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BIZHDDOLEBRINDPLTHED, BEERBENSETORIE/NNT V ADEE THI
HAGRE R o TVRIFBEL WIBRLTEET, BCREERERAUORELTFATHRAT
elH b, EBE. EREBERETSEODIIRECRERELEHTA2Z LD, B
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RESPHBR) OYFIIBVTHRERELRREEFR T ENALNR TV 5,

HKBENIZBWTIE Thl?7 O LHE LT IL-6+TCFR A METH ), TGFRIZ L »
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A 70— PERBOSHVBEBRF THo 2, EROBETD, IV-GH L IZIV-G
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R L7

MAS X, S-JIA OFBPIIRRFEEB L 22 ) FFIRIEASHE A LB EH%E1T LA
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Fa4 FOBBATREE 2o 13RBEATREL O THRET 5, UES] EFIX 13
. BIRT, ERIEE R, BEE, REFICERRIREZtdhd o7, 20034FE5H
(Il R ICHEEBLUEATREL-25% 0 JIA T, EREIZTINERINL TV
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X ASHEERBEICERETH -0, 2004 4E 2 BIc SR 2B s, #0%,
YIURARY Y (CyA) OBEHBETEL. PSL OBEIE S THREHREYVEL
4a], PSL16mg ¥ S5 FICEHB L, 2005 F 6 BIZ%EHI AR L2 ARBBE BRI
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HETLLOBESMHINEB SN TS, FRETMAE) 16 BULOLBEER
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ESPRAEIR DO E % R0 72 3 Bl $T CCP #ifk, MMP-3, DAS28 (- L A5Fli 21T 5o iE
B 1) 19 mict. BIGRERT CCP #1444 100 L L. MMP-3 & 394.7. DAS28 & 3.82,
5% BikicizF R, 187.7, 139.7. .54, BAf&#: 18+ H ORIZHL CCP HUlE{E 96.2
A5 184.2. MMP-31# 86.4 #° 5 142.9, DAS28 i 1.13 2°5 2.65 2B L T 5, (JE
#2) 17 BB, B CCP yifAfE 28.2. MMP-3 & 169.6. DAS28 18 3.94, 4% A
BIZEFENFN25 4, 123.6. 3.08. GEG ¥ 20 ictk. FLEEEHT CCP #i45{E 3.3,
MMP-3 & 76.1. DAS28 1 3.44. 4» A®ZIEFNFN 2.4, 113.8. 1.17, Btk 157
B ORIH CCP HEME 2.4 5 2.5, MMP-3{E 83.7 #*5 134.7. DAS281E 0.76 7 &
2.29%EBLTWVE, (FEE) A 7)ALTTHRSEBEZITENRICEEER. HE
R, REBESIRE L. A 7VA VTS BEI L IZHEET A, B2 ENSL T
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BAL. BEXREONH LG -—BlzHET 5. UEF) 21 %, B, 2003 FE 017 %),
MEFE T TORBEA MR, HiEPUE - L Scl-70 FUERBY. RBHEKITR L b SSC
L. AT 04 FEOATHMIREIZTE L2, 2004 € (18 %) . W F PIP &£
BHB LD MTX, BOY 7058277 3 FEZESEN, LA LEEREOI
WSHEET, BIENRREOSHETT L7, 2006 FE 4 B X 1 infliximab 7588 A X 117235, HACA @
HECE Y, BEFRREOSELNT IHRIEE ALY, 2006 E 7 B2 422, Total Skin
Score 4/51 & BEEAEILOEITIZ Mo 7205, BEERL, SEERE. TER. L5354
EiROEHFHEE S N BREBHOMER - 20K % R\ T\v:722%, FDG-PET DL A
AIEHEHTH o7 XBTEFE1-3HEMPEEHORER S, RBLOEE MRI TF
BB LB A D, MBEFR TR 7< M FRF 112 TU/ml. it CCP Hitk>
100U/ml TdH o720 SSC DR EIZRN LTI 7 9FR AT 7 3 FIUV R & HERITV,
BAREEOWEYF/-4, BWETRIZEHREZAD b oz, 200144 H X Hh ETN
YEA L7z, KEFTROEE(L. HAQ ntk¥E % 2%, ETN B4 | £# 0 FDG-PET £
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ECICHEE., HEOER - BRI ZLWATERN 572, SSCOT—VFr A ¥ v
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TREBES L UOFR. B EROBEOTGE, RigE L UEE. BEYRI2%
YORERTO, BEMEGER - EREAHEER (EEC EBEHOEV) & LTHE
irolz. BMBONE - FEREHEOK. A TR, OEKR L. 2% 4 A F Cl3EEE
MIBFTHo-PEBR LA ZA LM EEMMARE 2o, BESIIEICH LS
TSIV L. RO FERRBEE ILNER BN LA 1 SR IEE I 2500g (272 -
7ro <PAHBADOEEBLURE> MRV 7 F 0 2 EBHRIIER L, U377+ 08
Fins LTHEL X208 BRI RV, MBRETEVIRESR, y o7y oz
FRL:AREESES ) U SEEAB L UORAB S ICHRLED AL Lo,
BEREOBKIZE (. FRRIFER, BAEHERR ( REBERLERTH - 72, HFHED
SRR T, BEL 5, TUEEE. U o EHERD 4EE 2520, BBIROEL Lo
2RO BETER VD, HE (y7ur7 )y 25g/ Bx2HME, TAEY »
7mg/ B) %1Tole Vol ABBRLIBFOREHA I HEBMBESEL, U B,
EHEAE, 7o) F U ®fE. CRP B . FPEREMN O mEkE S5 L7, B
ENRTESN, BE~—H—8EE CTITEELELEITRII L S EENEFRBEE
fikeEs® (sJIA) b, <EHREFENBEEEE ROV TOERE>BRiL
DEZEFPETELVnHOD, E# (RS 22+ AR S sJIA &b /7200 PSL
(2mg/kg/ )RS BB LA, LALYEL (. mPSL BR% S Cmg/kg/ B) BB R
Ty, DIEEDPSL % (0.5mg/kg/ H) ¥ Tl L7z PSLEBEIC L HH80% 68
BELIZEIATRERBREZ Z o SJIADPEFR L. I 2NV AETH LEEE
T, RKERCOEEL 20 1 ARBEEXA7OA( F29V A (mPSL 30mg/kg/ H 3
HE) 2iTVW@# L7 L LZ0OBRIBEREEDVELEERIIFRL TV,
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Sjogren IFERBESHL. MBEMMRET D PEHEU-BCEREKRSE
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MmERKE ANEE

