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20184F4H - HfE HARN—F = v MiFs iF#ER

20174E10H - BifE  H A1) 7 < F %4 International Scientific Commitee

201744 H - BIfE  JEASEE X—F = v MRbgEEE oiEnrseE

20144F4H - BIE HARY v~ F%4 kA
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SY2-6 PIGT, PIGBEEZFERICL D REMBREANEI/OE VRED
HC REERE

B R
INVONE S GRS b

BAEEA A~ E 7 8 ¥ U JR%E (Paroxysmal nocturnal hemoglobinuria, PNH) 1 3% Ifi 5% %l i &
PIGA #An T ORI ZZARAE R 2 I & 3 5B R R IMEHEE T, EIEEL FERET5
(PIGA-PNH) . PIGA Z GPI(glycosylphosphatidylinositol) 7 ¥ #1 — & DA D A T v T I LI
DB TERIZLYVGPIT v =My 27 'E (GPI-AP) Z/KRE L& e 2%, &
O GPIRIEMINE 7 10— Y IFIK L THIb L. &G & THMARDNTE AL 3 % & GPIRIBOARIMERT
X GPI-AP C& A flifkHill A 7. CD59R DAFSKIEL TWA DT, HifkOBEL2IH|TE 3%
MAEEEREZ L TRIEICES,

KZ O PNHEEIZPIGA # BLEE T £ 340, ZHIEGPIAEGHEET D ) B PIGA DA
X-linked D@15 T T1EOKMIZIRE R TGPIRIBE 505 THbHo — )7 TCPIEL I EE
T OERZRHN ORI L o TR 25 EEMEOBRE, R GPIKMEIE (IGD) I TANAR
B E 2 & OMFIEIRZ B E T 5, LA FEET-O—HOT LIVIZAERBRYOERZE
OEIMBFEHEICBNT, 9 —HOT7 VIVOMKRHIIEZRERIC L - THRAE L7, PIGT. PIGB%
FNENHEEET 35 PNHZ#Hid L7z (PIGT-PNH, PIGB-PNH), Z N 5IEMIEIEDOMIC
SORE. BN BT, OB, B O MR MR K 2 EPIGA-PNHICA SN2 wiiwvwHE K
JESEARDFE T, PNHOH L WIREITH 5, GPLIZ/MNEAKRTIIOAT v 72 TAEKEINDS
A BAT Y TOBEGETERIZLY, 2RZFNOGPIHAIVMIKICER L. sz
kS Nb, FRICHIERY 87 % GPLICNINT APIGT # &L GPI N7 Y AT I ¥ —E DRI
TR U2 ENINO 7)) — GPIZSKEICHIIL RIS T 5 2 LA Z M2 72i# T 5
TSPURIC X o> THERTE 5, ZOMIBFER O GPIH AR 7 1) — GPIASTEHALHIAA & dL[5 L T
407320 LZERELTWALRLEEZ NS,

B

19844F  RICRAEEZEIRAESE  /NERHIHEES
19854~ 19944 SRR Y EREE  /NERHE B
19954 KRB ZERT  WF7E2E
19984 WigeE  (20014F  BE&HE)
20054F BY 20094 [7]  HEBIR

20174F B EZE AR M Bt

20214F ZF B ZE R 4 g%

e
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Cutting Edge1-1 %&XMBEEREEICEH T2 JAKBEEIDMES & HIEDEE-E

N
I B ke A2 B B2 SRF SRR N R

JAK FHZE#NXBIAE [E A Tl tofacitinib, balicitinib, peficitinib, upadacitinib, filgotinib @ 5 %A%
ENTWED, B A TRV I NS /NEEIS T v —F CHERF MBI &5 103 %
BRDVHEITHTH Y HAEBITH L TOHEMEL LRI 2EHHREPHA I NS, KT
ETAKBHEA OB RS HE SN TV L EREEIEREREL T —~ L LT ZETE, (1)1
BlA vy —7 0y BEEETORBICHEZ 80 58 H S RAELRE L L T Aicardi-Goutieres
SEMERE R FLIB 789E STING B I RENMONTB Y. FNENJAK BLEH O F 25 &
NTWb, FZA20NTUAREEIIBNTHIAAS & —7 v v BEEm T OB ITE»
LNTBY, BEaho BEFITIIAR TIE 0o 7225 JAKHER O A %) Ot AEd S
Nbs (2) wiM4ECTlEPSMBY#EZTICGIS6D AR 2 A3 HEM 2 R L, FlomEle &
LCTREASRELZE) 7u s 7y — 2 H#E A CKERE (PRAASID) 2B L TWwb, KA
WCBWTHIHA V¥ —7 2oV BEERE T OFRBIITAED A S L, tofacitinib (2 X V) Ji 2 & Jifil]
L. S S MR IC X DIRET 5 2 LM RECTH o720 (3) T MR o i
JEIZDOWTOJAK FHEA O S & LTl FFICSTATI BB ORRREEMGAIZE R 208 5
(STATI1-GoF) 28Z81F &5 b, STATI1-GoF Tix, FIEIRTH 21V ERIE S > ¥ FHRE 2.
EHEICHOSIERBZRIET 5 2 DA ON TS, FRICHARIL L. BHICHERE 3 AR D X
REINDH, ZhoiZx LTJAKBHEAMOGNIESHE INTVD, 2O L) ICHE—BEZTF O
AL o TRBMICIEA vy =720y OBFFHEPERINL 2 &g SN LEBHIC
LTy LK JAKHEAIDSRALNTETEY, TOAMEVPHOLNE L) DOOH L, Wik
(2. COVID-19 &G4 IE O FIEAL R I D W ThE & R A EED B RET232 S LT % %3, balicitinib
2RSARS-CoV2I2 X BHiRICH L CH#EInE o722 ddY, 184 % —7 1t COVID-19
DOBIHEIZBE T 2 5HEIZ O W T H b R7z w0,

B&EE

1998 IZRAZEERAEIRER AL AR3E,

1998 W RIREEBEAANER AR IR RZAEAT RN NER BKE (WHEEE)
1999 izt be/NARE  EEA,

2003 W FREREARFBEEANIZERHNR RIS ONER) BT,

2003  MEEETALRSAR A B G B A SRR AR 1 O A 7 AR EE L FERFTER,
2004 WHEEANHATHEARE VY —FL U7 b,

2006 BRI R A BN B R R A,

2008 IR REAREEBE R SRR NSRS B,

2011 MR REAREEBE R E R FE R NN RESE  BREREAD,

2015 IR RAA AR IR B N AR R,

2017 IER R AR IR R PR A R ia R HEHUER,

2019 MR REABRAAFR R AT BE N DR HEBIR,

2021 MR RAREEBE R LR SRR NE R (IR/NERRES:) 08 B
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Cutting Edgel1-2 /NEU DY FMERBRICNHT 5 JAKEAEZED®E & FTEEM

/K IER
FURC BB SRR R AR A BE R ok 22238 B ek /N JE M 0 7 R 0 2

4 v —ua4 % (IL)-2 IL-3, IL4, IL-5, IL-6, IL-7, IL-9, IL-10, IL-11, IL-13, IL-15, IL-19, IL-
20, IL-21, IL-22, IL-23, f ¥ #—7 x>~ (IFN)-a, IFN-p,IFN-y, =Y 20 R F >, HHk;
FRHEER oo = — iR T2 ED% A4 A A VIZJAKSTATRZ AL CY 7 FIVEEZITI

JAK FHES I JAK O ATP RIS HATIICHEA L T YL ZET L2 &I2X D34 b
NA DY TFVEEZIHI L, ZOEMFENEERZINZ 20 FENETH L, TOFREE L
T, BHEOV A M4 COERZRIFICHEIT S 28, FZ20MEERIIREETIIZR CHSH
RIAERIIZE EFE LI ENBITOENS,

HEERPEICBWTIE, i) yv~FIH L, b7 7F=27, NI F=2T7, X744 TF=
T INRTYF T, T4 NVTFZT D500 JAK HERDREIGH S, IRE K FOBKRNAE
HAEIRENT WS, 512, Typel IFN O @ E EAEIHREIECELG LTwbsrEHgMtn) 7
XN —=TFAREEHR, TOEDBBEIER Y = — 7 L VIERE LR EfA R HCRERE T RE
THEBIZBWT L ZOFEHMESHE SN, S 0P BIZ B L 72 HEE MR REAIEH 2355 < 1
fFEshTwna,

INRD Y = FHIEBIZOWTIE T 722 DEIRNA IR S N2 KB 2 85 13 22 v as,
STINGBE M ME K EDVbWA AL v ¥ —T7 20 ) XF—EIFIEN 5 HOREMEEBE DT,
TiAEVERR IS BA 8 28 R0 AR TR B2 R 15 2 O MEIG B2 B W T Z DERIR A DS s S, BIFEZ D
BRI A AT 7= B RFRER S S T 5,

AREEHE Tl JAKFHEROIEHERT LR AT 5 & & D12, AR I~ FHREICHT 5
JAK FHESEO @I & W HEPEIC DO W TEZ TV E W,

B EE

19984E3H @RS RS A3

199844 H 4Rk AP AR &SRR NERHER

199944 H  fRHEFAESHEE NER EB

20054-3H  @IRKFERFERE EERMER BT

200544 H  @iRKEE RNERE BFE

20054E8 H  SKEINIHZ BMFs2E  (National Human Genome Research Institute)

20074F9H &R /NBEE Wi

2012F9 ~ 11 A% VU7 Yz /K% /AR w<FFf
(JCR-EULAR young rheumatologist training program)

20184F4H &R MY R NERE  GERT

20204F4H  FBURERFEFIRA R NS E RS G
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Cutting Edge2-1 /NRUDIYTFMHERBIZETZ D 12U IEER - NMFP 35—

e g—
B I RS 9% B2 Immuno-RheumatologyCenter

Ty yEHES (BRERS) X 7T FEHES GRERS) LE—0FMRS (K
SHALEY) . SRR, HE - HE. MEE - AIREZAELTEY. FEOWE - Ak - et
xbOLEND, NRY) T FHEHETIE, AEEEREREE % (JTA) @S2 b2 7~ b
Ly 2 20T 24 v ZEENTHLEHD A M L FH— MIJIAZ#EIG 2 A LEMEEKTH
WHENTWE, Yo i) v 7 REHOFEMILEEMEERGOOBVHEE RS, =V T4 R
KPRy ZRERIZ. ARSI Z TRIBEEEN & F—DJFIE, Ry, #icd b3
FTHbo G, V) v 7EERICHTLIEHZEAVTHEHHEO =2 — AP HMEINTH
0. REZDORLZEDNRL BHUREERD D, N4 F T I F5— O FEHM) X, %7 (%
38) NA F RIS &R - FEOME, A3 - ZEM T A THEENTH L. HHTILEWT
HBNA FERIEMI DT REEPBHETH D, ARES O —MZ2RTZ EBHETH S, BTN
A FBRFEME . MR RIS - ASH) . RWEIRE, %Rk, Zetr kgL <, %
O - FMEMEZHHT 52 L TRESN S, JTACHEILZ D DI Y T LIVON, F VI T —
THHRMII FNVET D BIX C2ITFONAFTIFT—ThHD KT FY L~ THHRE
NTWb, N F I 7 —DOFAMIEITNNA FERGD 70% VB HEZE LD, VotV v 7EHE
mEHET s E, NRY T FHEBTONAF I 5 —DERIZIEATOLVERED S, Tt
ELTHINED 5 VI HBEERFZIBII T 5 BEE BB X OV/NEE IR ERIR 4 & OBREE
B 7 EOEBRE IR T AHIERDH ). N4 F T35 —0BPUTRFW R A Y v MW &
PHREEINDL, FD/2HD, ZWAFT T IT—IZOVWTHDIEFT Y RAZE LBV, Thdzitf
LGB DO REMEIZ D W T—H/ITE 2 TAIZ\0,

B&EE

PR3 TREREE RS, TRERENEFHI AR TIRARATMEREE NER, THERZ ZOkE 71 v F—
Bl TR NER 7 OB 2 TFm204E L0 BEEOINERIR B ICEE . RS RHAVNE Y vvFes B
FHAR) v FEs R - HMERART LV F—%8 REE - SMEAANIRSS SR - HREPRINTO (K
AR Y o= F54%) KEPReSCUNEY v ~F 33— v 3fs) 28
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Cutting Edge2-2 /INRU Y FMKREICH T 2EINOBEICHHERDERE L B8

&1 w1
Prig KSR AR S BE R o ke A WF SE BN R B4 40 B

VFAED ) = F - BEHREBROBFEEOMEAITHE T L L, e 2T O B 2Fn 5] %
REMHIFEIC L), A PROGERELEEHMEO L) Bva y ba—uasfgEe 2> T& 72,
—H Ty A FITA URBEOFH X4 LIRS N T LS FEBIIIPRBOE A o 351X
ZHAEAE L, RIFROFEPINFE L T 5,

INOLOERELZILERT L7720, MRV FERERATE R TIIFESHFEZNRIT20184EI
T o= REEELIZ. A FT7A4 URBEOFL] XD 505, PrbaiE A3 7 385
THREDPRDZ Vo720, 7 0u 77— IIHHCEBER IS T 527X 25 v I F VR
IATFN, YZOAR) VT, TOEPNV—TABRUNOBERICNTLI a7 /) —VEE
Tz FIVREFEWZ BRI TS A M ML FH— b, PEAPAEBRBEICHT AV AF I U L
L BTF Nz 72, BE) 7 FICOREHDD - THEMRREEA % (JIA) i3k
KABLWIHEAB L L, PYYART, TAY LT FORTFEMA, 75 A< 74O TNE
JERFEE, ¥ 7 1Y) A RERRITF SN,

KK ARSI TR E 5 70 v R & U CTIIBEEAREIC L 2 BIRRERDSHAE 7255,
AN T = F T SR B O BERES D % L FICBEF O SR OME BE~o#EINE HiF 3
DIIFHEL W EHRL v, WCKFEES (e, Ml A K. L 2) TEREIN TV D EAIZON
Tl EHED [EHEEOLEROE VKRB - BIDIVERGET S]] ~NEET L L) HiEdrd
bo ZTDIEH [E5FEA] ZMOEE THBEANM AT L2EEBIZB VT, F L oRi
EIRBENCEE D CBEISAME T IZRBREE R 2RO L L WO WBAITH LD, DV AT L EFNGH
TAHHEDME I TV A,

B < FFAERARHATIIEABICEY 2 A X — 2 %28, WHEZHFEL VD, K
ARARIEOMEBEH 2 HIGTI12H 720, TEF Y ARZ L WEFNCE L TEF R 2R 2 05N
HY. BEEIVRGNE) o FHEIBTIIEMES L E > TT—F 2 E/L T L BEDS
»H5bo

B&EE

19984F B RFEE AT 2

19984F  Frid KA oA B e /N RHIHE R

20074F ik R RS BE R s AR S W TR R AR AR AR e R A R 22 T B R AR T
20074F  REELTH RS/ NBRVNE Y v~ F MR

20094F s RS/ NERHE B

20104F  Hrid RS/ NERH B

20134 ik RS/ NERHIh #

20204F ik R NERHR e Rl
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Cutting Edge3-1 COVID-19 7y 75— b

2R B

RBCREER A BE PR 25 R R R T e il 4 2% e

FRlagF o4 VAFe b MEEEZEZTTOHOITF A VA THY, 202148 H B
(F G PR N R e e e (B B A A SR LB A VAP RIICHE E 7o T b,
EGeH OK) 34 BNIMRE BV EGH L SNLH, BIEZOBHERIIHSHTHY A 7 v
FOERZ BT 5. WERE - BREREIIHE a0 27 4 )V 2 BGYE IR REO R VIERTH 5,
BREH DRI 2ENDFIED S 7-10 H HICEREAL T 2 O MBI 28 Th 5, mis P ikix sz
FroBE, Wik BV R 7725 —=Thb, 2MEMER L CHEL 72 D IERIZBIET 5
LONG COVID & FFEN S, Wb 5 EEIEDHREIEH SN TWD, MEEZHNICIE PCRRA
72idbiERAEE H Wb PCRIMAIZIREE - FFREDNE W E W) FIEDH 5 —FH THERE TICH
MAETLHI L, BEEIEL Lo 2B B 2D LI ENRMEEZ D DUERA
TR CTRAETRETH VMM THh 25—, KE - FEREIIPCRRAEICES 5. HiflaaF A
W ABEGSEIL, BIEBRLIES S OMIZ YA VAL TB VI A4 VAEPGR & Z 2 Sh,
F 7-HIEAL LT K AUICITBE 2 SIERUS A ERE L 2 b L7228 T, willZ2@ticft 2 72 =
Ty U7 A NVAEENKIER L ZRAGDLELIEDNEETH D, 2021 48 H L TEINAR X
NTWBPT ANV AEEZFEORANIILVLATYEN, AV ERT /AL LATFTETA, PiRiE
I TFH AT, N F2T0BD b, FREERELRECEDoTWEI EnE, A
N VR EOPERFEE T A LD R E o TWwh, FllanoF v A )L A EGEIX. TR
WG B X R GIC X > TIRDIB DS, WhWBIEEMFIENL BRI THEIFELR T W &A%
MoTBN, 1DTHLENELLEERPE) AR H 570, TXLHRYVEZMIFTHLIEDPHEET
HbHo EINTERAELE ZoTWAHMaaF T 75 V3 EH Y. 20214E8 ABAEIZTIC2oD
mRNA 7 7 F L OFEFIPTON TV L, WINRLHBO TEHVWRIEFHREIRENTEY, &
FeDOPORIZF 72— F o v Vv — LTHIEER TS,

B

20044E3H  INITKZEEE 2EER 7R3

200444 H  BIMERE v v ¥ — FHHE R

20064E4H  ILTTRZEE LB g bt SeiEf A Y v & —
20084E10H  Zs BIEAT RV ZEM B be KggEY v & — K E
2010464 H W% B EGYER EE

20124F4H  ESLEIRERL Y v ¥ — EREYEL v ¥ — 70—
20134F10H Al EFSEGHEY > ¥ — KR

2015464 [6] EIRREBIELS BIEEE (BHE)

20174640 W WR 70 7 g L EEE (BHE)

20184E1H A EIBEGYE Y ¥ — FERERIEX R E R &

20214E7H KBRS RFBEE SRR - 50 IR bI i e . KIS E R i b IR HI 3R &
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Cutting Edge3-2 /J\'2 COVID-19 Update

Tl 752
PHARBERRZNER F HARBERR A 5 e ke ) i =2

2019 4E K ICHE - R TOHE 2 S < B TR L 72SARS-CoV2I12 X A8l an
F 7 A4V ZEGSE (COVID-19) 1X, EE 2L > TR TNA Y A7 RIEGRETH Do — T
CDOWEREFENTW S EM TSARS-CoV-2 PCRIGHMHEEED D H. EHNT20METHD 5D 5
#E1X10% 12729, 2 PEERPEETHEBEL TV, SHICHPKRETHL/NE) Y=
FHRBREICBITSCOVIDIIDIZEF Y ALANLVOEHWTF — 73w, LT, AT
PRDROEN TV B, FORTIE JTIRFRELUEIR & U Tl & 7z/NB S SRl 50E PR iE i i
(multisystem inflammatory syndrome in children (MIS-C)/pediatric inflammatory multisystem
syndrome (PIMS)) ®#if d EH I T %, 4o Cutting Edge Tid. /MNECOVID-19 D 1
[, MIS-C/PIMS O4# & IR OE N, MBI B/NB) o~ FHIRBEEOLDO T A 57~
A7 EWZOWTIRFTOHMAZ T %,

BEFE

ZRE - S

19974F  HARERFRFERSE 226, F/NERHIHMEEE

20034F  HARRER KK BE EARB R ERE 5T

20044F  HAERKFNER BT

2005 - 20094 K[E Johns Hopkins Medical Institute, postdoctoral fellow
20104 HARERIRS/NEEE AT

20204F  HARERFRZ/NEE  dEHd%

EEs
HA/RNER24r - American Academy of Pediatrics - HA/RNE Y 7~ F 54 - ARY 7~ F 44 - HA/NBEGUES S -
HARBRGE S 4 - HARMLFEEY 4 - H AR Y4 - The Infectious Diseases Society of America « IR 4s
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Cutting Edge3-3 /J\'2 COVID-19 B8 E S R R EMAEREEE (MIS-C/PIMS) (CB8Y 5
IR . AEICEY 3EEE

1f ik
B EEANNEERE Y v 7 — Y - 7LV E—F

B v £V X (SARS-Cov-2) IZB# 3 2 R & L CTCOVID-19 DA, MIS-CAs#Hi ST
Who FILWIRBESTH ), B EIEHHEIIET > TRV, M0 X 0 IR & 0L L 72K
EREL & HITHIRE - (BEDMGT SN T E 72 — T TARIBICBIT A MIS-CIRFEERD VLW LD
HO. BT HEFNHRIRONT WD, G2 ON72T—< & L TEIMIS-CIZBUT AIEHICH
LTl oMt HATOBHREZRET AL L ThHhDH, MISCIZHETAZHEICELTIE, HAE
WNRBHFES LD [/NE COVID-19 B % Rt sSE ERE EAE (MIS-C/PIMS) 2t vt 4 A X
T—MAV M ELTHPEAEFR—LAR=VIVHETRETH L, TORTEANERZEDE
R - AHERGOEEM L & ICHEYHEEE L CIMIS-CHIEEIR, wEsa 7Y v el
WCHEIRT 5, BEREE - £FREIISCLTTL F=vay (Fh@3AF V7L F=vary) ot
HERZEZET L, AR TAEY Y HBBT 4. 2BIEHRIEZ. Era 7)) Y FRS,. 7L F
=vuy (F72EFx2F V7L F=vuy) @i, FEAFVTL F=va v o0 2 EEEERE
T5, LEBENTVE, T2, BHOHAF v RACBWTHRBELEERTH 5. il oBHK
PN B TEYARA OB PG SN b, MISCIZBWTIX#EISIMERIZ R 2504 ~ & —
o4 %1 (IL-1) ZEEERECTCHLTFF 5, MINF-a €/ 70— F VHATHEA ¥
TVFR T, PIL6ZHRE ) 70 —F VPR TH S b3 ) AR TOMEDRD 5. IO
DbEOERE T LA L2,

Bz
BUE  BRENEER v & —  RGRIERE R
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Essential1 EFMERHX-BREREECHREFICKZEERGOHFHEL
ZDEHEDER

FE R R BERR 0 BN JE
FOL R ERFR BB R ) 7 < TR > 7 —/ANEY) < F R
R AR S e/ AR

AR T (REFRTFBNEFR - 7 L v ¥ —F)

FAEVE R G 525 (JDM) (XIS N BEEAYFR O T E E 2 S b, BAEVERRIS T SR T R R
DR THRLZWVIREITH B MRPERTIID DH5, FFEN 72 B8 it e A A AL O f KT,
2R H PR (MSA) & Vo ZZRRFT AR RAEIC OV TIE, ShETIRELO|EDTDH D
AV O T L &0 THANSHEATE TWD, BUHHORBIZOWTIE, BEEOHEZ
BRI EEE %2 WY I3l 2 LD b TOH T, HEHiid. HT% 058 (MMT)
HIHER—REMITAE ] S T & 720 EBR IS IE /N B A5 28584l R EE (childhood muscle assessment
scale: CMAS) 235 717219 T2 <. AN BT S, Bk Z IS S Tw b,
FHBIVEEE < W, BRI IEEICAEHTH ). SRR EEEEO~— 7 — L DM
MbdH o, EPERLECBEFR OB CTOMITHEETH 5 % EHIR S H 2 2%, FEIE 257 5
7:& LT, PRINTO ®# L Wl K EHRAED core set measures FZH Ao TWb, 4 HDH] P
AT, O CMAS % HUU BRI EEAT 2O W T %, JTDM @ MSA 45 0 [ IR 1 4 A
HOENZEINTEY ., RIFTIEPMDASHUARMA330-35% % HLTIF-1 p Pifk & PUNXP2 huik
NZENZEN15-30% & SR TEERDOKIZ0% % 5 5o, HFUMDASHUARMERIZ, SE1T M M
MRS EET A &b, REOBY BRI ADVELETHLZ L, T2 MHHBERIER)T
b, RIFAEMTFESFHETCEAZEPHMEINTETVSE, —FH, K) 0200k
BE, TEEEEDUE - AR TEREICRGRT A 2 0% L, EOAIKRILD G0 LR T WD
%o PUNXP2HUARIE. FEOAHIER E DMLY 720 B2 AT i &2 58, il FIc X ) BENCED
BA ADRVEL RS H 5. PUTIF-1 y PuiRBEERNEL. ALEZRER 2 a3 — VIRME 2 & oL #iPH
W SEEERDFETH D, HIERICZ L, BEIERISEBIES % 2 LB SN D, %15
4Tl PUTIF-1 p ifk & HUNXP2HUARRG M IDM SR 2 RIS BLO G & ZOREMIZO W T
HIE - WEIHIER 2 R L TR T 4,

B FE
BEZ(EL ZhwE) AR BETE (ZIERL o b k)
[$RFE] (FZEE]
20034F  HAKFBEF A 19954 B MRS RS
20034F BRI FERFRE/NERAI IS R 19954 (S HIRZ/NERHIHEEE
20084 MEHETT VLAS/NERE N Y < TS 19964F - ARH it Ak, LSBT ke
20094 EFERIRSNEEF  BERSRLFS 2003 FMRPRFEIEREE T

o STIAAN=E 20054F  K[E Dana Farber Cancer Institute, Research fellow
2011—/‘5’3 %Rﬁ%@%‘l’k%d /bﬂ’ Bh# 20074_:,5 ﬁﬁg_]‘ S Lo g i A A S g

K- N Ze ) = R ge 5 [ VA 1t e e
20154 KREE A e % Bt B 20094 12 Mo N IR E B
20184 AU FEERFRS/ANERE BI# Q0144F (5 H i N B 2
20194F  F LI EA KGR NER BIEE 201748 (2N N R 2
20204F WREKEFESWENER HE 20194F  REFHRTFBE 2/ NERHT R
20204F BN FEEEFRS/NERE SRR/ Ve Hb e 5 i < TEINREE N R A%

FEBRTZEERM R ARSI 20214F  RH 7R 7 LoV F — R R
[¥2 ey
HAVNERS S, HANE) v~ F 84,

2 B P L NBBIESE ) o~ TR, FEEMERIEAN S,
HAY T3, BAMUMEES R & /{j\%%’fjﬁ L7 ST IR USRI AR
R

HA/NBRES . HARNRY < F54 0 HARY) v~ F284,
HANET LIV =225, HRT LV F—ER0E
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Essential2-1 (&I

LW 5276, A R
IR EERER /N R - AR, SRR S & ik ) < PR

oty va TR EFAAME, [38.3C L EDIEEDTEE DD 5N 5 IRAEDS 3 [ LA
EhiE, THAMOABRBEICL > TOERIDL2EL WL O] L) RO ERICLIE
HNT, FREBEEOARHE, ABRBZEOANWHEL L, BRICHET A2 RBEEERLED LD
DETDH, AHBROENZZZHIIH72), FTHROERLEHL B, Aty a v T
X A 375C LR, FEIE3BOC L L L. BBEEIHHAOELEH NP 1ICLUND S O, jligksh
X1 HOFEBOEFRNICL LD D FHAFE TEITAS WL O, BRI HORBAOEH 1T
UEH)FERETTIRIEENDHLLDETEH, 272Uy ¥ a rTid, bR & BREZ DK
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Activity Score)- 27 2MEH SN b, MM RO2TEES CHEM I NS T, FE. . B2z
Ty By TFLVARIZOWT, HERAOBEREGEZRT . WIFEIIOWTIE, SHER O
M=V ERFEH L7720 L AFE2H B/ HEWri% (1) p24.p.26,(2)p213-215, 2. HFHE24E +F
FRERIBAST (MCPPRAST) &M/ HEWri% (1)p.26,(2)p.213-214,(3)p.103. 3. fA 45238 VAR i
RIS (PIPBYES) 58/ #Ewri%k (1)p.24,(2)p.215,(3)p.103. 4. AT 14 M/ #HEWr % (1) p.260

5. A FEE 118 MCP BRI H /#EWr ik (1)p.26o 6. HAF5E 14 PRI 50/ #Ewri%. 7. 4 FRE
(1)p.34,(2) p.205-207,(3) p.102, 8. A (1)p.43,(2)p.95,(3)p.710 9. i M) BHES A4 /#EWri%k (1)
p.45,(4)p92,(3)p.72, 10. MBI M= %/ MEWT 1% (1) p.61,(2)p.160,(3) p.151(4) p72,p.96, 11. ik
B P/ HERT IR (1) p.64,(2) p.153,p.159, (3) p141,p.157-158 (4) p.72, 12 FERY G ALAI /HE W15 (1)
p.65,(3)p159,(4) p73,p.97. 13. JEPIHT HBRBIET Fivh / MEWTIR (1) p.72. 14. W@ mkEi I BIET 56 2 Bk
MTP BT 758 /#EWrig (1)p.79,(4)p.98. 15. IERHET  JE Ml / #EWr 1% (1) p.66,(3)pldds 16. 7 F L
A M (2)p.185,(3)p.188s 17. 7 F L ZAJi# (2)p.185,(3)p.188, (%4 : GE LOGIQ p9) (=
TED (1) Vo F RO T I —GETA K4 ¥ HRY) O F2X[H) v~ F
AR L R B &S . E 14, (2) SThnbihd 2 dEE)g: - i o — A—FRE. X v
Ca—4k,(3) BANDbR®SL | BEHNAZ L | BT I — AR - Al L (4) E
Bher IR OB E AR A - SRR . R i

M=

HAREFFRZRE IMmbe BE - NEEEY v & —/RNEEE di#dz,

19884FE H A [ Bl K % %3, Oklahoma Medical Research Foundation (OMRF), Arthritis and Immunology program (Dr.
Morris Reichlin) (2847, HARERKFEMNERE, FRZFERKERIE ) 7~ FBERRER Y > ¥ —T/hEPSRADY)
Y FRBIEIRSEICHED Do BIEIL, HARERNKREMN B R B/NEEN O ARERFRZERE/ MR/ NER, O ARER KT
ek b N, KRS Z & b/ N BB - BEER TSN ) T P T A - V=T AB KR FLTE) UV
F - BIER - BIER OV KRBIRICED b,
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LS2-2 B Y FORFENELGEICETIEHTII-DES

