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bOD, TZOHRT, WHIENZTIZEZ BT 5000, HcOFEMPENENOEE - K
BO ==X % B, S TELPIID0o>TnAEKLITWD,

99



S3-4  BITHXERYEADOREER

AKH Hehk
WHUHRSL/ N A R v 5 — Bl R

fRbeftlbe L o720 IREL 2 o7z ) ORED R S, NEMIICH o HL T EE
ToTHh 5, BARHCEER (R TA2ENPEETH L, O TRITERIZH RO MITE
ST,

VBRI R Ntk & BFax STV /NBEER X TH D . 2010 FRBERT 2 5 BATEE % 7 —
~E LTEIFTE . 20124F 12 A & ) BATHISCREEIN RGO 7200 WG #7637 L. 2013
£ 6 oI L 7z,

EFFTIT ) FIIWEE R 720, BRAE, N TR, M ESE 3 BTG L. WG 138
ITINEFEN R AT ) Bl & £ROMRFE, BE, V= v Vv — =% ETHET L 72, B
MEOREZHNTHYTEE L, BT A F 7y o20F 2y 7)) A b 2EH L £
MOF v 71) A NOVERRREEDOEE, BITHEEINROTIL. FHiEN RO E
PERE. BE - FEOBH OO &2 HANIEE LA o720 N REFIIIRELETER,
EMBRA DV BELEB EZ 2 7205, 3FT 15 %L B389 500 44, 20w 2L BT % 200 44
THO, HEEEREIITTIEELE -7z EAR, T XTORZFEZRIZT HLEITHEN,
17~ 20 F D NT, RADBESHERBENLT LULEELRD D . F#ENADPLELR T — A% BITHE
ENNRORMGIZT H2FHE Lze —F. My — A3 F 2 v 7 )AMDF = v 77217 T
EHTHL, FREREOEEIIEADLL THFEMOBEINOEDLY)NHDLEBVWEEZ TV,
LIRIIRAT <) — DR & AR DERT & DFF LAV EIT) FETH 5o

— Y BEOBERAE T 20 U EO#ERE L TW R WEEIZ T+ — AT V=T v a2 —
 EORERITo /2L AP, W, Bmka EoBEESRTW 2, o2 5 I
CHEPRIIRIEE BbN b, — i TF v 2 A NTIZHVAMAZ 5D, HONOH 2255 < |
HBERLHBDL T 0TI  EBRELAESTR- PP 0L R0, GREEZONLEBEEDL VD,
E5CHRRE GEED) IRENPESHEMP2LOEM DL H LD, RIVLEEEZ TnD, U
S E TR EEETIRIL, M ENENADOTREPIVLETH S,
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S3-5  BEREH D HATITER ~RRICEC~

C
B A& FHEMEIEIERE I (JIA) Blox

[ 7%AHx]) B, KEE286 % T BRILRITFEME B %A, LME191 e LN 7
ECTF, FEERE 10 LA 73 %4, 20 A d 132 44, 20 LA EIZ 81 /T4 ST —
<O [BERED O RIBITERE] ~KRICES~ICOVWTIHDORIE - BEDO 7 — XA TilkX
SHTHEET, 3SHOBR-BHD (1) HH (2) Fiw (3) k€ 4) 147 (5) FIEFH (6)
BEOEE (7) BEOELRMESIE, UTo@E) T3, A XA, (1) B1 (2 21 3) kK
FAEE (4) 258 5) 2% (6) NAFEE (TrT7aT) 210 (7) NE2 SR
NS #RE L TE T 6251y ¥ —DFFE, /NEEHE AOEME L ol Kb i2—F
MEZDIIEEEDHFHETT, BEA) T (2) 245 (3) IRigFHH/3— + (4) BEE (5)
135 (6) /N4 F8H (o7 L)) (7) HZHIEE Lo, KRAEHLEBRTOREDINT
AN WEH, EFEEBKO Transition METT, C S A, (1) BT (2) 13 (3) 4
244 (4) &5 B) 5 (6) NAFEF] (77T T) SH1E (7) #EZERLHEYT OO
BB O Transition METY . [HT2AR] L LT, 4 7 TEICH AR 2IRET,
EHRE L EW, FHRORLLIFNORBITEREE AN S RIch) ZMEEEZTEY 3,
1 D BIZEHD L < TFFREED S ERREICINT CTOHINED e WBITE R (BRIEHE) O T
To TAUIH- IR EHRORE - JiE LEHCIED 2 BIEEX OIS ER) 3, 20
AR & @B X O AR R T3 o AHHETEI R BEEHEIROZED 720125 2 IRE R 3
R, DN Y 7= 3 R AR & SICIZBEIIREE LR B AR 7 R 0 R 5
R REEREO O MoEME E oI RE - BFROROICEN) T3, 32HIERIED
BEHE B @ Transition FIRETY . 20 OFAHZ M2 5 & BT - BEZ L CREICERE
DBENELOL2DD T4, BIE - BEZF L TCRKBEORRICEITL7-0120, €O 0ORE
R TWE72WTT,
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Fralicd 1

[EFEMRSARICEH T DoudE T4 R B 4 Ak DBRPREVARET SR REEET
—HFRICHIET 2EREEHRFEDRR-]







ERHE 1-1 FEMEBEHRICEGHT 2 2REITHRE MM R DERKKRET &
FIMDASH{E

/IR —REB
AbiEE KRR b R 7ERE NERE T

S HFEVERE I (JDM) I35 2 R EER E BEom R s 34 HORIERS
THhbo 2009 F AT N2 EEHFHAETIESLE 22 2TETH Y, ZOFFERITEGEMEST
YRR R (RPILD) Th b b h oz, 40, JDM IZE6t3 5 RPILD O %
WS 229 2 BT, SEFAEICBIT 28T A ORER % 5F ¢ CHR G S X Ok
TR &M L7720 [J5:] DM il 12l CT CREICIL#E 2 A ) T AREEEZET S, 7w
L ILD ZWite 3 7 HLLNIZEEIZ CT & L XL ESRER 2SHEAT L 72956 %2 RP-ILD & L7,
A EFAARIR (2005-2009) 12 RP-ILD TET L 72 5 B 48 389E @ RP-ILD %0 2 72 5F 1061 (BE
7. BfF3) % RPILD #f & L7z, HESINME T & O 12 Mk (2 BT 2 124 R B P 75 & F
20 B & MERE AT » S BEEIES B L B2 Rt L7219 6% cILD B, /23 isk & Y
AR BIES O (non-ILD) 24 %1% N 2 751 53 B TH KT O 4, CK. Hit MDAS FUik,
Bt CT AT L P 7 &2 & eBRET L 720 $T MDAS Jiikid ELISA THll%E L 720 [F5 ) 4k
TR, ST O 8E 3 BRI Do 720 BB RP-ILD #EICO AR Sz, 3BT
IR CT BIREER A H T ZRERE2 2 L7255 ILD ZWF 23520 2 WIER b & - 72,
CK fi 1% non-ILD FE THliod 2 I L CTHEICE 2> 720 HL MDAS JLfRIZ RP-ILD © 9 &
WsE Lis7z 8 B4, c-ILD # o 14 #irp 10 B Tk Td - 7253, non-ILD FlZ B4 TH -
720 PUAMIE RPILD BHECTAEIZHE S, 1B 2BV 200 ULLETH 7245, cILD BEidwd
nH 100U L THho7zo [#EE] ANRICBWTIE RPILD &40 L b IEAENE J]DM & (3R 5E
L, CT L, L DILE R A ) BT ARBEEZET L2550 FRIIARTH L2, I
AR EIIETFHREFATE v, HTMDA PUEEMEE RP-ILD BHMT 5 2 &6 FHF
WS & U CTHERZTREEDRD 5
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R E 1-2  IL-18. KL-6B XV ZDMD Y —Hh— DM EREANDEE

ri P—HB

At KRR b BT IERE NERHE I B

5] AEMRERR (JDM) AT 2 28R EE (RP-ILD) 1 ZEREHE LT
BETHDL, WABEMZ% (DM) T ILD 4Bl oM IL-18 fEAH Z 12 <« ILD FIEIC
<7077 —URBIRHEOBESPEZ 5N Twb, L L JDM BEE0 ILD FAE DO HREE L
5TV, Al 12 S INMERZ ® JDM 53 1 % % 512 J]DM EE @ ILD JEHE LD\ T i
L7206

[773:] el /RpsdiiE <+ 2 JDMBG3 6 (RP-ILD 10 6. C-ILD 19 #l. non-ILD 24 fl) % %t
RE Lz ZNENOEEZIZOWTIHLH KL-6, IL-18, 7 =) F ¥ = H£f& L. e~ AT
AT o7z MEMA 7 — % — 12 RP-ILD #. C-ILD # CIZ ILD & #Wr L 72#¢, % 72 non-ILD
HETIXIDM L2 Lo T — % — %M L 725 IL-18 13 ELISA (Medical & Biological
Laboratories Co., Ltd) =W THIE L7z 4 ORE CTHEKIEL 5% IZFK%E L 72,

[# 5] KL-6 (X RP-ILD > CILD > non-ILD DJEIZA E 2= %R 7> (2045+881. 718699,
283+113 U/ml)o IL-18 1Z RP-ILD #: T 2 BEICH R THBEICEME S - 72 (1447941, 470
+341, 570*474 pg/ml)o FEEFMIZHEIE L1572 ILD10 ) (RP-ILD 4 #5, C-ILD 6 #1) Tik
RP-ILD 38 & 42 IL-18 fHIZ IEH AL L 72 7 =) F > id non-ILD BT 2 BEICH R THEE
\ZARAE 72 > 72 (355%136, 222+129, 131%160 ng/ml). 53 FEBI D KL-6 & IL-18 D[ 12 13 5#
WHIBE % R 72 (FHBEHR %L R=0.66. p < 0.001) 25, KL-6 & 7 =V F > ORI S 2 7
X7 o7z (PRI R=027. p=0.06). IR0 554/ Lz sk & e R (HPS) &6F
BlHZBWT 72 F > (2235 ng/ml) IL-18 (3265 pg/ml) #£i2d > & b EWEEZ R L Tz,
[i&5s] IL-18 1X JDM & @ RP-ILD 4B CHEICEHMETH Y. 7= F Y Iid nonILD #T
HEIKETH 5720 EHIZKL6 & IL-18 DREIZERVAIRE % 52, IL-18 A% ILD F84E (2 5.3
G- L TWAIREMDE Z 5N b, IDM IZEBET 5 RPILD HHEICIZ, v 27177 —U% DC
7o EHRGBIERDEG L TB Y JILI8MEIT FETFHIEF L 2 D 1H2 2 LR ENTz 7272 L,
HPS D X ) ZIL18 Bl % X729 & 9 R APHEIMICAHFAET 2 5A I3 F OMFUEE 2 BT 5,
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$=PI{E 1-3 2 BAFF/APRILOREEEIM~ —H— & OMERIL W #BI X h BiREAD
5

/IR ERTE

BINREE BREAER /NRERAE

[# =] BAFF/APRIL & B3 b, IR, EFICEESTAH A4 b A v THbB, ¥T A
IZ BAFF Z R 845 & SLE ICHM L 72REFESN L, $720 AMIBWTHEk4 & H
CEEBICBW TGO BAFF % APRIL 25Efli & 2 A2 Z L3 nTB ). HEPUE
i BAFFEQOMMEDLED LN Eh s, HEREREDREICEEREEH TR L TV
EEZHNTW5S, 4, PUBAFF $ifk (Belimumab) (. SLE 12k L TERIED RS S
FDA O&RZG720 L L EFMEREHi 9¢ JDM) I35\ T .BAFF/APRIL O 134 %\,
[H9] RIBICBWCTEHITESTT L MG MENMESE (ILD) TlIPt MDAS HUAD B E 72 0 |
JRREICEAG- L CWAIHEMARIZE N T WA, DM IZEHE L 72 ILD &2 BT 5 1% BAFF
B X OV APRIL i %5 L. Ht MDAS Hififffids X Y CK. Ferritin, IL-18, KL-6 % & D%k F
7S E MR E R BEHE~— 7 — L OB Z R4 2 LI X ) REEA OG- & T
5o

[5:] Rifge T, BINKZEOBBEBESOEFD D L 12, 2009 FEDIE5 B EHEMATO
HEH1 6 B, deiEERSO 6 6. 2009 4E LI, FE L )£ L7211 6o ILD &86F JDM &
BNRFEHVE /N EEERE Y~ ¥ — 0 ILD JEEHE 17 iz oW, 1fijE BAFF B &
Y APRIL % ELISA CTill%E L7,

[# %] IMiE BAFF 13, 28ET M ILD > 2SN o ILD > #H AN THEEEZ D2,
IMi% APRIL i 1X 2% #E1T R ILD O A B % & - T\ /72, BAFF (33t MDAS Huffi & AHE L
TW72)S APRIL TIIMHBZREO Lo 720 BWHEOT A A A & & MEMEMEE L BEES 5
KL-6 B X O IL-18 L HEAZ RO 755, HROEENE~Y—H —Th 5 CK LIIHE L T o
720 F 72 Ferritin ¥ APRIL ICOAFHE #3270

[#555] BAFF 133 MDAS ik A % 41 L ILD OFREIZES- L TV 2 I ReEAVRIE S iz,
APRIL & 2 ESTA ILD OFRREICEIS- L TWwb L& 2 b7z,
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WHhEE 2 ZEREIEIZDOWVT

T B— 1 A R R

L E NS B Immuno-Rheumatology Center
PRI &R v 7 — Rt
SRR ERE RS A eR NE R

HEEEDARFELSOHRERIZBWT, TEMMENTFELEEHOEMROKEIZ L Y EFIESEK (L
VAN =) O%FR (PRICURE (Pediatric Rheumatology International Collaboration Unit
REgistry)) B LU0 I~ — 7 25 F N Sz WP I I N EE REEOREITED X,
20134E 11 H 20 HICHA/RNBR Y w~F 24 mHEES (R B ZEE) PRI, BF
SABIOZRKEAOHBHAONR Y 7Ly PE2HET L EVI)IFHOL ERL T A MY — 13K
RBINTzo ZDR. VAT AEHREALE DB LUT T 4 TOEP D720 DIEIESEHEIC
B2 L7228, AReaBiIc &b CoOERBGLZ O S L, N2 ERIEEZ T30
T\Wh,

Ty IA Y TOEMIENLL, RV AN) =Y AT 2AOEELMERET 5 HIO T, AERFIE G
TEED A VY N=F1E T 5 —EOjtiik DIEF] (394 JEH]) %4 77 4 » 7 TIRESR L 72,
Z DR % .PRICURE Offifr % Fe4aT.2014 4F 4 HIKE 7 1) ICHfE 2 1172  ACR(The
American College of Rheumatology) @ PRSYM (Pediatric Rheumatology Symposium) (23
WTHRE L7z ALRB I ORINO/NB) 7~ FEIZE > TH . HARDOFaF - LI A M) —
IR BB OMEIERICE K RE R RE X BT Ko 2 AMAENZ ) 7HMENRY 7T —
FCRAfiE 15 PReS (Paediatric Rheumatology European Society) (28T 4. PRICURE
EARONT AER TRz RERETIE, ZOBORE Y &G, BHHIEORIIRIIZOWTHE
ERATS
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NZXF 2t

Y]

- BEEiT 00— : MR & Tk

BORAC S TIR B R F
BRI B MR BRI R

BIETY) =~ F OB ROZH (W) v— e LT, HAEWIEIEHEREE L CoOME T
I— AL, FEHBEZOLOEZEE) ) I T EITHEELE S 2 51EETOMEMNITZMETL LT
Who TOHRAMEZRENY — VO LNV ETHIE BTS00 78ix, FEICHERLOD
HHEIFTVZRIZEROBEIIHAEBETHY., Wko) v~xFEEZH.LE LZZFETH
%A OMERACT (Outcome Measures in Rheumatology Clinical Trials) @ Ultrasound Task
Force I2BW T, 2 OMA T 2 72kt s s Twnb, BIRRTOREE R - T
WL DI, B —BmEORENZIHET L7200 EM - MENO—REm ., =a—5T
ORI Z TTREIC T A 720D A7) ¥ 7Y A7 LR, Z L CTNBIZR 3 4 BHET -
I—-OHFHEORF TH S, HARENTS., BT I —0F AR S N-HIRTIEZ <D
WEF - IO ) 7~ FIRIZZ I —MEOFREZEFS L TBD., HR) I~ FFERIZL LY
7T 7 7 = EEGIELIREL D EHBEG SN S, Blo TRNRY o~ T 5818 TIE, HEE % B
LIFEAXITH) CLDOTEA/NE) IR TFEPL LW e, JIABZEOL L SN0 L — D
R EZRBOMEVBROENLZ b, ARIGEH - E=51) 7Y — )V Tdh LML I —
DRENGHZEDTEL/AR) y~FE, L TEELHFIRIN TV 200BUKTH L., 4
ot I F—Id, Jifh - RO 2 TR E LTITH o Bifid RA. JIA IZx 3 5 BEI— I —#%
TOBRE L, MEEOERIZOVWTERETHW T4 TR 2 1ET 5, %l TlE.
BFH - Oy b7+ = VIZOWTHI L72R, BEBRAZ RS E L TERET ANy
AF V%179
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LS1 SRMBR REBRICREHIhZEHSHE

e (B
FOHER B S A REE R ) 2 < F PO

A8V I / B 45 (Polymyositis/ Dermatomyositis : PM/DM) (28 H& 5 O 25E I RE S
R - B x ErE T 2B REEHEE TH S, 1 E TPM/DM & MEH 121X,
WL ODORRRIZAB SN2 HOPUAS RS S, TNHIIRHEDERSLHIM EBEE L, 2
Wr o), EEEOER, FRHROWEELR EHIRMICEHTH A Z EVRHLNIEIN TS, BE
MO REERBCHE L LT Jol FURICRESINLHT I 7 7 )V (RNA Gl (ARS)
PUR. PUSRP PUE. YL M2 PUED D % A5, JL4F, Hi7- iR EE ORI S LTy
STV 5, Bt CADM-140/MDAS $ifkid. FAE TEIZ DM O 7% A4 7 O R I 55
RN B B W0 T 7 Clinically amyopathic DM (CADM) JE6I TR S, iGHEIK
k. FRAROSEMEITRIO B EEM RO CEHEICHEL A 2 DL TV S,
P1 pl55/TIF1- y P4kl DM B X OVNE®D DM (Juvenile DM:JDM) TH#sh S L ABITlE,
M ESE A DM ICEHE IO b NL DS, BIEMEMEOEENEHEECTH A 2 LT
Hbo F7o. FPUKIZ DM OFEEIUA & V) KD B FE > T 50 BT MJ/NXP-2 $itfkid,
1), JDM THE SIL7228, 20k, BAO DM REMEEIE DM T Bt s 205 2 & 2%
HENo IDMBITIE, ANVY ) =2 A EHEIZERD L & W) FRIREEEH 5 .

26, PM/DM ICHFEGICET S5 HOEPUERRE R X, PM/DM 2180 60-80% FEEE 12
b EWESND, KT v FarvIF—7Tid, PM/DM SR HCHUKDRRRN - REF094F
BICET A2HRICOVWTE ED L,
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1S2 EFEMSRMBEEMXEBIRICH T 2EMFIRAER DX

RS
RBREERER S /NERE

v ML N TNFa €/ 720 —FUVHAETH LT 5 <7 (ADA) 1. RIS TIIEEEE
ZEVERET 2 (JIA) 12xF LT 2011 4R IR ER & 7z, b L < JIA SISO & 7 A= 2Eny
DMARD (bDMARD) T® %, ADA &R0 JIA {BHEIZAT 5 bDMARDs O fd IR IZ D
W, UHiFE ORI % BRI O & b TTHANT 5. Yllizk T 20124 1 H~ 2014 4 6 H
¥ CT? 30 2 H 12 bDMARDs 3 A D 72 12 ABEIEE 1T - 72 JIA BB (F v 1) —F —/N—
&) O - bDMARDs O#FR - FHZORILICOWTHAE L 720 MR E % DERIZ, B
TEHEATH OEBRGI 2 BEITIX 22 N /24 Bl V) . 9 BHHEANS 176, N4+ A A v F D7 HIT
Holze HHEAD) BLbITIL, LMK 66 - VRIS 3B - 25T 16 - [FEER 7R
e 6 1B - BZmEVERIE 25 1 BTy N4 F A4 v FIZLHEI %5 B - VRIS 1B - 5 FEARER
Hik1BITH o720 FHEADD) LLHEFI%K / ARE%O 9B 76012 TNF [HESE (TNFI)
MNEASNTBY, ZNENADA 461 =%t vt 7 b (ETN) 16l- f1 70 F <
7 (IFX) 16l - TYa~<7 (GLM) 1BITH o720 FHEAD D bAHEH KB % /57
FEVERI BN 1246 TNFi T, ADA 56 - ETN 261 TH o720 /N1 F A A v F TIEL B
%551 ADA — TCZ. X&) REEHDEESER AT IFX — ADA. 534 BE B & JE B 53
TCZ — ADA & BIHET - JIFRGEADEE TH > 72 BIE L% TlZ bDMARDs GO R 5
Y s JIA B/ RIEIC, BISOH L HENIOWTELGHHAEIT o729 2 THE / RikO#
IRZEE L CHAZ BN CWb, BEEREZ LTS JIA BIBICIZ TNF 28— @R &5
D75, R R A R ) MBS T e ERIE OB e WK A IS B o
72o L2 LAEAOQHEBEIZLY ., HOEHEAIUEATE 2V / MWHIND AL v FHLEE R ER]
b %o bDMARDs OERIZH 72 - Tid, BIBORELHERE - LHEASNE R SN2
HIMASLET, BAK O 22 Y P — LA SN TV DL L) DOMRITEICLETH
5o MHITLEEI K /AR O N5 GRS B HB B 45 / 82 EB BT SE BN BT A A%
- BEMEIZOWTH, BiERDT— 7 % TR L7z,
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LS3 U YFHRBOENZHE L TOEXRNBMEEE~ LI SHEE~

LAZHEREL, TA VY = LABEROVEOPHERIZKIEL T D720, ROWHD L a7
LY OMIBNICERET 2B RN REIETH S, A ILHIED R RIZ, FLRBILIEEIZIH S
N &é%f‘?@fﬁ%ﬁ FEAE R SE R, B, HIBEE . PASEMESGEREE . LIRRE, IR
BaEHE, BER R EaF IS SEIROETEIMEREDND 55, L IZHEOERIZL D&
FEIREL ii_ﬁt RIGETHEB L 72561213 10U TIRE ST 2600 & 5o MBI 72 A
LK OSHEIETIE, BB IIES TH 205, BIER 2 0 ZHETIE, BIEi0HE - O F BHE O
HhrEEFRETLIE DY, RUZMDSHELIES S &5, FTFE, 5 ZHHEITS T 560
‘Zﬁ‘{’%‘&t\z‘: L CHERMAREDFERL T 23K H ) . 72, AEOFHIFER - FLEGH
LN BEOERSTFENPRESUFT LI LLHLNIIRDOOH L, Kt IF =TIk, /b
ﬂl:ﬁ)El HOINKZHRECTHEBRT HWREMEOD 5 L IZHEEOZINII OV THHT %,
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—fise s

[LEFER

(OlFHRKRETY)




O-1 NEREAREN-TABRICHT 2270V LR, IVIED, FULRFZ2ICE B SR
RARHBEA - HIFEEORPARR

Om 58, i e, #H HE
BLRT R AR 2 R R T i e /N JE R

(=] . V=T ABRGRICBW T L) IFREAY 2 GHE & L TR 2 1EHRT O REIIHIEE 2 M A5
bR 7L HIHEEOFEMENRE ENOD0H 5, S HCURCEMEA -HFEEL LTy 70 4 A (Tac).
IV Yy (MZR) 2 AT HA FEICHAGDELSHIPEHELZ T L2V — 7 AER (LN) FEFIZDOW
TZOHEMEERET L7ze 5. Hik] &503 2008 4205 2012 4F F TICEHIGE T 2SAT S AL 7- 3ok,
T2 EEED LN O 76ITh 5. BAGEYE LN TIE AT O A ROV A 2 7 — VAT SHIBEEDE (Tac
3mg/ H +MZR 150mg/ H) % Bil& L 720 251 AL B4R 1 457 O BRI O FRaFA % 1T - 720 aF0IH B 1R & H
MEMAME, MEPT dsDNA i, &2 L 7 F = i, Vv— 7 2AeEoiEE#l & LT ECLAM % w7z,
AIREEBIGHE 3.6.12 7 A B X URHBIEEIE 33 32 7 H TORRTRE, 0 PDN O#5-5 2 5l L 720 [#
B WRIELT 46, BT 360, SEIHEE 136 . INS/RPS 4738 IV I 2 61, TITHL 2 51, V I 3 BT - 72,
AP PAMEEE . JREEFIZ 144 + 1.08 g/gCre. If{% C3 13 534 + 23.1 mg/dl, IMiEPL dsDNA ff 1382 + 136.2
IU/ml. ECLAM Z51 + 1.1 THh o720 W NOFHMIRE b G#EMG 3 7 H CTAELUE (p <005) H5F20
L1 B %R E 6 B ClERRBIEI S F TRt L 720 72 060 PDN IZEELBELSTEETH Y (p <001).
M7 L7 F = AMEIGIEEEFENCHERB L7z, Bk B L 72 2 BloHEEYE LN Cldw I d B 6 27kl
EDVMER SN AEGENERIZRRD SN o7z, [T L o] NEHISSIEORMEM - % LN o RIGHEE
OEY & LT TactMZR OEZFIPHBETIIEL TH S I L 2RB SNz,

0-2 2 70— CEERBEZEL VT ABRICH L TIRZBEELEEZ1T>17ELR

Offie Mg Kk BeF ' B/E AL JOF 847N B8 BES —f BT
ERE A SN
DB ERR R E AR ANERE, 2 ERRT BRI - B - A AR

[lTLoIZ] V=T ABRIIEEHET) T~ =T A (SLE) KBWTAGFREYRET L2EELRAEIETH
D, HRICE o TIRATOA R, 3372/ = VBET2F), Ty FEHF U8V AEEEPEE Lzimh%
RREIIHIEE: THBE S NS, S, Fex 13 SLE 34E 10 4104 7 0 — BIEREBETL — T ABRPHFRL, &
TN — T ABRATIEZH, AT 04 B2V ZFECTEMBAE S T IS ZES L7z 162 25 L 72
DOTHET 5o UEF] EBNL 17 i 7R 1 2 A, &l /MR, KB, FRERE. OFErE.
RHIARMUEE . PUEPUARGTE T SLE E s /z, BEMTY— T ABFRA4BT, A704 F2OV AHEFE3 a—
ANATR. T R4 200 29 1 43— 2 (400mg/body x 8 |, &1 32g) %P L. REHIZHEL 2.
9% 5 A HEE. 1175 2 HRF ISR MRV — T AZFEIE L. ZNENATEA MOV ZEETIE Sz, 15
W10 2 AR, BEEICHEWEREASHBEL, YL F=vary, 70 A ZA0HExY AL N R4 ILRE
FIASEEIM L 720 17 2 2 HEIE A 70— VERHEZEL, BERTV-TABRABEBH SN2 AT
04 7OV AR D 4 3 — AME(T L722SRERIIHE RS, JRER., REAME. A RIME 35S 4 1IC8E L.
17 7% 5 A &g FE. WEK, LEBREEZROL L)1k o7 TV 7T I YEFIEHETEGIRED
WEEM 725812, ATa4 R, GENHENRO A TIIREOMHAIATRTH S EE 2, HUIEDRI:
x O IMAE L 2 HAT L7 T FEH 0OV AFEL B A L, Dk, RESLIEK, OEEOIE X
RO Y ARMARIE DM Lze REMI 12g/gCre FRED L T\ b, [#%] SLE |24/ $ 5 4
g, B e SR T O L — T AL, CNS Vv — 7 A THW SN DL A, SRR 2 s8¢
EVECEREIGEEDSEEG. P DNA PUARCRIER SR E VIES 2 & MR AE RN TH 5 LIS
TWbo V=T ABFRTHA 70— YIEFERFZ 2 LZEMIE PERSEVE SNTB Y. {EROBE TEBEI S
LN WIEEIE, MEBEHERE L ZEEITREIERTH L LEZ LN,
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O-3 NEREHCREMEBBRICETAI07 1/ —IVEBTE7 c FIOBEE L EYEREDRET

Oty &4 BAR HlEE, W Ee, Sl B
HWH/NBREEREE L > & — RIS

(%] 32727 —VEE7 2570 (MMF) (&, BOREEREISS T 2EEEE LT ANEHIZER 12
L TOZOHREFFESN T D, LAl HOREWRBRIZBIT S MMF OS5 3 shTBs 79,
EEMBRE O B v [HI/NEE R BERE O MMF # 58 L EYBIREIC OV TRE 2179 o [
b ] YkicEkh T, SRR BN E LT MMF 25 L Cwa HORENEEEE 23% (&9
I 7Y =T 21 %4, IREWERHEMMEIE2 %) xR E L7z MMF & 20mg/kg/ H TR L. ®h# & &l
ER Z#R L 22, 30 ~40mg/kg/ H ¥ CTH&E L 720 MMF OEERHHW CTcHSH I a7 =/ — VR (MPA)
DOIHIEE %2 MMF PIAIRET, 1. 2. 3. 4. 6. 8 B #212i% L | area under curve (MPA-AUC,,,) Z&HH L7z,
MMF #¢5-8 & MPA-AUC,5, & OBRZ FlH (1) <123%. (2) 12 =~=187%. (3) > 187%) 1M
L7z [RER] RSEGNIBIE 4 4 / B 19 %, FEFRE 8.3 + 2.7 . M B HIEREEH L 147 + 37
HTH o720 MMF #5513 1309 + 468mg/ H (993 = 234mg/m*/ H. 29.8 = 74mg/kg/ H) T. KEH 72
D OFGEITERECEEEI Do 7205 REHED /20 T 12 KM CHEEIC R b o720 MPA-AUC,
on 13627 £ 208 u gxh/ml T, KEHEREDH 720 O GEEMBE L TV, KEDH/- ) ofh L (THED
AN o 720 EEB O MPA-AUCy 0 1&. 121 (1) 4194 gxh/ml. (2) 614 u g*h/ml. (3)
720 u g¥h/ml Tdh o 720 SERVFEOEREEIEIC X 5 E VDD 5720, 1 HH5& % 600mg/m* & L T#ET 5 &,
ZzhEi (1) 649 u gkh/ml. (2) 733 u gth/ml. (3) 764 u gxh/ml T, 3HMICHEZEIT % CFERIC L 5
AN o7z, [FE] 14k TO MMF #5582 ElHlIc A b & REED 72 ) OG-8 RE#H
J&THWENICH 5720 2. 5 BOBENIBIT 2 E#EICB WL ARREE DS 72 ) OG22 FETH UL,
FEWBIZ BIAR 7 < [ARED MPA-AUC 10, 36N 5 2 L DHIFFCTE 50

0O-4 FDG-PETHZMICERATH » -2 BB EFMIF R X D14

OfftifE 5% TH By Me BHig®
PERH AR Tl AR 2 PR AR AR, BRI A N R R

[1IZ U] BRSPS % Guvenile idiopathic arthritis LT JIA) (3. 16 BUL T ICFMET 2 EEAHO
BUEERTH Y, NE) T FHEEICBOTRDEEOBWREMRETH 5 FHOHIZIZEEALIO
FERZ O LW E DL AWHEE LTHbNE I EDH b, SHEFLIAPEL L TENZED LD B
FDG-PET 25 H CH oo L EZ ON 1 Bl BB L 720 CTHET 5 DEGIER 11 w8, BEAEEE,
RIEFERIAFRR T REZ L Lo TR 588 BUREE - P25 4E5 A¥EH (GE1WH) &0 39 ~40CHDHE
BHHMB, R %% LIRS Z I SN0 Z 0% R T, S 7WMHLE 22 Lz, 28 EFdT
NERFEHTRE RO R o 7208, MRS T WBC, CRP BETH V) . FEOAEAIIH H A H 248 A B
Elpolze ABERFES ; CTRX. MINO 7% & D35 %47 - 729 AFBe 4 iR BV 720 $72. CT. MRI.
BHMAESELZHIT L2, WOPRRELAD Lo, JIADWEEELEEL., 4 17%H X 1) Ibuprofen
DOWAR% BIfE L 720 SHRED W L ) IZEbN 22555 21 W H X 0 [F % BE L 7200 8 4 ICBDTE S,
) BRS IAR TS b JAE BSOS b CEIA & 7r o 720 ANBHEE L TSR 2D, YBEE CTHRERMREITH T L7127
DE 30 G HBEEE 70 o 7285, B IIHEDIICIIES ah ol FOMK, KIH - ZEEHOMBICLY .,
JIAOZWE 2 ). MTX %5208 L ERZ2R> T\wbe BIMLTBI % -7 FDGPET (2B W, HHiN
EEDONLGEDFENOEERA S, £FAJIA LFEEIZW - 72, [E2] FDG-PET O WiayA i
NBEMIER RSN TV, JFRNT — 7 OLBOARTEINOH L\ e bl JIA % &t RaEEE R
BT, B EHEONEICHEATE 2SN 5.
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O-5 2 HRAFMHSERMEARICH T IO~ 07 7 — VEHLERE S 1214 E DR
EiR DB DIRET

O/t Mg RN BREE g Rl ik ' g F—!
VESBCE EFRIgE v 5 — R - ) v~ T - BERR C BN REERE L v — SuER

[BiH] &5 RIAAEER B % (SJIA) ORMFHRIE N ) Xx 7 (TCZ) OBRLHBKIRIZSE L7295,
SHMAEIED~ 7 a7 7 — VIHFHLEREE (MAS) REEHAIHEOMEI ROEBIED 2 01, 47 BHE
EoT0Dhe MEETHRERL 72038 sJIA BE 11 ZICBIT A, IS 2AMHEICOVWTERET 5,

[P 5] 2010 4 4 A5 2014 4F 3 A4 BR I S AUHE Sz 15 RTTO WIS sJIA B 11 %o

(W3] 114 (B8, &£3) O, BEFFHOTIMEIT 4% (2-145). 11 B 3L IEFETEIHEDL RO LW
Flx L o720 5HATSJIA DFFELZRD, SHTVITNDDOEIHEL RO, MAS 255 % (&BIw5E). M
i DBIEN 34 TH - 720

MAS 2K F B E#EIE. 2FICATa A P29V A (MPT) &3 70 AR CREHEFRES AT S, 3
2 MmAER e (LCAP BRI 1 %) 23Thit, SEEBIE VD> 720 2% T sJIA OFFEPRD S, 1611F
FEEHFIC MAS # A BF L 720 TCZ WX 3% Sz (1 BHIFEZREBL) . MAS @ 5 ZOEMHIA O 1L-6 1%,
73 = 94 pg/ml, IL-18 12 6938 * 619.0 pg/ml. MMP-3 (£ 316 = 351 ng/ml & IEE»SEE FHTH - 72,
F 7o, BEIEIBIET 2 BH T VR o7,

—F . BIEIESBIE L 72 3 4k, FIBEHEIC MPT CEMEA LIG7/205, EiFEE D IL-18 £35000 pg/ml Ll k.,
MMP-3 %150 mg/dl Ml b & EfETHER L, A7 104 FEOBEIIEW 36 & B LAERVPER L, 5
3B L L TCZ #EA L 72, BT ORI, IL-6 1371 6140 pg/ml. IL-18 115 3600 pg/ml LL I,
MMP-3 13139 437.3 ng/ml & EfEZ R LTz, BEI%ICIE. MPT, AV bLFL—bF, 70 Y AR, ¥
JOARY VR AWTEREE

[£52] UBeTREEL 7203 sJIAD 11 FIo ) 5 8Bk, LD 2 AHHEICL ) A7 04 FEDIOERE &
L72o MAS &80 5 6 Tl &M% 13 IL-6. IL-18. MMP-3 O ###51 b 52 BA K 95 DB IE X 3880 7% o 72 H%,
IL-6. IL-18 % MMP-3 Bl 254545t 5 3FERIIZ BV TIXBIFI KRR DEIE L 720 s-JIA 125V T MMP-3 ®
IL-6. IL-18 OFERZALIZRELFHNCEHTH ) . SHROIEFIOERIL TIN5,

O-6 LHEREFHRNRMEHRICEI I FREES SOEHEREEL L TOMBIL-18REAE
DEAMK

Ol B+, K 1B, HE Zok, Al SXH», EEF Mz, ST HE
SRS FREERENT TR % /NERE

[By] i IL-18 JEEE A e BRI AR K (s-]JIA) OFBROWEEB L OEREEL LTEHNTH S
ME) DT Do [HiE] sJIA4EBNZOWT, BHHED DLV EMICED T TR I IL-18 12 %
ELISA #ETHIE L, BRRE & Ihiiast Lz [RER] 14 60d 7 BI2s589E 12 2 H DINICHRE L7z T OJE
BIClE, BRIRIEIRANE I L, 2SGERT 2SE AL L 72 inactive phase (2B W T d ., My IL-18 i 1X 1,000pg/ml
DI o@EAFEE L T\w7ze 32D O 7THIIEMRICED . 9 B 41X off medication ZZK T E 720 TNLHDIE
BTV D 6 7 B LI I IL-18 #EE A 1,000pg/ml Kfiii & 70 0 VIEHAL L 720 [ZE] S ofER2 S,
M IL-18 IR FE IS s-JIA DA A 2 GBI 2 KT 2 A HZIRETH 1) . s-JIA JEBI O F 1% O HEE R H fifH)
EOIREE LTHMTH S 2 LAVRB SNz,
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O-7 B, UYF, HtHERE. BHEBERORENHEERPO/NMNRICE TS, KE. A
B, KE. LY T ABRREOEERERE

OfftiE FH— '\ fE 'L s MR Ik B b Fwa’
VEBCE EEgE v 5 — B - ) v~ F - BRI
PENIE EHRWIE > 5 — BRIRIIZERSEED 1A H