[iZCoil) RAHE&HEHER (T MCTD) & Raynaud BERFEOMEIR % FEK
EL, ZhigmzesErY 7~ =X (BT SLE), @5 M%#pEiE(LLTF SSc) . B
5545 (LI PM/DM) DIERPBETAERBETH 5, —ROCEBCHBER, EEKEELR
EOSLEFERPSLIEE D, BAIEEOBLRLPWETREE, MMRMEE % £ SSc FERIZE
T3 %, 72 Sjogren EBEH LT Sjs) AR L LIFLIEITDONE, SH. FEER
FEERICZL . RE., HILRE, BRETEERE L-BCRERBER % &
BL-0THET S, EMA] 8EOB R RERIIFII LV, BERIINERAS LR
ERERH D, o, ABRB LR POWELRIZLAERDT, b EFICRAIREER
CHAREREIERIN TV, 6 BE S IXERARBCIEY 232D Tz, 40,
MEMHA T CRP @ L& (5.1mg/dl) & IgG DFEHE (3,451mg/dl) 73 ) BB~ BA S h
72o BBPHEHMIER. EBOWLIZ o0 WRL v 7 ABEETHEEMEND Y,
Ga ¥ rFTLMBICRBEEBL D/, KL-6133.230U/ml THH., SP-DOLALE
iz, BERFREBZBVIMERE L BITL 2 & 2 AHEIUERE. T Scd ik, it
¥ b XA THAE, U RNP #ifE, L Sm PifE. $1SS-A SS-B HuEssfllERAE LBRLL LT
HY. MPO-ANCA b GHETH o7z EERHILEEETT ATV TOEHELRD,
Raynaud SEIRIZ 2D 220 7225, JLRNP ik &7/ 8k4 2 BBV EETH Y .
MR, MLEHRE., BEREEDL I PS5 Sjs 88 MCTD %5 -77. 7L F=
S ETYEFE ) CEETRE L. CRP B E Lo dEm Yy a7y v
ERZRERL T, [EELT L] REFAIIMRNPHRALZIILD L TA2Z8EECHG
P TH A PERKRERY MCTD OZWEE LW - X 3THBMICERLTW%, 2L
SBROREHSETREVWIATRIEENTH 5,
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EMOZREN EZRIEEFEZE UZ2IICHER L TULWS 6 IR

