AL, SEROUE & ICIL-IMEIZER AR T L72e LA L, IL-184l£55,350 pg/mld
I TR & BIEIA AT L. MAS% BRI L 720 MASHIERF OIL-18f1347,000 pg/mIC L& U7z DA, IL-18fl
ZRWIMICIE L 2RO AT U A FOWKEIT > 72, ERE»S 145 7 Ak, 7L F=vur (PSL) %5 mg/
HE CHELAEZATILISMENTH O LA Lz, EROFBRERD Wb, PSLE A2 THER L7z, KT % 225
& LCCRPEIL-I8MEAS E5 L 72 B3ICIZPSLZ B L. MASOBEFE 2 < #F# L7ze BIE T T, IL-18MEZ IR L LT
PSLEZFEH L 2SO MR REALTWE, [EL] BN LCRPERS 7 =) F U iZEEL L72ATE A FED
EITlE, FIRPMASOBITH 2 PHITAFHIZTTE LRV, ILISEAEWEEDO Z 79 4 FiEIEIMASZ 59 % W HE
WA D EHELRERREPLETH S, [WEE] AP TIRIL-1MEZIBEICLCATaf FRZHFHS Lz N[ F~—
A=%D ANTzSJIADGHE T OFENITIER O ER—PUETH 5,
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EX-2-6 BMETHRIIEL.AT Y MEERFHICREROIERTHRUCRREIRKXD 16|

Ol &R RN —215, A medR!. ABk ' BkB BLRD. M AU, v 462
CRCRRRESLEERER A NERE, PRCERHESLEERERS: IEBRARINEE CANIEIIIREE  NER

13 UDICEZEIRETAIZ KEIR K O O FZ RN, &5 WCIZIEIRMR A % & 72 TR KA O JERe R R
MERT, WEOHAILVEHERHBRRAZET 5, 4 ML IZFOTIETRIE L. BEIIRDA O EE5 I35
LBEBOGVLEDOD, BBEBAT Y FAAEEZ R LERLZTAO 1 KRB ZREERL 72O THRET 5, R 143 %
WBe ABEL » B & 0 ARATROMFRSE 2 HE TS X ) 12% 720 EHAMOCERT, I, 11, aVi, V3-6HEIZE
ST T AR N7z ABE L 7 o 720 EEIIRCTHAS T AR B IRES 505 PHALRL 0 S8 38 A4 & 2 B iR 32 58
LMT?99%3k%2 % B8 720 DO BRI FNZ R 2 30D o 7o MM TIIRED KGE L (CRP: 026mg/
dl, ESR; 3lmm/h) % #7225 PikEPuR40fs % B £ PR3-ANCA. MPO-ANCA., V) 7<= FRTHizwFnd BT,
HLA-B523 F&tETH - 720 18FDG-PET/CTHATIX. AT KEIIREERIZ—FH L TREER 2RO, 7L F=vo
v1mg/kg/dayB & ’'MTX 10mg/week|Z & 2 {HEHE Z 1T\, 8 M TREVIREE IR O 38 A KL HE 0 B 2 Bd 720 LMT
DEERIEITFEAT L T2z, EHBLEAT Y FE2RELRBIELZ, ARTTL F=vo roiiiziEd & 2
%, CRPOWlii 238, 3 7 ABRICHEREEIRZ K Lze A7 ¥ PR99%SE%E % 80, MR IZIEV S oDIE
FAIEEEIE S W EHIBT L7z BZIWICA T ¥ NNOBEIIR SV — SRR 2179 & & $ 12, mPSL2 SV 23 (1g/
day x3days) % 3 7 — VATV, MTXIZZZ CTHFF 4 7)) YO % BiE L 720 mPSL2 OV AT # OBk
W TIEAT ¥ FPRZRIT S 5 1EiRD, BUE, EfREBICH 5, 2% TAIBW THEEIRFHZEOSHFRIFEL
TEENIR A O IRZETHRZ L E DO THi & SN Do RENIKRBIREIRTE & BT ALMTOARITIHEZ A L. ILILRIRE
RO H O Dlife-threateningZofiii 2 & 0, WHIMICHRT A2 EREBWEEEZ H Lz, ZOEHEBEIC
DWTHEET %,
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WS-1-1 PET-CTH'EZHRICH R T > fem Al K RREDAR A D —Fl

ORI 5l B HibE2 R B AR ZEIL e AT i B LT-L L)1 RFESe,
AOE M R

JABHIEAE SRR NER B RRLG SRS T 0 = — ik AR
THPERKY: BEEE MR

Al AR 2 ERICZ L <RSI ER: L 72 IS SSE B RE D — Bl 2 fEBR L 22 0 Tt 3 %0 [ER] 1458, 110
Hi2» & iR, A RIE %2 EFRIC é%i$oGWQ%&WWT%OK#E@T%T%OKOﬁ@ﬁ » Y MNIRPLA
HI TR % Mkfe L 72052 A ST, 5159 HIC ARSI & 7 o 720 SRREK & T BRI 0 25 LA T H 3260

A E LR HRGA L%#E@T%f&otoHHCTmﬁLfa 2 Wi K BREN IR |2 SF-FDGAAE 1% % 3 bto
EoicmETLa—L ¥4 F 3y 7CTICTHEHELIC MAE RIS & PRz /%2 3280 72, W FEOABIK T & #2

YU NPk (AECA) BtETah D, W@&ﬁwﬁ%k& WL 7o M SO O TR ELT%L%mg
HEMG U720 BIATR T CIBE, SEIRDO%E L HD 72, CRP. Ta—jfH, ABIOW#EZ B 72720, PSLEHiR L
THEBEE o 7ze AiEMBIZh, PSL 5Smg H~NE B IHERO R Z RO 72720 ABE L % 5 72. PSL 30mg A~
B USRS B A b 272038 BE L7z. #DO%PSL 10mg H s U 24 BB w P R~E R, H7E O e
ThHbo fEk, MFLTITREFHEOTE L U CORILMERPCRPVHVONTE 22, INOREYYER ETH LA
L RIEDIFFFR < — 7 —TH Do SRAREFICB VT, HEEEELHEERORW2IREE LT sh s,

F RPARYAY 2‘7 #—CTd HAECARPentraxind (PTX3) IZ2WTHE L7ze AECA (HiPrx2fiff. HiPPIAPLA)
B LTy AR R T B o 72 BURi 2SRRI 1A &2 D 720 ASERIIC bwf%%$@ﬁﬁ%«$w%®hﬁk
LT%%?&%F%%TLKOL#LPHB B L Cid. BHEBGATT. TRREEE B 3D HNT, K2 M
%@ﬁ%&%ﬁmiﬁ%%wtom%%%w%ﬁ®gﬁ%ﬁ@75§@#\GWTuﬁm@%&%w&E%ﬁﬁ@@
R—A—L LTOHEHEIZOWT, SHRORFDPVLELEZ 5,

WS-1-2 FBAZEhE U TR UPET/CTIREHE2ERICE R T o f=chronic nonbacterial
osteomyelitis® 25EH)

OBk ERL BRI K2 B B
LR I AR A FR 18 2 R /N AR, 28R EER R /N ER)

[izt®iz])

PET/CTHMACIZMES; O A7 &3, BRI - W3FMEZ &IEM L. ISEMEO KIEREZ SBICHRNT 522 L0 TE 5,

LA GAHBE UCIIE LPET/CTHAD L & 7% ) 357 \2E - 7zchronic nonbacterial osteomyelitis® 2 Ji {5
EHET 5

[t 1]

132 2. 3HEMER T 2 BINAHO B Z EFRICZ . ABRR SRR ERE 2 . MMk ik, WBC3850
CRP 3.1 LDH 263 ferritin 155 PUBEHLIASORSE. Bt Atidat:, MEHCT, L 3 —MRAETHRE 230 R0 - 72

PETCTHAE CAA O KBE KA. BT WG OB, BEE. B O/ OB tEb 2 W REER 2 10 72,
FAEMRTIHESEMIEED I, 12 ABICHAIT L 72GaY /9““( 3B 2 B 5504 % #%. chronic nonbacterial
osteomyelitis & FZ Wi L 72o NSAIDsIZ#ERITH O | :!)l/l:-f“‘/’i’laaﬁilﬁ‘l,f:k BRI RS DY E % 7R
D720

BER 2 ]

1393 o 2 R FRE S 2 BIRNA O mEE EFRCZB. AR AT R LR 7% <, g Tid, WBC5910
CRP 36 LDH 2115k Btk Rmiidfatt, WESRCT, Lo a—MmETRE 2O R»r o7, Ga¥ ¥ FTd
M 2RO L o7, PETCTHATH M I8 R E OB b e WEREER 2Bz, § Y v FTIEES
1HEE - WEIBLRE IR ERE 2 RO 72, BERTIESMILIZFD T, chronic nonbacterial osteomyelitis & 7
Wr U720 NaproxenlIfEZhTH ., anVeF Y2 L7z E 2 AERPITHE. RIERISOUEZ D72,

(&%)

ABIEBNZ BV TIREI Y E TE UL, AW - FRl R 22X 0, FNERWRHHBZ 2 BD M5 2 e TE,

RN 2 FUREHICIEAE %o PET/CT MAIEIABHBAI K3 2 B 0@ 1E 2 iBE S o gegic WL56%W%K
FHICHMGRAETH L E bR,
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WS-1-3 EMBRMZSHRESTEER (CRMO) h'EEbNn, PET-CTIRECEMY  /\EDE2HTIC
E-o=161

OueH MigR's 3 A2 Bl Jol BAR R SH IR J4 iz’ KRH 5!
BRERRT: PR NERE CRERAEEE AR R v 5 —

[#5] PET-CTIZINEI D SRR 2 S0 U, EVEIES, MBEGE, BYUER EENICEHE ShTws,. K
b7 0 SUET H388, 2B - ER, DUBON %2 32, PET-CTHREEIICHH TH - 720 %2 M3 5. [HEH)
29 AR, 42ANNIEE, A TRER, BirEd R L TR 22, BHEOBK THAR TiHE S
TURERIZSE L7z, 2 0 AN, BB L Mo BHER & TR Z2 B0tk ko i, 1 »HRn2idssk
LRI ONER % RO B MR OBR THARI G SR L7z, fiE COEBMATIE, 4 TFHEMRITIZTIH
PG TR R A, B, g SIEE TR RO B Yy FTRAER SN, g, S IcBEOSER G
W7z, HIMRE % BT S 7z, MROFHREIZIER Tho7z. Tz, REPICEMRLARERD % RO T &G IRE
OFWLEBALEI R V20, BUHFEEL TG L (CRMO) Z8Ebh ¥fliasis L. LEWZE, WBC
12700 / ul, ERIM TOFERFEDH I, Hb 11.6 g/dlPlt 49877 / ulCRP 203 mg/dLESR 38mm/h, 7 =1 F >~ 260
ng/mLsIL-2R 2912 U/mlRF 81 IU/ml ANA <40f%, MMP-3 125 ng/mlTdH - 7z. Y4B Thifr L 72 PET-CTHA TIX
B E - DHEICERG RO BICEREMIRA 2 RO 72 - OB AEREIT L, WAL TIRIRIE B L OSSR BRI %
EPET 5 BB OB 2 ROEME Y Y REE BRI SNz 2 B HOFHRATIZ06% DFEROME B, 7
T—4 A4 kX MY —TIZCD10,CD19F DB KA YE U > /83 kMR Y v oS & BT S 7z, [F5EE] JERNE, B
RiZh7z ) —@PEICHAFRN LT 2L Mg a KIEL, /ARY v F MR E 72 BmsstEL miha ikt b
Nz, AROEHRAETIXREIT AL ROT, PET-CTHRAEIC B W CHEIEEE O EREMWNE » il S - H el
YEDOFZWATEETH o7z, PET-CTIL, HRAHO LM OE NI BT, EWRBOZIICERICTENTH -
7z.

WS-1-4 INEBY DI FHKREDZHICH (I BPETIREDEREICOVWT —BHER2 0FERFID
5 —

OWl T Fidh 4
L AN

[1Z U] PETHMAIIARREEES D L 3R TA AR R EICOREBEIGA D D, NEY v<F
P BT LB A Tld e ve L Ly BEBIREOFIZBENIIPET2SA %% 2 L IXRAMOFEETH Y,
HIROZMICITEELRMRETH L L SN TWD, SH/RNEY < FHEREOPETHREDO A HEIC D W THBEFIOM
FHCE D EBR L7, [EE] MU R T E 2 I3mE o) w~F R EEE,. b L) y~FHRBa5EDb
NBEO LRI TPETHAE % IifT L 72 BE (A5120%). PETHRED HIY, WA OBZW4. k. REROZW4.
WA X D H72 R L 2B R, S EIC oW THE Lze [R3] PETHAR O HBIZEEE O A 7 1) —
= VTN T F OMIIEE R B O R MEBIREOBER + ) X< TR T CORBIGEEEOFTH -
72 PETHIRWNIIR L. SHMIIA « BERIIA . BEEERELEEERHE. B Y 8E F v v AV~ Vi,
FERMERE ) g, AP TH o720 PETICL ) B EICE > 72 ok, B V3 E=RFN TR BIEIBIIA,
REH ¥ Bt B SR JTTAS A 25 S S TTAD 2 4 TdH 5720 PETIC X D ZBWEOT2H0 ) 235 5N 72 DI, &Sk
WR—F = MK, 70—V, BYHY USED 3B TH o720 —Jiv PETHAZWOMITIZIZ RS hdozd D,
FHENEMER E A RE e, MYV a4 F—3Y A, SLELZ ETh o 72, [#%] PETHA AR TIAND ALY
S O F T O AL E S OB H I THH SN TO B ERE o 7285, — 6 BV IR E S kb o 72,
LA L. AR EAT B L, YR L 2 032 M LN A2 BATCE 283 H Y. ZORTRAETH -7 R
HBOMZETIEGaY v F L IR T 2 & fREE TIEPETIIW S 2 ICEN TV B A5 FRIBE IR D W TLEEl A
L< HEIIRL NV ELTF oI E OGS Wi T 5o EVEIEEC MEREICB W THIHBBWDLETH 5720,
PETIZZMO—FETH . IELBWT57DI1E TEICH L Z & ) BAEpT L % IR B AT 5 ZEAR I 2 32T
HELEbhi,
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WS-2-1 small fiber neuropathy OFfR%Z 2 U e B F RERTEAED—FI

OLH BT BAN —Kk, Bl 123, &% %A, B 260, AN #
BRI 5 /N

[E U] FHAEMERAERRIE (JEM) (&, 459,900, BE e, 12 1 20 9 57 T LS iE R 72 & OERRERG I X 5%
WS eSS W SN D —T, WIS 2 V0B - N2 7 70 —F O AR TIEROUERH R E AL T —AbH b,
ZOWHRIZOWTIE, THGBEMEmRSH TSN, HPVY 7 F & B e REE A (HANS) H 5wt
Autoimmune /Inflammatory syndromes induced by adjuvants (ASIA) 7 EHFEGEEE O L OIP S HIHE S,
IRREIRED L ENT WD, EHIZIHAERIE D /N1 F 73— Tsmall fiber neuropathy (SEN) 4% 23 % i A D HHE
e (FM) SEFIOERDI 2 ENTB DV IREOAL S THFENICOMD L EEZONL, 4, A72bIEFMZ
Wi dEHE % 72 L 72/ N O R RIS BIC. SENFT R Z AL O 7-fl 2R L 720 CTHiE T 5. DEF] 153 &, 6 FH
XD HEIRIZBE - I - WEIERIREE OREIR TIIE. 7SIV 4 0V ATgMBYED GG TETH - 720 BB - B b
HolzZ by F-HEMERBEDLN, 0%, HOARRRL S SADURL 20 R MEFEREEICC,
PR £ R A MY VYRR EERITV, NEREFED S RLE LITRIE 57205 M 2EEI ), N omRe
RLE%EEBYR LI, fEHPICHPVY 72 F Y EZ1T > TWwWd, HFEIEEN S, O F VR, S8 5&HEL°
L, ERMASFEMOBRII T, NIROM., BRBEEEM AR 21T - 7205, EWRITEAL VSR EEE 7572, F 72,
BHIE D 2R DAL R ERF O AT R THIIC DD AD R WAL R T 22 L3 H Y, Fy —LBXOFML» S H
AR RERE 2B b Nz SBEEB X O U A O R BAEORZ S HEAEMELT - 7205 MEROFT R
el RETEMMBRMERE (IENFD) O T2 S vz, B BoBMEIFOREE?L S, MUY
AF X ANVBIET O 4T > T b H, BEREIIMIBEINTBL T, BAaESHNy a7y Y H&5%247v, JEIR
DHEFTIE R\

WS-2-2 _ERRDRR) & ERTHRA UZERICERE UTzacute motor sensory axonal
neuropathy® 14l

Ofk ELRR. B MM IEH AR, KK 3. Tk FA. @M AT KH 25
SREA BEEH MR

LixLoic] AEOBEEREIIZ/AEY 7~ F i E, BIIRPAZEME R, MEMERA, EERE LR E4IEITDb
72560 Al INOOHEBEOERVPERETD - 72 K MED H O REEEE TH Sacute motor sensory axonal
neuropathy (AMSAN) OJEFI % 5 L 72D THET 5. ER] 13%FE . 2A0L Lo CHE. KEIZH
AL &G, E R OROEILE RO 727200 EZZ L. HOREERES DN YEHEN L 25, [BUE]

B 516l4cm. AE 454kg (KEWEA 7% L), M (B LEK100/40 mmHg. 7 Ef96/44mmHg) . 4 L milio il
BHEOTEHIERD 505, BE IR O LA Z I R Do 1o JHEBRIBER TIRENEEEE 22 <. IR - &0 b 2wl
£ EBEMMTIE3/58 T LTz, [ A] i <1k &8 OB 13383 (CRPEEME. ESR 8mm/h) HiB%dt
KR40 KRG, PUSS-APUAE, PIRNPHUA, $iY Y IREPUAE LI TH - 720 BB D ILE T, 7a 5 A4 Y SHIER
69%. 7074 YCHURE5%TdH > 720 MRATIL, £i B OBYNIREAZE K OAHT W& Bd e b o 720 [RGH] &Rk
HHS HOGERBLHNREEMEREBIIGENTH - 720 MEFEMIT R TV~ b—24 (C5-8. Thl-2) 1c—% L
TRRE R E A2 D, KRR ERAZ 1T Lo & 2 AR E %2 B 72, GM2PUKREYETH . Guillain-Barre
syndrome® H1 T b FEILTI ) 2 il 2R B E S FARD AMSAN & W U720 AR 125 L CPregabalinz i L 72 4%
v b= VIR L2, KRy 707 VEEE (400me/kg/day 5day) % 3 7 — V4T LUEEEREIR & B A
M EE R 7. [BE] HEROEbE G2 o 2B ROYA. A 405 I E RN T 2 mEER &
bo 72721 AIEFO L) ITHREHRETH 2 WHEED H 0 . MRS IS8R0 FM MR R 8 MR (I 7B W I
KTholn
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WS-2-3 EMNEO-VYDOAIVRATIF VEBRICHRBAZRYIELTVND1LZEH

Ol Ex. WH " i L, Ecn AE, Ll 5L Hb —#p
g SR
DVRWILEEE AR CENLEEARAE R T A A - AR 7 —

GEBI] 120 200 [BEAEIRE)] NS 6 AERI C—E S RIE L= 200 v, 7 =M %, [$R) e s s o —
XIUANVAT Y F v (LUTHPV) 77 F 4L, #5843 HBmEAH i Lz, 20 A2 HOHPVY 7 5
VML, R - AMIESTU L OFREEMR Y K L7z, WEEMED S 7 A HBIC3HEOHPVY 7 F » 2 Hifk
L7zo BMRICHRENH Y, T/, 28EHITIISCTL LOBEE %) 5 HMPRE KRG L. 30l B oD,
HH2- 100 OFERIE %L 38C UL OFEAT T » HIFRRE L7z 2014457 H 7 H 2 B39E B OESER L. 7 H14
HYEE3 L % o720 NSAIDSHIRZBIE L. 7 H2R2H AP SMEE %5720 NSAIDSWIRZ @ & LChH
L7205 38CLLEDFEAEMED R L 7z. 201445 8 HLIMED M H 5 HHi #2038 LL Loy LTE D, 11
AT SRR, ERLHEHEL TS, i HMET LTWS EDFRADD - 7255 MEEMAIZ BT s A
TIERF I ah oz WIERA, WINFKRETOWHS 2 RRET R o7z, HHENMDARI 7 V& I V%%
RPitk (GluRHUAE) (GluN2B. GluN1, GluD2) %M L. »HRBEH O+2SD 2 B EE T H 2 558 Th - 720 FEBFE
REDMEAISENT T4 < 1A% <0 iRERESOE I PE ) BBVER SR S, UTAPAKITH 5350 7a R %
BIfG U720 BEIE. ANIRIZEIR L 72253095 0SB Lk U7zo 2-3WFRIFRbE S 2 v e & DR L2z o —, 360
Ia—, FVF— LB CTRET I 20o70 FBBRRBIC7 0 FERLERIBELEEZ A, HOPREBIETRL
B, AR, M DB L. FROKEABEL B LTS, [FE&D] HPVY 7 F v HEMKICT 7 5 L OREH
PR 598 T & 2 WERBI 22 KR AT IR T 2 AEGI ARG ST LSk, MBS, Jatkads, AR E LR &S okke %
JERZ LY IEFID G SN TV b, S A 13 A ORI TIE D 525, F8EE EFIRIC L 7ER 2 585 L
720 WHRICHERE L, FADRZDWML TW72D5 MTADAFINERTH B HEMEAVRIB S N HELREFTH 5
EEZWET 5,
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P-1-01 TRIERIENRNZ E o U I EFIEIS R RS D 361

Ofizk A&, T B, & F LB, O s, HE BEE, P miEs. KA B
ERI LN Eh b feET LV —FE

(5] ARENC BT 2, HEEFREREEZ (UTIIA) O8HRZICHE T2 IE52IEE ARV, FHbhbih
(EFHEIRZE % ok U 72 JIAJEBI & 3 BIREBR L 70 TG 3 %0 [BEF 1] 2ARJIAO12E S K, jhiks, S, Dk
BRI JI THE. PSLBHRIC OB RO A Z AR L. HINBEGEFE D720 TCZRIG L 7 o 720 Z D1 S PRI 2%
DR EHR YR L, MTXOHIC & ) BIEERISEEL L7225, MTXBH 1 7~ Ak & ) IgGOR M i 2 78 72, 3
HOBEIEH S BETE Wiz, MTXHIET 5 8572 <. IRWTTCZo k& L7z D5 » Afk. S & &t
GAHBIL, SHEMRIIC CRIMi 29T K2 #8720 PSL. MTX & & bEADAZRIAST 2 bARIFTZL <. ETNFEA
RATDEPIEGOMATZ RO 2720, A 704 B2V AHEEITV, TCZHH, Lipo-DEX#GNRHEEZ AT L 72,
ZAUC XD BRAREERIZ S L7275, Mg B SR RIIERAE LT B ) BUE S RKBEINBh T 50 [EHI 2] 25 RITIA
D 6 % o BbERE, SR, ACREBIEE. MR, KBS TRE. PSLWTTICTHRZ#E D B L, A7 a4 Mk
ZPRFE L7272, HIRREICTCZRIE & L7z JERDULE L72D b, M OB B O U R R HE 22 & ORIy
BEAZRO, SEEMRIZ T L2 24, WZSRERCl— 2 S IZHE MR 2 B 72, £ ORI OB
fiigea >y bu— WL 2 ) ADANERH L7225 GUERIHT 212D v TIIARSER LR AR E 258§ 2 L 2 <
F#L7zo BESI3] DRIHIRIIAD 5 %o MM I TRE L. MRS LA SME O LG 2 B0 720 158
& D EZHE L72BICASIEAIBLIT 2 X 9127 0 . B R AT MR T A BB (212 S B 2 L 2 B8 720 TR
BaG R ERIER L, BRI R S BB A2 R0 T b, [HF5] JIATIIHAIC X S FSpffiR e k-3 2 &
BhHY, &Mz Y b= UAHEEZIERNIC BV TE, RIS EBIRIC W22 2 RS RV EEZ b, @
i 2 58 BIEBNZ BV TIE, FNCMRIZ MfT L. B9 2 50 72 Bl TG BN A OGS & @I 7 MRIFR AL
EHRBMNE O 21T > TV LED D 5o

P-1-02 YA bACYTOT7AIVDSHIERARERT 1 ILRDFEE —=RBIEFMHE

FEIERIERRE & DELER —
Ok oAl K BB, AL BEN JIE Feh® AHE E—RR %5 5
A IEE!

YRR BT ZEI BREAR AN PSRN EREE ) v~ FIBEUE AR
SRR ) v FIBESRAFRL CERERRY: IR Y — R G RER

[F5] BASIEA T 4 VK (AOSD) & 4B S e B %5 (s-JTA) XA —AXRZ S LDEBEEZ DR
TV —F T BRICHES LT 2, KA IEHA MAAL 707 7 4 VOBE»SEBEZ LKL, 20
HEIZOWTHE L7z W5 & 53] AOSD276I. sJIAG6FI 2D W T, MiEH A4 b A4 ik (IL-18, IL-6,
neopterin, sSTNFR-I, sSTNFR-II) ZELISAB:THIE L. ¥4 b A4 > 707 7 4V & RIGE LB Lz [5]

MW EIE e B IS OMIEIL- 18T EAFHICEETH D . WIS SMES R T 2 M ThH - 720 72,

AOSDTIEsJIA X ¥ b A EICIMEIL-18 & neopterini A E il Td - 720 AOSDIZ 35\ TIL-6EEABE (IL-18/-6kk <
5000) EIL-18EfIEE (>5000) CTHiKG % iKT 5 L. BiE CHEICHBIENE 2> 720 720 AOSDOMASTHIE
BZ 6 Bk 5 BIA B E IS I NIz, [E2] AOSDIZB W T Hs-JIA L FRRIL- 18D M F pE A 2 15 5 & % H O GER
EAVECHEG LTWwWA Z LAl &7z, IL-18%neopterinfE D 751%, WEIRIF D E N & B3 AW REMEAVRIE S 7z,
F 72, AOSDIZBWTHIL-6EMEE, IL- 18BNV HED 2 DOOMWBEENGFAEL,. SOHEIN I ) KRR TTHR L Tl T
HUBREED D 5 o
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P-1-03 2EREFWSHMBEIMRICH T 3H b YU XTI RBEIES KUBVESI DR

Ori &, KIE Hipde, WMt de—. B Bid, ik H—
BRIET R MHEwBE  /NERE

[F5] MR o g R EEERMIEEE % SJIA) OBRFICBVWT, by ) X~ 7 (TCZ) REMEMRPL AT A
FEEDWE-HIEZTHEICL ) 23AITH D, TOBREIEIELEANTH S, —F. TCZERBIRLITCZIUARD IMBLIZAE W,
TCZEe G-k S B & 7 2 JEB) D Fi IR 9 50 BB THUTCZIUERD AL & L < 1d st b 7z JIARE Ol
PRAGHFRL & 32 DWW THET L7ze [51:] 20084F 4 H ~20154E 4 HICTCZ%# A L 72sJIASEG] % 3545k % JeI2 8 )
BICHET Uz [RSR] RIAR A A YESTTIASS S (B17418) ICTCZEAZ T 7205 TFH 74 7% ¥ —kUS
L IEPITCZEURIZ & b ke G-t & 7 o 72 BB X 3% (86%) TEBLITH o720 sJIAFIEERGITRES 1 |
2. 3OJEIC6H A, 1F 22, 282 A, TCZHMBERIZLIF1I2H. 1F9»HA. 2F82ATH -7
WP G- 25 B CTdH - 725% 0 324 OFSIEAF WG (FPyefli (HEPH). DLTR) 6% GHHA~15F 2202 H). TCZBHE
WL 7F AF100H~15 3 20 H) TH Y. TCZHKSe K HEF) TIEFREE W X O TCZRIGER I A I -7z (p
<005)s Wik F TOTCZHG1Z 2 . 5E. 10ET, RSPk E o Tz, &6, 2y ra 7 v —
DEMALEGERE (MAS) 2606 L Cwiz, #GF oM EIZZFN., JUTCZIgGhuA I, HLTCZ-IgEPUiR B,
YITCZPUKRIZEME 72D G-HFIZ Y 3 v ZHEIRZ 8D, MASNOBAITIREDL DL &, TH o7z JEH 2 1IZPITCZ-
IgEPUADBEMAL LA % A 7228 PUTCZIgGIuADS B L+ 4 2 M i D R T IRICE o 720 I BIEEI
DEWE LT, EETL F=v oy (204, 02, 09mg/kg/H) offl, fEGI 1, 313> 7o 2K ¥, fEF 21
A PFLFEF—FERRLTVS, &6, KFE (EIZ-19, 40, 27SD) %D A4, 1 HIIHNEHEEZET S
MNBEOEPENH D, A7 A FEORMMEHIC X 2E8IMEASMEL 2o Tnb, [FE] 4R 3%1EVwINnd 3
WA CTH O ARENDOTCZE ANNIHFAPUENDEZEDLED S L v, RERTSIE L TIEMASR iRk E
G EDRERDPEVE VI HED D LS RO BZ IR 5 PUIL- 1% &0 72 B EF OB ETH 5.