Mo %
T RSB IRMBRRE 7 LoV — - BERIIR

M) 7 ~<F (RA) OBEET 7 M 230 FEMIEIC L D IREMIZH L L7225 5 FERNEIC
X HRIGERE. Vg, RO IR - REPXIREZEE LTRSS TWwS, Bffiza—
WERADKENLIHETH D WEHEOIIEL L EHIEO IEMEL M2 s 34, iz a—IZ
RA QBB WICHG-9 528 TFEEATHERSAHIT 25 O WWb W 5 pre-clinical RA 2B 5 [H
GZWr oA HESEH S, RAOEEM ST HBEITXRXEAA G ONODODH 5,
SFRERNEOEERNTH 5 KEWWEBORIEICHM LI —1IAHTH 5. BHREFEZ 2T
FTL72DICIEEHZa—%2Hwzy 4 bay ba—VAEHEEZONLD, ETORABET
BT 2 =B bl CTld v, G ENEOBE - IREEZWREE T5HRVEMRHZIZBITS
BART = I — O EFIDE STV D05, IR - IRER ORI RIEUN O LR D EE L,
WA WD LEETH 5,

B

19974 TR AE AR AR

199748 T-HERZFPRAET S I

19984F [l PR Fh S e P B

20004F T-IERERFBEMle gy (IHEZNRD

20054 ¥ U A R—=I, F N TR UREBEY T - T LIVE— - SpERIIZE R
20064F L[, 1) — ZREFEREEREATZE B

20074 THERFEFHMEREE T LoV ¥ — - BIEURPAR B

20174 [ F#
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LS3 HEMMEEZ S 25 HREREDORTIGHE

NIET 5]
W T R R A R A TN R 2R IR R 1) ™7 ~ T R4 B

P AE (SSc) &, BARTIE, REEHOTEEEICR L THRIMED H % HUSSc iH#SE 1T
TR IR TV RV, M HRZIN T 2 MBI, BAELIHEZE ISR 3 2 GO
HRNEAS KRB 2 BRI e TR SN TETWwb, HDEBTHLHSSclcBWTIE, ok
randomized control trial (RCT) & E A WEETH - 7245, BIFE. EBRY 72 SSc iR 22 A5 b
NALIIChoTE, YZ7UFAT773IN, 3372/ = )VEEET7 =5V, HOMEMEE
fi, MYV AT, VY F I TOHMHMALRIRDIRD LN L)oo TWD, 1Ek2L. H
WHNTWARA MM FH—F, VI =a—) YHEE 2704 FLBRTIIHLRTY
o EIHIEELIRARY, =V F ¥ =725 HARIZBWT, SSc o HIPEMiEE R ILD) ([ FRk
WL L o TWbs, = VT ¥ =71, 3T FRRMUEMMRMEEOBHERE L L T% O ERNE
TR D B % {6 TH 5. FGF, PDGF, VEGF O 3O ER T O ¥ 7 F WVAIREIZE
LB E 2355 F—¥2METLHEATH 5. FGF, PDGF O #hH2%55% < . VEGF #il o
PID N EPHESIN T VDL, TO72d, MAEREITEC, MHESFMRICER L. Ui
LRI R 2R, NS DE L DEERIFEIE. 18/ LD A SScicTIibhTEB Y., /NNETORE
RIGHIZBI L CTlZ. case seriesZe EOWfFEICE EF 5 TW0Wh, LA L, IHE. ZLOBEHA R
FTA VHBRIBEINT VS, SHOFHHTIZ, BROBASSCILD OR# L, SHDOEEIZDONT
DT 5o F2/NESSCICBT AIHEBICOVTH ) I FEMED AN EEm LW EE 2
TWh,

B

19834E6 H  BhifiERI R ERbE  WHEEE
19904F6 H  BifERFRFARNFFEEL BB
19944E10H  KREIE v YN — 7 KEFE TN E
)~ FERIRGRELM e A
199748 H  Wni FERREMIERBER ) v~ FREtL > ¥ — BF
20034F6H W AW
20084F11H  [H  dEHd%
20114E8H WL FERFRFEWEEY v~ F 8 BRR#Z
201846 H  HTLTERIRS: BEIR ) v~ F R R R
202144 HUOR L FERPR AR SR ARG ) 7~ T NEA S BRIR IR
HEICES
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LS4 TEREFF EEFOFHEI S EZ S, JIADGE EEE

i 75—
VAN SYNE VA PR 2 0 v B ot D AN VR S

FAEVERR B 2 (JIA) OB - EdrHid. X F ML EFS—F MTX). EWryiHE
DB CTHEIIZSE L2 EBIVNE) v~ FREOZHEZ D72 1990E 51X, BRI JIA I
MTX2NEA S ggsd, B2 HEEE LTA 2 6Nz L2 LGRS, &8 JIA OE#E
FATOA FEPIFLTH Y, MTXEPUEOBEANICIZ, A7u 4 M, FL— M SRA
ZELHVLN TV, £ OEREOBED, BEEisE, SaHEWRE., FEMEE - NGE. W
E, Ry R, SHRE,. SR, RMELIZEEE. #HDEEZL EOEE R BEERCHEISE
W9 2 EPEICTH LATW 2, v, EYENRAOBELIZE D ZORIIE—ZE L, HEER
EUHEDFEW DAL 725 Sz HVEETH 5 JIANOFEAFRBIIES TE%R L. DHHE
TIRAOME ) v~F (RA) BT 2 & AEWFNEA OBRREIZR SN Twb, JAKHE
IOV TIIAR SNZHEAT S vy, JIANOEFEIRFEAZ LT, R IEOREE T
HbHo AFTIZ, EHBJIAICPSY XS T, AFFX<7, BFHMIIAC N Y X< 7 (%
DH), THZANET M, THFIVLATT, TRF¥ET L (EHOR) DEIGKEEZHETWS, 4
WA ORI SN 00, 1EHEFERR L -728KTHY., HLBREDHENZ
5o TWhD, HEREIHNOERDZ L v FHWHETH 5, WO ZHML. BETR
WCEE L. REREREERTHILICLD, ZLOBBETRELZEHRVTREE ZoTWhH, —
F JTADEBEELR LORRIIWEETH 5, N OEFRAETIE, BEN20EHZDS. BED1/3
~ 2/3FHBIEEEZ A L. 1/5 ~ 1/33EMFNHAOGRE L LE LT 5, BREREZRST
WCREIBICOZ ) EMAHRL, T80 LWEEOEEZ X852 L05 BEOHFEHETDH
bo TDOI2HITIE, FERERN 2 5 AW AN REA 2 SORBHRIIEREINLIBOTH D, FE
BAFRORE (E35EHI) 2BV TL PR E BEEYANEA 2 L Twb, ARiEE
Tl JTIAOWHR L OFEEE T 2729 2 T ZRANOIEHEE & F580 O JIA OFEHE L FH
DWW 50

H&EE

[2FFE - BRIEE]

199343 H TR SRR R A A3

199344 H HZSIEST  EH EER » & —  NERMFISEE

19984E3H B VAT VAN SRS T S

200246 H KEFDA, CBER, Division of Viral Product postdoctoral fellow
20084E4 H BHET VKA R RBEAEE Y v ¥ — s

20084E7H E R EEREY Y ¥ — B v~ FIREREEE
20144111 REEEH KRS BEEEIER SR RE/NBERSY: B EER
20154E12H BRI SLKRFM EREE B n TR HE

20204E4 H ENNE EREEY 7 —  HE GE%)

(BiEDHE ]
AN N T~ T IR, BRRERS
C¢i)

20134 HA/NEE w4 B EE

20124F~ 20214F Best Doctors in Japan (244, S5 )

(3555 (R - Bi5]

INBRHERE 7 > A NBO R 70 —¥ L8 g (ilsEE) . ANESME M LNy F 7y 7 (R ES)

- 2EL0BE - A7u—Y (HEES)., W) v FEEREEE) . 5 HO/NBOGEREES SE17(ES%ER)
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ES1-1 2HMIVFTY T AORERE

= BT, TR KT

JFR 3 K SR S B PR A B o e 22

M) 5< b —7 A (Systemic lupus erythematosus:SLE) &, J¥IDNAHAZIZ LD E L
ke 4 2 HOPUERD EAE SN, EFICREZTIESEZTEGEOHCORIEWNTH S, SLE Tid.
HOPUREAICE D 5 BHEe THIRROEE A, Bk &0 BRGIEMIE D WEBICHS 35
BMELIRETH 5. HOHUKEAIZEE S § % extrafollicular 2 HUK ARG (2B 3~ A28, 9
RIS 7510, vy —T7ca vEEflaZe El2onT, RED MY 725D THRANT 5,

BB E
SRR B L O
19874 PRy St N S e

1987-19904F  MER B RAABR IS BIR e e AR RIS
1990-19944F MR s RAEPE A IR R R OR S B

19944 A (Rt U

19944 NECR B RS B S B B I P R B B B T

1995-19994F  KEHarvard K5 7 < F0IET LV F—FH 5
19994F FEI AR - HiE L > 7 — R TR SRR JE RS B R
20134F MR R AR A BER JERL SR ol e %

SEEE

20024F  WEIE ANRIAFRFAIRELY I T e 8 R - R FEEM SRR
20034 HAVY v~ FWMHEI=FHLE) v~ FEMmE

20204F  AARGESITEMEEHE

20214F  HARV U TFERE
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ES1-2 SLEICH TR XFOA KAXRTY S

] 1B
B I LB 9% B2 ImmunoRheumatologyCenter

SLE X &SN oLlEa i Th . w2 @B 2 MARATZINER T » 0 =030 TH 5,
HIZPro-Active TH A LEDH 1) . BHRIERRLESFEESBEL T2LOEFICH S 2 WVEH I
HET %, SLEOEHFE L W) DO LR\ SLED KRBT 2 HEBPAET 5 DA
Thbo IBetHE ZED R WRIELR 22 B 1T — MBI R L 132 5 v, HEIZBWT
X, FEH OB, HEOBNIEETHLH, oL bHEELDIIFRYOBHMEBETH S, SLE
DIFEAEDOIHBIZ ARG LHATIEI R 720 ABRMIBE OMEMEIE. KEEEOFH. it
PERIC X 5 RGRE D e, AT E QOLOMEFICS - L b EETH S, HlIZZ L., ik
L. WS IRIT 2% EORBRZZZ L, B, HECDEO 2 WARPBHEN L HETH 5, B
BAL B ER L BB L, R oEME A & ERAERFTORBIERERICED 5,
Damage & SEFHZ SN B AW 20350 D 1IESLE DIRE, SR D A7 24 FORIWEM
HREPLEHEINTWS, LLDAS (Lupus Low Disease Activity State) DEFIZ T L K=V
O R TOImg/kglTOAT O A FTOREBI Y Pa—VTh), TAPHMERFINLEZ LI
X ) Damage 25 FFiT& %, SLE HIRICRRBENOH H2HH & LT, e FaFrsoaF
NNVAI T EVDH D, N LA TII0EL EORMB#EIZB W T Flare D4, 27804 FO
WEE LR EBHESIN TS, &NlE. A 704 FHIESHEN L HEL 25 7-BEDSLES
FEIZ BT B IHHRIERIE 2 Z 53 5,

B&EE

[EFHRE]

Beth Israel Medical Center in New York WEMEKE Yale University 1 7~ FIBEHEHNE S K E Yale University
T LV E— RS ER SIS KIE Yale University U 7 < FREEFEAE BIFALEDSY 7 X ) A VR AES )V 27 L a v
F—7

(E273=(1)
KEINFREPERE YD 7~ FBERAREMERET LV F—BREEREME 0N, /AR BRI~ F5amM
. $EEEHANB AR ENREMERART LV F — 28 MR, f5EE

(ET=E

Yale Markey ‘s Physician Scientist Award (£ = — )V K4%) KE") 7 < F424% Senior Rheumatology Scholar Award
(ErE/ES)

FHIERIR S B HOZ R R R BT 78 T bR 9 B IE 5 B 3 Al AR R K S b IR S R A R o RS- IR B sl il
(EF9sEsE]

ST 7Y b=T A, V— T AB RIS BT v~ T IBEE . TR BE s ) I A

[(ErERES]

HARBRERY v ~<F %4 BEHARY) v~ F4%4 53 BGRAPPA (Group for Research and Assessment of Psoriasis and
Psoriatic Arthritis) KIHNSLE4#4: (European Lupus Society) ACP. ACR., AAAAI, EAACI
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ES2 A& B U v FiHli~ IL6FAEE L EDFEVRTICEHLE B~

T
PEE L YRS ) 7 < T - BN R

WAE,. NAEE (artificial intelligence: Al) ZEHDTFHFICBWTHFHAPEATWS, ZD5H
RLHBEIIZIN D250 EICHEOTEIPEA TS L) THbD, T HIZBWTALIZAGH
HEMFEOURERMTAILENTEXLLOHENL L ALNS, EHIHBFRIZE EE ST, 10
W R EOBMET — 7 1IZBROZ L, AN TRoWERE EOLELBRRLEZ L OETF L vo
THRGHET =4 WMo EOBRRT— Vb MMRRLETAHILENTE S, SHITHREFRLL
TET 2T I TNTNA XK B EHEOLMERER (O, BRERAEME, mE, OEX., i
fierE R &) bHHTESL, ZDEHIC, HLEEDREIZOWT, M, B, MK - KK
. WE, BEATOBIMER & BONEHO5WLTF—F AT LN TE, ZNH%
mixture (ZFHli§ A5 2 LB WHETH S, ZhFT T, bhbNidfli4DBEZEDIREZILIRT 57-0
2, AR RE AN LS, Bon Ll MoTE 7z, Thyb b MREOEHIILETHS I,
—hH T, AIREL L8O T— U (F—=FENL b n) 2L TIELRL, W7ot
AWML NnE W) T ELEL) & AM— AR L5 7= Z X5 ERL 2 EIFHET
DY, EEHTHBEEZ L THEZT7 YTy b TE L, INHZED L) ITHBIENLTIR
FVDOTHAH) 2 HIZIE B 7 FOBHFEICBVT, 7oA X ) SEETE 5
HAd 5 L. mEEHEOFMOAR 5SS T b, IL6HERE L LAY FHEHA O
BYIEROMESEZBENLZDIDE L, WRILINEZERTX 520050 sl - B LE
WOHBEE o2, EHRIZWEE Ty, HABHMEINAE K LT =%, I 4bbs%, |
. W, SEET—5 %, AMPERFBWICLET L 2 LIdREEE 2o TWh, TLH % AT TR
HELIED TNOLOREICH L THI-REMAZE 220D Lk v, 72 AIOFHEH
Elpolzar Ty, BHOERIEIDOTHA ). AEE TIIEE) v ~F0BH %62,
ATDFFHIZ DWW T A Z AR L7z,

B

19974F  RBCRZEER SRR AR

19974F  RBCORAELE S AR MY & i Be iz 2

19984F KB EHm ke PR

20004F  ZEHAGIRBEP R

20024F  RBRORSAREEBEEESZARMTER LR AR A%

20064F  KBCOKSERSABEEE AR T 5T

20064F  RBORSAEEZEIRI R KR

20094F  RBORSAMMR G - EPNRY B

20104F  RPORZEEEATRMIE e R Rt iR R (20144F % T)
20154F  RBCORSABEETRI R ARPERZ AL FRIER (20174 % T)
20154F  WPIRER - SRIEPERE SRR

20184F  WPMLER - SRIENRME EERD. RIENEL BRREE

20214F  WWETWIPREEE U v~ T - BERNE BE
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EX-1 R UZT THREPOLGEEFHEREEHRRICE T 2RBIBEY-—H—-ELTO
mi&4 >4 —04 %2 -6 DFAMOKE

O&H HmEF. KH FHE FaE R
SR 2 B bR ) v~ SR

[BFR] &R EERE R 2% (s-JIA) IR S, MEi%Y B 2 AT ERRETH), 1 v ¥ —
04 % (IL)-6, IL-18, IL-1 B & EDKJEMET A b A VAYRBICIEC G52 Ao Tw5, HLIL6
ZEEPRTH L b2 ) X< 7 (TCZ) I3 JIAKH T2 HE UL HME SN TV L2, HRETH-TDH
s-JIA DEFRIEIR R KIE IS A mask ST L 9 %2 &, WL 2o TLEH) L) EE D 5., &
3% % 13, TCZ ¥ 5-H @ s-JTA OIRFIEIR R EGYE & O HIIC BT 2 s IL-6 DO AH P D W THEBBE L 72,
[512] 2008445 20164 £ CTICTCZEEAL, REICBIZ 5 2 LA TE& s JIABHIBZ TR E L, 1L
EIL-61MH% ECLIAZ:THlZ L. 1H8H (active phase). EHeHF (infection phase). JFENGEIH (inactive phase)
(Z500F T s-JTA OFEBIF B % ek L 72,

[#5 5] active phase D IfiLiE IL-6ff (median 283.3 pg/mL, range 23.5-767.9) iZinfection phase (median 87.9 pg/
mL, range 11.9-526.3). inactive phase(median 12.8 pg/mL, range 0-34.3) & kK L CTEFNENAEIZEHHETH
n (p=00057, p<0.0001). ROCAEMN TliLcut off it 147.0 pg/mL (AUC 0.7388). 43.80 pg/mL(AUC 0.9948)
THolzo MECRPIETIIRHEMICAETELEEZRD LN o720 TR 2B T3 HETE OB %
23 HIEFNIBWT, M IL-6 ORI 72 13 %2780, Il MMP-3 1 & A RICAHB L T 7z,

[#55E] TCZH5- O S JIAICBWWT, Il IL-6 i i3RIt~ —h — & LTHHATH 5 2 LAVRE S L7z,

EX-2 REARTOTFFIVZAERAV2FREFERSEMEEHR (SJIA)BEMEICH TS
EFIE 2 >IN BH O

OficiE ", JF B =10 IS A% B e, F 4
LSRR AR R R R
P S DNABIGEIT, *THULE X bABET L v — - IR T RAEPHEE > 5 —

TR] SR EEEE RIS % (SJIA) X34 M A A4 Y oMBEREAIC L )AL ZIERE & 72T HO &N
WHRTHAHN, FRELLREIIEAWTH S, ST TEAIL HRRERMBIPFOTH 00 L5 BIEEY o
fili. NAF 2= —ORFEZHPWE LT, R TaO7F I 7 2SN L 5MRERERMICEN Data
Independent Acquisition (DIA) 7B 7% 3 7 212X ), sJIA BE DIMLTEFRAT 2> 5 ENEEIINIC R BUTHET 5 ¥
YN BERERFRNA = — R EE L (BT . AL RO T TRBISEINC BT 5 4
X7 BEOEEZT, R H BB X 0 2T 2 WA R XA 7 = £ OBGET 21T - 72,

[J53:] REf7eix. THERZ ELREOHHEERESOKRZHETITbh Iz, EREZA7-sJIABEIZ L
T %340 SR O R L 5 IiE % 27k (MAS : n=6. Active-phase : n=5. Inactive-phase : n=14, Healthy
control : n=3) WL L7z, MiFDORTF FHEACLIEZ T, 70T+ — AT D ¥ YV HOREZ T 72,
5 X7 T — 5 OIEHFEIBGT S IHEIHICRBIK T 2R3 5 Y7 HOREL =0 ) v F A ¥ M 24772,
3R] Gt2 21 oliig & 87 skt Sz, WEHICB W THRISEIULT 1/20F) Lzg v 82
B3N8 TH o720 T v F XY MEFOMR, £ DY 87 ZIFIE2SOEATH D, HERT (IGF ;
Insulin-like growth factor) R M/MMiEERE, ElbE VY K% > /827 (HDL) ABICEET 250 L HH L2, 72,
WHENN & IEEENH OB T 3 7 EmiED LD i K E VD D1k SHH (Sonic hedgehog protein) TH - 72,
ZDF 7 IXEENY (MAS. active-phase) & IFIHEI, BEHE COLHMIBICBWTHRELZEZRLTH

0. EBIEEIEOFHG A TH AW HEMEAR Sz,

[(F£] w7074 3 7 AL D, sJIA DORBIEEEICHET 2L Dy Y X7 ARk Sz, K
BH L7727 o837 BHE, B2l 2054 A~ —Hh — L 257250 TR HREMBP O T390 & 7 5 0] fetk
Wb Stk BRSNS TR TOMGERL KB RO AL ETH S,
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EX-3 HRICETIEFHSHRMEEMRBEICHT 2BEMABFHORK

O B I8 WES S ST 05 B g g
VR ER RV, PR FIERR BB ISR ) 7 < TR v 5 — /R = TR

[H] ZEERSERIEEH S JIA) (R BIGEIMEOBEIC X 0, BB oMET. B HKA0A RS
FORERERSEEOLEEAL ) 5o JIAICKHT 2 LM RBE FMROMEIZZ L. BiEICBI) 5 JIA
BATBU 2 BT & Sl AT & ARG L7ze [D51] 20004 X 0 JEB 3 % M ftiie KBS ok —
IORRAIZESR SN TV JIABRZ LD, 21 ~ 40 MEREICB W TERIE TR O RSO H - 7286 2 il L
720 F 720 19934E7 H 20 6 2021 4E 5 A2 Ytk TEIEAFL Tl 2 2 72 JIA BB 2 85T L 720 AMEIC X 28l
BB EMRIBYIC L A8 7 7Y K~ Ui, RETATIZBRAL L. FATRRER, s, PRI THRET L 72
[ 5] IORRA 1285k S LT W B JIA HE 263 61 55 612 D155 B D A A T T 720 I AERNIZ 16 /%12
X9 % e BAFIFE M T, FAMIRE O N 36.8 % FIHHH ML 2494 TH o 720 KEEITH§ 2 T
8641 (555%) TH o720 NLPBAHTE ML 7461 (47%) (R LTirb v, AN LBRPAME M I 2561 (16.1%) .
N TR BT 1227 B (174%) Tdh o720 TNENO TAIEEOFIERNE 367 = 957%. 342 + 1025%. 35
FERGIA 1% 24.3 = 994E, 240 = 1034ETH » 720 A HHEIX. MR INICRY LA TR % 2. FiEe L 72
BlHs N TR s, N TR BRI IR C 4 4 1% 07z, [F 5] RA BB OBTEAVELFAN 12 F 445 #:62.8
% PRI 20948 & Hii X T B 25 (Hotta, et al. Ann Rheum Dis 2020). JIA Zx74: & L 72K T
& FARHERAS L D AE T BRI L D ROEIAA SN, ZIUI/NBEA O RS o RER,
A 750 VEGEEBLTOMBETHL I EMHER SN, L L, BTN IZESHIEO#ET L2 JIAR
FIWZBWT, @Y%y A 70O@Y % FAoRFIIKEX 2 ADLORBIEIZEEKL 9 5, /NNEY 7~ FEDOEE
MBS LR TR O W T ORBMPVEL E 2 2,

EX-4 ERER TS
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EX-5 FIEHRESREBRKROBERE %@L LILEME R & BERRE OREEMORE

Ol BE 2 SR B—B8° K& 055 K R, mff &S Sha B EET ST
O T RRER B ) v < FHAE Y 5 —/NRY < F R

PR T IR B AR R IBISON 1) 7 ~ F IR0 B, OB T BB R 2 e N
RO RIS > 5 — KR BB W

[IZtoic] ARMBERZEHIRE (TAK) 3/ TH . BEME ORI S 2Tl R, 4Nl LR HE
O HERBICREBIIRNZE % & 7 L7221 TAK (V) R 2 #8572,

GEBI] BEAED R V82 H DI, 720 A WD SRPEREIRZ fEb v, B 22 S 2 H Bl < 5884051 » AR T3
& - 720 MEHICINE S Nz M < WBC 14,300/ 1 L, CRP 83mg/dL & RIEFT HASAR S, HiE TR
Piibh iz, SHMERERE., OEEEERE, FE2 05 BTOEE CTRAE CIREEZRNICIEES T,
BFDG-PET/CT WA TRl i KBIIREE B & O BIIR 3558 (LMT) ~OREHEMZ R0, BRAREE o
720 7R CT A TR OPe%e - WIRHZ IR A SN h o 72205 KEIREIEERA S B ERBIIR I 20V T I 458
JEEDSA SN, TAKEZBW L7ze xF VT L F=va SV AEEEIMBO Y 70k A7 7 3 K29V AEHE
#E (IVCY, 500mg/m®/ H) . R0 S PUS X BEMEAL L7225, (LB s ¢ ABERF 1213380 2 2 o
72LMT o3k (£ 2.7mm, z-score: +342, AR 20mm) A& 5Nz, 7L K=V'1 ¥ 10mg/ H D##EE:IC
A TIVCY ZfkfE L. 4 HDOIVCY B LMT 213 20mm -~ ) . PIBIZ M AEERICEIbIE 2 d o 720 IVCY
6 [ A& T 1% ® *FDG-PET M CREHEMIT A . BiliER R LTV 5,

[#£%2] e R EEEBRIKFZE 2 AT 5L BF O T3, AR 2 &) IIIFHABER IS T 51575
TAK b EE L —HETH 5. FBWIEIE TAKIE, TR OMRER, 2 TAK =R A O /NBHIFSRER] & Hix
LiSEIRIRE 2 AT 5 HENE NI L0 5ho 7z, AR TIIRIME ORENE % &K CREfilis 5 2 L IZBESH T
HU. EEIRFE %2 AT 2 AN TIE, EEIREE ERAE & e TEIETRETH L. REFDO L H IS
RIS & WY 2 B ARAT) 2 L TS BREEL D 2 LB TRETH 5,

[f55E] SCHRIEEE X 0 FLEHIZE TAK IZ/NE Ol o 4R fE THAE L 72 TAK & JLik L CREBIIREZE 3% il
REVEATRIE S5 o TEBIIRIGZE O BEAE YT R D W TR LI O FLIRIM AT 75 & TAK % gk L3 %,

EX-6  UEAMMEHIN%ES2HIC2H L -BBENSRNE RO/

ORW 58, ik &, BRI & 8 %
B EWRSNBES Y v 7 — EGE - T LV E — R

[ITC®IC] ML Mm% (MPA) 13 ANCA BIEMAF RIS N TB Y. EI/NED SR RO BRI
RELMERTH L. NEHIFHEIIEF ICHLEEATH Y., MPE2POICHEERBSRNEEL 235, 3
Wi & BINERAADEETDH B 05 ANEMPA K L CTHEY. SN B TsHE R v Slal, Bl i il ~ €
VFU— Y ANSMPAR B L. BIEEANEIT - 72EB 2R L 720 TS T 5 [EG] AR 2 11
e ABEIOHRET & DL & IS L, DBz, 0K, M sHE L 22720 RIS AR L
720 MEBX AL CT THiM O F AMEBEIRB R 2 500, FECREEDSH T L 72720 Y B2k L. A TIFIR 2345
L7572, Hb6.6mg/dL L IKfETH V. BEHEMILZ & B{EFT A S, it Y Fa— v 2 LIRS
Wr L. REEREORALED 2, BBHIEE. MR, SHRE BERRERE % 529D, MPO-ANCA ki (50.70/
mL) O72OMPAEZH L, WERAHHI D XAF L TL RV B Y NVA, Z0OHBY) Y F V<72 X 5 EHRE
AZBIE L 720 BEICRIS UC AL ZEE2 SEERL L, Bifgmmd L7720 —F. 7L K=V 1T »60mgll
I HBWERIToTH, BHREBIBERPIET L2720, B3IV I a7 ) —VBRET7 2 F L EMNZ
720 eGFR 505 F TIL T L7228, IEHMEFE TOGE L7z #dd, BIMASEIL L. RIFIRIEE % &6 % %
&L RIS U s [E5E] AFo/NE ANCA BE A R EFE X MPA 2% . PEEL EASEERIR % 224810
ZWENTwb, NEMPAOER I A— MIX 5L, BRERTIE BBz 2L 7201315%. AT
WEREEL-DIZ4% TH o720 AIEFNIFFRZFERDIEFTH O, Mg THNeyFa—3 205 &
LCTHH & ) MPA % 55 720 BT MPO-ANCA Btk & it TMPA & L. BHNCHENAZIT- 720
/N ANCA BN R 2R B R 720, HHRGEHPHELINTBLT, RADOHTA I Ve Ea2BHITL
THEL TS, REFNIO T AN Z &0 L 22 EREDORIETH O EHE A L7z, SRIZEHRE
Tk, IS T RE G LEMZ B L T 2 EXFHEETH S,
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EX-7 HAMOFFMTREZEHL LSRMERXENFEED 14REFH

OffiA Fr—HE'. NI B K i A 3 SHF IR kI A EE ST
R T RSN, O T BRI R U < TP R

VEBIRR] 145875 To 125 R HEAYE S I, WA, PR3-ANCAFEPE (225 U/mL). S 4E o 356 1% A
IFNEVE LA 4T AL AP R Ak %2 (SGS) % 8. LA IME MW FERE (GPA) L@Blishiz, ¥ 7 ukA
7 7 3 F29V 23 (IVCY 500mg/m’) 2V A X, 7L F=vr ¥ (PSL)45mg/ H X V) il jiife+F < 7z,
BRI DA RRD % { %2 o 725 IVCY #5550 L. PSL 10mg/ H F T L 72K 15T SGS O 14 AR
5N YRR L 7o 7o FECT THEMT O ¥ ZIRBeZE R, BB E T Y —2 70 —lOKT
(%PEF=421%) % 720 AF V7L K=V ¥ (mPSL) 7SV A#iE% 2 2 — A1, Vv ¥ ~<~7 (RTX)
375mg/m* % 1AM MR CT4mE$%5 L, PSL30mg/ H & * k L&+ — b 12mg/ B THEBEEZIT 572, SGSIZ X
2 W 5 R0 W 7 %2 O PEF (X e 1) % 328, PR3-ANCA ZRETEAL L7225, RTXAIN#5-6 » H# I S7VEREIFIE
WA % HE L. %PEF13424% ICFFOMKF L7ze RS XHEMRAE CTHBA M TRFEL MR S, SGS DT HE
EHIWE L 720 mPSL7SV 2 23— X % fifT#. RTX375mg/m’ Z B35 L. BSEVEIPIL s & 15 7 o g h3
Sz, HHEZLPSLOWHRD b & #BBIE 21T 5 7225 RTX G5 » HE X 0B, FEIEE R O H
L. RTX ®ah#%45 247\, PSL % 12mg/ HA* 5 20mg/ HIZHI&E U720 B RTX %5725 1AERE L 72 37E,
PSL % 15mg/ H THEFE L. FEILFHEIRRLIE S OB S 22 2 R IZ 2w b O D, %PEF 13 44.2% & Al THER L T
Who [E2] GPAIZAPET 5 SGSITIZHEN. L 72 iH RSN 2 K PRA RO B %o AR LAVEHE
BHEROBH SRS L7225 WEIHE ) WFERERMEMERHETER 0 ) 2 7 5 5 3EWEHFE 2 #E L7z RTXOK
BRGIENTH o720 FRERSAT, KA v ~ra7) VIENEIEH & LT S5it/z, PR3-ANCA
I RTX G IRt L 72720, SEBIREIME IS B L 72,