B LT
OR¥ &8, 98 =T, &g HF¥
RERF EZH NEH

FIEEFBIZEFRTREZ LR L 45 17 ABINTER LSRRI RMA & 2 W, 2006
58 Aoy A) LOIEER L o WA ZANEELL Y, A 1I-2MEEDE
A& AEAMBAEI L2, 9 BIC YR+ 22 L CRBEICARLERII 2V
EBMTORBEHIRDS D, MERE TIdEmEk 6600/, CRPO.43mg/dl. 7k 28mm/
B, IgG 1903mg/dl. RF f&fd. BUEEPLEREYE. MMP-3 674ng/ml, JERSET MRI T/43
R URFLREESEBHEROTMISRE L., MEPIEATE 2 B0 Mg ERED
REREENRL L, FEEMRI TIREELZ L, 2007 1 A& Y MFORBEIIEEL
b WERAHE L MRI TFREEEE MP. PIP BERBEIIERORE & HiH%)
£ REEBRIZLEHRIELA LD, 3 AL S IEAHERH OB & 2% 320 MRI
TIREORE L 1EEsI R 8 L VHEBRONYE #8077, 4 AICIIWANBEORERR
% E0 MRI CHEBEORE L MR L L UM L AROSREOEEZ bz, B
EEHiOEEII OV TEREFRALPIEEEZHETET, BEIR) V%8 TH 5 TTREMED
EZ NI BITRER) Y EERE T o ARERRBRIMMEER TH o2 BEN
KL TA T T 72 v AREIT o2 E % (L 200745 B L ) MTX OMAR%
W LESEROUELZZO MMP-3X 70 &8F CetE L. 11 HKBERL MYy EE
BLOCT CMBTIERTLIEFREHILBE L 2o MTX AR%Z I L -0 W ZE 3ok
EA$ 2008418 L) PSL 0.3mg/kg FRABEA L2 & 2 A, FIREIXHELA T2
A PP U7ze MTX b EE L - EEHERE MMP-3 LRIZAT 04 FR
RCETE LA, AFaf FRESICBUBELRO, SALY MZBERKBLAL
IABESAERDOGLE L MMP-3 DET2EOTWw5, AR ICESCREANEERR
EED TV, F-NOD2 EETFIZIREE 2RO 2o/, (NOD2 BEEZTFREZ L
NQRVATAIRYAS-E i =Ty VN -y N ol A N 5 | LAVAR - 3 1Y)
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[ESY) 10 #5382 (3R] &R BIRE] PR 19FIH I W AFEEFEEL,. T