P-1-04 YUY TESHICHIEIKERRZ Efc U 2SR EFHITRMERIETR6AESID
ERFRESF R BN & &

OWF . KB W%, 1M #—. 5 B, T %
B R MR A R

(5] Mmoo R EREREREEI % (JIA) 18335 M) X< 7 (TCZ) #HEIEAT oA FEOBE, WK
oW 2 WHEEE Lize —hH. TCZIZREZL EFRERRL RERMET AL Y A7 $57:0, BYYEDOFEROEN
RESALDIIEE B0 T2 A VARG, <2707 7 — VEBERE (MAS) ~ORITREROHRZIE LG
BED MEINT VD, AT 0 A NI GEEIIHIZE, AW AT O BE B 2 KEOMEEIIB VT, BT -
EIRLDERAAM SN T WD, L L. TCZHEM T ONRENELOREIZTAE RV Ghl, FA7zHIETCZHEH T
AIGOEGeE AP L 72 6 LOSJIABE ORMZHET 5. [F7H:] 20084 LA TCZIR G-/ K &Y % & 72 L 72sJIA
B 6PN OWVT, Bk Z LI THEINICHRET Lzs [R] 64 (B2 %4) ORKERAEIZFILAE 7% (5-12%) o
QHNKIET 7 F VMBS o720 BBIARLT ¥ 7 0 CVEERE R 1T o 720 KIS EGHT OSJIANDTCZEA
DL, 7L F=var (PSL) 5% (002~05mg/kg/H). A P MLFEH—F 28 TH o720 KEDIEIRE LT,
S UK - FIBE) 126 %4, Z88UT 1 AT 72 MR TMASNOBATA 2 4 CTHbN2A, —RER R PSLYY
FHIZE D AIE L 272 ABERRASClZ, WBC 6600/ ¢ L (3,100-11,200) (Fhoefli (#EPH). LUFRE). U ¥ 73EkE 1160/
uL (513-2228), IgG 806mg/dL (636-1130). CRP 0.01-0.03mg/dL & B & 57 RIEFIL D FAIZRD %o 720 TIE
TRI THREER S 2 FFRRRE R B R B P B X ZRD B hr o 720 ABEROBHINgE - B A L CEELRAINERZ BT 5B E
372, RBEORERELRCHRIADBIEL RO LD o720 1 213K 3B RICHEHRPHRL-H, VEREATFaf F
DM AL T L7z [E5 - #5E] TNF o UEESEMEH T2 B 1) 2 K A FELA 2 &, TR 138
FNHEAET B TCZE K IEFC DO W T O EIITE &R Vo WD OB TIZHEIEL L 2 BBE 2 R0 % d o
725 AEROBRHICE T > T b0, SHROFHRNE T — 5 OERPLETH 5,
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P-1-05 SHMEEWHRMEIRICET S by URTTEARORENHICET 3185

Oz W P il WOk ek, bR S—. Pl R e EaE,
AHOESE
HVHNRRERBER G Y 5 —

[Hry)] &SR ERIFSEEREES% (SJIA) I35 M) X<7 (TCZ) BADSZ 4 3 v 7%, EEFHEOBV
JEBNCHT L CIE AT 04 RSOV AL R S ) RIEEREZIEEL L 72RICEAT A ENEF L e ST,
AEL ZOFYEERGET % B THEEDRES] 2 F V- CTRE L 72,

[J5:] 20044E 7 H %> 520154F 6 H DA B BE TSJIAIZX L CTCZE A L7-fER 2 K5 & U, 38 AR IE % ILEk
L UAR 72BN L L FEIHIER 040 U 7z PO [ ARRIC 375 K O 2 2 15 S, 20 AREIZCRPAEASH]
L) BETHEMCHALZ L, b LRNERERMTHLIE] LERL, W30 borIEIHIEEE L,
Ui ] JEBNE37HC. SR 216 (B4 k13 8. WYefi8y6m range2ylOm~25y1lm). JEFNHIER X166 (B4
7 09, dUfE5y9m range2ylm~19y3m) T. MW#E & I —EBAER] % B  mPSLpulse + L-DEXpulse * E%5 &= PSL
ZTCZHEG RIS L C\wize 2B CIRIENIHIE CHEICHE - RE - FidE2 o 720 BRBAE TIITCZEA
BT X COIEF TCRPIS I R A & 2 o 720 (BIHITE : SBAD S 7 Hik, FEHIHITE - EAD S F85H ),
LA L. #5 3ME F TIHHIEET 160, FEIHIEEC 6 Bl E CCRPAH LA LIMEWREE 22> 72 (p=0.029 ).
TCZEABZCRPA LA L 72 MH#ED 6 Blvh 4 BI TGS/ TF 74 5F P —%22LTEH. 26 THRSMEE
WeE e olee GRS/ TF 74 9%y =22 L2483, &THTCZYUE (IgEPUR) »H Sz,

(5] BB EA S WIERNIACER - (KB K - RAETH ), TCZOWEAE L, BUNCmAPEEIMET LY
WEEZ LN, TOROITCZHARDEL) A7 B LY, BGRKIS/TF 74 5% —%2 &3 HENLAT
HUREMEARIE S N7z RIEZIHI L7ZIRECTOTCZEADZE T LS, MLWEREXAHTLHEMEHAEES
ERZVIRED D). TOBIIIHRGRN/ T 749X —IEESLETH b,

P-1-06 REAHAICEEAL fc2RBEF ISR RIEN R DRI

OfF @k =il A S & R 27 Wl AR kH AL ik &2
O T ERRER S EE NER PR T ERR AR IB IR U Y~ TR v 5 —

[HB] HEAStIE (ASD) @9 H/NRIISERER] (4 5 BUE AR FEVEBIE 4% © sJTA) 1312% & SN T 5, sJIA
DN LD BB PRI W TR EHED D 7% < RATBEESHIE & OREOHEIZOWT S o aiEhd ks h
T, /ANBINISJTAZSERE L BAHIC S BETEE 2 5 L 725 Bl O BRR RIS O W TRRES L 720

(7] Bt > % —ITRAStIE (ASD) & LTEHINTWLERD ) B ANRBNZSJIATS o 725 B 2 il L.
AN - A OBRRFEOHER GREIEEITE 88 — ) BB ORBIZ O W TRITBIIKRE L7z,

DRG] G Bl 9 ) (J30k 5 B, 2k 4 #1) | 20154F BIAE D4R #H1325-531%  (FP A7) | sJTAFEREAR NI 2 38 (291)
3 (1B, 4m (1B, 6 (1B, 11 (3B1). 13 (1B]) TH o7z sJIA UNEW) 2B 2EEED /¥y —
2135 PIDMBTEIGEITE, 4 BID LWL TDH o 72 BIRIATEIE 5 B & 105 LL EFERED 4 B0 2 FER TR BT S5 —
Y OEFIBD LD o720 MRS SWANOBATING, WEDLFLT 5 2 & % GBI L 72 1 Bl 2 Er < 8 1
THRREMRZETHBY ., 13+ 4 FOMRERIRICHRICE 72 (ASDE L TORRER 1 29+ 3. HIED
FRE 2 FIos ik (IBNSAENG26:E, 1 BN EREN) . 2 Bl 1 PN, WIbRMETH - 720 AWM D
R, 4 BNIBIEEEIET, 9 b 2 BNI/NEI O E b BIEREIETH - 720

[(Z5] sJTADFRI 2B EEEEO PR PRI 13 % <0 ARG T H FIEFIIC L 2 REGHE NS — R FRO
ARILRD 2 dp o 720 MAM ORI L U TR AR - HE, B 08T 57z ASDOIENRIFI3DER] (39
EAR) ARG S, FENBRAEETREEZ -REMOL5%E B L15%E S\, L2 LETHEARETH), 72
PR L 70 RBE S € F o 723 2 < A% & MR - HPEIC X B RV VEIEOLEEH) X7 Tdh 5 L IZHIF
HTERTE R\,
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P-1-07 9D VERICHE LU cEFIEIFFHMERIENN (JIA) D451

Ol #RAk, 2R ¥, JbAR —. B mEAd, Pt R4, e EaE,
AHOESE
HVHNRRERBER G Y 5 —

(B - 7]

7 VHEWROBIEI RO AR RIBOAHRICHE L TEHWEWIREN IR TS, L L, ZOHRKIGERIEE
IZDOWTOWEITEL < B,

Al MEETT 4 0 —hOFEEIFREREE % (JIA) ©9 by ViEER A LITAZ BE L 72 B O BRI o
W, SR F VTR RAICHE L 72,

[t 4]

20034E 4 A A 52015% 3 H £ TI2Ybe % %35 L 2JIA21561 (45 RI506), BIERI15661) . 77 VENDH D JIAZ
FORE L7-REBN 4 B (&A1 I, BIFIREL 3 6) <. &flZETHh o7,

R HNE, 2RISR E B TIIEL. BRICHEIRZ RO, T2 MEMEMEEZ &L TV FBEPLL R
WEB TSN, 2704 FIZX2EEMTbI. LA L, WEOMFIPHETHY, Y X7 2EA L,
AT B Z MR C & BERIRYIEDIIE L 2\ FIERFIC, ) 7~ F T (RF) 258, JLCCPHLk (ACPA)
A (91U/ml) Toh o720 HIEDS 14EFE%IC, ACPADRERMALZFERL 72,

BAET 3 B0 7 % 4 71k, 2 BIHSEREVDRIEI 25T, 1 BIARFBEZ BEEI R TH - 72 FBIEEHIT 2~ 4% Tho
720 MFEREOREZ MR L 272 20Tk (e 2 B Rv], [TFRiFICHE DB PEFRT 1HIE5 Y~
FEWC X BRER EHIWF S B E CICEEE R B L7, 361 L PP T, £ Mi% 1 Bl TRAB X OFACPA)S
B CTH o720 3BIE BMHEDEI L o720 AT OA FHEEHE, 2V L FE—1 (7.7~10mg/m?/38).
AT OA FIZLBEBEMTONIZA, 3HE DRFERISETH o720 28Ty ANV T M EEAL, 1 6ITEYS
K OBAZ FTEL TS, BALZ 26 TIXEMEZHERTE, BEZRYIEDORIEIL

(&%)

EBITEFEAOEAZLELLTEY., 77 VERICEMEFNZ TR H 5, GRITIA L ZW L7
BITIE, BWIEFICACPARYETH o 720 HEREIRD &7 VIEDFICACPARGTEBI AT B & W) Wl H ., 7o v
JERDJIADOZBW OBICIZERE %2 2T 5,

P-1-08 ABEEFARNESFIFRMRETR (0JIA) ICHULT MY UXY T (TCZ) ERDICHAS/
FEENESHU BBRICHI L 7 BT 26
O/PNEFER RCHY Vaks Ble—2 R HE9P92e, WP 2 293 M2 0 RA
g 75 —*
NEAE SR R R NRRE AR SO MR N R

1

[F63] oJIAIZx L CTCZM /im0 L. FHNCEBW LIHR 2B LI Db &3, BRI
W LR 2 REBR L 7o ANESITOTCZIZ & 24 ) 2 7 B KRR TCZANESE DB R MR IS RIFTHEBICE LT
OMEIIL RV, CHNEZZINZ THET 5.

GiEsl) 7 micld. 3MBFICAEBOBMiATRIEL, A M ML FF— FBEART S THo72720, 4RI TCZ%E
BMASN, DBIIRERIFCTH -7z, Gl EEESHH X ) ERETOMEE & B HI L7z, Be HIEFEE IR
SPMBL72720%H L, BEBEOZM CTARE ol ARSI RZO RIZFED % h o 720 EREFRIZIEHRK -
JERR - 9 - BUEDSH O . BRI B OIEAR % A O IEiE % iR 72 AT R, WBC 24700 / 1l (Stab 25.0 %.
Seg 685 %), CRP 0.04 mg/dl. SAA 71 ug/ml. IL6 1495 pg/ml, FEHCTHA TIXAREIBOMEME & w55,
) UOSHIER & RO RIS D &R R 2 RO 7. PIENEHIICEZ TR L722% &5 REARARTH) ., A
Be# H 2% 5VCM - CLDM - y-glb « PSLZ 8IS L7zo Abe3 HBEISMEE L, PSLIZi#gkd ik L7z ARB:9 HHE
TR B % fild 2 IR A RO IR & fidT L7225, BRI Tld % SRR TH o 720 HHEDIE S 2 5115 H REH
HBCEXWARICZE L, 18H HICBEE L o720 FOBEIFT, BIEDH31IH BICTCZHE G- 2 HH L7z Pum I
2 HEF28H M L 72,

[#%22] HADEHIRAARYE THINE o PUABRA & TCZR BT 5 & B A 7 I2EIE WA, BRIYENICED 5
WSR2 DO FIERIITCZTREARITEED b7z FERRIT BT T LEY A1 A AT H Rk 8 % 58 L 7298 B 41
TCZEHBITdH 5720 TCZIZIL6%BHET 2 Z & T, COX2% A L72PGE2IZ L 5 Y Y 28 EZHEL, Y 289 5
AR Z ZREEDSH 1) . S RIOEBIRBIEOR K & 22 L7, TCZHEM IR RASEDRIFE /IO LD AR 5T,
EIRBIATE D EE D ATRD 5L S 2 L AVRIE S L7z,
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P-1-09 SEITRER U LBz RELERIERN D 2R

OdeAR —. %W w3 WofR Wk, P Ead, Pt B4, e EaE,
AHOESE
H\WHNBRBEERBR G L v & — AR

[IZUDIC] FHAEMREEMI % (JPsA) (1. RIBTIEFCKICHEL L TSI %  Ha R RERE R Tu v,
MR CHRER L 72JPsA®D 2JEBNICOWT, XHRWERZINZ T34, BEB 1] 135 BIE, BT BiRicmag
L2 BB L7z 6 2 HBICHDE. 39 GO E AN, ARICHEERAHEA L. UBRHA L o720 AR
BB L 720 MR, A BIEI . TR, WTEISHIR 2SS ) . IR TR EER & BEEL % Rk ) KT 2 2R
W7ze V7= b FRTIZBEMETH > 720 MRIZE TIEARNBIEIE 2SS 1) o 8 IR <13 I8 o fF 253812 ik >
TF VR LTz K AERTIE, EOMRE & B o M5 HPHICHMIRRE S 0 | 2L MR L. JPsA & Bl L7z,
AR FLFH—1 (MTX) &ENSAID#% BT % &aERITEEE L7z B CRES oM > 77 Vg Lz,
HHRBIAD S 24EMATREB LEM L T b BER 2] 17/ B, 12X ) T EBEEIKmATIHBL L, AHER
ICCREOBBIZE SNz 1TRIEICBETEIN & 2 0 MFH2 Uize BRI i T 4G 2 Fh i
WHEME, WEIFEYH o720 Vo~ M FRTFIZENTH o 720 BEPRAIS CRIFETHEIEONRIE & it 7V = fif
AL72. LM% JIA) EZM L, MTXE 7L F=vuo > (PSL) #B#E L7, BIERERIZFE
MLMTXARBIE LTh Y AR TREBALL, —ZORRIEEED 225, BIEERIEFR L 7ze 185 12 iR
[ 2P ALBEASHI U7z BEEIR AT 2 S 2 BE) L 225 BRI B S - 722 LA L7z, sk
WA T, R OME & i H B SEEIIZ 25 0 S 2 iR L. JPSALBHiL7ze PV R TETFY L
TIVEE L7, B, RS RIZEE L, BIEPSLIZTTIETETWA, [T & ®)] JPsAIZ B P2 s
THIEDNREESNT VS, WA O 512> WTIZTNE- a FHERS L ) HE)TH L WD H 5. JPSAD
BB, 29PN EIERDVEAT L CRIE L TW B 05, JTIAOREHT HIZIERE LIPsA & O 5 % i 12
T VEND D,

P-1-10 SBRICHI(T 32 EEEEF SRR RN DG

O Bzl i &L B e 2R WL W #25 T4 meP
TR ELHEE 7 Vv E — - BEGER TR Y RS
ST REREEBR A TR BR S e e/ N ML R 27

[BFHE BEW] RIRICB L EEEERSEEE L JIA) &, @R RD L PSR R VwE STV S,
YR TIXBENOEENE L O X ), JTAZKIZBIT 2 VBFRJIADE G A% o 20114E IR S22 TR EiT
JIADFER G % 35 LT WA A% BEB L OTFRICOVTH LTSS &2 HIGIC, A7 266 2 80m L
a2 4T o 720 [W5 & H71E] 19884E10 7 @ S BB B 2> 520154 4 H £ TIYFHTH9E L 72JIA10961 (5 b A B
RIATH]) 12DV THRFRITHRE L 7ze [RER] JIAL10060d, &g RIZ2761 (25%). £ BMiALE3161 (28%). A
HiRNZATH) (43%). FHEFBIBEE 41X 4 6] (4%) TH Y. VEEHEPERS Th o720 LRI, & RB436),
AR AHEIRBITE L, BIERFERIZ 10 » H2 5150 7 H T, mUMEIZ 25 » HTH o7z, MBI
i, RS DNEICZZ < FIFTERIZBAT RO E o720 SN S ORI, 201 1FICHE L2 b D L FBETH -
720 FHEDL O URNZ T TOMMIZ 3 HAS 44E2 5 T TAEM RSB L TW26E, 20114 LARTIE8/3261 (25%)
T - 7275 201 14E AR IZ1/1561 (7%) Td o 720 EBNE Z . 201 14E /i THESS 5 & MT XA $11326/3261 (81%)
7 514/1561 (93%). PSLAE I B11321/3260 (66%) 2 513/1561 (87%). A=Wy i S 3 FI 6113 3/3260 (9%) %5
5/1561 (33%) &. WINBIML Tz, [EF5L F L o] EFEZE BN L TRE 21T 7225, P72 R0 FRE R AE .
fe BT, FISSER % E ORI R OWME L RO RETH Y. INSIZEIE OV EFHRITADOKE % R
LTWwaeEZoN5, 72, BIELONRHZ T TICRMMREHE L Cuaplidmd LT, Lo EIHICEY 2
WiiE IR DHEAT SN DIERDVEZ TV DL I EDPHL e o7z HTICEI L TH MTXRPSL. A2 ry 3 A o fifi H
RPN L TWB720, FEROEVIZOWT LA LGS 5,
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P-1-11 EFMHSFRMRERICH T SENFNRAIDMALMEZSHIEFRICEHTIER

O Hr=" AU 82 J#F 8% Y B4 R &y
DRETLRBERERE R ETEOREE  NERE PRI R RS A ZER  NEERR

NSAIDIZH %, A impred & MK L 72MTXiG#E/NEOFEFERET 2D 7 HOEFIC BV THBERZ 725 L.
ZOBOTA P A R ERmMEN Z N E L2 AREA] (Wb %Bio##l : Biologic agents) D& ;1
FHAEVERRIEMERIM 25 (Guvenile idiopathic arthritis @ JIA) % Z DAY SIETER B OHRBEICB W THEEZEDOQOLR
FRETFRIZCBVWTE L 2B LS ELZ5 2 Tw5b, [AW] JIADWEET A K54 ¥R E 72200748 LI [
IR Be/NER B & R BT EIR B TR A AT o 72JIAG2ER R L1ER] (34%) 2%, #E 2 AW i RH o
BRELEE L. CASEMNOE R BEVIEBLIOTHROFMZIT . [EH] 1EB DD B 956
tocilizumab, 25EBIdinfliximab @ 4\ d  adalimumabil & - TEMIZE > TW 5B, AWM EE] o HAE G122
M es (M:F=1 :4) , &5®M56] (M:F=2 :3) T Y VHEMAORES T, EWENRA 2058 e L ERIIR
Whiro s, ZHEAN 4 BIAREFRME S B 2 BUIPICCPHUAR D Btk T - 720 L IR O 1 B3 Y4B HiH & %
WrehnCcnze [REERZ S NSRR] AW 3EANIC X ) 211EFI TDAS28 (CRP) <19 B XY ACRPed90% iE
WL, ) bEGio 1 FlCidERAN ARG IR R L 2 ), ZO% S EREHERE L T b PRSI EER TR
BAWEETH Y, & IE&FWTIEIMTX0HKGHIE (4/4) B X OPred® ik - d1k (3/5) 25WRETH o 720 [Hiam]
AW R BH] OB AL & 0 TTABESER EBNIRERATD 72 5 Sz, &5 AN B W Tl tocilizumab ¥ARE#E T
EIEMEREDSTEECTH Y, —EBOERM T TR TOBEHEZHIE - KT L EDWMEETH - 720 HHEITREZLELT,
LA BV T D & L IZtocilizumab HRIBIZ BV TIEIMTX, Pred® g - LD HETH - 720 5% TFHOHEN
BIUOEMFNRAOBRRIIBEL R LT -5 THAHo —HT, tocilizumab2SJIAEBNH R ZRIEHETIEI R L, &<
WZJIAZ BRI B OFEBIZ BN THERIBIDSEAE T B 2 L 13, AR BOIFRELZ Z 2 5 FTEELFHETH b,

P-1-12 ZRTOEFIEIGRMBEERCHT S YUY ITE T ERAIERADERICOVT

Ofafle &k, A . B 70, 4 Az
MZENEZ E SR v & —  RGesuEF

BT v~ FI12x0h T AEFEOBIRINIE E CEETRBENICHEZ TE TV, YU AR TIIEE) v~F %M
HCIGEI M 2 6 3 2 AR RICHEE A H ). ZLOBFIMHIN, TOMRIHALIr L L >TnS,
20134E 5 HIZ b ) AR T O FEBAIINENARE 2 ), HETOBCHEFDPTHEE 7o 720 FEMHHIOKE v
FHERANI IR LT B P ERANT SRR AFETICLVERICE 5T, A v PAEREWEETH S, Ll K
THBAORE., ZEMICE L UM OB S RHRET DD 5. 4. BB TOREEMEEEIEME R %
x5 b ) A TR TIERAOMHRRICOWTHET 5, EBN 7 61 CHRALIS BRI 6 B, g1 B,
PERNETRTM, B FiERIGRE OFERIZ10-165% (FPYefEl3m) . B2 R - 1245 (fPyefl 341042 H) o

k) X TR T IEBIAT O AW BEFERE X, V) A TEHEN 4B, TFY T T = b ) A< TR
16l EWFREHANOPEA L 2o 72BN 2 B, F 3 A THEP S TEANOBITOHB E LTiX, HiEA
VI TH D T & HHEMPRWZ EIC X 2O REVPET b7z, EYARAREA & % - 72 2 BILANE, B
T7EB G O i K OIGEIME IR VIRETH - 72 (DAS28CRPHHILE0.99 [0.99—455]), Bz T ik:BMAE12:8 5 o B i
FOIGFIEEIAZE~ET LT/ (DAS28CRP 19246099 [0.99—1.87]), Injection site reactionsiF#RETH 1,
1PICBIGRICE B AN D o720, AEFGELTCEELRDDIIRD LD -7 B FEMBEEIE 2 22H -120H
T HIEFNE WD o7z UKD S ) X~ 7R FEEA ORI U CHHERA & i L CF&
THolzo BEMICHE LT, innjection site reactionsldBEETH ), ZDOMOAFEFTGII OV TIIHEHERA] & HiET
BHolze Tl RTHEEFOBEDZIT AN RIFTH o720 S b2 ) X~ 7T A O 2B i ge~
DOBESIERPEL TN D,
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P-1-13 Z2BREFMHISFHEMRERN (Y707 7 — VG LREREBESHE. BB S iR
ESHE)) DY« bh4a >~ . HMGB 1.HO-1 DEYRERFAR
O A7, BP0 493 B2 WA B2 B0 RS &m0 K% Ohi 2
K
R EER KA GRS > & —/NERE BT R R AN R R

1

[H] ~27 1077 — ViHHALEREE (MAS) Z~x2707 77—, THIBOREIGHALIS X ) BIEMESF A P H A oA
I E R A S, AR - MR E R AT R B - BRREIRARIE L & 729, SEDOBIIRER. K AR
BHEIIRRBICEH Do TWAH EEZ LN L, HE, RIEOEE, BIE~DAMPsO M5 2585 LT 575, DAMPs
D —2Td %High mobility group boxl (HMGB1) . MUMAER MAERKOWEEICEGRT 5. —H. NAFF T 7rF—
¥ (HO) EALEAZ5R L CInis NI BE S 2 B X, JORE OIIHNC AR LA TITTIA (sJTA) TOBEED R X
NTW5b, MASZHFIE L7zsJIARE 1 % LIRIT ) o WIS £ L 72sJIABE 1 BICOWTRESET A M4 7,
HMGB1. HO-1%#ERERClE Uy BRAREIR B & AT i & o2 £42 L7z, [Hi] TCZOE#HFIZMAS
ZPEFE L7zsJTARE 14 GEBIL) & SAERIHNIC #E L RINCTCZ A 8 A L& & SO ILFE L 722507 9 - Wk
Er 2L, Ak CKupfferfifd, ~27 07 7 —Y0HEHELAEGREROZNEE 14 GEFI2) 12DV TRERYIC
% DIL-18, IL-6, IFN-y. IP-10, HMGB1, HO-1ZELISAETHIlE L. ERFER, MERET oL &b
FTHET L 72e [HE] MEE L LbEA X YIL-6. IL-18. HO-LIZFEW S THh o 720 IL-18. HO-LIZFEHI 1
MASHATRE & AER] 2 OFFFREERFICEIZHM L, BRI D S AR L 72o HMGBLIE R BB UG IRF & sl 20uRs 123
HE %R L. MASBITHIZEE Th o 7205, EHEIZIEFILL Twize [Ra] BEfE O S & REICMASICH
1T L7 B3B3 BATHT & 0 IL-18% W @ fili CTIL-18. HO-LIZMASDY2 & MBI L 720 —77. HMGBLIZ Bk 24 B AR 2 5
b EHLTWAZ &5, DAMPs ®—2>Tdh 2HMGBLIEMASIZBATT 5 KA DOBINR 1T T2 <, FRICTHIRH % 3k
FTRIEDEMRICEG LTV B RENEDH 5 L E 2 bz,

P-1-14 A VJUFIITHEEINEYI0OT 7 —VEHLERBSHOSRBIEF S
FIERAERR D—p1

OARW FERERY, ek 2 Mt HER, @I B—'\ kA v fhig F—
TENLRE R 2 7 — Bl - ) < - BEERL CEMRER A m R bE e
SR LA R /NE R

2] ~2 077 —IHAUEREEE (MAS) (38O E . £ REEERERMEMA% (SJIA) ICBWTEHX
NDHREFETH Do MASTIZITNF-a AAFEWH A4 b AL Y EZEZHNTWED, Hie PTINF-¢ £/ 70 —F )b
PR TH DA 70 F <7 (IFX) 12L& D MASOER 2 ik A 7B 350 £ ve 4l HETEIRR & OFRZIC
TIFXA2#% 5 S N7-MASEHEDOSJIAD 1 JEBI 2 #%BR L 727200% 4 s H 4 VEREOZ 8L E0MET 5, BER) 4%
B, 2RSSR OBAD Vo Fbed 238G 5895, U VoSEIEE, IREGEETS 2 380, IR0 FEERIZ
4FERTH o 7275 BED ) HIFFHLTWA I R s, ALK EZHL, »y Z7a7y ¥ IVIG)., 7TAEY
YHHG &N L L, WHIVIGND USRI AR TH Y, BIk5 %2479 bMAEEON Lol ZO0H
EHENERE &I Ly 281496 HICIFX OB G- TN 7225k #h R ek L. 3 HOIVIGH R Th V #ih & 2o 72,
451895 H (2 13PLT 82x104/ uL. LDH 1337U/L. AST 96U/L. CRP 57mg/dL. 7 = Y F »54566ng/mLT & ¥
MASEZW L7z ABEEE (5599 H) DIMIEIL-18 1351500pg/mL & B Tadh ) sJIA & W S 7z, IFX&E %O
M{ETNF- a 1. 33pg/mLA%24pg/mLIZMLF L. PLT & S HIN & 72 o 7228, gk L, 7 1) 5~ & CRPi
FEAEZEALL d o oo MASICH LCIFXIZERTH ), B0y ba— Vg ge L kL, A7a 4 RS
WV AHEE (MPT) % 2 7 = VIfTHRIZE 9 RS MASZERL L7z 2Dk, b ) A= 7 (TCZ) %EA LEM %1572,
ABEHE227pg/mL & Bl T & - 721L-61F 3 W DIVIGH 1213163pg/mLF T #HER BHT W72, LA L, IFN-y. IP-
10, IL-la R &EDH A A 4 VIFIVIG, IFXE D iz m L. MPTHIZE 9 R KT Lz [#£] sJIAICB W T,
FEDIL6AME T35 —F. TNF-a 25 EA L. MASOFHEENEE INTOW L EEZ LN TV, ZD72HOMASIIH
T HIFXOR B HHRIIIZWETE 205, REFTIIMASEZIHT I3 ELLh ol YA AL TR T 7
ANHHEBOFA b A4 Y HMASOIFEEIZK BN TV D 2 EATRIBRE N,
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P-1-15 #H&LRBMUH—ICKNTI07 7 —IEMLEREZREL T2 2 BEEF S
FEIERIERR D16

RS TEHE
BRI ke /NER

[izLoi2]

G B PEAE VIR BB 25 (SJIA) TIEH10% T< 7 17 7 — ViHHALREBRE (MAS) OFRENHE SN TV,
MAS% 5T 2 EFIESJIAD TR & @3 2 N5, MASIZSJIADFSBEF O VFNOELIZ BT D FHRET 5 W hgMk:
WY, FEHRTANVAEGYED M) =15,

[#%m]

FEBNZ 9B 22 HEM9 MMASEFSiE. 2 H (65%) FEAERFICYEEARAE 20, bk - —BWAKS X
CIMiEHR Y4 b4 >~ EH (IL-18 106773pg/mLIL-6 246pg/ml) 7> 5sJIAL # 2 72, 3 18l H O MASHIE M 2 30 555%
46 2 BESE L — @M o SR EREE A2 R L7 3 HOMASOBERICTCZAZ A LUEIZIREA L E LT\,
4 |0l H OMASHEFEH O A B 2590 H OMASZ FEIE L 720 SIEVIIZ O N/IRETTCZ2 FR L7- & 2 AR
B EABIES 2 W RPRESE JE L7272, HAEIPSLEMTXE a v F VIS TIETCTH %,

[(%Z%2]

AIEFNZBIFAMASD D) =2V TIEUTO@EYERL TS, 1HH (TAZEE) - 21H Q2H%84E) - 3 M
H QHIIE) - 4mH (1THZE) OFF4 MNILAFORYIE F 7213 PR, 5 M HIEIMASO 3~ ba—VA+457%
REETOTCZHES. 6 M HIZCyAD LA Wi (PRESD729), 78901 HIX M A% 5. SEE5LTws L&z
TWwWho MASO M) A — 3L IEICHESTEY . SO X9 RAEGITIIIHREIZEE) L 72854 IEMASNO B % 4 12 25
B LEND S, BAEMASKIED FRMEE O 72O KEPEMERE £REGER (FHL) Oz 7#fs % PIDJIKIE L <
Wb, MASHIBDOY A M A4 Y REMIIESY — D —2 VT, M)A —DENIZE ZMASOHREDENIZOWTH
F LD THETHET 5,