(2] 2704 F - GEiHEsRIc L ), B U y~F, MLein &0 REEE R LR EBmEo BEE0T
BIIRELLYEESINT, —H, DAETIE. WE. M. K. &Y TAOEFMBEESHEMl v, Zhb
DBEBTIE, 204207 ANV AEGHEIIERICEELT 5. [Hik] FRI5ELLO 10ER O, B, Vo~
F. I LER R, BRSBTS A 7 0 4 FEERGEIIHISE., AWRAZEHTORED, TNH54 74V R
X B ABEFEFNC DOV TEW 280 Mk B 2 %00 Lz [R#] 150 fizk (54%) DA% 72, 43 Zh3k
& (VZV) ALy 7 A (MP) IZEG LTz B, MEOME X R o 720 FHREIZERR 26 % (4
Ju—+t (NS) 25%. IgA BHE 1 %) ) o~ FHRE 8 %, i 94 (B 6 4. 1T 3 4) . W LEHE R 3 4.
fi1 4 CTHh otz EIFIILLE 44 (NS2 4. IgA BE 14, HORIENR1 %) TEBZEEA4. DIC T
SUICEIE L72BE VZV B ThH o 720 B 4 A OBGREEHEIE, A7 04 F (PSL) + vy =a—1)~
FHE#H 24 PSL+ IV UV 1. PSLOMKR L LT o720 $72 018 L2 HEE 4 S BHEIX VZV &G54 (VZV
fiide 2 4. BE VZV &g 1 %, BE%k - DICL1 44, BIfifE 1 44) & MP1 4 (BifEde) Tdho7z. BERBDE(L
E 8K THoTe KIET 7 F v L HIELOBRIT, BHIEZR L 27 ZORE / EELRAIHE / FHEELIZ 10
% (%303, 4% 537T%) o —h. D) /BREIBHTIEIOATHY ., 77 F v OEE[LTERDED
RSN (p=0014) [E%5 - #5E] PSL it o/NED VZV BY T AR % 2 L 72 BB O
RIFIZBTHYVKRELREHR TH D, VZV T 7 F o OBINEMZ &0 A2 X 4B, GENHT o
VZV 7 7 F U EREORSIZEEN OREADRETH b,

0O-8 AKEBRBICHEVERL. BRE4270U LZXDPEHERTSH > -TNFIEEZIKINME ZEH L
BIEF M RMEHRD 1 61

OL¥ flz. K IE8, HE 2ok, Hi #F. Al S, GAL HE
ERIAYNESVEE P8 1 Ve S AN RY

[iIzL®i2])

HKEEPHAE W EF R L (JIA) 2YERT LI ENMONT V5, TORPIEIAHTH LA, T
ML % A3 2 SR I HIBR R 25 JIA OFRREZIBHI T 2 W REMEDSIEH S N T v b, S hIFK 4 3KERE IR —
WEYEICEMR L, HR% TNF BERNC X A ERE BE L7208 HEIERTcH ., 2oBy 709 4 Z0HH
WHEHTH - 72 58 JIA O RE ZRERL 20 THET 2,

[5E 1]

5 o T T EBEI O LB K % ERICSE & 578 RE Bl %2 BIEGT 47 JTA & 32 L 72 MTX (10mg/
m?). ibuprofen. 7L F=V O X BEERZFB LA, WHEOI Y O — VIZHEE T, BITTE R WIREE
BTz HEHEBLE 3 2 A BICKEICRE L7z, BEZT CICBIEERIZEDT L. SERIE LD TRITH T RE
Ll olze SIERIGR MMP-3 3 L7z AKE2 5 mfEH%E MTX 25 L7225 3 2H &Ik, HFOYER
HHEL, REMR LB L2 7H) LAY TZRBLZDPRRITED T, TF 2V MIEER LA, WK
BEIL MO VTERPol, £2C, KERBEICL2—BEOEREEZ L My r7a) LA (3mg/ H)
ABE L7 2 A, BEPEON, BIEMTX EHIEL, =82Vt 7 FOEEZHED TW5D,

(&%)

Z BH T JIA OFRRIIMKIIAHTH 2 25, BEIRATClE. iR s 20 B EPEICH T2 BEK
otk TS EE RSS2 R L Cub 2 eI SNTnD, KEBREICHE) —BHROEMFIT, 74 ILA
&Y X B T MFEEIHIEEEAS JIA OFRREZIBHIT A2 Il oTH b ENB EEZ BN, KIEFTIE,
TNF [HEHNTERTH D, ¥ 70 5 AKX 5 THBIHASIET ICHR TH -7z LHETRE JIA O—FO
JEFITIE. SO LX) THIEHGNERESAERI THLMREERH D, ¥ 701 LA ARFERWIZIET NY LT b
DENRTEENED D Do SHBIBY BB AEIT) 72012, BRSO R 2 HEEZNZ IOV T, B
\ZHFAET 5 BRI T A0 EE N5,
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0-9 MAPHEEERTICAREIRIDAET 7 F > & FREE L - SEMBEF IS RUBE X D 1E R

Ot Ffa. B Zz. BRI kB, RE k-
TR EER e BESRIFTERE /NE R0 B

[EB1]

1% 2 720 A28 B IE - R\ R IE 7 Lo R & S ISR o 720 ABEd 2 AR (B8 H) 206
HNZIZWIEwa L olze ABE2 2RI, 5 115 IP BETORAR L ER A RO /2720 E <2 L.
PR 2 G SN WE L Do 70 Ak 2 BEATNIEZIEE L 2%, GRMESoORRE, MHE. B
BB L OATREEASHIL L 72720, BAIEZ B LRI ARE L 720 MRS IS CRAEIS & MMP-3 & L
bV, BHEIER MR CHEREET. 4545 1 5 IP BIER. %5 548 DIP BAET. /545 2 f8 MP BT IE %0
TR %R0, LHEREEESEREAE % (JIA) L2 L7z EAT oA FEPTRAESE (NSAIDs) OHAR
ZBME L7205, BIETEIR OB 7 < . Methotrexate - NSAIDs - Prednisolone #f i (MAP #%:) % i
Ty 508t Lz L LBRIZ IRERIC JIA Z238EL TWzz0, FRE - BB, KiE, 2y TAT 7 F
YRR TH o720 MAP W Z RIAICHMAT 572012, Tho 2 —HMICHEERT L 2 LT L e
Ez Nl —H BHEHIOAT 7 F v REEMEIZOWTIE JIA BIRICLEESHELEN TV AR WD,
GHRBAOKEE., MBOREZB TR I AR L, 77 F 54 8% B, B, RS,
LY T 2NHRT D E PR O LA A RERR L. MAPEEZ B L7z, ik, BIEEROBR & & 12 %E KIS
ZE L MMP-3IXRT L7ze 727 F V3012 L AW S 2 RRIRIBIE 2 Ao 720

[%%]

JIA RS 280 7 F HfIE, BEiRZEBALS S WHENLS 5 72 OEEITH)LESH L LHIEI T
B, EHOGEIERE G AR T I TB & 72w, JIA BIRICEBOEY 7 F & % [ I8
B L 2285 13 e w0y, BIBIIREIER b 72 S HURo L AR Sz, 4. JIA ORISR 27 2 F >~
BiiEE2 5 L CEELERNEEZ 5N,

0-10 HERE,PSZASEVFHIREEALOEESR

O%I H="1 MU BB BT KA T B’
VIR T SLIR B TR ANERR 2 RILOR SR B A A SRR AN
SRR R EE NERE

A MAA CRMBEIEE RN L LA E (bW Bio) RHIENEERIZEE % H - 72155
FALEMOEL X, AR T~ FREICEHN BRI R L FRICBVWTHRINREEZ L6 Lz Ll
—HTHRAFEFEEORE ) 7~ FI2BW T TNF (EFEERRET) HEHEICXLEE (FEME) FZEDSE
JEDHRE S, DBICBWTHZORIEY A7 OMADEEEIN TS, RAOAEYZFHHF (infliximab ;
TNF blocker) 3856753 CTIZ 10 2L EAYEE L, Z OO GO WG HENEH BT L BER SN TE 2,
ZOREREEZE - T 5 L KEFNC BT DHEEBIEREICKRE 22055 5 2 EDVHIH L T b, fHRITEF
O PIC ENT X OB O 2 1 2 IR 2 b D THh o7z, #EE (Mycobacterium
tuberculosis) ZFICEE KGR, KATIEIY 707 7 =V REARMEBMBEAICEED. 2 OEEET
IZAHRIREE (dormancy) 2FE- T b (JERIEYG: latency) o FEAZIE ZSIE % B ] 0 B B CHIH < 5 fa T 509
LTI MBERE (9 — TG, Thl ~ovss— THIK) ofh, HMEEEE (Bgsfio 7K —3
A, MREAFEFEEREORE ICES) OBEEMEIVRIE SN T X205 A TRSFEERESEERE (2R
MRERERESSHE) OIIHNICEE 2 2 LB L7z ZOBIEICEDEY A b4 & LT TNF- ¢ OEEM)
R IN TV D, THROEEALIZIZIL-12, IFN- y SECBEG L TBD . THHH A Mo A > Ol ER
(CE RIS IR E IS B2 R 5 A v FVEER~ A a7 571 7 54 (MSMD;Mendelian
susceptibility to Mycobacterial disease) & L CTHIBNTW5H, & 52 TNF 74K (type 2) BHEZE (XA E
PWRIETEBN B 2525 2 EBV iz, MRS EEEICES T2 2 EnDnEZRI N5, /NEW
DOFERERIE (IARIE) (IXASFEEIEDORE G A2 Ly, L72A%> C TNF [HESEMHICHZ0 . /B
2B % BF % FERIEGHE 0 T B ElfiE, 222 o TRIBICUERBREOBIUZEN S 2 WERICEERET 2 L%
W 5o
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O-11 2HBEFHRHRMUEHRICEH TSIV I/O07 7—VEMLERBOAOHDH L VWHE
EEERO - D DOEKES#E (ICMCC) #HE

ORI =™, 1l FH—° HE =M% 4 /2’ Al EEL K& A
N RFERE. A AT ABRH AN MR FrtL K IEBE e R
REES 2% A B F&F MRS O\ B

PERIRRR KA AR NBRHF R, HAVNBY v TS MAS U —F L SV — T

* Investigator Consortium for MAS Classification Criteria (ICMCC)

~ 707y — VEELEERE (MAS) 325 R EENEREEEE %% (JIA) OIFFENE LY ) 5 E50HETH
%o HRDGBW EGHEPRENTH S0, MAS OFRIZEIE LIZLISHEETH 2, BHIEOZKEED &
12F57%bDIE 7%\ MAS OF L\ LSRR O 720 O FEIBEH 72 project 7545 F 1) consensus 71 i A% bH
I, HEPOZ - BT LRE 25, ZORRIISMLEO Ny S AE2HET L. [FE]
28 HDHEMENH S0 L, 482 Bl MASFER & {RIF L 23 ViIKEE (sJIA GBI & 5 W Id & 5 1K GLE)
? profiles TR L 72, FIER ORI A, A 2S5 MAS TH 575, MAS TR W8T 5, &
MZ D consensus & “gold standard” & L T, #EFRACHRTY - FEHHITIZD & DOWT 98238 1) DR % i
7 L 720 kappa ffi 0.85 VL B & &EHICE RO MK EDTTDO NIz, FZO0Hr & L THAS data OIFHIAGHERE DS
MAS IZ—HF 2 Ehzilbit, EOWMAEHE OZL) MAS 22§ 2 DICRLEETHL0% 7 ¥ 74
W L720 [#558] 5E® round T, #8728 profile @ 428 Fd 391 1 90% ¥t { T—F % A7zo #iaHE
M2 &V kappa fii 085 LA 45 D EF%AEIL L7z, consensus 7S DI 7 RIOFZEED 7 S, iz I2, LA
TORNET 82% DEFEIZIEL72s “SJIA & 2\ LB VWERI T ferritin > 684 ng/mL 7> 2K OIAE R 4 TH
HOA b7 2HE Zi23HEI1C MAS Th 5 LT 5, 1) /MU < 181x10°/L. 2) aspartate
aminotransferase (AST) > 48 U/L. 3) triglycerides > 156 mg/dL. 4) fibrinogen < 360 mg/dL" . Al
DO M TR IO T . & ferritin ILE & AST O LA RO EEETH - 72, [Kiaw] BB ZRE
I BT SJIAIZEBET 2 MAS OF 7z 2 FREMESFE S L, AT AHRICH LW MAS BEO I — K — |
FHOWTHEET A ICET 525D TH b,

0-12 2 BRI EMSRMEARRICAHTEIYI/O7 77—V EHLERRORETRAEES L
TOMmEIL-18NFAM

Ok IEME Y HR RS B |
PEUURS EEROMERT ST EASR NERE, P R Z & bR NEY v TR

[T U o] SEREREREEE % (sJIA) 1I2BWT, IL-1. IL6, IL-18 72 EORKIEMEY A M 4 ik 7
DIRRETNC EE L ZE 2R L Twd, FOHTILIS OFHEIE, v 2707 7 — IEHILERERE (MAS)
DFEIEIZELS G L TnE I LM SN TS, G4 1. MAS OFETFHTERE & L ColniE IL-18 &
HRAMEIZOWTHET L 72,

[53:] MAS 2 &0F L7z 23 Bl % & 71 B s-JIA FEFIIZ DWW T, AW (MAS A8:611: MAS S8ER D 1B
L T) oI IL6 3 L O IL-18 i % ELISA 12 X WillsE L. FREMR & a7z,

(] IL-18 B (IL-18/IL-6 > 1000) . IL-6 EfrfE (IL-18/IL-6 < 1000) & H#KL. HHEIZ MAS OF
BEENE D - 720 MAS &R O IMIE IL-18 i 1X MAS JEAE PRI o2 O ¥ — 7 B L bk LA EICEE
#aR L7z (p <0.0001). MAS Z&HED I 5 cut off 1% 52500pg/ml (sensitivity91.3%. specificity81.3%)
THol2o —J. MAS SO O IMIE IL-6 21X MAS JEE B0 2o ¥ — 7 @ L b LA EZE L0
Bholze SHIZIL-6 B TIX, BEEREZMGED. N XA THEEZIT-72200609 5, 1L-18
BEATHELT 11 B, IL-6 BEALEEIE 9 B C, {EEIZ MAS % 6 BIZSIE L7225, Wind IL-18 B HETH - 72,
[F&)adgolmE IL-18.IL6 2 Fl\V:72H A b4 v 707 7 A VIZ &) EERGE FUTX 2SR D D |
IL-18 1 MAS O FIEIZEE < BI5- L T A W FEMEAVRIZ S 7z, FRIZ I IL-18 i A 52500pg/ml PL_E 1231
LTW3 &9 REFTIE, MASDOIRIED ) A7 HEL . ) AT THEBER G0, HEAE=5) V70
VHTH L EBDbI7,
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O-13 2B EFHPIRUYBEHRICEH T Y707 77—V EHILERBEICE T S
Angiopoietin DFASRE L ZDE=-42 Y > JDEKRNERMY

OHlG  #1, K B8, b Zoa, Al &k, B Az, B0 HE
SRR B RMEDTTE EsR /N R R

X COIC e G RIFAESERE SRR 28 (sJIA) I/ A2~ 27 a7 7 — DHEILERER (DUF. MAS) OJFhE
Wi, RIEVET A DA A D OBBEAEDTRCEG L TWh, SNEDA M A VIZRIED A — FE4 LI
BN M EE L, BEREELTI & 279, Angopoietin (Ang) (ZIMEWNZMILIZEEIZ3EE T 5 Tie2
DY Ay FTHY ., MERICBWT, MEBEMIL & M8 PRI B X O P9 Bz M R - o i e S B 5 A0 AR
. mEORSL, ZE . MEROFEME (VE7) 7)., MENEMOERFICEERZEH L R LT
W5 EFIRETIE Ang- 1 2YVEFWIZEI L. WEMIOZENIZEFES L TWwb, —7 Ang-2 1364 % KIE
NFIZX DFEEN., Angl DIEHZHET 5, 4hFR %12, s-JIA/MAS OJFEEIZ BT 5 Ang OF%E &
WHEAIEEEDIEE L L TO Ang2/-1 OBKRMEFRIZOWTHET L7z, s JIA BE 256 (55 10 #1
X MAS % &6F) . ZBER JIA (poly-JIA) 11#l, 2> Fu—)b (HC) 15122\ T Angiopoietinl 8 & O
2 OMEPIRE % ELISA #CEm L. BRG & HBHET L7z, s JIA BEICOWTIL, 28Tz MAS &
PERFIC D MISE Ly 4 B2 DTt MAS SSERT 2> S AEFREAYIZHIE L 720 AR MG Ang-1 BB MO (sJIA
SR, poly-JIA. HC) &ML T, MAS &HFREICHERZISHA L C\wize —HIMiE Ang2 i#E 132 > b —
JUHE & I L MAS AR ICH I EH L TWwWize Ang-2/-1 Hid MAS BERT A S B L. MAS IZ/RREDHE
195 L 28I EA L7z. Ang2/-1 Hid, MAS OEEIME%Z /"3 AST ° LDH L A E LML R L7, £
Ang 12 & 2 N AIARERE O T I MAS FIERT 2> HFEE S, MAS A PFRRICIIFEA LR RFE 2RO Tz, Z
NHDOFERD B s-JIA TIX MAS ZERT 2> H W AEEEDSETERIZET L T b 2 eI Sz, 72,
Ang-2/-1 HiZ s JIA OEEIN B L O MAS I2B1T 5 MENRAEBEEDOFEE 2 ) L. MAS OFFZ % L3
LigEL L CTHMTH S L Bbhiz,

0O-14 MASD KT IC & (7 EBV-HLHD &R & RAGMM ) > /BRI D EE M

OFFE  IEM S M BEAS ML R K B MHE R=N ORE wT
KWL BRZE N KHE ORREE®. IR ORIFCL R RIS
PO R ANERE, SRR SL Z &b

[izroic] ~7 o7 7 —ViEHUEREE (MAS) (3SR EEEERERE % (sJIA) OEELREGHET
B, FHGETA M A VIEE T RIS, R MEREA. FFEE R EORERE 29 5, MAS TIX IL-18
DFEWLREMEZ RO L B TH H05, TOBMIIBWTIIZOMOIMERE REMERE. 5512 EBV Bk
A fEER (EBV-HLH) & 0ERIAEETH S, EBV-HLH 9% 13 EBV (24 L 72 CD8+T flifigAs 2 o —
PEIZEEEE - G LT A L v ) MAS L IXE L ZREED D 1) . KM Y > SERENT 2479 £, CD8+ TCR V
B Repertoire |Z8B1F % monoclonal 7315, {HMEAL CD8+ Mgz BT 4 CD5 IO T 72 & DUF L %2 7R3 o
AL MAS 2388 b 7z 3HEFIZ DO WT EBV-HLH % B4V 3 % 72O KRS ) > /SERFFNT 2 1T - 72O THiS 3 %,
[HE] sJIA R ASSE Still 7 2 5 & 35 MAS b, LFHC IL-18 7 & DFHNT % 4T - 72 3IER % AR
E LY URERY 7y R CD8+ TCR V f§ repertoire. ifi1E L CD8+ 2 31F 5 CD5 3Bl DWW T, 70—
A b A NI K BT & SAEBTHEAT L 72,

[ER] AT L 72 3HEBID D 5 2 61 Tld EBV-HLH IZ8 A 2 BT A& 20§, IL-18 OF WA E il % R 72720
s-JIA LR AFSIE Stll WIZEPE L 72 MAS I L vk E 2 720 —F . 1#TlE CD8+ TCR V B repertoire
|2 C monoclonal 2NN & /R 3 % /8% — >R, {EMHAL CDS B MBI BT 5 CDS O FEBHEKT 2 720,
EBER-1 in situ hybridization D#& %7 & % & T EBV-HLH & Z#r L 72,

[#%2] MAS & EBV-HLH Tid, & D ICE&HIREO SR EI L ) BIEHREZ 72 &5 — 7, {GHE T
A b7 0R MOBWDRINIATH L, ZD720, 22 MAS % 589 fEfTid, CD8+ TCR V B repertoire
DIy — 2 RiEEAL CD8 AN 51T 5 CD5 5881 7 & DM 247\, k|2 EBV-HLH 245514 5 2 & 2%
BETHL,
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O-15 MiEIL-6D Y 7ILZ 4 LRAEDHRAMICOWT

O o&h ' Bk L B g 8L i BT R B
WE Tt B O
RET LR AN PR BRI AR

M) AR T (IL-6 BLEREE) 12X 0 SRS IR S B AT 2 1R S B 4 BTG T JSRE R R 137
HiE AT 0 A IR L T fERo bR 2 B Ic2 s e b D hotze PV AR TIZLD SHE
XY —7—Td % CRP & SAA Fe&IZBMLL, X704 FOEEDPIRRE L7 Lol WMoy bua—
VIR EZZ SN LREHTH > T IMNE IL6 I EESED &0 H %o MiF IL-6 ZHES S 2 &id, fkFmIC
FIEDHEZILIET 2DICHAHTH 50 T2, FEERAOHBRRHERIIEDO S 25l 551 £ %2 ). CRP
R SAA DIEMETDH B IR TIFW SISO,

IL-6 BAER L2 AT LTl IL-6 2 ET 5 2 L34 OIFREEZILIRT 2 2 LI22%035%, VTV A LI
iM% IL-6 PIE 2179 L, HHEOY A I 2 V2R S FISHEY 2 MEE1T) LETHRFICEHEE R 5. ARB
AR THE L7z

O-16 WRBY YT FMEREBICETZEREM~Y—H— (BAP. TRACP-5b) D45

Ok wE ¥ wiE FE BN %S R B S gl
YBEHA T vk r s — NERE PHIEIESL S S EEY Y Y —

[BEm)] AR < FEHEICBITAERE~— I —OE#MEWHLNIC L., BEELOMEL AT 5,

[J7iE] 2013454 H~ 201446 HE T2, BRCTT7+a—o) v~ FHEEERE 26 42 0 RICHHEE T4
HHRENIHRET L7ze 198 EH A 704 NG a2i iz, M7 VA1) KA 7745 —+¥ (BAP) &HH
A BSPIERTE R A 7 7 4 — € (TRACP-5b) & M MR L72s /NEOIEEMEDSHEL SN TV R W20,
HWEMOFE % D &2, KREER (BAP. TRACP-5b & b {%fl) . =miEH (BAP. TRACP-5b & & &1H).
FUINEEALE (BAP {%f#. TRACP-5b &fil) . B EA R (BAP i, TRACP-5b K fif) o 4 BEIZHHH L 720
EHOBFMEMET Lz BEEZFHIL TWARERIZOWTIX, BEE L GRE~—H —OMBE 2 #HE3 L7.
[# %] BAP & TRACP-5b & OBICHE 2 IEOHB % 2072 GHERE 067, p < 001). BAP & BHE,
TRACP-5b & BHEOMIZ O K4 HEZLIEOHBE % R0 7 KIRERH & 7 2 FEGNE ERGH EV (CFIS 14.1 7%)
F23, EMICEHEDO AT O FHRES SN Tz, BWINEMENIEZ, 2504 K2V AETHEEIZAT
04 RFEGEPEINLENCE R oNz, SRl 2 704 FIFEHENICEL <. FIERGIT 94 K. B
TR TNE, FHER IO TATOA FGHlbH o720 72, A7 04 FEHFITEH., 15 AR,
BAP., TRACP-5b & $ |ZfETF L Tw 72,

[#5E] 2704 FEREOHEINC L) —EMICERINAEME 2 ), A0/ NMEAPREEHEE 25 L
BN IR RN AT B AR Sfze A7 04 RERIC L ) ARkE e < 5 X & BIIET
BERICBITTAZ LT, BHEORD - BEOBRTZ2RTINEEZ SNz, 15 UL, Vv~ FMHE
BoBE S FRIKRERENCRBIT L Tz X704 FIEFRABECIX, BREEIDL 0o 7205, FERODEWR
REOENEZETLULEND D, KL LI, FABISRER D SREHERICRITT 5 2 L2 6, FiEEl
5 U7z ORI SN ETH L EEZ BT,
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O-17 IEHREHCRELRBEEICE T SBEERTICEDZEFO®KRE

OT#E W' b =" AR ' T3 e i st hEp RBKES
E OB FE R OEWR EETC TH Es!

B B N oy N Tl e S A N i e o 2 LB S TS AN SY S

SHTERX T4 ANVt vy — NBR T EET R B NE R

STEEHEC Wh R 7LV — - BERR

(] ANEMSERCREREEZEIIBVT, FEBDICHET 2R IZoVnToME T v, [HEE]
1984 4E 70 5 2014 4F 12, KRERESEERE = 2 W L 72/NEISSE B O BB 73 %4 (E 0% 237 [A])
R Lz, MERNEHEME 194, M4 % TH o720 BHEIZSLE 25 %4, MCTD 54, sJIA 20 %4, # O
MOFEE 234 TH o720 AT U4 FEBEROTIMEIX 107 . A 704 FEGEROPREX 74 4E, &
w2 MELZFEIHOFRMEIZ 176 Th o7 BBPICEA T+ A7 4+ 3 — MK ZMHH L 72BFIL40 %
(556%) TH o720 [FER] BEZME L REESIZBIT S Zscore fHiZ. BIEDT-044 = 16, KD -0.73
+13. 2fKT065 =16 (FH+SD) THO., MEAFFWICHEIZEEOK T2 b7z, Zscore fEH
JOUTE o722 31 % (425%). F72-20SD LT TH o720k 114 (151%) Th - 720 BEx HEEKME
HE L2 BB IZB1T 5 Zscore TEOZALIZHIAE 0016/ £ TH o720 15 RO REIZBWT. Z-score
ICRES 2 RF 2 S L BB CHET L2 2 A, A7 04 FRBHOEEK~—%— (ALP), YA 7+ X
74 F— MEKIOMEH, BRIEROES L, BEFNICEE 2 IEOBMEZ R0z, [£8] NEHSERC
R B BB DK 40% MR EERETH D, 1 15% ICEP L2 EFERP 27807, L 0BEIX. RO
BEFTONA ) A7 EEE LT, BRIMISERZBE T 20680 H 5. 72, Zscore (IFEFERNTIHA % 7RO,
SHICHERBDPEITT LI EDIRIEENTZ AT UA FEGHNIICEHEER~Y— 7 — 5w EETIIEEOKT
3%, 2704 FBEICLAEBEORENIRKEVZ EDFEREEZZ N, T2 EATH+ AT+ 45— b
BRI OB L, NRIZBWTH, BRBAOIMHNICE 2 L2TRB Sz, [Eim] SSIERICE R~ — 7 —
PENEEIL, BEERTOY Z72EmL, EA 7+ A7 4 — MFIOMH % &6 7o) e iGN A LE L
EZbNb,

0-18 fhii, BMEMBREEERETIHAMSENERHRAFBEOEHEA., #HIFICY
VX377 (RTX) »EHL F-—F

OLE ' mi B R Bua ' &E B Al #osl JHe B
KAl g &l gk H—E?
PREERS/NEBER € v & — U R PR ERINEER v 5 — Bl

[BW] 23 MmE KERFEERE (GPA) 1XIFPER I EPUA (ANCA) 253 2B K TH 1) I E5GHE. b,
B EBEYE, WEFIEVEINE £ R0 2IRETH 5o BHEEOMBERTH ) FFREZRE D KT 25, THFE) Y F T~
7 (RTX) OFREDEE SN TV D, MR TORE IR, FTAIERTXIZL ) EHEEA, MR HET
Ho72GPA O 1Bl ZHET 5. DEFIFER] 14, e 9 HEr2 & BRE . R, 2UErHE L2720
WEZZZ L. 4 HEI2 S, THROKKLFEOSNORETARE LY 47707 = OHNIRAH
GENT7zo 1 HEITD HBEEASHEE L 38 A OFE L MR N EEAS I L, MEHEsiL >~ b7 v GE Ol &k
DR % 2R 72 72 DRI B HISAB A AR & %2 o 720 WBC 9400/ u 1 (BfBEER 20%). CRP 2.76mg/dl.
ESR 67mm/hr. C-ANCA 128U/ml & EF %872, CT CTHifiE &M, 0 7T 25, T 7246 L5,
JEME AL fluid collection Z 226720 FIKOHIMBED R JE EMCTIZAFEILER 2320 TBH . ANCA BHE
MEROWFEMEDSEH L AT O A ROV AR EE 37— VIifT L7ze AT 0 A FICKs LIRS BRI
L7z BAMCIEEBEME H AR 20 A% 320 TEB 1) (GPA & 3Bl L 72, I Cre I3 EHMEM TH -
723K TP/Cre > 0.8, I 3+ 25kt L TH Y = FEH v oOv 2 (IVCY) . MTX Z2BfG L7z, Z Dk,
BhERE. JRATR b % L. C-ANCA 58U/ml £ TIKF L7z7-0. AR5 & HBICEPLRR L7z, BEERED 2
B H OB AR CIIEBMIRE LG O e o720 L L. ZD% C-ANCA 30U/ml mit: F CTHIfNL CRP b i
LCw7z72, RTX (500mg. 1101/ #, 4[A]) #EA L7z, RTX & T4, #5412 C-ANCA 1K F L. CRP
bBMHAL L7z PAET LI T T b a3 — )V x iifT LEMZHEREL T2, [ AEGCIEEEED GPA
WAL CRTX VBRI TH > 720 GPA IR A RTX OFEFIZE L CUHNE SR 2 GOMET 5,
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O-19  HiSS-ALifkiGtE. SRMER. HaiEflz 2 L AEBENSENEROXZE

ONE BR'L #E L Ok ERL 2 RE® &K #!
"HIRER RS B BT EERY L 7 — NEERE 2 HIRERRSE: SR

[1iZroic] NEOHE#MENZIME S (MPA) 13O TENTH S, PiSS-A kb, Z5MiEk., Haj
L% 2 L72 MPA 2888 L7z [FEG) 12 2cld. 2 B EHE ¢ 2388 % TFRIC AR, AT - A2 -
FREBEETA . Tl - TR - & B O /MBI Z . Bk, B REILEZ RO 7. &l (Hb 11.3 — 85g/dl IZMKTF) .
FZWH 72 2ERUS  (ESR 107mm/hry CRP 56mg/dl, IMiE7 I B4 F A &1 4296 u g/ml) . #ERITH (FDP
267 1 g/ml) HOPUE (MPO-ANCA 161U/ml.#L SS-A $ifk 64 ) %580 72. BHEREREE R 22> 722 (BUN
9mg/dl. Cre 0.34mg/dl). JRIEATHEIM (2+), &H (). ZRIMEK 59/HPF. R 10-19/WF &SRBk
MR AR IR % 3850 720 MHE X A5 C g N BHE | A5 SR 0 B AR T 1At 0 Hb AT 2 & i H i & I L 72,
295 O IR B A T B |2 MERRE e A 45 2 52D 720 B S O BEE 7 < IFEEERBAING 722 22 o 726
JER CT <l F#IZL BTN % 30072, 5 CT TIXSEM. MWIEEOBIIRICIZBEIRIE, S22 7% D> 720
kO R 25, MPA (BVAS : 17 &) LW L7z EEE AL L CmPSL 7SV A2 (lg/day X 3days)
1 o —AfEf7ie. )Y ¥~ 7 375mg/m’ & 1 8IgIZ 4 [BF%5- L7z, fEE LRI - R gsE R 2k L. ER
X #ECH T AEE O @ T I8 b S L 7225, #i7- R B AT B LB 2 Ak L 72729 (BVAS 1 4 55).
mPSL I =79V A (05g/day x 3days) ZiBHIL72. ZDk, 7z sz CBRITR - RERC b U L.
HEEILOKIERC LML L L (BVAS:04), TE&EMEHE L. MEEEE LT T4+ 7Y
v 2mg/kg/day % Bitf L BIfE PSL 0.2mg/kg/day F Tz T & .MPO-ANCA 156U/ml £ F L Tw5, [#
2] P SS-A PURRGTER £ 502N B RiEIL %2 2 L 72 MPA O/NRBIOHEIZS T TICRY 55w, ¥z —
7L IEFERETIIMERZET 5 22 05H 1) . PUSS-A PURA IS L 72 REMEA S 5. ANCA B
WIME R CEHEETE %2 2727 2 35N TV A, BRIEILE &6F L2 HE 132w BRHEILo £E X
WREUI—FLTBY ., MERIZLLERE Bbiz,

0-20  REEKEEIE S RENAR K O flik5l

OAEE o2 Kb #2380 85 A F75 85 e ZE HBE%
SRS kR ORIES, BIE R T RIRS

' JCHO ALIRALIRImEE /ANERE, 2 ALIRERIRSE ANERE, ° WAL EE /ANERE

PALWREE IR R

FEBI 1 FSAERE 7% 11 2 H 208 2010 4F 4 H X 0 THOE. 11 AR X ) 2BEi» S RO RE 2 v, BERE
2 CHERIVERLRE & S W LR AR & e o 7o o BB R O R E AR & 1) B BRI E L 3 BIR K OBZWT E 2 1 |
AT a4 FHARICTHFEZAB Lz, X704 FREICHEVCHEBREZ 2D, MTX, IVIG. AZA #0353
N TH o720 BEMIBETY T 722 VANVK YL, AT704 FETOERLED TWDH, EH 2
FEIERF 12 7% 11 o A 202, JEB] 1 O 2013 4F 4 A X ) FHOE & W oA %2 720, [F4E 6 H LR,
BRIREIR & 0 . RS EIMEL BEIR L 2 QEICEFRE LTV, BRIHAMR L ) REBIE 2o 72, HFIEY
WMEDVLPEATOAL FISMA. MZBE Y 77 2= VANK Y R UEH LEMR L 7o K28R 142 5Bk 450
FIFISIE TS A 70 < o FEEIES BEIIRIIC BT 5 BB O = &4 SR & &b HiE 3 5,
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O-21  REERMEALIEREIROKER R A SHEEMES FHBARX OREZBIE L TEEPOSF L EH

Odk S—'\ MBI #h—H5', W8 BB W T Wk S AL B
!