EX-8 VYO THRG L aRETHEEMR X &6 L -
HLMDAS FUF MR FIEREH XD 2m & 6l

OV R, /B R o G, I TERRS, B BoC®, HT RIS,
B B gk H—1

'ENLR B ERE Y v 7 — B - ) v~ F - BERR CENREERIE 2 5 — ISR

SN E RIS v & — SRR, BRI 3R KSR B R S SE R 5 A I /N VR g e

Tl RIRCB 2 EHEZET % (JDM) &, BEVEM %% 8-53% (2 A HE3 %o RIS 1k IR E R %
(RP-ILD) % 29 2 EPI O FRIIMO TRETH V). ZHIGEIEIHI KN O Y& O R BT ShTw
e ARFEBNE IDMIZEBE L2 RPILDX LTY VF <7 (RTX) ZfliHLIZHDORERTH Y, ZOEFRE
ST 50 UEB] 29 HoL R, k32 Hun & v B, Wik W —5/NES 2 5 fIBEASH B L.
HRBE2 5 Hin & 0 IGE O T % i 720 dimbe 2 MR & 0 Mk, BED Y., MiEEZZZ L7 FHEMRIOM %
AL PUMDAS Uik (>7500). KL-6 5 76 i B A7 2 A i 2 R U & B, A A9 ARBED
MIEBCT ., 2R IFIREEDEAL 2 &, RPILD & DM W L. UBRICHRRE L 72, #EkEFE LD AT
A 2OV AP ) RILATF a4 FICX B8 Y7 aAR) VERRE. =Y P332 000 288, K&
EZO 7)) CEEA AT L. BB 11 HH X 0 MBI A FAG L7225, PR EB I AT I AL L 72 i thie
P, —BR bR AR, JERMHE 2179 S IRFLAMERFCE 9, #FE25 H HIZ VV-RZFXB AR Tl
(ECMO) ##EAL7zo ZDt%. ECMO FIZHRBEIPHIFRDE, MAEscHa, HiBLagek 2 dkbe L. 526830 H H I w2l
THAROKREZIFTTCRTX 285 Lze RTX#5-2H8M%Z L ) MiOE KR4 1IC8®E L. 5129 HE o ECMO %
HEL L5720 20, K[EYIB T IS A LIPS P2 ke L 720 #5BE 6 20 H BITE, IR O BALSLE iy 2 & PHE B
L OBEIEIE R TEENOBREEZHIEL TV 5, [FL]RPILD AP IDMISBIOEHR D 5 B, iy L7011k
THDHRTH 5o RPILD AP IDMIZH 32 RTX O IZ M R WA, A DK E #2263 % RPILD 12
W55 F I THEBIOBEIZIRL S NS, ANEIZB T H 25 G BRI R ML S AS K] 22 % T B
IZBWTC, RTXIZBENEEDO RN E 2 0 55, FEIZ, ECMO 2 &7 EHiRREHPEECTH L L ER b,
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O-1 RADER - CPAD-HREVRE T -BRUESEREFXD 16

ORIl dhtl, HE BE, RHE BAG, AR R
FERR IR C & S Rbe g 7 LoV ¥ —FE

[(# 5] HRELRKE RIHENKRE R HKE 2 E2FOREGHRCEEr OFREO KEL E 72T T E
BTHY, ZOERER LB IRE 2G0T A5 ICIZREMIC LV EL, AL R4 Uk nidET o7
BERITEHIFEIE L 20, JEFOEIEE IS U TRIOAT O R AT 04 ROV ZA9EE, Eifl#l, £y
FIEH e ETHBE I N L SR A IR EFEIR % £ O RS EIRE RIS L CEAIBEH T2 iT- 72
MO E R, Dt (CPA) D72 KB 24T o 72ER 2 B L 72 - oS+ 5, DEF] 13k E. A
Be2 o+ AR S A H ONER & A RO Tz, PIAEWEZ EZHH L 223088 %2 lz2dsEdd. A HO
JERR. PR e BAE G b M L 2720 A e Z 22 Lz, BHREZECTRERE L EM SN, CT TIRA
B ORENLIE & fR/Mb, MR C g ) 1 B 8 1 B AT i 2 iR 720 Ml o B Avikg g5, M2 5t B B 4%
OB K O B TES kAT 2 L 2 LR H I S BRI U 720 22 R Wk R0 2 A G 72 & oD I 4
FERZ B 72720 PSLB L OMTX TOWHEBEE MG L7zo BRERIGES 2 ICE L, e Ld L2z
729 PSL Ol % BAdG L 720 RIEPULOMIE, T2V EL 2575 & FIRMIZITLE L T izAPSL25mg/
day (0.5mg/kg) (28 L 7z R TR, M E N ORKREEDZ/20, IFX ZEA L7z, TORITAEIRGGE L
BE:E %5720 #kTPSL16mg/day (2 L72 & A TRIERISD FA IR % 38D 72720 ABehnig
BATo 720 AT HEA M2V AELEZNFT L. EWFEAEZ TCZICAEHE L, BREOFEZ - 2P RRELD7:
BCPA & oz, Mg ESH, BHSKEVREIT - 720 A LHEMATIIHFEM T oz & EEKILE 1 Blo
i 2Rz, [#EE] PR RIRE RIIBROBRL EBIEMN R AR M 2RI L) B2HEEATH ). Fail
T %HHE LTBLLERD D, T2, MV.ENTWBRTEPHFAEL V72D, SHROEFDOERILET
5o

0-2 IIRRAET K. 1BMEERMESRIEBHR & &6 L /2 HLA-B52 F5 14 il B ARk X O — 51

ORI MY, WA R, M DIEE, PIE Ekd, 3% e, S Ese
HHNRREERE G v 5 — R

[1lZUoic])
L% MEIEZE 2 &0 L. IiEZE - o /RBICE - 28k 0 — L BRI 2 BB L 7272057 5,
[ 1)

12 2o 11270 HRRICA AV R OBIEAE Urzo 10 HHIZEBD R L 222 H AR L 720 118 H W, B
RACBEASH U zo 125812 HRE. AEMEASHB L. BH Ceed L7zo 12547 H Re 14 H B 5 203 Fibie L 72
HEHRME L, 127%6 72 A RIS/ AG BIES - Al S o0& EATHBL L 720 MR A © 9005 BUG B 5F6e L Tw
7oz UBERIAE o7z EOMIEAHERIL, WECT 28 L7z & 2 A LEMITBIRDE K % 80,
W CT CIXAEMBIIR OPeze & BERLE % 58 720 Bty > F 279 7 4 — TIIEMMBARIE L Tz, E¥
MRI TRBEE EME IS 825, AN BRI % % 328720 PET-CT TIZAMENIR & ABES 12 FDG #2372,
HLA-BS2BtECTdH o 720 B, LTI —TIEMiESMEIZRD T, WSO HEREIRD 2o 7. MiBhik %
(FRBREOZEN) LA, BHEREL ML, MEMEHMzOGEZH L. 2704 F, A ML
FHh—T, AV T7VF I T THREEZ MG L7z HERAGBRIIGERSD BHEIL L, & TORERIFRZ <.
AT HA FOWEEZIT> TV b,

[(#Z%2]

EREIR IR 2 & 6 KRB 12E U A MK TH 55, MB)IRBINIIHZE % 220 BB o134 7%
Vo AR, BYERRVES TR RS, SRV RS O BRI R HE R WIS A B L o m R BIR S oW
ML THY ., AEGSFRBOBETDH 20N 5, T2, MEIEEICE SR, MEROEH%Z
HRX W EDHETH D,
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0-3 127X THENTH > 7-FE# 8 Cogan FEEEEE D —F

ORI B, iy FIT- Tek Ak M KT BT AR HT L BRI T
AN R TR A REsE

) 7Y FIERRSEY U2 F - RO - T LV E =R ) 7RSI B

W) 7 Y F IR KR

[ 5] Cogan i i 1 I 7k BTV A B 28 & BT Rl ESE IR 2 FE B & T A M ek T H D . 194545 1K IR
Fl & David G. Cogan 2%t & L 729 . T & 5, Chapel Hill Consensus Conference 2012 T i3 Variable Vessel
Vasculitis (273 S N 5o BAEIIGITIZ R TE A S % 08 O IVEIR & BRI ESE IR DS 24 AINICRIE T 50 € DA
D IIEMERFT L OFFED RO SN D Y6, FEMAI Cogan EMERE L p I N5, ERI] 1055 8. ABER 6 8 [
AIICT LEERERDPKREL o722 L THIBIZA O, R TER, A SSRGS 2 f5h S . 2858
PR S LT L F=vu ¥ (PSL)1Img/kg/ H T LBERBHEH SN2 EEGEE L e o7z ARE 2B ETNIC
SO EDIMBIL. A OMT 25580 O Al E AT RS S & 2 Sz, A Tlifls e ) kb s
Fa, BFEICABE L7z, EAGERAEIR, WA - W, BE. J82h. BIRHEIRSE € OMBERHE R Z: <. HETE -
BRI X A AT T DM = B i A& R0 e 2 o 726 LMY CII MG sIL-2R 1539U/ml T&H -
720 BHFRMRI. MISH4 CT CTIXREHT R 209, WIEHCT I & 52 ik T RMAE L V0 o5k %z 2 BE L=
3B 5N, FDGPET TEREHEMII LA o720 IRFHZETIIMAPERIE R < MR RSFEERS L) B, i
A TR, SR FLRIE 2 R0 720 SORICHEST U - BESEHTERE IR & IRAEIR 2> & FE LT Cogan i f5
HRBMEZBW L7ze AF VTV Ry oV 28527 —Viifr L. RS E ) REISH LT, 7))
F =7 (IFX) # B L. i F RS & SR FLBRIE XS5 L. PSLIZERETH > 720 WHEE R MRI
THIE « WO RIETLHBMINTH 2 EHMSNDP A TH - 7205 WEBEENEETH ) A THHIED AL
Wz47) FRETH S, [F52] WNBWSIEIEMA Cogan FEBEREICX L CIFXIZAMZ L EZ b, T2, NHHE
R MR X ) ATEE - W20 SiEckss & HEM S NS 2T &2 15 S 7z 7200k THE 3 %,

04 REMBERBEDENEZEL, Y5V XNWTFEUD UHEIHL 1=
BifliM45EE (simple ulcer) D 14

ORWM %, KB RS e AR B GA A &N G
TR 25 e/ S

JEBNE 8 o TRElE (MBE®IEE5H H ) (M, BEE. AEMA (23kg/2%H ). CRP LA %72, [H
15 K DB A D 7 0 — VgD EEb NIz 720, UL o7z UBEOTHALENHSE T EIICEE %
<y FEBIXEE RS & T HUCE) N b U RERE RO, FREGE TIRIEFR 2 O S AT & 51 S i
BHEZRODLORIES T BMIEEICIEEDS o724, BHMOME CTRIERICWELZ RO ENLHE
7 a—VE—IZ8E, S EER. L Ry (PSL), AY IV CVERBLE. THEFFTY yEBEML
PSLig %MDz & 2 A, R L2 A%, BEigoHR% 0. CRP. MLoH LA LR & h
LY ba—VARREEZ, A Y7 )F <7 (IFX) ZEA L. A5 Y y3EHORRcHIEL, i
DEMNBWE LTR—F =2y MELZELaVeF Uy ZBINL. 2085 MLEHERO TR Z M) K L7225
IFX4 G % ke LB A3h H %0 SR REIER Rl L. FBREIICRAT L7, ZORIZERRIICITHE
JEIRZE 5 7225, B & /R 13kt L. CRP. Mk d B b3, IFX PS5 M40 1 & 2 5 72 BRI
R 2SR L IFX 3512 & 0 e 2 1T L 720 A20N 7O AAE D RIS Y . BEIZ a2 L7z
ATNFAIP3 5 -2 BB S 3, 80 K UiiAT L 722308 NERSTRAE CIXIRIE SICBRE L2285 LR
DhMo7zZ Ens, WMMEEESFE DN, HEOSEIE . ERSAEEILE T, lEREE S BT
WS A DEBETOEERLEELE . IR T Y VY EBEB L. FOBIE MM AT
LN L. AL, M/MOEZ 0L, KESERLZZD  KERDLE L. HMEERE X X—
F v MRICHYS T 2 2SR Z O WA, RIS ARSI X—F = v Mg & 550 R 7 [
BOBRBNEE AT A02HT. NX—F v MRELEL, ED EAZ 2 S 2 WIRER R ME K O B
BVBEENTVEY, BEFEOBEDH I N—F v MiE DERFIZOVTHADOH TV AR WVIERESTSH
Bo RIEFOEMIZONWT, EBRELZZWET S,
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0O-5 REMOEEZEICTREL., BoMMERZEEDENEEL
HEMRREREAED 16

OREE o™, At Zafer 'L Phlk A8’ R 300, Bl MERHE, B J6id”
JCHO ALIEAL IR B NERE, “ALBEEEBL A2/ LA

[lFroic] MEEFMEIEEEZRES X O FTHBRORECH D FRICIRE, VSIS 225, WREERIE IS
RESNLZEMMEZRI L) 2HEETH D, TOREAI=ALZEY, 77 VF = VITRRT @z
BUERE, EREMEMEFEEE e 28 I VICERRT 27 LVF— IS EREICRE ST SR, KA
APATHRHEEFEE VO BMIICEL L H L, SHEAIZHAOFEORELY FFICZZ L. BETZLT
LIVF —PEFE, E PSR E S T2 TH o 7205 OB ORI THAETEMAMERFAE 2 389E L. &4
PG A I E O TR\ T PRI IE 2SI U 7B 2 R L 72720, i3 4. BERI] 8w, 12 Ani &
DHHO X ) ICHHREKREZICHEOFEZ D, Hh2 ORI TR 5 2 & 2 ERICHTEZS. ¥=.
HDDIgERMETH . Bud7 LIV F—PEmEEFES DI, i 27 I VAl HEORBEEM 1T b
BN 2 RO RV, BEHBZS & o 7o BIRVEIMAE R % SE VIR SE S % b C4 29.7mg/dl. Cl1-4
T FNR—=F =G 124% (QEFEME 70-130%) & BEEZBD LD o7z KAEHNO AR IERIUEST 5 2
ERBIEBRIVHABMRL AL TET A =T 2 EHHCHRENOBBHEEZRDL LI ho722 L
B O FAETERRHE R RE & BB OEL R R E RS R R O A Z I L 72 SREEIQ MRV L 2SHI L2 2
ElZA. WHEPREN, FENICHEZHATWAEZ LD L0, LEY Y e ¥ o b Bk
REMLZZE A, VESHPHBZI DERmICZ, BEIFED Z2IHE L. [FL0]  EHEERMERRED
WHFAER & U TS VR IE % 7260 7B 2 8B U 720 B v Ik A P 9 M A 2 38 W T 38 AR P 0 i o 55 LA 3R
ENB AL AMRBOFAEOR AL E L bz,

0-6 BROVRZEICK DERTRIE USMICEREL -2 2 — T L VERBED 161

OTL#T 20l & 'y rsE B3 el >, SR i
M EREEEE AN E R, CARE A 74 vt v & —/NEERE RS RR AR BN R

(5] v =27V VR (SS) XM - MEFIR 2 & DAL & A B g g (B Ve 2 & 723 A O stk
R TH D, NEIIBIERICZ L BWICHRT 52 8 52w, SNIRIMEZEIC X 5 025 - HLeHER 2%
EDOLFBIERTIE L. B L OISR LER 2B L -0 THiE 3 5. DER] 14mild. X4
THICHE HEOERE EIERZ EFFRICEEZZ L. HL ) YNERE BRI SR ELZHG SNz, TO%K
BREE, AT, KERAD (17 HTl0kgik) %R L. FESHICUBEANINE kol FiliT 22 9EBR
& B FHER) CoSEIBERR. TR B, BWEASH D IHFEDSRRO b T\wiz, #EECT - PET-CT TIIHEE
M. BEPER Y v XENIC R ER. WIS E R 0 AT S O ER B b 7z 7o I T
THRAT - ) VS AERE BEAT L72A, BRI % < SEEMBE MO R TH 572, 2 ETTEHNEERAET
VRGBS TR B R B YE RIET A3 7z Db X ) g PR S0 o R 2 1TV W EFIMLR A T
DPLSS-APuREG . = IgGIMLIE A & SS & & 2 KPR OGN 2 1T 5 720 IV~ — A, MER IR %
7 UuZF 7 4 Tsalt & pepper appearance. [ VEAM TILEEFHPH~DY) VI REKZE DD 0 iEEZHICE -
720 BEOOAT O A FHNZ X BIN9E %2 AR & 4 OREIRIZEZE L ICSE Lz [HEGE] ANEIIZSSE SS TR AME IR
& LCOMME WA A% BYIEL OBV EETH L, FLAEFATIIACTKTO 7 7 4 Vh 51
SS A RN IZ5E 2 T BN L72A% RIS T 2 KIEEZ L) RBICOWTIZZEE T 2 LENH L &
FZ BNz BUE, JPBRICTAT B A FOBREIT 2> TV 2% i, BRI V) v Hillflkz & o RS
RoNTWaE720 SHBROEBEGTHICEL TUMNER2 S0WMET 5,
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O-7 THMEYRERE L TZMICE S22 21— T L U ERBOBRH

OFA B Ml Hon®s A REL =k By RS S B R EE R

A
YN AR ¥ 4 — R BRR U N AP v 4 — i - ) Y < F BN
SRR SINER AT v 5 — A SR T ) Y < F IR

[FL®IZ] ¥ =—7 L ERE (SS) &, RSP E & LS o ruioBELRd 5K, %
HaBIMERZ RT 522D L HERIEREATH 5o ANETIIA &L B4 0 BIERTH 528k HEER 2 52
D DREBID D T2 L FEG BB, BEERZ ERIMERZ 235 2 L% v, SRIAREE WISIEIR &
LCEBMICES7-SSOBEHE % &8 L -0 THEGT 5, DEF] 7mBIE, WRA L RE % EFRICZZ L,
BB IRBIEEZED R VISR EAR T, BRI TH - 720 20K, IREREB T, IR FE, ) ~
INHEIE, KBROR AN 2 E4 R RSB Lz, 13 A LRI A THE L7225 B E BHRMKO A
e Uy 8210 H H ARG & WS AR L7z, MR cld, Beiid e L CHImEk#% & CRP L
AERBODLORT, — AL MET A RREICRE X e otz Hry~ru7) 2H#5 LABE2HHE
WZIRE L 72250 ABE6 H H 25 FEEFSBAARARE L 720 JERIIBEO A TIREM 2T I3 < wEEIREE b iR
DN &S IIRIE B &M LimEgt e Lz, ABRISHHICHE FREFROKIFZFRZ. BEke
MRI> 7802757 4 CHifIE FIROMEE & B Ok (apple tree appearance) % #2072, BIIMRATY 7= b
A FHF470/mL, $LSS-A/RoPifk) >1200U/mL & Bl % 588D 720 TV /IN W I it A= A C W it [ L & 3555 )
PHIZY) Bk E B, SSEBWIL7ze YT —TF A MIRADIEETITZ o2 LT A NTIER
Whhole AT0A4 FESBICERLLICHEAIE SN, BEIHKT TH 5. [E22] /NESSOMZBEOAEIR
. BUEIRTH AW HRIERIZ0%. B FREERIZ35% TH o7z W) MG H 5, —H T BRIMERTDH
HREBEPIZIFEDICRBTHEDONTEY, WAL IZELRL/NESSOEMEFBRT LI ERIEETHL, T
72SSICAE U 5 B IZBUIRALBE AN T H 0 . AN ORGE P ICBIRFLBE 2 50 72 & & 1XSS &I ETF 5
VEDRD S,

0O-8 FEREY 1 — T L ERBICHE MR ESHL 216

OffH &, &3 1. B8V R Mg, i d—
FERAR AR B AR TER IR UNERE)

[({#5] By = — 7V VR (SS) &, AV ES ERIEZD, SR ERIVERE & -7 250 H
CHERETH D, — ., it (FAVMEEELE ) v 5fidk) 13, AR ERMEOHEL ) » /SHiEE 2 FiER
ETAHRMIKETH S, 4l FHEMESS OFAERINI M % &0 L - 8pl 2 5%, BEFI] 11,

RKGHBEABEE ) 7= Fo 2L ) BRI BFRAIR. KB, BEELZRONESZZ. bk e it
SS-A/RoPifk o E5 & FFFERE S8 20 & SV SS A b 720 10 HAT & 0 F82h, Whi U ZE SRME AR, 8 I KL BE 25
BL 727208~ AL & e o720 HRHE 357 kg GRATAE XV 1.8 kgl ik 39.6C. WMIFHETY >~/ i
JEIE & e, BEIAEERALE 2 5230 7225, HFMUE I3 FRD 2 dr o 720 MLHEARAS Tld WBC 4400/ 1 L. CRP 2.0 mg/
dL. #*7k£77mm/1h. AST 142 1U/L, ALT 125 IU/L. LDH 337 IU/L THRIEFICAS EF UFFAREE R 2 il 72,

BEE R IER . 1eG 1986 mg/dL. RF 23 U/L. sIL-2R 1813 U/mL. ¥it%Pifk640fs (speckled). HiSS-A/Ro
PiA81096 U/mL. PLSS-B/Ladifk45 U/mL TH - 72A% 1gG4 40 mg/dLIEH TH - 72. FHEREH CT M TIX
B A ) VoREiEREZ RO, $HEME T LEMREZBRA L2, v~y —T A MBS, A7 AT
(Z4mL/1057 LK T L T W 272D VS AR A 7T, WERIREEE H PHIC ) 3Bk &2 580, 5SS (definite)
EBW L7z, MEIL-6 70 pg/mL. IFN y 57 pg/mL & ER %307 GEREEREENRS/NERH I EHREH7) o

BHimoaEEZH L, L F=vua >y (PSL) % 60mg/day & VB L72e Z D%, PSL Zillik L CTd k7%
CiBBEL o7z [B5] 35HE & FFEME SS O A BRI 2003 4E ~ 2020 SE D EMATI O H D . 1T & A LLHETAR
BIE OB TH o720 TTHAHA, JEIEMESSICHMFEEZ AT LI DD, KA L LTSSOmE
EITHEVPEETH L EBbhi,
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0-9 Bt -BEARRERICY T — T L VERBEOZKICE > 72 1 sl

OFiffs M. T RAF. FH 20, B0 EA K8 A0 BT . 56 &, Mk
KKRALIRE R & —/RNEFE

JEFI L (If) : SFEDWFIZ Y ¥ SHillE R & FEE T ARL, AR S8 t-EAN (KFD) L@k sz, 137%
R EDOWHIRA CTE A >~ 71 7)) VIE % a6 S v, PUEPUR 5120 F5Fa k. PuSS-A$iufk - HLSS-BHL
K - REFth. 1AM T Greenspan grade 4. MR ¥ 7 1 25 7 1 T Rubin-Holt 73 stage 244 & i A58
LRy z—7 L VIEBERE (SS) LW &Nz, 14 THRE. HIBY v SHER AR L, BB, vV 8
Bk, Prds-DNAPURB . PUBHURB Y. AR IME & Y SLE & & W S 1. SLEDAI 12 T&» - 72, PSL
50mg/day CTiHEHBAEH BT L. SLE/SSO R E 167, 18 DOIFIZFED 7245, HAPSLSmg/day. 777 =
JV200mg/day. 7 W = ¥ 50mg/day THIHEMLE I N T WD, JEBI2 (56) @ EF 1 DA4REET O TILHEEIC
KFD TABEI#E S, 13 A0 OB AERFTUR 7 + 0 — & %o Tz, 1438HREJEHED BRIRALBE
EHIEHEN — T AR T DB AT, PUBHURS0fRERETE. PUSS-APUikiatt. 1AM C Greenspan 43
AFEX ) SS LM L7ze B, SLEDGHEIEME LM S o7z BEIEXT T 7 =V 200mg/day & A7 024 F
BIUy 70y A AT Z17->TWwWb, SLEESSIZLIZLIEAIEL. ZRMSSD X SLE & o &1
THh b, —Jiv KFDIFZSLE XZFREREDOFDIED STWEH D AP SLE D —JEIRDPDWEE 70 5 Z & 23D 5 25,
KFD & SSOEBBIOME T TN TH S ZNIESLE & KFD 25 4E LTS3 5 D20 L SS D58 4E 1
BWZ EIZLBREMNDR D S, LA L, SLEESSIFWIND IRIFN2YRREICIE G LTwhsEEZLNT
BO, KFDDOY Y 3FIZBWTIEIRIFN EADTLE L T b EOHENH S Z L6, KFDASLEXR SSD
WFHOFEIEIAMEE o TV LR H 5. FHO2H1IHIHTH Y. ) B IFNISSFIEN TN LB TH %
Z &6, KFD & SSIZHl O EIR M RAMAAET A W REMEARIZ S 7z,

O-10 IgG2RIBEEEHL -2 = — T L VERBEODLIES]

Oyt A Il A7 & L AT Bk AT R PR R SRS AR e
") 7 Y ERRERER ) v~ T BEE - 7 LV E =B 2B 7 v R b R

[IZr®ic] BERTIZ, HEPUEKDREA L EHICLIELIEEIgCIUEDNRD b b, ¥z —F7 L VB TE
IgG IfilfiE % FRO T Wz s, ZOBIRGD E D S 1gCH 727 5 ARERE (IgG2/KAEHE) DA% ST X 72
R L 72DT, I ESEZ M THE T 20 DEBI] 1208 7588 S 98T AR L 72 B BA i
D7, YikgPik 25605 (Speckled) « REFGME, A vy~ a7 ) YIfE (IgG 3,183 mg/dL). PLSS-A/B
PARREETH D ZNSHITMATHT LT A Mtk (98 ml) « MRIY 77U 275 7 4 —CHliH FIRZ 520 (apple
tree appearance) % #Z® Rubin-Holt%)#f stage 2 TH o 72720, Y= — 7 L VREBEREE ZW L7z, SiE:, I
H1gGH 4194 mg/dL & EE T, LG T I 7 — ¥ O % LA 2580727290 PSL 5 mg 2l L7z H T,
A TROERIZED S, M7 I 7 —¥IXIEHEI/L L, 1gG1E200075 mg/dL £ TIKF L7ze — /T, 7D
L12% F TIZEHT DM SIS E Lo RAET 2 KRG S A2 5w, 10K IgGH 727 7 2D
H1gG27A%20 mg/dL K CTH - 7272 D 1gG2 RIBFE & FBWr L72o S DOREDIgG il 2972 mg/dL TH - 720 K
WiE Hib 727 F Y I3HEMHEARTH - 720T, 23l RERF 7 7 F > $REEE T 7 F > OBMEEZ P& L
TWh, [F%] FERMREASE T, k. MiEtk. BXOUHRGEORELREND ), wIFUuIBWVWTD
eGSR L7z 0D H B0 IgGH ERAT B AN Z X LERIZBIHEN TRV, RELYFA S A4 VI
EDRFET LI EDPHHMENT VS, MNETEFT <70 7)) VIEZ B L2, HORERBR, ER
B CICEBR URBERE RS EE21TILEDNDH Y, BREERET 256138 gCIETS, 777 X%
THERRT BN D 5o
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O-11 TEER Y 2 NEIRK CHM L. NMDAEIGIUR LA DBERRM R (ER L £
—RMEY =T L EREONES

O% M w3 =i B8, Ik hAi+. ZH K
BEAR PR RS B I o B /N

[{#E] DEO—RMEY = — 27V VEBRE (pSS) 11X, FRICER R R LMK Z FIET . — /T NSAIDs
W& D SEAE R VR 2 AT 5 ) WENDH S, F 72, NMDA R GIuR LRI % Ak 2 B TR &
N, BEAMERBOREY - —L ENTWD, G0 FEBY O iR CTHEA L. NSAIDs BgA 5 (2 flB N 2%
(NMDA Z! GluR ik Btk) % 56 L 72/ e pSSHEBI % i 3 %0 [EBI] 105 Mo B TAR)INGRE (58
B ORERASIL. TVSZR. SHEB) v o8Hidk) & LTIVIG., ASA. IFX THEE SN0 L L, IFXHEGH 5
10 HRICHRBE L, 20BN E R oz BEATOIgCEME (3220 mg/dl) EFERE ) SSE WV, HIOEHUE
Bttt (ANASS-A/BOA) L LUSHHIRD Y ¥ /BRIZ A 5 pSS & 3B WE L 720 MR & I O 5 MK T id 7 5>
7oo JERZ: CRGBEIEEL L72AS 5 7 ABRICHEEE SRV HER (<2emAEE) HPEBR Lz, 4WH XD
Ibuprofen (IBP) ®EMPIIRZ BilA L 72235 B34k L. 69 H £ 0 B & —lMt o Bikkas (KMcHas %1
SR BWEFRE. itRAL) 207, —#EORE» O BT AT L., IBP B O FE D © 3 A M 5 3 7
B 2% % BV 89 H X 1 IBP % PSLImg/kg/day (S W L7z, 109 HIZ Y ¥ 3 Hifiifilk & CRP 2 (6.85—2.65
mg/dl) L72A% F8#k & BE I3 Feht UMERME N & 72 o 720 BEEOMIBE EA G 56/ u |, HAEER 17/ 1)),
MRI CTHREPE O a0 H. IR TRk o B, IBP /IR ORERFRRE & 1 SSIC X % Bl 95 & fIlr L7z, 11
WHEY X704 F20OvZ (IVMP) #BAGG L. 1296 HICHREG 1398 H IR IESGE L7z, #i3i~ 1 Vv A PCR
LB, ribosomal PHifR. AQPHUARIZIEN:E T, NMDA ! GluR Hufk Akt 72 - 720 179 H © MRI CTHli i o &
SRS 2. 369 H Ok TRIEHEE A A LTz, IVMP2 7 — )V #I12 AZP 3 A L, PSL % Wi+ <
Hho [Kih] MEHEBFEHIISHTEY v NEi R CTHAR L. BN I & Bi5e U 72/ 8 pSSHE B & feBk L 720 SEHIVE
MET VEBERE 58 % 58 > 7275, BGREEE - AT R - IBP k£ O SEREESE - NMDA B! GluR Jufh A 5 505 & T
L7z0 pSSIEY v SHiRICH S EMEEAHT LI LDV FEEILETH 5,