P-1-16 FEFHICYIOT 7— VB LR ZE UL EFEMRERRD 16

O/ A BHAE =2y B 2338y 10k O MBIk B ¥ e
PRBREERF R ANJERE, 2087 B R Bl & 7 8 B e /s R

[iZ U] HEMEMAZ (JDM) Tl fiIKT. BE. B8k EOmRI sy AR THEITT 5 2 & 0% <,
FREFINC~ 7 07 7 — DWEEAGEBERE (MAS) I2E - 72#HE 130 %, S HIMASTIE 2 2 I ]DMOZ R E -
TAEB % REER L 72O CHE T 5o DER] A RfEE 2 8 S o KA HNINE RS, KAy = =7 L v
FEMHRE & 0T (BRI . ZOMIBIENG - ) o~ FHIRBORER 2 Lo [BUREE] F4E 1 H X 08, BEEoK
H & O - LURICE I8 oS+ 78D, EREEE 7 < 8109 HIZHTE AB. ANV RAONEDOZBK TT ¥ 7 1 Vi
WHIAT S AUREIRCL G 5514906 HIZBBE. 45299 HICFFEESE 24, BHOM. MRSURIEASH D (251338097, 33w H I
ABis WBC4600/ u L, CRP0.98mg/dL, CK67U/L, ferritin2366ng/mL, 4 & & 5CTRHEIMRI TR IZ I ST,
BT D RE 2RO LD o7z MWIERG T—HMET 5, H50% HICHERE (Ghiks). WBC4000/ u L,
CRP054mg/dL, #ifAME T IZFRD 3. 51 H & ) B D Bz95 & KT 25 LBl KBRHLAEMRT T KFT WL %2 587,
ZDHEWBC2600/ 1 L& MERTA AL L 72720, KA H IS TH585% H 12 URHEPE, [ABEskE] i
BIFRD R WER L ZBERE 2 8072 M T2 <. mREEEMICEEOL & MERFD ). WBC2999/ u
L, Hb12.1g/dL, Plt24.173/ u L, CRP1.0mg/dL, ferritin1760ng/mL, TG116mg/dL, fibrinogen511mg/dL, IL-6 13.1pg/
mL, KL-6 273U/mL, & fiRA TR R 2 < MEREEGND D o KEESEMRITHER MBI —3 L THEEED D .
B2 A S IDMICFIE L2 WiIT T ) JDM & . PLARSHUA. PLCADMBLRIEREME T, MFCT LR 2R
DT, WA MAA VIEICHE) MASEPEE E 2. 599 H X ) mPSL, OV ZFERSMTXNIRINE S 2 8 A, DLk
R SR, [REE] @S RJTIADALO/RNE ) o< FHEREBICB W TIMASZ AT 25:0H ). FIKABH I
BREFIE % 725 13SLER DM E O RINEE TH 50 AIEF TIIFEIERINIIMASE S56F LEZRE - St Iz
L <. AT R & & MRIVSEERICEH TH - 72,
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P-1-17 2 70KRAT 7 Z RNIVAEENRI U - MRS RIEIRE =+ - I BF R ERRN
D161

Ok BA, KH BRHE, I FIT hf e, =4F R
S LAk ) SR

FEBNZILZ DT, ABE 3 2 HRi2 SALHE, IR T. THROBARmAHI L, LZ2WISHRIT L W2 572, EE
BB CIRBW O o2 b0 LREOTL F=vyay (PSL) ZEBSN. ZOHBLREIRIERET 2720 A
B 2 22 ARICHTE 2 %3 L. MRURA CTHERZE % (JDM) &Sk S iz, HIEKIRA & BDOPSLA R L, X
MU FY— NEOHLZ22YEROSEDEE L DEFEOICT &SRO H IS BRI AL E o720 AREL
HHEHZS AT a4 RV 292 ifT LB, 55 WIERR I3 Uiz RBiRE S i BERE S b 2o L 72 28U ER
WA EE L7z BRI L &2 0 MEREEBEROAIHZER L. A6 HHNLY X5V yoffEzliE L. A
B8 HH2SHYZ7a AR ¥ (CsA) OFGZ2IEL 720 X HICABRIOH BIZREZ T T ) VP % ie1T L7z,
Z O PLUNERIRD O Y% BT ABE20H H 2 S M4Escifagei: 2 3 HMGAT L7257 L 2 22> 720 CsAIZHNIR
WCEEL, ABR2THHIZY 70k A7 7 3 K20V ZHE (IVCY) #ifT L7ze — KRR PLIMERIE A 13 HEFT L 7228,
ABEAOH H 2 SME L 72e CsAIZY 7)) LA AWCER L, U A%V VIFPSLICZER LABSSH HICEEEE oz Z
D% LIVCYIZEH AR 6 Mk 5T & 72, HOREMMEMERE AEER (AAHS) FHOREREZ T RE L
THLHBRREZ 59 5, BT & L CLIMERYURIC X 5 27 LV X — 0%, 250886 5T 5 38T L
F— O, 3EYA AL VMBI X ABESEZ LN TWS, —F, SRR IEVE B % 2 JEARE & 3
Hvrna 77— IWEMHEUEERE (MAS) CTIIL-18OME EAIC L VIR SNLETA M4 ¥ MUEAFEARNTRE
ELTEZLNTWS, REFNIYH, EHA b H A VIFER - 2PLNERED R R RSO LR 2RO TBY,
MAS & B OIKRE % % Z B E AT o 2RI, R E LTIVCYDRANTH o720 AAHSTIZEH A b A4 >~
JEICXT T 2 BN RI LR WIA, IVCY S & bbb,

P-1-18  TIO77—VEMLEREEZZULBMTUTY b —FR ESRMBRDF —
N—5 v FERBO—SRH

OILIT L i a1 Al AL &k sE7L =k 9!
WEZ EHEBELROERE Y 7 — /NEFEL
NECED EBEROEEE Y ¥ — NEEIEAE

Tl Moo ) 7~ =572 (SLE) L&5MUMi%k (PM) O —nN—F v TEEEIHTH S5, Trlds
Wrisic~ 27 a7 7 — DEMALEREEE (MAS) 22 L72SLEEPMOF —N—F v TIEGERE 2L 7272059 %,
[FEBI] 12308, FiFid 2 mE L JLMERIR A DR H BB S N7z BRBERT & ) ANV R 2 A N9 % 2200
PWEN TV, RBAFRICIEIVSER. CENOS A, AL, HmFEE. TFEEZ 070, B T ERED
HEVERT AT D o 72 AN MERE BRI ASEAE L 720 SLDHIE, &7 =) 5 Ve, &TGHLEE. Kb pg23I7ura
7 vEfE RO MERE R (MAS) L 2W L7z MRS A 7 u— R, AR IE. PUEiuRmEE. i
ds-DNAPUEK, PLILERIEA % B 7272 DSLE L 3B L7z F 72, ®WCPKIMIE. FAH O HF - J0I0 & /i KT,
FRILTCED SPMO B W #LHE 25 72 LSLEE PMOF —N—F v TG ESM L. SR IREARTH - 727-0%00
T R=ve SR ELE L. VMU E AR T L7z BWERRLERAT I, OV F AR & AR Fe 3.
TAX = —TRE, —IRITHREE A AROIGEIERZE % BOISN/RPSHHIV-G (A) TH-o7zo —Ji. MRITO]H
IR T2WI TR (g, KRG, =iz &) OJL#PAIChigh intensity DT L& RO T K OIEAE 2 RIE T 5
HARPTR M PiJo-ldik, PLARSHUA (5 48R H CPE) o LRI Rd - 7225 HPIUL-RNPHUA (7525
WEOHUR) O FE23ED. DERrS, AF04 F2SVAEEE S 707+ 27 7 3 FREIBEHIEEC X 2885
BN, AERHIRMSE 7 EOMBEFIT R OGEEZMHERL TWb, [#F%£] SLEXRPM Tl SEME SIKL UK DS D JIE~
OHGRELE SNb—F, MASTIXEY A M A VIER~YZ 07 7 — TV OEMILIGEEB LIREEZTER T4 & X
NTW5D, RIEGITIX, F—N—=F v TIEERICED L RIERERRIENT A b4 VEERZFEL - LI NS
P FEIERFISORSE L 72 A AL R A EYIE D MASOIREEICRI G- L 72 et b BETE \vo MASE R L 72/NE A —
N=Fy TG TH . SHRIBFERLTRICHT 2EFAOER/ILINS,
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P-1-19  HiSS-A/RoFUFDZIE TS > B CRIEMEMIKS RAEIREE D 36

OMRER B, Btk 1B ORI HEyp92s, aMy S—2 B 22 R Bads Pk 2
VRN BE  ANERE, ARG SLRSERE R BE  NE R

i

His L
H

MEREEAEGERE (LLTFHPS) (&, EEMWERIC & 2 —RkUEHPS & JEaEp BRI 2 “RMWHPSICH I b, —
WHEHPSO —2 2 H e % EHPS (L FAAHS) 53 545 4. JSIER IZHISS-A/RofU ik TH - 72 3BID
AAHSHREER L 72720, XA EE 2 &0 TS 5,

[5iE51)

JEBI L : 15, e 155 » AIRRIC, FER B AE B, BREO-oMNNE %25, &80 YREER. |
MERF A, WLDHILE,. &7 = V) F ¥ MUEZ 2. 5 BRI CHLERE AR50 v, HPSE B, PPk,
BISS-A/RoVUADGHETH Y. ¥ o — 7 L VIEBEIC X 2 AAHSY SN2 FXFHF ATV ET 7T XEY Vo
HiZX 0ma L, BIRGEIR, MEBETRE b L. 174 » A, mPIRIER. L1 2 —3l% % #o, PidsDNA
YUk, PIRNPHUADSBEETH ). MCTD & Bl S 7z,

JEBI 2 1 220, ko 1R PESRIETE M/ IR A PSRBT OFGH 2, PLIMERIRA AKHIARILE ., PUEPUROBREE 15
Tz, 22i% 8 BRI, B, MERIRA OMEST, SLDHIMAE & &7 =V F VA2 RO AAHSE W L7z, SLED
FEHIT 72 S DS, PISS-A/RofUAREYETH 0 . IR, ERZ0, Y ==L VERB LB L. AT
A R2VAFEE SOV I F VBT I AV v oRGICX DAL, BRER. AR E HdEL 7.

JEBI 3 : 200%. k. MIBKIOZ 588, K. BETROMAEH WSR2 2. MBRFICAHmEKRA L &L, &7 <Y
F UV MIE % 8. PUEHUR, PISS-A/RoPifhDSBETH ) AAHSH kb iz [UBAEME MERIRY > F 7 F L %470,
V=7V VIEBERE BRI SN, AT O A KOV ZREE TV, BT RAEEGE L7z,

[(Z%2]

NI BT B AAASO IR & L T3S REER BB R CSLEOI|E DL (. ¥ = — 7 L VIEFEHOH
HEZ L v, HEBIZBIDD B, 161IE 2 EBRICMCTDOBMICE 57225 Mo 2813y = — 7 L VIl E 3
Wi, 1ENIWEEERE LTRO LNz, o — 7 L EERIL. MoBER & ik U< EE 2 S0E IR 75
W) e R IREE 2 LB E LW ENL WS, HPSERIET L2 L H L0 EILETH L,

P-1-20 BCGEERICEFREYILIA R—YAEDERZELYI0T 7 —YiEHEE
TERB = SH U7 » LRSI

Offik SSHIT, PPy M, Bk 5275, RIA 0R. SeG b, 5% k. RH Mz,
i A, — R RBEL I IR
FEIRA- T NER B R

GEGI] 7 7 B [FER] B2, 5. WikoRma [BRE] AR 2 » ARCBCGHME L 72, ABE1 » AR5
BCGHEAIE AR C TERR L. Z o X 0 Mgl & mifll T, A%, W o BN miis 2 M L7zs ABES H
RO X ) BEARR L 38CEHEDFRBADHIL, WEEHAY O TV bE L holOEEZZ, PIRENR
T5LRBFER L, LT L D Do 720505 < 2 ) MEOEE S EL L, ARIET, H5AETH Y. YbeiEhré o
720 [BUE] RI384TC, (OMA%K1720H ., ML E361], BCGIEMENE P O F8k & JEIE & #U&kd 0 . Wil g se R %
PRS0, MK EORE2METRICKALI~2Mb 0, PTEAKEMEEFEED V. MEKRE TIX
WBC21800/ u1 CRP6.93mg/dl Ferritin109ng/ml SAA183.6TH o 720 Wik TWBC5-9/HPFTdH - 720 MRIKiHET
3 T D A i o0 B B B & BN IR Ak A % A & 7z IO RL14795/ u L. A IMER49% . 7T LG
BB TH o 7o [#R8] (LIt % & IRBEAYE IR ETE W), CTXEVCMZG-HIE L7z, BHIZIZ
WEDJ A & B HBINICH ) PUERFAT TRBE AL EZ A, ARTHE»SEIER L 479 39C ADIHD
B 7o MEMA T/ MNGRA & g 7 = ) F > O W 7% L5, FDPED-dimerdFH W% LA 2 A Lo, ikt
THIRRERO®IME MEROEFEEDH D, ~ 77 7 —VEMBEGEREBZBW L, AF VT L F=va v v Ak L
RO T VREREEFBILAWVESRHIICHE, T FovarEyrsuAR) vFEHICTaryrha— Vv BIko
720 FEIRX OV EERETS NV IAL K=Y A% 9 7203, CARDZ2/NODZEIE T # MBE L2 BRE IR LD SN h o T2,
[£%2] BCGHEMZTBEICH VL a AL F—Y ARDREREZ X772 L, ~ 7 107 7 — JIGHALERER: 2 &0 L7225 B o i
7w, CBREZLEZMAHRET %,
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P-1-21 =it DFIEZRIET 5TNFRSF1A-Thr61ile/YU 7 > b D16l

OXVE FHil, JIA M4 IR B4 fEdF S IR S3 APREH —Z:
REPF KT ZB FHRE B 72F &5, R e

U RORS BRAAER MPEAEE  NERR CIERILR SR 25— N
SRR YL EE  NERE

[iFUoic] FiEtkhiEe (FMF) (LB FBREE OBV, R E ) BEZ M E T2 HORIEKEATDH
0. —HTINFZA AR EEMREE (TRAPS) 13 ORWEE, FiFEOERLIFME 32 HOKERE
Thbo FAIZFMFRDOIAER KET 5 SMEFVEEZFICIZER 24 &9, TNFRSFIABEEFICTOIZ R #4535
1 BB ZRER L 72D THES S 50 DERI] 23 » HoRIE, A 6 7 HED S % 1F ) BEFE2 KIE L T
BY., HOEEB OB W TYRENZH. KRBT RE I LI3EL, BIEZ137 A ROHE TR X,
JERIE R 2EAT L. ZOBIEEERD L. AEREENIZ230TH Y. BEHROATHRICHIEST 2, B
PRk S, S YRR, D%, BEi%. Wi, RBREO RV, BEFEEKROWBC : 18170/ ul. CRP:
1047mg/dl. SAA : 2170 u g/ml, FEFEVEEEOWBC : 7200/ 1. CRP : 0.02mg/dl. SAA : 30ug/mlo #&HHAM ;28
MAE B, FRMREREE L, TS ECTHRAE CHMEY ¥ 8o UBEE R 2 5D 7225, EOMITRE % 720
drodze F2RAERRERMASEEETH Y . FIREALE NS % T L7245 O 22 REii IR0 205
7oo HEFEMEIIH LT, 7L F=v0 vimg/kgk MiMEHE L72& S AMEL, D WET L5 R CERIE
HRL72 BIEOTFHiE LTareF yWikze ifkA003me/kg$ Tllidd L7225, 7L K= 1 5mg/dayfk 5 b
MR CTH o720 31 HHBENS T Y 2Vt 7 M04dmg/kgZH 1 M TG ZRIE L2 & 2 A MERALNLL R,
BUEEMREZ I L Twb, [EE] REFTIE, aveF VBT, 2794 FIZEESIERICEAER). /-
7 At T N OPERG VBN H R TH - 720 T61IRPRI2Q &\ 727 & E O TNFRSF1A# 5+ MK
T5EEZLNDHCKIERBIER TIX, FEIRDTRAPSHIMBIG] & X B2 2 W fethdd ), T/-EFRL LK TE L0
HelEDsd 2o IKIEBERETEMIC L 2BEORIEREIIAHTH Y. SHORFTBETH 5.

P-1-22 REBIC&LYEZEIENI-BOSREMLRED 261

O M+ P B gk BEL e &2 A IER!
DRERFMBE NERE RN B R

CEBI 1] 7o RIBE k7 b€ —MR2fg 90 BUREE : %7 2 HE X ) BB L. BB O EF
T E L72hs, Rl L7z ERABTH ) WHRISTUED 720, BB ER 22 Lizo B ERORER,
FHCEEIEN ML 2 D 72720, BV af F—v 2z b, A&l H i SRHIHIN 22 Lz BRI
B TS BALIE BB ES 2 52D 725, BT S O € O R E I IR0 IRFZ %5 s L OFHfMioTy 7 2
MEra—TLRELBO LD o720 BURE, WAL AEREF VIS F—2 X (EOS) ZHEV. #EIET
AR & 4T L 72T, NOD2:# {2 F12p.Glud83Lys~7 B AR 2 8, Sz Hie Lz, DEF 2] 5 AN ElkE
$39:H, (AHE2866gTHIZE L, MEURDIRIE 0 Lo SR © 20 M0 B9 =5, BUREE « AR H X ) SRS HES
PAELIMBIL, HHB 720 4288 3 2 HIFIZ, EEE & 0 AP RHI N2 Lo ZIKLIE L BB S N 72hs,
BB DFERES B 7280, Hdk 4 AR Y BER RN 2 L72e Mk d ¢ WBC 16,160/ 41, CRP 3.9mg/dl
EEAZRD, 7V A v HEEEIERESGEGRRE (CAPS) Z& &0 HCIEMRE DN, UFHIHZZ LT,
WIS D3RO, BEIRE SO R o7z HHEANH, R S5PATHRE 2o THEY ., WIHhdEER
WD Lol BB TRE 2 < WHRAIZIER . CAPSZ 5V, @Efx A% 1T L7z, NLRP3#E{Z T
(2pJle598Phe 7 N5 2 580, BT 2 fEE L72o [FH] HOMEMRADS C3RBRFRI B FEREA L,
IRk D ZIGIECHF B 2 Bt GEE B, BEER, MUERZ L) CX D ZBIISH TN 2 2% v AR 24E
Bl & bW 5 2 FRIRIE R B2 95 DAV OB D 2o o 723, EB] 1 TIEBEITAFEIN 2 B2 BT B, ) 2 T3,
AR H XD EBT A2 RBICE D, BINTES 2 ENTE L, HFE, HEREMRREIZB W T O EWFAWERA 2 D
PBOIRBICHBIEMN T 2B ERPTREL o TETBY, PHRYEDZDIZH, RUNHEY Z2ZH2 352 &
DWHEEER S,
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P-1-23 [RIEEMEMERINE SIRNIEREFICHLA A26 £B5 154N UMEFVIBRFER
ECIASTEIEFERZ B DG

Ot it sk B v EE, D BERERY, A F B, R B 5 Hr
ANEP OSBRI BT S IR AN BEAR 2N MR RN, B PR
PHARBERRSA/NERE, 2 HARERER AT NI EL S, S H AR BRI

WO F R EM R ) v~ F R v s —

(ZLBIZ) K& Wigk%E REEIICIGE L2 WikBUE6 %2 KR L 72 @72 5% % 2, Human Leukocyte
antigen (HLA) & H CJEMER BB G 2 ME L. M & B ICHLA-A26 & B51 25K T MEF Vsl {528 5 (S503C)
L CIASLEE TR (G809S) Z il 7z IRMERZ D B 25, IO T 7 7 Wik, IS, RE R
DRV, KA B 2370707y v LR O EMESANNE 2906 L7z, GERID 12 T. 12%4 » HTHRE ) R
PIAE. IS EA, LUPEPT B, BB, BARSRS. M REIR, BRSSO W h d o %, WBC 10500/ul, CRP 0.04
mg/dl, Cre 059 mg/dl, f2MG 2.0mg/dl, Ca 10.3mg/dl, ACE 332 U/l, Cys-C 1.01 mg/l. W& f2MG 1198, JRCa/
Crelt 0.1, BHMETIZ. WWEOTIEIZRME RN DH Do 20%F2 1 o HiBH CHIBYIRE PH 0 B A & 2 O SR PR 9 K
BHHERZ TR E U7 SE i 2 3 70 RIS O — 3RS AIRAL 2 D 720 SRERMIC VMR 45 12 B U 72 5% Bk
KRB % B 720 GEBI2) 12K To 11 9 » H THRE ) BAIRE. WSS, TN R, BE. . 8
FEAR, BEIbiEEoOWwT D D%V, WBC 8400/ul, CRP 0.1 mg/dl, Cre 05 mg/dl, #2MG 1.8mg/dl, Ca 9.3mg/dl,
ACE 225 U/1, Cys-C 09 mg/l. JRH B2MG 290 (ZD#669) , BCa/Crekt 0.1o BHIRETIE, 2SO T 13 R4S [
HI2H %o B ORME O —IBITHIKILAE & iR 720 MIEIRE P O HALER O % 780 5 o RO VPR %%
OFFRIH S THR WV, (F &) HLA-BSLENR—F = v M THREEIE V. HLA-A263 5 & OBEDHE S h
TWh, COMPEDOEL L ZHEALTVEBEEIEINR—F = v MEBELSEDOIBTHIZETTELESbN A, &
SEBNEME 2 A LTWwb, MEFVHIEBERZHEETE LTHESNTWw S, RIEF TIZ, MEFVIZS503C4 %
hetero ., CIAS1IZG809S% ! % hetero THRA L T\ 2o AIEFITIE. X—F = v MEphidkiE 2 2420l 72 2 2 nas,
N—F xv MEOFEHE L LBIEERVDH D, T2 ZEIERZRTEBR, FLaf F—2 208N % &Mt
DVWEETH 5o

P-1-24 FHTOXNOVEFF—ERIBEDFESD

O F2h & PP W FEC, WA FORL B FEWY BES SORRE
ANECBC, W P N s PR RS

RS KRB REREZER  SEENEREE, CRUERARREE  /NERH

SHER LA EE  ANERE CeEREE  NERE CEYLSARESERT AT I 7 AR V=T

ANa VX F—ERIBE (MKD) (ZFLEM X 0 REEME ) BB RIECTRIEL. AHAOEN & L TEELREEAT
HHN, BA»SDF L T o2& IR, SRbIvbEEERAEZITV. 10lOMKDEEZFE L7z, BEIE
IVEDHEREREILIZB W TE MR RRGEZ 2 L, BCkOHS & B2 AMVKEIEZTFOZERNE L B bz, HfE
BICIE AW 2R EA 2 W72l R EOE ALY, A7 04 FOE - R Ocatch upAHA SNz, S HIZZD
PR B NEFEIRD S B W E 2 M2 OIS 5,
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P-1-25 I XAFIVESICLZHMERENEZERDHT-PFAPATEIREFD 161

ORE #+ BE Bt sk 2250 M AL, KIS 5K
PR BRAEER WTRERIEI A NERAE

1Z L#IZ : Periodic Fever, Aphthous Stomatitis, Pharyngitis and Cervical Adenitis (PFAPA) JEfEREICBWT, A
T4 PG X 0 BBFSERHOFEHAR SN Z L MONT WS, ShFkLI1ET X F TV U B512 L 0 386
WIS EAE L2 o0, SEEGEVERIN G FfE L7 2 BB L 720 THE 3 5. ER - BBWiE 1 1 22 H o B, &
% 8 M HE L FESHMA4-44H, 25H MFREE L. FAGERERZ LD T Wbk - OERNT 75 - SHERY » /%)
AR 2 £ 9 S8BT 2 E L Tz FRIMTICRPEEIFIC 7 a A v ¥ b= VIR CaREEZ /R L. i EREL ik
B, G2 &hfEr a7y VE, U 8BRS Ty MEFTRE T AN T Y ERIZIER T, I~ B I ECT
TRBEFLZBEOL N oz BEKATOA NG THP LIS L, PFAPAJEBREELZHIL. 1M3 AL ) &
AF VUG EMMGL72, BEAFEIIMIZ1-30 BICEM L2A% BB L3140 Lz 1 IDHKIZY 2
FUVEHACHBICHRIL L2 25, SEAFRRMMIE2-5H, A2 ABICEE Lz, TO®RIAF I HEE %
FERA L. FROZEAFRE I L4, SBVEM L AR L72hs, SMAT L D IRA ICRBREEZRO R B YD IV AF Vv %
ik U7z SEEISVERFMIE YA b A Vil TIXIL-6. IL-14. IL-8, IFN-y @ ER- %380, FERMRI L &2 2
FIU UGB TRELMEZIR SN Loz #iE 0 ¥V AF Y U852 X 2 BEBSH 0% % 380 72PFAPAJE B
BRER L0 YAF Y UBERIBTIEYA M AA 88— VICREGHERE ST, BERIANTH - 720 A
BITIZ, ¥ AF VU E5ITE 0 BEFMEPBINNT 2 2 AR D - 720 OO, FEEER T O JHE 2SQOLLH (2 FF
517

P-1-26 EEEEXW TIF
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P-1-27 LERRFREIMEZEUMERN—-F v MaD—pFl

OFFF FORERL ARIE 60 BB 00 A 227 W IS, Bl &l 25z HE—
P JCF2 BKRE R, Fil b’
YRR BRAAEE NERE, EAEE R NERN CEILRY: PR AR

N—F v b (LUFBD) (&, B RBREIR - BRIk 2 B8 e U, e OB & S 24 ) KB MR B Th %,
FRAGILEWG BRI & SNED5, M - ik - IBERE L G0 2 550 E TR ICEmIC R D 5. SR~ 1A
75 BRI A 2 SRR I A BD E BWF L, A7 a4 NI L GEERHIAINARIC X D L 2 BB Z B 72—
Bl 2 2 L7z JERNXI2 0T . MR AR 6 BRHT & D B - WA K5 X9 1I2h 572720, IEK CHEFMRIR K
WA 2 ERGADMT DNz, BRI N R o7 L2 LZOKLEN - ISR L TB Y, 2H8ME»S
BHERZADDL LI ONERZZZ L2 2 A, EAMEMERE & W o 9 - MILHEZ /S Nz, B
MR T L RAREIRI - AEAREEIRT - 7L VIR - 22 PSHERIR V08 2 1 0 70 I IR M A4 255830 & L7z 72 DRI IS
THUEEEFREAT DN IzHS, EROYEER RO T, YR ARE L %o 720 PUBERHRIEZ MG LoD, MFBeiipist
BHC TR MM M 2475 WIS PR E RIS SN, 2ok b Ik L T Wik 2 & 72
FTHERBIIOVWTHREZ LD/ L 25, MM TIRIGERIS LA (CRP 1.6mg/dL. ARIERILFEHEEI2mm/1hr) |
fliRIEMEAL (C3 174mg/dL,.C4 499mg/dL.CH50 76U/mL) 23R Hi7z7s, KM E PRI TH ., SRS
REEZRET LIRS ED SN oz T2 ABERHICHRIERLHRICT 7 9 WRENLELTB Y. RiEEH I
MERLZEZAMFEUMASIENT 75 2 EL TV 2 EAHBI L, & S5I128 UGHKE - HLA-BS1EM:THh -
722 2 5BD (MEH) & 3BW L7z, PLstfBEICH T L 7L F=vr Yy B0mg/H) BLXUIa7z /) —ViEE7 =
F v (500mg/H) HWIRZBEML7Z2E 2 A, WIRBIEEH X D ERFOFRZIEIBEM L. T Ok bR - WO IRAFH
WA B2 LR, BHIMRITIZIME O BMEIN 2R L TWb, MEMBDIC X 2 M X A7 8N LR By iy
W D505 AT a4 FELEEIHIFISC L 2B 2 EWICIT) 22X 0, MURREORE % sk X 3 K
OB L OHBFFTE B EEZ BN,

P-1-28 A20/TNFAIP3EIZTFERZRDIRIFEN—F T v MED1RR

OFAS N, 11 B, HA S5 B BRRP, vPR BoEl B —A
N !