HER) U SEERLFPOSNEMR) U EEEDRHE* BTS2 s/, FHSE
BB, &R, VU FEFBE. PET-CT i THFHEH~OIY) Akt e, VEHEE
EMIF SRR & SR S L7z, NSAIDs, MTX ,PSL 2 & 2 iEE 2 MG S /-85, £F
M OBESEE L 70K 20E6 IR EBAINS [BB] 2. £FHB
AR, R, KB, TEEHIELZRD, Z0oMoMEIZRERR2EOkdo
720 REEME., i CCPIARMETH Y, B X REE L, EFHEICEH 2 EHRERED
Wb, B OwwETUERT R RO /- b EMFNERN ORS 2t L7, [E8) KB
ROREBEMEII2EHOATHY ., BERFU»LEZ 5L PEHETH A9, RF B
TH2H2ILXVSEEBIICSEESNSE, FBRBTCREHM»SERTRABLZIIL 22 H
STEHMORBTEOELEZR L, —7FOBE A TYH. RF BEFTIX. BHEE
DETIEETAEPULETH S,
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EZBRFIREEY I\ BERE FAERE Ule 2 B REFHS RN O—H

ORAL &, BE 2., & FTH. 2T —K
MAERKFE WE WAHRK DR

[iZUwil] 25 EEEESRERE X (LT S-TIA) Eff T A5tR#AICM L | BEK
YEULLEETHE, BEERPBETAZLEL LITLIED V2MICHEZ2ETS I &
MV, T2, FO0%DPEBRTIIYrOT7 7 — VERICESERE (LLT MAS) 2614
1%, 4H MAS BRIEZ ZBIZBWEa N/ S-JIA O—FI2 BB L 0THET S, [E
H] 13MOLTFo F 194 9 AIRIEER) /O ER % 52 7 A F TR L 72,
10 BIZ D RIS DR S - 7o S EHKREER L 72, 11 B, 39 EL L oR#h, IHERE, B
PHBE L. FO®RMEAERO) v 3HBEF . BEO-OXLRICAR L. ARE,.
EHLEMERY R EEEH Y. ER(D)RER(-)BE(-)Th o7 RIEE. £K
BRER. WEICEERL I ARSI, BEFRRZEE L L, MBEHRECTRE
RISOLHL L, B4 OREE, 2E - HOHAEEREDIEELRT R L. U /35
ERET o 7205, MBEEREE) Y HERTH o7z ABREDNS 39 EX M2 55
BEEFEDA LN, FOREBERE T o770, 8 17 %A OMBKREIZ TI/MRD
WA, AST-LDHO LR, RUF7 =) F ., RY B-2MG OEHL: L1+ R0, Btk
T TEEMBEISEE I N, HS»LBHERIEED 2o 728, REEITEN L
ZLS-JIACMAS 248 L7- 2L, AFU4 FHIORS ZBE L ZO%ERH
ICRBE RO 20, MEILEVCBURERLYED . MTX - IV EVZHBEL. A
FA4 KISV RAEER 27— VT, DRBREESACEEL. MEREMRIEEL .
[ZERUTELED]S-JIAKEBOT, ELW) UEHBEZIRERE TAILETINRT
HbH, RIEFIIBEBE 2 C ARBIITFIREGE & 2 7245, MAS O&58:5° S-JIA
REORBEL b ofy T, BES-JIADBMICERZY - I -3 NTWS IL-18D
LAEBHYBEO—BhE o,
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UOIFRIERTHREL c2BREFHERE LV OFO 1 4