VIBHURAE RS REN - ANBES I, 2 ORI S IR E I AR N

EBI] 5t e J8#, BAfIfE. 5. BERx FFRICZH Lz BB, RERBICHRREEZ L, bk,
R 389C . FEREETH V. VURREET & o DU & HO OISR 2 £ 9 ALBE % FR e 720 EEBIZFEHER T, LSk
R DR S - 720 FIMEK 17,700 / 1 L (seg 75%. lym 18%). CRP 4.1 mg/dL. CK 52 U/L. IgG 982
mg/dL. ESR 52 mm/h. D-Dimer 1.7 mg/mL. WRFEEH % Lo 518 H CPURIZEE, FIBEE O K8 A48T,
BIROIERE 7 4 7)) VikAE & i Ek - iFRER ORI % 52672 1858 MR angiography & JE#5T o — THEME
BIR DACAATRN B A2 AT R &2 R L 720 BEHES MRI CUI AN E B B 2RI EAFRD Sz, LReh S AT
BT 7470 /A4 FEIED 7 S BWIEEEILM 72 S wds, mBIIREZHETM & ¢ AMmER L 0. MEEITES5
Bk% (PAN) OBZHIE L7ze A M A>T 77 ANV TIZIL6 DAH 62 pg/mL E¥AMLTH Y, I
FERICFELRVITRTH o7z, [ABRBRE] FUREZ G LW BEIFRR L. A F VT L F=vo0r
A (MPT) ZHiATL. @R 1 HE X DML, {E# 10 H HICIZERD b BBt L7z F-0G%2HH
IO EBIIEL, BEROMEIL L, MPT (60) &y 27akA 773 FiE (IVCY) ok, 7L K
= 20mg/day (1.3mg/kg/day) \ZX WHEL /2o L L. HIMERIE S A3 L. RIRAGIZ R B H
T 272ORELEF LR L. MPT (3[|) & IVCY (11) #AIZ1 7=V CTHkktL7z. €Dk, KB
4L, HIMERBEZ & MR angiography & E#8— I — COREHEBIIRIRZ (X035 L7z EfE & HIWT L 4 20 H DU
W IVCY # AIZ L AR L T b [F e o] MEROEIHRESOFMIBERREIIAFHTH - 72 EE
DREIRIEIRD B L IEFNIFFHROE ) A7 T D L OIREDH Y . SH S RIEHHIZE L A7 04 FiHEEZ T
LHETH A, PAN TIIIHRELFT RO+ CHEEZ NI E BT 2 IEF DS SN TWEH, 20 L9 RIEH]
Tk, FA b4 Tu 7740 EDOT, RENICENT 2L H 5,

0-22 ERMLHEZEHL LEFELSHE{EED—F

OFfH HAL BfF o', i #1877
PTNNERIRS: R /NRR AL, PR BEAEER R R Rl

[##] 13l

(B - BUAE] 2 4ERT 20 & IR EBIC B 2 £ LT\ oo K26 48 1 BICKERI 2. L1 2 —iERDH 1 .
Fig. mili & THURA O FEL, GRTERORRMIERE % . HI D S ERE. T - BETRE O R E &
ki E O LA Z S, HER EOFEEZ L, S CoOmRIT RE RO, FHEECHIKIZETRET
otz HEHNTYRNCHEE L7,

[iHERE] HAEMESRLE. REHREDFT—N=Fy TEEHEEZZ 7L F=vnar Img/ke/ H. X
VML Ft— MM OVARRIG L7z, BRIEFTROUGE & @R O ELE A, IGHGE 2 A TR
WCEHOFE & BICEEOASERSHEH L, Lxa— E AR 75 o 72 0E80 I T OO IR
= PE D) JLIREEE K VA E O T % A 720 b-blocker. ACE PHESE & W4T LERICXH L TATHA K29V A
WEEIT L7282 A, OHZLITEHICSE LGRS EF (L L2, ¥ 27u 74 277 3 F2UV A3
J—=NVERHHL., A7uA FEETED 7, (D OIRERHG & L TIT7% - 72 FDG-PET. Uit / I
WU F 7T T4 TIRLRED ORI 2T CRIBBRZ RO T 525, BB OCASERE C#E L Tw 2,
[EX] &G MWRELE O CAPHE XM MEAE ST 5 b o & FEMICo T S, BEMOMIEILIEZ O
HAPEEIML T2, fsiiEEE LA TEIFESEWENDD 1) . EEREO S S ML Tl IS &THIC
BLREDPL LNV, GEIFHBEEICEVIE T Y ZEEWDS, COBRETIIE L7z SHRERDOERED
LInb,
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0-23  BEEEmM/ MR ERBRD EITLU LB SEERO—B6

OB ge ' W 20\ A F8 MR SGL S BEOBE Y MR Al
PRI SLBE RIS AN R EE L P R IR e /N

(I3 CoIZ] @R IR A TEEEBER cITP OFE 12 SLE SFORBERKZ FAET 5 2 L IEMiTld v,
Aolal, cITP OhEFIZ, 22k L 1 /) —JERE & 72 L. ZOHBRER 2T A % o /2R A1 A#LERR MCTD
DO—BlZHET D, EG) 19m et [F5R] Bhod k. & DEEE] 14 eI/ IMGR A % 328, cITP
DHBWT, 7L F=ya 23V ErHLH Iy 70) L AZHEH L72ERZ 2T vz, BeL 0 i
ik (ANA) 1 ZUOZELHOIUENHE (ANA 320 /%, $TSS-A $ifk 389 U/mL. $it ss-DNA IgG Hifk 31
AU/mL. Pt UL-RNP $itfk. $it Sm $iLfk. PLds-DNA PLkIZEN) Th o720 4FEHZOFICMIMIBOZLE) %
Ao, [[{4F 8 HIZid ANA FHhd, 21T TRIETH - 72851 UL-RNP HURli ot b % k72 Uzo BRRAEIRIZE
27 REBBIZE L T 7es, 4R 11 BIC EREOEFRCTHRBE L7z, [BUE] T S E P2 m KL R0 B
I, v —t— UK. BREE RO, RER] s cid, Jmekmid 3700 / u L. )~
JRERT00 / u L) &I/ (23000 / w L) %788, PR 2560 f5 0L L (BERCED) . T UL-RNP Sk R
P (=300 U/mL). $t ds-DNA $ifE K 0Pt Sm HLRIZEMETH - 720 [FB] SREEREIRZ F &35 MCTD
CEBML. RAYIEBRCESE, PUM/MEESE 2 Bt L7 2882 /MR 2 380 72728, PSL O
GIEIHIF OB EAT > 72 R IEIAT T TH o720 S5, FEEEIZRICBHIEDEL 2R LIze NT MY
O LT L) TMA BROIRRER BEv, MR A 1T L 72 & 2 A, BEBE R IV IMEE O SED A7k 55
Raynaud fEIR, FERIER S UGE L. Vv —t— VERIBIZIHEE L72. PSL I MMF B X UK ERCESE 2 L.
Raynaud JEIR. MU/MMREE b BIFICa Y ba— L E3RTWwW5h, [E%] cITP XBEROZRREIZKATT 5k
2B, 70—, FFROITICEE L 200 REL Bk L5217 ) LB D b,

0O-24 BEMESHEBRICY/O7 7— B LERNE &6 L 214 % 26

O/ HER ' RN BRER W6 M, Bk £ i F—'
VESLEREBERZE Y v v — B - ) v~ - BER, 2 ESLREERE Y v 5 — SeER

[IZLoic] RAMRESHES (MCTD) (v 2707 7 — VM LERE (MAS) 246 L7z 4Btk
Br 720 MCTD O&BHEE L TMASIZIHBD THTH ) ST 5,
EBI) 14 7% 2 o o ZEBE B Stickler SEMERE S 1) (R Gt @M {2 C IR R #5713 COL2A1-COL11A L. /NH,
EFROZER., HEMENE, BEiL. BHEMEEZ & BRRICET2ERE 2T 5, HMEEZEIEIER)
LEERZ O 2 22 AR 2 b0 A Bl EIE THAETUARGME % f56 S LB & 22 ) . ULRNP fifk
Efii T MCTD & @i SN 7ze B - MEABEDFTETH 57255 AW 2 T2 558, BRI O\ ALBE
RO, ABESH, Bl FEHE LY, IWE - BEHDS BB L, s < MAS B 8tbiz, &
TR TlE - RBENC B3 2 580 2 2R, BUKIERED e dr o 720 FHER - JEEBICIRALBE &2 529D 72
Raynaud fEKD V) o HAHT R CTlE, PUEEPUE 2560 7% (speckled). $T UI-RNP #Hifk 5920 U/ml. $T SS-A Hifk
457 U/ml. ¥t SS-B 14k 33.6 U/ml. $T ds-DNA HifA< 10 ITU/ml T, MCTD. Sjogren JEficft & W72, F
7oy HIMER 4580/ u L. M/MR 148 15/ w L &AL, AST 1360 U/m L. LDH 971 U/mL, 7= F~
56889 mg/dL O LH %58, MAS & #E 2720 ABEfh. A7 04 R7OVAEEE O 70 2R v st % B
G L. BRRAT R, MR T — & 13322838 L7z,
[£%] NEDO MASIZIETHED820% & Ebit, FIM AR EHETD 5. /NEBERR T MAS &, sJIA,
SLE. JDM. KD 7 EDOEPHE & L TOFHEDL A, MCTD TIdB A THESL, /NETIZ1BIOAIZIES
WO THiTH Ao MCTD IZBWTH MASDOEDHNHEALZ L EHIZBHELIT IR LEEZ LN,
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0-25 EHCHiFBGMEEZ L ULRERHEBEI/EDN S 1 3LE6

OfF BFL N EETL B Jwa L gE #AL LS L M
WR mAR L A IR
PIREORAE A ANERE, 2 AL EORE B A e

[B55] N HEREEIR TIAE L. FFHERERE &, M ARINE., R E AR & B o B Ok s Hif 4
LI 1B ZREER L 720 FIERF X Y KM a B 2% 1F (TCR) CD4-CDS-T #ifid (Double negative T cell:
DNT) OEfE% o, HORELE) 2 s85ifE (ALPS) 2SEEbN - HEEZWIIIZE > T . Bz
(T L TV ER & R L 720 DEGI] 4127 » AEICRKEAHO 2K O CRP. AST/ALT ® L5 %72
DITHEREES TABEIRZ 2\ 7B A H 5 B 8. 1% 0 » HERICRIAK P VERR, FREmERZ2 D)
SR EREIR % BRe0 ., S0 7 1 7) VIREERIAT S 5 b AEIREE e  MBeABA & T B BmbElE, ARRRIAE. &
IgG IME % RO 72FHH 5 . IR UAME R Z IR 217 o 726G 3. SR ak, PR, B ds-DNA #t
K. #i ss-DNA JuikBmE. KA TCR a B8 DNT O FH %3072, 44 ALPS % 5%t PID] B4%#%. &(Z
TR Z B o725 WTFNOERLFEDLH o2 ZDOHROFATH GBM Hifk. 1 SS-A Hufk, Ht Scl-
70 PUARGIRHETE A RO TV B FRa . ALT B OFFRAERE , MAILE. 5 1gG MUE AT L T 7225,
PSL. MMF PIRIZ & 0 BITEIZUGE 2RO T b [BE] REGNIZES O H Ok % FLIR M 2 & 565E L .
KA1 DNT 25 m 2 R L TV AELS P LT v ABREIYERERED 2 L £ 2 LD, HEEZIICE -
TBOLTZMICEE L CTOWAIEMNTH %o BAEJEIT L TV A REFAIEE T - BAEMERT B T 2 HET 5.

0O-26 2HMTIVUTFI M —TAREREELZHEIEE7LILX — D15

OBAK HWE. Wil F4, g HeL Al EE
HHNRRBERE G 5 — G ZR

[lZUoiz] HAERLBHORE, FBOFEKE LT, 7L F—EERLHORERBOMEEIZS 13k v,
L LIHILET LVF—D 14% THE, 10% THREZBDODL EORENDH D, T7-HORERRTDIHE,
B RBED LT, FEEARHORE, EEE R BICRmEELENCHITLULENS L, $-450385
Y F57< h—=FA (SLE) O#HEFHFEIIETH %P0 dsDNA FLEDHEETH ). BW SLE & ORI % 5 L7
HILET VIV —DERATH - 272085 5, ER] £k 2 0B, A% 1 »H X)L, i, Vi
12 1-3cm KOALHEATHIL L, —#HBRIKAETH o 720 38C DB, KIEGD LA %2380, PGB AT
bNize LA LEHERERED OAERIIRH ST, EC OB BRI A ) K L7z, Bl i, 1M
WA, WA . PUPUARG . T dsDNA $UR L5 %2520, SLE 2sstb 7z 72 0isbe & 7% > 720 b fh T8
WLMZo, BERL Y 1 H 7 HOKE~TRIREZE 20, JiEZZH & D EREEIARSA SN2, THIL
I Alb MFEZ D72 & L) EERHMEEBAE. IgA LA S BERENMEE L Twa iRtk sE 2., B
D" AT 5770 BB SR C/NEREOIE & ) V SHOER D770 HLET LVF—%25 W, I
R PIELCREY R 2A, IV PIEBIZERLPIHERIEATA L, ML, A b s & 72 -
Too F2T VIV VERRE) OSERRIBEER TS 2 h 7 ) YRETH o7 DEoRB L ) HLET LV
F—bEZ2 7 I VAL TOHEBE LG L 720 RERIN D BIFC.3 # AIZIZPT dsDNA Pifk d BatE & 7 - 72,
[Z52] Mk LEZHBETRMELE 7 LV —0fEFIDH B, SLE BERE 2 L 22fERNIL 1 6], iR TH
CHURGEE 2 L2 EBIEHBIHRE SN TVWDEIDORTH o720 HALET LIVF—TIE 3T TIZ 94% HEH
LY BPBIFTHLDIR L, 5URETICHME L7z SLE TIX 13 B 5 BIAFET L2 e WA MEDRH Y. T
EARETH L, MEETHE. FTEPREELD-OBY BB LETDH D,
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O-27  ERERIER & ORI B U /R FERHRIET I FEE L 2B R RIEBIET R D161

OFk BB Ay J0B. A BT, TN IR, JHEE HIA
ZHORS R IRV

[ixUwic] LREERGSEAFSSEREE RIE. EIRAZ LRI ITICEEE T 5 2 &2 5o FERDS AR
TH Y WIS & O % B L 7 e E B B FSIE O 5 E R M B R 45 O — B 2 REER L 72 O THIE 9 4,
GERGI] FSIERE 14 e GREBETR = EIRICGER 22 L JEBSE VIS CHRICHNZZ L ko700 TR,
PR BRI IR ZR O 7275, JERRIZFRO SN h o720 Xp BETL BEIIA SN h o720 MRI ATl
FHEIBICHES D L IZRIEWRES DNz H5, 2R A CRERIGHE L 72729, 41 follow THE# % AT
W7z, follow #Ead I IERIERR IZ L L 7225, BUFIETH D | follow Xp THEILIEA LN LD o720 T
6 LR IEREEIE S ERGE L C & 72729, follow MRI Z#5g L7z & & A IIBERE & JE B o0 BRI PR 28 O il | s 0
U UOREIREIR SRR H 7z, CT A LA ISHERIET 128 OV S ADSRRD b AL, A LM % fEfT L 72
& AFIMER 5300/ 4 L. (iR 59%). CRP 0.02mg/dL & 48 Bt 72 22 - 7225, RF281U/1. $t CCP #t
R72210/1 & FH L Twiz, SR TISREBERIEZ 51T L. HEEREREREE K L 20 L 72, WERE R, iE
PRixehs® L, FE 7 46, IBEUERE 1 FEOBE F THIRIZED T, 4k follow FCTH 5. [EEE] RERNILEE
JEDDBUEF T, A IEHERIET & i 2 S O BB K CTH V) . KIEFT R % <L ERSGEETH 72720, &
W L 7o 1EIRYIRRIEIR 2 CRBBIFCH 505, BEICEMEBEE 2B S AROONTEY, 5k d
FEREVEBBIRSLETH S,

O-28 BEi T O—FRAZHO—B & &> -2M Y /R ME D8RS R

O R 2 R BB B &5 & S el g’ g8 ST
KEE BRAES, kH A sk

PR FER RSB IBER ) 7~ FREY v 5 — . PR TERRS NERE

PENLEE ERITE L v 5 — NES AL Y Y — ISR

FERIR OB T, 5 - BIRER 2 WHHER & L CR$ 2 AR & HEMIEMRE & (LUF JIA) & il
BT 2mE05% 5. VEB] 892 A%, [BEEE] BPE. [FFR] M K352k, mgpEmE [BUwRE]
XAENHIYVBOMOFRE, THBLROEEZ 2 L0 BH M CERBER L. X+14F3H. 5 HIZd
O E Y — FE#B0, BEASEZERLZFST, Uy~ FHEEz8EbL, LY v~TFWEty ¥ —%
Wiz b e o 7zo [ABEEAHT R]WBC 5500/ 1 1.Hb 10.3g/dl Plt 299 x 104/ u 1 . TP 6.9g/dl. Alb 39g/
dl. AST 21 TU/L. ALT 11 IU/L. LDH 174 IU/L. Ferritin 409 ng/ml. MMP-3 129ng/ml . FDP 1.8 u g/
ml. D-dimer 0.6 # g/ml . sIL2R 4310 U/ml [ABef&##] FKAEY >/ SHilE KR IFE %2 3203, 7252,
B L HANE L ARONTA, WA ZRMIRA CIE 4 < KR 36-39C TAMAI 2 /RSB E 2 L 7zo Tl
FEBEEGICH L WA Z D 5 b, JBIERIRIEIM S A TIE B h o 72 B T — CIEmBICBEETRESE. 15
it % R FIE L 2 KBRS DR BIME 20072, GaY v F 7574 —CREBE~ LB IZEELRD
DRI~ O ERE IO B h o 720 BRI MRL Tl& T1 @A E S, T2 @G i RES THAEN
W 2 RNETE 22 R 2 % 2000 S 720 AR 1 BRI SRR MIC N/C HSE SR Diage | 721) v SERASE8D b7z,
BREZERNL dry tap TEBIEMRIC XY &AM Vo SEA IR & B Sz, [E58] AR % 5 13RI o
B4R LDH O LA ABEL 8 7 F 2R 7 PEIRCHTIIE % 3250 37 B O BRRAT A IC EEM S 7z,
FRSBE & D SEEE 70 BUK O EZ MMP-3 O A 572 L2z T, BIfie a2 —Fr 28 JIA & oERIcHEH T
Hotre TA—FIRTHRLN/BEIFEE L /25 KEME LEHANOEEMBOREZNE T Ho7- LIS
720
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0-29 Pachydermodactyly® 14l

Ok BB B 225 B mE!
PO OB IEI BE R NERE, P B LR A A b AN R

[izC®ic]

Pachydermodactyly . MFiEOa M faE M (PIP) BIETE P O #EH# O #h8EIR O JEIR 2 Feih &+ 2 JE A
RHOH 2 BHIRETH S, RETIE, HHOFIED PIP MEIOIEREZ RO 5 2 & 005 LRIR R FE N
SRR L OV EE L 75,

[EHI]

4B, 67 AR SR LM F 2, 3. 415 PIP A O IR * ZR =72, HIRIZ 2. 3. 45 flTH
WZRRDO 728, BERREBALIC R R 1E 72 <. BIET T BIRHIRR & 720 2 20 o 720 MEARAS Tl KAERUG IS
B Cdh o720 FHAML ¥ M7 VA, F MRIRAE TIEE LW ITRE 237209, REBAEO IR % 32
D7z, BRI DR M T, KEOMEMEA L BE, BEOBEMIHEOHEMZED, TNEOFR,5,
Pachydermodactyly & &L 720
[E%]

M F5 D PIP BEIORER % £ A /NEIZ BT, BRI L BUE A 72 <L MERRAS T 9ERT /DS 72
WA IZIE, Pachydermodactyly #8533 X&E TH 5,

0-30 Idiopathic Chondrolysis of the Hip® 1 %l

OfJII &' ik IEM b Zoa!l HIF #7' L& HZ' SML B\E
BEH MRS I %ot
PBIRUREE R R IR R ANERE, 2 SR RIS E R R

[izLwiz]

Idiopathic chondrolysis of the hip (ICH) &, KRG BEIALERORY T-#E O@E 12 X ) B 2R 2/ME L.
B BEET O W IR % & 72T RRAHOBEE TH 5o BRAIZIE, 58 IRBIETRE & m B R % FERE L.
AEEN ORI FE S 2720, FHEHREREERE R E OBV EE L 25,

[EfT]

10 2B ABE 2 SR 5 B &2 HIRBIRTR 2 72D Tz, OFE 8 H T A D S EB S OME O%IH T
EROLEIICHY, 9H 14 HOEEEO 2 HRISHBRBEEF & ENRGEIRAZEH L % o720 BAEEZZ
UIEZ T2 EEAH TS ). 11 H 156 HIZHBENREI & % o 720 HBBIENIE B I HHE L, BEIREE & [F]
Uil o & o> Cn/ze THRORBIBZRIZIEHEO 24 iz (G</k) %O T\niz, MERE TIEEE 2 <.
JERS. RF. PUEHUA. HLAB27 a2 5720 L v b7 oA TlE. ARBIET 0 BB SR o5/ ME % 320
MRI A Tld. A RBEHET O R EVIRD < L, B HFE 2 720 7225, BT ORI 1 CRET
HY., EEHRAETOEHANS X ORISR RIHEEINEDOOBRETH Y | OB RE 7%
RRIERO SN holze TNHOFTRMS ICH &2 W L7z Ibuprofen DWWk & A7 0 A FHIOBIEINE
B U NE ) HEFIC LD BRI RBIEIfAR IS CGE L. BREE 2o 7z BEE 3 22 H O MRI A Tl KRG
SHOEILIFRAT L T 205, B RIESR 2 EREEZLIZEER L Twiz,

[(£%]

ICH (3 RIS BT AL 5 O RS T8k 25 L. RIS E M k% & 72T ERAHOMRERTH b,
INBIICSIET A 2 &% L. JIA L OEHINEEEL 2L, LM LEDS, JIA TlE. REE P HMCRAET
5 EIRFEFIIHTHY, 720 MRIMEIZBWT, FHLREZHR LML) EROBE, MAEN RO NS
CEPFMTH LI L, ICH Tk, 2O 0T RIERED T, BRIl b & L ikig oE gk, S
FHE. FRTROmBOEMELALZRO LT L5, FHIITEETH 5. ICH 1M TH 505, JIA OFEHIZNH
D—D & LTHELREERETHL L Bbh/,
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O-31 EBHEFEMEERX (CNO) DERKKORE

Ozt 7'\ WF Bi—' BE AL &m K4 UE 'R B ol
JHORA S R R
PRET LR MR I AN B SR R e AN IR AR AL B e A

18T 14 5 3 45 (Chronic non-bacterial osteomyelitiss CNO) (&, JEEEMEOBEHE* 29 5 H O LIEMN
HERTH D BRMICIE, BEMTHREOLZWEE, HREEZEV T, REPEET2HLELHET LHEND
0. ZHEVEICHEZE) Ry EENZEBEFEEL M EH % (Chronic recurrent multifocal osteomyelitis:
CRMO) & k55 Yffiik T CNO/CRMO DZBWHIZE > 72 7 Bl oW TR G 2 Bt L7z [J7#:] 2011 48 2
H~ 2014 4E 4 B £ CTI2LELCTR2WT L 72 CNO/CRMO #3& 7 GO ERARAER ., MR s, W% pT . GHEICD
WG L72o ZWiEICIE, RAERO MRI % & FDG-PET M2 X D BH L2 MR L. RO E Rk
HIRORBRB L) 7V 4 LA PCRICTEREETH L Z LML, 72, MEHRES L OEREICT,
HOREMEREREERE LRI Lz [FR] SSEFERIE 119 £ 32 (5~ 153) T, Bt 4:3 72572,
BWNCEDL FTOMMIZ 23 +6 (07~16) # HT, 7B 5HIA2 » HUPNIZEZET &S L 7ze FIERRC 7 Fldh
5 BIA I REEZD, 2 BNIFMP IR E D e h o7z Ty WERFIIISHKR, TR, BUX & v o 72 RAEFT
REBDI-0L 7 HF 3BIOAT, A2 FUIRATATRIZZ L { RSB TIT - 72 FDGPET 12T, 55 2
FIEIEEAL O MRI A IZ CTE B SOz IHFEEOMERERAD L SATREEZ F207-01F 260 A T, L5
Blid ADL O TIZRED B o 720 MM Tld, CRP XA 4 6Tt 3 I FEPE, ESR 15 1 TIL
H# LTz, W EORELMOBEE L, M & BHERD L 56 (71%) 1ZRD7z. RWTHE, K&
4B (57%). bR, KEE36 (43%). RE. BREEVS 26 (29%) 72572, oMb, HE. $#HE.
Mg, FEE. FRE. BE. BFFIOWE L2072, PIIIG#EIX NSAIDs & E AR AR A — FORIRTHIGL .
FAE~ 1 EORBTHEDI A D L IEFE L7z 3R L Cinfliximab 238 A L7z, [#im] 4T L
72 CNO/CRMO FEFIZ BT, ERHMEEH AT 23 2 DS ORI R RM, MM, W% RIER =&
WA THY) . CORBOSHEMEDITRIE SNz, S5 R DEFMOER L RIREOMFPLETH S,

0-32  THERZIHFELBUEBRESELEHERO 16

Omif| B Ml IR AR SRR BHIL RIK, K B8, 5% FHiE,
[ S Y A VAN [2PS
PR RIERIEDF 7RI 2% /N

[T U] B RS Bk g R 25 (CRMO) 13, HARIEORFE 2R L 32 8% BHEEREEHAETH 5,
AT E L CRETOFHRIMOMEI R E . o, SHEIREICHFERINTH L05, THFIIHTH S,
AT 41X T HEER % £33k & L7z CRMO O—Bl & #8x L 720 THET 5,

EBI] 6B, OF 1 Ao L D RRIER % 5207225, LEEEFRICEIVE L 72, 3 H LHE» S HFY
PEABERR . B, SR EIE A, 23 H X 0 S350, PSS S N5 ERIGHER L2 4 H19HF
A REEOER., ERPEEL 2D BAEICAB BEHMIZYERANBIE o7z MEKRETIZ, SE
DIIEIS Z ROz FY v FTlE, THICHEOERE XD, PET MATIE, THE. WEF. mAREE
fr, EEEAICERBE ROz, THTFER T, BEEMRIERO T, EHEBBE M AR L 2D 72,
CRMO %5t fAETO CT Wi E R L2 E 2 A, BRIED FHERE A 2 56 Td % bone
on bone appearance % & TV 72, FHBM MRI M Cld, FEE. TEEEIC T2 Ml G cmiE5. T1 i
RCEET, BRI IRENTIE L. BEGICIXFERE 22072, 720 8. MRS M.
JEAG AL D R DIRE 2R 72 TS DRSS CRMO & W L naproxen % Blta L 72 5% 7 < .
pamidronate Z B L72& ZAEIMN L EEZR L, #1 HOKE T T HOMEERK R IZEP L. CRP b &t
b7z

[#2] CRMO 2B W T FEHERNZRIHTH Y. FI5%ICASNLEDATHS, CRMO I2B1) 5 FHERET
E. CT A CHE) 7 bone on bone appearance % #8%. MRI A TIE, BB ~DRKIEDP N % Fbd 5
FHEEZCEZROLZ LN, TNHLOERBLEOERDTTEETH 5, EWREDOENO7-DIZERE D KT
T ERBET LI, CT A TAEEIZE# 7 bone on bone appearance % 20734121, CRMO % f&
WEZEE B A D LRETH 5,
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O-33 TRFIET PTEHEEL ZBEERESRIEETER O3B

OARW  ERER', /s HER' IF 21 Wa fme g F—!
VESCE EERgE Y v 5 — R - ) v~ T - BER C BN REERE Y v — uER

[l U] BHEREEL IS B S (chronic recurrent multifocal osteomyelitis ;: CRMO) 1%, MEF 4258
HEEEROFRE ERL ) BRI M2 HCRIERERETH L. HHEIIEATOA FERLEAT 4+ A7 4 f—
N2 S %25, 4RI D BRI 1L TNF- a BRERINEIRSND L)1k 572, &, =% vt 7 b
(ETN) 25%h L7z SHEB & RRER L 72720 W E L 2 N 2 853 %0 [ER 1] 8 ic)Ee 6 i/ FRIH
OEFPHB L., BTSN T ARBERZ Lo WsE Lo 72, TEICHE 24 S, &8 MRLL
HYyFCEFREOEHELER I N, MEEEHRIEIEES N, CRMO LB s/, /83 Fu 4 —
F (PMD), A7 04 FHET—HEMRTLL, HRLOETN 28 A LHEEMEA SN/, [FEF 2] 13
e OIS T AR LEET 55, HEAHTREOERANIC TREABIZE SN Tz, 11 S
LRt L. #EE MR B v F. THBERTERESHE LW SN, WS X ORBIE &I .
B EPEENE b 55E L SAPHO fEMERE L W S 720 PMD THEEST A L. ZOMHEIZ—BMETETN 2
AL7z0 412 [\ ESE ISR L C PMD OB 5% %9 5 & ETN IS CRIIEM 2 T & T b, [ER 3]
14 EE R 6L OMKEE, ARMEORFmEHIRL 72, EEARHE S, JrEROERKRS . SERREE
B EREEERREE R PRI NS S, FHRIEESR - EMAREL, HEELA LTV, 14mEFICY
BaesZ L, i MRL BY Y F TEETLEHMEL RS, BEOREEREOKES S CRMO &2 s
. PMD, ETN 2L D #HRLPICERICE o7z, [FE] 34 . BREIMIZEY ELVWEZIrshy, #)s
HEELZITON VT TIERISH LATW 2, 5%IE. REOERESLELEZ S, 72, ETN 3L, £
FEDH RO THMTH - 720

O-34  HEETREERL L 2EHmBEFHIST R E R 206 D15

OFE #F' KRN B|REEE M HERE Ak 72 e fwm ™, gk F—2
'ENLREEEIE L v 5 — AR,
PENIEE ERITE L Y 5 — B ) v~ T BERL, BN RCE ERITE L v 5 — Rt

(3] BHEEREREMEE % (LUF JIA) ©O%h T, AREER JIA OB FHITZLEET & L L RIFCH S
B WIRHIZIENS . RS THICHBEIN TR WO, BEDSKHIENLE L L v, [BEW] M4
BElC BT 5 DB JIA BE ORRES . BEERICOWTHRE T 5, [ & k] Ukcldd 6 £
BB -5 VB R JIA B 20 IOV T, B AT VAT A% W THHRINHRAE, Mat L7z, [#
] 20% (34, %£16) OFIERERIZ, hRE2H52H QK5 2HA-125) . 7+0—7T v 7HIEOh
JE1E 37 2 H. P 336 H Th o720 EEGID 1 B11d HLAB27 BT o 720 IR, IBIEOM,
PEAT (13 1) BAEIHERHIR (9 B) 7 & %207z SEN S BT E TCOMEITHRRME 2 228 (05 2 H-10 »H)
THolzo 19 BTN % ZZ LB, 74 CTHEZN. 2 24 CHlBAERDRIT S N Twiz, A
PRI 18 44, BB 5 %, NI 3 %4, TOMOENA T HTREEH NS Do 72, T2, KB LD
BEIII0GTHo720 E5I12, MEKFMEDTREIZ 1 ZORTIHERIZV D5 72, BAEFT R T1& RF Bk
b L 1IPL CCP HUARGEBIIZ W 72 2o 720 #IESHE MMP-3 O H1 YL 64.1ng/mL (145ng/mL-671ng/mL) T
Holzo ANAGIEIZ8 AT, ) L 1FINRRE ) EREY G L7, 18513 RILTF 4 24 V' CHERB S 1L,
MTX & PSLIZEBIZEHENZ25, 9 b 5% (25%) HNGHIRPIE CAEYFIEAIDSEA Sz, AW
SR B IANVE B & Hoik L CIRAER T o 72 (p=0.008/ HT9LfiE :22 2 H %k 38 70 H) 7%, #IiZk: MMP-3,
CRP. it REEEE. ZHE COPMMIIOWTIRME ICHEEZE IR o 72 MBI EC BB 2 Bh
BEHEO 1 AERE, BEICTTEHI R - BB R L BB X 1A Tho7o, [FE] PRET JIA B
DFR EFBEINEE 25 LT 72hs, BETER R AR EORENLREZZITTBY) . BENARIEICE
WT L ARIEDERIIM LS . SBROBEPLEL EZ 2 bz, 72, EWHENEAE 25% DBEFLEL L,
BAFEHWOBEICAEEIIS > 72,
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O-35  PAEBYEFEMEAF R KX (CX ¢ 5 EEMiRE TR RVIBRF M OEER

Ot JiE
ERZIRBEAIEIUE C &b & B L R OBEFR L & — NEEEAR

FAEERE SRR 25 (JTA) I2B T BRI BT OERIIWETIE 2 ve S RIFR A X YFH CTRIETSHE T
B B 40 & B AT L 72 SHEBNC DO W TS 2, [W4] &6, BEE O KK TH > 720 I RFEER
X2 INHT, Wa4sh. B1HTHoTzo BIEDP L LUEZZ T TOFEHEYIMIL 5 M. Mo FiirE TOF
WA 4 B CTH - 720 BEIROENZW OO0, &R LER T M 217-o 72, [FER] RS R, 2
BN KRARTE R &I D B 2 76 3 BNIIE B K 2 R0 720 METHRE OV S ARFH - B O RH
BIZFRD Do 72 JREEFT R Tl &R TIEEOBEAE L) U NERORE 2O, JIA OB 7% vl itk
DOFEEIE, KAAEZ RO 72 2 PUTEWEROVE R SKPFE~ 1 FTCEEERICE - 72, FREHO A TH >
7236034 77 a7 = ONRGEEZITV., TOREREMEREL TWb, F-BEETEEROLE TN 1 FH
%87, [#%)] Martinez 5 (2006) OIEIZ L B &, WEBEIEMN %175 72 DB JIA 128 L. £ 65
D H ORGBEBIEHIE CER A MR T X 7ERNIL 36% Th 5. JIA ORI BT 2 IEEYBRFM O ZHITRE
BT, FERSOE L 2 WVIEGI THRE SN TWbH, —J5, JIA OBWIZ BV T BRI MR R 122
LWwZ b4, BIETHHERICT L ORI VB HEECEASITEHEEZ LN,

O-36 Mg/ MR MEERRE L LAEL2EMTIUTY =T R / i) VERERHFERE
D161

Oy #0171, FlE 2 B A5 | K—°0 Wi f—° B o’
dih HEF O O BACS, BEEH BF°

'EFEREAB AR Y vy —/NER P EEERRE NER

S BT SR E A B e /N ER

EFI] 18 B, ik 11 mkly. F8EA & BIMIE C3AE L 72 SLE/APS, mPSL 7SV A i1 |2 AR IZE BB IR 1fAS:
fE EMIBEZE DA B0 mPSL 7SIV AR+ 7074+ A7 7 3 R7OVAFEDE (IVCY) % 3 7 — V{74,
7L F=vuor (PSL), #7101 4 AT, Pl dsDNA Fitfk 20 HAL, WK TFB LI OERARIEZZRLS, V=77
) Y CPT-INR 23, W—TAT7Fa7r7I v b JLANI ) ECPKIgG, B VT4 ¥ ¥ B 2GPL T
RTINS EMEDIREE TS L Tz, 2013 4E 1 B 2 FIEERRE CITEE AR, M/MIIRA O 728 24 B i
BeL7zo Mbe ABeH:, 82 JE. Z/R (MR) 207205, ElEEE 2 H -7, WBC 21500/ 4 1. Hb
133g/dl. Plt 36 5. Alb 24g/dl., Thil 22 mg/dl. LDH 4447 1U/l, Cre 16mg/dl. APTT 477 ¥, FDP-E
5682 ng/ml. D-dimer 324 u g/dl. BEFERIMER 1.22%. ADAMTSI3 ik 3% &1, HT ADAMTS13 HifkF
P, Pprru bo s e rHiREETH o 72 TTP L2 L. 1M4EcH# (PE). CHDF % Bi4f. PSL60mg 2N
Z. IVCY # 1T L7245 2mHO IVCY BICHIMEEKEE 2D, 3372/ —VEEET7 =5 )V (MMF)
WCEH L. ZIEBAEB L TTP »o0mEE & 412, PE, FFP @K OMBAEE L., fik L7z, [E%]
SLE OEZE L EIHEDO—D2IZ TTP 2% 575, TOPEIIEFH B 2L vbhiTwd, KIEFITH,
SLE B £ " APS O{EEIMEDE C R VIREET TTP #3IEL TB Y. MOBERPEBRL TWEEEZ LN L,
F 72, RHOIMAEHR IVCY. MMF 7 & OBk OREMR i 22 GRS R I L7z & b7z,
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O-37 M/ MRRD THREL > 70OKAT 7 I KNIV AEED RN L 7-SLED 16l

O #—" I BGE. SR -7 LM 2. Al S
EERIEATNBER Y V7 — T LIV F — RGeS - R

BRI NBEEE © 5 — SAVE © BRI NEEEREY 5 — TR
PRI RS N R

EHTY) 7~ h—7A (SLE) [ ZIMEEE* 2T A2HEHNE <. M/MURA 128G SLE OF) 30% 12585 5 6
LA, MRV THRIEL, Y7 0FRA77 3K (CPM) 7NV AFENZRI) L7z SLE @ 1 % &5k L
7O THET Ao EBNL. 128 2012 4F 3 H &M, M/ % 320 BIREE LS T IMR A TESR BE
w (ITP) L ZWi. ABeth, igra7y) >, 7L F=vua>r (PSL) 60mg/ HIZTHE L. M/MRE DL
%R 7z. PSL % LiBBERIE. FIROMETY Y v & — MiEIES RN/ PSL bmg/ H  CTlE L7z 9
HEL ) EEOABESSHE L, PLDNA JUREZ A L7225, BEO LA LD L TRBBIZE L > T,
12 A 27 HEE o &b & i/ IMGE A % 386 . ARt PSL 45mg/ HICH&, [FRH X ) sEttRE, L1 /) —
R %8072, P PSL )& L7225, bmg/ HOWE T, M/MGRA . FREOME, &EK, HOko L
AxiRo. 3 H 18 H4EHA . SLE OB W2 T 19 HABEE 7 o720 ABely, PRENCHIZALEE, W R8I )E
B, T8 - BRHCHEUETER S & 30 72, ik Tld. WBC 7,300 / x4 L. Hb 136 g/dL. /MR 163 5 /
u L. IgG 1,704 mg/dL. CH50 13.0/mL. C3 48 mg/dL. C4 5 mg/dL. ¥i##ifk (EIA) 81.0. #ii DNA ¥k
17 TU/mL. $t RNP $itfk > 500 U/mL. $T Sm Prf&> 500 U/mL. #T SS-A #iLfk> 500 U/mL TH - 720 AR
#% PSL 60mg/ H ¥ To¥w & ¥ 7 0 AK1) ¥ 200mg/ HBIMEGZTHHREFT ROLEZFOT, MRIIZT
LRGBS O 2RO 72 L &6, BEMIITHR. 6 H5H XD CPM 7V A (600mg/ [1])
PG L7z 2Dk, CPM 2OV A, B2 1 REFT L. 3 H % T2 CH50 1Z1EH L L 72 CPM 7¥)L A
P, A6 MFEIT L. PSL 13 mg/ HE Tl L. 12 H 27 HICBk & L7z BIfE. #4312 T PSL % il
Tdhbo AFEFNTBHZITP & LCThE L RS HEAIC SLE OMEESZITE TIZ 2 ROEBR 2RO L 2D,
2704 FIRFIMTH - 720 S%I1E. VMR OARTH-> T SLE Z2EBHICBWT, L) EZEBIEL
T S EDEETH L, T2 AIEFNIIEVER AR IR 2 LS B TB Y | overlap JEMER %
ZIE L RRMBIRPULETH D .

0-38 W—FRAF7FaA7T5 b -EF7OMNOCE S MESREREE (LAC-HPS) DORIEZ
BICE2M SO /-SLED 14l

O™ #E. B A0, P 5. M meh. BI0OB R G ATHE e
i =z
H AR /NER

[#8] v—7A7>Farrss v (LAC) - ik7ua buar ¥y (PT) IMJEMERER (LA-HPS) X, fit) ~
FREPED 1 TH 5 LAC 23baET, R PT ME % £E ) MIERE TH 5. LA-HPS R MIIHE S 20
12 1960 4F12 Rapaport 512X 5 EELEMEZ & /2 L2 11 oegtrs) 5~ =72 (SLE) BETH 5,
SLE R 7 A VAR EFHRIIE L, £ ITEEIRTDH 255, I, MbE Bz &0 EE 2% HIfER %
72928 bH Do ST 4 1L LA-HPS OFE % 225812 SLE OBWICE - 72 1 Bl 288 L 720 [EFI] 13 5%,
BIE, MR, JERREZ EFRIC%2 L. BEMAICTPT 288 % (PT-INR 3.04). APTT96.0# & HWH 2 it %
BT, 7UAIF TV TEABIIBWTCI Y Pu— VIMFETOEBRMOMIEIIZR ., f ey —XF—r
R L7z BN TIERIEZENEN. 62 1T 121%. %5 KT 64.3%. % 7HT 61.1%. % 8 AT 32.8%.
259 T 16%. £5 10 N7 44.3%. 5 11 1 99%. £ 12 ¥ 252% Td - 720 72 LAC MR ERIE 17
EME. BUA VY F ) ¥y 1gG 65 U/mL (IEHE#PH 10 U/mL i) . $t CL- p 2GP1 Jufk 186 U/mL (IEH
#PH 35 U/mL Kiili) TdH o720 M EOKHED S LA-HPS &MWL 72 AREGNL, T ORKE., WBC 2900 /
uL., RBC384 7 / u L. Hb 102 g/dL. Plt 219/ / u L LIUEKEAH V) . H3E 7 — 2 AR, 3
7 — b AGABREYE. PURPUA 320 f5. BT ds-DNA il IgG 240 TU/mL (E##F 10 IU/mL #ii§) % EHC
PuikSBs . C3 25 mg/dL. C4 1 mg/dL. CH50 10 &iiff U/mL & A A M S =k LA-HPS &% 2 |
B L L CSLE M 8tb 7z, BEREOSEY HIWE LTAT U, F2OVAFEELY 17— )UiEfr L. 7%
AFRFAR B FE REOUGE DR S N7z th, BEMAZ T L2, BAROKR. V—TABLK4HTHY), SLE
EREEZINCE 5720 AIIZBWTLA-HPS XD FIE L. SLE L ZMICE S 7EIZEETH VST %,
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0-39 HMEmEZECI—TAT7oFaA7I5 0 MEMETO MO EME (LAHS) .
SLEEEML. OFE/RZBICTTIPZZ /-0 /=161

OHIl B, kiE BWRL. &F &ih, W E—
FESE RS /N

[#E] 1) VIRERAREEEIIREN 24T 525, 70 0 v €y HECX L BIMENZRTE?DH D .
W—T AT rFarrsy k7o ba v v omiE (LAHS: Lupus anticoagulant-hypoprothrombinemia
syndrome) EFEHEN T3, 4al, HIMER % 22482 LAHS, SLE L2 W L. B4 K% TTP 2 &6 L 72
IRBI ZAREER L 72D THET 50 DEBI] 8 i, KAET 2 &R, e TR O%K. £ MR % £k
MEL %%, PTER, APTT R ZBOURENZZ L & o7z BT L CIE BRI & 7 i BE &5 AR %
P72 WBC 6500 / 1 L. Hb 11.3 g/dL. Plt 1724 / u L. CRP 179 mg/dL. ESR 53 mm/h. IgG 2244
mg/dL. PT 244" (Cont 11.7"). APTT 675" (Cont 289"). MiAILIED V) o PiliPifk. Pi ds-DNA Hifk,
PUSS-A YUk, PLSSB ik, W—F A7y Far7 s 5 b, YLCP - B 2GPIHifk, PLPS/PT HilknZzih 2
WM, I IRTEM: 5% ST 0 o SLE. LAHS. Sjogren fEBERE (SiS) HkvTHEHBILE HAIZ ABE L 72,
SSEWHMNOEER AT/ 25, H36KHBRICZEORBIMEEHRLANVIKTEZ X720, Yav 7y
INA Z e e o720 Hb 84 g/dL. Plt 1175 / u L. BifIRMERDS S O S/ B EE (TMA) &2, I
IR TR NI ERR L NV EEEE L7ze 3 HME H M 2 47w TMA 132, 7 A YWk, A7 1
A RIPSVAIEE2 7 — v, 70K A7 73 R2VAEE IVCY) %247-72. tAH. ADAMTSI3 i&M: 1.8%
EHIBL TMA & TTP &MWL 7zo LaL. ADAMTSI3 1 ~» b ¥ ¥ —i3BIKE R CTH > 720 TTP OF
PR BREAEIZ 22 <. IVCY &7 A Yk, A7 04 FHNIRZ#GERTH 5. [#iE] SLE obt) ~IEEH
KA ORI, BIMERZ 235 LAHS 2 27236103 5, HIMERZBO 205 . AN mEER
B 0 MR 2R BN EESLETH 5. AR TIE LAHS & LUEEKDS TTP 25 L - eES % 2 5
n7z.