MRMREEANRBE e I TR, P RBPR T B,

RN AR S SR R M S

N—F v MF (BD) ZEEENT 7 & PEiES. HERMET PO BE%, MEEALE R BRERMR S Lk & O EIR,
FeifiEds z 4 iR E Ly SO REL ) BRI IERAHOHREIERRETH 5. FROMEEELELEETS I X
RICBU D RIERBEOWMG 21T o728 T A, NF- k BREEICHIHIIZ/EH 3 4 A20/ TNFAIP3O #5128 B ASH 2 &
N7z

B Th HMER 1 1X17%. BT HNFHIEA 70 —ECEEROZO Y 70 AKR) ¥, I V) E U THERIS,
EHELINE, BERREE. SEEABERRR Z. BEHDIMB L, B MEL R L7 sHRSkEETHIBDE
Wi MEIAEEY A M A A O LHA2FED 7225, W BRICIEFIL L7z AER 2 13435, SR 1 OR8N FENS
N EZ#ED R L, 1780 5B BIHER 2 IE-o 72, 28, THiHILERE D L IEEBD & &, JER 31k, 71
i CRER 1 OB, FZEN 2 SHREO LN, 8. REMERLBERRE B, B 28 0 B L7z JER 4 1.
ATiE CHER] 1 DR IRE. A2 REICHRE PRI S, F88, BEEBiESs. FZEIERD S5BD & B, SER 5 12185, HEHI
1 DRtk HEGTEITINSE, BREMEE. BEEE2 S5BD & 3B,

ENF L7258 1. 2 O R MEAEIRIZ R AREIRD 2 WER 1 o & i L, fli#koIL-1 5, IL-6, TNF- a FEA:
DTCHE L TV oo RIEREEOHIHIC A 0vb b Ba T2 RELZE T A, BDEHE 5 4EH TA20/TNFAIPS#E AT O
AT OEAERER (728G<A Cys243Tyr) % i, JERD L WIRER 1 OB TIE I DEBRBA SN o2, T2,
SNP7— & RX— ZZIEEE i3 % < AT L 72330 O A CIIE R 2D e h o 72,

A20/TNFAIP3/ v 7 77 b~ ATlE, EWEGERE R EOBRMEIEMEE L. HORIERE R EE2ISIET 51
FEMEAVRIE E N TWwWA, A20/TNFAIP3IZ. RIP, RICK, TRAF6Z% LD x5 Vi Z2 YW L, NF-x Bk &2 8]
FIIICHIEE LT 5 A%, Cys243TyrZRIC L o TREDVHH CEITBDARET 2D D EE X N7,
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P-1-29 EEIRFOERNBILEEZMICERUAZEBN—F v MaDd 16

OmE FE—" W Rz E W AR Jee (i HE—1 By lia 1 Rl 3
L NI o L v v S ST ENIR UL S 5 e

R BRI NEBEEE Y S —,

Atttk A FE O EE R R XU ERELE Y —,

SRR EE  ANER ESREAE S MERENER SRR RS R RAEAR

N—F =z v MEiZl) DRSO T7 7 7 s, 2) KEER. 3) BER, 4) SRR % FEIR e UBEi2&m™E.

RS ILge, HALEHRZS, MAIRZ. ACMERES 2 EEIRE T2 RETH b, X—F = v MREEKRDIZE LR E
ET5HIIMA THENR—F = v Mi, MERX—F v ME, R —F = v Mk EOREEX—F 2 v b
WAL LIRIEDONY) T— 2 3 U 0%\, F720 IBERINR—F = v MHEISHHT 5 RIEEG R B ORI T %
OB S FELRZMIEI LI LIRS TH 5o 4 3R, TH. RHERE. BAEERZIBERE Lk T
R B9 2 840 S TR S 7z 7 i B JERE B & #E0% U 720 WIEBHF IS T IBOK BAHT o A 95 R0 SSE BUS A H 37 B 45
SEPERFEVE T 25 R0 F CURIEREBERE 2 SR W3 & U C# 2 7225, BIg I KAEME TN 0 RS BT U F 3R L & i
HT THEE» S KBIZP T TOLRMETS A ZRD 72 OREINIIAEIN—F = v ME & B (SHRORHIC
L 7 u—VIREOBWIIEE R W7 TR S B 7D WS E E XL TnE) LTHRELG Lz, ZOERM %R
AL, 787 OEKOMBERZTHE TENIIFEVWTH 5,

P-1-30 BARD/NBHERFRIEN—F T v MEICEHI1FBICBD (International Criteria for
Behcet’ s Disease) SZHiEHE DEE

O gL i k2
VE BNE RS 9% e Immuno-Rheumatology Center., 2 J11 & B

[BW] BHARO/NBIIFERX—F = v MEICBIFHICBD (International Criteria for Behcet s Disease) #ZWiZki#e @
EEIZOWTH L 2IZT 5, [HiE] HANLY 9 FEEOR—F 2 v MRT—F 2 77V — T 0208 O HEM
R D353 5 BRI & 3 QA2 20124 (2 520l L 72/NBIFSRER —F = v MREERAEZ IS, BMENR—F = v b
i & B LR 2 47 - TW B IERI D 9 HICBD (International Criteria for Behcet' s Disease) #ZWifEiE % i 72 e
BlOEIE 2 MET L7ze & HIZISGEER#LHE (Criteria of the International Study Group for the diagnosis of Behcet’

s Disease) 3 X WEAFE)E OB WML V72354 ORI & ks Uze Dlidk] ANEIISSIER—F = v bR
HMAIC LD BRI NL5240 9 B ICBDZMIAHEDOMET A HETdH - 72500 2 M HRIZFHEI L 72 & 2 A, 70% D
BIAFEHE 2 7z L7ce S AUIISGEIRZEMEZ V7236 D RIE (B1%) B L CREEFHE OBWEIEL V860
JEEE (60%) &0 b Ed o7z [am] ANEIIZER T, AABEERIEE <2 IR O BHFE AR 72 D 12 HE 2k 0 2L H#E T U
JEEPMENIES DD 0, NED72D DD VISR I N Tz S OGS T, HEROISGEI B HEHE R JF AL
Sr A O W ILHE & Ik LU CICBDIEME 2 /NBIIBIENR—F = v MEICHWAGAEEN L ) BIF%2 2 E2%bh o 72,
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P-1-31 MBRMBMESHULSE SBRNTREL. AV IUF YT TRSCE> SR
A—F T v MED 16
OBl 2 Jek S W BT s BEER, R R4, W E—,
o

VEHURA: REAER JEREM] - ANBEESAE, CHWHNRREERR G Yy — &
SRHURS: BRAHR BLEINRES

Z

5

RS e Rt

(L] X=F = v MEINEHOFRREIHEHENTH ). 2O T IREGHED TN RN S S ITHEEA
Bk END SR HIXI0ER I HERERBEZ D RE PR THIE L. AT a4 FIFEHOR 1FEZICEED
JERFMRE E 72 LA 7 ) F IR THRGICE S TAEEN—F = v MFOFREI 2R L 72 STHRIVE 2z TH
ERRCE

DEG] 2105 K, RE28kge ik - BT, MU, B, WEAUEE & RBIER ISR F I Lo W 2OER R
RO TR, BE, AEATHBL L. IR C RIS TREB IS & 7o 7o SB230 HICHREHS TRRIBEZ & b
R MAEE ) RRZRM SN, YR & o 7ze BRBROGEIRTRIENT 75 1 29, A RS 1
PETRO 720 MARICIRERTEMD O« #3415, A02TH - 7z MEMRAT TIdH MERkIZ10800/ 1 L. CRP0.59mg/dL
WD ER- 20, HLA-B51, A2603 1 Tdh o 720 BIEHTRIX, SET I EEMRAERIR (OCT) TIEMHRIZ4
JERIVE IR IR & B BRI O S IR B 2 S0 720 AN —F 2 v MHE LTAT 0 A P2V A2 FE4 L 72
LA, MHERIZHER2ICYE L, HABHE L7z, kL L7V F=vuy (PSL) % 30mg/day& It F
Y& BB L7z PSLZ#@IR L. # 14#%. PSL 5mg/dayWARHICEER 2 < #HEEIE, IRERFTIMAN I L 720 OCT T
BRELREETRIE o705, BELARENOKRTEZA LDz, X—=F = v MEICLZIERFREZE R, BEDR
TaA RV ANMEE T o728 ThH EHRPITHEIRSE, W EIRZ 52 720 AEBI AR EE 2 & 0F 5 2 HIEHI T
H Y. PSLODVRFHRGH+ IV e F VIR LTI TH A LIl L, 4 Y 7 U F I~ 7z L7, <
DEIERO TR % < BUE8HB B X124 v 7)) F I~ T GHk#t L 2235 PSLlliTEH T %o

(% Lo] WHRKEL ) REEHEL GHET 2 AR —F = v PRI L CRAEASREE LTAT O, F2OV R
AR TH o 7o BRMEFRIEE LTAT 0 FMREREKSG+ Ve F HETIR TAERIEHIE L, RIETTE
Thotze WHEHMILELTA V7 ) F I THEGIIE ST,

P-1-32 [REZZEICEEENI-ECREEY /I \ISSEEDHTFHI

OFR HEN sk HZ2 sk B, Sl W5 IR K12, KD #—RBS,
AR PRAE I e
HOLER R AL TR v 7 —  NERE CHRRIRRERT: NERE CHROLERERT: Rk

[1zLic] BO®EN) o sBE (autoimmune lymphoproliferative syndrome : ALPS) ZFasikfFD 7 KR b —
¥ AR OB ECTRRAEIR L LT Y SEilER R MG 22 &) N RRE R By 50 DEBI] 1, g - B
JEICHFRE T REZ E <, FOHEIIEE. 201445 7 A2 388, FH. BED VLRSS, ZOBAEREEPER H PUiE
KUY O SBERBAZH L o7z gtk (BIROR) 3DIRICEMBROE B, FEE D & L RN
DIVE BN 22 SR T SN2 D 5 b BEHAHTHRE & & O IERIZSEMEN, [RIEE] BoRKE2WE % I
s Twab, [BW- Rl U v HilERR, PBIEAGE L SRR L L 2 ARRYWE. M - R, R,
JH-5E B 25 A3 A 2 19 C R M Ildouble negative T cell, IgG. IL-100 8% 872, BIB R OB ORD ) V8%
PHAB L O IL-2CTHIF L Anti FashifRIZTT7 R M= A% FHE L 72, Flow cytometrylZCTAnnexin V &Pl (3
It7a 51 o 24) %H\:DNA content analysisiED 2 HEHTT R =Y RO B Ik o7zs 200D FPFETa
v M u— )VETldanti FasPufkiZ & 1) apoptosisiZ i FERAFRIICFE S N7z B Dannexin V+PI-T cell® Al 2>
SEMETH - 72H IR E ZDOR X Annexin V #: & DNA content analysisi:anti FashifA CTapoptosisiZiFE &z v
L BMR Lo FoFasBEHZ R Y — 27 20— - sangeriB I TR L7 2A BT b I —nER
(pLeu229fs) #if¥ 72, F7-FMF (Familial Mediterranean fever) #fxT-OFEMVZ R MH & 72581 STl
FEIRIZFRD 2 2o 720 DL E X DWALPS-FASE Wi L 720 [#% %] ALPSOFASE % 1ddeath domain®heteroZs
missenseZ % A% < dominant negativeR) 2 L T W 5 & O MEN D % HARIE B OFasitt fn T 54 1ddeath
domainTiE % S N T AL X - TFAS%Z 41 L 7zapoptosisAsha & S N THSE L2 etEd D 5, 4% B O R
BOABRL MBI ICH Y3 2 3 DOFasit (5 - %5 @ 72 OLymphomaZs D EM B O GHFICEE L AFSKM %
follow up L TW < LENH 5,
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P-1-33 ERHARIERDETEIS EPISFIEERDER N
Omé Al i M3 Rk ST Pl @, Bk BRs, ANEpsy st

VENLRE e v 7 —  AARBIERNERR e FR
PENRFEAEM T v 5 —  SEIWRERNAHE AL

[B] EBYERFEE (CGD) &, SEAE D720 B 2R EYYE % 4 0 BT FERMRIERSETH 5. sl 2T
DWW TIRBAAED MR TH 2 2% R PBEOEMIIEMNEERE (IBD) Hokk (CGDE%) #AB#3 %, CGDE
KT P IR, B 2 SRR (UC) WM LB REREET 5, 2hE T CGDEEDOIGEIM %
S 2 JLMEIIRE . SN TB ST, EIEERLHEBNEIN 4 ORI S 2 Thve 22T, /ANNBUCTEEIC
RN E N7z A a7k (Pediatric Ulcerative Colitis Activity Index : PUCAID) % HWC., JHMREEMIZCCDE 2 DIGE)
PeARME L7ze [Hi] 2t v 5 —OCCDBSIER D166 % xR, HFBAITHET L7ze [RHR] CCDMG SIS HE Ry
\CPUCALIZ A =2 LA Lphysician’ s global assessment (PGA) & DM A SNz S 51T, 6 RMIZHEIEL
7B MIERCGDIG 24iE (VEO-CGDIE ) Tt BRIERDOELTHE { PUCAIIC X 5 HAEE D H\vye VEO-CGD
WG RIEBID 8 BID 9+ 5 PINEIEIZ G E N, BIEBOEBIVATOAL R, 4B T7HF47) . 70 AR) 7,
H) R A FEGEH, 2 BIASE M RN %47 5 720 CGDTIZ S ket & B T2 R L OIS TWw 575,
CGDIG RO EAEE & OBEIZFED e 2o 720 [iiw] 412 Wi A HBICPUCAIO A FIMEZ MG 52 L2 25H 5 o5,
VEO-CGDIB £ Dy GBI 13 5 MR Th 5 2 L AURIE X N7, VEOIBD & AEEIC, HRGEREIEIC L 2 %
1ZCGDEG R DISIELERIC & - TR D WA D 5o

P-1-34 ZREFMEICHIZ BERN . B TERR GEEERIERIEMY 2 INEikZ SiH UTcC3RIGTE
D141

OKR&E A, S8 sy, Rk 2wk Bth, KE mFEAL BT 05 & SR,
i S =N = o
KKRALIEEZ > 7 — /AR

[1FUDIC] CIRIBAETMISERE, B RE 2 RINE & 3 5 EYWERSLEMER B, BRa & oRBEEA I % a0t3
LRRMGIERETED 1 D TH Do Slul. ZEAEITIN 25k 4 REERGEE 2 L72CIRIBED 1 Bl %2 M3 5.

[EE] 12581

[BRE] 2 Fhe & 4 FRRICHIRERENC & 2 WIIAE. MiRICRER. 4 F I BIRgMEoRE %17 C3 06 mg/dl. C4
11.0 mg/dl. CH50 3.2 U/ml& CHEMEATHIA L 72 C3ifnTICR478X, IVSO 2a>tD 3 ¥ 73877 ¥ R AT a A ¥ % [6 %
LC3KIIE & B L7ze 5 F N SSTAAOTHINRE G L7225 B0k Lz, 6 FREICABREH 0%
JIEAE % 22, IMiEMMP-3 529 ng/ml. RF 411.8 U/ml& &Efii. MRIIC TIrER0 5% 8 5 I IRIE I /% 22D 72,
NSAIDS, A b ML FH—1, ZVvaanFaf FOKGTRRL, BREIERIZZRD S o 725 Fifd 51l
BT 3T —Y¥ e, PrSS-APuEREE X 0 7 FEFICMR sialography % 47\, Z2 B F IR ONE VEER IR PE R T /L % 380 726
O FWE, FEE, AEFEEL. LSBTV Y oNEIMER Z 500, AEFEER) o H o A CHURERVESSE M ) VR D PT L %
2o ZNVaaNF AL FOREG TRIMEINICH - 7205 RERICH OO > S0 lER, iz ilo
Streptococcus millerill & Z{LIRME) Y Xk & W LINE L7z, SAER ofE# P, HUSS-APuRIEBEEFekt. ANA
1340659 56405~ 1 H LT 5,

[#%£2] CIRIEIZHAE29FRITREG OHEDH D . 165EF T 52 ORIEE SR EZ S0 L TV 5205, WKL, B
RS, MLRRBRUEESEYE ) v 3 Ei g2 S0 L2285 i R ve BE S IEAIED FER & IR T A RIBAIH 23S 5 0]
REMEZEZE L&, 4% L QEHBEOBRMLETERONE L HREOEHPEETH L LEZ TS,
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P-1-35 XIAPRISIEIC 5 RIS RS

O B, &3 50AL /DN FEORES. 3 SR, MR T BE B8R, Gk K1
HA HE, WA i S BHE. R KR
OBV R/ NERE - Je 8N R

[F5] XTIAPKIESE X E AR B P ER & &t ) > Sk EiEhemophagocytic lymphohistiocytosis (HLH) % & 724
XoHEH ) > NBEGERE T 2 B X linked lymphoproliferative disease type 2 (XLP2) ®JE K & L CT20064E 1 2HiE S iz,
XLP1& 57 ) —#012 2 M 9% Binflammatory bowel disease (IBD) Z & L. 20114E OARFEDHAETIZXIAPK
HIEIBIDH H 2HITIBDZ &P L Tz, EFE, FFEBEIBDIER O —FICXIAPRIBREDSFET 5 Z & 238 &
NTws, [H] RIFOXTIAPKIEGEF ORI, HEICOWTOME [Hik] XTAPKIBRES O LiRE % M5
L7227 v — A [RR] A C20BIASXIAPRIE & Bl STz, 1260 (41.3%) HIBDEAP L. €09
5 4 FUFHLH%Z D $ICIBDO A & 58E L T 72, IBDIZHEHAETH Dy 6 BICHRIEIlAN N 2 TNFESEMEH
. 2 BIAIGERE 3% 2 JAT S . 1 BIDSS AR DT D720 5E1TE LT 7z, MM % T Sz 6 ik 5
BICRIF A% %30, IBDAHFIE VIR B RIEROWUEEZ B2, [FiE] RIBOXIAPKIEE CIRIBD% &%
AT 22 M TH Y, HLHZ LT LA b w2 AERHIBDIEF O & L TEETH 5, XIAPKIH
HEX OGRS AIBDICH L CREIMBHRBALI AR TH D . HEFICOWTIEZ OIS 2 Mii 3 2 LEBH 5.

P-1-36 ZHEMERMNSFEAEDZHEBEZRK UTIBIEEENEEBD 1 ) A RERRAED 16

OFH 2O, T B0 F B WU WL AR OBDIL SR 82 Ml e
LS &b R ST LV E— R B R bRk ERELR
TRBESEE > 5 — BN

FEF] 13 B . FLRMOEBY A W ARYYERERED ), 10RE D SRIFIERERDN A LN Tz, AR PAER]
& O AR AEAS B LER T 2 ATV 7eds, A ICHEBALL, ZETRICDIEDN>Twolz, PUAERIRATEA K
2RI L7238 22 <, miE R ERECREE D O K8 M E 1T - 72 & 2 A/~ WA o P SERE Y I 3 S
Hr A2 BNz 720, BEAHAIABEE o7z [ABRBIVER X OBAER] 2 2 HAilc34kgd - 728 7S,
26kgT TWHALCTBY, B, TENT 7935 L. 20 FTRICSBOBEENSH V), AR EE T
DENHem K DOEHEA RO Sz, BiE O MEMA TIZPR3-ANCA 282U/mLE EH L TW/228, M4 CHMR L
& Z APR3-ANCAMPO-ANCA & b IZBEMETH - 7. [TEFERA] SER, £5ERE L CoRERD, HREMATAT
RS2 R MERMRNFEREOSW LR L2720, mPSLSV AL 1 7 — ViTw, HB#EP e L TPSL
Img/kg/day®PMAk# 4T o 72, LA L, BIITHIRE L Tz BokbiE A gifk 2 SEBER (EBV-encoded small RNA)
et N CTH B Z LAV L, EBY A IV AKYYE S LCOREZBML7. EBY A )V AP 12 VCA-IgG640%,
EADR-IgG160f%, EBNA160f5T®H Y, RIMEB™ A4 )V ADNAE# TI13104623 ¥ —/ u gDNA L FHIZ FH L Tw
72, THOBESEMRME COEBEREG O HMETH Y, 1BMHEIEEBY 4 )V R IRGE & fE e B L7z, BUERE
PRI L A MR L, BB BT Th 5. [Ram] REF O X 51, SISMAE 2V W3R & 12015 8h 1%
EBY A4 )V A BGSE X FRAIEIR D EE L 256035 5. L 56IME SVE RS IEE % 5t 72 & i3 o —o L LT
BHIEEIEEBY 4 )V A EGIED BETRETH 5.
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P-1-37 VUYFIITDENERSZITVERZH#E L TV 3 SHRMENERSFEED—H

OF@”—[ ﬂ]%\ }”m§ %% Eﬁ ’ﬂkj\‘ /J\ ?il)IE j(ﬁ ,1 _EK\ ;%EHQE %%
BRI N

(5] 258 KMERENEE (DUTFGPA) &, L&GE. i, BEH#ETT2E2EbNTBY. BB LEET S
DONWEETH D, L L/NETOCPAD I X7 < /NEGPADMEN. S N7 EHE T v, T, HERTEOGPAIZ
VY X R T BRBEINC e 57205 )Y XU TOMFEEOMHIZOWTIZMHE . STV vy, &, FRLA-
GPADER) D EfRE A S OHEFFHREE ) Y F V< T 0 720 THET 5. BEFI] 13m%B . X4ES5 HICHH
D5 - SIS BLL 72720 AE SRR 222 Lze 7T UVF—ERREWTUL S5 Ekidd s s, it#
WIS EE Y K720, 7H 2 HICBRBEH SR 20 S ize M FEFEMCO T AMEOEEOEIE & @l 8k %k % 32
7THS HICEHA & BPEOAERELT - 72 W R CIAE LD R Z230, T 2R CPR3-ANCADH m@
720OGPA L BT SNYBEANRBIE Loz ATOA FEOTHFF 7Y VX 5EHZHEIE UERITERL, L
MLX+ 144 HIZPR3FANCAD E&H, FMimA S MB L2720, AT704 F2OVAFEITMZ ) Y F <712 &
LR ET o720 DBRIIEMRZMTL, 6 HEICY Y F <7 /7 8IIxEG 2T 0EHRZ DTV RV, [#£5]
GPADTEMEAIZBNT, YYF I TIET270F-A 77 I FEMSLEHESNTVEH, ZOFHIZOWTIZE
VEH R Y OEEI L ETH b, LA L, Y2705 A77 I FORHZ7205 ) REFO L 5 22 BHFEH ORI
. )Y F U TOMTIIENRIEEEDO—D L EZ SNz, TMEREICO AR TH Y. SHBEL DEROBEK
BREEE Bbiiz,

P-1-38 JHItEHMICKL3HMEY 3y IZELIIgAMMERD 165

OxH HWL &1 wWi &I Bk H5E kel Wl g =i (%—EKR HELT B
AN B CPEHOBRE I B mAR CEEL D BOEL A WAL IR ke
ks st

RN REE bt vy —, RO R ANERER

IgAIMAF ST B AR 72U T { THALEEREZ 2325 2 L PO N T 5 SRR A GHALE MM X O Hii
9577%%L %m#wéﬁﬁk%ﬁbf&Am£k®lm%ﬁﬁbffb WHINE G % ZOWET 5. DEH]
8 i B [BEARIE] BRI > S E, AR, R B O L e N TR TmED ) [ABErTRES] 5 1 H.
Wka&fﬁﬁﬂo£2ﬁB EEZZ LIgAME % & % MO%BﬁB Blerisr2 3 5 b RBELUIHTIERIZEE
OFRGEBILE L b HEMH, AL U720 UEHZE L. MREENICARE 25 [ARRSAIR] 4
AR RAF. Wb & LZMRZERS Do Wil T B ISBAEE SRS Do [ABEREAT ] ek :
15000/ u L ~EZ B ¥ ¥ 1 135g/dL /MR : 41975/ uL D-¥ 4 = — 376 u g¢/mLUN : 12mg/dL Cr : 0.27mg/dL
AST : 26IU/L ALT : 111U/L LDH : 2691U/L CRP : 0.52mg/dL #5135 1-iF1k © 92% R&EH © (+/-) RiFm - () [A
befeft] Mgk L7V F=vno >y (LlTPSL) 1.5mg/kg/day 2 #EFHIRIV IS $2 5% BlAG L 720 1584 W20 1 2t
LIS WHR & 22 o 72728, H5149% H IZPSL% 1.0mg/kg/day |2 i LN~ E BB L 720 W H, &I 2R
LW Z A, ZROTIZ 2 Lz, BEAR, KRG BIREZZOMLE M X 2 ik = v 7 S L.
MINAAE O 2P BRIEARMERIE 2 AL, 5 % 7 V7 3 Y il500mL, sl L 4e 2 Bz o8 b2 11\, JEERE)
I E L7z IR CT 24T\, UK & /N2 & FATHEN (222 A B BEALIE & SGg i R 2 i@ 720 PSL2.0mg/kg/
day#EElRex G- & L. BI3H 84 GF3 HM) oG 2B LA (RIS, BISKFIETEIRS7% & 1)) . £ DR%IE
ROKEBIZ G DEPSLIZ G- 2 Wi L. #3795 EIPSLOSmg/kg/dayWHﬁ&%T’Ca@l‘m<‘:&oto [HPpe#fEr] PSL
R Ly 49 H IS Gk & Lz €0k, EIERIROMIIIFEDO Ld o 72h% FIER 1 AERKER, K&
m% RO BRI 5720 3 o ARFEIRDFRAE L7272, miﬁ%ab*ﬁ@%ﬁ% 2B BRAEDOTEE Lz, Ykt
B HRAETIR, BURAORMS DA EREE OB IIHR Sk ho 72,
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P-1-39 KkfE%{#>T=Henoch-Schoenlein¥EbtimD L7 B

OFR 2, A AT 1A MR, e !
VAR BREAER NBERMIER S, CENRBERRRE  mADEEE  NERE

[Tt ®ic] /~EIZB T S Henoch-Schoenlein#kBEs% (HSP) Tk, KIERE L COMKBIEE IR TH 5. SRz
HILTEIERF (ZKIEIIE & £F - 72HSPD 7 i JeB 2 5 L 72O THE 3 5. UEGI] RN 7 &, BERENID

BHBIIER S X R 2320, ROEIR RO YR %225 Uiz KFBelke, Wil T BR IR 2 i3 2 8RBk &
KD B 5 K % 56 72, Iﬂllj‘*}iﬁl 133647/ ul BT 7% { . PTB L PAPTTOIERIEF2S T, FDP-Ddimeri36.8
ug/mlé LA 2D 72, HSPE B L7225, SREERIIEERIZER L B0, —HiF %Lf;o L2L. B
W2 AR DUt 2 B2 L. EEBERMRA TR OFE, BAREZED 2720 IS ARBEE o720 ZHB
XA T O A FEGHER - KB X OMEMmIENEE L, BE ?%Hi:foi?)‘ﬂﬁﬂ(%)ﬂﬁlﬁttt&blﬁ_%k7§¢oto ﬁ%éﬁﬁ
Tt HIMERBREME 0% %2 2L CTB Y, SEHUARE TR REE P I C3D LA 13380 5 D IgAD LA X780 7
Mo 7ze REEBRICIMR B X OEAR % BORBERIEE % & Lff&%ﬂ&!ﬂfzﬁéo (%] 7J<J/Eﬂf/)ﬂz%1#’)&)§ﬁi

EHETAHLE HSPEMET A ICREBIAE LS. LAL MRV OEIREDO—D L L CTHSPHFAET LI E 2>
TwiLE, NLELRBARCEHEROENZ MM T LI N TE S,

P-1-40 ZBHIUFIM—FRABHFEHNSHEUL. E#15ATEA2BIRRZEREL 161

A 2538, OF%r Al NI T BHE #th, AFH 54 BIF
RIRERF RS NEFRE

[ilZtwic] £y 5~ =52 (SLE) BAEORIZHCRERBDORIE) A7 HEvE Shbh, ShkE)s
SLET 1 # HRF ARG & W L 7ER 2 B8 L7z DERI] 1+ Hoi B, 5398, KHE2544g% FYIF T
A, BESLETHISS-A/SS-BHUAR M. BRI TIXPISS-APAD AbtE. MABR LD 1 » AEZICES F TIlH - L&
CRERFRE R L. BUMNOBEREEER L, [BURE] 1 H9IHH XY FH - EFIC3em K OB RA IR
ALBEAYHEL, BHREE B OPAY 2805 3 H ke, [Rol] AKii3927T. KE3650g, 48 DAREIAL
BEEGERY VOHIERD Vo MRERFELA MR WD I, PRI o 7 E 135803, WBC 8500/ 1L, Hb 9.8mg/dL,
Plt 296J35/ u L, CRP 51mg/dL, AST 130U/L, ALT 115U/L, NTpro-BNP 1152pg/mL, PT 117%, aPTT 389%, D-%¥
4<—20ug/mL, 7= ‘) F > 1462ng/dL, IL-6 319.9pg/mL, CH50 <10U/mL, C3 45mg/dL, C4 <2.0mg/dL‘ L
X - B EFRX AR - T 2 = ICRFERRO T, 7T U EBIABE 4% SN BRI E 22 0 L 455 9% H IR 2
L2 L% 6 HbCRP 564mg/dL SRR AR, 7O AV Y b= 2 09ng/mL., KRR T ﬁi%; L% N
mﬁﬁ%«wﬁmz LW ENHARE Zﬂlllﬂlﬂ“k S, g a7) v2g/kg (IVIG) &7 ra 7 o v BiGE#E.