x5k E
ORGE =L, AH BEL E ms. =18 D7 M KL B el A 58
LB BS/NERRERYE Y ¥ — NER. 2% FmE EER

e

Yo FHROERNE L TE2FBEEEBE) v FREETH L7, L) 7w F3
ELTHRFIC, LRBOIE e LA R T B L e HREFHRE ) Vv F 2%
ELRERBRL-OTRET 5, <HEB> 6%ER, 3 AR L 5820, BEFE
L. BERLAERESBEO O PC-GCARFTINE, BOBIARE., BIEKIZAHEA
5% TEE EANT, Hie sy & B2, WBC33000. CRP11.5 & H£ERIGEED7:
O, BIARE o ABEEE, BERIZY /sEifb, FFEELR L, BEETDER. <
AEHBRET— % > WBC 27600 (neut88.0%) . .CRP 21.0mg/dl. ESR 105mm/h. Hb
11.0g/dl, PLTS 378000, CK 26IU/1, AST 18IU/I, ALT 7IU/I. LDH 222IU/1. T-Bil
0.7mg/dl, Ferrtun 527.4ng/dl. ASO-864f%. ASK 10240 f& PT 13.4sec. APTT 29.
4sec. Fib 534, FDP 27.8. C3 187mg/dl. C4 20mg/dle ABitk. CTRX80mg/kg 7 2
TEBREL G, FHL D, Fih IR, TEOBRSH Y., B4 H & H AR
?&L:o WBC21100. CRP17.8, EEHEICF UEZLE. Y F0LEH L., LEMBERHE
B, TN I/ 72 VICTHBALMEELHEELT S, SHE%L. B8 /CRP. RiLE
fE._ASO/ASK RET Y V< FROBWERZF/L L. F6RHARRIEE LEH
WK L E 2 7, $E8HA CTRY Ak L. PC MBRICEE, BE & Fc/ NI <
AHEEIAERL.E I WECREE LS. £ 13 RHBEERD T BT WL -
7oA, WERBEU4ET THRETSE, LI TLEBRONE Y20, $145KAY
vy —lERE ko7, ARBEERE YR BEEOMARFE AL D, BE LG
BROWBMERD /OB 6RA LY AT A FOVAHEE (B00MGX3DAYS) %
B LEREER L 72, 20, 2704 FRIR30MG & b #fm. BRREEAL 3 Bk
WER UBRITWRE & %2 o 720 PC-G MR F IHARIZTHED TH S, ERK K
BEREOEAZ RO TV, <EE> Jones criteria Zifi7z L TWwWi-5, FELRD &
COBRE L LAR L D IASHEIZRES S ) Vo xF2 L b 3 gt aFHRE ) &
< FOFELEBbI, AT704 FOINVABENEHTH 720
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BEERLICUIITFERD 2 Hi

B4 T, Odbl #%, Ko BET. BT BT, BE B0, ik 855 )% F—
TR SLREE NER

[izLwic] &) v~F8 (LT ARF) I3 A B ERBRERICRET 229 REN
ERT, MEiL, L& BRFELETTERET L, REEETIIARBEORSZ R
BEOERIZINVBEHAEFEFBIL, BEETHINRERLZoTWVE, &0
FKAIZARF O 2B B L0 THRET 5. DEFI1] 78, KB, —HARFEHEL
@@ﬁ@ﬁ%ﬁ%ﬁi%ﬁ%%@Ltommmywwﬂﬁ%%%%mmt\@lSH
TIP ORERHMAE (LT MR) #8872, ASO - ASK 0 L5 & 2 AE LD
FREBOI, Jones DEHE L W ARF LB L, XR=P Y V#EAIL 25704 FEEH
B, BB VEBOLEREE. BEOXRBRFHA#ARE (LT AR)B L UEEH
mk@%@%%btﬁﬁ&kﬁﬁ%&toUﬁmlmﬁ\% o VFARDERNSDD,