O-40 AERBFICFERRNEEZEL Y CEEREGHEOLEETIV T =T Z0—FI

ORJE #He W01 L, RE BT KE 400, M ECh, Ké 5%,
L BRT, BRI
P AL N

FEBNZ 132 X 11 H B X 0 5884 1) . FRIET L BIET OFE b iR 722512 A BANZIERIZEE L 72,
12 H 24 HEE X 0 FEO° 3840 FEDFEB A BAA IZFED AR 7 o 7205, MVEARAS CTHIERT RO EF- 13 7% { L5
ROFZW T %2 Tize 1 H X ) BBUIAERE L 20 ) FIREEHIC OB 2O X + 14F 1 H 10 HIZH]
B % %% L I CILMERR A & iR T 2809y 5~ =72 (SLE) %&b THE~RE
ok e olze MBI OALIE 2 320 5 DA TEDOMIZEZZ 37 <. ETIREE & TR ICIRE
DOERR & B TT BN % 7R 720 TR CIRIMIR & IR % 720 M A ClEPLILER S & BFE 5 B AR e R 2
Mk e, fHAMT . PUEPUARRTE. ds-DNA $ufRBE1EC SLE & &2 L 72. BEEAMA CTld PT-INR I3 1EH.
APTT X851 # &t & 726 LAC B, $t CL B 2GPI ¥tk 42.3U/ml. $T aPS/PT $ufk > 200U/ml & 38
EETHY) Y IREIUEREETH ) . AT a4 ROV ZEERIBICH 72 - TIRERZEIE LTy -7 7 1) YA
REPEH L72e A7 04 2NV A3 27— VT LT PSL NARGBEEZ G L - BICEEROBEIZT—T7 7Y
YEWIEL, SHHICEEMEI T 720 BAEMTIE WHO 778 class I I 1 a € Tac WIRZ B L7z, BAMK
BIIATOA FRIRED S T TOMBTEHE LTT7 AE ) YHIRZAT> TW iz M 10 B BICATE
DFRAEFFNRIIETR % Ff 2 MARTERL & fRD 720 MR TR L 72 FEEIRIZ. 2O KM CEAMEEZ 1 H O A
MR 21T > TOZDMRICIE Z CREREZRT L C\Wwize ZOMOIALIZIE TRk T 2 — K& OHEH MRI Tl
Mz 5T RIIAO Lol FOBRTAEY Y2 T —7 7 VIZEE LI IRE KN, 4 22121
MR ZIZIZTE R L 7ze AEBNIRBIIEE L D BT Y IREPUADTEME TR O FEICIEE E L T A FEEHIR I
BEIIE L 720 RIEBIOSEOPEEIRLED 7 Et 7 & IS BEFOIEFIIA L TED X ) Il Pz % 2
TWLEREMEEFTOBEZ % Bl L7z EFAZ 2RV LET,
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0-41  SEHEIIAIC ST BEYLHMF QMG T RETFICHT 5185

OAPRHE eSS i W/, B il\idF L ARl @3S il B0 S 2
v S 2
VBB ARFESANERL, P R RRE N v 5 — . IR R REE A R A

[F5] BIERRL JIA (BUF pJIA) 2BV, AW EA (LUF Bio) OEAIZL Y Ef L 2 2 BEF VDL —
J5C. Bio OFEHHICED & ¢ 3EIFEEIXERBI & L CRADOEENLEL b, Lo L Bio DFEHLES LT
WEDT, BHIZAA v F 5 ENEL WV, [HMY)] Bio#E A L7z pJIA BEIZBWT, st Bio TiREkE
TELBEEHMEL P o HEOFEVERGT L. 1st Bio OfGN T2 HS I3 5. [J5HE] 4FC Bio 2 BfG L
ZpJIABEDH) B, 1 IRENZERNT H720, 3PHLU L Biofkli T 7285 4 L E Mkl 24 v FHIC
GV CL IRIERIATI R O DAS28. MMP3 7 &% JBGT L7z [RER] A4 v FEHIEFH 9 »H (618 °H)
BIZBio ZH LT\ zo MkBHES & L L, A v FHECIXIAKREIA 3 72 H HTD DAS28 SE EIZE D > 72,
[#&5H] Bio A L 722 BAHIAL JIA 12B W T, EA 3 A %D DAS2S i Bio DGtk % P 2481E L 42 5
WHREMED B 5 6

0-42 U TR ROSEMBEEFERREERHROBRICH L T VXY THHAC
pi=t; e O |

O F7' FH Rl s R, &l M & M B !
DRI BEAEER ANERE, 2 BRI EE ANERE CE L R AN ER
R RF R TR AR L v & — NER

[T CoIc] FEEEFEEREE LK (JIA) OHBREIIH L CEMZANBAH;EA S, EfREL T2
JEBIDME 2 TETWAHA, HEHREROBEICOVWTIZWE ZIHELR LB RSN TR, SH, F4id, b
A= 7 (TCZ) %A X ERIRE R % 157 8GR0 ZBER JIA 1I2BW T, TCZ IEEOFBRIIH LT
TCZ HANZ CHBEF L 72 —B 2R L 7272053 4. UEBI] SMPB I A% 6 20 HEE, 88 452 B -
TR OERE % 725, ) v~ MM FRTFBEELSEEE JIA OZEc. FEAT 014 FEPKESR (NSAID).
ARPLFEH—F MTX). 7L F=vnm>r (PSL) I2& % MAP#EZ T L2 VERT Y b O — L T& T,
2 FEIE AR A R B O S & HIT L. MEHEA L e o 72 MRS, WRBIENE 2 0. M Tk
CRP 24mg/dl. MMP-3 3382ng/ml TH o725 + U XA~ 7 (TCZ) BAthth. BAMIFEIRIZEL# L. CRP,
MMP-3 & IE#AL L 720 BRIRAYE R 2 iR L T 72728, 5 lRC PSL @i il L. NSAID & bl L7z (PSL
$ X OVNSAID il #13 CRP 002 mg/dl, MMP-3 29.1ng/ml). =D, TCZ #5-&8 % HET 5 biEKiZ 2
yha—LENRTW 720, MTX Z2HIE L, 75 TCZ 2k L7z (TCZ Hikk:E CRP < 001 mg/dl.
MMP-3 24.1ng/ml)s L% L. TCZ Hik 4 22 B4, &, R %20, MM Tld CRP 564mg/dl.
MMP-3 6479ng/ml & EfETH 1) . 5 MR CTHEBEA O o L BET - BB OB %O L4 Bo 72
72, ZEER JIA OFREHIRT L, TCZ OG- 2 L7z & 2 A, #eIERIZ®E L. CRP. MMP-3
bIEFAL L 720 BIE, TCZ HANZ X 2HEHEHMD S —ESFB L TV A5, 48 L 05 IS CHIKRNE
AR T\, fRalh TCZ OREIERIZRAD T v, [FBE] RIEFNE MAP k% —E DL Bk 2 b 2R
< TCZ DEANEM L7006, FIREEOEHZ TCZ HAITOEIE Lz, 5. AWFnis) %8
A L7-8EEE O Z BAEIRL JIA 2B 23 H|owE - ko ik, FR - BREEOBFERH -5,
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0-43 TE) LT THENL ZIAFESRRBHEREH R D115 R 5

O &—1 @I &' £&T i’ EE 5 B Bk KE OB
ANECH ERL EK AfEN EH KRR 1“# fER L BEA W ME O EA!
b E e EIES R e Immuno-Rheumatology Center. * )1

[lZ U] LR 2R E B 2 3 A5 ERR SRR & (JTA) O —TITH 205, HWHEICHE T 5 15HIE %
v, BEIRAEE L 72720 HEAEEDE L EESNLBIRAICH L, T8 Ax 7257 58&% 15
t@’(%‘%ﬁ%i&i@”éo GEGI] 11, B SERICHEKRABOBEEZ2OBAEDH ). 14ET & ) AR

ﬂb“((%ﬁ%kl%( A 2T TW7eh, LERBEEROSHB L 7272088 2275 Lz, IERBIET KL 7J[IZ
WT*V L AW E R 2 D, U< b FRTEM, HLA-B27 Bt X 0. JIA 530 SR s B 75 & i
U720 17 HiRICBEET % (EHJI W) 2SI L. BEEROABEIATRE, FHbO7owik&d e 2D, lﬂf"i%
BERETHIZE 72, MAEITR D CRP 15692mg/dL. MMP-3 350.1ng/mL & #HE L 72, MAP #% (MTX
6mg/ M., 70 ¥4 EHHR, 7L F:‘/°D v 10mg/ BBH) TlIdEmE 3.1 » HRICT7 5 277 (40mg/
|\, 10\ /2:8) OFFHZLE L7z BB HICIZBETREACGE L@ s 2 0. 2 87%121E CRP 059mg/
dL &fKF L. 48121 inactive disease %Em L7z $XTONRIELZHIEL 75 A~ 7 O R LT
BN5, BHIEE THRZED TV AW, [EE] 745 A< 713 JIA LM RPLERRDEE % THERE 2 &%
B 275, SRIOEFTIZE b THIM CEHLUEZ RO, JIA IXBIT 2 AE L i@ 1L, A
TIXEMEBIFE &\ ) PO EESICH Y L, B v~ F L FEERIC TNF [HER O#EIS % H 5 5095 5%
(AHE DD 5o /NBIASHE O BFHERIEE I3 2 8WiEEY T — <A TOEEZ M2 THET 5.

0-44  EYFHRFICEVIABEOESRIEIXET S (B28)

Otk WAT ', it 3 ARE ML LE WL EG BT B %
G Bz BRI i
B BRI MR L 5 — MR BRI R

[Tr5] 2007 FE0 K284 C AEWHRIEA] (Bio) OF512 L) HEEFEMEEE % (JIA) BROKEREITYL
T Lz 20k, Bio O HREBRLEFMBEOBIC L Lo T, JIAZE ) F CRIIZEILL T
Who EPEEEANC LD Efﬁ KEIZED L IZEAT 200 % FEME L7 [H:] Bio 2H L7 JIA
BIICBI 2 HRAEY . RGN GEMGIE. PEE. 1FER. TEPER. 28R ERE L. dRIE
Bio A} 12 LT . H— Bio % 14D FlF M L 72/NE & Lizo [RER] M 5id 46 1T, EARFY
WL 84 7%, BLIIH 1 :3 THo 7o HHFIIARIZ 121.6cm (098SD) 72- 725 i, P4FEKIC 124.1cm
(095 SD) .1 4112 1280cm (097 SD) .1 4E2F+#%12 1305cm  (-0.95 SD) .2 4E#% 131.7cm (-1.11 SD) & 2L L,

BERMANIERO o Tze L LEBIERTIZER 2 & GBI 130.8cm (:019SD) 72- 72 & i, 4R
12 1342cm (012 SD). 14E#%12 1387cm (002 SD). 1 4E:#12 1408cm (+0.05 SD). 2 4Ef% 1440cm  (-0.04
SD) L ZLLAETH>72 (p=0.045. 0013, 0004, 0019), AEIZBIMEE 201 kg (+0.34 SD) 705, 4
%12 307 kg (+0.30 SD). 1 412 328 kg (+0.23 SD). 1 4EF212 341 kg (+0.17 SD). 2 4% 35.7 kg (+0.11
SD) &ZAbL. AEARMINGGEO R o720 &GRNIIRS & HEHEBMGEC 282 kg (+078 SD) 725 7K L.
FAEIR 284 kg (4049 SD) 1 4E#£12 305 kg (+0.35 SD) .1 4E2:1412 315 kg (+0.18 SD) .2 4E#% 329 kg (+0.17
SD) ¢ZLLAETH -7 (p=0.095. 0.048. 0.009. 0.009), BMI % Rohrer 35534 21T L ARG % 4 1
L7z [K5am] JIA A& E@ﬁﬁfﬁ%ﬁlﬁiﬁ? EBiolcL WELze A7 04 FEMH L Z2WELEER TR ED
YL 722 &id, Bio 12 & A2 RIEDFEE LRI EOUEICHG Lz E 2 5z,
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0-45 b2 U X7 TRERICMASOEG DN - SEEMBE E M RMERR (p-JIA) D16l

Oy 1EE, W MERER, ZRFT Pt Rl @, iy i, R il Bk 2
HAREERFRS: NER

S ag JIA FARBEORE L 225 MRIENRRBEE 2 bh,. v 7 07 7 — DEMALEREE (MAS)
ERICEET 5o ZAUCx L CRIEIR JTA (A RIEORFICL 2 HCRERREEZ LN, 28T Lo
RREDAED S MAS OEPHIMEEZ BN TV 5,
[FEBI] 20 7%, 2otk 10 me%shE (CPRK 15 4F) @ p-JIA T NSAIDs. PSL. MTX THIE X L5 & 8RR T
EHEERICIE MTX 10mg/week T AR PSL (20-30mg/day) # V3L & LR 24 48 2 AICHIE IS SN
720 HEWHFHBHIOBEIETIY 2Vt 7 FASEA EN2A, TF RVt 7 MK B EEZ SN D EAIVEiEE
BEILze SO, T ANET ReHIEL, FU) A TALETHE ) BRI E o7, SERE 24 4E
SHPS b)) AT REAL, BAZIIE A RIS EM 0T PSL Q@R & Twize ABE2 HEGIZ b
VA THERGRMICERZZ L, [ERETEEDR LW EZERELTIN ) A7 25 L, b NEH
D7z PSL 2k E L7ze LA L EHOA 2802 TH & MEHASHI L, 582800 72D 72720 B FE 4+ 2.
LY IREABCTRIHBBEIEEN TAR E o720 b3 ) X< 7RG EHBOFE, FMEk S & OO A,
JRH B 2-MG B £ U D-dimer @ E5-% 58, Meifiifie. SIRS. MAS #EDIFRREAE 2 Sze ZHUZxF LT it
W3, yru7)r, URIEATOAL FEHRSG Lz, Z0%, B4 XML, SFIREIIE L2, &5IK
BUBRLMIMB LT 74 7)) 7 7 OAITELFR L. BRE2Wboo7 I 77—, )V X—ERlD
BREFED LR E2EOT, BBHOF A VAL T T 7 A) T RIToE A, IL1 B (4943 pg/ml)., IL-
1Ra (1981658 pg/ml). IL-6 (73981 pg/ml). IFN- y (229758 pg/ml). TNF- a (203330 pg/ml) 7 &H3HE
HEHETH > 720 BRIERSB X OBAHT X MAS OB W% i /2 S 2 WSE 4 b A VIIEIXBH & 2
TpJIA ThI ) A 7HRETIC MAS BEOIRREDSR X 72 L £ 2 b7z,
[Z%] pJIA TPV X< 7EHEPIC MAS BEOJRAEDSEE X 728K & LTI, BEREERGEOSHER ) X<
TEGIZE D RIES AT AORFEPFEINREN R EDEZ O D,

O-46  TNFEEZRLGEDICEZERESZ 2L LEFHERMEREHRO—F

OfJII S=en ! Kk IEM 3L Zoa'l HIF #F' L¥F HZ' BHL B\E
R
PEUURS: M SR R ANERE, P SR ORI SEIE R R A

[iIZUoi2])

TR S EBET 25 (JIA) R BIEMBEEZ EOHRFIC L ¢, TNF HESRIZA N 23R 2R L. IE
NSNS K)o TE /e TNHO TNF BHESEIL, 8RS8 L TOHWH, ERENIe L b AR
HEERLTWD, L2 LAA 5, TNF HERECOBRFERIC, SRR % 25 2 ERHmE SN T
Wb SRFAE, T AVET N (ETA) GEPICEEMREE TR L - ZBE KA JIA O 1 Fl % &5 L 7-
DTHET %o
[5EBT]

FEBIE 20 s 2ctEe 14 BRI H NS £ %2 0072, TOBRMOERAIC L BEFiL LR, YR E2ZZ L, )Y
<~ F KT B JIA & 320 L 72. Methotrexate (G IZIKPIVET, 16 L ) ETA # I L. EfE
SNz 19 IR RICEB 2PV IBERO D 5 RS L7z A7 a4 FAVHAL UL O PR,
MHRIEDATONT=DS, & WER L BAHBRE 2D . BREAROITR L &b, WEHEEE LB L
720 SVHIBEDI WG SN0, ETAZ b2 ) A< 7 (TCZ) ~"EEL-LZA, H51PHDOKMAT
B DU ER RO T2, BEERDEEL (., ERAHFTE T,

(#i5H

TNF [HESEGR T, MTH LA, CBRZEPRB T2 E0H ) ERTNETH5H, o TNF [H
FRIER L TORBOUEIFONL NI E03% (L SHHBRO A TIIBEIE O N b o 726 R HEE
DIEEED E N E121E, TCZ 7% & TNF EZRE DA O EYENEF~OLEEZ ZE T NETH b,
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O-47 LFHCH T2 EEBSFEEDNEHARELEMT ) 77 b—TF A7EFI DIEEFRIFRIEEE)
EFRICET BiRE

Ol =22, Wil M7, B BA B #ol, KE B8 Mk e
VYN SEYNTY T AP S NE o S SN R

[lFLoic] g, EIHF ORI L ) RNEHSESSET) 7~ =72 (LT, &E) OFHOUE
PG SN TS, FAEIL. SEHI B A RREORRFIFSESN & T % HEIC T 272012, T OEFIERR
BRI 2 B o7z R EJEE] RN BIT S 1977 4E20 5 2013 4 F T 35 SEM DB HER % 12 TR
AHLITPOREERETER L7z INSEEE 1975 FEH 5 1995 4E F TI2SE L7288 (RilI#E) & 1996 4
5 2013 4EF TICHEE L7 (RIARE) 1200, TOSEME. FISER, BRREE & BEERE, H#F. &
BHE. JECHEZ GO/ FHICHE L CHEBME L7z, EEE GREEEIN) X, SLEDAI score & vy, B H¥RE
WFIE R R R % Stage 0. BWEELIRRF % Stage 1. PEE DL EEAREL % Stage 2. BT % Stage
JEMHL, TOFHREFAL 2o [FE] D mifiifE. B e S ICAREOSIEFEIZF I L FIRiETH Y .
A% %l U CRBRDFIESE Th o 720 FIEFER RO FIER S L OB OBRARIER O BV 12 2213 7%
Moz 2) EETIE. BIEEIZB T cyclophosphamide DfEFAEENMET L, Y27 B AR » Ry r0))
KAAREDHNY =2 —1) YHEHER I V) OV ARERITHIN S RO Bz, 3) GHHEE L Tid.
HHWHEIZ BT SLE 12 & 20082, HUS, &Y Y IRBEEBREZ &% 29 2 G250 bit/z, 4) i<
EEFLRIECTH DA S N2Ds, BPHTIITRTHR B % <. mEERIZ3B1F 5 SLEDAI score DT
WA B, BIAFEIZBT 2 REOREEE O T & FROUGEMEM AR bz, [E22] mil - 7
DB B TARIEDSEEB AN AT 2 o 7228, R CIIEE 2 G HED HMBYMET L P ROUEDTED
5Nz,

0-48 /IRERELEMIVTFYM—TZAORALZEZ -REZER

O=RI BTN B BN B 22 b #H!
YRR EREMBIRER Y v~ FREY v 2 — PR T ERE N E

[Hm] Yty —cB 2/ NERESEET) 5~ h—72 (pediatric SLE:pSLE) o B A DL o B 1
REOILIEEZ B L7zs [F5] 2013 48 SLE FA2EM8AZE 441 Bl 9 B, FSEEAT 16 Kl (43 B, 98%) T.
SLE O Wiasis sk CHERR T &, 70D 2014 45 4 AFE5C 20 F D L TRaEEIEE 2 LT\ b 42 JER] (B4 4 61,
95%) FXRE L7z, Fifild 330 = 66 F (21-52 7F) . SLE FSIEEH ., WG 22 122 + 24 F (4-15
F). 208 £ 7T04E (7394F) Tholzo [Jik] WHE: - EMRBICB U 2R, HEER, AR, &
PHE R LB OREIC D X3Sk X ) BT EIIIHES L 7o &R P58 R O BRIR X BE 17/42 %51 (405%)
HRKHAREER (2 61) ., BEREZE (LB1). LEZE (161) ZERD 7. FIHNAEIIAH 2 Fl% B 7285 ¢, B
A HEETIE 6/17 11 (35.3%) THIHIFIASBER S IVCY 139 B 2 BITEA SNz, FEBIAETIE 8/40 B (20%)
THRIZIIHIFIABEH S /o Bl ORI 31/42 B (738%) TH B 1461 (452%) I IBROFRTH %L
AR SN2 BRUMN O ETIZBE % G 61, 9 6 2BEFMEMR) . gLy — 72 (G #).
R (260 R (26]) 2D S5NTe AT T4 FORIWER & Ebi s M THETRE I 7 HIICER0 72,
7L F=vur (PSL) WHRIZHCH I 2 fl% &t S BITHIE I N205, IR £ LER & o720 [#
%] 4+ % —o pSLE OB AMEZ 7 & PICBEARIIME . FMRFEMNNEE vy ¥ =P sh T
WL LEEZ LNTz, RENFIHI ORI, BRICHBRIED bz, BIEEFI/NNEENICES F
0D WML — 7 A & RIREFIDHER S 720 T BETRSEIEL T A FER D RO bz, HMETIE
IR L0 EEEEIF O P SFEMIIZ AT 2 DI TV D25, FROBLZ S HBRET L 72w,
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0-49 TFX2ZERVWTAEEEIT > -EIgDIMED2H!

OTF=F skt W R &l BRE e I, U8 &l PR ®’RY
FHRR SR BE AR et S8 % /N SR A2 Rl

[izCiz] & IeD fiEfE#E (Hyperimmunogloblinemia D and periodic fever syndrome ; HIDS) (&, FIZFLIE
BICEE L. 30 BRI 5B RIS - IEEREEIR - BIEEIRS: % 0 ) Wt S0 B CRIEERTETH 5o 4kt
ICCHIDS BT FF 0 2K G L2200 28 L -0 CTHET 5, [ER 1] 13BN, AT XY CRP
AR B, AR TR 2 S LEHEIR, B R L T 4 7 AR, AT, L
HCRIEIER 2580, 7 » AR 6 7L F= VY INIRZ LG, 11 # A2 S XY PL ¥t — b2 L7z 20
%YL WELEER, BEEEROMELGY KLY 70 AR v, kT b, ¥ 70 AZA L ERIEHT
B g, 5 IS T B EEROEALIC L D BRTARR L e o720 8IS b ) A~ TG 2 HMGT
% b BEEROMEITIZIIH T X Lo 720 MVK EETHEITIC Tl 7 JIVICERZFEE L, AN VEEF F—
¥ (MVK) {EMHEEMEE 20722 L 205 HIDS EREEZET L7211 L 0 7 % v 852 Blgh L 720 DERI 2]
12, TR LD CRP OFfiim s & IR RERE 2 580 72 1R, IE 1gG O &, Ui
RO EAZBEDLN-Z Lns, AUREEFREHM SN, A704 FBLXOT7HF4 7~ (AZA). FE
AT OA FUEFURIESR 235 SN2 EROUEZFBO R0 o 720 2 70 5 BERURELEE 2 1 9 JE 114 56 2,
AR T EAREMBL LG 72, 6 %I MVK SR F NI CHl 7 ) VICEREZFE L. KIEHEEERD MVK
EEOWPHFRD ONI-Z & s, HIDS EMEEZWT L. AZAIZDZTY Y NREF v 2RMG LTz, ZD%
b4 10 MFEE OFEBIMEN D LI, AT 0 A R TOMFEIC TERGEE L Wiz, lERE (4.0SD)
DOWEDLN ., 10O T FF &G 2 Lz, [FLo] HPEEATH S HIDS 12T 57 FF » TiHH#
DFEF D7 <L BREGH & IBEORE R 2 I8 THE T 5,

O-50 S EERGEEEL - ANNOCBXF—EXBEOREVH

Oy 71
gy R NaE

ANT R F S — B RIEE IR IR A S8 0 R 522 B3 5 H O EMEERE C HAES TR HEE) 5
EEm LB MR RGEZ BT A 2 D B0 FE. IREMEDIL BRI NS L) Tk o 7228 KI
TOFIEREIIME L BRESLEELE 34 TH 5. 4. FLEHREI O ORI EH L EFRE & v,
PR A NG RO EEEEY R LR ST 5,

JEFNZ 1 A OBIRT, 82, B2 EFRICABE L7z S0, D0 72 HIER O MR M/ MIGE A B EREE R
Y—=H—DF LW EAYRDH Y FUBHIME B DI, FHRAE 2 R RT L7225 REZED LR, o72. O
I I—CIIEEIROME LA, Sk Z O, JIERASR S Sbi/z720, Fr~ru7) v REFEEHIT-
TeDS, B o Tze B CT CIXBI MR %15 % 780, S, BEOMREMMEOK TS HB L, 27
VT L Ry SOV AEEIC LD YGEE L7225, AT 04 FOEIE, FREZEVREL, Y 7a7 4 X
77 I ROV AEEE Y 7 a AR OB T, MEEMEOREIIIIZ SN BN R 53 L
CRP FHE#Z#V R L 720 F/2. 37 BEIZIE Klebsiella pneumoniae. 1 %W 121& Staphylococcus hominis DL
MRE L L 72

ABELRI D HHFA R, W, AEMINAED S D . KEDEEF L L COTEED 2D o 72 FEMEE) S E R
DWEEICHHIEIC 22 . BHES MRI Tld, MR, #C T2 BifE 5 & B il 720 11 4 AREIZ, R 2
NE VEEOE LW EAEH S LAV L, EER A N0 VEEF I — BRIBENTR b, MVK BZF 0
A Th Lo . WO IgD EILHEREL T Th - 72,

AIRTO AT Y Rx F— B RIBEOHRE IR 7% L BREIZLT LHBEAOHE & —3 L 2w, FLIEH
B 5 0BMRIEEZ 2T 50 TIRERED IR TH > TD ., REEZSHIZE X, R AT Y FEOH
TEEAT ) DD 5o
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O-51 BREERDAEZE2ETHIHEEREY IV FN—2 2D8HE RHI

O%A #iF 1 FEb BEWE Ak ER!
VIR BRI ANEFE IR BRI B R

[iz Cevic] Blau St / HEFSET V24 F—3 &2 (LLF EOS : early onset sarcoidosis) (. 4 mLIRTIZFE
fE L. 95, BIEEIR, REDRED IWMERME T AEATH ), NOD2 BIETICER %2R0 5, Mk
(IR EE R R MR A 3RS . BRI RS IE A B e 5, F720 AT VI A F—2 I E &
NARTFER) > SHIEIR . TEBREREE LD 2 v FERIZ, BB, BIFER, R REDIETR S 2 L
ML WDS, FIFEEEORERD SMOFERER T TOMMIZ—EL THE 5T, H—DEROATEOS L ZHi+ 5
CLIEFHLWEEZ NS, SRl FFIEROATEHMNIIE -7 EOS 2R L 7-7-0%ET 2. [EFI] 8%
IR, FFF B, BEAERE @ BVRREEE 2 o, RIEEE ( ik (Ti%) 7 YRR E K, BT E%R 7T 2HEX
DU L BB O R CiEE LY LS VREAHTH ) BB IEIAETH o720 RRAHTH ),
BRI D 720, RIEOHL TUBEEER %7 L7ze RIBEMETIT - 724ER. IR ZFE 2 520
BIEFVIA F—2 A%EbI7, NNATHY ., £HFHHHTURHSHRAZZ Lz, BRHIZ . BH. U
ICBILEB R B 2 2072, REBRICIZRB 20 o7z, IRBXUHE 2 &0, ZOMo HEEETR
RO, BRZEBLIVUFEH Oy 7 AME LI —THRELZRO LD o720 BURE, BHHREFTRLLY
EOS % %\, B{ETHA % 1T - 7281, NOD2 (2 p.Glu383Lys (E383K) OANTOZERA D, BHMOLRT
HU. EOS L#BWrL7ze [E] AFFTld. Blau fEMFER /EOS OB #F X, £ 50 ZAMEE SN T 575, 4
DL, FREICEFHOERE O OPFAELTT . —2DOIEROAZRTHNL. BHIZE > TR WITHENE:
Mo B R ER - FHRTUOZOIC, ERZZHZ T A2 EDREETH ). £ OEMNERFIC X L ERE
BPVELEZ BN,

0O-52 Rk BEOHE T H ZME94IZEERICH T 2 MFIL-18GRED LR

Oy 458702, B B MEH B°. GH &S A Mihe, Bs —k ¥
VEEEBERRS BAER L 2 5 — ANER PEINRSE R BRESRIFSEAL R
SHRAIRE: BEETALEE Cob v s —,

P RIGER Y Y 5 — BRIRITZE Y >~ & — SRR AT SE S,

P BIRRF: RFBESRGER 7/ 2B

[#S] KRt dsy (FMF) 3% OBRIG Z2 & OB TT 125D & $RLE) & IR A5 S5 28,
WA % JE BRG] & 3T BN F~—H —FE SIS TV, [HEE] #4112 FMF B X 01895
BB A A4 7Fa 774 V% IL1 . IL6, IL-8, TNF- ¢, IFN- y B X OV IL-18 2DV TR
LCHA7zo [##] IL-1 . IL-6. TNF- a B L O IFN- y Ofitild FMF o di 1 6)-C¢ 3 JEAIF] © & SR IZ B
WCldary bo— v EEkEAEZED T, IL8MHD T Fa— )V EFEEDO LX)V Tdh -7z, IL-6 il FMF &
FAERFIZBW T EH LT 7285, NIRRT S 512 EH L Twize I IL-18 I DWW Tk, M694I &% % 4
O FMF #HIF CI3mMFICBWTh sy ba— L X D ELJIBFHEFRA LS S5WOLVETERLTEY,
FAERFIZIZ S HICERH LTz, 2SR LT, P369S-R408Q ZH % & D & 9 7 FMF O JE#AIF] %> FMF @
HAIGFTH MEAML ZEFRE & 72 b DIXEMRZ: 5 NI EREOWFICBWTH IL-18 1Z EF L T ho
720 [#EE] IL-18EAVEMIFICBVWTL EA L TB Y BIEFICIZ S HIC LR T5 2w ) BRIE, M694I %5 52
% b > FMF #iE16) % Z LAk FMF JEBI & BT 2 ECENINA A<= —12% ) ) b EEZ 5N, R
BEEZ 5 ETHREVAIR E Bbhiz,
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O-53  HIMDA-SHUFESE D R E 14 R & 55 S 14 BB B R D45

OWH &' b #=W2 AE 25 Ok AFL ER B&l. B KD

w

PR RERE RIS RE ANER A P LR RAS AR RE AN AR

FAEER M % (JDM) 1281 2 Pt MDA HURB 461, Sl TR B R 2 2 S A5 2 &
WHSI, Y7 0uRA 773 KOV AEE QVCY) % &0 RiER> FIICHET 2 L8RS 5, 4T
2007 ~ 2013 412 HE8% L 72350 MDA-5 FUiARRE 14 0> [ B Rl 98 & B 35 SE 1R R i 25 0 4 3E B & s 3 %0 [REBI 1]
5. B HHEL - FEORE, STHREEEATHB, 49 H 2 JDM & I S7z25, 53 9§ H I I R &
SEE, BER CT IS CHIEMM %% 380 72720, YPe#zki. mPSL 29V A#E:, IVCY., ®iEr7 a7 w5
EDWHRBERAT o 7205, VMG SO EST 2 JIH T & 97, 799 H IS, JETHI DI 12 TH MDA-5 fufkF
ThHo7zZ EBHH FEF 2] 118, 58 RE - UEMETORE., KRG % 720, 6w H 12
JDM & 3. 139 H ORER CT 12 TR MM 25 % 726 4 Betinfte mPSL 7SIV X 3 7 — VB LY 7 1 AR
¥ (CyA) IVCY IZThi#. DIBIERERE L .CT EREMMZOBE b HE Lz, DEF 3] 10 Micld. 2.
AR A - 45 - DU SR D B2 95 . ERL O KT % 520 . JDM O € ABto mPSL 7SV ZAB LV A + b L ¥4 —
M (MTX) WIRTEFERLE L7205, BT O CT IS THREMM 2 HBL L, KL6 0 LR 23072, Bt
MDA kB AR SN, IVCY BLUI a7/ — Vit 7 =70 (MMF) WIRZ BG. DR
L. MWEMEMEZOREEZ DI UEF 4] 128 E. &5 oBaE. IBRiE - FEoKE. LR KOS A
%R, JIDM OZW T Ak, M CT TRIEMEM REIEF2D % 4> 720 mPSL 7SV A8 L O MTX MRk T
BEEBBT 5. P MDAS PUEGMHEASHBI L, KL-6  E5-. B CT 12T RIVE MM 914 % 380 72728,
IVCY B X O°CyA WARZ B0, DR L, CT - BV 45 Em, 4R H b R8Ics
Wi - EE AT E 72 3B OREMEIL BIF72 5 7225, BEEM R HET L Tz 1 Bl TE 2 h o7z, JDM
(2B 2 VBN DA BRI 17% L B ST DA%, BEETHE L7z IDM EERITIE 4 6l & b & T
MDA-SHUAERE THB MM & % G0 L Tz BT RFICOWT ETO LM E LR %2 &0 THiE L 72w,

O-54 MEMRREYIO7 7— D GEMHLERBEEZAH LU -EEMEBEHRBREOY A M
>7azr 4

OMI F. T8 #, BAN fol, KB E—
KSR B B2 RSB /N R 57 8

[T ®ic] RARER% (DM) \S&6d 2 MEMME (IP) OREICIXIL18 535, /2. 585
VRSB 5 (s JIA) &5 ET ) 7~ h—F 2 (SLE) 2/ T A ~27 07 7 — ViHMILERERE (MAS)
X, ZNZNIL18. TNF- a B OFA M A v Ta 774 VA RS 2, BEEEENS JDM) 2B\ T
3. IP. MAS O A M A A 707 74 VOHE TRV, Fex 1, IP & MAS Z46F L7z J]DM fEf] % #8x L,
MEFA N A VEEIZOWTHKRE LD THET 2,

GEB) 4% 20 V80 4R ABE 5 2 HHT 2> 5 BB W R TF B & ORI % 3860 .1 2 A BT /AN R~ AR L 72,
ANYF MO —=TEBETy bO Y EEEZRD, BEOKRE. [P 2 &P L7z JDM L2 L7z, $t MDA Bkl
T o720 5 HEI2 5588, 2 HEi2 & M/MIERA ., IiE7 =V F > - R g 2- 3 7a7a7) YH
% ERBO MAS LB LSRR Lz, URATEA FE 7O AR U#EGI2E ) MAS 1Z20E L 72,
R R | 2T A P B BE FVRNE & RRO 728, RaEE R CaBRBE L7z BRER. 20T+ A7 7 I KoV AET
W& IP bk L 72,

(R 8] MAS &0F8 : 1L-6 3137 pg/ml. IL-10 50.0 pg/ml. IL-18 10730 pg/ml. TNF- ¢ 151 pg/ml. IFN-
y 365 pg/ml. KL-6 1,1060 U/ml. BEEE: : 1L-6 2.8 pg/ml. IL-18 5939 pg/ml. KL-6 604.0 U/ml. BFE 4 2>
H % 1 IL-18 1026 pg/ml. KL-6 200.0 U/ml. EFE 8 22 H % : IL-18 1486 pg/ml. KL-6 1850 U/mls

[E22] AHEFITIE, TL-18 & KL-6 OFEJEEICHIB 2 320 (r = 0997, p < 001). DM 7217 CT7% < JDM (2 & HF
5 IP OIFREIZ D IL-I8 2S5 4 2 L AVRIE S NTzo T2 MAS PRI IL6 BV A A A4 7T 7 7
ANVERL, sJIARSLE L3587 ) IDM IZE0E4 5 MAS OIEEIMEEMICIZ IL6 DE=4 1) ¥ V7 EH T
H HREMEATRIE S Tz,
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0O-55 $1CADM-140/MDAS#L{& Hf514 T & - 7-clinically amyopathic DM (CADM) MD14m%&
BH

OHf B, il KW, &% ST, BH A2, G BT, R R,
—R RAEL MR
R RN

GEBI] 14 2l [F3F] K. AT [BURE] 7 A T, kit L ) 2 S RiEic v 4 v 7 Ik
DOALIEASHIEL L 720 ALHEIZGARIBER BRI IZIA DY) HIEANOFRFZETEAL L 72 3TCHOWMELFED 2. 8 1
P L DVEFEIRE-BEEHIICIOLIEY . AFEOTEROEFESHE L2 SHTHLVEFONRAY 2
<7D 10 HRIC BEHEE AR & % o 720 [BUE] K 37.5C . IIE 125/79mmHg. 0% 78 1] / 43 M
W16 [0 / . MFRERE R Lo N4 ha—7%E Ty o o #Ed ) HIE - SEE - Bkl - SRz IS
FEA T PE D KLHE & A 2mm B O BB 23O 72 HOHERZ: L, MMT 3460 " HEM 4. =85 4. TR
i 4 T, FHIBNIA 3kg TH o720 MBI TH LR BN, =M ICHEERT R %520 72. #&ik lhr 3lmm
R RSB Y, AST 911U/L. ALT 158I1U/1 & fF#kfERE % %2 580 720 CPK IZIEH CTH 72TV F T — 8
1301U/1 &4 FA L C\w/ze 72 F > 300ng/ml & A% 72, FEPUE. JO1 HifkiZbat:, MRI T
ATREEHOMEIR > THEES. KT EOBKIBHBR LA ICEES 27z, K# CT TRz
H 52 % BUEFED 720 i AEM T perifascicular atrophy & 4&JEMIERE % 5R6 720 CADM % %\t CADM-140/
MDAS $ifkZME L7z & 2 ABYETH 5720 [#58] mPSL 7SV A% 2 0 — A Jif7t% PSL40mg/ H& % 7 1
A A%BAME L 720 FERIZIGEE TS L72A5, PSL20mg. 25mg DIEH&ES- F CHEB I o728 2 ATH
B, a7/ —VEEE7 2570V (MMF) #BMIL PSLI0mglBH#% G- Ca >y ha— VEIFTH S, [#
%2] HL CADM-140/MDADS JuihFtE CADM Bl 2 B8GEFTEO B EEM %% &8 L B\ E i S TW 595,
KENEy 70y A AL MMF OBIITI Y b=V ENRTWS, ABIOFKAEHE L. CADM OB, Gk,
FRIZOWTEEST L,