0-12 PI—TJ VL VEGRRICEHULECREMFRICHLT
A70O4 KNIV AEEEBITL 2 12 &% 26

O 28 Wi i’y A 22 WA w92 IR ', vk AL Kb ez
P B EHH SR
RRILVR AR v 7 —/NER PR BIER G R v 5 — H R RS T

[#%2] BCRENFE (AIH) (3B EZ X 2 LETHICHFRZICEL ACRENERTH L, £
CIFHAELMIIIET 2 AVNEMCORIED B Do ERI] 12480 x- 14512 H iy 2 S HRBRAEIE - K2 58 258
fBVWHEZHE LTV, BEREZED X kom0 EE2%ZH LEEREE, SY ) VY VIED 720
Ml BENBEDLDI2ZH2Z2H2 5 AL %572, ABEKAST 1,032 TU/L. ALT 940 IU/L. T-Bil 7.55
mg/dL. D-Bil 563 mg/dL CTd - 720 &HE Y £V APUKRIZEY T, B IgGIiiE (2083 mg/dL). $UEDUARR 1
(1,280f%) 725 ATH % B> 720 x4 1 H3HICHFAMREIT V. ATH &I L7z H PR D KL T2 B
BHY. MRIF TS 57774 THFRICOCEFABERZRD., ¥ =—7 L VEMRER (SS) LBl
JFFIFE 338 % B AE LREIR S L7272 1 H 2T HIZBBE L 720 bk 7 + v —rh o x4E3 H 29 HIZ AST 554 TU/L.
ALT 320 TU/L. T-Bil 827 mg/dL. D-Bil 646 mg/dL & ¥ % D ABETAT T A K78V A %47\ PSL 40mg/
day CHEEZ AT L. 7HF4 7Y ¥ (Img/kg) ZBHL 7z fERIGE % 128 LPSLZ#i L. 4 H30H
WBRE L 7ze [E8]AIHIZEME, ETHICFREEZ X T HCRIENRERTH 5, BEMERITMZ TRE
YL L THIZOGERDIEMALA T RICH D EELZZLNT VWS, MEBRTLRETLI DD D
B3 ERITGE L WA ) R UFRSET L, FREZICES EAWMNE 25, ATHOGRHFIZKATIZA T
O A FAIR & CEMRHI OB DR THBH, MNETRATTA FIZ2 OV 2BWELSHER SN, ZHHICFE
MRIZV$ LD MHETIE WA, AIH & FUT AR B2 85 U, BFREE O B 2 G-l 9 5 720121, B4R
PEHTH D, /NEATHD10% (2o HOHREMEREZ &0T 5 L SN b, [FEE] v =— 2L VERRICE
PEL 72 ACHREMEIF R LT AT O A 28V ZEZ fifT L 72 12 2 e 2 85 L 720
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0-13 %59 5 KEiEE% 2 L /- microgeodic &

EEF B K OIERS Y SR BE N B OBEEL W OEA
NS > 5 —/NEFH B E R B R R 7 R 22 e B 8 A8 A F R R/ N SRR b o 75 B o 7l e

SMELIBAM RO LR T2 EFRICIHIERE L, ZORBIZIE2SEBELICHBEEZRIELTEY, L
EUIREBL LET 2 Ok A2 Z L7 MR T S 2 2 BT IR 2o 7245, JEO M X
THIHEINNIEEEREG 2 RO, MRIMA THIEHR S O R G IS T2 E S L ORHHGE TRETZ 2L
THY, BRFEIVRIE SN2, Pl ED S microgeodic disease & Wi L7z, ¥ I » EHLH] & L5 PUsns
BAEEONMRZ TV, FEIRIZHFEICIT T L7z, Microgeodic disease 1 1970 4E 12 Maroteaux 254 % T ity
L7oWEaTy NEE 2 A2 S 15i) ICRIEL. AFOTIR - RAOBUEMEREZ X 230 ERTH 5 IF5HE
PLIZRIE, HEE - NMROPHEIE T BN D IE L. A XREE TO/NDE Lo g #Ese 4R MRI T o5 #ivd:
NEGAHE B CTH Do THRIZEIFT, TMEDPIENL 55 L EDICHRERT 255, WEEEKLTLEIILEDD
bo EHIEREEDLT. MW LZERI A2 S5BWATELERETH Y., HEMERZET2HEIC1E. AR
B2 QI ANTBRICH I LEDN D5,

O-14  HBHIHT 5 D EEEBEFIES RIMERIE K DR KEE

OXMs B VL= 8 A s e &l B 5 et
R EAINARE N Sap A 20 N2 INRE A P v SN S

W] AR AR SRR (OJIA) 13 JIA @#%HI o Tl clinical remission off medication (CR) %
ERLRTVWESbRTWS,

[WF5] 20134E7> 5 2021 4F  TIXMBHI@RLED D ) . 20174E F TIXHE L 72 OJTA O B i % & LT 2#
e BB L 72

[R5 50) BERUZ336. BrE6H (18%). FIEAER O i3 25 (1-12). EEMIZ1IH (3%). K& FE
EBE 48 (12%) 725720 CRZZER L 726 (CREE) 132261 (67%). clinical remission on medication (CRM
BE) 23R L72BNZB (27%) 725720 WMIIEHE LT, kAP v < F 3 (csDMARD), J X704 K
PEEA] (NSAIDs)., ZVvaanvF a4 K (GC) #H W7z MAPEEENEFIIHG STz, B
# (bDMARD) Z7#1 (21%) T#HEG &N Twizo MAP#ERI. GC/NSAIDs % ik 41 11 L csDMARD Hi
HITI22 HDL LR C & 722260 CTld csDMARD 2 RFE L 720 2D 9 B 16 BIA TR 7%  CREEK L7z, 661
FER L MAP L 2 FBH L 72 2SI 191 CR 2 3 % L 720 CRM BE D #EF791: 12 csDMARD HiH A3 61 (33%) .
bDMARD+csDMARD 25361 (33%). ANBH3 61725 72 bDMARD % #¢5- L 727619 9 . bDMARD % K3 L
TEBNE 2613 0 . 1601E csDMARD HAICHERE L. 16113 bDMARD IREERZ I FR L FHE A L72c bDMARD ®
WHEZ KA TWLHENIIH BGHRIEE) 725720 REZHAA TR VIEFNII3BIB ), ZOBAIE 1 Fths
WREEDD (82 E), 1HIEGCEZHIEL TREIO20, 1FIMGEEESR L) BEED D257,

(8] BEH & AR M Beo OJIA @ CRIEZERFIZE  67% TdH - 720 bDMARD E A G TIIIHEINE 2 43 5 #EiG
B RO 72H. CRM % #fEFE L bDMARD ORIEN fE & HELE S N B R b D 720 4% bDMARD ORFEIZ DWW
T ZOFMRN L EOMEDPULETH L EHZ bNI,
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O-15  EHFEMAHEAHROGERARIC/O-REFHETRERFEEZSHL 16

O 1, &F B5W%, (REES £5 FOB RRSES WIAGE 92 Tk IR % e
MR R A B W e MER 3 B e /N JE A - SR I

RO ERL R R 2 K2 B IR B AR S F JE R JE 2R S R 2

IR R R B K2R S B I B 2R A BT FE R 2 0 S22 M 2l

RO BE R AL KR B B AR S T e RN S R A

YRR T Y FEMKFESEY v T - BEW - 7 LV F—AFR

(2] THERIEIZ% (SpA) I IAREHEIRET, KRERIFIB X ONAETBICRREE & 72— M2 Ul 2084 T Zoh
WCHIEVERG SR (IBD) BRI AYREA E LTEHE TN S, MilZIBD Tl EREREEIERERE (MDS) 24035
CEDPHSNTWAD, 2a—9 (CD). MDS. JSpA # &0k L2 HEd e ve AlEk 4 13 JSpA DGR EHIC
CD & MDS & 9F L7 EBI 2 #8B8 L 2D CTHUE ¢ 50 EFI] 167%. B, 147105 A2 LEERT2 & fe < AR A
5 RBEHRONE A % LIRS SRR K 2R R E kb N2 B 2 235 L. JEHE MRIMA CH B O STIR BiE 5
I8 & JEAE CT Mg CA NG BA &l o 5 Al 1% % 52D JSpA & i8I L 720 HLA-B27 1372 5 720 NSAIDs Tl
IV BE1IPHIY IV AV T 7 ¥ T (SASP) ZBINL 7223136 E. 16500 HICT7 5 ) A< 7 (ADA)
(40mg/238) #BM L7z ADAIC X DEIGIZIE I LI2AS Wishid 5 CRP§SFE (05 ~ Smg/dIFE)E ) & & 1gG i
JiE (2,200mg/dlHif4 ) (ZERPE e L 720 72, FREREOIA (500-1,000/ 1) #5580 Tz sk il
2L LTz, 1674700121 ~ 2 HIMOFEO G L ERIFL ORI, FEFMREOREL R, ZOROFEH 7
ZHho, FalEE L1 H3ELL OB L T2 LS L7, SRR L T RN ORS E. MDS
BIXUCDEBWI L7z FetfhfE CIRIEFRRE o700 BEHRE AR L LTADA OMERS 217 0% #1324
<\ MHBEERIES: D MBI L 720 ADAD T RIERNEZ 2 T) A< T~EHL, E5ICSASP % 5-ASARFINEHL, 7
L F=vur40mg/ HEZBIML72E TARERIZHR L, ESDEGE Lz, [EE] falz il L TR0 & i)z
OFfe D o722 b IR EREURAE DS H B L Cw7a 2 &S, fIA 5 MDS, SpA. CD & &4 L Tzl fetkas
ZZ o7 ADAIC K DIERD—H~ A 7 S, ZRERDE 2 DIEIRASBEIEIL L. BWNCE -7z [KiFE] JSpA
TIXIBDRMDS 2 &1F3 52 &0%% 1), IBDZ R2HHICBW 3R MZ & LD ICHEELFBSRIULETH 5,

0-16 FEEmMBMIAEEIERICREL. PHIULYTPENTH -1
RF 214 % RSB E SF IS R BRET R O —BI

OAul &R, I f—" R = )R — k7
MEMREBE AR NR PR, PRI 2 & b b iR R

[T CdIC] (R R R R A 3 A5 AR PR B R B 28 (JTA) 2 389E L 7 iE B R ICHE SN TW 545 ih
AW ) & L 72 B R D3 % o

GEF] BAE10m 5 e XAE (6 ) MR R 56 AR L KM ) > 73 (St.Jude 73 Fistaged) & FhEo (LK
METHY) T LU NVNF I TR FF U #50H%. X+ 142 HHHLADGVHD Fn1/6 A~—%. HVG K 3/6 4~
—HORE DS, HiLEIZ ludarabine. cyclophosphamide. TBI 8Gy. GVHD FBlilZ Tacrolimus(Tac). short
term methotrexate (MTX) % 725 #IRAIASHEM S 7z FEBUCREIEIY v~ F. JIA Z &0 TRt 9 X & BEAE
BRI A, RIS, AL A GVHD 2% L T mPSL. mycophenolate mofetil, azathioprine, rituximab
g5, WAES HBBE L7zo X + 44E7 H PSL 02mg/kg/ H.Tac( b T 7 2ng/ml A2 ) AR T 12 B &5
MPHROZDLIXYVZHET D L) ko7 WP, 1-446 MP . AhigPIP B IERR, &% i, &
5 MRI C RIS I ST /% #8720 CRP 29mg/dl. MMP-3 141ng/ml. $iEPifk 16015, RF B&PE, $tCCP
PRk, BIEI. WIEORIUINEETH > 72, RFEMELEHIEJIA L2 L. BB ERE L o % PSL
04mg/kg/ H~#E&, MTX, NSAID CTiH#EMIGE L 720 MTX Zillilg L 72 A5 PSL D& % il A 72 DS i X 23
RN 5720 X +5E4AHMTX EAM O 72 0METE S, HEREADOOPSLIRENSKNETH )., FHIE
JE e B EIREE & gD % adalimumab (ADA) 20mg/2 8% BldG L 7zo 4 MR HEZ2D 723 D PSL 0.25mg/
kg/ H% T2 & BMiSAEHR L 72720 X + 64£1 H ADA 40mg/2 |28, ff8C Tac d B& L 72 B 20
SUEEPME R & 72 D . BIFEPSL 0.16mg/kg/ H £ THEIEEE 22 > T b0 BB DO FRIEIZEED Th i,
[F55E] FAE MR RRICHCRIERBEZIET 2 2 L 05H 525, 187 GVHD & o X3 A3 K ¥ 72 51 & 4
% e\, FAREGRIEIPHIANI IS RE ST S A WA S D . BB ONRHE D HEISEIE L 285 RHIC
B2 WED D5
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017 BERIRROBERICRBEFRMIA5NL8HAKRE

OB ! Bl E S Al & B ZR Ak 27 s Rk
VRMEULY &b BER A SR T RBIRT S X bk ) < TR

[5)] BMICAT A F2H%ESLTWAIICE 5Ty A7 04 FEEBUEGREEC X 2 RIBA4IZEE L S 0HE
ThHO, BT sy 70ERE %5, BEB] ARERZ82H LR, o223, i (E#%s52H) 12
BRBIRREFIE L. AF VT L F=va v OV AREE 227 — VAT 7258107 L F=va v & il gk o
WIRZBBE L 72 BBRIFTHo2720 7L Fova  iZmETTh ), 2L HOEWIKTTmg/ H2 5
65mg/ H (188mg/m® ¥ Fu a)VF vV Vs T754mg/m?) (i L7z, FHEK XD SEAHBL, BiH
DI L 7o -0 YA R E 2 L ze SRBERE X D 0% 200 181 / 55 L E o 2 2 SRR 2550 & ik A HE <2 iy
WDOR—F A5 ST ARBE L 2572, BOLHIREIZRIFTRALDIORERIZED T, T 728k
DA DOIEBRA IR e o 720 ARBOMBMRA TIZMEF MY v AMGERE S VU 7 A 00E, RIIHE I
DBDo7z0 WMTH ) —ERBHINAFELLAT) & ZZUHOWGONMATE T o722 LAV
L7ze BHICFEELOTL F=vu 2l L:EZ A, HRITHIRITSE L2, TORIIME L, HIRD
FREZROLVTFEFRMEL, EHRELLZE L TRELARIHHEICERE L7, BH, ABEROIVF V-
43046 u g/dL L FWHARBMETH 722 LA L7z KEOZOZZHOBOTL F=vu y HPHRTE %
Mol IS AT a A FEEBERERE. BLORBICL2KHOZ 704 FLEROBNNRERNT 28R
ETHDLEBW L7z [BLE] MERLZILDOLTIBERICBVTIEATES FOKRE - RIS 2L ELR
BAENZ L. AUHECH T AEENLETDH S i, BIBASIZIEERWERE 2 505 FRICEIEMIC
B ENH) RO ENUIPITFETH 5. AEFICBVTHEHLHRE BORMEMEY 2 v 7 0RET
HY. BhLMEAEOMIT2ROIITEECDGCHINLIRETH o720 AT T A FBEBERE G RE 135 BB
LMD EETH D20, AT A FRRT O W TR 2 MR % &5 72 9% R R 0 B P ATE0d TORE S
n7z,

0-18 Posterior reversible encephalopathy syndrome (PRES) % Z2# (CS2HICE - /-
=SRENIR K D—B

OFH O CHhy A%k B A E& RS A%, R IR BE M. Il BoE, /R
T A K bR e R

[1IZUDIZ] EREIRKIEKENR & 2 OIBEIIRICA U2 KINFE R TERLRERIHIT 5, MEREITIE S
NRHHCRIMEREIRMB O LA EO L O ZMIERDOHEIZE V. 5 HE 4 13 PRES %2 #ER I WIS
Bo B REIRED B2 R L7z BEBI] 14528, FLEIRENC 3BT W A DD B 5 AO ki
BCTHRE 2RO L5720 2019412 A2 S Wil PRI KET A5 HBL L. 2020457 A 2> 5 W HER % H &
LCTw/z, 10H 2 HH M O ¥ & Wik233% 0 10 H 4 HFF I 2 < W BT WA 2 RO IR IS A% S
720 WL TILE 190/110mmHg THIEEFIAFEE D 1 WAL A 258G LITF WA SRR 512 X 0 1k LI 13 E
WAL L 720 10 H5 HE IR T A3 v BEEE MRI @ FLAIR [ (5% C 1% B35 i B 2 w4 5 I 2 380 M Be i be & 7% -
720 WS L2 & PRES & W7 Uiz ey oo il (X 0E 5 &5 PR P CA BB IR 1l KA C©d o 720 W B )
VA T O AL BE 2 30 720 LM A T 12 CRPL9L. #Rik 1 [ 68mm € MPO-ANCA < 1.0U/ml.
PR3-ANCA<10U/ml, L =¥, 7VFZAFa ¥, ACTH, aNVFV—), #7I3—LT7 I VIFIEFTH-7
BRI CIIMIIB R, EAMO LR EIED Lh o720 10 9 HIEFT L =S o — M TAG RSBk 2> S 84
BT, B BIIRIC AN, OBRARHRZE % RO M 155 CT MRS X ) M RBIIR &I B & B Lo o — it
T 7 7 KEYIR P W TEHE % 72D 720 FRATBALIS U7z i 2 PRI D 1 U F B <o B8 BRI BY 1 72 A 2 A
HHIENHH LIz 7HF AT Y OMNIRE CatBifidet 5 F TR T U4 ROV APER 2 7 — VT W IR
LTV F=va r30mg % BihL72. CRPRARILIZIEF L L PRES ® 3 7% { CafPrARIC T+ 2 &~
PR —VIZBIFCILATHERE -7 FOBRERIEILZVE OOMEG EOIMERENAETHLZE, AT
O A FEBHEZ ZIEICED 5 2 L5 IL-6ER DEAZIT-> Tnb, [FE] AEFNIEA H R 5 95
WMEHELTBY, BEBREE LTOBMRERTD o 2B E Vo MLFE R BIIRIAE) O 14575 & 2012 B
Wiz, ERARMGERBROEENZ HRRT2LENH L L EZ O,
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019  KENRERSREAZEICK B-0FEMS 3 v 7 TREL I/ NESREREX D—FI

Oy FEf ' ol ity 2 ' AUR ARt s fehs i RS R ORAT?
VB DR R NIR, RS RRR S B D S LB

[iFLIZ] ARIIFEED MEBIR I D % < FHCILLRBIEE BN THi T %o /ANEINETITABIZT
FERE L IWEHFRIZIIRRBINR & T D KA ZL e DEBI] A RMEHETH o 72 152 H DK RIRD Rk E
BILUOBHOARE 2 ) ETEREIREZH Lizo 3 7 HHEIHD S BRTHEERHMEARA L Tz 2 L3 H O
BTN o720 gk, MERT EEEMKIRET 2380, LEMEY 2y 7 & LTHBENEEE L2 THROIK
NI T E 9, O T — 35 K OTERE CT TIERBYIRISEER LU o MLt & 2 72 BE TREYIRE LS H~ T
FTREYIRN TIMAE B 2 4T o 720 WP AIRPT R T, R ORAE AR S, REJIRSEZE T O PRI
WHZHEIE L PR sk/IME Liide: % 528D 720 BRZASIROHRGELAT B Cldy i~ HHBE TR IERRAE 753 W I Bl L v
BPERHEDSIT 2 L T\ 7z BHH CYUAO ER 2 <L Alrh i i B i & i C/NBIFEE MR B IR 7% & 2
Wri., W&23HE2S X704 FaflaL7z. €OHROKATHLA-B2 ORA FEE L TV 5, MifkidIEER
Pl D BELIIL L 260 < en b & o MBI 2 2 L. 91 » AREDICUE R Z 1T 5 72 £ OBAE CIEELEN %
23HMH NLWREHEE 2 3BT VWIS T & 720 PIRABOFHIMETAH . U NEVIZ X 5

B B UME57 H BIZBEE L7z BUEIZ =3 —R PETHR&EZ W CTIHREIMEZFF L. 2704 FOMEEZIT
WZ DO EIEIHEE DB BRET LT 2o [Riaw] AR FRCRIITESNE A % <o AREBIO X 5 12T
BRAZTIRET 2/NEMFHERZEIRRIIBO THTH 5o KIMMEZTINEL L7z a v 7, ki 2o
7B & L CRREIREZEET A 2 EDEETH S,

0-20 HEH#LSIJRICAMABRHIPEAEL LEREBRR DL RZH

O/bR B4 @k Y. Bl S50, /Ak 0% ok e, TR e
NIERENERE IR T = F B R N A

[#2] SRR AT AR RIS T, pre-pulseless phase IZEZWHIZES Wb H 5. 4FEEBE
THAE L. FER CRP LA OFREDME . T a2 —CHMNHEBIIRO 2 2 PHZEZ TR 7R 2 R85k L 7z [EHI]
1352 8o 2 7 AHI2 5 OWiki i e A ZEE R R HEIR . FE %2 FFRICHTIEE 222 L. = o — CHEB)IREE I
ROMWE % 38D 720 Mk 21mm (1hr) L HRETCHE L TW/zAds, CRPEMET, RSB R LD - 720 [H
REA L — BV OB B E A o 72 YRR 722 B9 7 < 1IARIFEEE TR L T iz W4 5 3R Bk I IE
WAL L7225, T a—CHWNHEBIIRINIZIIZHZE L Tz PZERERZ <. FEERRE & EIR b 8GN 72 5 720 4F
TN ZZ LR LA, S a— bk, WNHEEIIRISTIMVEONRE & fife TRAMZEL TH D, @ MRI
THNZEBNROEELE % 5807255 FDG-PET/CT T3 & 2R ERITFRD B 2 o 720 HLA-B52%° B67 1372 -
7oo MAERINR—F = v MR EGEBIIRIE 5 OB EII B E N T, ISR LTz Z & 225 Carotidynia b #
BNCZT SN F2A5, FER O FERE 2 W R i & LR % % 0 < 5o 720 PIZEIR I X 2 BifiZED 1)
A7 DS I N2 D PSLIEBIGE T~ Y &2 B L72A% AsIiZ B bid e hr o 72 MEROFEEHED Z L
WEEZ L PUIMIFIPIR %2 B L 720 42 A, O —#\MEo G & R L, —a—CHRHEE)
W7 & AL EEBIIR £ COREPE L IRZE DK Z D72, CRP 0.38mg/dL. iyl 24mm (1hr) &8 ER L. &%
MRI T & [FFRAL O MAFRERLE %2 58D 720 MEEIRROFRE E 2, PSLIGEXHIG L2 2 A, T3 — T4
BEMUE X GEMEI & 22 o 720 AZP 2 BEJH L PSL 2k L 720 [#%] £ HERICZ L IERIS O _E5 bR
DD ST, BIIROTEEMIEICE - 7IER %2 BB L 720 [BRBIRREN ORI HER: L72o YA L > b RdER]
THMHTE LGB AL ETH 5,
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O-21 BEEGODPETREL. BRBRXICL I OBEEIEDODNL7TEZ

Omr %', &7 77 &7 B5A [ WL RH EH HE EAL P 2
i 557 2k i
BB KD R A R B NIRRT e R

[T ®IC] HRBIREDLEBHEIIRBIIRFHBEASIC X 2. 0484%, BEIIREZ2C & 2 Bl OB, mi
JEAZ X B0 s, MEREZISERNT 2 R ZHFEPNOSN TV LA, I ORF & 35825 HEN %
P ELZRTZEDND DL, RICEELRODARICEL 2D, BB LB EEBENADPEETH L, BEELR.OAN
ETHIE LB EHIREDO/NEOI 2 HET 5. DEBI] 7. UFRFABEOK 45 AR BIEITFED D 1
UEEIZHR L, BIEASRRIZ L oo /ze I2ARIRSHOARE 20, TR IR, BROFESHB L, #iE~
ABEL 720 AN, FFER, THROZFHARZELZRDZ500, MHFI1X128/96 mmHg & #7-1., IMFEATF
RRMMEERA A 7 & OARHETEAT FIZFED T b o 720 BEE XA ClEOIER & AR OIS ERAE TR AR
PEHRIMIFE 569 mm (150% of normal). A-SEERHIER23% & /2 S240R & IUHRREIS T 2 320, 9 o MO AL, B
X OEBRBLO G ERR O % B L Tz MM Tid WBC 11540/mm?®, CRP 7.1 mg/dl & L% 8%, BNP
126834 pg/ml & W TH > 720 MLHE, FURIEE T OARAEOHEBRA AR, EILE ASHAEAL U IDGH I I 150
mmHgH & %0, EECTRETHEBIRIZ:, TREIIR. BEEEIR. WRIHEBIIR O M BEE %2 32D, SiEB
X OEE MM T A, BREIRE L B SN2 AT 04 NIEEZIBE. REF RIEe 2 10t
L. @IE. OAEIH LTI AV 25558, ACERIESE, 3Tt ay ra—v L7z, M 582
A A BRIHAT L 720 MRURAE CIUOBIES R 2 500 e o 7o FRFIC b2 U X< 72 BIa L. OFEREIZ R
W L. BTERICIRIERILL 2o [E2] AEFTIEZ. EEOLPGHEE TS X 200 & Bl 2k e i
JEOEPTE D RITOIERD < A 7 S N7z REVEATURIE S 7z 1 I PR O e (A 70 2 R IE R o T L
ERRDT, FEEIC X B 0mBEEsEE DIz, [#EE] SOEZ D LR OO TIEARE % # NI ZT TR
RZRL, %b LWIES TR EORAE 21T ) BN D 5,

0-22  THRIETHRIELMRITEHE - BHICHZRE/WBUREESES RO L
E4 IV CRZEBEDREREN : EZ I CEIL-6BRIEL - Th17 B MEEDORBER

OREA IFEAY A R% VRS2 KM Jeldt ' (5 KEF pris fe—Has
R I s
ARHEE R BE NSRRI B R R

¥y I v C(VO) RZIEIEMAEED S ik, SR ZHE M, KoabadE, MsimeE, &g, B/ B
Hid, MR EESRREREETLZHEBTH S, NEADOVCRZIEFLARETIEIMAZL5, HEMER - WE%
WRICHEIET A S, EHENMTWwE,  BFIF1IIEOBIRT, BRSO W & RO 72
DBITARREE o Toe MEOHBIEARY b I ABEEQOBMEND ). BELEWZ IZITHEIL 2w S %
REND 720 BRBETHOAR, WEHHOBREOR L Hih - R Z 32D, EE52H B CHARE)S
44 kgD LT ize MEMACTIRRZ 29 AR AR N & CRP - D-dimer - BNP O LA %389 72,
HHH PRI SN h o720 25 MRI - STIRME T T O & 48 O RE 558wk % O I 28 581G
WA RO BERXAR - OER - LIRS R TR EoOMEMEI R E RSz, LR e HE» S VC
RZNERFE, M VCIEE DS EKELL T THh o 72720, BEIRIG VCRITS AR & S:HINIRZ BItE L 720 69
FIGH 10 H CRERIZERIR L C:ATRE L 22 0. Al & VCIREE, SIERTRIZUGE L7z VC & 8kAl o ik % ke
L. GHEG4 7 HCToOMRI TRE SE FHIIHE, SR TS IIEOWE D MR L, VCRZIELZHIL
72 VCRZAETIIEIHEI /B, sk, B8%e &) v < F B & U 20 IR S Tn 7225,
ZOREIEIAWTH > 720 T TARD ABEE:, HI0H H, B84 HoMETOREESF A v A4~ - 7
EAA VR MEIHE Lo ABERRICIZIL6 3B X ONThl7 O MAL 2 /8§ IL-17A - IL-23 0 pe BN % 320
720 BEERFIZIL-6 KT L CTW/z28, IL-17A & IL-23 13Kk & L CHEMETH o 720 ERBIMG4 20 H #1213 1L-23
ICF L7225, IL-17AZEECTH o 720 FFEVERF IS TR BB 28 R0 45 SR TR K2 8 5 8 Tl 2 098 & Th17E AL o
BLEDSRE SN TEBY, VCRZICX B - BHERORER - RIEATLICB VT, IL-625E - JER & B L,
Thl17iE AL JRREIC B4 % i RePEARIE S /e,
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0-23 HARPSRLEREYR - BERABONMNCHARE) 7 v FHRERE

OMF M1 L FIF. BEAR AkE. Al e, JII Ed, $5K FHORER. PIH RREEZS.
BIE BE— N B, KE T B AET. BFR BA . S48 . KE T
K 1EE I A=A

W) 7 U FERREY v F - BEE - T L IVE—NE

W] NSRBI, NBEEED SR AEBEAOYILH O 2 Wily) 7 REE O & BATZIRALET
Hbo NEROKGE TIEZENZTNORBEDOIFEICE D BT XIREKH P EM S h>o0oH 5, —HTHRAR
2B BEH - HERAO/NBIIFERERBEZE IOV TOERIZDZ V. [HW] BAY 7<= FNE
T LT BEY - HERAMO/NBFE) v~ FHREREOEEZMAZ L2 HNE T 5, [Hik]
20184E4 H1H A5 20204E3 31 HoMIcE<) 7 v FERKZEY Y <F - BEWR - 7LV F—NEHI%ZS
L. U~ ACERE, REASE, BEENEETFEOZEA 2 S Tw 5 165 DL E 30 F A
DBFITOWT, BB LRI Z M7z, AR (16 5 Kil) F8E D BE T O W TIMAchak & #1245
20204F 3 H O T OZH IR & RN L O S IZ oW TSsk 2 IR TSR, [RER] 5%
1774y ANEI (168 AKdm) FERZ 5% AW (162 L) FBIEERE 1314, AW 1/ TH -7z, /b
WBIFsIERE (12, «33) OFEKIZIIA 9%, SLE 134, JDM 2%, ESRERE 3%, N—F v Mg 2
% MCTD 1%, ¥ =—7 L VIEfFER 14, PN 1%, BEMEHEHESR 24, RP 14, PFAPA 24, #{&PmaE
PIRIE 5%, REASIE 14 Th o7 BITHOMAMANEZI1L30% URNERE 2644, WEF 244, KR 14) .
LT YR 222 L TwE BRI ATH -7z, 2 tkidid, #6E 364, ixbt 4%, HOHW 5% T
#7720 Drug Free 34 % DA T, LWFEANL 17/45 2 1 2H I N TWz, BELEE LTl KRG TEER
2 % FRNBE 14, JIAC X 2/0500E 14, WIkBCHE 3% (FHR 14, EEEIRIIEE 14) 2380 oh
720 [KEEE] ME Cix. BIFWAKE, EMEk (RP. HAE) #17-oTCTEBY)., ANRY v~ FhkMiEm L h. &
FW - BERNHO/RNBIIFRERE) 7 FHREREOBHEZ LT b, SKIE. Ty r— MRESFICID, K
O OEREH, AGHOFEEZHLNIZLTn L,