EE THEEL LT SRR L 200 SBRICHMABR E %2 o720 AR FEEALL
AU B 2 51 4 b o 72 A%, WBC21000/u]. CRP19.41 mg/ml & HETH - 72
ABZO L WV ERETESHBE L2, BR - BRI P07, SHI22HREIZE
mTﬁéwmﬁﬁ%ﬁi FERE D AREE o7 FTH MRIICTEBSiOBEEEE %
A/ ASO - ASK "EETH Y Jones DE#E L ) ARF LRSI AR LR L, 7Y
U/Ww%ﬁ#LtoW%&M£¢# CHES L MEER LS Lo, BHOLT I -
RETERED MR, AR 2RBOLLOLEEZRNTAEY Y2kl 2704 FEE
Bt L7z $BENERABEMEEOTHEEL T2 o TV, [£8] SEHKY i
FERDOEL L ARF ORI EBR L7, )y FRBEZOBERETOCHFEERIE
FEALT 5720, LREFERTIEF AN R FHRESLEL % 5. 1992 4F D Jones D
#PRE, LTI —BREOZKENSEDEMN 2D L) 0B RO L WERTH 0%
PREBHMTEXAL 3> TACY VAROATERIZHNEL/-EEATH- 72
A5, XTU4R%@zEE@#K&%&%MW%wzgﬁwmﬁkm 8 57 HIERID
ER-PVLELrBbhse, :
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BEHISREMEMNZEHERERIE Lz 22q1 1 NVIBEIREEOZIRE
OFfE &1, BH REL Sk —@, BR &R EH B2 W5 il 5 £
Bk AL REE 5 BA1 B
R RENAE AEFERLY 5 — MEE SHRERKE NEH
SERERKE AEFERL L ¥ — BERSMNE

22q11 2 RECFERBEIIE RS CRB R LER L HBEL K- TERRETH L, SHEFKA
i 22q11 .2 RGEERBICH RS ERBH ) v vF 2R LT RBE2BR L -0 TH
E9 5. P 5 11y AOLR, 5 MEHEEREERE © B4R L ) LT L T
HLEHRRRIBE*XIER I N/, FEERAEICT 2q11.2 REFEFRBEZHINTY
7o TIREBTERZFO T HRE 4AF A L VMBOBERICE STV
AL BALREECHEERIIAMELED R P 2O HEICTREABE L T, #0
BHOMBROBERIIERETEEERARZZ L. YRBANL 25, ZEBRSEITE &
%.36.8C. #E 100lcm(-2.43SD), & 14.9(-1.64SD) kg, WM&, M 2. 3. 4 FI&
MIP B DaH 7 BEVCIER 2 30072 S 22 ME BRI RO 2o 72, BE
ZRFHRTIRBEED TIERIIRETH - 72 MEHRETIE WBC 7010/ (55K
47.1%, ) > 753k 43.6%), CRP 0.52mg/dl, ESR l4mm/hour, MMP-3 582.3ng/ml,
7 N0 B 16lng/ml Th o7z, FMEHAAE 40 Ri, Vv <FEHT 9IU/ml, # CCP
A 0.6 &#5 U/ml, RAPA 1280 %, IgG-RF 0.3 Th o7z. 7 FYEEDEHIZRD
%o 1o M1 18G 3142 mg/dl, IgA 1me/dl, IgM 125mg/dl, CH50 51.4U/ml,
CD4/CD8=0.69 Td - 720 B MRI TIZFE AT & ENEE OB Z Shi, DL
LD RAEEl JIA & IgA RBELEZW L7 4 7707 2 VHREB I N, E5:22ql1.
2 REERBIIEREGERBRELEH#T S, SHFEALE, SHICIgA RIBEOEHE
BHETRY JIA BERE L7 —BEEBRB L2, REHIZEND T 6 L XHMLERZ
Mz #HET 5,
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TS o ]