TR IKLBE - ) 2 oSHIEIRIYJS, 45 8% HIZIZCRP 06mg/dLE T®#E, #9WH DL a2 —THEBIRHZ %
ROF, DR RGE BT, R ARIME i L <8 ) BAeEEICRABIgh. [#5E] SLE Ao cidgER V-7
X(ME>%Hf&< FANLEOFRIEICH D 53, A EH O REREREICERZ B9, KaifMiclE L i34
6] D IR DFEEIFENE & IZMHBE LT inzo, HoEFEREE-> TV,
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P-1-41 EBEWEAICYYFIIITNRNUEHBENZFRMERD 16

O&H ' M B2 KRE S, K IEBY BN IR
VR LT R B N YRR 2N A e B B N R R S L B B R P R
LR AR SR PRI FE I R 2 R /N e B

[iIZU 2] BEMEENLRENE R (MPA) 133XV AF 5 — B hEkiia gk (MPO-ANCA) 25kt T/
MERE E7-TIMERIEGERO 1 O TH 5, BHEICSHEITREREE 22 2 L. Mtz &~ OFIER D 72
DLFBEARBERETID S, BEEICE L, DRI TH 5. DEMPABREDEFTHELINZ DL K
ANDBEFIGHFHZHE U TIT D OABIRTH 5,

BEF] 5wl EMEZ TIMREARZIRHMINTH S 2 7 APFB LT, Bl ZR% &72 L TYEA
Be & 72 o 7o T WMA T 4 XD/ 7% < HeGFRIZ8.02ml/min/1.73me & KA U TH - 720 MM
4 T3 I Ek #5900/ 11, Hb5.4g/dL,CRP5.93mg/dl, BUN103mg/dl, Cr6.68mg/dlIgG1496mg/dl, #i #% ¥t 1K3204%
(Homo) , #tDNAPLAEN:, MPO-ANCATLIIU/ml, MEBCTCIEMithii & Bhbh 2R EE 2 B2, S HIF 4K
#KkZZ Tldpauci-immune B MR R KO R E2 B L, A S OMPAZ MR 72 Uizo S A K
L CREIBARE T COMMIC L 2805 I & RN RO RFEEZZEZTY 707 5 A7 7 3 FHEGIHER
B9, AT U4 KOV AL MAERHNC X 2GR A BlAG L7z MG RIE —EORBIIEO NP EMRICEDS
I BEELENT A T — T VR EM RS Lz TSSOV AL R T L. U Y ¥ 2~ 7375mg/m ik 5% 18
M2 ECEMPBEONZ, VYF I THGICLI2EELAERZORIILI R L BEMPO-ANCAKEEHEIL L.
THFFF) ey ra) AAOIZ L ) EHREHEREL TWv b,

[£%] MPAO PHAUGHEICIZTRIR R & ICHEEREMREA D LIS RTH b, WHEARIZS 70T+ AT 7
I FOMHADPER SN BIERTIE, AABEEE LTREBMIC) Y F I T2MHTREEEZ SN,

P-1-42 Z=BRIEFHFFEMERERE)IIFROER EEEEHEICSIIAMEFTI Y FU/IE
DERFRERE A

OKH FREE™, WK IR, JE b oAl BN BHEL I M e fRIA
B s, ml B

YEIRRY: REEGREATIE BRESR NERE AR Z &b B v < TR

SRR AR BE N RE, R JERHR A R v & —/NERE

(ZCoI2] GRS EBIE 8 (STIA) LIRS (KD) (ZEEAMH O SIEVERETH D WRB BT A H L
Lo TV A MFXHEHRERTHPY 102 . EHBM VWL G55, A ZLHTHHE OEHITS 2
MEIL-I8ME DA P2 il L7225, ORI THEHITE 2V EAMETH o720 £ 2 THHILE 7 =) F YIS
EHL, WHEOHEINAHTHLH L9 H. FLKDEMICOWT, BRSO FHIREL LTOHHTH 0L
9 RET L 7ze [785] SJIASSHI (MHKDE U L. MmAMICSJIAL B L7 4 fl% &), KD228#l (Bfi%k%
AL 721661% H ) (o TRMONE 7 2 ) F U EZME L. BRG S BRET L7z [RER] Mg~ =) F
YEiE, SJIARETIEHLE1143ng/ml. KD#ECI31465ng/mlTH ) STIARCHEICHMETH 572 (p=0.0001),
Cut offffii32105T. H&ET73.68%. FFHREIM12%TH - 720 FHIZHHI%Z 2§ HKDESIA, KD & MIC %z 2
EhpoSJIAIBI AT, STIABTHREICIG 7 =) F Y HIZEHTH > 720 TA2KDIZBWT, IVIGH
BEPUGHE & AIGHE, PESEARE & IEEARE CRIBRICIENG L7 & 25, IVIGIGH, PEEARFCHEICHETS >
7z (p<00D)o [#iw] BHEHoOmE 7 =V F 2 HVE 2 L2k ), STIALKDOENZW 2 E5HI24T) 2 &
T&72o TZKDIZBWTHHEMSTEE FHITE 2 W REtkAvR S M7z,
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P-1-43 JIIl&/RICHIFT S THIERDHLA-DRER L REI O Y Y XREBFEDRINE & DR

O Zz. #% FfE. BN RE, Wil @& KA
WIERSER R BRSRIEZERE  NERHA B

[TrE] I (KD) (&, M RICEM 2 28R B TH ). LIRSS 5, BEEKERIE, fEra 7))
YREHE AVIG) THDHH. F20%DKDICAIETH ). ZOBMEIAHTH S, [HW] IVIGAIGKDIZHEE L 7
NI BT B THIL O TG AL % AT L. IVIGARIGKDORREERL B X ONEY) 2B IC D W THRENT 50 [E] W5k
20074E 2> 5 20124E £ T 5 AERMNS, IHETREZ BB RHZ AR L72KD 82fl, 3 XTHRIIZ, KDD B % i
7L, IVIGHRGHIC AT O A P E 7213 0EIHERIC X 2082 2T ko720 IVIG (2g/kg) %5 BlA 481 [
PINICIRER L, SR 0EELEL Lih o2 BIRZIVIGEME: (514). 4RI LINICIREAE T, X 574 56
FOFEE L-BREIVIGAIGHE B17) &E&m L7z, SV oKDREA SIVIGE SRR 2 $RILL, 7 a—1%
4 b A b1 —3ETHLA-DR., CD4. B X U CD8FEMETHINGNZ D WTIENT L 720 #ETEARIMNT IdMann-Whitney U-test
%mwtoUa%]MADR%ﬁaM%@MM@aM%ﬁTM%muwmﬁﬁﬁ(51134@'ﬂﬂVEKWﬁ(%
£ 28%) ICHLUAEZEIMETH -7 (P = 0003), HLA-DRFVECDAR M THINAEIEXIVIGAERIEE (70 = 47 /uL)
TIHIVIGAISEE (131 = 110 /uL) ICHULAZIA o7 (P = 0004), F7-. [, HLA-DRBECDSkMET
MW/ CDSF E THINA HL IZIVIGAZIEE (99 + 74%) TIRIVIGAIGEE (137 = 101%) I LABIKMETH 72 (P
= 0.046) . HLA-DRFFPECDSFETHIBBUIIVIGH#EE (96 = 81 /uL) TRIVIGAIGHE (186 = 192 /uL) 12k
LEBIZAdh o (P =0019),
[#E5m] 2B oKDIC ﬁwf‘T%%@Huum%ﬁﬁwmﬁmﬁ&@ﬁtfbb CD43 X O°CD8IMETHI N 12
HéMADW%M«D@WE&W%%%WT%Nf%v—ﬁ (el N VPN 3 éntoitxmeWM)
xf U TR THINE DG TEAL 2 081 2 2 & ASBY) 2 RS 720 B T BTk b RIB X 7z,

P-1-44 SEIOTUVABEERGO)IBRICHL by U XTI OBREE(T > 145

O BAL ik FH—1 RIE B9 9E, WAy Jle—' B 2 Bl 22 41 e,
P OMESEY, AR EEDS, BEH P

RE LR REAER ¢%ﬂﬂ$ﬁﬁ?@ﬂﬁ%%%%ﬁﬁ0ﬁv%ﬁmﬁyﬁ—
SRR EH BRI v 5 — G, ORI R AR SRR AR
SRR BREE Ol - /NEIEBRE R, T SR RGN BE  /NJE R
THOEERER S R A EET

[#E] mikghTh A 0E T 7 v REETE QVIG) &7 A Y ¥ OBEFIIAIE DR EF I8 LT,
TNFRHESRTH 5 A /7'}36:/77‘ (IFX). A7 a4 F, il M b v o 728 IEE AR LN TV S,
_na@(%imhﬁ 5, TNF-a. IL6, IL-8 G-CSF. mn£®ﬁAmmﬁ4bw4/mr®WW%ﬁm
ﬁbnéomaum%r%ﬁ%fmﬁa&é kﬁﬂ%hfw%oﬂf’ém IZBWTIL6Z B APATH % b
YUY ART (TCZ) 2 X AiEHE2AAZIVIGRIGINEREGE BT S, TCZOEMN - REIIWA RN & 2412
LfﬁJLt@fﬁiTéo
[75:] 20074F 4 A 2> 520084F 1 H 0. IVIGIHHEHT & ik Ui ## ICWBC £ 72 1ZCRPAS L5 L 72 IVIGANIE 1 %%
BHTCZO¥B GG E Lizo FEIERY/O6LLT OAET, 2 5 A %mﬁauh\bﬁﬁﬁT\%%mT@@%ﬁ%é
ETERWEZREIN L. MEREAOKRERELZONE RS TE-L 72,
[ F] w5z 44 (B2, &2). FHE#RAIOR T, MEIVIGIZPFIHASHH T&R S S hTwiz, TCZIZHE 7 (3%)
BIXOEIHH (1%) TG EINs 48T 24T, TCZHRGBZBITHESLPITHE L2, LA2AL 1 AIEHRSET 2H
%%iﬁ%ﬁto1%i&57ﬂ%ifﬁﬁ#%%ttomm@ = TIIWBC,CRP % ERIE~ — 1 — 3B THS
223 L7z,
TCZH 5T A SREDOEIIRILEZ RO 72 2 4% &0, BB EF 3L TEIRKFE 2207, 1 41F—ErRE
PR CHR2ITER L. 141 %f6#ﬁ&®u%ﬁr Tw@*fﬁ%%%abtoL#Ll%i%mm®ﬁkm
BRI 2 TR L, Iz 2 P L7270 0 — VLR 2 B L 72 5588 S LG I TCZE OB %
B FEFERIIAONE D572,
[RiEE] IVIGAIS ISR 5 4 5 TCZIR G- 13 B M L O RIEF I L TEARI THo7o b 2 bhizs 14T
Ekﬁ@%@%%&ttﬁ&mz&%k@E%%@%%%u$%f%otoL#L 2 BTGB BEHDOR TS
IFXF G5O R L ) BWHISR TH - 720 JEPIED A % S TCZOAEMEIZOWTIdFimeE T2 Wwas, 4REo
BeETCIIIFX & DB 2R IS E 2 e dh o 720
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P-1-45 NEUDIFHESOBABTHEZECHLTOEFNIY YT FEET—F VT
TN— TR

ORIl 2417
U IRRRAE R IBIEDR ) v < TR v 7 — . SRR A N R R

W& ] BT & 3R 2/ NBIER 2 S, HORENEEZ D OB AMER~NOH IR TH S, AT
F20144E IS AAR/RNR Y 7= F 4R %2 50 N0 5RE - A2 S % /WA EBREOBRIT R -3 v 77
W=7 (WG) 2EW S, AN %2 B3 2/ R T2 SRR 2 AT ScE 2 HIR L CTHAB L 72
F2EERICIE AARRNEY o< F 2B ERE RO Mk E L THRBITHERWGCHYZIT SN, ThETOWNE%
WS 5. 1L /NR) v FHEAEERBE NI, BITRICOWTOEMRFAE L Eltic [BITIRTA F 7y 7R
fib GR%E) ] CREIF A NI 4 ¥ 2BEIE5 BRI ER) O/NRY) 7 < FHRENOBEBIZOWTH AL F
iz 2. [BATIIRAA ¥ 7y ZEHIR GRZE) ] THABITM R EEMO 72 ODOF#ETA ¥ 7y 7] TiE, 104
FTOXERGEE THRABITF 2y 20 A M OFHZERLTVE, SOF =y 7Y A MOWREZ/NL) v<FH
PRI RIZERA T EE] L S8 RE21/49% (429%) X h A Z2E72, a [HFEEIIBWTRADEF~OBT
WRELBPERIH Y ITH] EVIBWICIZEED Y EHISL, REEE U CEERSEREME % JIA). 4
BT ) F< P —FA(SLE) i b % L BIF SNz b. A K7 v 7 % BT BRI O W TIX 164 (76.2%)
AU & W& L7z 2. [JIARK] [SLE - #4EMERE B A 2% - AR AR F = v 7 U A M2 WE, 1ER L7z
JEIRE AR 1 WA - BT A0, 2. RIARBOMNIG, 3. EEZLDaIa=r—3 3y, 4 BEEHRD
HOSH, 5 HYL L2 - w7 7 7ATE). 2 LI X DR S . B TG EY #RBAOFBR, LB 22
FHI OV T OMERIEE 2% 720 [BR] BT IEERE Ok % i 2 7 G#Mz b L LzF— 2 TORD
ANEFE L EINTVDH, RIFO/NEY 7~ FEEOBRTIIARGIED 2SHEECTH 0tk d 7R v L g
Nb, Fxv 2z AMIHIZE VRO L OBITXEINFSR S,

P-1-46 =FmkEMBEPRESHRICSTZNMNEY OIFHEREDZEORIA -G D—
e CINRU DY FIHREBEZEZS ZEICOVTOER

OfR "
TENLEEERRAE =HEE NERR e YR ke NERE

HEIMET R TONRY) o> FUME 2 72, SRl IR E9Rbe & BN R PEbig = Embt & v o . il Z %/~
WEHEZH S TV LREEICEZE L. —B/NEBR 0T L OB o F KRB OBEEZIT > TWnhb, MNEY I<F
PRI ADRETH Y EMEID LR GIRPLT, SHEFRIZ BV TUIRFHRER Z &b bt &= 00mbE2sH -
TWBEIANPLWEBDLNED, HIRGHBDO/N S WZRIFERE TO/NEY) 7 < FHRBOZEIRDIZ OV THRE T
5o

BRI HEECEEmmBEICEHE L. RSSO ABLHE. V7~ FHRERLE DM BN REE DB 217> T
Whe AIZ1 M, HEFIBAERRETONRDLIT-> T0b, 20144 1 A ~12H o AR B EKIZ279%4 T, 9B
v FRBREDNCSHL (233%). FOREHNP PV A THEGED 1 HARBETH 72, HWRSHFEIBWTIZ
201544 ~6 HD 3 HBITHR TR %2 L72BED205%. 9 b v~ FREEHEDI82% (400%) TH-o7z.
BWAZELTVE ) o FHRERZ I VT X— 2 T46% (JIA23%. SLE6%. JDM3%. Y z—7 L ¥ 4%, HC
FIEMIRE 354, TOMT 8) THbB. Vo~ FHRMESZEO E LB ICRBENBERENEEE (NFH 104, =&
KFWRBENEE104 MR EWRPENEFRE 8 4. BEPAETEANEL 6 44, MFEaTEAEL 1 44 MBe R 1 44, BRI
B 14 ZF=RENERALSORN 9B TH o720 BENERAEDPLD 6 /505 B 5 BIFMEEETR AR 2 & OfF
ATHY . ZFERAFEED S OMMI0%D S B, 4 BB ESRFHEEEH - AR R AR B R — 4t &
WIHI—NTHolz.

AR FEEDH B, BEBJIAZEEARIN, SLEIZREERAT S TREENE . ZOBRICEZRFERETH 5K
FEIRGEDIETENEL BB EZRASNS Z L% v, BENREA/NBRClEbBET/RNEY v~ Fhk 27> Twb 2
ERRMEINTED . mHMITUBEICHA S ND 2 L DL VDS, SHIMBEDEEIENENR B E R LT /ARy
X FHCRDSEMEAT ) LB D B L bz,
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P-1-47 microgeodic disease DEHRFAR

OF/N 7= I 1R SN 1B /N 1 NE S S S e N/ (R SINE = o N o LR ST
v O e i
R R R NER R vy — /N 2 RO A R R A R

Microgeodic diseaseld19704F1ZMaroteauxiZ & V) it S, AFTH IR 2 PUICHENRES SR Tw5E, Ly
L. HRBRT 2D 00Z W72 0BENLE L THE Y EEH SN TRV, JIAOENEEE LTEETH S,
Z 2Ty HBT20084E ~ 20154 @ [ IZmicrogeodic disease & FBWI L7z 8 Bl x et L7z & 2 A, EBIHNJIAZ D IR
MENTW, T2, ZHIROERIZILTE (hJefli, 95~17) T, BIR LB =6: 2 L BRI L Hh o572, SHh
7 BNE TR OB IR Z 0., IR e (12H~3 H) Tholzo REDHME IR, ThIET
HESNTVDE Ty 7 AT RS MRIFT RIS 2 S ENIBEERAE COWGIT R M2 THET %,

P-1-48 FEEAUMEHARST 2 AL I RRESER D ZR D FF{H

O FhiE"?, B 5221 Bl 210 KR B8, 188 H &5 & @, TH F
EEH O, Ak RS i A

AR ERRFEMEBEGS ) v FRt Y v —, fRs b s =y 7,

WO TR N ERE

BAEICHERR. J8A%. UK, R PO, LMK EZBHSINL, Vo FHIRBOREE KO R E LT
Loss of cool patella sign?’® %, IEH R ADKEZEORZEREII AT, KEoRERE VEMIEwE S, 2h?
Cool patella sign& IFEN TV 5, Lo LIRBIFINC IEDSFAET 5 L B O FIRA LA 5720, KRG RKE D
G IEAED R b A Loss of cool patella signTdh 5o WADIEHH OBEZEDORFRIZRAEE, BEDOK
i & D HMernard5131.2~20C, FriesblE 3 TRV EHE L TWDH, L LA S/NNEOREBE#KIZHBIT % Loss
of cool patella sign®FHHMEEIAHTH 5, FRAIZEF RO IFREMPBUEARRET 2 W CGHEIATE 2wk
FRET U7zo JERAURET ARG AR 2 5 OGP SN A FNBREZNET LD TH S, KME—F2B3HY, ThxH
W HIRDFHI T X A2 HEM 2 2 720 £ TIZIEFH OB A TCool patella singh LT E 20 & Mad L7z HHRIX
2% ~T0% (rhofiti3enk) MEHEZ23N (BIE6 AN ZIEITAN) OBEEROTHOLERZNE Lz, BERCTRO
B F N 2EN309C., 324CTH o720 HHMOMEICB W THEZED FTHUCERTEEHTISCTHRWY & v ) kR
B\EOPREICTFHFELEWEEZ LN BUE, EEO/NBONEZBORETTH 5. TGO D 5L BHIRAE
SEVEAR VR 25D 5 5% 7 B LB O ABE, ARk T ORI IRl RSN 2 W 2o IRIRBIAAET OB i 0 552
FE R CIIEIR T 7 < EWI R EAR, BURDSED Sz BEORER (1:4234.3C:336C) TH Y. FTHOBZER (f:

/£31.3T : 320C) LW IHFREETH o720 MAPHEERIAE D 5 BB O TSI R CldER D %25, B
WFR LTV, BEORER (F : £299C :298C) THH. FHROEER (G : A£314TC :312TC) L) Hflwne
WA FRERTH o 720 BT AL O BUE DA % IEH AR AR ET O I & 0 FBIN 2 3H 25 BECTH - 720 IEH/D
B, BEfiRO/NERZERE L, M LT L OFRETH 5,
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P-1-49 REHBEOBEEEERN T RERRICSD 3 MBS HREDRH

OXW —Z, ki BEL AR . BAS sk, Wl &k, e Al
FARHFSLEERER R BE  EARETERE  /NEIEE R

(5] WHE e AR PR PR 2 B E 32 REMETH L, ARV I FBRIIB VT, EFEREOH I
D2 B 3Rk # PR & 3 2 MAHE A IIE O FEIE DB D N B IEBIABUL S B o MANFEIRE OMHEFFRE Tl 508
e L UCORED) v < AR BERE (1990) 2SHV 575, BRAAFT WL CIEmE 2 R0 M O FHl 2 47 9 LA H h —
BT LDORINEETH 2. D720, fiELBHIERE L LTOREY v~ FAR2WAEEE 2010 (ACR 2010) #°
I, ZokdER S LITHEREEREDOMRE A 2 SN T b, —T5 ANREIZERE O BHMETIFAE IS DV TR
DT INTES T, TOHEREFREOFIEIIOVTIEIAYW L B % v, 4l ACR2010% Wik & L
72/ R E O RHE A IE B DN T BB ST W R AT L 720 TS S b0 [ - E] AR LB MIA
HPHPR 2 LIRS URHCE M Ebe L. ACR2010% 072 L7z 8 42w B & L7z BEBMAIIRLEH Y =T8S
O—7 2L B 7L AR UTHAT L7z RS, i AR O R RE L7ze [RER] o
Loz NI TFIHGE. BRIE2 1 6 THolzo 861 (100%) (SHEHEOF AAH SN2, 861 (100%) &
SR AT A Z R L 6 61 (75%) 3O - BN EZ R Lo 7% L ARNAERI A7 Bl (87.5%).
JEBIEIAF A RIS 7 B (875%) T o 7zo WHBIGAN, R 2R LIHERNI M o 720 [E%E - #5ER] HHEBIEI %€
RVEEBIEI Tl BE R LA RESREO NS T EPMEIN TV L, BRHIBIT 2 ILHEREET 5
BT, A& B 2353 S 7zo ACR20107%/NJE I FEAE O BAMER A O RS W 12 BT 20 &9 D IE S BRARES AT T
B BH EVEIRHPREE O—E TIIAERRE & U THA IR G L T B W ReEAVRIR S 7z,

P-1-50 MEOEREICHTIFRIFT—EYITEEDHH

Otz W' g sa—" B Rz AGRE FEE iy He—' it 16382 B i+
Ll e N o LI YN v S 3= AN L S R

ERE R NEBHEE vy —

HEEfEALE ARG S R OSSR~ R X O ZERELE Y —,

SRR EAREE ANERE CEREEAEC S iR NER

SRR R REEFR

AN VRRMIB R 0 B OB B I AR AR B S 25 (DAFTIA) . ¥ = — 7 L VHEERE, MGHENIWIE. TR AR O ks
7o ERFRIC U O 7 S TR BSOS WITAICB W T 5 B SO MR E A5 £ TR S h
TWL DT TRV, ¥ o= L JEEEE. SHERHRE. RETEE &SRB W QRO F K2R H o & of
A (PO, WA, e, fpiE. Zoft) ICHRT 25 b IEMICH 2 > TWi v, SEAEDEFEOMES ~F 2 (TR FITIA
269 % AV ML F b — MERERLAEYENBEAGRE~E O BINO B2 Sk LIER > SR L72—H T, H%)
BB WIRBID LS THELET 5. HOWAERICBWTEROBREMIIFMEETH 25, Zhdritbin
YA 3R B E OQOLM k& RICIEFFICEE L E 2 5N 5 720, FTx DI TIINEHIYEINHR (NSAIDs,
TLHNY) Y, FIT =, /40 bhabre) 23RE LODRERIC & o TIEEENFEE R IRERE 2 MBI E
D FIKICIY ANTW5S, G, AR—=IFHIZBWTHWONTWS [FATFT7—Y 0 7k 2 BEOHE
THEATG RN ORAE AT 5B S HIRAA O TZOMELIRET 5,
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P-2-01 NRIL—TRABRICHIT 3 MEHFE & BRIEFRR DR

O 2t AR P e Wi, (s HME—' ol B, ARER #2040 ARt 15388
Bprp fiAL R R S L BRIE Bt W 5l
R BRAEER - AR R B NEBR L vy — IR R R fRMER

[TR] v—72F% OLN) de&gto) 57~ =72 (SLE) OEELAEMHIETDH 5. MFEMAMEIE. LNOEE
WEVE L R 2 2 LB N TV S5, FIRHEIT R & OBRIZOWTIEH S 2 TRV EIPAAET 5o

[H] ANRLNIC B 5 i sl & BB Ao BRIZ oW TGN .

(5] AF51320004FE %> 5 20154F F TOI5EMNIS, 163 A THAE L 72/NESLE 4061, R R D& %overt LN (0LN)
1561, JRATA O % vsilent LN (SLN) 2561, 3 X LN (oLN + sLN) 401 3 #2017, ISN/RPSAMEIC X 5 &
P (oLNEETClass IT 361, III 861, IV 4], sLN#ETClass I 361, II 1661, III 66) &AMl 2> 2 iEH A AR
DILBERAE (C3. C4) DBRICOW TG L7z #aH#IEHT IZMann-Whitney U-testZ Fv 720

[KE ] LNEEDOC3IZBWT, Class I (967 = 265 mg/dL) &1II (555 = 230 mg/dL) DB X OEI (433 =
356 mg/dL) OMICHEZEZROH (FAEFR, P = 00198 X 0°0.047), IIEIV (340 = 81 mg/dL) ®DRIZiE
HEE2BDEro720 — ). LNEEDOCHUIB VT, Class I (96 + 58 mg/dL) &II (53 = 29 mg/dL) @R, II
EII (61 + 53 mg/dL) O, BXUIIEIV (45 + 24 mg/dL) OMICHEEA2RDOLh o720 72, sSLNHD
C3lZBWTC, Class I (967 + 265 mg/dL) &1II (57.3 + 229 mg/dL) DB L CIMEI (334 = 140 mg/dL) @
MICHEEZRO (ZhZEh, P = 00258 X 1°0.027) —J). oLNEHDC3IZBWT, Class II (460 * 254 mg/
dL) &I (508 += 454 mg/dL) DB X UTIEIV (340 = 81 mg/dL) DMICHEEEZHD Lo 710

K] LN#ECB VT, MECIEIZ BB RO BAERE L FR L T\ 225, MECHEIZER L T ied o e 72,
MEC3MEIE. sSLNICB W BRI RO TERERE &L R L TW225 oLNIZBWTHRLTW Ao Lo T, JRE
HDORVSLEIZB W T, {HREMN AR OMFECIHEAS AT 2 EHREITROEEE L2 FMT LI A A =D =12k b
W REVEARIE Sz,

P-2-02 L—ABROMFEE “pseudoviral immunity” : EREREX DV F I LTOD
Toll-like receptor (TLR) 3%&7T9 2Mx1&CXCL1/GRO a DFR

OHHr 58l AHEE SE, JEd /RN |l = B S At R s e
BARTRS:  BRAER MPEGREE  ANEER CRARTRSE ORFRE BREARFIERE  ANAE TR A
LR R%ke  BRAAFTERE  RELA R

[FH] V=7 AFROFREETANCHERCIERDEE D> TWA I EPHEINTWSE, bbb, ZhTTiEe
kX2 E 7 LMl TO Tolllike receptor 3 43 2 SSERMIFEOFEM L S LT & 720 4N, TLR3WGEHILICEEE
EN B interferon (IFN) @ transcript T 4 human myxovirus resistant protein 1 (Mx1) & &frpERitEEN: 7 €
14 ¥ TdAHCXCLI/GROa DNV — T AEHRTORBZMET 5. [HE] ThETobhbholEd (NDT 2010,
Nephron Exp Nephrol 2011, Pediatr Res 2013, Nephrology 2014, CEN 2015, etc.) IZ#¥ LT 4 )V AdsRNAD T ;1
7 C# % polyinosinic-polycytidylic acid (poly IC) 12X h¥iaE v b A4 F 7 4fg (MCs) EICTLR3Z#AME L
THEINDL Mx1&CXCLIDJEH #RT-PCR, ELISA RNAF#3: Tt L7z, I AR TOIH %2 dbhuk
HBETHE L7 [REER] poly ICIEMCs EIAZ i - BRI CMx1 & CXCLIO S 2 #FE L7z, poly ICIZ & %
Mx1® 5B 1Z IFN- f ®knockdown TA A2l S L7z CXCL1D FEBLIXIFN- ., NF- « Binterferon regulatory
factor (IRF) 3®knockdown!Z X ) AEICHIHI SNz 2 &H» 5, TLR3ZEE E LzZFNEFNoRE (TLR3/IFN- 4,
TLR3/NF- kB, TLR3/IRF3) 23CXCL1DFBUCHEG L TWwWA Z LAVREEE /. —7, TNF-a TiHE SN 5CXCL]
IZIFN- B @ knockdown Tl Sz o72. Mxl&®7) CXCLIOZRBIIZHMIENZEARTH % RIGI/MDAS
DG IIEENT TLRIKGFMETH 5 2 L 2SERR SNz, BERMRTLE, BV — 7 A B BAE D 2 3 > ¥ L 4H
A Mx1 ) OSCXCLIASBEE T - 72285, IgABHE TOREEICIZZ L o7z [F D] MCsklZ TLR3Z 4L C
Mx1&CXCLIZSFEH T A Z EAVREN, V— T AEROBERBARTH RKOERTH 7. IhFTobIbIhD
i L e T, Mo REEA MRS REREEICIEL TV — 72K TIX " pseudoviral immunity” D 5RIGHEAILAS
FRIEBICHG L TWnW5h Z EAURE I N,
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P-2-03 INEHRESEHETU ST h—FRBEICHDBMBEIL-16£IL-380H

O Bt BAS Ml /R et B 2 AR RZE B —k ',
Nl !

YEMRSE  BREAER NBERZEEE, MEMRY AR SRR 3CE,
MEMRS: Rk BRYSR BFER IR

Y1) 7= F—7 A (SLE) OWEHEOIEEEE LT, BET & DIFN- ¢ 25 S T 225, MIEIL-167% 5 NS
IL-38fH A S 7ze /ANEHIFERESLEE H @ MIEIL-163 & OTL-38% il L 7o @2 5AEMIC, YIS TRERL 72
SLE&EFE 7 G O WHEHEH O MIEIL-1638 X OTL-38fiE # ELISA THIE L 720 L1612 DWW Tid, fF v huo— )L & g
L. SLETOM S » 7% ERIZFRD bz o7z, IL-3813, SLED 1 BT LA 2580 725, €Dl 6 Bl 5 72,
IL-38Fm B3 13/ 5 1o WU, K. T —HBIROBRMEALIE & B0/ N2 RO, KEHET) 7= F—
TALBW Lzo SLEORBIER DOFZW 2% 6 NTIHEIMEDOFEER & LT, MIFIL-38MEAZ DNA F v = — & %50
REMEDVRIR E N 720 SRRIEBIOFERIZ D S 5 % DB 21T\ 2\

P-2-04 HIKZHEIC KRR ZHFELZSLED 15 FH)

OXRE #H. WE IR R ML BN M, AV 35T Nl = B 38
BT ORER ARG, B k!