0-24 FHEIOFIANRT I FLEBERORERE. FHHR EEHET % microRNA DERFR

OF T el ", FH Hp 2, 5 B0, i %% i w2
REARK AR BN R, P REARR R e A S E TE T S e R
SRR R F e LT TR B 25 A SRIER AR I & > & — A5 A ShIE iR BRR 9 7

[H®) #flaoaF v 4 0V AEGSED SEFS IO 72D OME— DR 2 HEEZT 72 F U #HETH Y, 20214E6
AT CI2EU EO/NBIE T 22 LB TE L, —H T BIRIBNORLEPHEER AT S5 2 &2
BENTBY., £ L ORIKISIERDPGIERED M THH I ERLIMT LI L LEETH L, YRR
TIELLET & Y IfLH @D microRNA R EIEWEH A S H A4 v 2T 7 F U GO MIERE L OMBRICERILTBY
W% EFCE L ARTIE, HillaaF T s F VEMICX B9 4 M h A VA - BIBUSTEIR - PRiRIH &
microRNA OB 238 K% L7z [51:] A1 BNT162b28:M 2 T L TV AR AEH N & 54 & L7225
Xak— MR TH L. FHICHEMICCTHELZERT 74 7 50 LM, 2. 3M& 720N, 32HH
AR 2B O S CTHRILZ 4T 5 720 1DOH ¥ 7V TmicroRNADHRIEZ., 2043 ¥ FIWVTREET A A4 ~
(IL-6. TNF-a) Ol %. 304 ¥ 7V CTHMRME % WE Lize F8MERo HEERE 7 » 7 — NI L
TWiz72niz, 3560727 —% £ D) microRNA &, B AER, KIEEY A M A V', PURflinss ~ HE S
% PERTEI T2 F O TRIT L7zo D] #IMBERHOREIRE L TROZ (MG SN -0RBITRT, 20
WA DOREE IR OMIER - EHEROEE EHE L72e —F T2H HEMBZEOEHIERIZBITER EAHHE L
ehrotze MHORIEMEY 4 N7 4 v BIZ 200 HEMGE OSSR E DA L7z. Huiid 2 m 5B ol
I TNF-a & A RICHBI L. 2HEIRE DIV 23S HBIBIR Z 80 72 BT O microRNA & BEAEHREIR K O
HoiApli & AR % AR AT 1 CIENT L 72869 & % microRNA 2SHH$ 5 2 28Il L72o [R5aR] AHFZEIC
IR aaFT s F I X BEIBOSOBHGHE &R BOGF R P i ghF & B3 % microRNA OfEf = R
T&72o SHEBHNEEROIRKIBETENL LBDNLY, 727 F VHEHRON L2013 REormn
T2 FVRBRLETHY. SR LMEEZITo TV,
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0-25 EHFMEEREBHRXOBERIEE - T&&HRAEEREOKRE

OR%E V. &3 i+ JEH Mok, MPH B&. b i—
WIERK AR AR AV ZER AR CNERL) wE

[Hr] LB Tl S 7 14B O EVER S5 %% (juvenile dermatomyositis: JDM) (2B 4. FEARAG4FRL -
HEEB L OBk & BRIYF#% & oBE %2 a3 %,

[J73:] 1994412 H ~ 2020412 H & TI2. LPe/hERN TR Sz IDMEE 4ERIZOWT, BT ALVT %
TR BRIIHET L7ze FREER - TEW). M9k (. W) - BRIk (R, =y bo ¥ A
v) - VBRI - BT AIKAE - AR RS - o B CRER B R EBES o S0 A 5 APk - CK - &
JESUBAZ DWW THRGET L7z F 720 MiRBEPUA L L THIMDAS PR, L TIFL- y PLik. PLMi2HURICIz <
PRI O YAt v + (Mi-2. Ku. PM-scl 100, PM-scl 75. SRP. Jo-1. PL-7. PL-12. OJ. EJ.
Ro-52) il - MEA#72) 2 TR L7z, /20 $XTREOEEIE. MRz e Lz GRIEKSERE
JERFEKIE) o

[#55] IDM 145G OB LILIZ B 644 : K IR8H TH o 720 BWIHFHEMIIT R TS5 A, BIZHIIIZ Y
1094ETdh o 720 MEVEBEVEM & 0260, LB EE S 16, B2 T AIKALAS6 B RRD 3BT T
KA AR 2 5647 L7225, FRHRIERRO o720 AL B2 D JuJo- 1 Pifkid 1610 A CThyth, A% % 529
72 2B THIMDAS HURRG . PUNXP-240Mk (BUM]JPufR) RPTOJPURbm IR & 52D 7. FIMRERIT 16 % Bk X
A7 BNV RAFEEEITo72, ZOM. A7 04 FNRIZIMZ, ¥ Z78AK) ¥, ¥ 70KRA773IF, ®
a7y Y KERDE AN MLFRS— MBS, REERIZ. SIMIPUABRETERLZ ) RV A
74— WEAfE. BT AR b RER OB X OTHLE B EIRE 2 32D 72, THITIHREHE T LIBECHNIE 22\,
[#%5%] JDM & 5 e B HUAR & O BN 2 /R 3 W 13 v MEED IDMBNEEF LR % o, TOER L
L CHiRBEDUARD Z D VRIE Sz, Sk, IDM B IR O R BEPU AR E 1L, BRI # 22 L2 hE
W TS5 ) R TEETHL ERbh,

0-26  FEBIERMEIRFEME ) 2 /NEIRICK 2 EBVEEMEILICH ST
ARRIVTFYF—TRERELLBR

ORKEF BKY, K% THE B B— fil k2 W EEE S S HRR® i 8w
URCH T B N S SO VR BRE R BE, BRI S BB MR b LR

TR, 3R JTA. 5 R ERVEEFENE ) o 288 %8 (HNL) B8\ TR 2 03h 5o S8 &) v Hili
MR% ZROFHEL A ABICUR 2235 Lize Wb, R E ARMEMMMEDIEIR ) > SEIER, BE O RFME, i
WA CIX A IMLER 2670/ 1 Ly Mfi/IMK 1471/ u L. CRP 0.35mg/dL. LDH 632U/L. 7 =) ¥ > 6121ng/mL
ROz, ) v SHIZERMILZ Ttingible body # o722 1077 —Y (M @) #3890, SHRAE TR IR
7% o 72 ANEHEALM @ % 23% 12589 72 HNL & 2l L PSL 2mg/kg/ HE G L7z & 2 A, BRRGER, i
A e Icd®EEZ /R Lz LA L. EBV-VCA-IgG 64015, VCA-IgA 10f%. EBNA < 10f%. EBV-DNA #(% 810
2 ¥ — /ml(IfLi%) & EBV O FGHEALASH L 72728, PSLIZ11 H Tl T & L7zo PSL# T HIZIE# L HH
WY CNHIER O, X 51210 HRIIGEEBIC FIACIRELBEASIBL L 720 PR 8065, HUSS-A bifk 564U/
ml. HLSmPufk 458U/ml. PLRNPHiIfK 21.9U/ml & HCHAD LA S 7225, % H. PIZRICREIC L5
LCWAaZ e Lz, VY EiARTIAH 2B E MO - IWEMIEO R % 720 725 EBER-ISH 1 &1
T HNL 7213 SLED Y Y 8T /IS AL 720 MRS FRIRE L 7245, W CHEERALBEIEZE I L oo 720 M —
T ANV FF A M, FALBEFRIEFEEIEICI > TIgM+. C3+/-TdH 0 Bk, JEFESE - JERIBEE I EY: & Il S h
720 TNOHBNHLICHIS L7ZMHBIRT Y 5= s =72 (DLE) £ 3 L7ze #2780 A ZREI X ) ALBEIZL
B E 20 HRBEZICEBV-DNA ML SN 20, 5550 HRIIIHCHURD BEHEIL L 72,
EBV HiG M % A8 ICSLE 2 384E L 72 BEfAsH 0. ZOB#IZTE V. AHERTIZHNLIZ X % EBV HiGM1LIC
PE o TR T F F &8 E ek %2 R4 HCPiA R Antigen spreading (2 & » CTHCOYUE B & % ), EBV
FIEHEALONCR & & b iIcHEREBEMH L L2 £ 2 5h, HEIARHBOWRE 2% 2 2125 72 ) BV
BWTHolze MNETNHLEICHIET H2DLERMTH ) &HMT ) 7Y b —TAHMBTHI L AL T
L7290, SHRIMEL 7 a—nRNELEZ SR,
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0-27 % 70— EERE. SLERREZZL.
NYLTTEBAL YD 2 REEBRNMED—B)

O T AN AES Bl B, AT A%, smlle Sl ®, Jook #2's 2%

FOF R BRI TH L R OB L A AR RS AR OHESE N R BARSET
W) 7 FBERAREEY T B - T LVF— N ET RS NER
SRBK SR e SRR 25 - SR

[lFrwic] VYV REEARTIE (LPD) &, Z3EE7I 2B (VY v, TVF=v, FV=F ) ik
FEHORBERFICID 7 I VBWINEEZEL, EAGKOKFIZX VEERE RITEETH S, F70—F
FEMERE % 380E L. SLEMORRER 2 L 72 LPUER 2 R L 720 THE 3 5. ERI] 150, LT KKE : iid
LPL, 1/ LB e 2 2248 1S LPT & W7, 12 MER A AREMERE, Wi IC R 15T, g0
FHEADH Y. A 70— BREEBEOZICURINTAN SN2 BB BETTE IR . MR TIZIUEIUER 320
fe (3R, RMfRE (CH50 19.3 U/mL, C3 35 mg/dL, C4 3 mg/dL) % #2%.ds-DNAHifkIZEM:72- 72,
AFNTL R=va VA, 7L F=var (PSL) ##FkxifrL72& 24, LDH 3050 U/L. 7 =
) F v 2242 ng/mL & E5AL WA LBEMER A A SNz, fEra 7)) v (IVIG) &5 Td#E L., JRE
FbA L7ze BAERTAY Y Fy 280, 74 Y —)b—7RE, d0thuikgts Cfull-house /¥ — Y # 2 L,
V—F A classlV E B EN7zo MMF 2B L 722 RED720 I VY UV ICEE L, REAIZEEL 2.
BEHARMIED S 727 70 ) A A %8BI L. PSLiZ5mg/ H F Tilligk L 720 21 M EFIC T8 O IR MU IE % 58
JEL. PSLZM®E L7 ZALDH, 72V F A LR L7z, Il BAFFIESEO LAPR ON720XR) A< T
B TS 28 A L, wifkid BRI TR & D B2 MR L T b [EF5] A TOLPLEHEHUIIA 40 AT,
29% CTSLE R0 VIREPUMERREZ2 L O HERERBR. 25% T 4 )V A &GO FEAEL 72 EO%IERT. 21%
TIHEREHEBR: (HPS) 26T 5L SN TWD, AT 04 FRGEMHEE, IVIGHKS OMENH HH5, &
FEB TIESLEJREIZH 35 AT 04 FFEGZICHPSHT RANEE L, IVIGHERTH o720 LPITORIEFRFIC
x5 2 IEHHIHEN. STV WS, BAFFIGTEDSRERFICTIENRY A T0HHTH 5 WD D 5.

0-28 BRMTTPZMREIRE L /-SLED 2fEH!

O Mefd s TLHm Zl' B ' B’ SOR fid® fof f@w)
RSB NERE, LB A 54 vk v 5 — N

[T 5] BREMARYE M/ NORAEEBER (TTP) (EBEE, BV, S a, mag, 5, &g
hE % RIS RIET S0 SMEMNIRMBINZERNAT ST T, KETREZ TSR T 208D 5,
TTPZ#BRICHIEL &ML ) 7~ =7 A (SLE) PEEHREBICH L EEZE X2 6N 20OV THET %,
GEGI] GEF D 13T . F8, MR EFRICHEZ 22 Lzos IR, IRERESB g, &, /MR A
HRRD H I, BEEICEEWE L kol BRRBERE, BiRIMER. ADAMTSI3 < 1%. ADAMTSI3 A ~
LEF—20BU/MmMLTHo722 hSTTPE# 272, ICU TR D (PEX)ILHE £ AF VT L K=
Va v OV AP (IVMP)2 7 — V& JitifT LI L7z €0k, IREIARIE B L OBk (BERCR ). Hids-
DNAYUK, LA NI F Y ¥ B2GPIEAKRYUK, V—F A7y Fa7 s 5y Mathh Eo R sh, &t
IV 7~ b=7Z(SLE) B"E#ICH Y. TTP. $V VIREAIAERERE (APS) 260k L72&%E 272 TTPH
BESLEWCRF L., L F=v ey (PSL), 327/ —)VEE7 270V (MMF), t Fu¥iroo¥x s (HCQ)
OMNMREBRIB L. 44 HIBBE L 720 GEBI2) 1348, M. B, 2B uEs ERIGEEEZ 22 L.
AL & MNIE A HIFRD 7272 DREAINFE H T Y B ARE L7z @SR & ADAMTSI3 < 1%,
ADAMTSI3/ Yk €% — & 08 BU/MLTH )., TTP L ZW L7z LIET & 0 BERALHE, AEERA R Sz
Z &, F PSR (BEROH ). PUds-DNA PURB EASHERR S 72720 TTPAPESLE & 2 L7z, PEX18 H [
LY F <7 (RTX) Hinl$e 5. mPSLEHEZ MifT L. B & LTPSL. MMFORNIRAZ B L. 5449 H
BB L7z [KERE] TTPIZEE % 2 RREICHER T 5720, ZOHREE R %2 TG L EColliagE 2179 &
PN® B FEBIITEEZ TTPICH T 5 E£HEHRO L IIIREMHH T E 725, 4% SLE WREDBEEILT 5
PEEICRFH LTV, 2EME EELACHARZA L. NESLEZK O F 5] & X SLICC 7 F L # (2012) 12
HLTW L7222 & TTTPICX T A M RIEH L 2B L 72B5 0 5. A A — RICHBLEOHFEN ADHET
ZF)Of:o
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0-29 25MIVUFTYI—TA0REDICHEL MEEHMNIEEDXZH

Oy F3, 2 w8 SEH S8, Ik M. WH 2, U #&— ZH &
HEAR R R A/ N

[# 5] TMA IZSLE OFEIGEME L AT L THRIET S 2 EDRMEE T WD, S, /NESLEDEEZ BB L
THRIGEI 2SS E M ORI S 220 59, TMA ZFE L - B ELRER 2 #8822 0ME$ 5. [EHI]
12782 BEAERE 2 Lo JEBNE. ZE. SEEALEE, THUREE. SiiE (138/98 mmHg) THAE L. JLILERIK
A ARKRILE, BRSREREE, B CPUARTE (ANA/dsDNA), 27 — 2 AR, NT h 7o VKL,
MM IgG LA X ). BEIEN — 7 A E %240 L72SLE., EvansiEERE & 2 L7z AB2HHBEIZAT T4
ROV Z#EE: (IVMP) #BA L7z0 IVMP 13— A TREZI/MOBNE 47 T3/ w155 196 5/ u 1 % T EHA-
Pt ds-DNA PLffiiid 347 TU/mL %> 204 TU/mL~METF L. sCre b T L7zo LA L. IVMP 23— ZA#TH0D
ABE10 H HIZsCre 2SFHEE U 720 ML WNHEEAKASEST L7272 D IMLOENT (HD) &, BEEOETIHZ Hiy e L
7o ZHEBELEN (DFPP) 238 A L7z, Hlds-DNAHURMEIZT5 TU/mL & & HIZIKT L TWwzAs, ABE12HH
WM DR L LD @ ES-. ABE13 H HICHb O F & fifrriiEkA B Lz, TTP. STEC-HUS. aHUS
EEER (ADAMTSI3/ A ey —8ER L, EREEME, MiflEEETFRELRL) Thool &h b,
SLEIZ & 2 kM TMA OAPFE % 2. M4ELH (PE) & IVCY. MMF. HCQ % EKEN L 720 ML/ EZ
PEBSRH D527/ ul = wiEfiE LC&FHE L. PE. HD & DI AR HBICIZBER C& 720 ABE30 H B Ik
TLEER TN — 7 A RISN/RPSHHHIV-S(A) W L7z P THEDBIKZ &0 TMA O /IZiED
Lhotze ZDH%, IVCY 6 3 — A% # 2, FBIEHN S VEOR I TPSL 5mg. MMF 1.3g. HCQ ® Wik THids-
DNA Juff #1213 TU/L. uPro/Cre 02 %, SLE - TMA & b ICEMREHMFF L TWwb, [E8] AERIZ. IVMP
EFIT X ) SLE OB BB PEIISEEBEINIC D 20 & 37 kM TMA 2 589E L 720 B & Bb b aiEfke g
THo>Th, SLEOHRFHFERPOVDOTH TMA X IIET S W REMED D 5o BEFEARIERD 11 BIR° SLE D3k &
B ZEALA U28ia. TMA OEBEZE BE - TR D B LERFi % 47>, PE R HIHIEEE: 7 & o RIE# % 0
HIR&TH 5,

0-30 N BLEAREEICHEI BHESHREERICKLVAEEICHEL -
2EMTUFTR—FZAND 14l

Offeik JIg2". B fef . BAH HidF Bl B, fuR R’
IR LA S B v 5 —/NERR B BB PR R I B R
PRI MR ARG AL £ > & —/NERR R RN R

FEBNL 1528 DR, CERRRE, GHREIREZ: EOO0HEED D, 11 FROETTE S,V I—,
MUY I =2 FE RN STz Fe RIS R AEE) FEE A D O . A5, MFR T
2EELEREE L, ENDLIITHhoTW iz, Ll FEAZOBEN2LEL SHELFESI LAY, ZEbY v HEL
RCTIIEFLHESL TR THEEOAERLIRET, BMTIMBICF L2 PN TEEERL DRI R o720 H—T ¥
BEDRSTFNLLOSIRMOER L, HEIZIERY FUAO L ODE T 72 o Tz,

HIEZZ D 4H ARNCFERIR TR AZL ZHEHINTCH il aad 7 1 V2O TH ) %3
%2 Tz IRZZBICIE, IRAZAE L, IR B, PPk 25605 ca it 7~ b —F 205w
TURHAN & 2o 7z R IME. CIPENTESS. FIMERBUR N, M/ MORA . HLdsDNA Uik &l BATH 71 &
0. Bk, DERITEEN T > 720 MFEREE LA T a4 K79V 2988 % M7 L 7223880 ¢ AR 10 H H 1R
ZRL. ZORICTHROIUEOIREEDTE - 720 BEROIINMDA 2B ARPURD B TH - 720 IR EESE T ljBli
HEZIER SN TV EWmIChrbrRETHLIEEZHPIL, ARIBHEEERAOL, YL F=vor
BRI T7 )= VEEET = F IV, Z2UNFLOHRG5 2B L2 A, Bk, IR Ligd, #ifkidiE
WAL L72o ABE15 HH2 S HEED G, FE2MALRETAR22H BISBEE 2oz, Bk, 1R
JET2REL AT L OISR, — AREDPWEEE oo 720 EPAOWSIIHT 2 R DA L HE bl O IRE
WKCRTIENTE, BRPFEEZRELIADPLIFEXZ/EEL L1200, AFERLHROBOTHREE o720

N FGafkRE e 25T ) T b —F AL OMEIAWTDH 5, FEMER) 7S ERN 2 E ) BEINERT L2
& EITIE. BB BRI ESEN D E BB BB D L LR U7z, RROBIT & MBS R E % £k
FARERIZE ST Y 7= b —F ZIZEDE L2 PINMDA ZAERBUAIRNRIC L 2D TH o722 2 SNz,
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0-31 SLEICERRHEMBEAE (PLE) ##:3L /~LUPLE® 16l

OFE W'y M ARG Dk ' 2 sei’s B i 3000 B SR H— R
AR B RN BT PR BEKY
KRR INRE . * AR 2 M B

[1ZUIC] & YEE B RE KRR %2 PR T 2B EHET) 7= b —F 2I2PE5 9 % Lupus
protein-losing enteropathy (LUPLE) 7213 CD55 K 84E Td 5 CHAPELJEMEH A% 2 5t b, LUPLEIZSLE
WA R IR R MR AT WA o F WAk OIERZ 223 % CHAPELJEBERE OB 2 TV iB W L7zo [EF]
12 e, IR IEAT3 20 H ek 2 <. TR OERETFIED & &G EOFE~EAT Lz K7 V7 3 Vil
i (08g/dL). fKIgG (261mg/dl) IfiiE. PUAEPLIAR640 f5, PUSS-A VL Fatk CRCHIMRIN % F26D 725, HTSm Lk,
Puds-DNA YUK, PLSSBIRIIREMETH - 720 IREFIE = TR <. BEIRALBED FOEH I BT R L.
B HiTE R I R THEIR D RO e o 720 T80 VIRBEIUNERER 2 5t TR b o7z, BEEAR
MOREETTc-(9m) TNV T I V2 v F 777 4 THGEM» SO EZED, Efal T F M) T2 07
V7T AHM L, FEEALENEETIZREG R ICREOFESR E RO RAREEEEE (PLE) &2k
L7ze FEEMTIZISN/RPS )V — 7 A58 classIO NV — 7 A E k%D, SLEICPETLPLETH S
LUPLE & Wi L7zo [#%2] LUPLE (3887 SLE OFT R & 135 7% 1) ds-DNA Pufk 2018 ik 4 %2 5z )8 i 713 10%
HitETH 505, PuSS-APiikiZ bt THSSBIAIIBEMETH L 2 &A%, RBRE L KT 2RI T
Hotzo LAL, 0FHBDORATRDSLZ ENLVAVNETHMTIZD AP MEZED L, T2, KERH
P B I RE | MARE R A AR IILAE & CD55 K AEE % & 724 CHAPLE JEMERE (i ARG AL T % £ 5 CD55 K 4H.
M B Ev AR, EHRBEEEIE) 3 E 2522 BIRTIHEEFRETCDSS ICERIZED L h o
72o [H55E] RATRICZ L WK 7 V7 3 VIEIZPLE 2803 2 L ENH 5 L & b2, NEHDIIET % PLE
OFH & U THRPURRL TR DIERIEE L E X b,

0-32 =2HERFHHRUBEHRXERELL21MIY I-0—F

O Hefe, [0 HEURES, SF 0. (076 BUT. BGNE 55, M0k (005
H AR K/ N R

GEBI] 4B [BREE] ARE3EM 2 S M3 EANEA T LKL, FEIC TRICHIT 5 KR
FOFLBER RO Tz ELITHENPRL B olzizd, AEE RTEEORBANEH N TURI AR L 25 72
[BEAE] 21 bV v 3 —, 44ERNHCEE PR RIBEOMIAH 217> Twbo [ABefE] ARi2 H BIC5fhzef
REBLPWAS PR BEIIRO Lol ARSHEOHT Y Y Ay Y F 75 AR T AR S B
A CHERMIUEL RO TNE TORM, BRI & ABERIBR AR R, J8127 =) F VL IL-18 D
FEWL PR ERDIZ L Eh O S RIFHEERE IR % (SJIA) EBWi L7z AF VT L F= V7OV A
#: (MPT) (16mg/kg/day)1 7 = VBAIE L 72 & 2 A, @R PICHRRAER & i Ridd®E L7z, L L, #
#Ei: (PSL Img/kg/day WIRk) HICIHFEEZ LR, 72V F U ER A E2FHERD, BELAD, sJIADFHRE
Z i, howra 7y — IEMALEREREOIIE R 72 L7272, MPT (30mg/kg/day)2 2 — )b, ¥ 7 a XK
v (CyA) Ffiedt 5- (Img/kg/day) % Bllh U720 EH AL H R A I MM A 13 3% L 720 MPT2 27 — )b
KT HRIZCyA Z WIRANEE USEIRFIR e w72 ABi44 H HIZBEEE L 720 BEHR OISR TH F+ X< 7 (CAN)
A LPSLIBEZ TR > T\ he BT /BREMEBIZZL TWwb, [EFE] 21 M) v I —1dHCHRE
MIRBAEET LI DLV LIFAMON TV APHCKIERREZET 2 13MTH ). SHREEMERFRE
FAEN 2 % 8E L 72 EBI S I3 SCHk A D vy, F720 21 MU Y I — 13 F8EREZ L9 72D 1IEME 722 FFROTERL
VHEETH D Z 0L, BEiELR EOIERPREI N TV, SHHDR21 M)V I —BEDSJIA Z#EE L
7e7z0, 2L M) Y I —OREV AT LAORE ST AT N ERZMZ THET %,
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0-33 IFHFEBERFZEL L2HBEFHFRIERHRO—BF

OfF ', FrEER 427 FOR RS LI 52, Tk BB & s’

U PR R R R AR A SR T R I A

*HURTDERL BB KA BRI B AR 5 DS BHAR TE Sl . * MUK B KD 2 N S
USRS A R B/ JE M 7 R

[lZ U] EHRIEEEREREREL (s-JIA) X, BERDIMNIHEER ) U RHEIEKR R ES B RERY BT
LH, BEMOARBINDL —H NI, WhWAY—F YU 7B OFEIEIISRICE LEREE b, —HsJIA L
FULL7WRBORETH 2 AFAESIFH (AOSD) #ICidk. HEMEHEZIIY—E ¥ X 7B DA O R
BHEERETDLIENAMONT WS, 4, FEEME 22 L7 JIAEMNZ KRB L0 THIET 5, [FEFI] 8%
B, R Lo 3R < MR, BIMIRE & BB 2 EFRICHANELE 22 Lz, MERAeT
(&, FIMERE 4200 / 4 L. CRP 0.62 mg/dL & 45 bUS -7 38 TdH - 7245 AST 118 U/L. ALT 96 U/L,
LDH 570 U/L & JF#RERE %2380, X 5127 2 F Vi 2043 pg/mL & BEEMETH ). sJIAMEEDI, Y
B~firzi b oz URZ2EE 370C EMRIR BRI % EREREEBRESZ OISR WIRERZ ) BB R
KB ZHARD, —EBTIIBOLHDMLEILSE b Lo TV B WA (T R 1 I 28 ] & 38D 726
M3 IL-18 118000 pg/mL & HEWIZ LR L Tz THODF RN S sJIA LB L, A 70 FEBZHEL
720 FEE PAEIIEIZ T ARDICEE L. BFELME) BB R B HB L, KAV LEZOrORLELKRL
UL, ZOBRKEICHBLE HREIAFEBLATOAL FOBEEED TW5E, [#%£] AOSD TIZH 280
BEDVPFEELEEEZEL, TOLLPENRIELE) BB, A THbH. —Fs-JIATIEHLL Lo EHTER
BEETLH, EERMBRITEAEED SNV, AOSD L FAHEIC, sJIAICBWTHIFERMBZ R T LI L8
DY, BIVNBTRELE ) B LB, A E 2T 51203, sJIAZENT A2LEND 5,

0-34 Y707 7= M LERE (MAS) EEBV IV AEEMBRERIERE: (EB-VHAS) @
EAICERL -2 5 REFMHSRMBEER (sJIA) D24

OUEH FI9R, 3% &L+ MH BE. B% ., P if—
BRERN AR e PR - WF JE R 1 00 I 2l e

[#2] &M RS 2% (SJIA) =27 a7 7 — JIHMHALEBERE (MAS) O&HBIIZZ \W2SEB ™7 A
VA B B oA RS v

[EBI 1] 55 R, 4MEMIC SJTA Z9E L PSLitE L ¥ 2 u 2K Y ¥ (CyA) WIRTEEL 72, LEDOERE,
B9 HEMEHD, CRP 428mg/dL. 7 =V F 22600 ng/mL & 5L sJIADMASAPEZ b AR L 720
EBV i3 RI&§ TEBV-BME# 6 x 10'/mL & & LEB-VHAS # 8t - 722°EBV-DNA 7 1+ ) 5 1 @4 Tl
PTH Y. EBV KGR T 5 sJIA DFI & MASAEHE & LT Lipo-DEXA ##HE & CyA f#hi i Cia# LR
B 726

BEBI2] 454l 3mIEIC EB-VHAS & W S G TR L7225, 20, NIFHEENTIVIG &%) 72,
Al Rk s A abiRE & BIHEITE 2 R sJTIA OBV T 109 H ISR ABEE 72 5 725 CRP 1219 mg/dL, 7 =
1) F 2486 ng/mL & EH L, HEEREFAZETHE L TV 22Z20W/2E1MH0% A4 M7 4 ~IZIL6 33 pg/
mL , IL-18 27818 pg/mL T& - 720 mPSL /%)L A2 2 — 2 I PLIMERIKA % 38 MAS & 27 L 72, Lipo-
DEXA ¥, CyAFibiiiE 2 Bfi. #5229 H 2> S 582 L CRP 871 mg/dL. 7 =) F > 11824 ng/mL L-53
L OIL-6 1070 pg/mL. IL-18 389873 ng/mL % 5B 7zo 55 279 H 124 B Vi E 4 & 526D mPSL 7 ¥V A ik
ZEMUBR L 720 H42WHIZ ) A= 72 BB L7225 21 B 56512 infusion reaction 25804 FF X =
TIWEE LIEEO 72005k E Ulze FEMEMBRE LY ¥/ SHIBERAER EB ™7 A U A B5H1) o 2 SB35 i
THAETIZ. WHEL D ITRNERIIAD R > 72,

[K5E] A lnl, AW 2p A RAEHERICEB ™ 4 L 2 &g & B L sJIA & MAS % & 0F L7226 2 fEBr L 720
SJIA O MAS A HFERICIZIL-6, IL-18 DFREFAYEEAM & . EBV AR E R OMiIZ. Z1 5 D5 & G RH €1
HHTH 5,
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0-35 WUHMICMET ) FDLERERDOEH > -2 REFHITEMBEEHRO 145