O-56  BAEREDEH 2 EL IR, BifE &6 L AHIMDASHIFGMEEFIERBH X D1%
T

OF 0B, kE EE: s &2 5 Sz B k', =5 21
KH g g #F!
VR TERREEIRER ) v~ TR v 7 — ., P R T ERREE NEE

GEE] 111020 8 [BEAEE - RIERE] SRt E s Lo BWE] 10 9 2 HICHE. BB %70,
FRIVEZESEDN e L LGS #ER <, 11K 1 2 HICiERE, B, Hi-28s 22 L., mEICA
Bt & 72 > 725 Gottron #fiE, ~V & F 0 — T B4 EOREIERS 7V KT — B OigE FA % R0 i JE R
MTHo7h KFEAK. MRI 7% EORAIC &) FHEEEFH % (DUF JDM) s hiz, 72)F 05
fHECTH 72728, PLMDAS FUEADSHIE S NG TH - 720 MEEMZOEEI R o720 111 2H XD,
7L F=vurar (PSL) 75mg/ H+ A b L FH—F (MTX) 20mg/ HOEHEE G S 72, 115 6 H H
2 PSL 28mg/ H F Tk S /-l <, AR, MMP-3 ® LA %320, JDM 12 X % BIEi DRk & H)
Wr S A, PSL O WEED 720, 11 % 8 2> ARFIZ LRI, BMETROBEHMN TARE o720 A
BElREIE PSL I & & Hu i & 720, [GEBMGRE & D RE S 20kg ¥ L T 7z, LR BIEIERR 2 520 . &6
WCEDPITE o Tz BIET D O —, HAM X A, MR Z COBE» SR LIEGE SN, £
BB B B 3. ZENRMRRZS. G e 50, IS0 & 2B S L7z PSL m A= X 2 EIER & HE
23 NTzo PLMDAS PURGECHEMM D) A7 #ZE L, MTX ##1EL. 270X R ¥ 31mg/kg 12
288, PSL % 1 R4 25 ~ 3mg/ H %= <, PSL 175mg/ H  TilieE LBk & o7z BEH. H5E
2480 PIP BHI &R, EIEZ 2o, BT a—CTPD ¥ 7 F Vi, BEREE VMR SN, 5 MRI
A CILIB IR ISR R % BB IR & B S 7o $T MDAS HLAKBG 1% TDM 13 2 s 171 Uil 25
GRS N TS, AREGITIEHEEEZOEE % <. BEIROERIZER L TWw5, L MDAS T
RBETE DM 2 & BF3 % BIET K O BRIRIHFELC D W O E Z 2 2 i3 5,
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O-57 WNEEIREDY 1 — T L CERBEDOIB]

OEE T2 &3 K725 EH RRS KH #5°
PoN— BT A TR ANERE, C BRERRE A N A

[#35] /NEHIFIE Sjogren FEMERE (SS) (X, BN & AR THRIER ICHMERZ 2422 L1305 <, ¥R
PBRAMERDZ WEBH SN TV DS, ZWOWEE S OO BB TENDL Z L DLW, B BEK
Ew eI SN S, [H] 2004 45~ 2014 12 4 B/NERBERIV R 2 275 L7z, NEIISSE— R SS 9 64
122V, BABIICHE LERRG ORI OWTIHRET 5. [ER] EAE 9B (BRI A LRI N). #
WilE O I ERG L 123 e FIFERIE. FI A <7 2 (100%) . BRI (889%). AEH (667%). FIA47
1 (55.6%) « B (44.4%) DNETdH > 720 WIZ R R I 1gG E1E (22.2%) 4T SS-A/Ro Bz (33.3%)
PUSS-B/La fitthbatE (333%). RF il (222%) . Pusinikbatt (556%) & H PR EEIEF 3 ETH -
720 FIAXYT AREBITRDIZA, HAT A DTIET778% [ZMEHSWMET 2380720 RI4 T4 %A DIE
BIDH R DI LTy YV —F A NI L BRI RZ D720 MR 70275 7 4 —OART RIZH
Bioxh LT OEARTIEas T RIEMIL ORI ZEM - LG Z2 D7, &FICTEI A OBk L /-
LTz, {WRICBL Tk, A704 FEHCHAEEAET2ER (361) LB TR E (16]) ML
7o, BEEAGRVIEF TIZAT O A FOBENPHETH - 720 [F5] NBIASIESS X, BEESLNER
7 EOIEFFRI ZIEIRCARHACTIIET 2 H10 L <. SHNCHMAE L) v~ FHMENOZZHIIEL & H1H
MZH 5. HEFITLEBINZ NI A~ A%BO72H, BEEARMZ E TR 1LERE L., WEFT R CE k%
JEFT R 2 29 280259 BIH 5 BICTH - 720 FEPREEE X D IR E 2 R 3B <. FBIIC T A7 A b %
MR > 70275 7 4 —%5OIMRENKE Y R HITT 2 LELNH 5 L b, BOTUREEGI»S o 72
728, BEHNIZBERDEBMH EDORO T & o7z, [KEEE] NEHIZE SS OB MZ WO 72D121%, 7
BOZBWFHESEE L Bbh iz,

0O-58 /MRERE> 1 —J L VEGHICHTIETRBTREEMR

Ol Wl BA B2 BO &2 ARE &G i #E—°, B BsT
R G MBS LN ORI RTC. Sh B2 BB BT ORI IBES
TE FOC

VR BRI NRS R v 5 —,

LA StEARE N0 B L TSR E R EORBOR, °HEIERBEIL KRR NEF,

s AR S EE OB E RS 2 F O Rt v 5 — O B A e /N R

SRS tEIREE ANERE T AR IR RIS SRR A NERE

SRR RE BT R

[Bw] NEDY = — 7 L VEFERZEEERZ/NEECofMA (2010) 12 X 4UE 25/10 HADFH#HFE & HEE
S, NEBEIREAGE CIEJIA £ SLEICRSEWR Ao ¥ o — 7 L VEBERECIEIAVREE I L ) 4
U5 [HEIER] A SN TW DA, NBEASSER TIIRIFIERDS [FBER] T2 < 388, - BRI -
B2z - HTRER - B ] FCTh D2 D%, NEINCHZIEERZ A U2 WER & L T[S sE
WM 2 2 CHEITT 2 F | REDPIEZ LN TWD, BRI TEY 2 =7 L IEBHOZINICBWTEAS (B
JEAEGBE) DER L2 [ ¥ = — 7 L VIEBERUETZ IS (1999) ] 29 SN TWwb, Hiak L7z [/NEH]
FREGIORERER OS] 2 [HESKMOIOOBBIZBITABREOKRE S| ZEOFAIC LY., NERLE
WCBWTHRZZ2E2H 34T LIES TE RV, Z070/MNE) v~ F 245 TO RSk E B e L2
WrEEHEDAERUIC I ) LA TV 2o A BIFREMICHERZHONLIBEEMEICER LT, Y= —7 L VERK
FEORIZ W BT 5 H T EERAEDOA AT EZHRE L7z,

[77i:] R ERFwREENEZEY v & — Sl O/NBISEY = — 7 L VEBERES 15 % (2 15 %4,
WP UL 140 5%, BBl 2 5 8) ICOWTH TIBEEERE LTV, BRERRE REO&F LA L7z,
[ R  Osam] SSED SR 2 B TR WNBHASE Y « — 7 L VIEBRERNIC B W T, BHEWEMRA Power
doppler i T WA E TR OIS % 580 B EFA L <. TN E THRED L BHIFEE L2 L BbNsiE
BICTOME LT RL > Tz, 72, Gray scale i TlE, B TFIRNOEIKIEEZ 720, SEEREICBITA
apple tree appearance % HLL 7zt & Bbitz, bhs, BHIBEEEBREIEIMRI S 7T0 777 1 —5%
EIATY 2 =7 L MEBHEORIZIIC BT 26N FEE R D WHEMED D 5,
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O-59 BAEVEREF I B EEMNREY 1 — T L VERE ICH T 2 BB E KT R O%RE

OBE =#th ' A e’ EE B4 Al Sb Y B3 !
PRIRERRS: AR e 5 7 NERE

[iZCoic] MNEOY = =7 L VHEFEE (SS) TIRIFIMERN S L. ZDO—2IZBEIERDY S 5o SS O BEE
Wiz — 2B E M - FEEEME DL 5B / 5T BIRIERO A TR HE Lo F 72, SSIEEMEFFSE
PERIET % (JIA) 1ICEBT 228 0H ) (ZRMESS) FFI2Y 7~ M FIRT (RF) *¥LCCP itk (ACPA)
Pl <ld. FSAER MRS SS ORI 47 JIA A0RIC X 2 BAET K2 HIBr3 2 D38 L v —H. FiEiER
Ak (MSUS) T 2 3:MIc B it Th 5. Forld. BEERZ AT 2 E3EME/NE SS » MSUS
At R & T L 72

[771:] 20134F 2 H~ 2014 4E 5 2 4be % 22 L7z, BEER (BEIR. &%) %520 4 HEM/NE SS 7610,
BIER O JERR & & O A ., T . MSUS Bt i % # 7 HE9ICHGES L 720 72 8 MSUS (£, BIEEIR % f26 72
BTN & . BEBRICHES 72174 < L H OB HT L 72,

()7 B2 V2 6 B & 5B V2 1B, S AEHH I35 11.7 %o RF 12561, ACPA 1& 2 51 TRtk o MSUS IZHE-X 14 [f],
4 414 BIEG K 08 90 A S HEAT L 720 MSUS T 7 Bild 5 B BIEI it i (BT . M IEIEIE, power
Doppler signal (PD)) % 38&. ACPA W61 37/140 BIf. FEEp 7/274 BAFT (P < 0.001) & ACPA Bk
BB BN o 720 IHEEIEDWTIE % % 7R3 5 PD (& ACPA Bkl 2 6112 BT oAk, 12/140 i TEDH
7zo subclinical 7% B 41& ACPA BathBl 17/140 BIET. Bkl 4/274 BHT (P < 0001) & ACPA Balipl <%
Motz BRRIEIR % 5B 72A%, MSUS THIE KT L% 78D % 20> 72013 ACPA B 21/140, BB 36/274
(P=0.65) & ACPA OFEETHE®EII 5720 RFEIZOWTOMKETIZ., MSUS TR 4T H % 320 7- [ i
\X RF B 40/296 A%, Fathpl 4/118 Bk (P=0.002) & RF MBI A 2% D - 725, subclinical 7z B4
B8 RF F1Epl 17/296 BEAEG. FEMEG) 4/118 BRI (P=046) & HEEII o720 BRI 4 o 10 42T
R, ACPA R 1 Bl ClEfF &R %% % R 72,

[#%2] RF % APCA &M JEFME SS 128X, RF % ACPA R CIXBIET 2% A B3 2 W ethdtm < o 4
12 ACPA BTt subclinical 2 BEi2%D 1) 27 b mwnwk Bbins,

[#578] ACPA Bt JE 51/ N SS T subclinical Z B4 1) 2 7 A3 & & A8 MSUS TR S 1726

O-60 S ¥ L FEEIRZE RL99MTCc-SPECTIC TERBE T 2588/ 1 —J L GERED2E R 6

ORIl FREEE, mfE  Johk, ik Bk, i 2. i & ik /AL e @&
HRUEERERA: /N

=7 L VEERE (LLFSS) . R EEROBHRERRETH Y. ZR2ACTHANBERSE T v~
rya7) CMEEED) ZES, HORERTIRELEZEZ SN TWD, /NESS TIREREERIIZ L, F
TRAENR > SR E IR > BAREIR > Z8 - LA/ —JERE SN b, F-ME4x OMBIERE G0 5, AT
SEHAS 469% 12, FEAER CAIEHE. OHE. ) 2ER) bR 20, INNETOF & T o728 id v, Lkt
D SS & A\ SS FEV/NBIASSES 14 BIOWN, ZkMEZ B 760 (BIR56], B 260) TS5H (71%)
FEHAREIR Z o Tz, WIRUIIEESE 1 B, N= v 7 BE 1 6, BEWEEDEE 146, 5 2. EEXM
L8 TH Do 4, 261 TSPECT IZ THEBET 230, EHELOBENIHER SN 720HET 5o fER 1 1E
WM 15 F OB, TR 114E 10 A £ ) ROWEEIRZ R 2 kb, FHRRERE 2300, IFHEME &0 SR
it L NASH i s s, AFIREEITV, BEZITOIERIZIEFIL L2205 BERTEIIENTH -
7o PR 134E 11 H XV IEEZFRZ, A7 A MITEHRZET RO, EAMRE GRS » F 0GR L
D SS LB, FEEMEE RO A LTz MEEE ORAIPE ) BEIREE SS9 O JFIR & L2 L. KHEE
AT boE R <L R, £ ET. ER (RTE2r)vwd) 2oREIMET LTw, MRI TEE 7% <.
SPECT (2 CHjfl prSHEHTEIE O EFEALT A3 U LSS I24E ) FEMER A EE b7z EB 2 132 13 F o B IR,
O F LU A EFRIC 6 H kb, RIEREREE S, ERG. 9B A X 0 B - 5 b v, POTS
72 & DN BBCERG 42 DB THIRERE L T\ 7z B4E 3 A2 O OEIRERZ R 2. T4 7 A b - EER
DFEFN S SS LTS, BELEo Tz, ¥HEE - ADHD RNEEME LTa vy —s&5HE 50,
MEAREE - RS EH TH > 720 BRIRA CTIE AQA PR % GO R b o 7245, SPECT CHjflBEHTAESE -
FHHBERE QLRI T 2807, /ANBISS TIIFEBERIZZ L (. RERFOBANEIROHFIZSS BEFENT
WBZEMHEE S, SPECT 5SS I2B1T A FEMEIROHEIZI & L THERH T 5 T REMEARIE S 1172,
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O-61  FLahREAICREIE L S RENMRK 3B DG

OZKH FRHE ' AFIF fF 1 e RN =8 OREL EN BT FREE PRHh S
BT B’
S U VAR R R A s R 0 S e AN G o

NEMISEOBZENRE (TA) 1Z/NE) 7~ FHEREOHRTHHEENK L, FICELEAIOHREIZIZE A
ER LN\ A 2012 4E 6 2014 4F F TIS, HBPEICTRYEHNCEAE L 72 TA % 3 FIREER L 720 TH:
T 5o EF 11X 6 22 HORIBTEHEZT FFRICKEHE 2. F36HMHOER CTICTTA (FEISGHE VAl
P+ C+) &EZWiEs Nz, GFITATOAL K2V APEE, 70Kk A 77 I RSV AEEZRITL. 7LV =
o (PSL) &7HF4+ 7y (AZP) OFRTI Y Fa— )% fTo720 BIENS 10 2 H THELZ P IETE
TBY., TOBRIFHRIIED TRV, JEFI 21X 16 2HOLIRTHEE LY ERICEREE 2. B 13
HoE# CTI2CTA GFEISHE VIEIP- C) LBWiS Nz, HEIEAT O KOV AEE, Y 7ukRA 77
I POV EREIT L. PSL & AZP (lhicy 702K VIZEH) Tar ha— Vi BiEL2. B
Bt BT 720, BEPOH LTERICN D) A~T (TCZ) 5 %A L7z, 2Dk —EIKE % #H%IC
B RO 72N, A70A4 K2V 2#HE PSL WIRCHEREMRICE->Tnb, EF 314 »HOIIE
THEERZ TRICEBREE 2 22, DT L 0T a— |2 CEEBOK T, KBRS - MIERSETREZ 2o, &
B CTICTTA GREISE VIEIP+ C) LS/, IWEIEATHA KOV AL % ifT L. PSL & AZP
DOWIRTEMRIZESTWDH, WITNOFERF S AN T HLA-B52 XM TH O IwEI S EIX VEITH - 72,
HRICE L CTiE, FREDO TAICH LTS ETICHE SN TEMERICE LT, 2704 P2V AL
Nz TR LD GEIHESE O bR A FNEA 2 L7z 70 —7 v TP E . REZEPPHRIEA
BHTIEH LD, DL ZANTNLERZETBY ., KRELEEHZ CHEEZIT) ZENTE TS,

0-62 REDEHBARZEEERICERKELSH S NALEH

OBEA M=, A sefi. Hb FiE, PR did, &6 2. . & OKE
NI AN HH RS BEEAmf7enT JLEr ke

[#5] WL KEIRE X 20 R0k, BIR. EEIRZ: &R 2 2 BHRAHO 2 GHINERTH %,
ARIBTIE 5000 A F ) AEBEEHINTBY ., B 19 & MicE <, IFEFIIE 2030 L Sbh T
Wb RIEICEED B REIRR M A2 12 X A WA O IR 22 E 2% k2 2 L. FR/NBBITIZE
PEND Z D%\ BEBI] 10 % 2clEe BEAE. REREIIFEE T REFE L L, XZHO 1 7 Haihr 5% H
D HFEFED D o 720 2 B FTA 5 BRI 30 53 FEEE A < FEAEME O IR I& 2 720 . A H I TR
L0 BRI L o7z HHRIZHEERZ <. F8EHFIZRBUIRED b o 700 KRR O BRFT R ClE A
R OB IS % 5RO 720 MR T WBC 8800/ u 1. CRP 15.30mg/dl. 777k 88mm & 4JEKSAs LA LT
BY ., ¥ CT TEATKEIIRAD S WEE T KEIIR & EAESHEIIR O M BEALE % 320, B2 (type2b) & T
ENTze MO RERAPE D S FEBIIRFZ b 5o 7208, ST Zbe L~ —h —o LFE#E0 ., Lra—
Tl LCA #HIR DM L5 % 520 7205 & 2 2 B IR R B BL RO e o 720 IGHERIRHI TR T F &
> 3=59ng/ml. FDG-PET T AT KEIIR 2> & BB M7 KENIR, ZEARSHBIAR THLY JAATCHE, MRI CHiEFE B X
O SHBNIREE O STIR B 5 % #8720 PSL 30mg/day THIEZ BiE L. RMEGE X O EioAsin Lz 35
e L CTHBEMRZFML 200 HEZIT) TECTH S [EL] BmIT/NERHEE CIIRmaEETH Y.
FEBEDFERE R TH 5720 WAL <. REIMOBBRARETHOTRISNLZ LTI AV, F-3E
DL ZAH, CRPRAFLEIREICATOA FEPLIIIFET 5 2 L 25— TH %25, CRP RAFRLALT LD
WEAE L 2\ E VW) HEL H 5. AL EETHRERAPUR & ) IEFRAER T RIS L. MR 2%
GIRAE TN - 72 B 2R DIER & FEER L 720 URFCIIE SR 2 LR 4 AT R 2 IBEICHEB L TB Y.,
ZOBRRENAEB L OB L THRET %,
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0-63 |gGABSE R AR B D16

Off k. Jnbe, a4k 1E
BN e /N R R

[#5] 1gG4 BaEp B, ) v 3Bk e 1gG4 R EAMILOFE L WVIgB S bIic X D . MRS 2 VIR
P& Gl OIER AT - E 7% &2 R0 2 HRHAHOKRETH 5, BEMEFIEZEICDZ0 . BRI
BRI L) R o ERE 2T 2 DAEOBADOAERKFHEIL028-1.08 A /10 5 A & HER ST 575,
INBBIOHE I v SR ILbILE TgG4 BREMIER D 1 Fl 2 FE L 72O THET 5. EBI] &R
14 Ee ABE2 AR SEWSHE L 720 TR CHEBE AR, 7I IV h A M WA B 2 ik, %
AATHA F, CAM., 274 ) YERIEZNAUGEIN S N2 OUEEICZ LWz, AR 1 2 HRiiZ 48
W&otz FEh3s#7e <, WBC 8900/ 1 L. CRP 0.1mg/dL. M#EL > b4 > THS h A BEit x 32
DM oleZ e b, Bl E R BRATR L & 58\ RER L & fkfe L 72205, BidesE L 225 72, ABE 8 HEl
MO EBHDHE L. CDTR-PI X MINO AR TIZEEAADTE S N 0o 7272 OB MFEH I TABEE 25720 1Y
HCT CRELEEDIE & 238§ A/ kilis = 58072 WBC 7270/ 1 L. CRP 75mg/dL. ESR > 110mm/
hr. IgG 1984mg/dL. IgG4 148mg/dL. RE X TIIAE - TRE X OFEW LI EHEEZ D72, SEx
R A AR T BV ST MR AR 0 SEMIIRE & 20 1gG4/1gG BtEfifatb L 72% ¢H - 720 $72. HO
R, VO  F—T A, &S, ERIF 00 VE, BT > 70> 2R EREE . Bl R e
W IEZ: EI3EENTH o720 ML LD TgG4 BENlEEE & 2 L. PSL 06mg/kg/ H (30mg/ H) OWik%
BIfG L7282 A, BHIIEHE LD EIHICE Lz, MERET Aotz Wil L. EEREH%S HHIC
BEEE L7z PSLBAG 1 2 B OME CT TIXAEXBEDOIE ., B /NG ET 2 38 L 72 PSL I #i=% 4
[ ARG H Td 5 D5, IEROFRCHAMEOEALZ: (B LT b,

O-64 REEMEHCHAEGHEOMATS 70— 2016

OFFF @', P F i #Le H B&° K 2EC Bk &R

JER Y A B!
PHIARIINEAL Z S B 7 — G RERE, TSR S B ERE L Y — AR
EIRA b NER

ey Fa—2 A%, B - R, SR ZHEME X OREHIG TORMEL 3#ME T TEARDER
THbo FHRIZVWELARHTDH L70%, HORIEEE L OEENHRE SN TS, —JF, BEER. REBLY
WIR DML E L A ) =B R EOMBEEREZ M E T 5 AMERTH 5o PUEPUERIZ 90% LI EDE
BICTH%ETdH O . P Scl-70 FUiRILTEBZIE I F R 2 HCHUA ThH 5o HEIERE OB &L Z 1/3 IZHifHEE =
BT B LEENTVEY, FINEYTU - A LDHEIZOVWTOHREIZEINTH S, SHbIvbiL, ML
FERED B OPUEDGIEE 2 o 72 iANEY F O — 2 ARG ZFER L 720 T, BREEE & LICHET 5,
FEBNE 5 5 8. 1kl & AR O ZHERRLEMATS V) . PUHEELHHFIRG TR L Twize BRRIE
REWEFT RN OSMANEY TU -2 A% 5> T /zhs, BHEZ CIIREITRIZ o720 47 6 AERIZ,
FRRFEE & ME CT TORBEL S, HOMANEY 70— A %5V, WAL IEHIC L BEEN%2 L AR
Elrotz. ABEHE, FRRESEIR, BIMIZ7Z <. ME CT TRiM i T Wi I RCIRAEIR AT 38 | —ERaiE b % 32
WH7ze BiEMIZB VT, B O KEEO MBI Z 23 BT L WHILE NED T v &2 EET 5K
AR, MANTYTFTO0—Y A0OBMICE o720 T2, MEREO MO W2 % 5080, GREZRENT & $HL§
LHTRDH o720 FMECIEZHE L7 2 A, PLScl70 ik &tk v b a X THARD G TH - 726
JiNEY T =2 AR LT, ATa A 28V AFEZ T L AZP WikZBMG L 72, €%, FHRICT,
PSL # ik L7z 22 4% 11 2 HERZHES CT Bt ROEAL %2 520 A 71 A RS89V ZRE# ifT. AZP %= ik
L MMF ZBa L7z 2512, 5% 0 22 I, PSLEBFEIZB W THEHIE, A7 04 ROV AP 2 fEifT L
MMF # ik, IVCY % 6 » HBfkic 9 5 et & L7ze BIE, IVCY IBHFEHFTH Y. PSL ##iiETE T\ b,
. HOPROBEZ 2 liciT - T8 0 s EREO B OB IS ZbIZ 2 s, RIEE L &0k
FESERIEHIN TV 2,
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O-65  HRMBEE MR O15]

Omi W bR 2L BT 8RN Eh el N 2L EE B
VEFRIRS/NBER Y 8 — RGBSR e AN A

[l o] NEOMEMEMROERIZ, EREDOMAE LR EE R BYIE, REARE, EE BER.
EMRE R ELIEICE L. 209 BIRRAHOR SR EEM 213, HARTIZER 10 N§5L SN RE
Thbo WFEIIATOA PN, FuXi 70ud rAE—E&RTH D), FRIFZ L WEEIEEOMORER
HIF) DS 525, TREEICARIA 2 A% C RIZHESL L 72BN 2 VW ORBURTH 5o [HER) LRk 2
W67 HOBE, ABE1 7 ARl SRS L, AR AREERIE ., S0k, B RS niz72
DIEEZZ Ly Wi Xpy CTIZTOFE AMEICHEMERER 28972720 PSL2mg/kg/day % BtG S 7ze — 5%
ORMFIIE SN2 S OO, FER & BEFT RERE 2 H L7272 DR AIE B 1 CUPRIRRE & 72 o 72, B0, A
FERREDNNEAEH 2 & O & B\ K25 b /z28, RENLPEREITETRETH) . FH
POV BRENEE 272, 72, KESMNEEE % & Ui O BRIASE R AL, (DR BRI, EMEE
BIITRERTH o 720 MiERIINIARERN RO 720517 T & b o 7o MREZRINL . ERA O R FEVER-
BUMREZWMLTATOA F2VAR 2 7 — VAT L72DRRIZRZENTH D) . I CHERREVWE S b
N FaxyrunaxyeT7HFFT) vaBiidkG Lz MIREEIIRER 2 ICEEIN TH LA, ENbR
BIIE I RARTH Y, 5B 70 AR) v R 70kA 77 3R, Wiz 2R L Twb, $72. &
WHCEN, FEMSE, EEOMBERIEIC L .08 Y RF—TE A L7205, BlE - HiE N L — U BiEICT
Z U EHE R BT, MR L — BTN E Z L3S, REGITIIENTH o720 MIRREDF A
X, SBRMAERE TS A2 TFETH S, [Kmm] INEOFFRIER B %% R L 720 MR THDEE X,
HTONLMER Z EOMET 5,

0-66 EFEEREBEVFBEREHEB NI IRETEREMMREZREL. EXNEREZIToLIH
WCELD > ITHEZ R

OFT M’ &H #HF . RFE B PR Tl R FAC A RIS,
WA A MKHE EES, AH E%

VREARTR T T AN P REARART T IR, REARR T T S IR

PREAR T R BT IR, REAKR R I IR R b /N e R

[T oIC] ST RSN % (APIP) % 5E L EF IR E T o 72 CTE o 72 L Bl A #EBR L 720
JFEEE & L TR 7 & R 7203 S IR SO HEAT LIEEZ IR S 2o 72, B S SOREFOEEDE
FANZDOWTEE L2\ DEBI L7 3 el [BEERE] 15 sl VR BRI S8R % £ o T 72 1Bk & B E R (HPS)
% SSIE L IRHRE P IR IRVENT 7 A~V )V ZEICTEE [BUREE] 16 e & D RSB L 720 ABE1 20 H
LD HFOHOZbIXY LWF0 PIP - MP BEIOEIR & &, BB OEmS . 2 HAr & ) 382,
HALBED B L ABE & o720 ABE4 HBIZPUMEKEA L &7 =) F Y IED D O B RifRATT 5 b AEGRD
T, ML O EBEEAR IR UIE CT g THINC O E AT O F T A L Bl 2Dz, BRI
WRAETESL L 5 H HZ TBLB CTHRIE MM 9215 % 580720 HiIME TR CK LRI LAY+ ha =TTy
Na Y EBELRORD 72N TIV T =B 720/L M LCHB 0 JNEFH 2% - EEHALEZ: SO & bt
Clinically Amyopathic Dermatomyositis (CADM) 2 & % APIP & # 2 mPSL pulse + IVCY + CyA TiG¥
FgG L 720 WRBIGTE. MELIE 7 =) F EIMEKT L 72 2SBRRIEAR 25 T L. 5 H BIZ NPPV Bl4G$ %
bER < 7 HBIC ARSI L. PMX — DHP. APRV ~NZH, NO WA, ECMO b3 A L 722528
HHBIZZEas A% k72 LIRS 7z 2 H A L 7284 TH MDAS JuLik %2 & o 728 o 3 ChukIiZ ST
- 72705, RNA GBI 0BSKE ClIEE O tRNA % kbl L Tz, [FE] AR 2 R F i iz 2o
723 DM GBS 5 APIP 5V Z 1T o720 L2 LEEAIO B OEPURIIMHE 3, i - 5 MRI b K
7T DM DBIIZIZE > T\, 7B HPS % F4E L 72 2 4E71 O PRAFIE 12 B [/ U LB RS % 7R 3 HUR A7
TEL TV, IO OREEREDNS 2 FFT O HPS OFEAED S 4 a0 HPS FP.OPLInBk A + 1P (X [F U ZERE R &
WZED EREEZEZ TE VDD, THBWOMRIE 7 ZESAT 5 TH 275, ERERLINEFH K% &% & K
DIER EPER THEBERE L LTDM 2 b o TRVOD, MIZE ) REII 2 AR TERZ BV L
72\,
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0-67 290U LZXEIVYEEHFAL fmultitarget therapy P ER TH - =-ERERX D15

OL# Mz, K 18, HE 2ok, HF . Al Sh AL BJE
SRR EERSE ORI 7218 B 2R /N ERE

[izt®ic]

FEEBIRETIZATOA FHEIDE 1 EIRE 2 225, WEr WL LS . RIS ) S PHEA -
Ehbo TOXI AT EA FIKAEH, WHHNH LT, MTX R 707 5 A7 7 3 R EOHREHHIF R
TNF [HEH]IR F ) X~ 7 7% EQEWFENEADZPH SN EOERESHE SN WL, SRIFELIE. ¥ 7
gV A A (Tac) &3IVYEY (MZR) %M L 72 multitarget therapy 3G R CTd o 72 S LB 95 0 2 2B
R RRER L DT T 5,

[5EH]

9B NHHEE FFRICURANBAAREL 20 . BREIRELZH L7, 7L F=vuor (PSL) 1243
G ARG L7225, 13mg/ HE CHE LA THMRLZ, 2 M bL¥E—% (MTX) (10mg/m®*/ #) %
BERH L7225, 1Img/ H F Tl L 72K S TR L 720 Tac (B3mg/ H) ZEIML722% lmg/ H F CT&E L 7-HE:
FTCHB L Tacx L A Y 7 ) F <72 L7205 CIZHEBR L. Tac # BB L .MZR (300mg/ H)
EDOBFHERZMG L 72 ZDH%PSL % 65mg/ HE THETE TW5b, BEHERLG 2 7B EMR % ifT
L7278, MR RLHIGRMEL 2 & OB FHEOHT RIZFED 2 h - 72,

[%%]

WAE Tac & 337 2/ — VEEE 7 = F U MZR (2 & ZERERE & 5 spEdifl#l = 0 L 72 multitarget
therapy OFRIEDIN — 7 A B & HLICHRE SN TV 5D, MZR IFILEMEITER AL %, /2, 70 A
R VEIREOESELIHIZI R EORE L AT AHIERTH Y. Tac & MZR OFFHIZ L % multitarget therapy
EEEAEEO B EEIRZEOEFEEIE O 1 DL LT, AHTH L WHEMEDLDH 5,

0-68 U TZBALEERERRICE T D, N1 F Y —H—DORE EEKIFMEDOEERMH

Oty #—. thH E#w. BHF olh, BE B K. B B
HE T SORZE M B be /NERE

[5] mzeiiks (TA) ZRINEZRTIERAHOEERERRETH L, WERE LT Vvaa)l
F a4 K (GC) EERT 525, MEHICEFICHL L., REIHESE L 00 L T 2 BIHEIKTIME 2 R 9 B8
Hbo T, EMFNRIAOEFEMNEIHRESNTBY ., BFTIE M) X~ 7 (TCZ) ZREMAYIZEA L,
GC O &P IEZ HIE L T\ b, Al BEARIEIR & MRS CIL B MR & HIIT S LT 7228, EEEFE < i
EWRENPHEAT L2 2002 258 L 720 CTHiE 3 5%,
[EBI] EBIL 20 M 2e e 14 7% CHEBE R % % 584E L. 5-ASA 12 CEM. 16 i (2 /2 FEH i A%t X .
FEALICC TA LB SNz YRS EE, EFMERIZED 2 wAs, RILJoE & RO EE % 380 72,
PSL25mg/ HIZHi& L. TCZ %3EA L7z BEHIEIR, FmEkE. CRP. k7% &% H< 312 PSL85mg/ H %
T L 720 IL6 13 30 ~ 40pg/mL THEl L CHB Y . HHFEFLG 2 F HomgF Mz 1772 2 A, FDG-PET
TIEMHASHBIR IR EEES S D . 5% CT CHRSHBIIREZZ OMEL RO 72,
FEBI 2 0 15 e £ BB O725 Eh5 ke &, 2 B < FEE BRI TA OB E o 720 BRI R, /o8
FEIIRIZARAC X 97 OB E IS THEE O RBIRF ST 2 520720 AT 04 RV AEEE 1 7 — VAT,
TCZ #EA L7z, BERAER, FAIMEREL. CRP. #Rik. IL6 7 & 2R L A5 PSL % 15mg/ H ¥ Tl L 720
TCZEADS 4 r HOEHTEFNE TIH TH o 72 IL6 A 2L1pg/mL & %2 0. 6 » A O T, FDG-
PET Tid FAT~SMKEIIR. MEFESEBIIR, /808 FEIRICER DR L. 552 CT IS Tl fIARSHBI IR p 22
DG - G OHLKE RO 72,
[£%2] TA OFEBIEEEICHBET 2114 F~— 7 — 13V ODIRE SN TWDE, TCZ H5-H1d CRP. ARiLAS
YA ENLTD, MONAF Y= =B FOLFHEDR LA TH B0 SRIOIEF ST & DL IL-6 & R7:
T AUE, MR DT AU REEAVRIZ S 7z,
[FE] IL6 X TCZ #BA L TAICBI A, EEHEOIREL 20155, 72, BEFFMOEEN %L
DT L7720 TAIWKRT A TCZRETEDBRENMIEEA ) ELTBY ., il { - ~—h—DRENEH
Th b
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0-69  FIUMEEEERERAE (PRES) 266l aREIMRXD—kEH

ORE  HEWE, g fF THE SN A mEL N - en K-
i MET LR BN B ol BHE OB SR i’
PRET LR A AN, P R B A R e /N

[IZ U®IZ] HLA-B52 BptEm 2Bk 41 LIE LIS & 7 50 #IIIGRBIAA T2 1 PRES 2 &6F L, 1T
B JOEPIHNCEEE L, BN V) Ax T (TCZ) BAZITo R 28 L 720 THE T 5, [5ER]
14 12 10 P HE X 0 5B EERE HE L Tz 137 2 2 HEE, A5 % ERICHEZZ L.
MRS CHIE SIS E i % R0 72720 ABE & 72 o 720 AilE ARek:, MEIZEER o MM % BRI L . AT Bk
DOPRIIRGG VU DI % B 720 155 CT AT EATH 5 TH REIROILIE & /2888 TEIR - ARSIk
ORR7E, KT RKBIROILIEZ 780, BEEIIRKE &I L7z %12 HLA Bo2 FptE & MBI L 720 AIEABE9 H
HIZCATFTA RSV AEEZBA L7z, 6% 3 HBICIE LA & EBEEF 22, BHE CT A ThHEICR-
7o % 2R, < LR THIM (SAH) 75%tbn7z, 7L K=y (PSL) 25mg/ H &, IMEEHHM
W2 Cafipide, 747 v TG L 720 AiEARE 12 H H. B MRI K 0" MRA #:#:C PRES
E MBS EAEED N2 Ca fEPIEE IV IIE F A EEE A4 D K L7272, ATEE ARE 33 H B2 4kt 128z
Be & 7o 720 SHEAFE PR & JiE COmE % FRGET L. SSER O CT MASHT RIL SAH Tl <, 1l
P B L S SR E R 12 & B PRES & W ) KislCE - 726 PSL 25mg/ HA S TFF A VLI F VERT A
7 (L-DEX) bmg/ HIZZHE L, TCZ#EA %47 -72. CRP IZEMAL L. #zkt 12 H HIZ L-DEX 5mg/ H %
PSL 35mg/ H~ZEW L7z, B IE 7% CIME D Z5E L7270, CatbPidi 2l L C\wb, BE, lkT TCZ
P GAkGE L. PSLIEEZ M > Twb, [F8] SZEIRE L PRES & &0 L 72ERNIEHE ST b, FR
&L CEIMERREIHF OMH ., &5 5982 &L 2 MENEREE, ME#EHEZOBMIZE) Zbh E2E 25
N5 o AIEBNIEELS CT M4 T SAH & OIRBIDSHEETH - 72725, T OH O & H{§FT R 2> 5 PRES &2l L.
JREEEIZ X B RIEDOHRL P If L & 12, MEEHPIEELE2 72,