MEMRSE  BREAER ANERE MEM EHER > 7 —  RNER CSHBITROERE NEFRE
MEMIRS: EEARZERE IR e

ML) F< =52 (SLE) &, Mikx a6 Ts2L13EFNTH S, SLEZ FRIIE L 72— R o i A3
BRI L 2 REZHE L 720 THET %,
SERR204E 7 O (125%HE) . AUER DA 6 HICSLEE IS z720, MEMRET R 5SLEE B L7z, A7 04
ROV AREEE, 7TV T4 = CEMR L7z, F224E5 AICH3E L. AT 0 B2V AHETER, 0%k, 7LV K=
Y 75mg. AF—-IN 150 mg Ty Fba—)b L7z, FH234E 1 A S37TCHEDOWMEN KX, 2 A2k, 38CHITE
0. WHEESE. FoPIP, MPRAff. JEIEN. TW. XA EEo 7. Bk, FERIZERECTH o 720 AR MR AT
Hix, WBC 4500 (Meta 2, Stab 2, Seg 83, Lymph 8) , Hb 10.0, Plt 226 x 103, CRP 0.5, ESR 58 mm/hr, C3 78, C4
19, CH50 408 T - 720 PiEFN IS A % < FERIZLFER T, 3 A3 RBBUZA0C A EH L2720 EIC AR L7z,
TU R %30 mgE CTHWE LM L7z 72 ) F O ERADDH O CKA LR L7272 DS MR ME s Be 2 dizbe L 7z
HFIZTHHTD - 720 KT & B I2585 % i, KiiE36.6C TH - 720 fifEIZ. C3 31, C4 124, CH50 20912
BT L7225 PIDNAPKIZIER TH - 720 CKIE5437, CK-MM 99.9%, CK-MB & CK-BBIZMHIEELLT, 7V K5 —
£ 1172TH o720 HAEMTIZCDESIH D HLER/~ 27 10 7 7 — T O & Rk & 898, TR shs, A7
O A ROV AFEERITOERICSE Lz 20Kk, TV F=rv ek hTary bu—vEhizn,
SLEDOIMERIR & LCHER/~ 2707 7 = VOREFPRMEINTE Y. REIOHREFIEIIB T 5 M~ IR/~ »
077 —Y0FMEDHHEIVRIES NS,
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P-2-05 WMLBHUTUFT h—FRESICH SIS UICHREIRDEIHEORE

ORE wRL A = A &2 mER #5, B —iK°
YEM EHER > 7 — NER MENMRSE RAFTERE RS, SR EEE  NERE

HMT) F< b= (SLE) O#HE LT, HE/~2 077 —YOMEIRBENRTWS, T2, —HIER
A TRIFFICSLEZ BIET A HENE W Z L0 O BIEMERDPEEG L Twb, AIFZETIE. FREHICSLEZ 5 L 72
—IIPERAEW D 2 BT, WS HEBRIZE R 9 % BE 58 L 7272 D HERR O SRIEE N 2 17 - 720
BUBRSLEZ BT % HiEk 2 & ONIBERAINE (dendritic cell; DC) % & & HLER /WL M BT B DIL-8% BEE L T\ 72,
BIESLELAFOSLEBHZ ICB W T, HERGENIC BT BIL-SEA I AN L LR L, #Zidhdh o7z MOSLERZICE
WL, FWHRIL-8FEAZ RO L d o 720 MIEIFN-a flild, @H AT LA L TWZd o 7255 MOSLEZ 5 IR
JASLEIZBW T ER 28Dz 7u—H A M XA —=F—%HWw/zv—F 4 ¥ 72X 5 T, plasmacytoid DC (pDC).
myeloid DC (mDC). Hi¥kz 458 LIL-8% %€ L72c pDC. mDCTIXIL-8DMEAIEFRD SN0 o 72H%, HERIZBW
T, M CELBEDOILSEEEL TV, 70 —H A M A MY =2 X BFH L~ —F — @ clk, BUAERE I,
pDCIZCDO9SEH A E T - THE D, mDCHB X VHERIZ, CD86AE K FEH L T 7z, fMDOSLERHICBIT 5L~ —
71— AT Tl BUBSLE & AR ICpDCOCDOIFEI A E F o TWwW/zAs, mDC. HERDOCDIGIEHIZ oW TIid, % A
LB UAEEZBO L o720 U EIS—IERARD 2 BF0pDC, mDC, HERASEMAL L THB Y, HEkiZE
FMCTREDILSZEEL TWAHZ AL 72,

BIESLEIZ BT, HiEk7 5 NZpDCy mDCO B RIEWALATTRD H . SLEOIHREICEDb > T h0EEZ 5
Nize T/, WOHERBEMEM LOIIEICZ 5 LIz HEROGEALDS S LT A TREEAVRIE S iz,

P-2-06 ERIRFLIEEZRELU2HMTY T b—FX(SLE)3EHEZDEREFICON
T

Oy &, MEb BlHE, bR 2 Ak 8. &1 K & U5 Ka
By EWRSINEER Y ¥ — G

IFUDIC  SLECBWTIEEHRBIEDO Y 27 BEwE T 2MEND 5. HARBILE 2 585E L 72 SLESRER % #%5k L
72O THET %o

JEBI:[ 1] . 245 4cthe 13RI TS B, WAL RE, BEI. FEFERY Vo ERENR. mERMRA . PUEPiIR. Pids-DNAPLIK.
PIDNAPUR, MR 2 20OSLE & 2. B4 Mildclass Ila, mPSL SV A##:, PSL. 7HF 4+ 7V ~ (AZA).
3372/ —VBET = F )V (MMF) T L7z, 225 HA M O PRI E O S TR A L. HARIR LIS
Laisnz, [2] . 22 cthe 120BFICEHER Y~ NEIENR, J82%, BOEALRE. MR, PUds-DNAPUIK L5 & EAHA
IMLE % FROSLED Z Wi, B4 MiiXclass Ila, PSL. mPSL/ SV A & MMFETINME L 720 20mciE, R o B3
BT AL R 2 o 72 3@ D 72 D IAT o 72 WA © HURIE 2 BE b U7, HUIRIRFLEOE & 2. [3] . 14t
1470, FEE TEIRALRE, PO, PUBPUARRE. MERA % 58, SLEE i, PSL. mPSL SV AL 1T - 72,
FOBN—TAGREZIE L, MMFTHEES, mPSLSIVA, Y Z7B0ARY) ¥, Y7087+ A7 73 FaeHEsd,
FHIPER AT &0 HURIRSLIEE L B s vz,

FiE AR BEHITIN# L TWASLE 29ERIC B W TEWVHIRIE AR 2 B0 72, ZO0EF 24 e L,
BAIEY A2 WT %N U720 BIEOHDIEAH, m-PSL 7SV ALY A 7 BRTH 720 T2 M4 % UEChgEd
DOSLE%R Grte ) = FH#E (MCTD. SS. JDM) 53BICHLAR L CTREMT 2 47w RERA, ) v SRR E,
CIPE PN SR R N PR By, BRI AL, HbRAE. V) > 7S BRECICE. M Cresifii. PLARSDNAIgGHUA B il
m-PSL 7V AFEFED) A 7 ERTH - 720

EE D RONTY U T VBOBRETH 5 HVNESLE TR S 2 WIS AN IR DSTSE LR 5 WIS % 2 5
. W ODPOHIRIERIED) 2 7 BERDBH LD DEEZ SNz, EHEIZIED boccult papillary carcinomaXCi8
WA NI L 2 BWEEFHOMEIEIH 5 D00, REIHIELEOZEER/NL E B ASLEDE:, ZOho) 27 N
T- OB G 2 W 2 F0E L THRET T REEE E X 5,
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P-2-07 HZEMEFEDEHIIORRT 7= RNV AEERICRRFBRFNTZRTU
W—FRABRIV-S(A)BSHEFMETI U T F—F2AD10EK 6

Offcite AZE B M SOF BT @I R R AR, K 28, 28 52
BOF SE2 AR B RR SCHP, s BB gk sty AT &

W ERIRAE NRR R, CEEERIRT SRR,

SWHERIRSE RERL: - AR, GILTL RN ke NER

[ZLDIZ] V=T AERIVEI W T A REHEERE LTI 70K A7 7 I P2V APEN TGRS, FEFHOK
MR S D R S N 22, A MET ORISR E ZIEE % 5, SHIEL 13 RS ERTILY— 7 AERIVE
LBW, Y7 uRAT 7 I RNV AHEE AR TP R BOR OR A & fiAT LI R o e gk 7~ =T
A (Systemic Lupus Erythematosus ; SLE) OZLJEHIZ R L 720 Tl 5. FEF] EFIZ10M LR 20144F12
BT, EHBEE KB ZH A, KHPSLEICRE L TWAZOFREADEIN 2 Y . BTE CHLMA % fifr S h
720 PUEHLIRREYE. PLdsDNAPUAREE, #iAMKIE % ROSLEE ST &, 20XXE1 H 6 HURHEAE o720 1T H
8 HR S B EMIC X BB Mz FE L TWwWizds, APTT 397 B EBEFIL R L CWwiz/-o8EmE —Hiik L7z,
RERZ OB AR, BB EMORU)T OB &2 7R L7225, TRIEMOHRIC L ) BIREAREITH) 2L L )iz o
TWwWie bk ZAh, MiMUE. PldsDNAVUAREELSEST Ly AWML, /MGEA s ML L7272 1 H19H +45 &=
DA GO E AT UL ROV AERERAT o 720 MEMART R BRI A2 o5 Y IREPURERRE & 2
WrL7z0 AT 04 F2OVABBEBRIM/IMIO BEZ MR L. 1 H23HICBIBUEER % fifT. M= ME 7 & A B i
R L7720 2 A2THZ S 2IMHO X710 4 ROV A% AT LB HI TV — 7 X %Kclass IV-S (A) & ZHr,
2 A19H P BB IRAEIT 2 H51T18. 2 H23H > 270k A7 7 3 POV AFELRBEA L7, [££] NEOSLETIZE
RICEEDO N —TABLEZAHL, 2708277 I FAVAREPBIRENLZLH%0, Y 70K 773 FD
SEIIHIERICE D V=T A ROBRREE T RIIKIEICSHE LA, O T IEIC R 5o I EE R
WTIX. TV FR VAL O RERG-F DL MR LIPRBGH RN 2 TSN A2 LAz TBY), ¥ usk
AT 7 3 RSOV ARE R WEEE $HSLELRIC & JIREHRE RN O @I 2 R T UESH 5 L E 2 bz,

P-2-08 RTO—EERBETHRRERINIL—TABERO—F TS

OrRy RHS e FRELS /i S, il AR TH #5e JF L BR. Ails i
s AL OKRH MIFEL LR oA IEK IEEE AL R
TENZEERRAE SRR vy — NERE CERRE BREERMERTTE NERE

70— BIEBEFIC TN SINZIGEOB R TH 5, FHRAFERED? OV — T A LI LN, HHICHEMRZ i
1T U720 MARZWIAS S, ISN/RPS: IV-G (A) EiEEMERE o720 ARE®Z2L. BOXAT0A4 F (FL k=2
Pred. 60mg/H) &E¥IHAE (3 VY E Y MZR 300mg/H) ([ THBEZ MG LGRS L Tnwizhs, B oE
bR T 72, FFED X ) ICBEAMIC X 2T R 2R L9 2 TAT A MOV AHEE mPSL 1g SHE x 3 7 —
WEPFH L7ze AT 04 K2V AEERIL, HEABREOETIIMZ SNZHRTH 7245 &7 0 —EIREBITHEFR L.
EREOUEL D SN Lol £2C, BIMERELTANV Y =2 —) VIHEEL 7O T+ A7 73 F - 200
AFEDOEL LR BMIRL L 95 &F 272, &AM, BEMOBRTHLILEERLAHIZAT, AVvi=a—)»
PHESRIC X AEHEZBIRL 720 22 Th, MBEMNREZFICHFELY 702K~ (CyA) 2Hws e & L,
CyAPFHZIZ IR 24 ICEARIZEAD L BB HACEFILL T IBBRIFTH o7 2O L) RS 70—
BREHEIRT 2242 BBV —F AR LT, ED L) RIEFFREORBIRPRA 09w EE L) AT
WiET 5,
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P-2-09 /MNEEARERMIEIL— T ZIERD 265

Oi¥F B gk R AR RA B 2k WL e Bk AEN = ikl
FEHES ORER RFRAR. ATl fR—ERS. IDH MESCE VR —RRS AR
HelAc ke ANERN iRy R NER

BV — 7 A JIESLEICAE 5 /NS K2 IERICAE T, BEILERI LD 52 L bl 0% B & G E T
Hbo GFR A IT/NBFERMYEL — 7 A %% 2 BIRER L 72O TG T 5o FEBI 1131352k il o A Tk
T AHMEM: - THI - B &2 RAE L T7ehs, MERALEE. AIEEI. v v o3skiiid, Pughifk - Hids DNAFLARRG M.
AR IR, FR AT FIAERE 2 SSLEOFZRICE D . &2CTHT b S BV — 7 AR5 & 3B L7z BEEEIR
HH, FDP 107 1 g/ml. D-dimer 7.1 pg/ml& B2 5720 7L F=va v EE% BIE UAERIZGER 2 IC8E L7z,
SEB 2 \ZAE2 DM e 11 R ICHHAALRE, BAEI. U > 38k, /R A, PuPuik - PIDNAPURRG .
BEAARIIE L WSLEE ZBW L7z 7L F=vay - 7HFF 7)) ¥ CHEFHRIH O15 ., 178 IR - 9 % £F
IBWML VI CTABE L7z WINHERCT L, IBIMER R Z RET 2 BEROINE L BEREE L, V-7 Ak L
FZWMLTL F=varyEaEiw L AT7a4 K20 AEETRE L7z, 15%RFIZIZFDP 106 u g/ml. D-dimer 7.19 u
g/ml& AU, 1782 1ED-dimer 1.17 p g/mlTdH o 720 W N OFER] b FE 52 D TUHE A © I A N 2 Al [ 4 A3 e
bW, V=T AT FarrIy s -GV YF ) ¥ PR - BB 2-GPIFUKIZ TR TR Tl Y IREPURE
BERIEBENTH o720 T2y WINDB AT U FAOKISIIEFTH Y, FFIER 1 © X 5 ITIEFEIR TR T 5
Wirtrid. BEMIICSLER 5> TREZITV. RIUNHER L R T 2 L2 0D 5.

P-2-10 IDRRZVIRERE UTRELVEZBEETIVUTY M—T2AD—5RH)

OL fiiz, vl #r, iy Kb, BH SN S8 BT IR Zodh, HiF #1
KH RREE, AT SRH EK B ST R
SPRAEIE RN 7EI RR NEFR

LI

DEREEGETY) 7~ b—T A (SLE) fEFIDOFK25% 2580 b N L HEDEWEEIRTH 555, —H T, DEET
FERE T BIEFNIFFINRIZB W TIIIFF M TH 5o FHIFRA L OIS X O 5 2 ¥ FERE IR & L THE L 72SLE
DB 2 REER L 72D THET %o

HE B

FEBIIE 6 i3 e AR 1 » AT HIHRME AT L. Bhfke L ORBBISE I Twi, J8b X UIRIE OB
BrRorzlcofiEE s L, BIREE WA TR IO, Bl > b7 oA THEI 2 OIER & 500
72720 BMEANKIIE o 7zo ABERE, IHBHTEAR, (O OWES. DR 5 TIRERIC T BIE O 2 il 720 KB
R EIER 2 EOP R %o 720 MLEARA T, FDP, FDPD# 4 ~—Oihl, MLy, CRPEE Z 780 7205,
MERIRAEFED T, LA B FR0 27 o 720 DB B P b A 35 X O ERCTHA Tl &M LE#K I 2 380,
7o, EMWEORE, BEFEOM R 2RO, wEra 7)) v 7R Y ORNIRGHE T RIA LIFEL 7255
FDP, FDPD¥ A < — O EAFEHE L 720 € ORIUEHUE (1280F%). HLdsDNAPUK, Hia v o+ € X ik btk
THHI LML, HERTEZEZ O 7 ) ¥ fEORE LD X2y AREE RO R 280, SLELZ
WrL7zo A7 04 FEBREARAERIZERL 2 L7225 MEIC X ) WREofe oz, BUES 7 1) 5 206
HzEHRIEL. A7 04 FROREREZEDTV5,

B3

AIEBID X 5 7 DS % RFSEIR & U CO8dE L 72SLEDERI T, K95 7% EOSLEICE MM 2T B2 R HEDH £ L.
SLEDEEZWIIC BT A DLW EHME SN TWS, JERAHO KR 032K % 3R 5 iEF] TIESLED 1] fig
I EL, R0 LRETH D,
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P-2-11 HRAOETZZEICERICE>-2BMEIT YTV b— X (SLE) D16l

Ol Fid, I B BA B, =R A ES el =0 for R,
Tras
IR BEEER ANERE

[12 L1Z] SLEIZIE. #30% DJEBNZIREOHE 2 8D, RIS Y IREIAIERTE (APS) G0F6I TR T ORIED
B\ Al 3R 4 FHER 2 B ICSLED BT IZ £ o 7l 2 #EBR L 720 T IV E G2 5 F 2 THE 350 DiESI]
143K Fo AEMOBILT 2 EFRISEERM 2 22 L, AWBEEE, fRLEREZ 20, 2704 FREERS TR#
BIFL o7, WMEMMTH o7, HHETHY ., BWMARIIETH 5 2 L LIBEURAEED N, LA THPE
BtETH Y. BEEICHINE oo HIGMBEL BB, BIRALHE, DUBIEMALRE 2 380, MAFT R T ¥/ B,
AR MLAE . PUAPUIAR3206% . HissDNAPUKIIETSH ). SLEE B L7ze PiAa N T4 ) ¥ VBRI TH - 7295,
V=T AT >Fa77 7, HiCL. B 2GPIHUAIZEEYE, D-dimer. TAT EF7Z2 < APSOGHFOWRENIZD v E
HIWT U7z PRI LR R AR 2 A R 135809, SLEDANIZ 145, MUEKHT R & U CRpi i, MR R IR IRIE, 1A
PRI L SHRPEIBE, A RO S, A7 T4 ROV ZHEE & HUIVIMREZ G L2 E 72, b icmuheg
FR % RO Iz720. BAERERATL. OV AMICEED X 0 X7 28458 L B oM %380, INS/RPS 1A & &%
Mrl7zo iRk LTV F=vuy, ¥70) AANIRE T o720 BH OKBE, BIRALBEIISE 2 380, ML 1)
DA O 15 PUBRBUR DI T 2 @8 720 HUEHT R CIR BB, M &0 2RO, H 2 FEOH I BIED
SiAD 2% MARNE % FF 5 MR HIIZ I, B AR AR L O 212 L — =217 ) 78t T bo [E%] SLE
DWEIRIZFEE T 2 & P TRIEL S 2 & S b RIEBITIXAPSOEPHI 2o 728, IREHHE L L TIZEER
Tholo BMEIEROEST 27D 26T, EHIERPEIETH > TH, HICSLEZ & LB 2 SHHIZHE < £
B b WHEROTHRZ I LD, ZRGREOMBICREL, SHEELERBEILETH S,

P-2-12 TERFRESFHRMIEZHELEBEIVTI =T 20D—HI

OFT ZEWIL TH B HE BEE. #e miik, Sk 2, =k 18, R+ e
TSI S B SET LOVE R CERRILAL C &b ke s R
S N EYA - s RN A KSR A

/NRSLETIE, REFEIRINASIE 2 5089 56 2 LIZMTH D MAROHHE - HIEITOWTHIELR RS 2V, S,
I REFEREME DSOS %KD 5 HIThNUbNORER L/ER %2 RET 5. EOANZISML M. HAERL )4
HICEHMEE 2RO, BUEDL —HBALTWA, ABE 1 7 AERNICARIBICH BB L, 20k, &% s
LERBEZIMNCHISRAHBE L 72 Wi CTHEPUAR LS. PidsDNABUE LS. S aHHRET 2 &2 B0 72720,
WRHBNNABLE e o720 720 ABRHIH X ) BEERDT, T4 234 N5, PR, HidsDNAPLAR 1.
WK T2 EORT RS &5z ) 7~ =X (SLE) & W L7, FFElii e L CAPTTA%60seclCEELTBY .,
D-dimeri3502 u g/ml& L5, V—FAT7 v Fa 7 s v b () PEEEETH o720 F oM IR,
JRAIMER 3+, CRPLF-72 Lo, WEEERCTIC CAMERIHMEMEE & (AFBN) &% 807, F72. AR
JES AL 2 MR L 72 & 2 A, KIEEIRIMRE £ 72 13085 238t b L 4 i AV S 7z, i 3% 5\ TAFBN
IR NI Lz KRB SH A I PR EEA D FOG % & O BRI L 7245 5. RS EHIR MAIE & OfEFIcE -
720 TNVT 7)Y HNT A -~ Y F MY A X BPEEBREA I L2E 2 A, ASHEHEE. D-dimerfk F &
W L OUGEEER % 2072, SLEANOEFE L, FEHEHRMASTENDZELZB L, AT704 F2SVATIEREHE
TLU RO v 5B L7, BEEIEE. SFICIRENOESE I EHEAT LI LN TE, HAETYF+ 7Y
YEMATHFRENCTH Do RSP BRI - PUI/IMERE D B L TB Y. 5%, RISEIRILEIEZ 0 X9
WCEHTREPEEL TV DS,
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P-2-13 HMERTHRAEL LY VEERFBEOZEMTIVFY M—F20D—Fl

Ofed —x. BM @, |k &k R 70, S Bz
RN Z EQRHFEL > 7 — G SuEh)

EHUTY T P—=TAREGPEINH 5 HORIERE T, PUBIURISHEIC L ) SR b - 2B EN S LR %
IEIRE BT 5, BRROMASIE 2 5 & 5500 VIREINER ST ) 7 P =T 20EEE L TX <A
LNTBY., AROZRED) Y IREVUREREHOFEN E LTIdRE Th 5,

Al PUY VIREYURBE A MER 2 B L&) T =T A0 6 LB AR Lo T T 5, B
1 R < S & PR A T & U THEDS A B2 R 2 M BEARE 3 MRS HTEE ABE & 7 o 720 CUEEESS - BHiE -
M/NCGR A - PukE PR B P - PLdsDNAPLIRBG P - BT > B & Puik btk - AR - 137 — 2 2B 2 359,
Systemic Lupus International Collaborative Clinics (SLICC) Z:¥EDERITEE b 33HH, %% 6 HH b 5 3HH % il
Ly r<x b—TR LB SNz, U VIRESURE B Z DS MARRE XSO 3. PT - APTTIZR T L It
ELTw/, ARBEH 7o ba v kB TH Y, BEBEROFEFIK T ba v €V ERSD 5 Al S
7oo BHMET) T =T RIKH LATEA F27OV ZFED B S LV — T AR O 72D BB IHERE & 72 o 72,
MEETIT o 72 BB AE M CIXISNS#8 CTClass IV-G (A) 7Z2o/z728, Y7 0RA7 73 F2OVABEZREBL 2.
ATUA R2SVAEEI 7=V - 7 URAT7 7 I F2VAEEL 7 —VE T 728 2 A SRS PR s b L %E [ g
QIEFAL L, B LTrFLF=vuy - 3372/ —VBEZ 2 FVAREZEAL, Y27 0kz77 3 K250
AFLEERAT RSO AT 04 FE#T 5 /58t U CRBEE o 72,

POV IREPUREGER S AT 2 558 & 3 A 2%, $u) VIREPUARREE I % 23 A2 WEBE LTLV—TAT ~
Fa7 gy M7 ba v ¥ s ERESERE (Lupus anticoagulant-hypoprothrombinemia syndrome) 25415
NTW5, RIEHD FREMREAFEEZEZ O, SHRIEBBEOTEN 7 » 0 —2UETH S,

P-2-14 7NIETHZEBALEZEMIVUFI A—FAD—H

OB #lsl, P 2 I BT (el St JUH 900, W M
SRR B NERR SRR MRS Y 5= BRI - 7 LV E—
SRRERAY BRI )T - BRI

[iZtwic] @5tz 7~ b—=72 (LT SLE) ¥ 2z HET2HCRERRTH S, SLEOREHIEEL LT
A7UA R, Y207+ A7 7 3 FEQREIHIF, MG L#EE. y-r07) v 2 EREH SR ENS D%
PO LEERAIZH TV RO TwiRv, 4, 2707+ A7 7 3 F7OVAFEIC TR EM I
i, FEEE T B E L2ERCHEE LAZSLED — Bl 2 RER L 720 CHtE T 5. DER] 19L& 1SR AR
B & BB L 2720 EZ2 L AIMER. /MO 2 RFMERRA 2 38D 720 [k A B O KA THIUE >
256015, PLA N T4 ) ¥ U PukBETE. BT B 2GP-1PuiRRE . MEdE R BMtE. CoombsE Mt PA-TaGRE.
KT (C3. C4. CH50) #F¥H720 PIRNPHKIZEN:ETH o 720 FRHLH TCRIMKEREIGO A2 RO 2. A
AT 04 B9V A % T LAERIZEE Uiz BBEIRDS D N7 D MEE BRI ES Bh oo VMR D H Y A5
04 FEIRWESGICT 7+ 08— T Wi 1RE X 0 M, B, WA 2 NI ERS . TIPS, fIREASHI L 72,
Puds-DNAL KD FALTB Y., SLEL B & Lize HIRMBEL—T A2 FRIEL. A704 F2VA, y-7a7)
VBRI Y FEF UV AEERBEA LT, T FEH V2OV REAEI0Z —VHifT L, #2780 A XZHGBL
ISR L VO TR Z bIXY . BOEE, GTRMEIESHE L 720 MRUC TR OW BRI R % i 72, K
BIZHIRNPHUR - HLCCPHUE, HISSAHURDSBRIE & 72 o720 FBEMRY KT L D124 D, SLEFBREHM LT N &
T IEBA L. BBETNY 27 MBIk L T b, [KiE] AR TR 0 %@ IZHIRNPHi kS
Bith &N TWb, WBHE X ) 2R HRIEIRE BOPUARDTED SN B REZRLTBY .. A0HE - 6% - T
FEZLETEELZBIEEZONSL, BN GHREZMARET S,
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P-2-15 RESHIGADAMTS13EEERIZEIC &K ) Thrombotic Thrombocytopenic
Purpura (TTP) BREAIICEENAT S ENTESLED 141

O Aty BP3 iz gk AN I Rl R R R R
RS ANERE A RIS EERNRS: S

[1ZU®»iz] ADAMTS13idvon WillebrandX F 04 B AW 23 T H . ADAMTSL3NE P @ 4 F 1 Thrombotic
Thrombocytopenic Purpura (TTP) DB & %5, HRMETTPIZHERER, BHFEL L ICHWIRETH S5, L4 iT,
SLE#% SEfEc i & L2 TTPRER O EMUICADAMTSISE M2 2 L, EHAAT L ETTTPRIER FHiTX 72
REBI % REBR L 72720853 50 BEM] 145 M [BEARE] HecdimEz U [BRIE] 20124E11H 2 a4 v 2 B
FATHER L. B M /MR A, Pk £ i, K e IR % 4 U, ADAMTS133 #:0.8% (1E % : 70-120%)
ADAMTSI13 inhibitor 35BU/ml (IE#1H @ 0.5BU/mlAKi) THo7272DTTPLBZM L7z, MEERIHR, A7a1 K,
y 77 s EEICEBNMEERAT o 70 BERBHNSLED S WL 272 L 720 B9 H%. ADAMTSI3E P,
ADAMTSI3 inhibitorfi @ IEH L% 38D, LIEEIZ A 7 a4 NG T ICEM 22 ADAMTSIMED M E % 47 - 720 2014
£ 8H X Y ADAMTSIE DR T A %2 32, A7 a4 PG %2 88 L7255 20154 1 HICADAMTS13iE M
1.1%. ADAMTSI3 inhibitor 27BU/ml& % ) TTPRAE ) A 7 e\ iz, FAE2 HIC AR L7z [iE#EE])
ADAMTSI13# 75, 3 X 0NADAMTSI3 inhibitorkg 2 H Tl 42 3 HRMIT L. A7 04 Fig5E2HE (7
L F= r1-2mg/kg/day) T ADBUFLZ RO RN o7 ABTHHIZA T O A RV ZAFEZ TV, — I
ADAMTSI13i% P 5. ADAMTSI3 inhibitorf& F % #7275, FEME L2, ABOHHI D, Y270 2K) V%
BB L 720 DIEIZADAMTSL3EE 5. ADAMTSIS inhibitorf& FA3A& 54, IE# L L7, ##HADAMTSI3
WV CH - 7225, TTPERIET 5 Z L7 <. AReb4H HICBEEL 720 [#E7E] TTPEEA: D & % SLESE B
L Cid, BRFMICADAMTSISHIE #4179 Z &A% TTPRIETFMICHEHTH L EEZ NS,

P-2-16 2 xI—JL VEEREEERRBECHFEDNEREZHICSII 3TN

OFEM %57, Kishore Malyavantham?® /M —RFS, Bfr A7~ ALR BIL
W S R 2L Julian, L Ambrus Jr.°. Laksumanan Suresh?