ORI RN R ', fEK A2 520 BaF ' AR s & T
TR R OBA RN hE 22 B R WL gL RS
Ik 1 e e B BN, U A R R R A e B R AR S TSR/ M S R Rl

(I 5] EHREEMER R IEREE % (SJIA) IZBMRERASEINICHBE L 2 WwEl L 5 0. A S BWICE B %E
BIHEHREIND, BWIIME 7 =) F 2O LAPEHO—2TH ), L OEIMNMCHHHTHL L ENT
Who SIERIEABRCINE 7 =) F v D LR 2RO Lo 72hN RO IL-18 25EE TdH - 7 fEf] % fbk
L7279, RUIZHICBI 2 IL18MEDEREZELE LIRET 5. DEF] 9. B, %3, SEIMHL. &6
1WA —HFET 23 Z 0%, $169HICHERA L, RRICBERZES O RIL. MEEE» S H-E
B OB DD, ZOHBOFEANFH L, BB ORI &AM - R 2 R0 72k, B25WHICKERN
WO ABRICE 5720w MRIUTIEA R BB RIT 2 87, KRMRAD D sJIA b SN ZED 5 7225
Mg 7 =V F >~ $90-130ng/ml & L7 <. RUSTEREi &7 & d ZEE L. NSAIDsWIk CiH# L B L 72 &
5, BERIIEEEZSONIR T 0 —~BIT L7z 2Ok, BEEZ VAR CTHERE. BEOMELED,
2IH D ABEIZR 5720 2B H DO ABERFICIE 7 = V) F »425ng/ml & ER-Z2730, 2%, H45% H I3 M
7 x1)F > 111087ng/ml & W2 LR %23, v 7 a7 7 — ViGMALEER~OBIT 2R L. sJIADZKT
mPSL 7SV A% FlaG L 7zo EEOOYE X RAF CIEMRAOWE D H O N7z, BFEEARTAT B A Filli
WCTHbH, MEARREOIL18 MM L72E 2 A, 5000pg/ml & LR ZFED T Wz, [EE] ARGEFNIHE AR
BRI 7 =) F v LR R L, 2R HO ABIFICIE 7 =) F 0 LA %2380, sJIA LB L72ERNTH 5,
7 ) F v EAFID S IL-18 W AERR S MR O 13D v, JEEE LT, #IELARBEREAYSJTA O 91 1]
THh o727 A ABERASJIABIEDETH - 720 TR EETH 5o #AABER IZEEICIL-18 1X Sl T
0. SHEILISOMEIIZ X V) sJIA DFRIERKLHAM 2 MiE 7 =V F > X ) BBIHRIBTE 202D 5,

0-36 MEUITFARTHERIESERL 72 7HIORE

OBAHT BT, ok e’ BE ' e Bt
B AR AR B MR BN R, P ORIEUT M AR PR AR AR AL 2 > 7 —/NERE
SETLABREEREE ~ & —/NEFH RSl R e/ E R

[ U] HREE ARG R RIGE 7 A VA (VZV) PR RIS 5 2 & TR &, A aiRE Tl
FIEALT 22 LD D, UBREY 7= F IR TR O 7O RIEE I 2 B L -0 TG 3 5. [EHI]
20144E4 A1 H A5 2021 4E3 A 31 HIC Y Fe/hB Y o~ Fobk % 22 Lzt 4Bl o BED S H. 78125 IRES
EEBE L7, 7RO BL58IEI a7/ —VBET7 2 F )V (MMF) Pk (&8P y 5~ bF—52 (SLE)
400, HARERLLE) T 2B THFF T v (AZA) WIRTOEENRBEROBIRTH > 720 ZOMo
PR RIS (gm2e (Fru) AALIE. Y7 aAKRY 16l A MMLEFYF—F (MTX)
1B, b2 X726, EHES D, BEEI2E (Wb MTXWAR)) . SRR 2260 (W3 htd MTXIN
MR). N—=F = v MFI3HL. 70— masl, HOREEBER 1460, REARSREIF. L5 E 20 B ClEH g
BB ko, MIHEHPICUYE CHEINASLEREZE 4O ) B 13BN ATEA K, MMF, & Fua¥y”
ooFy (HCQ) #WARLTEY, 1BIERO/Z-OMME 2 NIRCE TS 72 ) A ZAZHNIRL TV, 271
RAT 73 P2V AIREERIT - 3B CTRTINESE 2D L h o720 SLERBE THIREEZIIEL 724009 b
145858 T3 IEE 12 X D95 L B2 %2 589E L 720 125%B5I2SLE 2 %89 L. PSL + MMF + HCQ Z Wik L T
W7z 4R, BIRHICEERNEB L, BHARLT Y720V (ACV) % HiEHkS S, HeWwHICH
BB, WRDD Y. B TR LA 2 R0 VZVIERER J L BT S 7z, BEE L 72 ACV %2 14 H [ 4
WG SN, BERAE CHRBI T A MR SERE L. #2700 GREE3SHH) ([CHEFERAHE, BEES
H HICHEREL, T -7z Bt ol LA %2780, BREEOZH CABED L. ACV O ik
214 HE b7z, BEBIIHEREOFRIIED T, [F52] BRIk BZ ORISR X MMFE %
AWk L T2 BFHIZE D> 720 MMF P TR O BEFED S 5 BE IR RIS ORBIEITER T A LERH D |
T ACVIRGRFAERL G M OERE D LT 2 LELNDH 5,
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0-37 EHEMREHICHEVTRIE L - XEIRE. BEIIRIERE (X L T tocilizumab »&Exh L 7=
3mBIRG

O ' KRB AR AR B2 KM B2 =4 5 ok #A Hom k7
7N e SN v I SN I N 1 I S SN O S AN S I S
VB Ty FERRERR) T - BEE - 7 LV — R S ERFERE AR R BN R

[T L @IZ] REVRKIEBEREOER 2 AIHE & L CTEEBIIRAIEDZT SN, BEIIRAZICE SR, NEHY
EIRITIMZ TH 7 — 7 IVIaHE, VEHOIIAT B % &0 72880 R R IR 2 V. CALEN D 5o BN O JE
PEFE B THAE L 72 KEIRB & 200 o E %, BEIIREZE. B M & e 123 LT, tocilizumab
(TCZ) 2RI L. BERMAEI G E L2 —P 2R L 72720853 5. [FEF] 3820 HB IR, X-2410 HH»
5. 57 HIHe < 588, ALBE. V) Y8k E HIC1-2 MR 720 XAE3 HISOLARED 720 = H Kb ABE
U720 ABERE, OIWERIED62%. ARERHE (EF) 1330% CTHh - 720 #3532 CT (CT angiography) THi$HE T
BHOR. WEEDIR. LB R BB IR S (S BRI & AR & FRD . KENIRE X N2 DB oI % L B L7z O
AR T D NI D REHETE IR IE % 5230 72 WBC 14580/ u 1(Neu 47%), CRP 4.69mg/dl THLA-B52 b1 72 - 726
FRERE MR 7 4 W APCRIZTXCEMTH - 72o PSL Img/kg/ HE 7HF 4+ 71 ¥ Img/kg/ H Z#BAtA L.
PIE SO BEMEAL L7225, BEEME S MUE DS e 720 2 A O#ER CT & Bk S EMA THB BRI A DB L &
AEENZ RO, BHEY Y F 7T 7 1 MAETHBROERIK T A SN, GB&HIRY > 7 ¥ 7 TEAD
L=V 17, ALV = 425 036 L R EA 2780, BEIRIZAZ AL S B S EAE & 320 L7z A
WIESWEHETH Y, FRED) A7 PEVEEZ SN2, BT — 7 VI BRI BT =2 4B 4T 75
HIIKREETH > 720 MBRICHFLTCTCZZEALZEZ A, BoRMAB X OEEEHEIHS gt L., 3
£ F CTMAE RO v [ELE] FEORE, R, ) 2 i RISH X 39E L - KREIIR%. B ERk 4212
L TCTCZAEY L, BEMRIE A2 253 L7z, MAERZ G0 2 HOHERBEOME I S, REH D
HICHAHHCKIERBOMEEZ T TH TN,

0O-38 MU TINEPOSREIRK EE DR - HEZERL 216

OAEE Bk, B #E° BB Hs° Ak B2 E B, Sy R R Mt
FE ) A B
JCHO AL B N ERE, “ALBREERL R /ANERE, P ALBEBE R 27 e B FE IR

[lrrodic] BERFIZBNT ) A T EEAE BRI &, SLERESF I L, RERIGRE N Th
D, IKSHHENTVD, b)) A TOREICHT 2 REICOVTIRMELZ VW E W) HEIHA IS
A HEEIER SN TwE, Sl MY ) XA T TR SN TV S EREIRED L OITNR - xR L
7oo MEURRGE K O L2 oREICO E Wi %, BEGI] BEAIC 119 ARSEDEMNY v\ E2H 1 |
1357 20 AW F T2 2 20 T 72 i 165892 H RIS TS B, SHIRG. BN . PRk % 2 aRIC LR A
ABEDBRIZFE N L 72 3D 3% CT. MRA, SHE# S kA, PET-CTIC CANSHEIR,. A8E TEIRICAH 2 %
FEAT & RO, WREIRGK L Wi LeId CSHAITRIME A TW2AY, REFRO 1857 A KR FR % il 72
7o, TCZZHBUEA Lz, BB, A70A4 FEho 19512 HE (TCZ 162mg/# + PSL 8mg/day)
THIRL TW5EZ EAH, FEROFBROY) A7 #EE L. Abtdh OTCZHIEE CSEIZRADE 7, ik
T EMIIC T I —, FRINE TR AL, BIROMEITERBD NI L 2 MR L Tz, MENR29 BN T—
FER AR OEE CHRAEZ B I o 2% SMMEEMRACTRE 2203, HRBIL 72, 19787 A K239
2 H. 2940g 12 TR IS TR 2 A L7z, R, BHMAOPSLOWm A M TETE Y. FINd k% iR
OFITEM L TWD, T2, WAL ZIBIZ 2K TRAES S E ICRE 20T, KO IEFHHTSH 5,
77 F 0 [VNEOIBESRBHE X ORIERSIRBICB U A2 FHEEST A K4 2 2014]) 128135 IFX#5#0
AP OMAERICHET, 77 F o OREEKONH ETEILE Lize LEFHICHHBET 7 F 7 Juifiifi % 3 2
L. hAZHRT L ek, [FLo] TCZMHMRAL ) ZaIHIRNEZIT) 2 L k16 %
RER L 720 RoORMESIEICIIREZROTIRBL TS, $720 NiGLT 7 F VdMER BT L 2
EWURETH O Pl L7 BIFTH - 72,
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0-39 Y1 —J UV VEGRHICSRERA 2 &6 L 72—l

O HeRER S v WE L RG H2 0 B L2 fhik f!
VHARBERNRSE/NERE, G AL 2 A B R

GEF] 14527 [BUREE] SAERT. #3238 E L5 . IEUL S % 520, FEBEOM R, &G
MAE. VLAY Y F 7T NI THERRRE SEE Y 7 SHICERITHE, MR ~ F 79 22 THERGWOET
ERDIz. ¥ x— 7L VIERERE (Sjogren Syndrome: SS) &%t WERIREMRZ T L 728 2 A, KAEMIZIETE
DTz, PIMPUE, PiRoVKIZENYTH 57272 possible SSEZBMIL, AF70 4 FEIVY YUV ZHBL
Too TIRIC X DIREE D, BEK, FRITER L 2% KHREA T T4 FTLREORMERLIEFREL Tw
720 G MIABE2 2> HRT A LR KB OB I OFRZ 23S ). BRZ SIS TH ISR I MAS S 2 BEI L 72720
SHTMRA % F i L 720 WHRZHBIIR Ok % % B 12 -0 R EBIRKOEH % 5w, PETCT2#ERL 7L 2
2. WAFREENR. KBRS, S KEIRICERMITEL RO /72O BZERE (V) LB L7, 20k, X
THA F2OVAER, A b ML FRS— b ERE L SE RS L E R e Lz BRKHT AR H I L O
iR 7 P R A LI B RS AA 30 0 FFAIN X R T B o 72 2SR BRIE 1RO e 2 o 720 LA LBl &2 CT ¢ i il
EEIREE AR BB ZE 2 780, Ly FIVAMLDERIZTE X v VY BREOBREDOIFERIZ S STELZ 0
720 EEIMRIRZ K3 A BUMLAERAAZ ERB L AT 04 FikERE & W% E ol RERZ O BRSO H
BV AR TR Lz OHIRMOFME LT, 7Y E=7 PET 2% LEW R IR L2 B 7272045
BBULMEEZ TR > T L 8 TH 5, [FL] BEBHRZDERDIZE THRIZH»H L WRETH L, K
FEBITIIIRIMER Z 2L D BAERIEY = — 7 L VIEBRICH L, PRATFO4 FEIVYEYEZMEHL TV
B REIREAFRIRNEAT L, IR E TR CTH > 722 E 2 bz ¥ — 7 L VIERRIEE
HCEL R 20 WEEIR AR EIR, ). Bl e E 2 RO 7B A IR EBHR KOG L ZEETRETH %,

0-40  HRERIEEREMRE & REEEEME S RBIRE & OFEHICHREL TV B 1556

ORJE &', Hiar Jhii 'y S0 #2072t mig EEC BA M
DR EBE T NRR R, R R IR R

BE] B ORI & Wb % 29 2 M RIGIRE 2 RE B (FPS) &, RAEMNLRM & ik i ic B3 %
TR IEGRHE D B8 2 5 & 3 2 AR FLRLRR A I B & T A 28, MIRRSAIICINAS 2% 29 HIER S —ifIcAa b h
%o Al IR - WEFAYICFPS & M A EVE L S B R (CPN) & @RI HER: L T v 20 % fRBR L
720 EBI] 105D H o 5RFFICH T OB % 2EICHR T 2 RE. 7 L ALBEZ 1S BTG a0
B R EIE & 220, YR Sr. ML T, WBC 44900/ u 1, CRP 109mg ~ dl, AST 191U /1, ALT
115U /1, FDP 403 g/ ml, ASO 1800IU / ml, ASK 10240%%. VU MRICTHelhifk. 51 9808
Te % 588 720 BRE B v o IR IR Y E & BBV, B3R (PG — G+ CLDM), IVIG, 7V —F~ ¥, B X U4
M X DB, 6B I E L) R IEREZ 2 0K L, Wb MRIB{E CRBOFT R Z 2L
720 AVEHIERR & B 7o 0] & AR ORI AT O P AR L, BOREERREEZ RV AT O A FEORYS
TER. Lo LPUEHUAE, HiScl — 7090k, C— ANCA, P— ANCA TV TN BN, SRt eT s v —
LENTCHRECZIICED Bd o720 Al 10 IR, AR %2 ZFRICRPE. 67K & FAk o B RE
K. MRIF{EFTRZ 2L, 2704 FHEOFKG THRL I ICE, ZE2SMEICE T Sen bloc BT, IR
WO BIERAME OB A - U, PRIiREA S MBI TP ER 2 ) 8Bk 2 B4k e L2 MR, B X ot
BREDBOIN, WFEBIRITED SN o7z, REMBRILF RO T MEFHOMERKICT ) v 38k~ s 0
7 7 —VORME, MEREIZT 4 7Y 7 A4 FEREIBlE N, [B%] REER. MRUZBUT 2R HE
NOPIEW K. B L Wen  bloc MBI BT 2 IRITHE D BIEHRAME OB AEFT 2> 5 FPSAVRIBE S D —F. B2 T ik
i, W L oMM 2 BT RZ 2 WASPTAHGAETO 7 4 7)) J 4 FEEMEMAE £ OHFEAED CPNICAE T
LT END. BRICER LTV,
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O-41 BMERAE & & 6F U = A2 B 57w O —Bl

OB KRS, KREF 351 il 558, BOR IR, &5 8, mff S AR g1
SRR MR RIS RS R
HOREERR R ENERE - MBI

[f#E] BRI BWTAMMIEZ AT 5 2 L3 TH 505 ZOWAE DR IEHERTEIC R W2 DH 5,
ABEFF O ABESECTHRIAE L, HakBEE)EE L, 2MRIEZ &0F L 2 AR % #8 L 720 THih 3
%o [HEBI] 475 e 2 HRTORIMEA D V. S HHOHEEICK S5, B 15 RiGOHFBEFTVILA
D, AW SN YBHC ARBE, Bk L N)VIXJCS 11-20. GCS E2V3M4., i 394°C. L11%144/ 4. I
H93/67 mmHg, BEEEDIRERFEIEFCI., VSRR, BRIEFEOENIEE %o 7z, M, WBC 10,400, Plt
16375, Alb 34, AST 1,031, ALT 805, T.Bil 244, Na 131, CRP 6.7 T 0 . M TrdRIEiRd: 2 220, 2k
AR L ARSI & B0 L7z AT 04 K29V 3 IVMP) BHRE) L1458 o #5 % AkY4 HA
LHifT L. KEA v~2ra 7Y v (IVIG) %5 21To 72 ABBHIC—HMAEH L, EilkL ~)L b JCS 12, GCS
E4VAMS £ T L7245 ABE4HH (GE6WH) ICHBEH L RO, 20 HOIVIG % itiff. ¥ 270 AR ¥
(CsA) FfiE 2 B, 7L F=va ¥ 2mg/kg/ HOFHG 2 L7z BODREIHE, 1> 7)F <7
(IFX) %5 %47\, BAEZHTERDEN L o720 L2L. CRRETHFELT, W) FA¥F U5 %26
M. IVIG 3HHZBEI L7 FOHCRPIFMET L2AS 72U F ¥ iEldHibe LIVMRIE T 28072720, A
BelOHH GE129KH) 25U REATaA FEHE Lz, TRUBEIIREMEOWE 2D, EWEERkEE %
RO otz (BR8] AWIIEZ AT 2R IIHTH 505, BEMADIEL . EERFEEAFOEEGL mY
EE¥Nb, 4, IVMP, IVIG, CsAHifiE, IFX 220 L, MERHEICES TRIEZMZ S Z AT
720 F/2, HEEIMRITHEAT R 2RO F . Mk A3 SEE L. WL > >~ F ToOEM O M T b sz 72
D7ZDIFFENTH o728, SHLERERLFRBISEILETH S,

042 IBAMEXRBEREFICSMRERE SH ULRFIEETHEL 6B R

OB M. BRI RE, BEIF &, AAA sLE ek & ki L. A AZ
] 37575 e B A L B/ R

[IZLDIC]IgA MFF I/NRTRBEO B CINE SEHERETH ) TORBHIHEROHRERD L L b
TIE %o TR0 EREE U TSRO IgAME RIS L <, SMRELEOENDLEL
eho BEF] 6P Mo 1M HICTFRUICEEATMBL, B4 H X BERESHEI L, IERMED/-DIETH
HIZUBE 2 ke 22 Lo RIEERT & THRICEK 2 80, MEHRA Tl iMUE oA 13 7% <. FDP
D-dimer ® " 5% 38722 & X 0 IgA MAE 5 & B LABEM# & L7z, M, %, prednisolone (PSL, 1mg/
kg/d) DF G X D HRITERIZEE L. 15 HIBEEE L. PSLIZ#WiK L5 1895 H THIk L7z, JEH
REKOMBD L CRB LTV FE26MH IS EEROOIIZH. RHITRDT, LEHBEATE
HOIERE % 2D 72 72 O\ B E WM % i T L7z MEOMEA 8mm) ZERLAEHREREZH LARD S 2
cefmetazole (CMZ) O piifi% BGa L7zo BHIZZ ) i FEUZEREASIII L, CT TIERIEDNEK & /M EED JLE
DDV IgAMEROTR L E Z bz CMZ O 5%, A TR XU L7225 FAEER 3R L Tz, 68
309 H O MUEARAT Tl SIES O 13720 57225, FDP, D-dimerid EH L TH Y. IgA M %D R
V2 X 2 IEEEIR & W L PSL % BRAG L 720 B I3 e Ly #5319 H 1B P, 4k TPSLIZEE 44 9% H
F IR I, ZO®RIIER. FROFH., BROAMEL LR L TV 5, [F5] KIHBN o IgA M5
FEZWHE L < BEEERATRV IS, SMEREE LCHRETFMICEL Z & b d b, AERTIE. BEHAEIR
FO-BELTEST, HERATOREERSCEKREZRBO L7228 X0 RFHEES R T L7z, L
L HREROF R L% b I 3R LG ROITTES A S, IgA ME RO Z ROz, #lbl
IgAIMERDOTE Y — FiE O HALEMIEO IEAFRAE L. € IR RG22 A0 52 L CTHIERE R L /-H
JBEE AT, IgAMAE L BMERERIIFICEIHT S I EDH 57202, BRI RIS BERRERLCT % &
DGR DTV, BWUNHEHREZIT) T EPRUTH S,
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0-43  EMIFMEEEER /IBEERIESRIEETHR 20 B OERKGK & ABEBEDRER

Ok W 0 A, R 58, I &, 8 v
By EWSNBER v 7 — Y E - T LV F — R

[Hy) IR #i45 (chronic nonbacterial osteomyelitis : CNO) &, FA/NEHNCR BT 2 HERAE
HoOFRETHZ, BECTHEEOLO2L, RIICEVZEETHETL2L0FETH Y., EHHBES B
B4 (chronic recurrent multifocal osteomyelitis : CRMO) & FEEZNLTWw 5, CNO/CRMO @ i R0 G 9%,
IGEIE D G 7 E— I a v U ADB SN HERET o T, BEH ORI & BHR R
OB AFMT A EREHE Lz [HEE] UBET20154E1 H 25 2021 4E5 H $ T2 4B TR CNO/
CRMO L Wi Lz BEZNRICBETHRNICF ¥y — P L2 =247 > 70 [#H] CNO/CRMO & 3 S 7z
Wix204 (B84, L124) T, BERCFHFEERIL7 £ 36T, BIEDSOBM E TIE L 2RI
Jefli35 » H (U5A2-14) THh o 720 BIEMHE O ILfEIZ205 » B (IU45378347) Th o 720 ‘BHHEMIZ13
% (65%) TATo720 FIEMFIZ164 (80%) DL HAMEICHIHEDL D D 174 (85%) AN PRI L Tz, &
HHERIZ TS TAH DNz, BFEMRA T, MRITIZ2060 (100%). B SPECT Tik84: (50%) Timhtz i L
720 WEHIENSAIDs AS196] (95%). ¥ AR AF A — bEFIH11E B5%). FL =y r9% (45%). A b
FLEH— 178 (35%) %< AWFNEA S 24 (10%) TG 37z, symptom-free Z R L 72 FEH] 1%
114 (55%) T. 3% (15%) A5drug-free & 3 L7z 34 (15%) (ENSAIDs O & CTHERDSH L L7z [Fim
H{EAAE T4 SPECT & 0 & MRID J5 250 B O =AY IR OBICH M TH % £ H 2 b7z, whole-
body MRI T WiEE % ¥, ¥ 9 symptom-free Z K 2 HEMESLETH L, LEZ SN,

0-44 FHRYOLEERFREICLIVHASHELS>-IBMERMESEMEEHEX (CRMO) D
BEY E BRI

ORTH B HEghy SRR HE Al Ea R al Ha° dRr i —2,
PE/NAR BERT Bl B0 UM A

I PNl e P o8 A A e N VA Y N (R 1 e N

PHRBERIR RIS BEAR Yt v 5 — ORI, AR TN AR

PR T KR A B B AT FE R S A B /N R BE

[F5t] B L3 8% (Chronic recurrent multifocal osteomyelitis; CRMO) &, &8 OFH#H#EICE
S - HREOERTEEHAZ 2T IHENAWOKRETH S, TORERBIZIARTIELOBREKISEEZD
NTHBY, IhFXOHCORIEMRBIZHEEN S, ARBIIREEHRICEFHZIN TV L, RIFTOLEE-FHTE
FTbTE 5T, BEK BRE BR, PREAHTH 7. [HI] AIIZB1F % CRMO O EAR. HR
SER, TBIRIE L ZORE, PHRERETAIEZHME LT, A OLEEEEREZ ifT Lz —RKiRIZE
HHROEEE, ZRKFARIIEREOIEEEZ HWE Lz, [DiiE] RWTRIEA 5784 o st BBORMT 7e 53
[ HCRIEMER R & Z 0B B oS EZ AR, BITRBATIORSE, ZWIA NI 4 VHELICET 20
ge] OHIIGE L LTiTh itz MRBHERHI/NERN V)~ F R BRAER BEERE Lz WIREICIE U7z
I AR Rt 2 R L. — kAL LC20154E1 H1IHA 52019412 H 31 H £ Cl2xis (M2 - M
b)) L. CRMO &2 SN BERZ ALz P24 EEIE A EE [HOREMRE L Z 08k
PR T 2 B 3 O 7 | WFZEHE CREd 7o Wi LM 2 5 72 9E R R & & DS, ARIIHEIT L TS
BERAE IR & B0 SN7ERIE DR L7z 720 —RARICTEED ) LRIE LMRRICH L. ke L
THREZOHKRG ELLINBEOEROR) [ZOWTOT 7 — MAEZER L. [FE] —KHAETIX
2631 fiak s S, 9 B 1894 Jitiik 2> & & & 15720 MU IX706% TH >72c CRMO LS EED D
EIE L - IZ 117 fiik © S SN BERIIRI 24N TH o720 ZORENSEB SN LEOHEEBRE
¥ (BRI B &) 13415 (95%SHEX [ : 357-474) N TH o720 IRAEDHENER D ZOTHIET 5,
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045 [REPSL2BBEEMNTHEN SN A/NBIERRESE S RRAES DI

OffA AR KB BET- K E' fEaAR B, AN e RH R, K8 R
VISR MR, RRIRR S B IR

[(#E] MROSEE I RFIZEEDSBIELE L S, IRBHEICE > THEBT ZHEDN R RWIREHTDH 5o
Lo LIEHE S 300 TEE 2 &SI EDHFELN DY R 5o

D% - T 202145 H & T o> 1048 TR 25 B/ ERHZ IR 2> 5 40 SR A s H i I2 R S o7z FR e
PES &) IRI THE B 2 S5 HE Sk TR BRI L 720

[R] BIR3BIL I AF, S ERh Il 126 (6-147%) o EBIFERIFRENE CRIRMEZ 260, NRRH IR 2
LT R B R A L0346, IRFHIZ 02 PIRERR M 72 5 720 ABIIRFL R DS o JiE R
RO Lol IRBFZZh S/NERZZ E ToMBIEPRME49H (TH-14E65H). Zhrid. A4% Behcet
# (BD) 141, TINUEMERELIE). 50 SPNTMFRMERE ) BR, EFNERE LT, A2XBD & TINUE
ERED 261 % & & 3BIATHLA-BS1 30 Ee X 72 3B AshuMbiiktt: (160150l E) 72o7: (HEDH D)o MMP-3
EABIRWER AT BB R o 720 SENTHLRRIEAS 230, 261 TIRN L > XA 2 2 L Twize /MR
FCONFIHHRIE TV F=vo Y NR6 B, sl /i385 6], AafBD & 55tk 7 By RO R
P26 R H (IFX/ADA) 72572,

(2] BDWBEEOHLA & L IXJIATHEE D BIIEY A 7 & SN 5 PUREPURR LB T3 seE BRIk 4 7
HRHI D LEE o TV e WTFR LD ZWIEFNIINFREREZ LS LI R AR 2y br— b T&Tw
720 BD B3O HLA R HUHUAREBNG, SRl A3 2 B9 2 H153% Wil BIPEAVRIR S 7z,
NRIREGNE S &) SR O T-51 & 2020 4ER Tl HES 2 BIARRERE & 2 & 72 9GP Z2 120 L T3]
MHAT A NG00t / R ORGA% 2R TIAED AN EF SR I Tw 5,
(#55E] DROZRE D BRI IIEDEIT v & S, EHERICZ LS THOREFMRFELZHL TV LA
REVED & %0 MM A SIRAHE & /N RBHE 5SS L CUE R AR NARHERZ B2 CfroTwnwlZ
PEETHY) ., SBRIFIVNE) 7 FEOREFELI NS,

0-46  NEEIREN—F 1 v MEKH B AERBIORE

OMRER B Fln . AR BiE. A A, POk S—. B9EE A Nk H—
BT SRR BE PR AR FE R 8 2 B /N JE R o7

(5] X—=F = v ME BD) (ZEMHICRET 2 HKRNAHOEEHREERETH S, BERGIHEL P <72
DIZH R WT & #Y) 22 B IGEHE S LEETH A 55 IHRIRPUEZ P9 5 BRIV BUII S 2 Tld v,

[H] ANBEIZEEBD 2B 2 EHEIUBI O BRI EZ ST 52 L2 HME L,

[J78:] 19924E4 H ~ 2021 4E4 H £ CIC Y2 22 L 1I6m KM CTRIEL7-BDEEZ LN G E L, Y7 uk2
77 3 2OV (IVCY) 7213 (Bio) 2 L7235k 2 Ekiit, wInb ML %
Do 7EBI 2 R RUGEE L B L, B S EREIR B X M B, i, afHEZm L, 282
T L 72,

[528] or 513 2061 TR IEATI3BI (65.0%) . FEREEMNIZOME (3-157%) . ZWrEEIZ 1155 (6-15%). 412
Bl (60.0%). BE\8F (40.0%) Td -7z ZWiHFOIERIZFEBAI26] (600%). HTPI%A2061 (100%). 4+
Rk B A3 1261 (60.0%) . FEMIHEZEAT106 (50.0%) . HRIRZEA 4B (20.0%). WK D56 (25.0%). B
SEZEDSSHF (20.0%) . MAFHKZEDLB] (5.0%) T o720 HLA-B511Z5/19%1 (26.3%). A26134/1761 (235%)
T o7 Firpan e F 2768 (350%). Z Va3 a)VF 34 FA861 (400%). Foy 33 A3 10 41
(50.0%). IVCY 25241 (10.0%). Bio2s7#1 (350%) WM ENTHEY ., 2BNIHHIED AT L Tz, B
FEICPURE 1L 81 (40%) TIRIESUSHEE & Jik LR, fEHy. F2HEIR. HLA. Wik CRPEICA E AT
Lo lzht BECEHEREDOEHN LD -7 (0] vs 561, p<001). EHEIEIEEDIVCY - Biok5-FH1x
B2 8 R BEREIRAT3 B, BAEI A 260, BB 260, IIRED 1B TH - 720 B REIEAE IR O R PUBIIL I
WEUGHE & el U CH B2 W CRPAEAY S A2 o 72 (0.16 vs 844, p=0.02). 7 + T —HIRI1Z5.34F (0.2-25.04F)
T, BHREOEHZ 16] (50%) 1238720 16T Bio 2 K3 L 722 FHRICEW R L Tz,