O-70 NEEARIE) 7w FHRBOBITERICOVWT ~BRAIDOEEH~

Ofb Ky ER HF 7 EH MR, KH #5!
PHRERORSE AR ANERE, P oN— b T A T mkE ANERE

[IZL&I2] 2013 F I HA/NER A [VNBHIBSERE 2 H 3 2 BEOBITHIERICHET 2185 ] 2R L7z
AR T FHREDHROMESR L & B 12, KBEDRFIEIIS 72NN ORATER DO FEAT, NERHEIZR
OHNTWD, [HH] BERENICB T, BITEHOMRE 22 EHEOHATMOERELW SN, BEHER
A5 L URFEE OBAITERI N S 2 B2 AT 50 [TIE] AL 2004 £~ 2014 4212 LR /NBB ALK 2 %
ZL7-8E#E 100 A (WIRSLE 27 A, JIA 34 A, JDM-PM 12 A, SS8 A, SSc2 A, X—F = v M4 A,
ZTOMILN) 1ZBWT, WEANOBITRE L OSSR (SRS - ReEEE - R - R0 -
HEE) 1ZDOWTHGEN L7z B BIE. BBe/NEBERIR 2 @bt o 8% 85 NIk LT, BITEHEIZOWTT
Y= MNREET o720 BRI, ANFAEDTRREE DA, P EEERANL L ORER, 18K ET
EARANDHE LTz [#R] A RMB O 8E T, BAE 18 MU Lo BEHIL 100 A1 33 A (33%) (WFRiE
18 L b~ 20 ki (9%) 20 LA b (24%)) THho7zo TOND I N (9%) BSNBAEATL Twize 4
KEHZMOBF R E LTI, EREERIE 966% . K- BIVERHESAF 40.7% . BMiE 12 A, #&#53 AN O
- 2 N) Tholzo B BITERE V) FHEZH - TV EHE - REZFIIIILAL VR T, HE
BT BRI & LT 20 AL WS RIS I B W T REE L BB OB ROMENR S5z,
o, MOEPOLHERZIHI TWLERIZBWTIE, 20 LT RER - B L L ITARNEITT S
CENDOBENRO NIz, ZEPAR) v FEMEANOBAEHLEL Tz [fiw] SHoMRET, Lk
DR L LT I8 EDBERDOEEGV L VIZHEDL LT, WHNORBITERPENC Edbrolz, BED
DB & ITRBERBANDORITE HiE S 720, BEBEANOFEICZH > BITEERD S 4 T2 HEt L, NNER L
N BRI O3 L WIEEFGEE O ES LT L bz,
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O-71  /NREREDY )Y FHRERE L TORKICHT 25K TORABITHZEDOEER

O%iliE v P W& @i mZEr ' A BT sk e
VERIRIL &l AR, P ERIRILC &b ke AR AR

[1IZUoc] AREBHEE LA L EEY - FEMEMZ 2704 CIERICRE AV AY 75 3 — (fi
FEICR T A1EHEIE L CHMAR L. ®RAMICHEIREHTEX 5 AF)V) OEMNERIEL TBY ., F0Plr o850
MEBATAHZEICL o THOBRERLRIEHREAEIEI DR TVETEDNTVDL, 2OLHI TR, /I
WRIEHEELZET AT 8D EREITHT 2 RABITH LR OEZMEAOREI T > T b,

[B/) NBEIZSIED ) 7~ FHEEEE & ZOREIIH T A0 TORARBITI R T TOR D flai &
EHOEBELHE L. SHROMEEEET 5,

(7RG E TORY MA] X CTOVKEEMDEABITILIRICED L 2 ENTE, Ki— L2 3E 0 et
T&bEH12, (1) BITSEEV7F 2y 72— bOFER (RABITIZIREEMOT-ODFETA T v o
CREF 5. 2006) (CHERL) . (2) WEE L BEEHR (A, BUEOGHR, B, #5 - Rz &) 0V
ANT w7, (3) BFHIVT ETOEBHEDIER. (4) BATHIS R ICLE LMY #8350 R, L\vo
72 FNECTH#eff & D 72,

EHOEREE] (1) FHEELEE - KEBTOBITICET 25 LAV, 2) BTV 7 F v 7V A Mg
W7 BATEMIRILOMERE. (3) FHiERNIC X ATHE (BITHEMIOINAE L TWAHHEICHT 5 74+ 0—B L US
HOMEE - T E. BITEORE., BITRUIOMRR) . (4) FEME FRERTOFERLEE. Lvwo/ziiit
THEHLTWD,

[6OE] FRICRESTANVA) T I —OBENHE L WEEZ OGNS [FEREL AT L | BER [
Boary ba— R ZE L] [y~ FHEEDAOEBLOET L] Lol ARHIBITT 55 4 3~
T L WEFIS T A2 BATISGRO HEICOWTHE T A2 LEXH 5. T2, FICHEo72AV R 75
= DS RARMET A 72D, SEREI D ORI OB R R A L Ah - AR R 2 IRAE I o &
ENVRDSRETAZENEELEER D,

O-72 BEH - FFHACH 2V Vv FHRBEEORABITICHT 2 EHKR

O%bE iy ' P ma ' @i mET L M BT Mk Ze
VERIRSL & ke AR, P E IR &b ke A A SRR

(Br] EBHEW - FEMCH 2 ) 7~ FHEREEE OBABITICRN T 2 BRI A S 2125 %,

[J5EE] PR 26 453 A2 5 P10 26 4F 6 7 £ TL/NBEMIRRBE DI BV THRABATHISHE 217 - 72/ B
D) I TFWEETET 5 16 U EOBE 24 B2 R E Lz G, BABITTHOL V7 F 2y s
) A P ORERERESELFGEH V. B, VT F oy 2 ) A M, BARBITHISREEM O 70 DF#
A NTy 7 OREFS, 2006) b &2, VoY FUHEEEET 2 BB MITICHR - GHFRICHET 283> <
HRAABEOMNIE> <EBELDII 2=y —3 3 v ><BEEROHCEH><HIVLL7%Z - ELVIFTT
T8> <HEH - HFEMEBEF L L COREEH> <ERMRBITER>OT7 F AL Vv 2HBICHELZLO
=R L7,

(RIS L %072 24 44 (B 5 44 &M 19 44) OSP4T 189 = 2.0 i # B A MR S BIET % 14 44
EHUET) T N=TAT4%, Y=V UVERR2 %, REEBAGHBR 1A THo7. TRAL VDI B,
BATHEMRIO B o 72 F XA VL <THE - RIS 2 Ak > <AHRARBEOXIE> <EHEE L0 I 2=
r—ar>Thh, ROEMKRIES TORholz FX A F<BEH - FEMES & L TomBgs>
Thotlo T/ BITLHEZFEHT S ETHEEL SNTWDE<ERWLBITEMR SO RAL D)5 (FEA
DOBATEMIZOVCHELER S, B CTHERIUELZIT) 2L TE %) OEEA IS (38%) LiEho7
[Z22] BRI BEE L 72 SR O MR, - SHGIZBE S5 K A A ¥ OBEMRIRIATE A o 72— 5T BRI - AOE - 14% -
HE & Vo 72 EREE A OEMAAR L L TV D Z e b, FRICRES7ZANVAY) 75 2 —hEI ST E
TV EEFFVEWIIRICH L EE2 6N L, 72 BEPRABTICHEOERL ., FRMICBATEMR L £
T 72011, RO BEZHEIC L T Z ERBITRICHT 2 BARN 2 HHRE IR 28b ) KSR/
LEZ D,
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O-73  REHRESLEREDOHRABITHICEAT 2 BRNOXEEZZS

OFH W2 a7 sk kKF° 5l B!
PRSI R EA, P ih B NEREERAS G v ¥ — B,
PHVH/NEREERE AL v 5 —F/E,  HVENEREERE A v Y — B ER

(Bry] BEHIZE SLE B3 O HIZIEE 2 RITT R OMKBRL OEZ I S22 Ly AT BT 2 B
NDOTEEFZ R Do [JTE] W GITEEYIE SLE EFORH T, HHENE Z -5 L7z B CIERE
DEBREERZW S22 L, FIF &b 23R HEOREBEGF O LEMEIZOWTHE Lz, AT, [0
DHEINOFE] IESZ LTI L, BBOEBRRUMEZIS 2L, BEBAOBRABITHI S 2 5 L
720 [KERII0 B ORBOFE Y OHHER L) [T EOMEERICE VDY HEZfbsETnTut ]
BREEN . Ara)—% (). #7873V —% O TR B, Bk [EE FE0O3EET
b5 I Pl UIRBAFEICEL] LTz, 25T, BEEEPLET 2H [T b DHZIZKMS <25,
FAEGEEIIIZ O F THk6E] LTz, Bl & QFERAEFICHER 2V EFBHBL T d [JHo X ) 2RERk
22T B] Kb do7ze THUTIE GRROFEEL BT TLRERXNL) ZLdbHFINTw, —F, FL&b
DEEMOFNIKRE L HETHNORERLEBISEZ 5L [, FELOBRBEFLEHTE R EHE
L. FHERCIO) ME] ZE 2Tz 29 LTFERUCIU) a2 &, BT [BoOmIER &
mWn] LTz [BE] F&bo [HY] FTIE A7) ORI S LETIEH 505, TIKFF] A&,
T &b OIEEFEN ORI R B 2551203 BB OEY) 2 BXHOBTIROON L, —Ti, £ OHE
ITEIOEBPRKE S, BOPF S ZTHT20EEICE L) —E, BORZRLEPEKT 50 Wit
LTh, DMl VEREOBEGPLELE %5 R TIIEEE &G R OMERDEE L2 EHFER L FRE D
ZZONDH, TEFRIZEMPRACESH ). F— A TERZ A LIxE % 5504 L@y 2 kel B2 7
SNBLEND L. HBOTEL 2/ GAFEHIE [HA] THH . BWHHANEPT Z LA EMBEOKETH
Ho TELZHABHBHNES [TROFHI 2V HLOERE TS ] Bt GERTE S L) [SLE
DF - BEN] ZTEPLETH Lo

O-74  HtBEHEmMZREL. DENFHEE &6 L BN EFERBEHR

O#tH Aok, &3 KT KH 5
TRERREE BRAEER /N

[#E] HHEMLRE 2% (Junile Dermatomyosis JDM) (&, HEEHC 2 E O B OB EIE %% T & Lok
B Tdh b, Banker BlIZE&FM-PIEEOMBEBRICEL ) FHRARL ST, BEB] 26 B (7 IESIE) o
TR 24kg, 5 140cm. [#8E] EBNL. KAES 21L& M, 7% Lipodystrophy. K FAIKAL. P
fi. FEHUEIR 72 E SR IEIRDUERI T Do U ARS PURIEFEYE. WIFSIERIZ T & VU O (3 IE AL EE & #7545
T, WA # T PSLimg/kg/day OPIIRCRIfG. PSL Jd& FF IS F#E L. mPSL 7SV A% §ifT. 7 R 24
O TILEZ 320, KIBENMREE (CF) CTRBIOEE MRS NH, A 704 FRf 4 o gEiiH#, K&
Yy 787 VRFEATWEE R RO, S50, 12 KEIC D HAEBMATER L, By v 5 TG I HE
RENTzo 25 & D IER A D R Wi LE I 2 I A, CF TR O 3IE - i & 25 &Rk
MOFT R AR, &% CT CRIEHICEE L IREMEEZ RO 5 2 &0 0 M EMEIEIRE & 2 L 72, B
JEEFIR DI 9% % 2 IVCY (500mg/m2/ H) KT L. HIIE—EAYIZEEE L 7ze 26 e S I oL
MO 7z O % B L, He T R & IR L Z #8072, WBC 3000 / u 1. Hb 80 g/dl. PLT 1614 / u
l. ESR 2 mm/h, CRP < 0.10 mg/dl. FDP < 3 x g/ml. DD 02 u g/ml, # 1 £ DOIEFIEE CT CTlRIEH
DOEEIRIE OB R A BD /=720, FOEIRKEEL B L. BIEE - FATRE BB, [ A TR P 8 A % it
1L 720 MIBRIGHILE R Z 2D, REBRELLEL T i, HREZHCIE. ERMIBOREIZZ LwE
BBV EIRE & BT S iz Wk - TEANHERBEOE N O 720 | BIETHREZRH L2 TH - 720 [EE]
EHBISESTRTH - 72, RO ILE BB X OBIEIRE % 2 L 7245455258 75 7% Banker O fER] % #%
Brl 7o ARFEBNIZF 2AERZR LTV 2525, {HALE I & M 2257 IS, WEoFHsHETSH -
720 AIEFID L 912 Banker BUIIHANIA D & OFEBI) R IGESLEE L EZ Do
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O-75  MEXHWERPDREMBFEICL ) ERHICREZ LU S REREFHREH
RDO—BY

OB e g 12 e &— ' Bk B B ol BE A
ORI A SRR EY T
PR S RE MR AR BE N ERE, P B EERRER AR v & — NEFR

[FF&] AEMRERZ% (LUF JDM) 1 EA T 04 FiZxbd 5 OS2 BIF 7 Brunsting B, 45 o % % & 41t
BRI X ) PHRAE 7 Banker B, BB AR &5 & R0, CK A TU/L IZET B BIERIO 3
DIZHHFHEND o FRICBFERNIIRMEREE D O 2EBEAEE RT 72 OMY 2RISR L 7 b, S, BIER
JDM (ZxF L CIfn#Esc i & I oo e PIleEE % AT L. e A 7 SIERNHI AT RE T H - 7B % #8870 X
MR E R %2 & THE Y 5,

GEB] SEFNZ 13 o ABER 2 BRERT & ) KBEEBO#E & I ORLBE % 785, Z DIRIIRAT R EEAT
L7z HiEx % L. CK:30094 TU/L & L CH Y. MRI TIEHEIRBREIC T2WI B E B 72
He M- K7 R AR & AT S A ABE 3 H B Y BeIHmbetis & 7 o 720 SFBLI R K295 & BRREIR. i R A R o F 5
MRIFT 225 JDM & L CiEFEEXFB Lz, I 4708 VElETH) . FETHAZ LI FELCRH L DI
AR 5 HMAT o720 AT 0 A F2VAEEIL2 7 — VT, By 70k 277 3 F2v s (UL
IVCY) %#3EA L7, B LT L F=vur (LLFPSL) OWREFTV, 3372/ —)VEEET = F )V
(LLF MMF) # 86 U720 SRR i 7 T3 L. R R IE AR 50 H HICIE#IbL L 72, IVCY %
4 7 —VitifT L. ABE78 HHIZBEE & %5720 IVCY 1ZEEF10 7 — VTR T & L, I PSL & MMF TR
fFlcay PO— L TEXTW5,

[£52] RIBOEFER JDM OFEFIHREFIZL VAT, MBE LELMEICL DL ATOAL FIOVABEER Y 7
02K OB, F RSB 22 E2T b T\ b, SHEOEFICE L CIEImiEssiks 2704 K
ZIRFITIMZ THRPNZIVCY 2EA L7722 &5, BEHHOBTH 72 F 2 b/ 720 BHER J]DM O
EERIBER FRICHE L IS B VIENOERESLETH 5 L bz,

O-76 IE7E - It 2 MIRERICRE UBBICE > 2SLE b—F XBR) D8m%KEH)

OmfiAR B2 A KRB 4 KB B FLORT At AR EAT
KA L AR R A0 g, SOk k-0 B gt

PRSI RS AN R SRR E AR ° ESLE B m R BT N JERE

SRR IREE,  ERRRIRAL &b RE, ° EAIR R A - BRI

SRR B AR

[iTrwiz] v—=72E% (LE) &, BEBEROMERPERWELZE 2 5N TB ), SLE ORITEETEIC
—H LU CRIET HEEE SNL, R, TH %2 EOFELEERDIER & LTEIF 55 H, SLE O
BORTEZMEINLEZEDRETHD, INHEMFIERE LTI L7z LE IZEABITLHmEN DR, /N
TIEEHIZENTH B, ST A X, JEEBERDO A THEAE L. SEHR DG DI 72/ NEG %2 #E5R L 720 Tl
5, UEBI] 8zt [FFF] Wank, JEF [RIEE] & B v~ 7. FIREAARATE [BURE] &
 ERICEEZZ L. RS mE LIS Nz, HEONEHE L 208 5 MHICHIEAR S 20 |
HiE o R CREMBIZ SN Tz, FH2 O MRIER SR L, EH CT TEMHLEKL RO 27208
7T HZBEHA S 720 CT TRIEHEA L o A 2 B W BRBIIE 21T - 722 B 13 % <. /NG DR §i 72 1%
Jili & SR DTFRD L NIz DA TH - 720 [#2HHT -] WBC 15200/ 1 1 (Ly 18.0%). CRP 0.6mg/dl,, CH50
344 U/ml. C3 646 mg/dl, C4 75 mg/dl. PukZHufk 2560 f5. Pt ds-DNA 1gG Htfk 17051U/ml. JR&EH
Rt [Ram] iR, 3t ds-DNA PUikBatE. BEOBRMAMIEZ &5 LE L2 L. £ 11mHA 25
PSL1 mg/kg/ HEHTZ BAME L7200, JEAIZFHER A L. BBk ok b L7z, PSLimg/kg/ HN
MRICEE L, 527 M HICEBE L7ze BIfE. PSLEKL & I VY E VB CTEMZMERFL T b, [E%] E
I & TR ISV B B EE b L7z LE O 8 B & 8Bk L 720 /NERMEI T, MR8 72 S 2 ek & 5
PRI L BB, RIEFTIEZWNITE L. ADNERE LY T2 0 128 2 EDBWNIIE > 720 JEERERZ W
S L/NBBNE AR (L BIIREWIER & LT, ZNFEFTHE SNV —TRABEOBZ £ Lo, BTl
T 5,
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0O-77 07/ —IVBBET 2 FINICKVEHBEHIFL TV 2FRE M lupusiz X D145

Ottt %5, KR ok, (I BEAE. 0 &, @b —#% T A SiF 81
SRS LS e N LN S

[ixC®IZ] lupus Biix, &5 y~ b—7A (SLE) Oz GPHETH V) . BHEZELY) 5B HE %
LB b HBHEBRTRNEHWETH 5. REWFHEMFEN (MCTD) OBEENH D 17 mE L D lupus B
FERBEMICRDEL, 3372/ —VERET7 257V (MMF) OEAIZ L ) BB & 7% o 7R & FEER L 72
DTHET Do

GEBI] 17 %5 e 11 kI SLE & SEZEOFT R & 2 L. #T UL-RNP $ufgEbs1%k2 &5 MCTD L&l s i, 4
Bk T7+0—T v THTH o7z, 17THICR D B HEISEEE, G, TH., W%, 20ME S
RET R, AT . BEE CT BT A2 5 lupus B2 L BT L. GHo MIABREZ#ED R L7 REI > TI A
7 v AL BT T, prednisolone (PSL) ™% 7> azathioprine. mizoribine . tacrolimus %5 ® 50 #IH]H#] C&H
LTz, 3EEDABERNIS, BAEFT R, MERAT 2SR L7270 MMF 22 &6t L7z, £D%
b lupus BB ROFBRD D ) . KEBEEZMEDIE L2726, MMF Z8&E L <o L7z& 25, 5 HO AR LI
HERD R < BUEIZE-> T,

[£%] SLE OEALZHER D G HFEEIZRATIEDO S & 840% & ki STV 255, /NEFITO lupus B0 &
PR DI 1I 7% < MzhE L Bb b, lupus B RIEFEIT LI SR CT 12X ) WA S IC2 I S,
¥ 7> steroid responsive THAHH DD, LIFLITHEEZHYEL., & SIHLESEILz R LEER AL -8
HEEND, REGFTIE, WTNDOABRIZBW TS A D-dimer 10 _EF-% 325, WEOHWHIZAHHTH - 726
MMF (b e EniilH & e LEWER & 47 <o $512 lupus B R TOFEHREDN L o FEFIO L 9 1I2Mio
SEHIHEIF CHIE T AREEZ lupus G220 3 > b u— Ik L. REIDBERTH S L Bbihsz,

O-78 2HEMIVFTY T AOREBHICHREDOELRERDT ¥/ O7 7 — VEMLEREE
DiREZERL 72161

Ol 458, %ty %, W WAL R A—H. EHE BT, I 2.
I B, B WA
BHBERAE LR

[lFLoic] &5ty F<b—F2 (SLE) IZ~v27 107 7 — ViEHLEERE (MAS) 2460452 13X <
MoENTW S, FHREDIEEMEI S VIEICIHIE L, EFICHET 5 2 L%\, 43k 13 SLE OFFEH o
Y ha— U HSRT W B BIEDTY AV ARG % I MAS BROJRREZ /R L 72 1 Bl 2 &8k L 720 [FERI] 11 %o
B e 254FE 1 A (9RE:) (ZF8B AL THIE L 720 MO AMTIZISN / RPSHETIIHITH 1) |
MEARICTY 2 =7 L VERBED AL Tz AT 04 F2OVAEERICTL K=y o >» (PSL) BL O
THFF 7 v (AZP) 2 CHEFEE 17> Tz PSLIE 3 # AR 75mg (23&E L. AZP 1 2mg/kg %
e L C iz BB AIERR D % 0, BH»HIEERD 2. SUPNIIERR A LSO B % 2o T
Wi o 2N, 1EMIZERBEFOH%, 7)) F > - LDH - JRF f 2MG O % R 72, SR % i
TL72E A0 77 =T 7% E¥INL., MEROEEGLZFEDI2c MASDIREL EZ 7OV I F VBT F
RGOV ARE R AT L7 & AR ,IIYGE L7z, FlH. PTdsDNA Jifk % &0 RSB L 7RI §
LA RIIERO o720 [EE] SLE A6 5 MAS 1330 7 SERPUED G L 2 572 0 L IfLiE TNF- a %
W5 L Wol2HiEad 5. S RIOGERNLINTE IL-6. Neopterin OB % 86 7245, TNF- a OBEHNLERD
Mo lze EBV 2 CMV, HHV OFEMHAL D O, — a7 A VAREICBE L2 ICXhERLE
Nt &% 2720 SLE OREMHIAERETICEO S TH ), TD L) R BIENEBES 82RO L &I
AL LTCEZRTNE LS RWIRETHL EE LD, HET S,
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O-79 SRR IC K B Walled-off pancreatic necrosis (WOPN) DAEICH#E U /-SLEOD—%&
PR

Offe i’ fEmE &' Bl RRIEEE ' I BT mAE SRR TRRHE OHET
FEER OBREEC, KA WL INE & ORI BREL WE ME!

PR ERIRE NIRRT O E RS W ALRR AR BT

CERR/NEER Y 5 — R

[BW] 25T ) 7~ =7 A (SLE) 2B 2 2 WEREGHEAOHRE I ILBNT TH 5, ERELMERER
B FPHBRABRTHLIEDHOENT WD, SHITIEE, BHEREREZOABHE I Walled-off pancreatic necrosis
(WOPN) &\ ) iEMENER SNz, ST 41X, SLE WA EREICAMERE AL, ZD% WOPN
T Fesz RIS L 72—l 28R L 72720853 4. BEBI] 13 ML 8. 20134 8 H. BAFIFATHEL L 726
9H A XD 38 B DFE & BEIEALRE, TR L 7272 DMBEi A ABE & 72 o 720 ABERERART I,
FImER 3300/ 1 1. Hb9.6g/dl. PLT 121 /5 / u 1. AMY 97 u g/dl. 1gG 2478mg/dl & 5. HiEEPuk 2560 5.
Pt ds-DNA IgG #ifk 168AU/ml. it Sm itk 16.1 & HCHAOEfE. C3 16mg/dl. C4 2mg/dl. CH50 10U/
| EARHRIME % 386, SLE L3720 F720 AV I Y E LML V=T ATy Fa7 75 b Hih
VWIFVE - B27)agar Ay ] BERIRIZEE T YIRETMEBER IR EN TH o572, AT 1
A RNV A2HHE L) BMBERZIEE Lz, B E L, BEAAKMEER, SMEPUER, EEAKRS TS
HIERIIE L h o 7ze B CT AT L ) A% & ERERE 207z EATEB L — 2 249
B, BEZAT  NEEROERICER L2720, YRS o7z, B L OGRS BEEREZO
WOPN & W L7z WOPN IR A{EHE & LT, AREGITITIEIEAAFHPHIZ K A TV 7272 DRI B 1E A
TREEHIWT L. B - BT IR AT v MEARICABERICL 2270427 b I —%jtifT L7z, 55 AIO L
sty M2k, EEEROSEE D2, SLE IS L CIERE I PSL I MMF % 8fH 9 5 = & THER
e ML T\ 5, [Ham] SLE WG ICE MR 2 A0 L. BMEERE WOPN O IC 8k L 72—l
ZAEBR L 720 SLE IZEPET 2 B MR OIS LB TH 5. 72, WOPN IZEMERERBAHESL LT
EERENTEBRETH ), SB/NEREETH ZOEEWNILN L 2 LT EN L, LHWERE L2 50
59 %o

0-80 BEFRE X7 O0-EERHOBEPICRELLEZASNIN-F v MROBREH

Ok EW ', Bl F3%° LR L IRE HEET L R OBE Hk BT
Wil AL g B Ol BEST L &8 AL B sl AR 3!
VRS ATBOE MBS B IR > & — ANERR

ST AT N E SRR WL v 5 — R

GEG) 13 B8 [BEAERE] 7 L vy —. 7 LIVF - E [BURE] 6 e~ 7 o — BiERERE (LIT
NS) %3JE L 720 MBI E 2 ) BAER TN LR OZHIR, 7THEEL D I V) ey (LT MZ) #F=6
HERE L2 L2LEREZEYERL S MZEHEREIC L ZAHE IR Lol TOTH N
LN Z#D R L Tz, 11 mEFEC MZ % 4R R Tl Ik L7228 NS OFSEIERED TV e v, 13 R FEC,
AREREETEIL., AIROBADIIRT 2 L OFFTEHEREZZ L. SEIVREOZMTATOA FHIEEN 2
bl . MEEMEE o7z [BETR] 98 1528cm. AT 44.1kg. MF 115/79. ME BT B2 L.
MR BRAEEEE EFEMD » . HENT 75 % L, AEEESE 2 L, ) U EiERZ L. BB L., BEICEE
iR L ] it : WBC 8500/mm3. Hgb 13.6g/dl.PLT 35.3 /3 /mm3.ESR 34mm/h.CRP 0.20mg/
dl. TP 7.6g/dl. Alb 38g/dl. LDH 204IU/l. UN 16mg/dl. Cr 0.63mg/dl. T-cho 146mg/dl. IgG 1630mg/
dl. IgA 300mg/dl. IgM 140mg/dl. IgE 3048IU/ml. C3 145mg/dl. C4 24mg/dl. ANA 40 f% (speckled).
ACE 152 U/L. $IBRUSEEYE. HLA-BS1 e, JRiEE - &1 (). #&im (). B 2mg 63 u g/l IREF: Ly &
IVEROI RS [FaR] MOEENRESN20 7L Fova CHIRIGEZ G S, 289 BRI/
WREL 20, 7L F=va izl »H Tl L7z #9122 HBICKRBO M EI2 88 ) EEDIFFR L.
MR B oN—F 2y MREBWI L7z AT 04 FOBRET /) v RENTEHZITV. 2V F U R
ZRML, 2 PO — L TETCWS, [EZ] NS, 20 I MZFEGEN—F v MNik OBBEOHFEIZAD
72HRVH, N=F v MREIED AN = AL ERFST 5 ) 2 THREWEEZ SN0 THRIET 5,
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0-81 FREAORICEVEBEL/N—F v MED16]

Of:% M. il B, B8 % |k B ER 5. A B
MZNELZ & QD EFEL v 7 — AR

N—F v MEIE, AEEONRCRHEEARE, SEEES 7 EORFMBEIERE L R E ) KKk EOE
KA BE L B A2 RS 2B ENRRERETH 5o PNER—F = v MFIZRABNIZIE L COHLEHERDSZ <\
FERAEIR, AMEES . IERS A wE SNTwb, SRIXR—F v MREBIIE Nz, X—=F = v MEO
TS /NBFIEDOR—F = v MEORHM AR E 2 SO MM EZ 2N THhET 5. EFIZ 125K 4 20 H
DR, 2014 4F 2 H L ) FE L MHBER S L. 2 ORIVETRES & 780 72, YHETEE OMED 7- o F#i
HEIZ THERISHI N S 720 ANIVRA T A )V AJRGUE 7 EEGUE DOIRAT 70 &% AT o 7223 &% T P VIRE
PR CHOHUERRAERETH 5720 & 512 HLA-A26 BSBEMETH - 722 B/NER—F = v MRS
720 BF Y707 2 2L A8 Y PO — )V TREIROUGEZ B 7205, [F4E 4 HREE TR - B - BRI
BHRELEI BN L2720, 4 H3 HUR 2S5 Lz BIEERE -7, — AR E B2 B0 5 T
B, FRIVEOBRZHE 2 D 3HERICAT O A FAVH, Ptk A% 3 VENRICTREBIZ L 7 - 72,
ZOBRFROEEOUEZROZA, 1HAMBR LY KEO LB LSRR & OENT 7 5 OFRZRO 72,
RERNR—F = v MROZBW L % o720 HERIFRIC X 2 PR L 2D /272D IRE N 7 — 7 VR 1B & A EERE
O L ANVHGEYIT o720 AT 04 FIEEETZE L 20EROUEZ RO - -ofE %L L, Z0%a
Ve T OWIE BIG L7z, BEER IV e F 2 NIkt 2 T WEERO R 2 CREB LT b, 40, FEOWHW
DFEAE & 2R L U CRFREIR & TEN T 7 & IR 2 RO N —F = v MROFREZ R LI E 2 bz,
N—=F v MEIZ7 AV AEGE, HEHGE, 5. BEREO4 RERTHET 2L INTEBY) ., KEHR
FEEP ORGSEIC L ) AR T L 2EETRETH 5,

0-82 RMEBHMEIIMZ ERICKREL. N—F v MNROEEAEREROTEMICE S /-
BEHZREO—F

Ol HRT. B 2%, KR Al 51l B, &% % %k
SR L R b N

i3

N—TF v MRIOBEREOFIEIET 7 #0052 BRI, IR, FEEEE S & TR & 3 5 A o
EHMRENRETH Ho TIENT 7 7 RUMEIRES THIE L, HIEL W24 ) & L THEEZI Tl lr
HAPORERZEST D EDVZNEINTVD, SRFERAZERAW OISR EALTECTHRIE L, UML) EH45E
KERBO720R—F v MREBE LIBE LT o 72 BRMRIEO 2 BB L 72O TINERET 5. [FEH]
13t [EFF] JE2 THRARMEALIE [BUREE] 3 HATICZEE & W M OB RMIEALIESS B L 72 EE XD
F7U XL B S NSRS Y RN & o 7o [RIBRE] BB REANE [ARERIUE] Rk
FEIRFTIL, CIEN 7 7 & P28 TR T RIS 280 B R TEALEE & 50, AiiEE I B3Ik D b & LG 72,
FER - MEBIET O B3R A D 5 A BIEIER IR, BIRd % L, ARBEOEIKS L UVMEEIZ 10mm KD
27z, [ApT ] WBC 9200 / u 1. CRP 62 mg/dl. 7Rk (1 FEffE) 62 mm. RF 4 IU/ml. #15C
ISR, MHNLE R E RO 7z, [ABERER] A 7707 = VAREB L AT 0 A NV CREGEER % (X205
P2HNRT 39 EB DA LML VAT ORI, uFy a7y ajeF 2B L 22 Y
THholzo LERBEFEWNIIAR, BIRL TB ) IMEROMGEDNZ. AT 04 FRIOEGHGHPLEL
Z2 7V F=vnr (PSL) 45 mg/day & #HETHRGMIG L7c. BHIIIMFEAL. BHRINETDH - 7250
LEBUISEE L7z BB RICIIBE TR & BE OB L. ABE 9 H H OIRBIEZE TN O SAERT AT K
LCw/ze AMEEOEE; QRIS 5 2 & 7 < L 720 PSL 30 mg/day £ Tlliis L. SEROFHR % 720
FHWEGDPTRERIRE & 2 o 72720 ABe 17 H HIZRBEE L 720 ABFEOMAETY A )V AHuEfi2> 5 12 HSV-
1, HSV-2, & ¥ 7RI REG, VZV, EBV 3BRER L Z 2 b/, BB R 1 » HZz## L, PSL # =
HTH LD ERIREZ AR L TV Do 2 BEEHA 2 A58 SN 720 BHAR 217> T\ b,
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P-1 MCCPHFIGE £ B B E F 4T BRI R D Ffa sl

ORifE APk, etk oz, H i, BH E
AL R v 8 — el Rl /N e

ARSI 22 (JIA) ORBEEIEH CTH 5o LR TIEKRE NIH PZHE L TREB IO F 512815
JIA OB % $£5& 72— b (Affected Sibpair Registry: ASR) 2FFE L. KRG 7% L OB 247> T
BA5, RITo JIA FIFIOEREIZHS TRV ZOEDbIbIE, it CCP HUABMESL BIE JIA OFE
Bl % 28R L 72D CTHIET 50 ER 1 (I8 LIE) FFf HIBEE - BEURE 39 » ARICEFBEHNTA
Be L. %ML (MS) OZ W CTHlE, mPSL 7$)L A FEE CE3 2 235, o PSL % =9 5 & ik
AR RL Tz 451 » B XD BEE (B - 2) 258, fMhoBEEic bR, RF L BEET JIA 0%
Wi T MAP BG5Sk >~ b O — VAR, 1328 CCP Hifk B X UVHt AQP4 HUikk A% B,
MS Tid 7 <, HARHERIE (NMO) (24 B L 7290 CCP Juikly 4 RF Btk Z BHi AL JIA & fEEZ Wi 15 %
L0 TCZHMG L CHEikay bu— VEIFE RS, SEF2 (15 BE) T3k 5824 - BEHE - 1% 10 ~
HEFICEFRABEH T ARE BIEI%IE 7% < PUEE 10 H AR TIEREP L 7225, C OO A T RF b
PERFEHL TV 280 7 HIC2 VIR0 & 22 ). RF B L BT JIA L2 L. MAP B EHA
THOBE KT Y PO — VAR, 9REREIZHT CCP LR A B, 107 & » ADM B#s L CRAEi %= ~ b
O— VAN %5, FER 2 THRATL T ADM ZH L TR RO TV /2A% fER 1 I1IZNMO #&0ELTH Y
TNF JEWrIIFEH CE o770 TCZ M LT, M A& b CRM (clinical remission on medication) %
HEFR L T\ b ASR TOHE & FARICAT Ol e X OB L T b5, BEBITEZ >
TWho BkD S OHEI12dH 59T CCP ik RA B X OV JIA ICHBID & 5 HLA-DR4 IR & bl b
Lol

P-2 BEORBERS KT U - SEEMEEF IS REEH R O16]

OB A e ' &5 B §iE B, SOk B KT HEZ S,
A IERE!

VLR ZEE SRR, 2 AR B NERE, AL B EAEE AR R R

THEE KA T4 BV kv 7 —/NEE

(5] @yREEMEERERE %K (SJIA) TREEUIE) EBERET BT 205, ZHET (pJIA) THELW
BBERE ) 2 L3 v, BBRERDNEBIE L 7212 ICBIETER S L pJIA OFBMICE - 726 2 #5k L
720 UER] 9584 22 AL T4 HE L ) BREO TR % 580 722 = & W, 720Uz dl &
L72 & ORI A ) A2 FROPT LIV F =K 2 WUl SN0t % (., 3TEROWMEE - Tz, 7
e 11 A H U BER AR S BB AR A B4 T, F 72 [IEEHE & 0 TR BIET O AT LR TIREE & 7 0 LR
& o fze WHIT, B RRENIEEEH, &% MR G b A4 - B Rd ) L2072,
ANA - RF - L CCP #itfkF&:. MMP3 598ng/mL. ESR 60mm/h. Ferritin 264ng/mL. CRP 41mg/dL. F
JE P BB R B RS PR I R Bk B & O IRER DR B % 589 720 RF BE1E pJTIA O F W€ MTX. NSAID,
PSL (MAP) %BilG L 720 ZDH L EEOUFEZ LD T, MMP3 1017 ng/mL & BT ROME L R0 72
728 MAP Bi%6t4 3 7* B T Adalimumab #3#E A L7z, EAZ L ) #2525 - BEEROBI % R o B
FCHEFEL TV 5, [BE] JIA LB 2EBOFRIE L BMEI RO FEIZBEFE RN CH 255, 1 ~ 2 EOIERF
TRBIERDEAT LEFERS I T 2 F COMMIZEWER CIIBEL HIE SN DL, & 512 sJIA TiEIEIE
EFTEERRLND DS, pJIA IZBWTHEREZIIARO NV, REF O EORREFT IZY) 7~ M &
2R SN2 IEFRRN 2 EERTE O ZRMIBARALIE CH V) . BIRTEIRASBEZE 127 5 £ CHRWNICHE L7z BRRIERD
R 2 TG L. BB - W OEIRE RE T RETH %,
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P-3 EEMRFRMRIE R IS T AMTXIAEICRE 2 XEBHAE

Ok 1B, i fRE b =3, Mtk 2. 8 T &1 &
G HE. REE O BoR AR RFRR. ABRE ANEE. SR —HE AR FRAE,
B BAL, AT M il HE—

HEUNEY o~ FROE

([T ®IZ] MTX &, JIA B 2B RICIEFICHER 2R TH V) . EFEHIC S EHER 2 iGHSE L LCff
HENTWS, K TOHESR M S-813 1 HEMIC 1 [ 10mg/m® & S, 3EATSOEE,. 20mg/m* T
HMELHGEINLZELH D, WIREEFOREZ 5720, ZEEKRGIFIEZT LwEENTnS, &
72v MTX ORIROFHMIZIE 912 P H OFEGHBLETH S LG SN T 5, —FH, DAETIEL. 2008 4£D
JIA ~ORREBISIERFTICIZ, AR THEE SN TEX-RE2 D 0 . BIE L R CETIE. 1 AR oS-
% 4~ 10mg/m* & L. 1 BB OKRGE% 1 H3UE 2 ~ 3 ENS0E L ORIO%S-$5 LaifEhTwi,
INHOZENS, MTX O G-3:. sh R EOR, koM I3 E iR R EORERIC L ) —5%
LTCWaWnZ EPFHEEING, SRIFRAGEEGREOMBIZIT, MTX ICHT 2EERTEL B 2o720
THET 5o [FHE] NRBY v~ FHMEMZ B L OEH T ORI L 7 5 KEbEe 2 &b bEicB T, /Mg
U FEHMIRZELITo T 15 Z20/MNE) o~ FEMELZFRE LTMTX GHFEICET2T7 47— b
REET- 70 ER] BEIc o v Tid, 1 eGS0t L2 ke 2> TH Y. 10mg/m* £ 1) K&
THBEN, 10mg/m” % HEIZ 12T L 12, 2mg METOME ENDE Z 23S o 72, ERROBEHR AR /
HHRZEGIZOWTIE, E52&EDH 72, BIEHIZOWTIR, IBROHENSEL, WIkRa > 754 7~ ZAHH
RHE 72 o Tz BRHIEICOW T, RIEMIGTHE 3 » A & BRI ENfTb LTz, EhIkicD
WL, TOHIW OB, HiEICE I mDIESDEDHIL - Tz, [#55E] S ROAEL S MTX O#5-3:
W IO ELR e, Khik. B TELZRBNRE LRI 2ENH L EVPHLNIIR 72, 5% MTX
O IE 2 FEHE R ORI, EE TS & IS, Fhe R L Lo 2EBE O Z ik LRI X
% RCT OERMHALEFNS,

P-4 Ll BT 5/ NTHARIERIR R D2 EEER

OKW —F ' ZH H &% dpE7 % Jub f—2% kH e
g BT BRI AR, MR ALY
P RUERIRF SLBERL RS AN, 2 BURRIRF SLE AL R IR

[Br] NERZ%EIZ. 5o RE - EHREBROIRRETH L Z LV OD, FHEENHGL TRV
ARG S D70 { Zevne —REIS, ANRBNIFE PRI ET 28 % A ISR D D OB W EF b, NERER
T5Z D%V, ShlFk ek, IREE IR L 72/ NBIISSHE O WIR % 13 BlO#EER % 53 5.