IFEZ X5kt 7LV ¥ — - BERE 2Immco Diagnostics.
B[RS EWNE YN T Ve P VAN S RE S i N

R S KK B R R AR G SRR N JE R 00 B

*Dep. of Medicine, SUNY at Buffalo School of Medicine

[H] > = =27V EEER (SS) &, IR - MR OBEEIC X 2R Z M & 3255, SR LIRS %
&5 MENTVE, £2C, RUoBH L HELBABILEILETH 5, NEOSSEEHIE. Y5 WHROH
BERREDRE LR I 00, SSORMTHLEEZONDL, SSEETHERIE L, FREIEWE SN 5 PISS-A/
Rofitfk. PUSS-B/LafiiRiZ G HALICHR S22 2810 H ) . o BHi~ =7 =KD 5N Twb, £ T il
FREN- 8727 B EPifkanti-SP1 (salivary protein 1) $ifA, anti-CA6 (carbonic anhydrase-VI) Hifk. anti-PSP
(parotid specific protein) $ifAD, /WNESSOBWIZ BT 2 HAEEZWSH»ICT 272012, OB 2175 72,
[J7iE] JEAEAUET WM 20w 72372560 (— kPSS 1361, Wk PESS 1261) & JE AR RHE 72 8 2 W ATSSAEE b
N2/NRBHENFI DM % AT, PiSPIIUA, JLCAGHLAR, HIPSPHUAZ ELISAEIZ TMIE L 7zo 5061 D e /NE
arvira—)k Lz,

[#E3] 37Bid 6 BT, NS DHOHAEDRHEETH 720 9 B 1 BHIHISS-A/Rofifk. PLSS-B/Ladifiv i d k&
PTH o loo FRREMIIPEDUE, PUSS-A/RoPifk, PiSS-B/Labifk. PiCA6HLAKIZ100% TH ). PLPSPHik & HiSP1
YU TIZ98% TH - 72,

[wham] #rdl e bk, BISPIHUIR. PLCAGHLIR. PLPSPHUKIZ/NBSSO I W A M 2 W HeMED D 5 o
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P-2-17 IMNREARFERAERMEZXMY T —J'L VEREEDMR SialographyDE B4
Ok @ il Fus, Redk —2<5 kel &Rk BER D5 i #R5, HHH g5,

A !
VAR S B e 7 —  RSRIERL, SIS S B Y 4 — AR,
IS 2 b B ¥ 5 — U

[ZL®IZ] ==V VEEE (SS) &, SZMEME MG A R IENEZ IR % 29 2 4V IS SHEDE U 2 B0 |
CHEREAT, MEMEERINZLEZONTVS, T2, RATIIMMOHSRERBICEIT LI L L0
ARTIIENTH ) ZORIEHERII S 2TE RV, EHINETIE, RAEERID R L, IR RRER TRIE
ToH720, REINTuLRLLwEHNSINL, 40, FT4iE. MR Sialography23SSO B A H TH - 785
ZL720OT, HMELE L ITHET %,

GEBI] Y4t > & —1C AR L= 95 ORFYES BRI A AR PR B 4 (pJTA) BE 1Bl &tz ) 7< b —
T A (SLE) H# 3 %I TMR Sialography % §if7T L 720 JEBI 1 1ZRFBEVEDJIAD 15 M HUSS-A/Robifk. $SS-B/
Lapifk & etk Td ). IREHZ2 COMBEEE ORMIC X o THERGWEIK T 25%EbN72s MR Sialography Cj H
THE PR AR OB SIS S 720, AN IR A M & BT LSS & T L7z, JERI 21X, SLED 121 e,
JEIRTDH o 7245, PUSS-A/Robifkbth. HUSS-B/LabtfkEEPED 728, MR Sialography % 17 L 720 MR Sialography
THREDVR R o72720, TN EOKEEITD RN 72, JEF 313, PISS-A/Robifk. HLSS-B/Ladifk & b Btk Tz
T EHEIEIRIE 2 Ao 720 MR Sialography CTHES 1 & RO A H 0 . IR E B X OWE 0w 505k & b Btk
INEEE R AE RIS X o THEE B I L 720 JER] 4 12 SLED 1559 B USS-A/RoPiffid Btk HLSS-B/LabiffiZ a4 TH -
720 WEERBERIERIE R0 722908 Y BV EXZ A5 725 MR Sialography Tld. Ml & SICH FIREVHIL B,
MR B ETENL A SNz B EITIER T MBI W KT LT 7z, ANEER IR A B CSSOHifE 2 75
R o572,

[(F42] B B RIERD 2 WEF TMR Sialography 2SSO B WA T - 72HEBl A2 FEER L 720 /MR TIERDFF
A3 L <. subclinical SSHEBIAZ & SNTWS, BHATOBR ML, AR E o TZER RO &\ MR IR & s s
WEFNTEB Y MERRAEBGGEIT ORIB A L WIEBIAZ Vo RED AR \WMR Sialographyid. SSOZBWIZA T
HbHEEZD,

P-2-18 H#HEEKMED V/INEHEDZBDPICY T —J'L VIEIRBRDEIRZE LT 16

OAEE o fRdE Zud ' Ouf @98 R e R HMES, i jpems
'JCHO ALBEALIRHEE /NEFR *JCHO  ALBEALIREE B 5k
‘JCHO ALBHLIRAREE  AWELR:

FEBIETERERG L Ll 2 SR Fitoe % JE 4 & SHER ) > /8 ET O A T PEIRAR 2 EFR IS MBI AR, ABElEiA I TWBCIK T,
CRPREME, Wifg B C3HilER 23RO TH Y MERERIEY O SEHIE LB L. A7 a A FICTHREZHG L. AT
04 FANORSR BRI TH o728 A7 04 FOWRIZHCIHRT 2y — F2RET 29 biZ, B TREEZ M
VLN ol PISSAPKGIETH o 72720, EMEFERL72E A, SR &/ SEIMRRERE Y >/ SEHRIECHF
JE 7o 7228, TUS CLAMERIR OB F PR IC B ERiZE 2 o, HISS-ABUEBIEE b, vz —7 L VIERKD
W REHE R 72 L 72o {GHRIZAZA EPSLO G THEAR DO A 7 < il L. BISS-APURIZE OGS THE L7z, #
FERERTE Y Y NERREDOREMHNT Y = — 7 L VIEBRER DSR2 G0 L7ZHERITH V. STHRIEE L & HITHE T %o
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P-2-19 EBohCERAAIN. RN ZRDIeY T —T L VEEREED 161

Ot #—"2, i BoZ'™, IHH 2 Al -2
WERISNRES Y v 7 — T LV F — G - IR
REBUSNRERSE 2 v — IR SRS PRAETR MRk ANERE

Vx =7 U VIEGRRI B, MR 2 OISOV IR SRR ISR SN ACRIERETH S, MRV T LY
SEERE (SHCHE B RERER 2 5290 ZHEBI A D 70 <, FEBC BIEER, K95 7 LI RN ZAEIR CHIES 5 2 & 3%\, 4l
P L, BB ICBOEALEE, BUIRAIE A 2072 = — 7 L VIEBHO 1 fla R L 720 THE T 5.

FEBIE, S . XAE 7 H20H B & 0 B ALBEASHIBL L 72, ALBEASYH L 2\ 7280, OHISHICEER R & 2% L,
BOALLE & 3848 S 1, TP 87g/dL, HuBbufk 640K AL TH Y, &M%y 7~ =7 X (SLE) Z&tbh, 10/ 2
HAZ Y BEfi & e o 7o BBz ishy, WAL 2 520 7275, SLEICEET 2 MOMERIZFED T, WRIER S B %o
7o MLERRA T, TP 86 g/dL, IgG 2968 mg/dL, Hikkbifk 1.280f%, HUSS-AHifk>500 U/mL, HiSS-BHifk>500 U/
mL, RF 39 IU/mLT& - 7z. HHIAMIE X589, PLdsDNATUE, PLSmPUEKIZENETD - 72 WIRALBE DA OFER %
RBOZWZ L, MBEREDOKERN S, ¥ x—7 L VIERRHEOS N E L THBRREBIE L7z WAL L D% E 274
{ o fad’, X+ 44 8 HUUIHIE S BURALIEASMBL L 72 MEEBW D720, MRS > F 277 7 4 — & JidT L, H TR,
FHFCTOERE - PWEIFEHIMLT LTz F72, AT A M TIT7 ml/1055 & b I HARMER W 2T %2 72
Wb, Y x— L VR B L UEEZEL D 8 AEAEE L T A7, BUE X THLBELSA O JERILEE
DTV, 10D EofG# 2B LG7/MNE Y = — 7 L VEBEREO@BE OIS T, #2872 244 5 W R R
RWIVERZ RO BH103% {, SR OEERLEHBISEPLELEZZ 5N 5.

FLPECTHAE L7/AR Y = =7 L VIEBHOHE L, A T4, TDH 5 1 BIIAREG & UL 72fEHE 2l -
Twie Tz, ARV = =7 U EBRE T RICHK 3 FIOREFID S 2O TV oL OWED H 5. /NG THIEO
K2 RRO 7B, ¥ 2 — 7 L VRO R 2 SBICE W TR S22 L HD D 5.

P-2-20 ZEIENBYEFIEITRMBEERNICY 1—J'L VERBZEH UT-—6

OfkiE FX By 82 Ml &Rke. BER J501e, 4N Be?
VAR S BERRE v 7 — ARSI SRINRL S EH R vy — R

FUdic] kMY = =7V VERER (SS) OFEEHREREEEANOGIHIHTH ) ZOHEIAHTH S, L
PUNETIEHEIERZFZLZ EADL L, B SN TR WAL EEET L L SND, LB
BAfI % (pJIA) & PFL7-SSERBIZ L 2 2RI L - — B2 R L 72D T, XN EZE R 2 M HET 5.

GEBI] 1528 12105 H 5 5 FRIEHE 2SI B L. LRI - BEBIEIISEIRASIR 2S5 720 I RAETEAVEL CROR I &
TS NELREIE 2 SNTz. R4 IS ONER - iEEST, EEEIFIHICIK T L2 WES B L 72, 137 9 2 A
(2T RS AR BN R R CHE AR E 2 B b R PR BRI ENA - & 7 o 720 XA TR B /ML & B R RE. &
A %2 D, BAEH WSR2 B IS HEBR A 22 L. Mg AKS 5% CLFIR/2/3/6MP. A F 18
1/3/4MP - 3DIPRIH. TiFRI8N. AN RIS, ACRPBARN. MiRBARIOMENR - 2UKH 0 o W FRAE, mFFEMPRISN. M
JHBAE - MR AEMPRAE I BIFI T B HIR D D o R OMEMTH VLR Lo BIFIHEE A Tl FHMP - PIPE
Wi, 2 T-ROEN. T BEE (C B IR S W RS, I S 2R Vs O BT R o EIME & 2 7o, MLIARAS T
WBC 7400/ ul. SAA 746 u g/ml. CRP 2.83mg/dl. RF&E# 3700IU/ml. MMP-3 271ng/ml & 29E ek, Vo~
F N5k % iR 72 PLCCPHLIK - Hids-DNA - HLRNPHUK - HLSmPLE - PuSS-A/Rofifk - PLSS-B/Lapiih ikt
Tdho7ze ULDOpIIAL BW L7ze HHEIZ0612g/cm2E KT LTz, ABEROREZETY IV~ — &l
45mm., RHEJBRIERR 28, 7 vt LS Y2 a7 4 K54 74 287, MR Sialography T B T i
FIRPC FAROBEF AL S . F 22 LUEARREMAS T4mm22 72 1) 2 focusD V) ¥ 7 3ERIZ T 2 FROSS & B L
720

[£%2] TTAICBWTSSOABHIIMTH D, F /R RIESSICB W TRIEE MM EZOEIEDME ST b, RIE
BlE, BIFIRICTHIE L. ABREOIREZEE L 0 SSEE S b7z RIAEBI TIEHISS-A/RoyUARENETH ) BRI
WRLBO LD o2 05, pJIADMMBHICBVWTSSOAIZEETNEEEZ LN
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P-2-21 RHEEOEMSHEORICHEEL-Y T1—T L VERED—H

OF NS NN N =
IR A B ke /NERE

[FUDIZ] ¥ ==L VEEFERA TR E TR, 5, - DO IRZ RIS S N HAL WA,
IMNRTRAD R0 S BEERE - BT RIVMBIZE T 2 20 CH FIRERE,. \AE. 2L v BRERDS
HLBWCES7 B Y 2 — 7L VIEREREZREB L0 THET 5. UEF] 16, 4mrcanasise
Y, 7oV Au~YA Y YHNREICERICEREMEEZ 2D, BEdEE e L CRBBIZSNTwz, 6L )
TP —H1EIERE L HRBRRT 28— FEEDEL TWe, ZO%B, REIRICEERE ) 5% 1 4 3780,
BUEREE LT M 7oy 7V Z NI LR E ATV, DR BTERE E TROBEREZHIEL, 9
RIS T DPEE & TR A 72— PRI EG L7z OB, PUBPURIZRBIETH - 720 1RRRICHFR 20070 ks
JEME 7 EDJHEFTRIE 2 < S B dk Lzas, PUSHiR320fs (BEAcil) & LA 28807, 12/Ick DA
FTIRERmAHE L, SEBCTHA CHEAREDTTEL S N ie PUEPUARIZ12800% (BEACA) & @t PiSS-Abiik
133U/mL TRtk HiSS-BYUKIZIELEE 5720 COMETY 2 — 7L VIEBEREZ SV, BB LI-E A, 145EE
WZHISS-APUIRIZ11760U/ mLICEHICEM E 2 D 7207 0RET L L) ISk o/, 7L F=va Y HIk%EBA
L7z0 LA L. PISS-APUARIZII000U/ mLAREE THERS L. F8#A. HBRIKIIIRA L7 ZODIGEELI ) 7L F=Y
oy, IVYEYHREELEZEZ A, PISS-APUAIZS000U/mLAEEEICHA L. FERLBEIE & Vo 2RI IZ
BN olze [BR] NEOY = — 7L VEREE. FIFEIRE L TR DK T % BRICZZT 23134
Ze & WEERREIR 2 B3 HT IS subclinical IO R DSHEIT L TV A D E 2 SN b, AEGNIRIEREROTZIEMERLBED &
¥ 7 EORBTHRIARDSGMIAL L ¥ = — 7 L VIEBHOBMICE o 72, R, BRI B, BN & oRyHE
RIINBY = =7 U VEBEREOIEIRE L CHEKNZ RN D05, REFO L 5 IR AN S T TR 2 25
HlHH 5720, WERIBEVRERBIGISLELEZ bND,

P-2-22 RENFREZERULEIVUEVESEOIXICKYRBERIESNTVS
Y 1—J U VERED 16l

O%H m' WK L8 FNIL HE alH EE
VR I R B N RE, 2RO S BR SE RAR TE R SR N R R
SHWHNERREERE G £ vy — Rz R

[iZrwic] MEY =27V VEBER (SS) R ASSORIHREL v 2 245824 L. BREE OB & Btk
EOFRIEBO LIRS E NS BN AR O BRI E MR BT R < PoRIER O WIEF O
BIRDRD SN DL, RIFTIESSICH LTI VY E Y (MZR) 7SV ABEOHERENEZ 5N TWB DI —2E L
T, LA LA SMZROEES ERERGEETH D Z L 3MBOEBTHS TS, S0, KBEe@keho
NRSSEFIH L TR EMMEFH N TMZRZEA L, Rl (Cmax) ZIREEIC L7532 kA7,
Ef] 13 W, 201345 H (10i%) L&A v ~27a 7)) VI 29 HYGREREIC TS k% ERERT THh -
7o75, 20144F 3 H R I& & A H TR 2 & 72 L CURMEA & 7 o 720 VSR AR Mom BIALIE <1385 I P A 3
1) YSEKIZ M E R, PUISS-APUAGME & bR TIEAER OB RiRiE % 572 L7z 20144E 4 HPiCCPHUIRM M % 1
I B % D AP 2 BRICMZRBE O G- 2 Bga L 720 IEROUWEE % AL DS HMZRIZ150mg/H (41 £7i) 225
MZR300mg/F& H (4 1 £RT) & BeBSAYICH A2, BECR A ~ b CMZRIILRE 2% L7z 1 E300mgPIARE
Cmax(ZNRE 3B T278 ug/mlEMEBTHE E ENDH30ug/miKiiTH Y, 1 HEBOmglZET L& T
Cmax!33.96 1 g/mUZiE L7z, GHRHBRHIIEMEAD-DIZTL Fova U 25 LTwads, MZRE @5
SER I WA IR % & L AT & 72, BUEMZRIEANC & ) BRINEM 2 MR L T 5,

[£4] MZRIGEOFEMA—E LRVl SR ABRTEYBHROMAE L ZEBETICHREREZRELTVELD
WCCmaxdD N T Y FPELTVEHDEEZ bNb, HAENTIXFAREMMFORBEISEESBEONTEY, K
Bl X S IO FER G B EZRZETENL, ARELEWUDOECMZRIZ T E D REEERE LY S B EEZ BN,
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P-2-23 EFMERBERRICSH T S REMEANSiHEIDEEREIRE

Offfk &, BB ¥ B %, ml AOF K0 @, gy &
BERSNEER Y v 5 — BAetER

U FHAEMREEH % (LUT 5 JDM) 2N EERH KT 22T 5 HOMERRETH 5, AHHEEL L
TIALEHER R AIKALEL M SO N TV D, JTAE, BEEMZIIERGERE S TBY ., @b Tnib, 40, 4
V32t R THRERR L 72 BTRPENG 28 & DEJID O BRR AR 8 % )5 37 5o J7ik ¢ 19844F 3 H 2> 520154F 5 H O W3 I 57
INBESEE v 7 — 12T L 7= B AEVE R B A 452000 2wt Gt & L 7zo ZWiidBohan & Peterd 3E# % W 72, #3129
B 8 B (27.6%) DSHVEMEMI % G0 L7z BB O T ERNI6.35% (2-13%) TH D HLHIZ 2 : 6 TR (75%)
WZEhodze BFRERE LTIy bu UBEDS6 Bl BEIEALBEA 3B, N+ b u—78051 B, BMiEEEH 2 61T
BHolze TOM. A5 B BAEIEA 7 B BB 6 BITH o720 SHITHIET 28072, fuJo-1PUKBETEADS 2 1.
HIMDASHUREG DY 2 BITH o 72 BWiks, MIEIL-613 26 LA L Tz, 1 & ) N EHEIR 2 320 72 3 flid 2k
HEATPERVE M 2 2 L. N 2 BIDPIMDASHUAR % T - 720 PiJo-1PUKBETED 1 i RV PENG 2512 £ B 95 % D
5 LHIARSYURIEBETE & B0 L 720 BRI BRI A7 a4 2 L, 4 BIA A7 a4 K20V 29E2 T L7z
6 BIASREMHIF Z P L7z 1BITT ¥ AT HRBA LT, SaETHRESEM gL E L7 3HIBRE, 555 5
B 3 4E D B 124E ORHE O W CHLIE CKABIZ IS EMINIC S ) . B RIERIZFED TV v, #5655 HE MR 2£13JDMO
HTAEGTRICEDLLZEELREGIETH 5. EBTHEAMICKL6D LARH 0. IREHERO A EIZED S
IDMEEVD & 5B TIEKL6%Z MET 5 LB D 5. B - G - THROELRZME L EEEZ bz,

P-2-24 EEMEIEHN29EADOMRIERO®RE

O @ Eht2 Tuky J—2 BrdE 22 %3 M7 B Bads Pk H—2 ki iz,
HE¥ ®r3

ULIRERF R MR e IHALes - 5e0% - ) 7~ FINEE BRI R E R N R
SR LRI IR O R

[iFroic] HEBBZEHEOBHICBWT, MRUTAEH TH ) RIS IR T25 50 W (% & % WIZSTIRE{E T
FlETE LT LN, WIROFEPHICIERLH AV OREICE V200, ZNL EOKRE 2R S Tw b HiEIX
Bipvg BB TRER U2 AHEE R A R DB ECTH D D B, 42212 B W TMRIOTEN AT S Nz 24 % B E, 40
BBV T, WK HEE 2N Twiz, 209 b, FEE L e, BET LAF229% O KBEMRIZ D W THE T %,
i 5t] SSIESERIE 1k 6 20 H ~ 14, PERIZ k2244 B 7 % CH o 720 WI{RIE 2 £ O BUETHRHR (St 2 IKIE L.
pelvis, anterior, posterior, adductor® 4 A2 BT AHA. HIROIENRZ 048 (B L), 15 (RO
50%LLTF). 28 (50%BLE) L. 2a7V ¥ Lz 204D H28% THIE KD Lz o 72, 174 DO KEEMRI
EIHEBRNC Y S ze FHER I ORER TR R OB AR WA ASA S 7z FBHICMRIOFHGE 2 Sz
16%TH o700 BICE D BHRFEIRRMHE 7 — 7 2% L. MRITH LOF RILHEE L THMEEIBEL TV 5D
FEBIA D o 720 WSROI BASRIEBNIFDP-EASEAE Tdh o 720 [E52] BWEEZ1r T% <. B ICMRIZ SF:Af
52 LIRIROITIBICHAH TH 5o HEMREH RSB 2HBIFEICOWTOHE IR L, FHEREE LTE
JICB ZLREETH ), HEROMENERLGLHAFERLTHD LEX D,
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P-2-25 1745 ATHRIE L IcHINXP-25AS 1%\ BB BN D 161

ORJA J5M iy SEBE' Sl A AT RN EH BAL ATE AZ & JhiRe
K IER, AL RS
YRR BB R, PR REE B, P EROR NG

[FLDIZ] 14 » HTHRIEL, BN AR EIED OB L 72 HINXP-200K R L /NI B2 18 5 9% % REBR L 720 AT
FER M RIC BV TE, Fi R RIPUAISERR PR L E S 2 Z b, SR EAHBIEHRE 25, MR
BEE 5 9602 3313 2 i 905 PR D TR B 82 b 22 THUE 9 %0 DEBI] 17 » HI R RIEEEIZBEGHZ Lo
Sl FER IR Lo BEEEZR Lo #1%2 3 » HAET L 0 5 IHLBE, 2 » A& ) M BEF ISALBRED HBL L, 17% 6 »
AMZ CTTHEOMIEZ R SN WIEREF 2255 L, BEH K2 Bb YR 22 Lize BRZRHC, F
FHER. RHRBE, HAISKLBE, FRRBIETY. M. BEICGottronfBife:, FHRISINPHKLIE % 526 720 N LB L AU AR
ICHERR T & o 7oA, MMIERTE THIAT L72BINBOF ¥y ¥ 5 ) — 20— 7 TEMME OIGR & I 2 2D 7, K
JEIZHIRIEAE % Lo Wi, M ik 2 Lo #IRBHRECK 369 IU/L, 7V KN —+¥ 71U/Lo BRRAIZHIREIRIZ % 2> o
72%% MRIBHE TR IC T2WIEAE 7 O #2380, HikEE 2 A LTz EILRE THNXP-20ik (ML
) Batke DALt RS, HINXP-2BYE 0/ NEE R 5 98 & W L 720 BN & BUE MM 220 & 03RO 3. AR
BEFH O TCKIEIZERL P IZIEFAL L, R E 2704 FIAVHICTRE SEHE LB L7, L L, BERI
BEERER O LA 2380, 7 u AR Y OWk (Bmg/kg) B L7z, WEMERERIZET L, WIkEKT7 » A
HOBERTHRZRD T, Y70 AR VZRhTh 5. [FE] BB EEN 2 HIERIZ R0 5 725 OO R
PRI EALTBEY . MRIBRCTHEEOT A2 MHETE 722 L2 56, HiROWMEFFHMICMRIBRE A7 572,
ANRBZ 90 B\ TR A 5 N5 i RAF R PR IIPITIF - 1 Bk L HINXP2HUATH 5. HERBITIEA LN
Lhrolzb DD, HINXP2HUKIZEE OAIRILE 2 HRICE0T 2 2 LM SN TEB Y HRERIIUET & I1E
KRR FPRISERDPD D Z EDPHAONT VDo RAFERER & [FAk DR EF 2212 BV Th HOhikzFET 5 2 L3,
DB L OWBSEOSEI Db EEZ BN

P-2-26 EERBEETEZSHUICEFEERZBEERD16]

ORI 22 A% B RIS 2 G B4 &% 1 &
BRI 50

BT ERFR IR IB IR ) 7~ TR 8 = PR RRER SN LR
U T EEREREBERE BT ERPR A LA R, Sl B

[EGI] 27k, &tk [ZEMEARN & A E T CoRBR] 199848 (10F) HHIE - B OFLBE, Ty b o > EfEds i,
1EFEORBTHIET &HEMEZ EA (CK 1,105 TU/L, 7V F5—¥309 IU/L) %D, 19994, % - KH
RS, MR X ) EEERER % JDM) L3ishiz, 7L F=vur (PSL) 60mg/H (2mg/kg/H)
W2 CHBFERIR. 20024E (147F) R B & kR S LA X 2 R E B0 7205 Z0ORIEB ORI RBEED
AHTHEM L. 200445 1213PSL9mg/ H & Tkt S h7ze [BUREE] 200448 (16%F), M HIEE HE L. HILERAF
TG R ZEE, FEIEREIG A S (Pneumatosis intestinalis © PI) & Z Wi, WRHIZEBBIZE X N/225, 20094E 48
Ptk A Lo A& GEFE L. B YIBRAT & N LM 2 A Fr s el & hid 1o B WA i & o fI T CTE S H D AR SR 225 3
L), ZA70 4 FIZPSLBLANSXRY X 7 VRS GICEE, FEERICE D0.309mg/H THER S vz, KB
RS TR E LTRSS, RERERINEY) < FEANDHZ B H 72 DORTH o 7205 201542 H. K
JEEEREE T 2 BIEH TS OMRE AT 01 FORIEHOFIHN TYt y ¥ —Fig Lotz [Hbr sy —%
B oRGM] 145ecm. 32kge  HRHE & BRI WALED Vo AT 04 FORIWER & b s ANk, S5 28 IE
AL, FhZEHE & P HERE (WY AM 53%, Z-score -4.3) %720 YA 7+ A7+ 42— MR G 2 BGE L. 350
R IIHB I B 72 72 O PSLomg/ HRE I PIIRICY) D B 2 720 Z 8 2 5 HBEOIMIE, HIIERIZLE L TV A, RIHIE
RGBT 2 2 LT b, IHEEHERIEA TILMAEE T CH 2 55 BOEICRTIC L VIRIURR &L > Tw b,
[%£%2] PLIZEMi% - IDME B IHi 2 APHETH 2. TNETIDMEPIOAHEE 6 FlOMELH Y. 9 B 1 Bl
BLEFLTHL LT 5 (Stefanski, et al. Clinical Pediatrics 1998) . P1& JDM O EIGEE & MBI S 2 Tid i <,
MEPLETH D, TAPZEHATOAL FEGHITH-72A% BEFHOMBERARL H ), 25 Z2EIEH O
BEBHUPARETH o 72 BB STz,
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P-2-27 NEAEIAEREDOER FESGEICHELTVSEFMREIHRD 16

Offx A 2, Bl AT, 5H PR /NEF 808, SR HE—. KRB E—8B, Il S22,
MR st
L LAV N WA e 3

S EETRERRORIETOIIEZ/NBATION ADH 72D 163AE DR FHERICH LTIZAT O A FEEHD
ETHEINEREDPHENE ENTWDEH, RAFIZLENETRIBETEEOSHFRIBVERE SN TS, SHfks
WEEEEE R O BH 2 FE L. EEOREALEBRA IS LNV — VIR 2T 2O TS T 50 FER @ W
MBI 2 EFRICREE L7z 5 de MiEBIETRICE | & & &y LGOI, SMTHRoETE. TR
BEME. LRRBE - BEROFRIENE., SEALRE. 28 5 IRPIPREI 0 K. INEPRIME IR, ML, BEm &%
D IVIIRBEIC ABE L7z Wil LA % 5B 7275, PUBEHUR - Pro-19URSE o 5 25 B B CYURMRAIZBEE T H -
720 FTHEMRIOSTIRSEM: CTHIICEAS TR D 0 . [FERAL D S O ERCH U BZEM % 700, 5 FVER 8 9 & i
EBW L7720 UBANHEASNREIIRATF O FEGRATF T A B350 ZEEEZ T WU O FBRER & B e R I8P L
Too L2 LisMEVEN 28 2 4 0 3B L 72 72 M T INFHEEMA J O T 3B 2 id7 L2 & 2 A, B AL O kA
Y, HEEOWETEEEZ RO 72, ERRIKGET YR a2 2MUR I 23V — SR IC X 2 E#FE 2 B L C
Wb L NBREEHLTIIRAG L ERLR ) ERRBEOSECHEEM ROEMEILRVE SN TWE, —,
HETREEDOA PRI E Vo B E 7590 TAEMET B 120 U ISR BE A5 Y B 2 Wit U 7225, A% oMo
BT E O D B 72D SISV — ST X BIEKAM E IR L 720 R S APE L7z PRSI L TN —
VPRMIIRBEEDN D CRA DN D REERED 1 DIZEZ SN, SBREMEICOVWT L2 ) EFHMIL TWwW L
BB b

P-2-28 mPSL/NILAMTX.IVCY.IVIGTEREA U E#aEF R ERHND 16

OFRliy B, e HE. Ha BERER, BIF H—. b it gk Rz
HABERRSE  /NER

[ES] HEMRZEBHR (JDM) ZRERIOTAIC 4 NEFEHICINBEETH S IDMOEHITA T a4 Fkh
FRE DB, AT a4 NP L & ORI O ERICIEBOGENHIF 2 B4 5, 40, mPSL/SVA, A+
LFE—1F (MTX)., =¥ FFH 200 (IVCY). y Zu7y vy R (IVIG) TEMEATLIENTE,
WA TE T AR I RO 1 B 2 RER U720 4 M AL 7T 74 ¥ 712 & BIRRERIEIER T 0 5: % I 2 CTHt
W32 BEBI] 5o e Akt 2 20 ARiGHRE & B A% B -0 ER %225 L. A7 u A MV E1T-
TeSERIZEE L e 0o 720 2O ABE 1 2RI 5B ERINETICILR Ly FEIN 2 4725 R % < 2 D AR
22 Lz 3 IO E R CTURAEM AR & 7 o720 ABERE, BN & 0 — 7%, WIEEKIR, UKo
MK, WCKIIE. 77 =) F Ve, MRITH KBRS ROF AL % i85 72 72 O AR R B 5 95 & i L 726
Z UK L TmPSL OV ZAHEETHHRBEZ B L. MTX 2380 L 7225SmPSL 8V 2 3 7 — VR T COREIRD U #1322
Lotz 2ORDIVIGETT Lz 2 A, BB, MK ToERIEFEGEmEZR L. LrL, HiHOEFILE
BoNB WD ABSKH 2 LIVCYZ BB L. S 5122 B HOIVIGO BN S- %2175 720 WEEPZEY L, HJIEIE
WAL L. MRITH AT RIZH R LERICE 5720 [£%E] IDMTTNF-a. IL-la, B2 EDH A A4 v 53 s I
HREMHTH D EOHEDRDH Do RIEFMIZBVTH A AL 707740 U2 fF0iliLz e 2 A, WX
IL-1 B IFN-y INF-a %2 EDH A b A4 Y IEEAETH o 7225 EHEGHE X VIR L, SMEICIZEREE 2o 720
IP-10MCP-1MIP-1% L O HiEk e~ 707 7 — VO Z R T 7 EH A VI L TR T, SRR E T
KT LTWA I b holze TNLOMENSREFOFRE (AN ICHER, ~ 2707 7 — YOl L E5
LTV A REMEARIB S N b,
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P-2-29 ERZDEEEZZE USSR & IRFEEERRED S5