[iiaE] Wi oRERIZEEH L R TH - 720 NEIIFIEBD I B 2 iHHEIuel. B wE & ope. KF
R 25 S EAR T WO CRPAEDSE VIEBINC S A2 5 72
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047 PREAN=F v MRTREZNFCHEBEEOEREI/IAOIRIEESIEEMI H S

Ol &—"'. ‘aH kL g H—3
b e S B2 Immuno-RheumatologyCenter, 23 W b /N RE RS B & o 7 — &G0 5},
B ¥ YA N o N el e o3 ot 2 B e N A AN Y

[BW] ANEX—=F v biF (BD) OFBWIC TR E 21 T 2 HEB O 40% 135 A 57 ) 24 < —
F v MEghrkde (LIT. BEaABWikEE) 2z 8 kv, /WNEBD OFEIROZM & OME L VBT
HHEERER T A -OICERBRFEHEZWSPICT 5. [HEE] REEZOR—=F =y MET—F 77 )V — 7<ﬁ
oMM CYIE)) 2EM L - EEREE VT, AREHEICX DV /REBD & B Sz b OO E B
a2 L CORVIERZ NG L L. Z ORI Z T L7z [EER] NEBDS2IERIO 9 5. B4 M
RG-S v (BEWBITHY) 1861 (IR 8. ZIE 104]) 2 WRITHME 217720 FIERD S HIONE
1$94% DFEBI TRRD S, SETREDG X 44%. B EIRIZ11% TRl S 72— IREDHE & 1 - 72 EFIE v
o lze BEEIRTIX. THALEHERIZ 28%. B J1322% TR 7225, MREIRB X I FEIR % 5260 7256
Mw&#otowﬁﬁﬁmirﬁ@wﬁﬁki FNHRVIHHZZA, BEIIL K DRER (78%) TRED B 72,
[#am] S oE» o, AEBD Tl GEEAE S %éﬁ%?iwﬁﬁfb&w—ﬁf%8ﬂ®fwﬁ
%%%ﬁi:&ﬁ%%#u&oto¢ BDTiD%ﬁF&@f%#”&W SWr IR HE 2R 9 5 7201213, 56
%Kowfﬁﬁ?é:kﬁk@f%ék%x%htoitw%ﬁD@ﬁﬁ®&f&<%®ifﬁuowfﬁﬁ
FTHZENEATHLWREEEZE X 720 EHEIAR—F = v MEICETAHFENIEILTIE, ThoilonT
T —=NA%R LT V75— M2 SBRERT L2 TETH S,

0-48 #inclear matrix protein-2(NXP2) i A5 EFEH R BEH X IC 5 (T 5 MMiE CXCL-10 DHEFE

OFH EA. AFE W, HH B—K
TR R A7/ N SR 27 G

VEAEFAEVE 2 8 75 %% (Juvenile dermatomyositis:JTDM) (2 B 0 5 W i 245 5809 H ChUR o 3 B & R Iw g 12
FRZAE DK E, IDMIFREOE RZBH SN SNO0H 5, A R ERER L i KT THiE L 72 JDM T
Pt Nuclear Matrix Protein-2 (NXP2) HifkFsE D — B %2 #E5R L 720 Wkl FAEBETH - 72— H T, Wil
R & MRS 2 A 9 AR I - 72 SIE M 2 E o I BARE C, IBHERIAE < T8 ) B o dE Stk
% H7zo PUNXP2HRIIBAERBRARIGRRA TH % A%, BRI AIKILAE DI W & v Fi S iE# st = %
25 FETOHMATHY, BRINEILENL, $-Z0OBZEOH A A A~ 2IL-6. WM TNEF 2584 1/2,
IL-18, A v —T7zuaynEEEHE L TOCXCLI0DSHE THIT LIz E 2 A, HEGOTT 7 7 4 Vi
CXCL-1012fm 0« F 72 CXCL-10 13 ia#Bia A D BRIICEMEO £ FHB L7z, MEICBU2HEEA NI TV —
#EZHECTEERMATHLEEZTBY., MiET %,
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0-49  HINXP2intkGIE S FIERBHRD 15

OfFELHR 1=, JUR RRIE, &7 0% W TV, WK ERE. Uk TR T R
AT

VRS R R B R R 2K A B A AR SR A I S M 2

U BT AL R R B B2 S T R AR SRR B2 A0 B L MR SR R /N A - REARI AL

PR BE R R KR B B AR ST e/ R b o 7 B A -

SRSFTNLR AR v & —/NREEE R Y 5 — /N,

CHR ) T Y FEMKREERRY =T - BER - 7 LIV E— R

[#35] HHEMEEZEBHI (JDM : juvenile dermatomyositis) DEREGIZIEME & 2 A R RME CHURIZ X 5
TREL R B, ST 4 ZPINXP2PARBEYE DM ORER % 8B L 720 Z W 2 IR T me FREE, 7IE,
FUPENE S AL I 2 PRV ER D 6B 2 B L 720 AEFIOR#E 2 & O UFFCREER L 72U NXP-2 HiiRBa
IDM DERIRI R & i %o

GEGI] 142 le W BB - . T, FERBOREAHBIL, 1 7 A OfE Tk & i< LRk
DFMEZ LS 72720 ENR 2 %3 Ulze BRBiRE o BE S a6 S, BAEHICHTE/NERI~ARBE L
2o MEMAETIEIZ LT F o FF—¥ 5972 TU/L. 7NV F5—¥ 353 U/L & ST, RN E CH B
I PENXP2 PR DS 5 72 o 720 MRIC R0 IR #PH & KBRS 5 20T W2 38, /15 9% BILC i 3R 0 3856 0 i
DHEN R ZRD-Z L H 5 DM EfEEZK Sz, 7L F=vu v (PSL)60mg/kg/day & * b b L ¥4 —
b 20mg/ A TOHEWEHD BB S N, — BRI L 72 A PSL O A He PR E B X O 2 R T 2sHB L
72720, BBIANHAABE L % o720 UBPZBRIEHIME TSN A, FHARFE, A0A%. AREDENES
A, AFNVTL F=va v A (mPSL) #EFEE 3N, fgEra 7)) YEHEREE 2R, ¥ AR
(TAC)4mg/day & & Fufy 7 ou ¥ (HCQ)200mg/400mg fd H$5-Z 0 L. Fa# i e i b 320 72
2. BEZF1 7 OB THIERR TSR E 2% E L7z, BIfETAC & HCQ @ PFH. monthly IVIGiGH# T
%2R L. PSLOEZHED TV Do YR CTRER L 2P NXP-2 BRI JDM6 Bl 0 9 &, BTl T R %
P BEOH KT 28072, IWRIZEFEMEAIIMPSL %2, PRIy 7aKR2A7 7 I NHEREZE L7,
[#55E]  PUNXP-2HUKFRE DM Tlds WiiiEIR 2 2 L. HILESRE R B AR LR E DAL TR EBET 5
CEDHHMENTEY ., BRFEEIZIE U2 2 BRI ETH b,

0-50 EFEMEBBRORBERICHLTErFROX> 700X PEHTH >7/-26)

OB IRE, &1 Bl FRHB N FMAH #H1 L &° B TR
K IER°, 7 s

U R R BB AR B R B A S T SR 5 A T R R 2 43 0T

PR A B R A B I B A B T e A T 5692 s 2l

S MBI 3 R A P 2 B I MEL R 4 B e /N Y B - AR IR

M) 7 U FERRFES) v F - BEGE - 7 LV —E

P U R A B R AR e R B 27 A S T 0T/ VL M 1 7 B3t 7

(i E] HEEEEH % (JDM) OHIZiE, BT Z2 b3 R EEIRO A% 25 2 8 - RFHEE DM R, /i
KT & B2 S REIR 2 A 5 1 3189 JDM O FE H 2 5 IR F 23R L C b B ER DB IE T ARERIDVA SN L, TD X
3 R E EARETAIDMICH L. FekTidE e Fasyroud v (HCQ) A SN TWAE A, AFT
VAR BE A3 2 A B DO IRFIZR SN 5, 4 JDM O Rz FRERICKH L THCQZ MM L, AWM TH o 72261% %
BRL7-0OTHET 5, EG] FEBIL : 15K 1o 145%5 » ARICHET, CK&EfE, BIRALR., I o ok
7o SRS, AR, B R, PINXP2PUKRE2 S IDMEBWI Lz 2784 K2V A, FL F=vn
~ (PSL) 45mg/day (Img/kg/day), * F bLFH—F (MTX), 0iEr a7 KRS TH - REERILIC S
L. PSL%&#iR L 720 1552 » A PSL 6mg/day CTHHIT - SHEBKIHEOME 2GR0 7205, CK _LA-RHiiERZ Eb 3,
HCQ 200/400mg b H$%5-% BiaG U CRz B RetkIZea L. DR D PSLIRE W RETH o 720 JEBI2 : SFRLCIE, 45%4 »
HREIZHEALBE, Ty b o #E N4 M a—7 85280, BECKEHEL RO T 2D 3, L
Wi, PUTIFL- y PoikBtED SEFHEE JDM & B &N 7ze 2704 F - #7101 A X (TAC) SMHIZR A4 T,
PSL 75mg/day(05mg/kg/day). TACNARIZ &L 0 KJFIERD L L. PSL 05mg/day F Tl S N7z, 730 » H
BRI - DU - AR BB L CK FA 2% L, KBMRI TR 27z, A7a4 K79V A, PSL 9mg/
day (05mg/kg/day). MTX 12X ) CKIZIEHAL L 722SB AEIRATELE L7272 75 2 » HIZHCQ 90mg/day % Bk
L7z0 DMARIZBEMIER O UEMIN % 20, HiRDHR7% { PSLIREZ O TWb, [E5 - #55E] Bmmdionhd
5 HCQ¥G-TIEIB DI EHE L O D HH05 WTNORER S B S T TS 24 BIVEH 7 R HERD
LEDTRD SNz IDM O R JEIERISHT 2 HCQOARMED = €7 » ZIFE o, HEBEZR & BN 2 IERIC
DIEEZET L7720, K TOHRINE RREFIERAPIBEENTWD, AFBTHLEERDIERMEREBLEELEZ N5,
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O-51 LEERE. MRS DL-HLHET T M —TAPEDLN T
HLMDA-5 kG DEF MR EH K D—B)

OftiE MeL's %8 R |1 25 i K =8 27 B R K 5!
VR OR A B A R A - /N JE R R B A R IR RS B I - B 1

[lFUDIZ] HEWEEM% (JDM) ZEEER. HHETE2FERET2HRETH 2. 40, HEHED7:
O, FAEVRRREEAI % (JIA) R&HT) 5~ b—F 2 (SLE) 25ebzns, K2 s 5 O K%
b EEV. PLMDASHUARRGE X D IDM OB E - 72 i bl 2 5k L 727203 5. DEB] 10L& X4
1A XD EAWN%, WFHEOPIP - WFE - WS, MR RERE O KAV, widd - 5k - 5 - F
A - FHCRLBEASH B U7z 5 4 ICBOEE A3 AL L PIP BOEIIERR. 88 % & 72 L7272 F4E12 H IS Y bR % 5%
Z L7z MEMRATWBC:2700 / u L, Hb: 117 g/dL. Plt : 169% / u L & MERIRD % 8. SLER JIA A
BEDINYBHIHIN & o720 BT R ClE, NPHALEE & T4 - FIRIEICEE %2 05 ALBE. MP - 1P B & I8,
RS AILE R, BA OB 2 520 720 W F 8 O MRIMRA CHBEHT R, FGER MRI O BRI
HIT2 THifl KRR AR ICE S5 2300 72, MEMRA TIZCK 254 U/L & ERH 20, PiMDA-5HI1A955 U/L
TR TH o 7205 PiEEPUA. PLRNPHUIR, PUSS-A - SSBHUK, PUScl-709Tk. PLCCPHIK, Ptds-DNAHL
RIEBEETH Y. JDM &2 L7, AR ® Childhood myositis assessment scale (341 5 Td > 720 MECT
30 H T ARERED, MEEMREGPHEIDM R L., A7 a4 F2SOVAEE, ¥y AZANR. =2 K%
PN ARERAT o 720 REREIREMii G, 72 F U EOSRRE R LB E ko, [££] IDMIZBIF
5 RDOEPILJIARSLE & O A2 T 225, BHELALE RO ALBE. B HVERIEE 20 SRR 2 2B 05
Wio—B & % o720 [Hiak] PUMDA-SPUARRGTER B f K Cld. MR AP BM CHE R AHT A2 L5
B R SEAT R O B E T 9% B, AR R H OO 21T S EBMIICERHTH 5.

0-52 R TARKIEIZEOEE L & - =i MDA-S A B E 4R EEH X D—B6

Ol &, W &, /OK A, #mR KD
B RAR A BE R AR 78R N R

] PUMDAS PR YR AETEZ S J¢ (JDM) 132 TR MM % (RPILD) ZERIZAai+as 2k
BHSN, FPREEO-OIITRIZR., HRIEETH S, [ FAIKILIZ]DM TRRD SN 5 A, HFLMDA-S
PURBG R T OGO IHRE I v e BN AIKALDSTE W O 2% & 7 - 7= 9T MDA-5 Bk [V PRI 28 45 0 TDME
Bl Br L ze BER) 73 B B AR R Z R0 280 5 B L 2 WA E 5ok T AR % 35k
WU % 2P THEHEORKR 2 ROZDHETT PE—EERE LTSN TE Y., ZOMosERIE
Llrolze ZOH%. WM - BBEEMENICERZ ) KBS HBL L., BHEALRE OB L2 D72, HERIZEED
o T HT A S IDM 258 b v, i REFERI H CPUARMRAIC T, JuMDASYURDSBETETE - 720 F 72,
KL-6 2024 U/ml & ZEWHIZ EHLTBY, W CT TR R ) AT Ao, BEEM %L E 2 Hhiz,
PRI IR T3 7% <. MRIMAE T KT RIERD % 2o 720 PUMDASPURRME IDM I & 2 R PR %
BIXOETAIKILEZH L XAFALTL RV B Y RVAR2Y —VifTHR. 7L F=vary, Y7 aAKY
YR CHEFEEZRB L. ERL P ICKL-6 T, Wi CT © BT 25 L SGE IS 7 o 720 WEEBRE T A
JRACAZHS TN L 72 ASBUE D IRAF L TV B0 [FEE] SCHRIYICHRER L 2 72 8#iPH Tl Bz T HIKILASES I o 224 &
72 o 72HUMDA-5 HiAk IDMEEBI Dt 13 2 v o HUMDA-S HUARBG MBI T DA IRALIRZE D4 P A Clid 2161 0
B, EINTIE3IBIHOBITH - 72 L i STV 5. AIKALIRZ L DM F95 1% V44 2.9 4F & 2 W IRENC B9
HEENTWS, PUMDASTUABGTEBITIZRPILD @Y A 7 35 L WA S8 RiEEIITTb b 20, AKX
AL B RN EED G SN TB ) AU D R WIREEDSH % o AIEBI DO FERERFINI A 225, Uk D 2
EANC R ERAHOFEA 2B 5., TOB—MEOBEEEZZEOMI D H > 72 FHRHIZT TIZ]DM 23895 L
THBY, HEAGE CICRMEELLD, R TAKILZZLZTHRENE Z Sz, [#EE] SUMDA-SHUA
FatE Bl IDMAC BT % B2 FAIKALIRZ Z AP 7205, BUEORETAEIT L2 Lhd 5,
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0-53  FIKEMKETE % Z2URICEH S h 2 MDA-S A G4 E F 1R EH K O—B)

OfdF HoA's Jrise AIml'y e /KRR, B w07 ks AR HE
Hes SRERY I L2 N st e T
KPR R NER T HANT 7 A Mk NER

[;68)] HEMBED % JDM) Z 1SRRI CTIIE L. Ty Fu U iEReAY + b a— 7% RN RS &
EMAEEOHNET 2 29 5 REMRETH 5o JuMDA-SHUKIZH RIFEN H YA —o T, SHET
FIEVERIRICERICEDb > T E SN, W - FHROT—HI—L L GEFEER SN TS, 5 J]DM OJER
& LTI 720 B R R 7K % 2B 2B I X 72 UMD AS PUARBEYE DM O — 61 % 4 50 EBI] F8#.
BRI BERLY EFRICZZ LA1IEBE N WL~ b7 v CT THRKIEERE. M2 iR %
B 772D BEERIANARE & 7 o 720 FARAIEATIC X 0 IRGYE, EMRESIEENTH o7z WHFIEPIP
FAEI P e AL 9B & BRI R &2 780, CKIZIEEMETH - 72037V F 7 —¥98IU/L L #EJE LA L Tz
JMETFIE 7 < MR TH R RIZEAD SN h o 7225 JUMDA-SPUARAM O _F A & K % 5% B C R F i 412 8
BLRWHIRZED2720]DM & #ZWr L7z KAEIMIFN signature ® FAH L RO TEH D IDMEZ/RE S ST A
Tholzo BIFBREATUA P, Y270 ARY VICXAEBEZRBL. LARKICHESR. BB ERITEP L
720 1 HAOKECT I THMIKIZIE L, WliliE ORI ZIEHBEIN & 7% 5 72 BRICHIMDASPURIZREYE &
71, IFN signature d IEHEAL L7z. [E8] AT KERKEE, WA 2 RO 7205 Bk - &8 &E
RIZZ LK. SIMDASHURSIDM BRI O KR E LR F030 0 & 72 5720 F 721FN signature ® L&A iZ JDM o
BELxol, HORERBIZBIT 2 WKEFEIESLE, i) 7 ~F 2B CRRNICHEIC R 2 2 Lidd R
. IDMTIIfMiTH b, L2LARASIDMIZAEHT HMIHEIRD TSN TVLTFHRARKRTO—DTH
0. BHENCEW, BRI T ALERD D, T020, FERAWONIKE % 23 5/ NEFNZB W T, il
M7 /5 9% + B RAEIRIZZ LA TS IDM ORI OWTRE T 52X & L H 2 Hhiz,

0-54 EFRERRICHTFXVITEZREESN 25 EFHFRMEHRBEDRE

OVarS fe—. fl # = AR e, R Ao ISR R, BFEE A Ohik H—
BT SRR BE PR AR FE R 8 2 B /N JE R o7

[F5] #FF X7 (CAN) DBEHICE ) 3 ) X 7HRBRAT5F 23R T o 724 G RUFAEVERIE
PEBIHET 2% (SJIA) BB O BB AN HRE L 22 ) T, QOLAYAI L L7z, AFBTCANMRBEEH & 22> Th b
RISIEDHED, WA TSR OBE T 23 GHBOERE, & S5IKRESRASLN TV S, RIBICBW
THAFF A TOWE, KREIZHET 2 —ED ML,

[HH] CAN Z g S N7z sJIA BB OFEREZHLPITT L7205, RIFRZITR - 72

[J7:] ARWFZEI385 10 SR CTH 5o 20154E7 A 205 20214E6 A £ TIZ:URHTCAN 2 $5- X 7z sJIA M
FHOHH, B ANEGEOEE»D/ F2E3 R GHBOER) ZiihbN i BEL G L Lz, Z#EEID
T CANJRERO 7V aanF a4 F(GC) B X ORIEMHIZEOA M, CAN O 1 M$ 58 X OG- FkE.
CAN A OB EEEVE. BAREIR, MAEF L2 L. BEt L7z,

[#HR]CANZ#H G SN7221%40H b, CANZIEE L-D36% (BB, SHBA%. HB#EE%ICHB24)
Th o720 FEIEAERIZHYME 4.0 (HiPH 1.2-88) . CAN BIAAERNIZ 126 (7.8-369) Ty KHDH5L4TH -7,
2HCMASOBEREA D V) . 24413 CAN BASGIECIE B MBI 267258 > 720 CANJRE H 2DV T, 15RO
BEPORGHBEOLE 3%, HGHEOLE 3%/ TH) ., 1HKE5EH150me & ) L \WEETIE, 150mg/ b
WCHE SN RIS HBEZIER SN Twz, 1HHEGELZHEINZ3IZHOGEITZENZEN, 28, 29, 37
mg/kg/ BITH o 720 EABILEREOG-HMEIZ 6 M 44, 8HM 244 Tdh o720 CANEIFIZ4413 CAN Higl
ThY., 281D DGC & GEIIH 3 2 i S Twiz, CANHAID441ZOWT, AL % 5 THh S CAN
W TOMMIZ195 (1726) 2°H TH o720 CANZIRE S N726413. EHI IR TER 2 MR L
TWwiz,

[FEE] BRPRMY MR 2 5Z 0 L 72 B O sJIA BEHICB VT, CANDREN R TH S Z EHARBINT, HoEw
IUTF Y A%EAH72D12E, MEOFMEZHK— L72ai ZERLETH 5,
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0O-55 2 HREFEMISRMBEHERORIBZFRICH (TS, systemic Juvenile Arthritis Disease
Activity Score (sJADAS) D#&5}

OMiE B, il #=, IREB e, A Ao, Puky S—. BFEE A Ohik H—
BT VR AR AR B R S FERE S8 R /N L PR

(5] &5 MEERFREEE % (SJIA) 2B 25K BB O M Y — L & LT, systemic
Juvenile Arthritis Disease Activity Score (sJADAS) 254, AV CHE Sz, LaL. HARNEZEICBT
% sJADASHE B & O"FE R O sTADASHIZMET ST w v, [HIW] KIBSJIA BEICHBIT 5, W5EKB L O
TR O sSTADASHHZ W & 202 5o [7E] A3t A 1 X BISBZETH 5. 2013451 H 55 20194E12 A
WZHHE Ly OISR Y B/ NER CRol 2 2 o sJIA BB 25t 5 & L7z WRIEH. W80 O REBlgT Tl
7 H g0 g BIGEIE S (sJADASIO-CRP. inactive disease) % JW4E L 72, Inactive disease {23 L 72fIZZ D
HHER 28R ) OB BIIH T HIHEHIRIL SN KT A IR E L7ze [KER] 304 0 B b4
L, FHB1I3EOZBICH L CTF— ¥ 5kl L 720 %2 D 9 5 sJADASI0-CRP 1% 1024 - THHUW fE 72 -
720 TEHEBALGRE D sTADASI0-CRP O Hr UL it 12 132 (H#iPH5-28) TH V. &EEFWNREHE L LTy IV aanF
34 F (GC) O¥eh-% %\ 720 WBEBMGHRLIHA T214 (70%) AT 0MERD, HEMGHINH T28%
(93%) S0 &L e o Tze BIEHICTHOBE T, FHOROFERIDH V. FHIRE O sTADASI0-CRP 13 11.5(1.3-40.9)
725720 BIEINE O ILiIE43(1.6-84) 4T EAMBILEREIZ 2644 (86%) HSGC OFH- AT LTE Y. GCHY-
W12 23(12-100) 20 A 72 5 720 1644 (53%) HS%%8 i 2 AW 2r iy %) (BIO) % #%5- S NM7-. HEMIAR L H
®DsJADASI0-CRP 1%, #8\HICBIO¥ S % 2\ ) o 72 BETHyLiio (0-38) 7257202k L. BIO¥K S %%
J2BETI3232 (0-124) 725720 [E5] &FICHBMGRICSJADASHIZ EH LCTB Y. HEMmEHRER S
WA L7z FEMRBFIC S sSTADASHEIZ B LTz, HABMEIMEZ WS 2 % v b+ 7HOMER. sJADAS
LABIERE L OBESEOME DS HOBETDH 5,

0-56 2 EBREEMISRMBSRICAGLA~YIO7 7 — VG LEREION T 2 5E
~ Dexamethasone palmitate D& R4~

O IE8, Pk BE—. = E3E. N S, A 20, bR R, K8 7.
WA 2535, &hk Al T AKH RREE. SR, A M. B 2. ABRH FEE.
EF TH & S

FHEVEER SRR % £ & L2/NR ) w~ F U o WL - HE o milE(p b

IV F Y AZHEDNTHA FF 4 OB B3

[FLoic] EHMEEEEREEER (s-JIA) AL~ 27 a7 7 — DIEHALEREE (MAS) LT
BEHBEIVFIATOAL FRY 702K ¥ (CyA) DBHVSNL DS, WHEREETER A R4 V3
LRV, kL i1d, AIFTOMASIEHEBROEREZHLNICT L L DI, RIFTOARFEREE LTHHVON
TWABTFEFH AT VI F VBT A5V (DEX-P) OFMESB X OREHIZOVWTHE 217572,

(] ANRY o~ FE MR 12 MR B\ THEBEZ 272 MAS 2 408 L 72 s JIA2THEBIIC DWW T, AIINE
EARE, AR O W TR TR 21T 5 72,

[KiH] sJIAZWICMASZE&H L2980 H5HTAF LT L F=vyra >y (mPSL) 7SIV A (952
BUZCyAPEH) 25 26BITTL F=va v25, 260 TDEX-P (Wb CyAPHH) 23— NI L LB
Tz, #RhHI46146]TCDEX-P (9 H3FITCyABRH) 5B E N7ze DEX-PEBMEES- bR TH > 722
BlCIAEREEEE (PE) 2580 X tk3E U720 mPSL 7SV ZiEHHIC MAS 2 &40 L 7276810 5 % 56 CDEX-P
(W CyABEH) A% 1BITCyADS, 1B TmPSL 7SV ASEINE Nz HERYEI26]0 95 5 DEX-P+CyA i
W) TIEmPSL 7SV 2 ASEM S L, mPSL ¥V 2 M%) 61 TIZDEX-P & CyA o B #2598 S il L 72,
b)) A= THEBEPICMAS ZEPE L 7211610 9 5 6B TDEX-P (9 5 361 CyABFH) A% 5BITPSL (9 53
BlZ CyABEH) AHEM S N7z HERIEI 26 TPEASEM S N3 L7z, 1961 T & 2O EFHR % B 7205
DEX-P I BRI L A EFLIIED b o 720

[K53E]  EEAATNIC MAS %2 583E L 72358 mPSL 78U A 25, (B I MAS %2 553E L 72354 DEX-P A3 1st line
ELTERSN TV, DEX-PIEmPSL 78V ABEEER B39 % 2nd line DEHE & L CTARD DL 78R
b lEzbN
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0O-57 YA MO EREAICEDFHHRMAS ETIVY ) ADHEIL - MASTREEICH T B
IL-18/ IL-1 B DIZEIDI%ET -

OKH FREE'S HFE oA fEK IEB Bl 'y ek AL B A4
IR A ERL SN HE il &2

IR R BRSO R JE IR 2R/ N B R, 2 Ot A B R R 22/ i R 7

S GIROK 7 i J s We E 0 42 4 8 B

[HW] =27 a7 7 — IWHALERERE (MAS) (&S REFEERE RS R Loy o FHERBICEHRL. &
Wi R B EN D EHIERIHEIT T A 2 EDHONT WD, ZOIRBIZIFZILISRILL f R EDEY AL M A v
MEAEG L TWEEENRTVEH, ZRENOHFA I A4 v OEEICE L HSICIBH IR TV R,
[J7:] FA4IXIL-18, IL-1 B, IL-18+IL-1 f % FH L i@ A v 712 & 2080 % 7 H AT - 720 512 Toll-like
receptor9 (TLR-9) # Hl33 2 HBOMAS~ 7 AT IV Z/EHK L. MASIHREDIGEL % control #f & LLEX. AT
L7z

(il ] ARE AN IL] 8L IL-18+IL-1 BEECHEHTH o 720 WERKIZETOR TR S, FEAKIXIL- 185
TEWICR SN, H7 ) F Y IERHIMERA I ETORTR SN 225 IL-18+IL-1 f B T A I < I/
WIRADHEHTH D THBLEAMET L CTwiz, BIEmRNA T IL-18# CTIXIFN y . CXCL9. IL-12A ® %
BT L, IL-10DFBAME T L T 7o IL-18BEIG SR EEARAE D ISR R, IFIE R A4 5 1, & mRNA O
CXCL9, IL-12A. TNF a FBIASTTHE L T,

[%53E] 4 FH A4 VISR TTLRIC X MM ZEZMAZ S5 Z LT HHOMASEF V<Y A2 L. MASYH
IZBIFHILI8 L IL-1 BOBEI R RT Z EANTE 2, MWE AR IL-1 BIFARERDICHG LTz, F2IL-181F
IFN » R TNF a 7% EORIEVEY A+ A A4 > o#FFHIBIC, IL-10 OFBIIFNELG- L TW b Z L AVRKE Sz,
MASHHEDOIHNXIL-18 & IL-1 B DWH DHENSLETH W HENEDLDH 5.

\EHE

0-58 EFMIHFRMEHRBEOEEEICEHT 2XE

ORIl = AR B, AT M- IRER R, Uk Ble—. BFeEE . Pk H—
A VN SN U PR S R S D A S R PR S

W] HAEVARREVEREI % JTA) &, KIS A AL VR 2704 FE2IZ LD ET5EREIERBIR
IFT B TEEE (BMD) O TEZRLRTWIHEICH 5. RIFIZBWTJIABEOBMD OERBIZH LT
Vo [HIW]JIABEDOBMD B X ORI OEREZ W S H»12T 5. [FiE] 200644 H ~ 2021 4E6 H 22101 2L
BMD z il %€ S 7= Y EHERE o JIA BEZ SR & L7z BMD d Dual-energy X-ray absorptiometry (DXA) T
W L7ze B, S BN, B & ORIk 45 24 8 (L2-L4)BMD, Z Va3 )L+ 34 F (GC)
B L O HERE BRI, WIS oG EZ M L, BAHICHRE Lz. [RER] w5564 T, 2o HHRix
LY MINS364. LMK 145, VEES6/TH o700 FREEMIIE 4 7.2(15-150) . 9.3(1.5-15.3) .