[ 5] SRk 20 4R DI 6 4R T 248 & IREFCHERS L 72/ N B IISSE O IR %% 13 B

[ER] BIRS 76, WRA6HITH Y. BEFEOTIFL K. UFTZRERITI IR TH 72, IREIAS
AINREFRHIHEA & %2 5 720X 13 B 10 B (77%) Td b . NIREOFFENIL, BIEPIAR % 3 B, FREBNAR % 2 #,
DLNAR % 8 BT 1) . IRAMEIRZ LD DIE 9B (693%) Th-o7z. EHEBITIE, FvaAf F—2 A 16, NX—
F v MR 3B, Vogt- /NI - JE R 2 B, £ BIEIRIAS E R SRR ET 25 1 Bl 0 EABE 6 Bl CTh o 72, SR
DAL O % BFCIT o 72 EBNX 9 B (69.3%) TH D, 9536 (RX—F = v MF 26 & Vogt- /Ml - JFLH
5100 (AWK ZRS Lze X—F = v MRO TEIZHANIRE T, 7 a AR VP TA boA
FKFEIREBICH o 72704 v 7 ) F o~ T xEA L, RATUEERICEEE L2, 9 1HOXR—F = v MiE
Bk, HLA-A26 Btk DA SAESI T, FIE TOHEBIIEPLL . #EIT L72RETHZ L2203 IS, v 7
V&= T REA LTz, 3B EIZINIR R E Rk % & 0F L 72 Vogt- /Ml - IRHFROEF T A 714 R,
IUARY Y AV ML F b= MRS, WIREIEE D BRAGIEHNAE M 12k L TNy X< 7 ORN H. A%
G2 iTo720 BAE, WIRKIZEPRENIZH 5,

[Z52] BB R L 7/NEISSIEOWNIRE D 9 B HEEZWIAT D W IERNIR EET, 3R o8ty
HARETH o720 NERORLTREEEL, ZEICBVWTRIFIMRZORZEZITH) 2L TH Y, HEIZBV
T ZHRHRIEORE, EWFNEF % &L REIHF oRS L AEBEROE=5 ) ¥ 72 #EYIAT) 2L TH
bEEZ BN,
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P-5 RSB E M R MM R ERICREL 23 E S RED15]

O%k RV H#E JFEe w0 SCE°. 30F B b RS BEH BT
A OES WH ek’
VIERAERR Y v & — BRI AL, Z AR v — IR AR v 7 — AN

FEFNEZMET, XEIH (105 AT CHAE. 10 HRADTIE - Wk - mEREE & AN BEEIICB X O,
RF &M TH - 7275, MMP3:256, & 7)1 % :37 & MRI Ol 4t B & . BRI AR AR s R %5 (RF
LB LB L7z IRBHICIERE 2RO R 1ro 72 MBEOHLTHFFutrt s + 7L F=vnv
(PSL) 1mg/kg/ H CIEEA G L72A. £ h v FAE = v OMRELREL Y. Z0% MTX6mg/ 83 B0 L
720 E512, PSL ##ifi L2 MTX &= 8, 10. 12mg/kg/ #H L ifithd, TN TIERIZEDE S, X+34E 8 ALL
BEIZNERR 12 PSL OWHEATTE TWize LA L. X+H44E 6 AREMIGRIERABIE L, ZD1% 7 HIZ388 k-
FEREET D ERE - R AL < 2 ) . FHABS. SR RIFEHEME T MMP3:108 T » 72, A H MTX DB
DAL 720 M) AT REAL, FER, AR S L ICBINICEGE, FOBOFBIImS TIHHR T, X+5
6 H PSL ik, X+84E 1 H MTX thik & LCTw/z (JIA OE#FIE 4 BED F ) A2 T HIEDR) . X+8 4F
10 H 22kl O IR FE A B, IREF TR &9 IR & B S 7z, IRBHE X 0 ik 2 2 0B8R2 7o 7295,
ST . HMMRERICBEEIERZ RO B o720 T2, MR D ERREE MR L Tz REI LD
HFIE v MEELRE SIRTIThIL, BE) BERIIIEFRICUE, ZOBRBREBD TRV, F/2,
JIABHLAENTBY, XH9EIHAT R D) AT HHIEL T A2, BERIKEEZIR->TWwa, IREHELD,
WA ORI E HLAB MEORED D V) ifT L7z 2 A, #it%iL T- ARy METEMETH 72, HLA (SRL)
X, A2/Al1l. B27/B51 T. WA LA EI AL, JIAICK 20D TIE% <. HLA-B27 B &5 sk
ThbEBW &Nz HLA-B51 b b o TW7zds, X—F = v MEOFTRIZED L h o720 [#EFE] JIA O
HNCBE L2 A &) L OB WL, JIA UV OFKRKEELEETH S,

P-6 v /07 7—YEMALERBEAREL . MFXHEEEZEL -2 5B EFMHSRMREE
RD15)

O%M  #F. HIO &3, @R R
R EERER A /N ER

EHTERERE % (SJIA) 1BV T, v 27 a7 7 — VM UERERE (MAS) 1367 ~ 13% 2/ 2 EHE
BEDHETH 5o SR HLMIO BETHLE ST A A A Y IEATRREICHR S BG- L TWwWa EEZ 5 TWw
Bo ATk 413, REEERPIETEMEIC MASNER L2720, A4 A U BrFEe B E L2 s %
BAT L 7B % #RBR L 720 REREAOICH A b A 4 > (A IL-6 - IL-18. SRL #1) %l L 7= T, ARG M &
EDITHET B0 FER 10, B L BT AR, BIE & ) M REE D THIERERREN L D .
THTURHEN L 2 b0 FBEZIIT LD R A RET 2FTRIEZ L, Bz~ b K
LML L SJIA L3 L7z, FRiMECMEEEZEEL. 7L F=vuy (PSL) %G L7z. TDOH%7 <
)5 EF (3000ng/ml) #7272, AFIVTL Ry NV AL PSL B#EEZEIMLZ. 0%
7 ) F v EH (18000ng/ml) % #7272, MAS #£E L) RIL7F4 A%V~ (Lipo-DEX) &3 71
AR RE L 720 BfATRD 7 =) F >~ (38000ng/ml) % LDH - AST - ALT #5 5 (1163IU/L - 4771U/L -
933U/L) L7z7-I¥EscgE28iMmL 720 2 27— (BH10 HE) H#ifT Lg% 2o 72, D Lipo-DEX
ZE L CPSLICER Lze BAENT Y A~ 7 (TCZ) ZEA LT PSLiET CTh %25, B2 MFE L TV 5,
AN AL TR, RBEFE L D IL6 - IL-18 13 E&- (6.1pg/ml - 12800pg/ml) L CTE Y . HHEIARC
X & 512 A (794 pg/ml-48700pg/ml) L7zo MIHERHBEFRNIC I IL-6 13T L7227 IL-18 13 & 512 EF- (65
pg/ml - 200000pg/ml) L7z, MAEsSHuss:tkid, IL-18 HIET (40500pg/ml) L. TCZE AL & & 12l
(191 ~ 399pg/ml) ZHMEFFL TV 5, s MAS 12X B8 A M A 7 MUE S RF U CIISE S s 7548 44 m] 42
ECTH o HIER % FREE L 720 BRREE LA E £ 0 SJIA LW L7275, @R OIS & RS IL-18 A%
FEALTBY, BHICEHTHL LEZ LN GHBOTA NI A V2 RERENICHIE L 2255, MAS # 5©
TRRBEHIIC S DT <,
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P-7 Y07 7—VEHUERBRER ICDERBEA E HE L 2B REFHSRMEREH RO
161

e

OMY gz’ B 'z ' B Wi B AAEL BE R KRR EY

VIR AN P R LT SR e

EHRIEEREREERE K (SJIA) TIRFRMEERZES S LM TH . 2 D% X REHNHIHF]HEH
DRI SR ENE (PRES) Th b, sJIA XD v 717 7 — DIEMWALEGRE (MAS) TIEHHmHRE
FEIR % SR 72 U1 2 DSllig Rl 25 % 3k L 728k 1d 20 o Al MAS FSEFRE 12 085 R 06 25 % PR 58 L 72 sJIA Ef]
AR L 72O THE T Ao FEBNE 7B #F: 2 0l MAS % 5. 2 [0l H SSRERR 2 B BRI & 72 1) BEE S,
—BERIIER L ME TR A A v B (IL-18 106773pg/ml. IL-6 246pg/ml) 75 sJIA &% 2 72, PSL
7mg/day 2 CThEH . #FRTOIL-1812 577~ 10 15 /pg/ml ZHEFE L T\ 720 400l 3 [0 H O MAS % 5 iE
BB TDIC 25 Y ay 7R L 4B EICU I T, &z 1 5 LN o4 5 AR % 2 (1]
RO7z. ABEkEOFHEE MRI (DWD) (T RES (SRR S B S8 2 fRD 720 il TIIEIRIETRE S T A
ATFHIERD 025 720 MAS 2 L mPSL 78 )V 22 KT L DIC BX Oy 3 v 713k L72A5, 735
A O PSL ##{: (Img/kg/day) I EMEBEEDSEAIL L 720 MRI EOWEEARZIIFRA L. Bk CldEmdk
B L7279, PSL % 2mg/kg/day |ZH& L7z, DIRRIETR 4 ICEER L NV oUE 2 290 7205, MRI AT A3
Hese UGB E25BEfE L L7272, mPSL 78V A 2 7 — )L B iifT. L. MRIFATR - S EEE L D
25 R CHBMEINC D Do BRI ITIE, 7 AV AEGBE, B COPuAR L, B O B &8
EIFTON 5, REFICBWCIMES - BiEHo~ V2 E (HSV, VZV. HHV6. HHV7) PCR % HifT L 7>
PSS 5720 SR ORIV I VB A RPUE. B IL-6. MEHH) R Y — 4 P ik
bEMTH -7 (MiEH LGIL Pk, $it VGKC fitfitdE) . A7 a4 R & i ICHR 2 720 % 729,
HOHUAD B G- 3 2 iR 2 Be LIERBRET CTh S sJIA LRI OV TR EZ 2Nz T
W59 5,

P-8 MIFIZIWAEETHG LU A LEHMMIRE RN > /N EBERE (HLH) &EFA 5N 6
7 R2Bl

Ol k. A AUZ. fk L. KN F. &N s
PN N

[EF] 6! [BEARE] dFscsimsE L [RIERE] HLH 2 588b8 2 ZEEZR L [A0EEE] A ©EES
PR/ AE (SETS) BE 2SS S 7 IS 589 6 HATISE N7 - Tz,
[(BImiE] Uk ABRRTH 2558 A 2D, FETE TV LY AATZ M) TR rTI /72y (Haf—
VE) MR 2L SRR L Tz RIS D) 39T EDZEDFiE L, 10 0Ll B3k 4 2 &g mE ki vwi
A RO T2 12 O RIERARBE /L S N7z BIE TOIHMA T AST/ALT  9140/4840 IU/ml  PT27% T
H o7 OBUE % & U OB A Z 58 Uik S vz,
[BUE - ABetastil)] i 39T ~ 40CE Dkt TR AIZRO LD o720 E#iEd ) A9 L LTz, BB
ZFEO T, BEONFWE %R0z, Ukt Tld WBC3400/ x4 1 Plt138 5 / u | L EkmA % & b5 T
B HREYVE Y 18mg/dl & FFRIEEEROMEICH LEE LAICE & F 5 T\w/22 &£ LDH 11040IU/ml, 7 =
1) F > 50500 ng/ml. FRHT B 2MG 97850 u g/l . D #' 4 ~— 334 u g/ml DEFEEEE-> T2 Eh b,
HLH & 3Wi L. A FIVTL RV Oy SV A=>TXH AT UV I F U AT IV, 70 AR Vi
B MRS T A S L R C & 7,
[#£2] EERBEICOVWTIEYVTFT T L v 7 APCRRSFTS 7 A VAR GO KA 4 )V ADKE, KM
HLH O3 B O REEREBRORBE LT 0B EN R R TH o720 AERITAE L C.AMM~37E (3
FE24E3NH) F#RFTTE N T I 72y (HuF— VUMK DLST Ak L <BY)., 7 b7 3/
T IZEBFEFMEHLH £ 2 TWwb, BAMELD S PSL MIRIZ S S B EVER SR 7 (sJIA) (2
Ui L. 14E 2 22 HORETHIk L2 ERIEEED T i\, BRI A M4 > 7807 7 4 VOGS
(BIRREEKIE) 270728 2ABMMTRBEEDORKIEET A VAL v BLOYA M A A v FEWED L
ALTBY HLHORE L L THFIE L2 7205 HE % &0 75T ClE sJIA 088 — v L3R e 5 Tz,
HLH 3& 5 WA ENIC L W RIET H2HERETH 5 BIZEIENTH V) BRI L P EETH 5,
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P-9 WMEBFTHOFED EFREICH LTI 2RIVET NMEEBCEHEHRTEAL 1-—E4

OFfft W&\ &l ' @ mEr s A BT Mk Re
VERIRIL &l AR, P ERIRILC &b ke AR AR

(B8] HEER MBS RORMEHOF &b ERRISTT 2 EEACEIEAPL 740 =T v T D72
OIZHREEMAAT - 72D ) 2IRDED . SROFBELYS2ICT 20 [HE] 1) 5 A EIERZEE B E
RKDOZOIY )T POEEHCES ZHE 2 FRHG L7z 2B R E DR, 2) 1HHIEESL & UBEThE
PR 26 45 2 A~ 6 B opiek, MR, FAELs EAHRERHIED 51 &b ERKROUGIZ B 5 15
TR LEBE L7z, [ ZE] 25 At 7 OBALY), BERETEIIN L THROALrH ) [E
BEIEFLTUIL V] L) BWERR 72, TOLORNBONLEZH L. EENOBITZ IHIHED 5 2
XTI EMOME O A FERE Ehlz, BANDL 1 2HRICHBE?S [RoTh L) k] LHTNE 25
SUEPNIZZ DD, ZOREFFERO TR ER LETEFNIBIT T 52 £ TE 72, BITTSLHERIS
3D PEEERL 2 ETHBSHFOFRICAGEIRF T, 2) EHFICL L1 80 O HEERDOUEDFRK
T&7:, 3) KEREFOTEIIRL L, MAKTHEEHCEH 21T > TV LM OFIEZ BT 2 &
TIHGETTIERV] LLDZLR &/ ENTE, 4) FEHEEFMEL AR LAY v 7R ThR— L7z
b 8ol &L TREEBBOBEICHEO ., Lozl bbb eEZ N5,

F B0 L CIIBEFE IS EbE TEFOBLEER T2 HMNT 5 & & b2, BRI &b omERY) 238
OTTRIEDL L Vo ZACHNEZ HOL72008b ) ikt L TITo 72, £O#ER. XROTF2MHY) %
MO THENEZITHIENTED L) IR o72,

Sk, FELBRANDOEFIREL Vo MEIEICEDELLXBPLEII L2 LTSN L, ERICRE L
DIFMIEAEZITH) L LB, FELRADHKTEZT LA AL ML, EEHCENDVH#E L TITR 2 LD BEDY
Bl TS REDD o

P-10 SHBEONAP TR ADREBILEHN TH- 25T VT~ =T X (SLE) @
141

O=f 7. W Bz, Wl &7 BN EET. EF B
FiEE - Sk 7T LILE— - BERR

(5] BEREOEHIZB W CIEMN 2 EbRECIREOETFNEE TH L5, 4 BN THBEO MG
W BB D B, Al B REREZ O SLE ORI LTEWMIZ X 2N AZITW, T ReT7 I
ADYFEZX LT ENTE20, FBEHRET D, DEF] 12 &8 6 MEEZ SLE FiE. V— 7 AE %4
BO(WHO 43%) 0 74 ) EV ADOREEBRWH 3 ANEDS NES L, [BIFE] AKEDSH 2. mPSL 7SV A
B IVCY ICTHER 21T - 720 B HAEIARHH TRAOHEMBIZZ L, TR D hholze ABRH
BN 2 1ICONTRIERSCERA Y v 712605 A HETE)IANIL L 72728, CLS (Child Life Specialist) (2
X B LAY R — b 24T o720 MSW (medical social worker) D4 AN X 0 AEERELY HEE L. RERNIIC X
LSRR L 720, BB EZZIIAEN TH o720 B3 » ARICEIEICILEE ) —¥EE
L7205, 7 ReT7 7 v AEEE T BN EEOMGSWEETH > 720 8 IR EEEIC L 2 W IREAL
ROz, Lt (KA. HiEM, MSW., ST, HSEaifik e, 75 O3 - B TrEV0RE.
AR E . PREFTIRE) 12X 2B AEZ TV, PR CORSEER, EMH 2 REFHR. BEEOH
T8 NERA G EDOY R — M 2KEL 720 B2 EBIIREE 2 o 725, 10 ER IS8 T O R ETH)
MHHVZD LI IZRY, BEIZIAWROE[ 2RO 20 ABERICOWVTIIRADFEDES N h o 7295,
MSW LS IZRANDEMZ B T 2 2R EHRE L, F—R—V bR ERNOWMDZKEL -2 12X
D, NIRREFEDSTTBE L 72 o 720 BUEIZBITREBE I Y PO — VAR TE TV A, [ER] KEFIZIREED
SIEHR, REBRE., B S BEEZ - TBY) . TR T I A2E S5 2 L IR ICHEET
Holeh, MSW b LSO R— 2552 CHRETY PO — VEUHEIRLIENTE,
[457E] ML BEEERICLoTT FeT7 IV AHARBLEE TR, EMOADOHISIIZRAY»H ) . R
ICE WAL OEELZ D RETH S,
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P-11 BABITHICEENGERICK > TaERBR P RE & & > 2JIABRE D26

Oy &7 Il B2, = #1. B E£&H5T. 2 W
TR S0 7L vE— - BIERE

[Er] ANREICIAE L 2218 M BB E AN T 5 B2 Tlakk % 2 HEAE L) 5o AINERBIEEEREE (M)
DRRPEINNDL Z LI L > TEREBEOGHEIER T2 L QRS LMETDH ) . Bz A5k %
G- o JIA BE TIIRBFEN G EE2 SEBROMELIREEE 25 2 8035 5o BFED 2FEFIZOW TR E %
Wi L, BEEMZ 5. UEBIL : 20 k] 4 MR RF B2 BEIR JIA % 38iE. MTX. PSL. Ibuprofen
W CTHEETHB L7208, MTX REfEH O 72691k, 2 ) ¥y (MZ). Ibuprofen (2 CiEEZ ki L7z, 17
WIREICT #7) A~ 7 (ADA) L7220 BCEFEFAPHEEE 20, ) 4~ 7 (GLM) IZEE L TH 5139
WAEE L T o R SHEAERICE T 2 WIERA2SHEH L. GLM. MZ. Ibuprofen % H1k., KA - RIKOA
B XD R Z 1T L7 F 0%, JIA ODIEREBO R 1o 722 L L EEFEMICFAENS ST,
HERICTRBZBIZE LTz [T 2 » HRICBET RS TR L7270 AT L7245 BE7 e T
VAR RETH o720 TDH, RIFMRELED S 20 %12 7% - 72K 5T GLM % k8 X2 2459, NRE
DRI THBEEEFETCTH S0 [FEBI 20 19 Zetk] 11 R IC RE B2 BRI JIA % 38%E. MTX. PSL.
Ibuprofen |2 CTHEBIIEDAR T TH o 72720, 17EIFIZ N2 ) A~ 7 (TCZ) B L7z, Lk, WiRkIZ%
EL. TCZ. MTX IZTHEBE MG L TW7205, 18 CTRFICAFE L 2BICEEFEL oML TMEDF | S kX
NTET, BEBEOMBESZ T SNk hroizrz0, ek A 1 YBEAO@ERE#GEL Tz LAL, i
BEDBEIEDTKR E Do 727280, PAERIC Y BE MSW %24t L CIRE oS IcHA Lz 2 A, IMEOF ZHE DS
WREL %2 o720 BUEILEE IS THFMEH Th 5o [FER] AWFHEAOFEAIZL D, JIADFHITKEL
L7720 L Ly AT IZRFEN 2 BT E 2 ) . IBROMEDSNEE & 72 2 1R D 5. T4
RIEGEEZMGE L. L) BWRETHREEL 203 BBRIRICH T 2RBEN 2 ZBHEILETH L. [iE
JIADF X ) —F —N—BEIINT 5, AR EBRETERHEORHIEINS,

P-12 WNR Y v FEREBERE OIERGIOWRE

OFM LT AK K5 i &7 L #H=5 & B’ B REL
TS il Bt AR RS R 2 BEE BN =M BT
BREOWL TE M

PFEERC CA R T LIV — - BIERR P TR RS EAEERE N e

[EREHW] Vo ~FHEEIBCT, HRITHEBISEET 52 L% v, F7o, i - BAMFHTE
WIRIREA S % L RO, ERLE, 270 FEOMELRELSNILEG0H L. SHIT,
NEFHEBEFEROEZ O E. RAARBEHPL L 2 WIHIRTH L 2 L bk, £2T, /NER#EBEHO
ANRIASERE D v~ F R BB EDHIREIZ £ Lo, MERTZHALAIT 222 HME Lz [HREFE]
1991 470 5 2014 4£ £ TIZ, TRERFEAIIM M NER B L TR Z ST LV — - BEE %
%o Ly WRMBATHNCHAR L 22 BB 2t R & L7ze HARMKBEO A ML £ OB, BUAS - R4S, RPHRE, ik
EE D F#, WRNEDOLEE, WHEOLI, MIRGHHER S22 &, BRTBMISHEHIE L7, [FR] 24 £
THEYR L 72REBIE 16 44 O~NIEIREFUL 25 [ ThH o720 09 B NLHEIE 9 [\, HARGTEE 3 [, HiEE 12 [H],
IEARARRE R 1 T o 720 POBHIE 2T 2Willk] [HEMEHE] TH Y, BEOKEEL 2B I P
ML 72BN T2 o 720 ANAEARIEIZBRRS - #5793 4 BTy SO IR EBIEIR 2 fkfe L 7o RPEREIEY = —
7L EERE (SS) AfkeHtET) 7~ b—F A (SLE) #5560, SS 4 6. {REVEA AR +SS 361, #
VR TSI BIET %€ 31, SLE 2 1. #AEMERM A%+ SS 1 B CTd % o FIIEEEIRIG O 513 16 2> 5 28 ik
10 U 3 B, 20 FLHT-F27 10 BITH o 720 #RARIC L D G e L HEH 5\ Id— kP L 722613 5 #1C, 2 F1T
BoEAEEDZ. BEOTFENEEAEL 1 HITHRD, REIX3HF,. 2095 27#H1 HI8g THELL
BUERDOBREAIIMIC & ) BREEZ IR L 720 [BR]RER & LT, 1) MIREMEIRFHIIE & A EOREBIS RIS, 2)
EE IR CTHHEIZ W2 205 W 3) RO R AR LE L 72 ) JERADOEAB L 52 03D IS5 N5,
INHDZ &b, P L b HEASERIIIARNIRED L OTRE L IEIROBIFRIZ OV TE L OFH IR
DLEMZEFIIL, BV ELFHAL T RENDH L EEZ BN,
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P-13 2R R THE R & © /=minimal mesangial lupus nephritis®D—%l

Ol el L iy = BRE &E £ "B K. HE BE.
B fRE S eRn. W OB W R B T
A AR AL g £ v & — /NERHR

SRR EE (MR - |EKR) THREELZ 13HEIIE. FERZECHIRAIL - BUBMREE 2Dz, BEARE -
WHREE AL TR E D DIE e RIEE TR HHERC B O REMEIF S - e, B SR IBE R (R
ARHH) 3% 5. BR&EH 63g/day (0.15g/kg/day). IiE7 IV 7 2~ 23g/dL & » 7u—EiEFEHEZ 2L, BE
FLIE- BB - Puizbiik (160 f%) - Pt Sm Piifk 300 (F#fE 0 ~ 10U/mL) k) &gfEr) 7~ h—72 (SLE)
EBW L7 EAERITIZFERIC interface injury & V) 7 3EK exocytosis VRO H AL, B TIIERIEEREL S
MAEFFEY) ¥ /SBRZEDFRO SN SLE ISR T AT TH o 720 uEgets Tld IgG IgA IgM,C3 Wity ik
Td 572, PLds-DNA Pifk <10 (FE#EfH <12 TU/mL) , ¥ ss-DNA Pufk 70 (FH#EfE <20 TU/mL).C3 836 (F&
#fH 65 ~ 135 mg/dL). C4 115 (FE#EfH 13 ~ 35mg/dL). CHAH0 30.1 (FE#EfE 30 ~45), 2 L7 F =7
)7 F » A 117mL/min.. Selective index 0040 B AEMZ AT L72& 2 A, JEFHMEE CRE T2 <, HRIEY
T IgG (2+), IgA (1+). IgM (§9FF). C3 (1+). Fibrinogen (55F1E). Clq (1+) T& V. minimal
mesangial lupus nephritis (WHO classlb) O#ERTH 5720 SLE I2B W T, B RIIRENL2EEHRETH D |
BEDO4L~6HPRETLEDNE, V=T ABROGEENE. FHEEEZ S5 L TEEROMBRIENIIET I
BETH L. MBI D% 5T WHO classlb B & 23 2EFIL. EMRIETV— 7 AB%H 1~ 2% &M<,
ZDIFREIZ D WTAZ B %, SRERER L 72 ERNZ DWW T L E R 2 L2 THEZ1T)

P-14 Vv FEREEHBEHLUEHEL L ROBE

OF 2™ & Z/ETF Y 7 HE 2 kE &L ih #F°
PR T ERRS B ANER R FER R B ) v~ TR v s —

[(Br)] Vo~ F R EIIIRS F 72 SR ERICRERORBEES S EEST 2 2 0D 5o HIREIEE D3
JEIX. BRORERELREORRNE 2556055, FEBEBITTAEHCIUERICE )RR - FrAlBises
ZRATTAREMED S ) . BRCAT S A meEE 70y 7 3FEEZET 5, BUBRI2BIT A1) v~ F R ES b
TEIREI 2 & A L 72 RO e T3 50 [HEE] 201148 1 205 2014 46 6 A 0 34F 6 2> A ISR Bl FIE
BERFIRBE Toile L 72 2601 01D 5 B, BAK ) 7~ F R EORRESH - 724561 CBE 3 1) & 20l
48 Bl DOWT, RO JFERE, DA, FrEROF RIZOWTHITEIICHE L7z, [FHR] 456 flofoh
FERFOFIGERGIZ 34 R 0 22 H T 2P LG ERE % 8 ] (178%) 127, FHMEDEREDOWER (EHD
V) X, SLE22 5, B w~F 106, > = — 7 L VEEEEE 9B, P v IREPUAERRE 6 6. TR AE 5 6.
ZOM2B172 5 720 BEOPUKRAIEHT Ro/SS-A Pufkbm 4 23 . $t La/SS-B Pkl 14 5 Bl TdH - 720 MLk O
Z)vaa)lFaAf K (GC) WG 55.6% (25/45 B1) T F¥#k5&13 7L F=v 1 ¥ 104mg (2-30mg/ H).
AFNVTL R=vary80mg (4-16mg/ H) 72o720 RXEZRXY Va1, Y 7O0AR) e 70) W A%k
FNEN2HIFTOMEH L T7z, WBoOFETER AL 3683 H (23:86 H 4181 H) T 5 422% (19/45
i BEE 1HIED) 72572 26 BIOIEMERD 9 B 3H1H SGA OFEHEL 72 L Tz, MAERKED |
JufiE 1% 2,366g (508-3,676g) T. MM AAEIE 58.3% (28/48 f5]) . MBALHAEMKEIR 6.3% (3/48 ) =& A TW
720 TED GC WIRGNITI9TENG 35 8 4 H. HAERAE 2202g T, GC WHRDSTERG B, AR E 2w E
TWBIREED D - 720 ROPUARMHILPT Ro/SS-A Htdk b1k 21 .31 La/SS-B HifkbatE 5 G172 - 720 BB 71
7 % 1PNCERD . EERHERER IS BERIRALIE % 1 6. I/MIGRA % 4 BlICERD 720 [Kiam] FE. (KHEAE
W% <. B0 GCWIRBIT L Y BE 2o 720 FOEBIEEHMNZ EIZOWT, SR E O L 5MEAPLETH S,
72, P Ro/SS-A $iufk - $T La/SS-B HUKB B TIIBATIADTE RS % £ T/HNERHEIZ X 5 8B 5 0 E %
ThHbo
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P-15 LEMIVFTII—TREY - TV VERBERHLEI T2 T IV E—ERED
161

OBpIn iz TR RS KRG 3k BN kB, RE IE—
TR EER e BESRIETERE /NE RS20 B

[lzro12]

794 7 vy —EERE (KS) IZBWT.28%1) 7~ =72 (SLE) %&# L85 EMCld v,
V=7V IEBERE (SS) A LAMEIIMm TH Y SLE & SS 2 A0 L i id v, SlFaid, ok
PG AE (ITP) & REEEE (MN) TIIEL. SLE & SS 2 &0 L7 KS 2 &8 L 720 THiE T 5,
[5EH1]

13 B HAERZIRE TR Z RO D QA % [ifT L. KS (Bl 47, XXY) LBl 7-. LFAR
1 FRI2 5 S M MASEBIE L, R % 52072205, EHFREE L 2283 ICRMEBIZ L T\, 5 HRENSHRMAE %L
2w Ly MERAE CULIERIEA % 5RO 72728 . KB H I LR ARE L 720 MRS Tl I MO A A3
HTH o 72h% B & EMIZERETH > 720 T2, FREME, 1gC &, 7 A MATFa VKB L Ofr
A NI VF—VEER RO, HOYURIPEIUE, 3T dsDNA Jifk, i SS-A ifkB X OBt SS-B Hrik 2Bk
HLA #{xT7-#llX DRB1* 1501 2Bt T o 720 JRATIZMIR & & EHK. MRI TIEH FIROBE KR, salt and
pepper appearance 3 & OSIRIHZ M, /INERIRA M TIEZ Y Y NEROIRE %2 32072, HBEDOKE, SLE O3k
He X SS OFBWIEHER /- Lz, BHABE RS ITPVEEMERES2S MN OV —7ATldRw) E3BHiL7,
HEIET L F=vuryoiG et L7z KISHIZREFTH D, MM, BHRIEB X 05 1gG IiE
A L, U dsDNA Hifk, Pt SS-B Hufk, Ry X OTREEAEMEAL L 720 MRI T H T BIHZ Ot E
MARD77z. 7L =0y 2lig Lzh, FRERO 2o 7,

[%%]

AIEBIOIRIEIZ BT, KSHMRERIZH B L #2720 HLA-DRB1 %1501 &\ 9 BEIEMHERIZEKT A P A7~
EEIANT VA —VAWER L SLE & 585E, ITP 280, 72, MO2OERTSS #585E. MN 278072 &
ML 720

P-16 INPIEEE FEAE LZIICE - oY) C IEE B EREF O —B

ORAR ETF 1 W A2 Ak —BRL & 1E°
VLR E R ANERE, P AIRIE ARSI ER R R

oY) UIREPUAREEEE (anti-phospholipid antibody syndrome:APS) & 1%, HEMEREREIRR. FHIRR DM
BREZ AT 2IHETH 5o JEFIIL 6 5B R CHRE L ATREO LSO &, RO 72O MBEIC ABE L. B H
IrhEds LR x e LaBRBE L 720 L L. BEIEA R 4 7290 RFE 3 H R ISEEMEENE 22 L. B
MRI CT/MMAEZE & B & 7z BRHIHIA ABE L 72BICIZ HRRERIE 2 22 o 720 MRI T3 /MNEER I 28
ZRRO7H, MRA ICH S D BEHT R Z2 RO Lo 7. BEEER. ERIT R Do 7202 P4EHZEO MRIL 7 4 0 —
THHEBEIIROAZE L FER L7z. FIERYEEA B & PEROMAETH A VI A4 ) X PR FER S H O 7290
APS 12 X B IMARHE & BT L 720 RIEBIO X 5 IZBEIR % & 0F L 2RO APS I3FiTH 1) . GHEE i S
NTIEWV v, /MR APS 13, BNIZ AR TR D F R E V. R OBRNADPLE R0, /PNED
BAEZED RN & LT APS 13RI T NEEELEETH 5,
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P-17 /NBERFAE D BIFERI B MR R IESEAE (Toxic Epidermal Necrolysis:TEN) D141

Oy il M5 #F ' A o' BHE #BAL DB FL#F BFL
BOEMTA MR B SO MF L ORW ezt R IR
PICEREEE S/ NERE, LB R A R A

[lZUoIZ] haERREE (DU TEN) 3HUEREICEY 79 F /A FOT RN =2 A2 E LT 5B%
EESHIETH Y, Bl R LY X /- THELRKRBETH L. /NEMREIZEAERD 10 ~20% EHmTH D |
BIEAL & BWIETEER (20 ~40%) B I OBEELY 7272 EPHONT WD, REFIIFAE2 H TEFnFE
B2 M ORI E E 4 7§ B0R AR Z W 5 72 RN E LTT 7/ 7 4 WV AKGE, EEEEGE, 7 b7 3
J 7 x>, CDTR-PIOHIRE Vo 72k % 2 EIKNAE 2 bz BEBI] ERMEEL 6 ol i, 8. IRz
FHRICEREZZe 7T/ 74 VATED G TH ) SIRE, T2 b7 I 72 ORNIRERL SNize
L0 IR IZAIBEAS IR LR 2 (2 & B~ LAETER & fRO 7272 O & 278 L 72 MM has s
%t CDTR-PI OANAR % MLTT S 725, B R EIR (23 B M) C R B FBE L 720 TB ) BEEE A TEN ©
BNWCHRAZLZE o720 ZANVAF—HEPHETEF KRR, 5 AZEE L TEB ) ERERED 30%
2z TEN EZW L ABE L7zo BFHTRICH L CTAT a4 K2V ABREZ R L7zo BAKFT R, B8 DK
EH, EFEIATTRZIRETH2FH L) EGEHEITo 72, BIEE LCTRE T 7)) v o5 BmE L
72b OO Z L IHEcHgED: (PE) #1772, PE BRI REHT R O BN TR & R BEiE. SPHEZ
BETEE Lz, [F8]) AEFAISFOH L) FEREEZ 2755, B2 PE 2179 2 & THREE. S0HE
RS TREE L 720 ANEHIEBEGNIBELT 2 FH0% CRBIOERNMADPEE L EZ bz, $720 REBRI
WHIVE, RYIEZR GO/ k4 R RERDPEZ 5N L —T, HBICLEUO Y Y — F2%% 0 #8571 ER A
G LT B REMEAVRIE S 7z J24E. TEN. @B SUCEBER O S & HLA 7 L IVERBEZEIZDOWTO
HES RSN G, KIEFIZBWTD HLA DT A ¥V ZIZOWTHERTH V) . TINE R 2 50HET 5,

P-18 MK E IREIRE U TRIEL 2 B5FHERBH R D151

OFH E=, mA ASEF. bR . B Ef, W B S I IR s,
B AE, BEH 5, HP —HF
NS /NER

GEFI] 45808 2011 45 7 AW IVE A TG RICREE LA FNGE CREPL, [F4E 9 H 2 5 U K06 % #7F 2
10 A2, B2, KRV OBESER, SR apo7205 FREZMMT S L M0IKE% k272, Fabry
FEIIEZMCEE SN, HLA-B27 13/, Ga ¥ v F CEMIRIZ R 0o 72, MM T, RO 555 UG
Btk (CRP 0.25-040 Fif%). 1gG 1600-1700mg/dl & @Ml Td - 7205, LSO RFEFT RIZ % 2o 720 TR
Ui R L7228, BRIPNICERIR L 72 2 & 2 5 EEEE CROABIZE, 20124F 2 HICHZ L7z BRI H
HIPCTHEFE L. Z OB TR b I DOFRZ DY) o 72 L E5 MRIAAE T, Stir 18 TE O RIEZ RIE % FT A
BoNDEY vy FTOERI Lo EHI20 4 AIZIE3AY 4 M u—79%, Gottron #ifiE, MO LZ
AL, FRICBE R, FIREESSANICER L. JEMEE & S ST EERHIR 2 - 720 # R IERESR
X, CKIZIEF#HB CTHL 0D, ALD 10w (IEH LBE61) LEESMEI L T\, F. Kk
O MRI M TFIR. KBOFH K ZRET 50T 2 ML LA EER S 25 & 2. 201245 Arb X704 K
INWVAFEE, LU= AV MLFL— PARTEMR L. BENORIGEEFTHELZLS 7L F=2iE
2013 4F 12 AZ#is 1k L7ze L2 L. 7L = U kBRI R O WUB R IR 2SR L. P2 38 MRI #:4E T,
Stir B CTEHDORIER B T AAMER SN0 B Y v F CRBMOER L7 BRI B A0 L E LE
TR \NDS, ARV S 5 S E RS WD & AR OIRREDS B b S o BAE. PUBCRIRE IZIEAR 7 0 4 FRPUIAERI
ARCERPL L. SR O JEEE MRT CTE RIEFT RO R L 720 [F L] YIVE R T IR R R
HiRZPET 5 2 LT ME SN TN L5, R EZ SE L - EFITHETH ) KEBRIIAHTH L, W
B A9 O TR N S HEE R EE T, AR E L7 SHREELREE 7 + 0= RELEZ Tnwh,
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P-19 EEMREBRICH T HERIBDFHMICOVT 18I0FEREEL T