O&+ L KGN &I M 8 A Bk mZ RKH &2
SR ANERE AREwREE NER

HEIEVE R E 3 JSREVE B O RS FIGIC & B 00— TT, BB TR 2 2o §, WiikE0BIE, AR
BB TH Bo T O PISRPYURGMEDBIEVERE X, BRI W &R, OAIHEDHED mW I &8
i SN T2 PISRPHUKRBEYE DO BIAEIERGAE & 4 B Pk B e 1 Bl PE O D 55 2 &0k L 72 08B 2 i 5 %
JEBNT 9o 6EREL D LA 7 —HEHIH L, FRH X QRS AR A SN D K12k o7z, TiREK
D EBIEET DT R, B ITEANREICH L B IRD . 9, BEIR T 5 O HEEC 2 0, R TR IR E &
ZWrE N7z FERITHEST L, W CHLEMRAE 2 HifT S 7288, CK 2230U/1& EEASHIBI L, YR~ S,
MR EM OF IKT %2788, MRITIZSTIRICTAI, EEICRIEZ RIS 2 BEIES 2D, MM TIIEs
L OFAERMEZ 52D B 05, JOEMINIZI S Z L <. HIEMERE & W S 7z, EITRTIE Ty ba U #iEReAY +
b= 7HBIERRD R VA, R EAL & SR ERAL A FR0 . R E A TRIAE & B S iz PUSRPHLIR. Kudifk.
ARSHUfE, RNPHKIZWTFNR B TH o720 LT a2 —TIREREEI0%EEZELLETLTEY, LK EMESR
WL i, OB OEEIAMGE, CEEMEREY KL, OIEOBEEEMRITIL O OA E 2B ES1X
BOLh o720 IS PRSI TN AE SO L% 20 LB S TR T EEE OIRHL 2 B 72,
Y VERR I IE L IR ME OSSR L. A 704 F2VAFE, Y2707+ A7 7 3 R2OVREEE, Hr=r
07 K BEEEITC LR G ORI TR L7225, OAPHEDUEEIZZ L 72,

P-2-30 RER3EKREZEUCTIFIEEEEFEERERN(JDM)D 241

O/ IR I BE-1 3510 At B3 ity ke PRl gk A A0 B RN
aH R
IR RE  ANRRR R ILOEARRE B2 R

[iZUoic] 25/ Mm% (PM/DM) TIXIFRNHCIAEISHRE SN TB Y., ZRRmEkoERICFH T
HDHIEPHLPIZENTV D, FHEMEFHZR JDM) 2BV TR HCHEOA RIS FERE SN TW
B AN EDOMHERD DV RIEAW R NDZ v SRR 7 2 PUTIF1PUAREEIDM O 2 6l % #£5: L 7-0 T
W53 %,

BEFI 1] 2B, 88 - BB EBoMKEERS - EHEIRS X ORI OiRE 2 500 MR S iz, Kbk
WA R I EASINEETH ) . S & IR 2 R . IRIGTRIE - Ty bo UL EoREREREREL, TV
Fo—¥EH (21.70/1) %O PPUE L Sio-1HURIZBEM CTH - 720 MRITHEEL - KRGS Z Hol LRk e 15
T 5RO B A Cldperifascicular atrophy & SEMINEIEE & FRD 7272 ]DM & @2 Wi L 720 mPSL/ OV A (127 —
V) MTXIE THIRGEIRIE R 22 L7z ROBPICHITIFIYUAG A L7z [EBI 2] 4 55 W, IR <3
HORBE, F1 - N - BOMUOKEHEES L OCHBRMEREZBOLFHEN SN, Ty Pe v EEZEL TV
K —¥iEE LA (900/1) %R PusEdiih & o 15 TH - 720 MR THAMIL 5 1 HRE 545 535
D72 0]DME B L7z AT FRIREL L 22720 B A MU AT 8 3 IR RE TROBEIS T Th B, Ao
JEREEE T FIACRE A 235K TH o 720 FBHICHITIFIPURREEDSHIE L 72,

[£52] BUEERR OB TIIITARSHUE (FiJo- ik Z &) AV 5TV A AVNETOREIEA v, AET
FPITIFIPUA L HINXP-25UA D E 4555  WH TRIS50% % i T b, SIEEER L7z 2 Bk d B hedkAsidk <
i s % 20D e\ 7 EOMGE R F D 720 LA LIER 1 TRV SFEIRRPL B LMK 2RO 20125 L, fE6 2 TIX
B Th ol MiEERNPURDBIRNER LT 20ICIIEAOERSIATRTH Y. HEDHE CHiE I HRE
INLZENRMREEING,
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P-2-31 EHOHRSERN/EEECHFNRE TSERERRER & —B U e 25 485 E
D—% 32

OKE WH%E, 1k #— BHE 5. % BT B A ik 5
T RIRSNCAT) T TN E

[IZroic] EE BFx B EEEN B CPR (myositis-specific autoantibodies : MSA) /5 45 B 3# B CL P 1k
(myositis-associated autoantibodies ; MAA) 235 R N, KRR E OBEIFIH SN TE o ST, B
BHEO LA ZRD. HEOMSA/MAADGE TS - oG REDO — BB 2 BB L 72, NRBEOHE TP 7%
WHRINERZMZ THET 5. FEBI] 10, 6FHICL A ) —B% - FROBENHBE L, 7REIOIE T
scl-70VU iR E T B R E L BT S /-, 7L F=vra > (PSL) 10 mg/H TEHEHFEBIE 125 mg/H T Tl &
N7z SIRMFICCK LA EMHRIMET 2B Y, FATIROMERD B L7z 9 RS ERE LT 2SI L, B2 M i L &
BAfHE D AT L 10FRER S B2 2 & e o 720 MM Tl PUEHUR6401% . Piscl-70Pifk 4720 TU/mL & 5% 7%
5L, PIRNARY A5 —E 3, it ba 27, PiSS-A (60Kd). HiSS-B. FEoPuikizetttcdh 720 72, CK
950 IU/L. 7V K —+¥ 196 IU/L&MEERESR EABD 0. HiROBGHEIRIE I Nz, KEEOEFEMRITHIC Ry
TR 72 2o 7225, WIS 2 30D 720 MM CIEMIEE 2 300 7205 ) - Ml e HICIEMIIZ I Z L
Motze WEEMRY ¥ F 279 7 4 TREESWHELKT 207, LemAf A/ 7ay bk (EUROLINE Myositis
profile 3) T, HIPM-Scl75PifA. PISRPHUAR, PiRo-B2VURGEIETH . FEEHROMMEREICIN 2 I8P 9%/ 30 B i
DF —N—=F v TR ¥ x— 7 L VREBEREE V) BRIEIRZ KL Tz AT 8 F2SVAHE2 7 —b, ¥
JUKRAT 7 I ROV AFEEERAIT L, PSL 20mg/H&E I a7 2/ = VIBE 7 = FVZERIE L7z 154 (i
FE L, HEMBEROBRT 2RO TS, [EF2] REFIZBWTHRINS 2B OMSA/MAA RS & HE L
THEY, BBRPTHRIEED—BIE 5B E#% 2 b7, EUROLINEIZMO HERERROSIHOMEICEHE# 2
LNTze SHRERZ B L. MAEOHEDOM %179 LB D 5o U TOMDIEF R, CHRWEZ L L HITMET 5,

P-2-32 MEDEIENE. HEFH R BE T2 E5RICEE U KU B 1S DS FEER /548
RfEF —IN—5 v TIE(REE L 2R S NI 16

OfE & B o&p WA d—' B AL i e i B, g A
VR RS R B ANRRR SRR B NE R

(#E] DARICBWTERMEMN K LMBIED A+ —/N—F v THEfRE (PM/SSc) 13 TH 2% S RPIKudihk b1k o
FHE D — Bl 2 FEER L 720 SCIRE L2 A TGS 50 DEBI] 12580 11 0 2 HE & ) 22l & o BIfiE, 11
8 2 HIFIZH I o7&, AT, X v bR MV ot WA B wiEE TR EERER O b5 SUBHUARR I Z fadih S 1
12% 5 M HRHISHA AR E 72 b0 MBI, IEFT R ZHED VT, . ik, R OB 270, W ETRDE
JE A < BIRE b RAD7z. MO E I BAI R 2 2 Uy B, KERPUSER; O F T & 7T — X b2
BTz NUF M u =T, BIBALRE, Ty b o BRIEEETEZZAS TURTHIMAE (M WA TH 5 720 B
#TIZCK 5426 U/L. 7V FZ—+ 105 U/L, AST 115 U/L, LDH 653 U/L. 3% 27 0¥t ¥ 139 ng/mL & /5 i ER%
FOLERAZROIN, SIERME RICHT 2MEREIIZ Lo 7zo T2MRIINE O T BMRIO KR GH T & & o
A & M RS I B OB XA L, BT - FARME 2 R0 B Wi AERRORER X 0 | RS SV 2D
Nizo A7 F7OVARRE 2 7 — Vg b BHEIROSE b Hi IR O T b RD L ho 72720, Hik - HiiEOH
M HCHUARA 21T o 72 & A HKuBURGED I U B A W R AR A il b 2 3 9 L3Rl L A5 4R EPM/SSce &
B L7co 27074 277 3 F7OV AHREEMMEASBAG S A, FiEPERE R O IEH AL & BRI B O Rk 70 St a1
ERDOTVD, [H5 - #iik] PIKuPUAIEPM/SScT I3 R55%DHREF] THBLS 225, K Ofedk, B & 0B
HIZLWESND. KREBNZHT 2PKuPUADOFBNZ, PME U CIFFRRM 2 BRASER OB, {GHGEIN, B9
KOG PRIEZ DT % EICH M TH o720 Mz - HREDMFER H CHURBA 135 ER O BUH L B HEERIU A H 7%
BA&ATH %,
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P-2-33 RIREEZ4% UIBRBI4ERZAED 26

Oy & M FA AL Prig fe—ER 1 HESC, Ak —BRL AR RN
Jirh AR
etk KPR AAETERE ANERH A B, RHRE RN RS R

FROFPERSR I RE (LS) (R TRIBR I RAETERE LM b 2 E U AR TH B0 LB VERIZSE (SSc) & MKk AL 12
LHEDLOTHEMGPRITEGTH 05, WEICL D IEMH R ENE AL 5. SN A RGO END O R EE
Je OERMTOREEDE U2 2 B 2B L 720 JEB 112 9B 6 MR ICA I 241440, JEIPH O K R REAL, 254,
EHESHB L, WER Y~ L7z 9BIHOEE 2 %22 L. A7 04 FAVHERE 2T 208 EET. 4
Bl & ize LT RIS b, mERE. R on, BICAAEZ RO, WP R CIXER
R THEMHRL. TR P BIERHE 2 520, LSICFE LWt RZ 572, WO LSEZHIL. A F V7L F=
vy (mPSL) 2NV A, 2704 FHEIR. AV FLFE—1F (MTX) WIRZFT. 0] R CREAL IR 25 12k
AL L7225, ZEMTERZ IR L. WEICE W TR PAEO LA ZEDBAFL L TV b, FEB 212 9o 4 I
KB EREATHEL L, &l e &b bR, 2T, BB R L7z, SEEICEE 2% L. AR TLSE 2
ENsze AT A FIVAFIDBMG SN0 TO%RO B L. 9S4 5 3 FEPIPRIHI v BhIsthl BRASHBL L
MRAFAA S N7z ZBRFITIEW LE, A2 TSR LR Z % R 720 FREIMRIOGA s 72T 1503 16 % < (& i+
BOEHT I 2 & . ARBGEDHIT20R MR Cld. A% 1 L & A58 3 IRAEEE R BT EE 2 b2 R 7z, I
FEPEDLSE Z MW L. mPSL YV A, A5 a4 FNIR. MTXWIR CREAGEERZS 133046 L, BEE o) B3 BR b oets
L7zo LA UEMRAIEIIRA: L. 458 SR KBEPROIEA =D Uiz WHER & b IiE1eG, IgMB i, Hif%
PURBGETH o 720 T BHEMETH o 72 EMEIL2RIGEH E KT L, WEE=5 ) ¥ 7 ~OH IR S
N7zo LSIFSHETHEITHILE 2HAD% < selflimitZ2 A E SN TV A2, EMICH 2/NETlE. BMARE
LR ERERCEERELZ L5720, RUICEGNLRBELZHBTAI EPEETH 5,

P-2-34 RHEMMXZSHUCESFHESBMERECHUT.S a7z /—IVEEETIFIL
(MMF) Z#R;8E E U GEIRL . BIFERBZEIE 161

OfERE &l b sh=0AN BRI HERY LR 47U A el ol st i B2
T4 EAH
I RPRYE Eaisehe ARRELSE, 2EBEINERSHEBE  Immuno-Rheumatology Center

[F5] GEMEGWRBEOREIIMTH 505 WAL HBRICEEZBGREEZ RO L 2 &5, BERHERFEH
MBRETHD, L Lah SEMENZERIMTLLTE 5T, 4 OMEIRPLEREEICADEREL BINL 2 { T
BB AN %% A L EESESMEEICH L. I a7 2 ) —VEEE T = F )V (MMF) 24 L.
Bz iEAL & BV PEM e DB A AR R 2 REER L 270 8E 3 40 BESI] BEEO RV 8L, I 3EML L&
FICTE - RHoHEREaRz 0L 4 ) =W %00, ERYERCREBIZL Tz, PEEEILD. Hel
4 By 2 OTEAL - T 0 Y — & — VBRRNE - BRI IR % 2200, i AETE A SR e & 3B L 720 A% » 2 27 (modified
Rodnan total skin thickness score: mRSS) 1345 & & e fE M L 2 0720 T 72, MEBHRC TS C i H it 22 %8 «
FERFERICT ) T A% 80, KL6 646U/mlé B LTWiaZ &0 5 B &AL B0 L7z MimiliE
IE - IR ZE - [l ke - B E RO L h otz HELMTH L L0, MEHFEE L THRETL F=vry (PSL)
& MMF % BIR L 720 #3220 H#ICIEmRSS 7 LT L.y 4 22 HZICIZWESHRCT Lo $ 0 75 A B3
KU KLOEDIRT 2R 72. [# 8 EAEVE4 B V5 o RV MENG R 25 120 4 B i & LCid itkizy 7 a7 +
277 3IF (CY) 28— RIRTH 525 CYIZAEIMEATE 2885520 LR, HELETIIEEEOEELR L
HREE 22 5o AAEBIIL. SLEZ: EOfthod H OSSR B TOR D HE SN TWAMMF 2 MG #EE L TRIRL.,
RiF il 21572, HFEMESEEEICB I 2MMEOMHRBEOMERIZINE TOTNTH 505 WAL M
CEMDORELRERE LT, SRR MIGHRIHVSE I ERTE L LW SN S, [#iE] MMFIZ.
CYIftb B iaHSE L LT, HEEEGWMEOMIGRICERHEEZEZ 5N D,
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P-2-35 HBFEMHEFRMEREIRJIA)ICSIFSEBYAILA(EBV)EREICDOWVT

Of g 1EAT! ik bty e sl B8 AES Hrp 525 K HES
UK BREAER NBREERIMIER AR, BATTRY:  PRAEIRMPRNEE  ANERL
SEAIREE BREFER PR

[(H] B v ~FB L OTIAOBREIZE VT, methotrexate (MTX) % HulZiE#EHIC, EBVEHE ) ¥/ SE0 %
FEDSRTE SN TV 5, 20124 1CKawada © 2SMTX (FEHIIHI12-24» A, #&8220-950mg) & tocilizumab (TCZ) (fi
AIM13-167 H) #6:H L T /8BS AEpoly-JIA 46112 BT, EBVR EANIVRZATRD 7 £ )V A Efif 5 ([ E S
HWEME Lz, Sl HIE. ZoHmE X ) BEHMOMTX & TCZ#% 55 OEBVEI RE DK 2 47 o 720 [J71:]
Poly-JTA 461 (145% 22, 17528 2 B, 200 2¢:) & systemic JIA 361 GmeBIE. 1LEE. 7B 128w,
HHEER] - WM, B EB X UEBVEIREICOWTHRET L7z, [HiE] WF9EB4aR O EBVIUAMi X, systemic JIA®D 1
B % OZF ZMWIZBLEY Sy — 2 T o 726 Poly-JIARE X, MTXMHIK, MTX#EE, TCZHHMM o hdfEix, £
nFh39 (1763) # H. 1532 (700-2480) mg. 33 (10-63) # H T3 o 72, Systemic JIAFE X, MTXEEMHEZ L,
TCZEMWIMIZ31 (18-35) » HTH o720 KIHAZERD Dreal-time PCRIC X 2EBV A fif i Fh gLfitild, poly-JIAF X
698 (<10-1,826) copy/ u gDNAT, systemic JIA# 12736 (180-1,000) copy/ u gsDNATH - 72, M, EFHIEBV
FEERIZFEO SN2 o720 ] S Mo ik, £ < OERI2S. EBVA N &= (ZEBVYLA b P e/ I8 51
(1,000copy/ 4 gDNALLF) EIFIZFEETHD, BEERD 2h o722 &5 5, MTX and/or TCZ# 1. EBVHlfH
WZBWT, SHoOBISURCIHELEZB LTI VW LB SN,

P-2-36 IDRZEGHULEVDIFRD 16| iR 1 FRODEESRAREOZE(L

OF I K- AER FRML 2 i, BJF DR, IR 2 il 225, 4 Hal
[LE S
PLyE /B R

[IFUdic] ABEL U9 BB (GAS) BIUEI/NEO A TR TED ) SNEETH D00, RIFITBWTY ¥
< F# (ARF) R L. HI6E/NEEBERERE e LTEFEIN TV LDl STk Ene b, —J5,
TWATHIZBWCTIEIAR =7 TV T I —DE R X0 | LS A2 S FRBE & B s, ) < F 08 (RED)
CEZONLIBERIINTITEZONTV LD B Z 0l I MEIMA IR, [FER] 13%B I [E3R] 38
Wie < J68h [BURIE] Mz o 1 7 RO IE % 300, T OBISEINEN 2 380, HEEZH L7, HET
EBY A VARG L WS, RERAT S NEEEE R Cw225 BB X OB 3 BEWE L awizn, YUk
i L7z [ARBEHREE] AEFTldJones ARFZIIFE#ED TR E L CL%B L UL HEI%. BlERE LCTHE
FIMERE16100/ 11, CRP 17.3mg/dl. Ifiiif 1 BRE 130mm. OEXPRIEE (243msec) 35 & OVIHBEGA STt B k.
ASO 4130 TU/mlZFERE L. ARF & B L7z LIS AR TR AHE O MBS 2. BE O KB IRPSEA 2 %
R, LEEVHDARFE LTPSL 60mg/day. NSAIDsH X OHiEHIEHR I X B %217 720 PSLIBMERIIGH. L
BIXPRIERIE 1 BB O T CTIERIL (140msec) L. KEIIRBISEA D 3 » HRRICIEMHA Lze LA L. fIEAH
PHAS I AT 2SN O 1T 3 L 72 b O O PAE DL BRI D 5l o0t it 13 s e R L7z [#%8] GASOM
EHZOHRRBEOEA LR EREZM UL L, ARFRERKE LTidM&EH (MiE53E) 1. 3. 5. 6. 188
REPHMOENT WA, TSR EMIEKBFARE A e O 24212 X AUEH23-254F O GASIL{ 473 #E bk D 33% T B
D, BRoEEIINTIE RV, $72, RHDIZARFEHRICL VMEST 22 MO TEY ., HICHRABREZEZL 2
JEBITIE. GASEI R PR L Sh, BEOAML KX v, [#EE] JIE 1 £ O T CHRBUE 2 5% L 72 ARFO
1A ZREBE L. RHDIZENEd o728 idwv iz, #HHHBICBVWTHARFORIKE 2 ) 9 2GASEG TN T
E%\V720, GASOZMIB X OEHOBEENEIZ O W THMERR L 72\,
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P-2-37 BEEERULIIMEY O FED 20

Ol Yol WE RREL ok AHb, /N 3290, R AR, TH %, kR BF.
W AW, MR AL KH A%
SR T S RN

U FEUTARE B IS ERRE (Group A streptococcus @ GAS) 12X AIHEEKD 2 ~ 3 BB HIET %Ik
ALBEME SIE TR T Do IGEITEIIEAM T®RET 5 2 AL VDS, HREAE L L CURBUE R AR 2 53 7 fe ks
HY. BB I CEMEOASICBITL CBIENRRZ 2 B0 H 5. FT4E, HAZIILDETAEEETIE, H
LW TOPREIEBEDOE K 7 L1 X ) FREBI DR L TV 7225, BT o THBEBOHESHAEINS L) 1%
DVIZTCECVLHRDSDH L, UBETH I ZHTEMBIERL 2h 72 = F 8% 1EMO D HIC 2 IR L 72,
1 BN 2568, 9 1 PNERBUCTERIR 2 LV U2 ZH LT\ b, FIER & B ITHIEZ - TB 1) Hifki
W) FREBW L2, SO 280FMARBREEE & B, RIFICBUTLEEDY 7~ FROHEHEOHER &
FIATOERNB X S HOIIGRICOWTEREMARET S,

P-2-38 JIA&ZWWEY L REEROIIEPICIEERNBEIC & 5 BRI ZFRAE LT
161

Ol B IR Bz B S 2R WL W #25 T4 meP
TR ELHEE 7 Vv E — - BEGERE TR Y RS
STIRER AR AR PR AR T e/ N W B

W] JEEMIPIER I X 25 BEiJ, ESER R P OB D O L REEIIHIREIC B 5 BE TRIE LT Wiz,
NRY) 2 FERBOGHE S LCOEEILELRKETH 5o EB] 1555 12 (L] 2 mkE, 22 BRI % (WBC
9500, CRP 21) \ZCTHIR RG22 )72, [HARE] 4 %, ARBEEERISHE,. WBC 8000, CRP 0.87. MMP-3
63.3. ANA 640f%. RFF&aPE. MRIC CRIEEIFHE B L OB 2 780, JIABEWE LA 77 a7 = v 2 [llf.
BRI 2 47, B CIZFLEEIR OB B A, 1) ¥ 33kB L O EMIL ORI, U 7~ FREHRO WIEEIEE % 20,
JIACFE LBV TH 572 MTX, PSL. SASPICH$ 2B ICZ L < 7REIFIC 2 [0 H O BEe) Bl % 5 17o
PSP CITFLBUR O EI A, 1) > 8Bk B X O R, F LEREROEK Y R, PR midsgEcrra
A4 FESEDPESEDLNDTRTH o700 BHEIEHRLZO, SHEICETNE Bth. v KE5MEICCTINHZ 6 + A
IR U720 BEIJEASE G N & 72 1) . O FR RIS 3 [0l H W D Bl % Jiif7o WP CI3E B Mg, LanghansE il
fa7> & 7% 2 WIENEZ 2D, PUBHE Gt cY L a4 FEEREZH L. 2ok, KEICEmEgsrmmL 272
B, 10 ISR EINEM 21T > 720 FHELTIZY) Y BKEH 2 - 72 WFETE 2 80, PURR R EIIBETTH - 72,
Pz IR xT LTy 1258 HFIC 2 [0 H SR BEEREMT % 1T, 5 RAkB X ORI & Y Mycobacterium kansasiiA™
HE727-%, INH, RFP., EBO#5 B L. PSL., MTXIZ#g il UZzo 13RI AN KR35 a1
WIEYIRR. 7L — NEEN A Wi T, 0%, BEROFRIE S < FERBPTBE T 2 WIREHZ 2 FER TR T L.
FBBSERCTH b, [FEEE T L] AIERTIEME R o B ZEH] < RT3 L OMTX. PSL. ETNIC X % %%
PIHLIREE S IR 2 PR W G E DO TIEN ST G- L2 & £ 2 5N b, SR RO Z LB niiig o H B S Pulk 3 IR
DB5 25V, BV ELBRERIT- 722 LD RORIEIZD %D 5 720 S HITERB B X OJEE MU 1 G o Bk
WHEEL2DS, EEICREZBIEL T BENH S,
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P-2-39 /NR4FFEMEIEIR(JIA)RRABIICSH 1T DFFHERDER

ORI B2, BRI i8S, = ST
O FERRFBIER ) 7= TR > 7 —, My ) =y 2 BRI RE

PEPERICRGE LZJIABA T ¥ ) —F — N —=BEZICBWT, Y0 L) g, OHENFEIAEL D 200, RGN %
e £ DITb T, SR A IS 7 > THEMEEIRDSSETE L L 72 4 B OJTABE OBHER % 157D T,
EREMAMET 5,

FEBI33 e £ BAFIFERERL, KEL OB CTHAR KBRS 4 H ), BRLTLE -7, BikEd. A% &
DR EDRERICHEFNT VD, Fte LT, IFEREERP S Mg 7 9 X X4 b e EHh S EJIN 3o % 2 kel T
W7z,

FEBI2.360% Lo tke £ BAFIFAERL, FIEEBZE LY. BOKSCTEESRCERELOFLAVE EEITLE A LTI TITWV,
SEMEIRZE ISR 3 A T ABED BB L 720 RFPEBEEBMM LD 00, MU WIEMER & 2 UEMEIABRED H V. 4
R L TWa. PUmER G2 LI X DHRIIFE LR NTEITVE 00, HRTEFTHEBHFELRIT TV,
LENEH VI L ) BEICHEOWIML H 2 500F, BEROBMEIZHLZ RS Lh ol

FEBI3.25mE ke £ BAEIFSAERL, BIEHEIRZ: D720, MAIIIKRADE TH o 725, FFICKRFEANFLIEARG ) X L5
EFE DT, T2 OREIHRRL L7270, REERELR SNz KBFRREBH RS EE LI EEIIE-T
Wb,

JEBI4.200% e ZBIRITIETY . KREFEAZDRE, Ny 7 BEZHEL TV RIRETH 5, BB BMNICARLE R
RETH 5,

JEFIL2. (ZBIEAEIE A2 RO 5 b OO, SIEFTRITIEE T HEAEGEEIZIRM B L TEB 0 MoREMIZ BT,
EREMFRELTBY. 2OoMEE %5 L9 LMW, BRECOLALEIAELTE LT, BEER & MR D
BB N v, 8-> Te SHIOIEFIZB W TITAKABINC BT 2 RAEIR OB % B K OFRRED H AT %
ZEIETERV, LA L, EoBHE DB SERIIHETDH - 72/NED 5 KEERHE S ORMBEIFAE L Tz A
MECTHBZZJIABZOERIZBWT, TNOOMEZ LT 2 EEEIRIB I N7z,

P-2-40 EFIHIFFIERIETN JIA) DEIRDIEZ 5%EH» & Quality of LifeDEIF

O fad!, Bl 720 ARI0 36385 Il HE—2 SRt A -7-2 DRI 2, s e,
Baln gz g s A RS RIE Bm

IR RA R AT - AR R AR, CEEIRRRSE NEBRE Y S -,
SRBEEEN B bR R R RMESR

[T U oIZ] FHEERRIEEES R JIA) ICALNLBEMRHEIE. OHZHEIEL IR TR, HEAEGRRES
Wil¥, BIROQOLZL T X85, 2 TAIIETIE. JIABRIBDIZ 2 ADPQOLEMLT & 5 BN % T L 72,

CIEyan
Jitk] 20134E 6 ~ 8 HIZ YR 2 % L7z 8 ~ IS DJIAB I & Z D, &Kt % 1572 BILF K IZPedsQL™ (8~12
WL 13~18i% M) VASTHAESR, MEZELZ ANZHEZTFEL, AETORREBE2KEL . T2, @ik
PIRAHG D 7230, BRI A ] LIEIBR A [2 5 & ] 2 VASTH & 15 L &R [Fihax 25 X
DOVASHE % v 72, (53] BET7-268 (8~12MBE1IML, 13~18)%
HEI5HD) 2B mED S SNz (MNERT22%) . FRI A A Tid, 8 125 H T B ITEHE & PR3 & 51l o 112
HEZIEOMBAZ DA (p<001). 13~18FHE TIXFTVIEDOMBEARRICE -7 (p=0142), 8 ~12HF Tlid.
PedsQL™ TR ETH 5 [ BARRIEERE |, (A OEE | (2B T, BTG & 475 574l o B2 A7 5 2 IE o MBI B
BREBD (FNENp=0013. p=0008), —J. 13~18KAETIZ. [HEAMHERE | OAAE LR IEOMMEZED (p
=0.049) . [EgR O] 8 ~12o WofRi#EH L. BIROMAICEM T 5 BRI R A 2408 L T
WhH Il —J 13~ 18RS L. BIROWMALENKNEZD S b, fAEETOREE S IZoOVWTIREMLTY
B EDRIBENTZ, A URNRTORITHETIE, [HA XD 5 X | OVASHE & PedsQL™LIHE AT <) — 5 &
DORMNCEE LB OHBBERTH Y (p=0003). s x25 & ] OVASIHA 0 DEETIZ. FEIC THOIRNI L%
PTG THIBLZTWAERS | LKL TV (p=0025), L7z2%-> T, BEHMERTIZ. HOOHAREN
WCREIWR Y TE 2 HOBR L CRERBRZ XD LENDH ), TOAF VEBIZFEND S OEBREDOTHENLEL
Bbh/z,
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P-2-41 ZRICHFIBNMNEYOIFHERBEBRADDETDOREDY (5—5R)

OV 73381 A 1235 e S8 WA 2338 HH 542 BIF i ORI i
PRBREERERSE AR AIER 280 PRIEERE R NERH AR

[H] AR o <7 BBIEE, BIEICh 7 2Em Rl S22, HIREERHRAIC L 2 HLD
BE TR T ARG EOLHIA L AR EEICHZ ATRERDH S, HiER N7V a yO7zHl2idR
ANDJak & WIHIRADS L TH 5720, LT 70 —FREEE RS, AR TIE. OBET A M2 HWTREY
v FHEEBRIEOLHNEREIR L. SBROEBYHEICOWTHE T 5. % BIERIL, WISCAHIBEMA RS $ 2
X |\ B OIS bR EE 17 72 FHER 2 /A L. S8 2B W TR ERT R R EREE 12D
WTOERLTH. [Hik] YR 22 L7/hR) v F MR BEIBAOZ Z W RICHE T A M2EBL, 14 X%
JE 7 ETRRGHT OIEEIZOWTHRE Lz T/, B THLEBETFy 7)) A b (QTA30) #%EM L., LF DM
BEEEIZDOWTH i 247 > 720 [REHR] 7 2 b Tl 42 & LT A4 /b & <JURRISf»Twiz,
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