3.3(0.8-136) T, LMEI1218/36% (50%). 10/14% (71%) 4/6% (67%) T - 720 I ZFALKE D 4E #4513 % 4
9.0(6.0-284) i%. 11.8(86-33.8) . 9.3(6.8-155) /% T, L2-L4 BMD i3 0.557(0.416-0.953) g/cm®. 0.562(0.437-0.957)
g/cm® 0587(0476-0.862) g/cm®. Z scorel3-2.6(54- 0.3). -3.1(48- 1.7). -19(4.1- -15) TdH » 720 MK EAli
B DA 1L % % 159(8.7-38.3) 7%, 17.6(11.8-409) i%. 154 (8.3-282) % T. L2-L4 BMD 2 0.801(0.549-1.074) g/
cm®. 0.808(0.590-1.066) g/cm®. 0.845(0.641-1.171) g/cm® Z score iZ-1.3(-4.1- 05). -1.8(-4.1- 24), -1.3(-1.9- 14)
Th o770 WHEMFIZZ score <-20DBFIZK 4 114 (30%), 64 (43%). 0% Th o720 GCHEERED D
% BB % 3644 (100%).1344 (93%).644 (100%) T FHEIERHREICOWT, EHAEIE Y I Y DEIK 4
294 (80%). 64 (40%). 24 (33%) 12, EAF AR SR — MENK L 174 (47%). 3% (21%). 34 (50%) 12,

PURANKLHUASRIZ D74 (19%) DAMHIHENT W, B, EFMO44THRINETVEH o720 [#
FEIBMD O F 3 EH R OAR L S FLBMROBEICL L AONz. — T ZHBLEZ BV THHER
FEEHRR DR G ENTO 2D BT TH o 720 SHROBEILHAED BMDIK FICE5-3 5 W12 1 5512
FT52ETHD,
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0-59  ETRRICAELUZCRMOBRAIDMZEAREEL SEHERICES
EfRFT R DORERFZEAL

OMrp 2 RHE FE' RE e FA @2 fiA KB o ik FiR
ZR RNV ANIEN N v Nl 7 SNIVN RN R Y
RERT PR NER PR R, RN R 5 — R

[s] BrERNELRESHL (CRMO) &, HERESHEAZ THRETHHEETH S, BRI/ 0K
W - JEIRC. RRCRBZEVIERII LI LIER EIMEZEH ) BT, SN, L FRICKELZ 4 U72CRMO D%
BT, WA 2 WGP 2 R0 720 T, FrORIFNZILZ GO T3 4. DEBI] AR 72 8 e,
ABE2 2 HAGIZ, 28 B FHE S 2 U - TH RN 2 720, BRI L7z, ABE2HEBHT & ) s e
W & RO RS, M4 . CRP 2.02mg/dL T, HiffiL > b7 2 T LBiE 5@l & i 8w 18
Ereff. BIRL 2 R0 72720, FEEMEREOWREMED & D AHMICAB L 7572, CT T34 LRSIz Eh
& F BRI RG22 9 B VIR Bl % 5RO, MRI T A OB BEERIIN 2 TEBENIIE B B % 52
D7z, FHMRATERTRZROLh o7 ALk, AR X0V EAEREERLI-E A, RISEILE.
HRIEO— IR % D, EEMRZIITEEMNTH o720 CRMO & W L. NSAIDsIZTlELZ BB L. 1
A BIA EBOR AT L7225, NSAIDs H 2 12 CTHIm AR L 720 BUE. MEBIGH I HICR 575, TRl
WHETETBY, AEZZTLOL Y M VR TIE. FTAERKEE. RWTH LS ORI E R 5 & i
APHERIN TV D, [E2] CRMO OZWOIEARIIMEEDORITH ) . FFEA AT RISFE L 2w, H
B, EEFHADSES TR TIHRA CHEBOBAERE T > T 5H25 KR, JERHBE2SZME C2E T EY
bLENb, RIEFTIE, BELERIC ETRORBFOERLZ 2 L. W{EHRA - R TZWEE L. NSAIDs
DXL BERNTIZ o720 BRI O FIKICE 5 WA 2 WGEEALMER S N0 T, R LORRENE
1Ly &EOTHIET 5,

0-60 E#HNDAH%EEHFE L7 CNO/CRMO D—B

Ol Sl A2 g i /ORER' . ARH H# B ORI g fE
(O s WAL BT
PRUHR R PR F R JE  ENAE, 2AT AT B NS B R SRR B v 4 — /N

HE] IR E S B4 (Chronic Nonbacterial Osteomyelitis : CNO) /&M E M4 25 8% (CRMO)
. EREEEHLT FRETLERETDH L. ERLERIZFIH O - BIRT, BRCEAEZEVGERIZLIZL
X WY KT, SNl RIHEREZ DT HEADO AL FFE L TCNO/CRMO DZRIIE - 72iER %
WRER L 72720853 50 EBI] AR 12 8. 2B DL B3RS 2 MR B E T IRk B, 88U PLEH
AIBHETH - 720 MEHA . CRP 1.3mg/dL. ##iL62mm/hr & $EFE EH380 5 DA T, £ H IR D Btk
72olze BEMEELT I — TR OHNEE Z RO T, BhEaiiid CEMI RS ORE 2RO L o7z, WER
FEHCT LW MRI/MRA T b &Y H - JERMERZ R IME %2 mE$ 20 /id %2> 72 FDG-PET-CT 2T
BT IEM B ~DLRMEERTTHEZ 2D, FHGEE MRITIZ TG, KBRS, R, BEE, g
12%%89 % STIR B8 5 2 #ERA L7z BEMIRE LRI 5720, R LA LA VRIS 2 5 5% 5
fiL7z0 HHEO—TICHMILE DT 0% ) o8Bk - TREMIIERE Z 520 5 —)7 T JEEEHRE T EMNE -7,
CNO/CRMO & M L. NSAIDs 2 ThE % Bt L7z & 2 AR S WIS D BBTEAL L 720 InpkBIgE 320 H
%@ MRI Tl STIR B8 738U/ LB D BRI A IZSGE LTw s Ll L7z, [#%] CNO/CRMO ©#%
Wi OFEARITMBE R ORI CTH 0. BRI A IIAETE L R ve BUE LB CEEFRA AT T £ ISR
BOBIHEIIET > TV 2205 KBRERNEA»OZWE C2ERSET L L SN L, REFNZ. AR 2 JJET
DN - BEZEDLTRBOAZ R L2H. CNO/CRMO % &HEI2B { & & TPET-CT & MRI T 3818 i 4
RS S5 MBS E 5720 PET-CT TOERBMIZLIZULITIRSEENILETH 55 AHBAZEICBWT
CNO/CRMO DFED BHHICE S LBV H H L E 2 LTz,
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0-61 N—F v MREDERICER U 7= ADA2 RIEFED 161

Offcik s —R5 2 PHH &% I0H &% JF b B JOR AF5 FPR RS, WK B
BOHESE™ B KRS IR K

L R RS A B v 5 — AN RE, RIS KRB B AL IR TR RN R4 B

RS PN o SR S N N R P AN AT S

OB RF SRR A S MR A, (T ) 7 Y FERREY v F - B - T LV E— IR

Adenosine deaminase 2(ADA2) KABJEIX CECRI 15T DI X 5 ADA2OIKT / RIEZ FIK & 3 5 5 e tufh s
MBI TH Do #DBTFEE. BIMVEMNAEZE, K707 VIRE, SR B, TFRUE, HRIER, M RS
bNb, BIZTEROMBEICE DV EIERICEDNDH ), FERANRLRIEAATOHEAARI VI EREL LI LN
Hhbo N—F v MRk OFENIZHE L7 F355L/N423K HE~NT a2 52 X 5 ADA2/RIBIED 16817 53 5,
JEBNE 1532 8o SHERY) VO SEERR. W P OFEEIMEALEE, EBETE,. FoIbiX) 2807205 EAT A Mk
PLIIESE (NSAIDs) O DA T 10 RIS, TR ORETEALEE - & & AT E» I3, 77
F RN R AL OBEAE: & AV BEERE S 7 780 ARRINR—F v MREBMI L7z, IaveF U 2BB L7225 Fikid
A58, THROMENE - 3505, ASETTEALRE, IREREEEFM AN, HMmER, MM, g%, LDH, 72V F
. FDP, D¥ A ~—0 LH L FHERTHEMEL Lz~ u 77—V L HIRARGEZ RO, ~ 707 7 — I
FEBREE WL, A7 aA F2OVAHED:, I eF - NSAIDs Tl IR - AT R E DIc®EL, 7L k=
vuar (PSL) WIkRL22OBEEL7z. 12 H 8. TS &, MEMERBESS TR L. A20 7 O A4 % 5t
WH R R R R4S Tl TR 2 e SERDHIE L 727200 A7 0 A4 ROV A% i IR &
THEALT AW T OMIREBE % D720 FIED O 1AE3 D H %, ADA2IGEDONT 028 T RSO & CECRI
EIn T DO F355L/NA23K HANT O ZE B3R I, ADA2XKIBIEL BHI L. 745V o~ 7 @WK 5 %k, #aik
B2 PR TG IMAE (32t U722, RICHEE. B, AP o iR, TR OMKREREH Y, A7a 4 /v
AFEE Efi. 75 A~ THE, 3372/ —)VEEET7 = F )V (MMF) #3801 L. PSLZ & L7225 LIAIREE
FZELTWD SEVEREOEHRITHER: L7223 0 H R B o iEE 2 B LEE FRESLETH
5LEZOND. BWIIHENL72—7Cy BUTNF- a L PSL, %0227 07 Y i FAHEIERICE N Th o 72,

0-62 HFXXRTEALTVXIITHAEERDOV ) AEY P EERRERED 16

Ol #—. AR A%, b By, Bh AT, 4o Bz, RIE B, DA HER
YR R R e /N W B

[ixtdic] 204y B EHBGERE (CAPS) 123 LTy AIFICBUT M~ G- REHREIT I FF X~
7 (CAN) THh b, —#MIZ CAPSIZHEEBAEIR, FFICTHIRIMAE 2 72D 5 Z L 13 7% . CAN OHEIVEH T,
TR O XD 5 DM O HAT X 2 vy CAN MO AW AR RA %2 G 3 5 EH S — R T RV 4 M,
CANGH BG4 D FREE L7222 T, IMfE, IBEEILEr kL. WL T u—VD7/2dCANE A v 7
V¥ =7 (IFX) B % BlaG L7 0EBIC D W Tl 350 DEBI] 24t AL Bl & 580 & f2 5 % 72
O, BERSHB L7z 2784 FRA M MLFEY— b, TV F U EELZRAZIRBIREL Do
720 15FFICNLRP3 EIZT- DWW A 7 ZRAVHB L CAPS & Wik, CAN K FiEgt#zE A L7z, CANBIhE
R L, D MR Lz, RO L 20 EMiZE 3, CRP Img/dl kil 2 HiFFcE vz
CANOmR P 5k 2 P L7zo 20 ~ 23R I8, T, MAED# DB LAH 0. 235G ESSL S 3k
U720 PIREERA COUEVEIG R BN e L I L. CANZ /R LIFX 238 A L7z, IFX BHIGRRRIEERAEIR 12 7%
LA WD B SHIMB L, BERS R L7zo UREMIEHFERL LK T, CAN & IFX OO D% 247%
THIG L7z CAN FFR SR B IEHEL L. BB L.CRP b Img/dl K 2 MR35 L9 127> 72,
CAN + IFX PR Z BMG L T4 A 2388 L7225, JEHUERO TR ZOMORITER D 2 <E#H L Tw b,
[£2] +—Ab5) 705607 F %V I RE3ERICEBERGEBRESBILL, 7% 5 +IFX HE#
P CCAPS & JEHIEIRDE R L 7B E D - 720 CAPSIZBEWT, CANFK G- I21MH TNF a 25 EA-3 5%
BOHED DD, TNF a BARFFEICEE L TW B HetEdid 5. CANHHE T O CAPSHER] T o8E M e %
TREEE D 72A121E. CAN EPUTNFE a 5] o ff LRI & 2 D 15 5,
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0-63 HFHROKEEEZFER%EH L /- COPAERFDRIERIES DHE

Ol AL BbK IE A Hefl ' KT JERR% IR RIS, ARH %5, PR A
-0 SR AN N A e T R e (Y N NN P SIS NG

COPAJEMEEIZ COPADANT OHEA I At v AR X ) B MEMiBE - BIfi% - BREE2 & 2T HERE -
HOEMRE T, Bl E (BEWEE) 285, COPAD T — F§ 5 COPLIZ TV Jkh H/atk~D 7~
N EGEWR I E R F v )T F YN TH Y. COPIDREEHSTING OE S WG TEL = T Mt nE B %
AL CRIEZERL, i - B - Bc3 TS mEEE T LI SN TS, BRI R RIE TR
EBOVTH D SIEER - NTIIRE BRIC5MeRT) . MM - &E~—%— (CRP. ESR) k¥, HCEH
& (ANAZE) Botk. MimBEALRRIE @ ) Y %0219 NSIP /S — % 525 5 VR MEMI 980 AR5 2 fifE 7
L72WEHE e v R OSRIEIIHIRE TR T, IS - BASHETHI TN - BRMAERI N TS,

Sllbivbitid, Frill COPA LR A R 72 COPASEBEIE OREFIER] (ZHAC4H]) 2R L 7z 4B ORRRE
HWEHET S,

0-64 HfRE. BHEM. FPEKED. MRITERERES 22U /- PAMIUERED 1 5]

OM WIEE, M e, BA R, R HDgE, R B, 038 HE, Al Bk
HHNRREERE G v 5 — R

[1Z U@ IZ] PSTPIPI AR T O~ T OB A ERRRE A 28 S L IR M S v PR B Bl 8 - B ERR e, 7 7 &
(PAPA) JEBEBE O EIN & 72 % 25, @5 T O p.Glu250Lys X p.Glu257Lys & % CIX B, BRIz, 7
W2 5 o PLIMERIK A, SHMFEE, FFME 72 & % & PF9 5 PSTPIPI-associated myeloid-related proteinemia
inflammatory (PAMI) JEMEHE % BIET 5o PAMUEBRIHIIIHAEMEFN OMRELRD ). £ OBERETIIHIN
. BANVTaT s FUMPEREL DI MG SN TWS, SRFHN %R CRP L&A, &L, iFhEkEd % 4
U. MRITHEMREFEFETZE L7228 X0 HOEWREZ BV, BRI X ) PAMIUEGR: & 2H L 72
FEBI 2 R L 727205 T 5. UEFI] 1112 0L R, EH40 AR RS ER D CRP _EA D Fik L 72,
IR ERBORA . B b RO 7272 DA% 6 2 H I I E R 2 1T S -0 BEER oW ah o7z, 152N
X0 BIHIE 2 B AR D R 72 0 P IGE R MRI 2 T S . BEEERIC TIWR TIRAE 5. STIRE TEAE 5 HT
HE2id7z. Ligll 2 AR UEB A A4 b4 > 7a7 74 VTIL-182842000 pg/mL & FH- L Tz,
Bl o HOREMRBEZ BV 2T o728 2 A, MIEMEAT364 1 g/mL. M4EH V705 7 F > H34000
wg/mLESEHES, SANVTaTr s F VMIEDD V). PSTPIPI #5112 ¢.748G > A (p.Glu250Lys) D~ 7 1
EHAR % B 727 PAMUEGRE & M L7zo [F£] PAMIEGEE CTIXRHICIA TSR % 2 4E L. MRITH
HIREE T2 29 AN ME SN TVD, T2, BEITHE SN PAMUEBE O TIXEEERE 2 S
RVIEBIAS30% FEEED U . BN A W REEAE 2 Sz, (W8] HMINAH ORssSAE, MEkHA . MRI
THMEFRRFTZAL 556, PAMUERENEY ZOHOKIEMRBEEZEN T2 LENH D, /20 A7) —
= Y7 HSR O E 2 H 2 W 5etE2 D 5 o
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0-65 SHLEMEMREMH > -HEE®HIL— T ZAD2ER)

ORH i+ WA £ KB @' BHE w47 = 9
URBLPER SRR SR NSRRI SR KB S B B, 48— R S L

[lFtoic] AEEFHETY 7= b =7 ZAIIBT 5 MR — 7 X (NPSLE) OElFI3 238 L Sb. 20
MRSERITZ I IE D o ZH Mk % 2 L72NPSLE 2EBIC oW THET 5. [EFI1] 10 &, X-14
10 H IR CK LA 280, XE2 ISR e IREMEREGMERR MCTD) & ¥ = — 7 L VHEEMREE (SS) ©
OverlapJEfEEE L Wi L. X4E4H & » PSL0.3mg/kg. 7 FF+ 7V ¥ (AZA) Bilf. PSL =PI REE 32
O, XAE1L JICRS, mEIRA, BERALEASHBLLNPSLE &£ i, A7 04 KXV AEEBIFY 707 4
A7 7 3 FEREREE QIVCY) 2 Tk, AZAZ I a7 =/ —VBE7 25V (MMF) ~NEH, Rk mEkas
P 7 SHEEBRE S PR L7272 7 1) A A (TAC) FibeatiE % BiG L7-A%4 H 2 I PR | 72, Prliisss &
REE R (TACIZ R E) Coss L7225 IMAT L & ADMATSI3IEEDFE R 5 TMA & HIWr L7ze Z Dk, Kl
RS X A BRATREE 2GR0, REZ O 7Y VEHEZBIN L7z, DEB2] 10548 X-14E9 Ak, kit
MERLBEZ 300, X111 A ISR, SS & MCTD @ Overlap iEfE#E & 2 L. X4E1H X Y PSL0O5me/kg,
MMF B#h. PSLig=E THREL2HIC AR, A 7804 P28V AHERTT & MMFRESB X O TACHIREM L 72
A5 4 HRICHRME A 2 L NPSLE & W, Prifigss & B oxtin L, IVCY & HCQ Z 38 L 72, #4358
22 WS AR TER A5 B L MR A C i P i 0 A A8 e e B 1 X 2 B IR 2 FR O 72 72O BLM 28 L 72, &
D% D BT S TN MGE SPECT T FARAF T 57200 v X v~ 7 %BIM L7z [F£] 2%k
W% 2 L7 NPSLE2 6 % #88k L 7225, € ORI AMRERE - MmE N REE - Mgk s - fuhieiE - &9
A b A A VHE 7 EHBHEC RIS LT REMEDVRIE S, TR ICHERN: L72o [#53E] NPSLE 1Z SLE @ 1T & i
WETH Y. RN ADTHRLEICED S, SLEIHE ) #IRERIZER LIPS 720, % % BRI IR A
LNPSLEZ5E) 2k &, Lidz#h L. A CTHENIT 25 CRY Z2ZW - GEEEZEL 5T LPEETH L,

0-66 HFV - HEEZURERE LSV ERBEHEZEL2BMIVTYF—T Z2D—F)

O&T W', SR A B RRE WG &> 3K EM°. &% & FHI 8%
B KB RS

RO BE R BB R R B B B A A T e R S A T R R

U BE R AL R 77 B B 2P AR F P A SR s 7

S PO BER AL R 2R B B PR A F FE RN s B e, MR SR 2 B2/ R

[lFLoic] &%) 7~ b—7Z (SLE) 3 EHELEITIFFT 5 HORIEWRE TH 5. SHEMLHED
] FIPE W SLE BE O LG P RIIRIEMICIA L L 72 b 0ok e L THRMEORBED A/ L, IRSF A PRI fE
) BBIEZRIER D LR v, SHFEA1Z. O TV EMEZOIERE LRSS GIHEL 2
L72SLE D— @ & #&B L - D THE+ 5. BEB] 4o )d, BIZSLEDRERESD Vo 3EM%E L 2% v EliE
Pesd F o & B2 ERICHTE #22 L7z, 25t L 2 S, SEREBEB L AT 0 A Nz A
ENT2YE L BNNER WIS Y BREH BRI AR L7z. ABERIEE. SHOKBE. ik & oLy
RS L 7= 70 H /N ERHERE & % o 720 SaRHRE LT 2 388D, FERERE & 1) 56 L T /72 2 & 284
L7zo ffEEIICIE. D F W EEBEDINC AT 1/48 %D 72, MR A mERE 4700/ 4 L. Hb 100 g/
dL. Plt 138 J5/ u L. CRP 585 mg/dL T - 7z RMA TIIEERARDAMCEREFT RIZ L o725 DD,
JE 5B 2 CT MAr iR A Pk & R E, B EE OBROERRIEE RO, MHRE %5 X OB HE
P S & % 2 SN2 MRITUE, AP HMERIC SRR %2 ) WL 2780, NEMREOEHD Db,
MU, Pt dsDNABURGRHL A Vv ¥4 ) € wHuikiffioo b5, M ah AR 0E o T 2 o M i 2 2 32
®. SLE & &M L7z, BEMTIZ Class 3¢ + 5DV — 7 AERB XL ORMEMEEST L0 R 28072, 270
ARNRVABIPY 70827 7 I FEHEIC X 2 EEABEZIEIT L. © TV, fE 3l L 2z ok
HREIEELLDOO, BECHEREIIZEICIILE L o7 [ELZISLEOMRIERE LTH TR
B 72 COREERERIIF TIED 55, BRI ENAT S R IESREEICELZ LD, RENAHOHER O F
WERT L BE LR TIZSLE D ENICH T L LEN D S,
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0-67 BHX YN L T &{ERL 7= Silent lupus nephritis D% 12 #i

OREF =, il 28, B —& AR RS S ma
HORRARL R A/NER - AR 25 0

[#E] ¢4 MHIBY v SR 7€ 7 7 0 —F VPR TH 5 X)) A< TIEARFET20194F12H £ /N2
DOLEHETY) 5 < b—F A (systemic lupus erythematosus: SLE) I12%f LR S N7z, LaL, /WNEOIGE M
W—TABRIZBITHN) A TORMFRSIIEFHEGORMD D 5. 4, Silent lupus nephritis (2%F L 514
IO RY) A= TR L7ENZ R 5. DEF] 1254 17 BEi & 0 FEY @ illiiE %2 3o ik
640 s D 7= O UFHTHAr S hzis L7z, AR PIPRISN. 43551 ~ 3#EPIP PASE. 72581 ~ 4 AL PIP B, RO
W RBE T O BT %8, LM ERIRA . $Uds-DNA GRS E. PLSmBikB k. FLRNPHURR . $t0) >~ IRESUA
Btk AHEfRIAE % 72 SLE & 3 L7z AT TR (1) ~ (2+) (RBC<19/HPF), JR&E (1) ~ (*)
(TP/Cr<022) T, RIBEZROLED o720 APTTOREZZOMY Y IREVMBEEHOBEEZEZ AT 0
A B2V A% 27 — VHIATR. R IE AR 2 1T L 72e BT ML T AR BRI 0 20% (24 YA B gk R
TAX—N—THEXRBDO, V=T AFRIBMEBM LTze TD720, A7 P2V ZAHFEIHEH X,
Fe¥xyrzoodr 200mg/ He 7L F=v 0 »07 mg/kg/ HIZMz I3 7/ —=VEE7 = F )V 2000mg/
HEH L. T2, ZHOHCHBERDSBEETH 722 SR MI VR A< T2 Lz Z0%k. dids
DNA PR T & 22 D Mgk & fiffE D EwEIb L7z [EF5] XY A TIEAT a4 FR g2 il
PP 2 7R T HEG 1 SLE OERIRFER DU, FROMHE]. A7 a4 FEEMRITRENT WS, TFE, BAD
V=T AFRIIBWTRY) A TOREEEZ R TIHEDIBTE 7225 DNRONV—T X RITK T 26801
LTIV RERNZZHO HOPERDGETH 0. OB ROEIHEDSEH WSLE & E 2 XY A THH %
RIS L7205 SHOBEZ B CHMMEZHEICEHME L TWw & 72w,

0-68 dO0FADOTLT7 7y TICKUKBABERRICE LI —TZABRXRD—BI

OB Fr L AH FARY AT BERER' P8 B0, M 2R /A ERS
RPN AR A AL v 5 — MRS GSHRL, P SRR P R e AR
KB AR A A > & — T U PR

[iZrwic] &85tz s~ b—=F2 (SLE) @7V 77y 7ORKE LT, B, OB, A bL 2% EDH
HBENTWD, S, 2uFMz GO AREOZANERNEZZ SN KHEAEICRRICE S V—T
A% (LN) O—BlzHsd 5. UEF : BE] 14@50 K, £ 70— BiEERE (NS) 224 5LNEHO
SLEZRIE L7770 AT 04 RV AEER Y 7 0k A T 7 I FHBGEHEZRE 2 EOMBRBTER & 225 72,
17527 1. 195350 1. 20/&2h HICBRICL 2 7L T 7y 72BD720, N A 7 HMETEZEAL
72 L2l ¥3AMZZHE L. NS+LNOZLT7 7 v 707020100 I AR E 25720 $10H
DOABSEBHIH R, Wik Z L S 2WUFET L2 HNICEETEE 217- 72, BEFZIE. @WNICZZ L. ks
WELZ. FIERM, 7L F=vary5mg, 32372/ —VBET2FNV2g NY LAY T HEEECEMMER
LTz, 22i%2 20 AR, B HIci g 0. oo LR 3Kz L L, AWMEBERNFHIBITE 2>
720 BRRRRBESHESOLOERNINHBRICAREL ZH LA, BEKMHARNLEZ 205 DR TH - 72,
L LZ0K%, DEMICEIESTE R 2D, FE, TR, BRLAD D X910k o7 AWRREICIEZZET.
K1 HBICUR 2 HEZZ L, KEIZH20kgH T, NS+ LN, SBEBKEREED 7L T 7 v 72807,
EHIE AR E (AKD) & E R, WERER T VT I V5 %2175 7205 3R AKLIZer#EE3, FlR#EIC
LI TH o700 ABESHE X 0 BEBN 2B L. MR 2710 4 B2V 298 H IS 24 P B0 5 1
FEWRHCRARITE o7z RIPHERBRICHY ¥ ¥ P EIEK L. BH 2 00H L 225 5 S Sl es: 2 Mk L
7oA, BRI EIIUGES T LN 7 LT 7y ORI ABRICHERREN & o7z [T D] oo, milk.
ik, — ANES L, b, B2l SO SRBEOZICE 2 KK - DB A N LA TILVLT T v 7O
WEEZ b7z, MNASLEDBRZERHGNDOEBHEFICOVWTHESIELN,
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0-69  EFRMSEIC K 2 BERMEMMAEEREE REL /MR —TABRD1 L FHI

ONIET B8, FRE Hewl
HAKEIE N BT N R, © A T ARG, OB A

W] A7 u— VRS Z S L2V — 7 A RIS M E R THEIRBICH D . BRIR AR ZEARAE 2 589 LR 3
Vo V— T A EORE IS, REEIRIIAEE (DVT) ISR U 2 W ER IR IARE B 5 1 il i A ZEARE & 38
SEL 72161 &2 fEBR L 720 Tt 3 50 DEBI] 14784 T 6iFETIED SLE (It Y IREPukEME) < v—7
ARG R OMARESD ). V— 7 A 8% (118 : ISN/RPS) THR kb 755720 AB 15 HEio el
ZCIM/MEEIR A, s CAME IR T . EHREENDH - 72720, 7L F=vuary (PSL), 327/ — V%
E7z2F) (MMF) #3#¥& L7z, ABE4 HATH S M. ABLRTH 2 558 (386T ) il 7720 ARl & L
7oo T NT I VIAE (MIET7 VT I v 22g/dL) WREHZ LT F= 6140 &EARE SO, FDP 718 u g/
mL, D¥ A4 ~—290 u g/mL & Effi7Z 57z, THUBE A, SZCTRETDVTIIRENTH Y, EECT
WA CHEEIR. IEIIR I AR 2 R 7225, M. PPULIR 7 & O RERREIRIE 22 22 o 720 PEERREE B C4
BB OER, AEOFEE L EREOMEETLE, FHORBEEKEED . LErs, V=T ZAFRIIE
BF U 72 B IR LA A . e eV T AR ZEARE & B0 L 720 AR ISR LA ) U EeEE. 7V 7 7 v Wik
V=T AERITK LPSL, MMF ¥, K7V 7 3 VIEICH L7 V7 I YRR TIE L 7. /MR & it
FERDYE L7272 ABE2 0 HIR BB L7ze [F & o] BB/ MR 25T IR MARRE O Je 47T L & 7 -
Tev—T A5 (NA) TH 7205 V—TAGROBEAZ ZO T, JERO S MAE N A FERE D ZRINZ % - 720]
MDD %

O-70 TrEXEFUOBBMIBEEI NN VIERIBEOHAICKI BRI WAL 1/ —HR

O A1~ g A= 1 A=A
) 7 Y FERRSHREE ) v F - BEGE - T LV — AR

(] VA1 7 =3kt e ZkEICH T 5, HOPRIERPRSATS 0% —RkME BET 28R
BEDERDH DS D% kLR, kLA 7 —BROBERKIZIE, BER, Mgsi, POwEE, 1
BB R, RERT. BRI R EPRTON, EHEET 5, 40, AEHIICI RSN SE T M ES
L F UEEEEICI ) UIEEEE A BB L7222 LIS X D B L 4 2 —BIRTHR SN RG] %2 &ER L7
7eOWET 5, BEBI] 15500 XAFITEEXMN - ZHEREELZHISNT bEXFF VHEBEZHBS 1
7oo X-24EREVERMIBEE L ZBM SN I F Y VIERBESHIG I Nz, SRR TG00 —RlFIcET Sh
TV, XELTA»S I PR VEMEZERL TV, X14E10H 25 MFHROBEOELlAHB L, X4E]L
HH ST omHiZzE (R, Hf, 2£6) 23072 SERIF300FEER R L. HICABHRLES, T
B REIRE 2 E1HS ~6IMIFEIRIICHBL L7z EEZ % L. PUEIUR 16015 & PUSS-A PiikB ik % 2o, 1B
SRS BE b 72720 XAE3 H SRR IS Sz IR CH O 22 BEF RIE% <. FRoEKRLmL. i
S, NPHAIEE I RO 2 o770 FYE T ATV —TE NEEHMIMAS ICREIZZD LD o720 YT
1T L2 MR M E Ot W b BT, WA CT M4 35 At & T80 B2 M8 s HE Mg ¢ 2% i
FLZRED B h o 7z FANEDRSHAVEL 4 7 =B Ebh /720, I FFY VHEMEERIEL, 208
7 MEX LT CHEEEA WL L2 L 2 A B MIERIZEE Lz, [EE] 7 b EX LT SRR
HEL 4 7 —BBRORKNTH o ZEFIHF IR SN D AIEFITIE. SSERMFER a 1-Z B8 % B L iE)
MRZDGHESE5I N VIEBIE L OIS LS —BR0FERE Lo/ E 2 bN 2. FHIEL A 7 —B%
DOFWIITEAEOFM RN EECTH 5, FBERRICHE) ZRE L A 2 =G & oFEHNIIZNPHALEE R
NS OBENEHTH 505 BEHRUAO KL A 7 —BLRIBT 5 NEBOFT RIZOWToHE T 7%
<V SBRIEGIOERDBLIETH %,
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