Oft 22 =al ZHEFY B RE™ 258 AH5° kH L ok #H?2
VIR ERNR SR S NIRRT ERREREBEE ) v~ FREE v 7 —,
S FERKFE U ) 75— a v F

[iZ U® 2] Childhood Myositis Assessment Scale (CMAS) (d/NEDOH RIS 55 T1EHTRIECTH D . 5
NEFEEAT %2 14 THB ., &5 52 il (48 ML ESH RO L) TRHlid 2 HiETH 5. FokEh
DN ZFOF RIS N T Do AR E R K THIIFHIZ CMAS G 725 2B 76l &2 #8720 [iE
BI] 9 Rels. MY, HER S CRIE L B FEEREH%O% T ik, xF V7L F=vu >y (mPSL)
PV AFREZ 7 — VAT L. L F=vay (PSL) Wik, A b M LEFF— FARTRBEIZE S TW7z, 12
IR ISR 22 EOB e S HIMRT, REREAT 50 00BHDOHETPSL WikE# T L7z, 137
BRICH KT, i CK. 7V BT — BEPBE L 727208 ABE L 720 CMASHEIZ 36 S THD ., HE %
FiTME T 2380720 mPSL 7SIV AFEEE2 7 — VDR, > 7 a7+ A7 7 3 K2V AR G597 — VHidT L 720
EFRE, CMASIZ 4 S FCd L, MECK, TIWVRI—BIUELL. BEOHREEROHIULENZL
WA, MMT TIISEEZ RO LR WIGETH > TH, CMASHATLE L TB Y. L MR 0% 5 ) 5Hm 2
WHETH o7z, [EE)] HABEZOBH MO JE: L LT, Manual Muscle Testing (MMT). Quantitative
Muscle Testing (QMT) 7 EAFREEN TV 5, MMT IZHE D FEIZ & o THEREE OB ITHE 1T 7280,
T3 R BIRAEER DL EETH A L & DI, IEFHEHOFETH ) ZEMICFHHE TE v, 72 QMT EllET
57 DICHHAOMWRE L BEOIHSLETH Y KM %2 T 27200 E AR SN 5, EEIFHTO
72O ANDORBEOFMIIZTEHTH 525, IEHMEOT— 7 952 Lo CMAS IZ/NEDF IR 5 i 77 5T
TRETH . FISEMHOFHHIZHE L TB Y . 20 2500 72 Ol AN & @y RISV AE# 8
T HET. Childhood Health Assessment Questionnaire (CHAQ) Score % MMT & 5@ < HHBI L T\ 7z & w9 )
HOHN . FHIEHE. HEEDFHEICEHTH 5. LHNEZREZEOHRET %,

P-20 LT T2 U 7-PFAPAEIREF DM REED D AT

OKRWE  FH ' AGRH —A Y Sk J3e Y0 IR kL fF o', RE  feE!
IR KR R RI R AN RIR RS, P ENORE A - MAREEIRITSE v 8 — /N R
NSV Y

[12C®12] PFAPA EBEIIIEEZMHCOREREBEE SNTBY ., HORKERBOT TROUHEED L VDL D
TH DN, WIEREEDH 5 PRFAPA JEBINZ W E IR S LTV 5o RN CIXISER & Z 2 5N b5 ED
PFAPA BH DOSIE RN O K RO S 217H) 2 &2 HIYE L7ze [J7#:] PFAPA JEMBEE & %
W S 72 B D FEEGEVERE I OV S ER R I o WBC. CRP. IfiiF IgD . IMiEY A4 bA A v ZBIE L 7ze KM
MEERAEZ MACS CTorEfiit L. IL-1 B A =% M L7, HOSEREMEERT (MEFV. NLRP3,
MVK. TNFRSF1A) f#fT % 4T L7zo M. AT 2> 513 2 HEELINICEIHB O B H 5 BE XL 72,
[#59] PFAPA JEBERE 14 BIrb 9 BIAINIEBITH - 720 FEEFEHHERHE 3-6 H . SSTERIMRIX 2-12 8 TH - 720
BRI R S S 4 THD, LINEY 44, SHELY) v SEi%k % 54 Tl 7, WBC. CRP IZ581ER: 1213 41
FREZFD, M gD HEIZ 2 ZTEMHETH - 7o BERICIIIMBIEEY A N7 A4 VIZ EF$ 55, JE5M1E
T3 TNF- a & IL-18 IEEETH o 720 #EIn TN T MEFV #{n 10 I — NHEBICIERFRSL T % 4 212500,
NLRP3 #5121 1 #ICIERZEL T % 7R 720 IGE L BB L T PSL WA T b N EfI TR TH -
720 PRI 5 B T DI 4 BIAHE R AR R IS L 72 [E%E] PFAPA JEBEBEF OHIZ MEFV #ix
FER e BT AL BO SN2, TEREEGNIIHEEDPS O IL1 fEAENEVEIERS N, £
FIRA 50 O H 2 R Bk AT E ) % 3260 720 BLBEZE W = 212 MEFV 1201 %2 NLRP3 #5728 % 43 % fEH)
AL, BRAERICERN 2T R (&g, 727 F VBB CRIEL#%. CRP OFiiE ) 2A 57z, B
O B 5 D IEFFE 2 RE PFAPA OFRFEIRZBHi$5 L DL EZ 5z,
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P-21 I8 & PFAPATEIR & 2 U /- KRkt iESEexon3 variantdD 158 125

OHE #v's b —k ™ &E FE. BE B A% BEFL KF FRL
B FApt Wk OAEL M B
VHRATR SRR T AR &b vy — PRSI IR, R R A

(EE] R 20 BN SS BTG = TRER & 5 2 RG] & BRI TESs# - 7 7 ¥ MR 2% - TIREE -
SHE Y v SHIRIEGERE (PFAPA) EIRZ &% 25 2 IFMABIFNHI K S, BEEE T MEFV 2852 4 R
Tl exonlO (2 FEMIIB] Tld exon3 ICH T 5 T L%\, SRS 14 TOHEIRZ FELE S 5 56 2 R 5 L 72,
DEGI] 8. B, RKEREICHFHBOBEEEARG RN INEZ e L, BERE 7LV %R
9. FEME S 2010 4E 5 IS LW EFRASHIA L, ZE 0T WBC 14900/ u 1 (stab 35%). CRP 1.1 mg/
dl TH Y IGHIE ) Y NEi R L Bzl 7z 2 D% 20104E9 H. 201143 H & 12 A, 20124E 5 HIZHEEED
MEIFAEZ RO T 7ze 20124E 7 HISMLWIERASHBL L ¥ 7 10 7 = F 7 3G TR L 7225, B2
WCHRLEN LSS MBI L7z, 72, ZOERHCIHEER. WEES/R L A8 20O Wk 258072, ERIZEH
T L 72 AR REE O AR A B CUBE 2 /N2 & = o 720 ERFEERE O R EAIRIL 375 BT, BIH)
FRIEEILRED o T2 REERFOMAAT R I1X WBC6300/ u 1. CRP0O4mg/dl, IMiE7T I T A N A 4883 u g/
ml. IgG 914 mg/dl. IgM 148 mg/dl. IgA 132 mg/dl. Myt 14/38 mm/hr. C3 120 mg/dl. C4 27.7 mg/dl.
CH50 45 U/mlo FEMH R E e VBT T E2 U728 2 A E148Q/P369S/R408Q ZEH # ~ T T A1 T
BTz anveF rESERB LA 1222012 1 BERRORERDSSAE L. B8R, SR AR 220 2 w4
RBEEI PRI 2 ) S & b o7z TN T VIZHL L FEHIRIREAL N W EHIBr Lk L. SERIC
7L F=vnr 05mg/kg DUWRZAT o728  ARERDPEEDE L. FEIERE D R RER L7z, 2014 4 3
ALK A 2 WAk AT 2 1T 2 E TRIERA ST v, [E5] RENIFEMER O CRP @ EAE
FETaleF Y NIRIEER) L o 7oA B LB & R PR 8 |3 2 1 b Hp i SR L R B L S AR 72 o 7
PFAPA TldmPkselZhn 2 WHsER Pt 2 1E 5 2 & 2% 1) . BRI PEAPA (BN 2 fE IR & BERE L 72, il
Bl & FRIAIGIDFEIR & 59 5 FIEEMEHL A2 3R 6O TR CHILBR R < b7z,

P-22 KM B (IS SO L B E R B EED—F

Ofitls sl ' Kk &L\ EH FUL 40 g2 BE AF°
ST ATBOE N A S BSR4 AL C L b R v 4 — SR
LM AT RGN A VLR e A4 IIRAL C & b R v & — B AR R

RS (LUF FMF) (35 EWEESRE (LUT JEMS) O&EEE <. LIZLITSZH E TR %
L., SN FRINREE 2 b, SRR BIEMERL &0 L7ER 2B L. BB A AL ) BiF
BERIR RO THE T S0 EBNL 11 e 9l IO AR 2388, - JHNE - BUs. RIERUCHME L Y FMF
Mgz, MEFV BIETFMEIIEETH 57225, T F Y HIRIC X 2R 20 FMF ORIRZH & 7 -
T\W/zo 2013 4F 8 H M OB BRI, . T, &ix OFACTERERE, KETL L1072
L) FMF O 2 VERE T R EYE % 58I CHIRIAEE 2 47 o 7255 B 122 L AR HEIC ARBE & 72 > 72
FEM I RIE SIS 7 ST RO RE RO b o 72 ABEFISEIRAEEE L 7245, —BREIC L VIEROFH
WA ROz, 72, BT OIKLFRIRDTR . KR OBREL L 2RI ERSHILL Twb 2 & LT
W x50 72720 JEMS LW L7z, WMEEEIREME L & QIS Lz, BF2HEL2IT) L EBICHED
BRI L LB OXEE D, S HIZBRENFER L Mo/ NER & OFF L AV E b PR CREEM 2 1To 720 €
DBREFDO 72D T2 HEH L T/ BEIHER I ATOABDWREE ols 12 HIBRERD, HE
TOHTERTTCDFFEANDBRE D SELIET & FAREEIC E T REE o720 JFMS IZBHOENEZ R LT, #
SEGICERE A AL QOL FROARLEERTH L, NNETIEHEY 2 A AL D EEIRFTE, FICARE
IO THICAAT B2 EHNQOL FHDO LETEETH D, —F. HOREMERTH S FMF OEE TIX
NAES AR, I X 2 & GBREIEDTRG 20, BYEREF]TIE QOL AME L, 19 oM@ mizdh 2 &
LB, JEMS EAEMGEBC B W THPEN L W2 &, S HIZFMF 2B % JEMS OB I3l F 512 T
EWI EDPHEEN TV D, 20720 FMF OBEIZB W TRERISIS % 5O %\, R & 1358775 2% m T
¥y — FRRERKF L EOREIRZ 30 5541213 JFMS O 2T WALELBRERLKEEZ BT S L) B0
HREXTHhhbs
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P-23 B ERE., BEMERMZRMEEX (CRMO) &L THMERICEMH) D /NEESZHL
7-161

OfiE IERE B BT RS WML ARE MR BA RT A M
imEe: SR TR/ AN PP S
VBIEA A B NRRL, C BIEA: A BAVE

[iTLoic] BEFEEELEEEHA (CRMO) IJMERELREEHET FARE TLRETH Y . BUEE L
DI EFES, S, FA lECRMO & LTHEL 2255 b2 k6 L 72458, B V2 E0ZINIcE -
72 1Bl L 72O TS 5 [EBI] 5B 555 2 ARFICARIRICAKRF 25 & 0 | JTEEERHZ TR
BNz 5k 6 7 HERFICFE, ZCRBETR. 2B BEIRAS Bl BRIV THUAE AL S AU L 7225,
5% 8 7 AR/ BB AR L 72720 U Rk L 720 IEBIES MRI M ClIBIET 2 BBk 2 5 ) T L CTd -
72 LA L. HE. ERBRE. EREOEHICOREBST2RO0, B2 T B L OEERE ORE
Mz AT L72e B v T CTIRERBIEDANIZERE 2 . AR TOER LR IR RO, ERMEEH
KOFRTH o720 EMS HRL Y AERBIET . AR, AR, HERE . fLEHBEE O, ER T
BL727-0, HILWEZEEV, BRRE 2 1T L 722058 % 7% <. CRMO & &2 L T NSAIDs D5 % Fta L 72,
Z D%, BPHEIERREIE IR L 722% PET-CT T Z T2 oM oG EMZRO72720 5% 10 # J
LD EARAS A — MFIORG G L7z L L. TOBSBEERIFRL T2 08RI, &5
RN R L7 SRRSII A 1 B RS D ERE RO o 72 65K 0 o HEE, AR ARE A OB, EIE
VERLER 2 SEREUL 725 8 & ) SEERATRI S AL, 1) o SSEERRLY O oNJE & BT L 72 [R5RE] ANECEE. RIS
& RO LB EER . ) y~F R, I - BEES. SoBaCRERE (CRMO & &) 28
BT HNL DHRIMEE TR AT RSO N T ZBITISHEET 2605 2\ F72, BEFHESTZR 072012
BETHLD, ZLO/NRBBEICE > TRENTH D720, 5. TS DEBOHFMEET L L PEE
ThibrEZONT,

P-24 EFEMFRMEASMRTERRE KB EHRIE X (CE& 5 L /=small fiber neuropathy
D146

Ol . KN —2%, Kl #A. M9 Al
SRR SRR N

[12 U i2] small fiber neuropathy (SFN) &, /NEMEHMEZ EMARE L2 KHWREETH ), HIRKR
Sjogren JEMBERE, MHMEMRAE T X Lo & L7kkA REEZHERICAEL L 2 EDHOEN TV 5, /IMERHMETD 2
CMEB IOV A o fMEL. IRRE & BEMERICEE T 5720, SEN TIXEREEE & & b 121 4 o B
FERE 2T 50 SRR A TEFER R R AR (JIA/ERA) /RLEIBEHEBIET % (uSpA) 12/
PEL72SFN O 1 Bl &2 #E8k L 7-7-0%E 5 5. [EF] 13, BT L vy — & RN RS0
Hd 5. 10D EBV BGUERERZ LD | A SN, BEROBEELRL., BHEERE TS BN AL,
MRI ¥ 2s CAG BT 25 % 300 72 2 & 05 JIA/ERA B X OV uSpA & 2 L 720 WX U o B, B
RROIZWBREZTAT A ZTHROFREZE L, BRPWEEE e 5720 NSAIDS Z I E Lo, 1 7)) F <
T TN ART, YA ET M ETIHERIIER SN o lze T LN YOG L) FRE R &
BAXTTRE & 7% o 72DV RIS —FEN 72 o 720 (AZENNTIC BT 2 B 12N 2. B8, AL THI. SSTERE L
L ERS. HETMREEO G & HIM L 72 European Federation of Neurological Societies (EFNS) 44 K
FTA N E VAT IR CRENMRRMERE O T 2780, SEN LB L7z, BH. HEMRERES
bICHry~=r7a7) Y KREFFFREICL VSEENICH 5. [EE] KR v~ FHREIIBYTRLD
SNTHEIRTH 505, ZIUIKIEEDO AL S TEEERETH S Z L L\, SFN IFEEEHORRED—DT,
FZ R AR & ) BB ISR L I C X 20805 2. BHERBIO X 95 1258 12 B AR 2 2 £ 5 B30
k&I SN AMEAICH ) . BT - GEDPTROUGEICEE L EZ 5N b, NNEOEMEEIZHEIT 5
SFN OB IIAHTH Y. EFNS A KT A4 H/NBICBIT 2R IL#EZ S L TS, Sjogren JEfE
X LORBBITH S JIA/ERA R uSpA 7 & BV % 56 ) EB 5 5 W I BEEAREE S 2 7R 9ER T,
SEN 2§ L MR 7 7O —FVNEEEEZ b/,
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P-25 Henoch-Schonlein¥&MiRER% ICEBELE T 2 EREZE L - EEHIEHBHRED16]

Ot Zodk, K IEH, HiF # SL L
SROREE IR RAEIT TR 22 R /N ER

[lzro12]

FAEMERAERRAE (JEM) (. BB R LA OEREB L SR e RERFEET L HEAR
HOBETH L, BROBYTlE, 2GRS TR nwI e b4, BWE CICRME BT 254
ZnrtEZ 5NTW5S, 4Tk~ 1X. Henoch-Schonlein 285695 (HSP) BAEBZICEBLETLIEREZEL. RO
B EPICHEE L2 JFM 0 1 Bl 2B L 72O THET 5,

[5EH1]

FEFNZ 13 B R OF 6 HE L ) TR OKHESEI L. 7 H TH2 5 8E. GRBSEYZEO72, fE%
%% L MRIMA b 2720875 BRAHTSH S L vwbitz, 9 H 18 H & v . A% ok 1HERL
NTELRL otz MMEEZZH L, HSP L3S, 2504 F, I3RTHA, 7orrRr71ree
¥ =S\ X BIGE R 2T 7208, BGIERRERIZSEE T NENEEL SO ERMIC 1L A 1 HIZH kA
L e o7z RBERFRATICIE L 4.7kg DRE D % B0 Tz EBBETRED o 720 JERUAMC & )L i
DERERD, JFHZ2POIFAZFERIERWVE D) 2 TCREOERFLTHRVIEMAZ R Z 5 allodynia ®
ARz, E5IC 18 DHTOERET R TICBWTERERD . NSO R A S HSP % 2RI F8E L
72JFEM LW L7z % B/NENHEE CIXREIT R 2 CAERBR T REFTRLBO LN >72, €2 TPSL %
Wk L, NI FR=V/ TR TI 72y (Foaky MiEAE) TG Lc. 00 RAADOAE T
L. RIEIHRICET A5 E2 170, PO SO BRERE LT, LHEEMN R 7 7o —F 38 LT
MRTHEBEE B o720 ZOHRK 4D BBRIIGIER 2 EOWELEHER. KB 2 SO E 205w b
# L, R L IIERTO 76.2kg T THIE L 726

[(£%]

AFEBITIE HSP 12 & b 7 9 J08 & 226812 JEM S5E / B L L7 b o L b7z #Y)Z2GH IS b b
. FEREOARTHIATE 2 WIKIED T AIERTld, JEM OEH L EE T 208N H 5 & Bbh/z,

P-26 BEMBARBERFEO1X TS

OJullr &R BN S50 ik ez ' A mEl. Ak e AEE
Nt B kO

VEMIREE AR ANERE, P AR ANERE, RIS BRI IR A
FREREAR T FEEE ANERR PRI B R SRR P A

AR T REMERE (Complex regional pain syndrome: CRPS ) (3. 4M5 7% S OB I 1@ 2 @m0 1) |
B 2 iR O SE . (FE, BFRE R EOERERET2HEETH 5o KA OBE SR DR 5-27RIE S
NTWBEY, EFEL hXEO =<7 4 VAT 7 F Y EMEO CRPS AEH SNTw5,

iy o FIERIIXHHB O 7= FEVLISHIHFRE T RE T & % Lo BEAEREIZSEIIC TR % iF
WhHIEDND 5T INFRAFREEE., FRS LTS 2 EVH 72D H TFE L7, 70, mHEIS
L DR EHBRESH ), BEEMIEL CE L, BUREIX, 20124611 H, 1 ¥ 7V UV FOFRh#
TR BAEERAL DN L P I IR AL, BN OFHEOFE D ML L7z, 20144E 1 H 14 H. 224G FRAETRE AT
L. A ONE & FRMERD A S N2 -0 EEENR 22 Lz XA TREII R, o7, Tk,
FOGFENFHB UL EEOBERE L o770, BEFEE WV TURNIMA SNz, BT HFICEHK
WY HIRICERE T, FESETOOERDSASNH, FNUIMIEEN 2 BE RO L h o Tz, Bt
ATRIE. WBC 9,730 (seg 77.1%. band 09%). Hb 136. Plt 265 x 10'. CRP 0.7, IgG 1,109, IgM 124, IgA
125. Ifilgk 21/45. C3 142, C4 335. CH50 744, 7 =) F > 15, MMP-3 15, RF 4. #t CCP itk < 0.6. sIL-
2R 376, PT 125. APTT 30.7. Fib 361. FDP-DD 0.7. LAC 1.15. ANA 40, ENA(-), PR3-ANCA < 1.
MPO-ANCA < 1. FBIHET XP IZ8F 137 (. &% MRl THiBEE%L O RIZAD 20> 72, CRPS &Sl
L. MR CNSAID & ¥t/ VA== A F =@zt L72& 2 A, 3 HRHED LA DMA & K
O R BOER L7z AREIL JIA OFEINCEERRELEZ b,
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P-27 Microgeodic disease&EZ A2 5N 7-1B R H

OB it ', B4 weE AH HZL HW FEHML £ OKE'
VNERIY RN HH B R 23 P A B ZE T AL B e /NS
PR BRI IR b SN AL

[1Z U®12] Microgeodic disease (& 1970 4E 12 Maroteaux |2 & o THIO THG SNz, £ d&3sMEIc, T8
RN B CHUEAER DS O N, X CTHECGEZETLOIMEEETH S5, EG] 10B 8, ARk z
AR=y (Fvh—) P AMEREZLZ L. 1 B FA»5. B, EREE. £FE. GFE. GFFIC8R,
JEE IR P 55 2 LSRR AR A 4 0 3R L T\ /2o 2 A 24 HITHBEINE B IER (28R 226/ -
720 MBERMFZRHIIIES 3.4 T8O AIZFIRMEIR . R 2 520 T 72208, 2 HIREBIZ R CRERISIIEETH -
720 T48 MRI Tl 2 M SRR S % RO 7205, MEALIZIE MR, Ga ¥ v F. B ¥ v FEHETHERBT
RAERDO Loz FEFRIER S AR T CICEKREEP L 72, D X 1) Microgeodic disease & &2 L 7245,
5% CRMO % b BEHICE E OOEEICEB 7 + 0 —%24T) FETH b [EL] RERBOUHEFEHEIL/NEH
TH B0, BRSO OREFRENRETH Y . DNERREER 25 oG I D, REBIEIFRENT
B, WEEBZNAZLEE L v, FUOBREGSCHGT R 223 5 50E 808 L, ALERRE
BOMRAE % BT 2 ERCO mE AR L Bbhi,

P-28 IVIGAEE D) 1875 (CBE SR E % % &6 L MR E AT O KNIV AEEEHAL 7-16)

I

Omgt E—Hs 2 398 M WA Bk el mgES B ow L e kN
R ey RIFC, BEEH BRF°

PRGERT LR E R NSRRI R ANERE B BERR S NE R

PR LR BN R, P REREMREREER Y v 5 —, © ERREREE R B

[1ZUIC] BERR KRE~ — 7 — OFEFLAYE S N, VWb 2 BEATEITIERG & IEIE N5 R O F 21, 5
FROIRHD T B b ODMIC, M SR BEI%Z TRIEBES BREH S IEE L. SRR BB 7 e 1
BExBd 5, DEF] 6B, B 3MHINFHOBW Ty ~ra7) v kE#d: (IVIG). B6RHIZE
M5 %17 o720 0% R L. IVIG AIGH & L CUYkiEk: L7z, Rk (85 8 H) . JINERMER I
6/6 T, WBC31300/ 1 1 (5Hik% 85%). CRP29 mg/dl & & e L C\w7z F72. Mgk Xp, (LT I—T
OAREZ RO 725, DR R CBEERI T b &R TH o 72720, JIEFHRICHE) bDrEZL 5Nz,
F 7o, BEHOBEFEHTER 2D, FDPD ¥4 ~— 169 ug/ml. MWiEHE&ER CT CTHEAKITE 20, HgE
& NHERE AR B L35 70 8 L R I BB R B B 2 35 B 2 BE R A SRR R 2 P L T b & EZ b/,
ABEfs ICU A% UJINIR IR LISEscH (PE) BAfG U720 BEIWH., MENEHEEIZETL Tz, 20
7o, MRS SATHAEL £ 2, PE 2L 7L F=v oy (PSL) H5~EH L7, L L. % 105%H
IR SERIGIEE L, OALSEAL LEBIROILEZ 2720 BURICK L. BINEHLE L HWT L, PE &
AT HA RNV AHEEE IVMP) OfffHzd52 &b Lz. DIERAER, M3k gas L opkRe & B
EL7, F7o, IR LB A ICUEE L7 T, PE % 5 HEI TR T L7z, PE# T, Kk 59mm OBk
TR - 7205, B8 7 D H R ORED LR 7 — T IVIRE TIEAEE LR - RO W bW TlE
L77e [F &0 EIPIMAE %2 005 L - 8EMENERIC B W T, RO EE & L CIisEsciigt 2. Mm%
WXL CATEA FiREERIT) L ICL o TRIEPES N 1 B2 RERL 72,
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P-29 SepsisE DA EZEL -2 BMRERSIERS (Systemic Inflammatory Response
Syndrome:SIRS) ®)I|1&715]

O&¥ Bk, L= i, B ZA @k & #h &% A R
ALHR AR AN R R

[lZ U 2] &t USERERE (Systemic inflammatory response syndrome @ SIRS) (&7 E 812 X
DHFEEINDLTA MIA VAL % FE LIEFRNEGHERMERERSTH 5. 40 T4 1 3)EE (KD)
DO HIZ SIRS K UMERA S % Z 72 L2 F2 S EFIRRE 2 2 L 7ER 2 B8R L 720 &2 KD L2
ENTH, FDOIFRED S Sepsis EebOI, BWIFIIIEYIE L OENPSHEETH > 720 TE A 27 ) F ¥
~ 7, SEEIHIED & KD O 7 RIGEEDHEL SN AR T, BYYE & OEINIEE R M TH Do AIEFH
5 KD, Sepsis DFFNIOWTEGZ LMET 5. [EG] 90 H 0L, AIETE 3MHIZKD LZis, &
gEra 7)) v ReEEE IVIG) HifT L7245, BHFICIEPIiEZ /R L, 8B 6 M B ISR & o7z HUPEARE
K12 SIRS OFZWrE#E  (La%. ML, 32, HIMERE) 23Tz L, BEERES L RO W L
725, Severe sepsis b #HNIEREDINMA I N, — /Ty KD SERIZE T2 L TWizds, T —4% = En
5 Sepsis DEIETE S, 2HHO IVIG IZMAPUER OEHEREZ A L 720 £ O b - KD fEIRIE
BAELTBY, £ 10%H L 0 indEsc#iEs: (PE) % 3 HRHEAT L 72. PE $213## % 520 KD FER DL E %
BD7z7z0, FE16FHHIBERE L7z [E£2] SIRS D2 Wikt 2 w7z L 7235413 Sepsis DIRFEZ & HHIZ A7
GRS AT 2 0ED D 5o KD IZBWTIXBE S OB S b BGHEDOHE N 2179 & L IFIEFICEE
TH 5o JIIEFB L U Sepsis 131 bH A VA b—L%FMAETLRETD S, MIHREDE I M % EET L.
LHRE LR % ZOHmET 5,

P-30 HInMEREE, k&% £ LU 7-Henoch-Schonlein%&Htiw O —3)

O b Zodk' ik EML HE #FL 6N s BB M2
AW BRZE L W TR N
PEUURS: EEROMERT SRR ANERE, C TSR AR AR e N R

[iztwic]

Henoch-Schonlein $83&9% (HSP) T, FHiz & L72AEGFREDZERMIBERALERE & SR E 2D 5 2 & A%
BITH D K MEEIERIIR A ORE BRSSO 5 b 25, /NETIEIFFICH TH 5. STk~
. HBIPERIE K8 % 2 L 72 Henoch-Schonlein S85E9% O 2 R 51 & #28% L 72 O Tt 9 5

[5E 1]

JEBNE 12 2B 2MEBARE 1K I VD ATROER, &, £, HmMEREZ B AB L % -7z,
M/IMEE R . FDPD 44 ~—O#ED i, FXITE T2 L, MR, &R (1.3 g / H) %729, Henoch-
Schonlein $3t5% (HSP) 4RBEORMEB R LB L7, ZHE AT 04 FiGEIZ LD BFER. &HKRE b
4 HOREETIHB L 720

[%%]

HSP Tid, ThEZHLE LGS REDOFMIBIRALDE & S E 80 5 2 AW TH 5, /NRIZBWT
I WEIETEBAIIET NG TH 505, LIALBE, BEIE. ~NIVARRAEGUE 7 EFL L 728 L ORI vE L
D720, FETREEMREL LTEETH 5,
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P-31 A MBMLEY— M FRATS - 7/ REIFEAE RAE 147 2 B D 3651

OfRE &' Wl & R B Ik #EY AR BTN PUE BT
M BT OB MY, LR OBV OB MRS, R it

PR R RIS RE ANER A ? AL R AR AR BE N R

PRI G ER L v 5 —/NER AR B NERE ° R e e R

(5] A7udg MO RERERE (IBD) BFICBWT, 74 7)) VEADPLELIMEHI N TS, L
L. MERRA 7% 2L 5 F4 7)) YEFIORMFIR . JEROUGEIZZ L WARSFDTRA SN S HBEETIXIE
. F 4T YEFIRGE & RO L L2 EEEE IBD IEBNIA L A b ML FS— b (MTX) ZfEH L. Bifk
HRERTCND, ZOEAOREZRET 5, UEF 1] 17 %5 Fo 15 MERIZE M - K55 - REBAD * 15k
WY BER A WHEEICS CORMEEL 7 0 — VIR & BT, R - 6MP ICCRFEEA SN0 HR L, 1654 7
AEHZA 7 ) F o= T 2EA, FERIE—HEE LD TRESE 220 17 0 + HEZ 10mg/kg (2HE, L
A UREIRSER 3, 175 7 7 AR, MTX 14mg/ H %3 A L7z, Pk, CRP-Alb & b IZIEFIL L 720 [ES] 2]
17 o 137% 11 7 FICLMRZE - 288 X 0 U IS TSR 2 17 NG RIB L 7 1 — 2k & 3l Seasiik
PURSI CEMEA, AFHEHBIERENLL, 1453 » HE X ) MTX 6mg/ H % Blfh. SERIZSGEME %
RL72D OOERFEANZE 5§ PSL IG5 K " MTX 14mg/ HIZHEE 21T WIEIR D3 % 7860 720 [HEH 3]
17 %o 12 ke & 0 SUAE3 2 80 - TR0 I3 L2 TS BEf e WHERIC TR IO E AMERIERT L2 720,
LA AR 95 & BB L7228, 2 BB FIEHE - MR S B L RS ALE NI TE - T IR ORE
W% RO ARG R EZW Lz, REEE - 7L PV O Y NIRA EERITVWEMEA L 229 ERIEA T
A4 FIKGE®ETH . BEiREHE2R0/22 800 1685 » BERIC 7Y F 4 7)) ¥ & Bth. MEKEA %8072
DODIERLFEIZZ L 159 » HERICMTX 10mg/ HIZZEH L 720 DARIEHEIR - BIFEIR & DISTHE L 72,
3PN —EDOREE RO OO, 70— VIRD 2 BTN AE < MRBREE L 720 . RE 2 WIER DT
{bEED7, KBl 74 7)) VBHIARIGE - RIEICR L Ch A2 ETE 5, —F, BR %2R0 54
L A% BIEROEBIEE T REDD LNk,

P-32 iFhIkillaE 7 O07 > — 36k (PR3-ANCA) Bt %526 - ETREEE R D—BF

O 4, B8 EEME, ok g, L WaH. B&E BB, il B,
b = =R EsA TR OEH
TERERZENREBE REEIE7ERE /NERRESE

[1ZU®I2] PR3-ANCA &, ZHIMERMERFEE (GPA) IZBWTHREIEWE SNLA, BRYER 4
M) rw b =T AT, FIEUBEETL EAT L2205 N T b, PRIANCA OBIEIZIE, M
PR ERBERREAEEN D O FFRE & EE IR BRI L > TRR L, 40, Fxld, GPA D
TWHHFREDNE W E N T 5 ELISA #7:C PR3-ANCA il % 3860 72 4 A RE RIS 2k O — B % #3285k L 72D
THET 5o VEBI] AR 14l & R AR 3 A2 55557 BBl L. BEICHEST
T AHENMZ ROz, UEFABED 3BMET2 5SRO B L, Bl L K7 V7 I Y IEDHESTZ 72D
RIEMERG R B2 B b IV Y BB AT & 7 o 720 B W, RBEERIEZ L. EEBIZEG ©. &I ER %32
D7z, HBERREHEED, EHIIEZIER L ) Y EERCHTFIE S 20 25 o 720 HIEkEL 20300/ 1l
(Stab 805%. Seg 95%. Lym 15%). ~EZ 1V 57g/dl. 7)V7 3> 10g/dl. vWF i&t# 392%. CRP 9.6
mg/dl. HiEPURRE M, MPO-ANCA F&1%, PR3-ANCA 131 U/ml (PR3 IgG ELISA kit, IBL international
GmbH). &M 1+, FREIMEY:, SEMEEERE IR TH o720 &9 OMEHRE TIZHILE DAL ol
WCEREFTRIZED o7z, WHREHRETIINEB L EFEHICO T ABOUS AL HHINMEZ 2072, R
MM TR, BE O EMEE &GO — IS EEIRE 2 o 7205, W IME K. BT IR %
Molze EWEMAEZR (UC). 7 u— VIROZWndi/: 8 $aEnRiGE eI L, A7 F&k5&v 7
ORAT 7 I R2OVAEEZBH L. 54 ICHEHEHERIZEEER & 25720 20K, MiE OlEsshiEs e
FER O MBLUIEED T\, 72, GEBIMAHE D S PRI-ANCA IZMET L. BMHALL 720 [EE] AL,
GPA DHERIFE L T2 WS, GPA IR & b ELISA T PR3-ANCA B TH - 720 F4E, Hi Tl
H2HUCL GPADF—N—F v THEADHMAINTHWLIERE, 2% FRERERLBRED MBS
L CREMEIE L TLULENHLEEZLND,
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P-33 ANCARBEREKAE K & KENR RIEMREF % S 0f U /- FFREIM CoganfE IRE D 17EHI

OFR M, & EAl 6 R, 1 —%. W . 0 [
i VS S N

Cogan JEMERE, MIEMEMEIS, BRI, BB, AiEmeEE 1 X 2 RatEiia s FEK E L, FBERH
W EOEREETL2HRETH S, FEEMBELELED b O % HEIR Cogan FEMERE, Z DAY OIRRE % 1
I b ORI Cogan FEMHRE L T EN D, AORERFEEZ I N TV LA, ZOMBIIA 52
o A PHE & L TU50% 1248 ORI 75 % . 10% FEEE IS KRBIIRSSEBRE 2 AT 2 2 L SN TW b,
Aol Fa X KREIR ZE MR & ANCA BIEE K% & 0F L 72 IR Cogan FEMERED 1 F1 % #E5R L 720 FEBIIL
BmDBNE, 14 R ICHFBEBRR CEARZIEH SN CGEE2 %2 L2, A EROMEDHERIETSH -
722 & BRI KENIRSIEBERE Z SEb L, MRA ICCTHSE TR Z 3072 L LB iIcE 72 2D
HEEHRO 16 RIS, BEEARSHBE L7220 LB 20 Sz 2k, JRAPRINER © 50 ~ 99/HPF. JR
EH31 g/ HEBEBERIK, EERPASN, ZZHEO Cer 13, 708ml/min & IEH FRZR L7z, HOHE
¥, MPO-ANCA @& 21 EU & FAHLTH Y, BAMIZT ANCA B pauci-immune B 0 2= H AT BB %
EBWI L7z I TOVEREIC THER R AT o 7205, B L EA DR L, BIED Cer 1 476 ml/min & EHEE
FEEDMITE RO TV Do F /2, 18 FREH L 1) IR PERCE . &S EHEE A B L i e e & e S 7z
INSOFTE X IEIAIAY Cogan FEEEEDOZMIICE - 720 /INEIZBIT S Cogan FEMEHEDIIEIZMO TENT
H Y ANCA FPEIME %% &0 L7ERNIL 1 floAmE SN Twb, — T ANCA BEE KO A6 O E X,
Fa DAY TRBAD LBIOATH 572, L7zh > T, ANCA BIHE 25 & KEIIR S fE 2 &0F L 729k
BRI Cogan SEBEREO/NEFNIIEFICENTH ) . KREFEOREIZOWT, THWERZINZ THRET 5.

P-34 NMEORFEEEMEBER REL. MERERFIEDN -—BF

Oite £ A L B St AH S0 B B g BEEE
AR KM RHEOE EIE L H B
PRBREERFR R E IR RE /NERE, 2 8 S 7B, R — A% - THALERIMEE

REIPER 22 3 E I R M ICPAES 2 WICH D S TIREORMEZ R EEA T, K- MaEboIcb &
U%o —EMEAl, SRR, MO 3TAH ) . £ AA—@ER CHRBEI S 5, — HEIERNITEE TR O
T L 72 B05, MHIZHIIHREEE SN TWwb, BIMWERG RO ) A7 & L Cd@EEE . HRE. & 5E
A7 Cliife - 248 - MERELR I LT WREM SN TB Y BRI EE CRILICKK D 12 < w
NI A A U B IERI CTIERMED 5 WIdBRRIEDIME TR E ATRIE SN D o A TR ISR 4
(JIA) LW s N7z BB OB ERL 2 58 L 72ER & REER L 72720 U B R 2 N2 CTHE 3 5. [JERI]
24 5%, M [FEFR] BREHR. WEk [REAEE] 8 ke X 0 ZEEh, BARUM AV R L SEIGEHE L ) & 58
JIA LZMEn b, 142 M ML EFH— b (MTX) EAZRIIFEGELR, 22 % b2 ) X~ 78 AL ILBEE
b U, 23 e e BAET N LRI EI hiA T, [BUWIEE] X4 2 HAREL ) WBC A dH 1) o SEHflH oEH %
BV MTX 4 d ik, X1 22 ICEHBOR THE. Wad o X-10 H2 5 FORHERA I, L ed X
HTHo/D X2 HENSHWE L2720 X HUF AR, BTy 7 A CTHEMEA LY AFTR. &2 CT T
NGO ERA R %) BELE % 52 720 IgA MEREEVTHE - ZvaanvF a4 F (GC) B L. fERIE
BIEECIE R U7z X421 HAEMG R AEH] % B2A 3 H B OES R - W2 B, /NG IR 8 CE R IBEEIE 3 5E b AL,
X424 HAZERESE T/ NGYI R % 61To MIEEE L D I 70cm O m5 12828 & iR b % 720, AL & Y FR.
FHELALAR Tl s - EYIRPIE O Sk 7 %0 B ZE K OV IS BE O SE MR 2 32 B RIC X 2 E RN & 2
Wro GC. MTX. IVCY % B, DIEFMRIZRD T\, & X+3 HH 2 S EREEO A %30 FOY B,
X+2 2 HIIIERO 50 BAEP LML HIIREE EZ TV 525, BEPFREVWOMERN—-F = v
FHEEIIBETE T, SREFIREBEA TN TFETH S,
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b= ]

SV URVTUL, LS TrFarkIf—,

O: A (B | P:RAX—

E

GiEp= P SIES O-1

L NT P-34
GINEINES 0-41,0-44,0-58
GiNNIRE O-45

TNIE BOA O-18

MR #E 0-23,P-24
e P-12
=K O-52,P-21,P-26
R E 0-22

B RIE O-19

TE #5653 P-19

BT ME— O-42

BE EH HEHE

PAJER flt 0-62,P-27
FIEE & 0-71,0-72,P-9
XN Bz P-2,P-17

B E— O-53,P-31
AR KRR 0-32

AR =R 0-62

BE ZR O-17,P-12
T 5 P-17.P-29
BRE ahz P-22

h+E B 0-38,0-45
At+E & 0-29

A+E MF  P-31

FEI FIL 0-32

MHE B& 0-64,0-81
MH BE P-13

FIF FO5E P-18

afF x— P-23

aH IEE 0-25,P-2,P-17,P-29
Al ToeH 0-6,0-8,0-13,0-30,0-46,0-67,
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