ORE HIE ., +im W', 28 BT %8 Akl M Bt & 500l
IR AR SH T hE BT &K BN MHE %P
NEESRIETTREMIE S &bty s -, MRTLASESER ARR

LAEMSREEE A (JIA) 27707 7 — VEBIGERRL ST 5 2 S LW BF
BICBRB L BEED RV, LA JIA OBERPIBERAETRBELRGTEE
BlEAZER L7z [EF] 0BRBER. UHHEHRRBABITENIH I BELEEREE
FIREL. BEORRE, 28 JIA LZHL. AF04 FAVARERBIUT LK
ZUABRIZE Y, —HBRIRLERE 2o, LAL. BR3B%E (- 12/H) OMMER
FT AST 60U/L, ALT 43U/L. Bk 2 B (- 1/ H) 12i& T-bil 5.8mg/dL. AST
764U/L. ALT 1,609U/L L ¥ U NE YD LERZME VS VAT IF—-YOLERR
W, BRHIARE (BOWRE) &£ olzo ARBIIITHERE] - 2. PTH59.9% THho
Fedt, ABRL7: HOE D 6 2BUIOBEET 254 S, FFEEEE 3 BE~3E1T. PT It 38.
7% LIET %220 7/700. BEFAEL B L2, MR, A5a{ F/SVR, 7o
AR VTHR L7 CAHBERBEIEE (F3HRE) CHERBEECLREREIWEL
7oo VAR, TV RV @R, Y7 OARY) V2R - DIk L THIERDBEL 57
WAWZRBREE oz T2, ERBIOFERTIE, MENOLHZHEERIZA LT
HREEL LT TH - /205 R -EEL T, 72, CDMREICL AR
T TiE, FLOBIRICERT AL U7 Kupffer MIfEDSA B2, —F. B
BEHFAERTIIHRREL, Flltomts L UBEIZA S T, Kupffer #FZIZF
RIBER I { A b, EELRBERMICRE - Tz, [E8LHE] BREE E FEr
OJIAKEIFR~YZ 07 7 - D OERIEPBIERAREOEREL E 2 5, BEIC
FRELIEEL., BUREBEIILVH&GTE,
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SEVEFERRMBEER (sJA) OBBRICEROHERERERZELRE 2
1

OFE BX i 27 4 B2l & REl HME BT, +T @2
B Hnd, BE
ETR T A% ANER, 24 SRR wm B

& FRIEEHISHEERET % (SJIA) OFEFIZ, HELZE) IMRERE 2RO 26 %
RER L7, EF LIZ5EER, 20024 4 ARED sJIA. MEBMERLvsT 77—
EHAVERBEOBRENED -7, 003F 2 BICHBEOLATEDTWIA EAT7+ A
TaA— FHEHEFFRBELLLZSH, FEFBEESZHICEAL, BERFESLHEDLED
72728, 3 oS ANGmRE & B o Fne MAESCHR, )RR F A F, 70 RAK) ilT
BERL -AESICIFREREFL L 2ol 0%, BREFD Tl olods, 7
AFIWHU ALT 1895 IU/L, ALT 1368 IU/L, LDH 687 IU/L, y-GTP 747 IU/L,
Thbil 7.1 mg/dl, Dbil 4.6 mg/dl T LR L7278 8 BIZHEEBEIFAERZ 1T L 72
EG 213 6 BB IR, 20054 10 HRED sJIA, 2006 € 1 BRIZEREVBHRL 2720
mPSL 7SV AEEE 2 7 — VREIT L. MEEHEI mPSL 20 mg/day WAR% BEE L 726
587 { CRP ORREETH 72705 28K L D IFEREAHIE L, 4 AiCid AST 682
IU/L, ALT 1558 IU/L, LDH 243 IU/L, r-GTP 351 IU/L, T-bil 3.6 mg/dl ¥ T
ERU7D, BEOHITERERITL. 2813802 BOBBTHRBR L 12 2
PO RO LTHB Y, ANEATIRIFERER L. FARREITEL., ST
#HRa%> spotty necrosis % ER&, PIMRIEL T2V /3BkD &R 63, GFFERORE % LLEHY
% ROz, SRIOFRAM. FEERIE) BORENRRISIZE 5B TSJIA IZHEE
BITHEPIIOWT, SHRELRARAVLELEZ Shi, ERICKEREREID LA
FILBITAFREEFOREBIZIHA RRTFIPES LT 5 LE L SN EREITEE,
AV ARG, BNV 1 & AR EME L. IEREAT. RRAES B REEE LR
EOA G EREFSBRIRBERLHLZIT) 2 LPLELEBEbi/,
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Leucovorin(LV) B Methotrexate (MTX) D3IRERBLICEEZ SN
HEMISRMEREEIR (JIA) EH

LA FEL
OMU RE, ©HF #=. RF #F. &T £, IH 0¥, KR B
M ILKERFIEE SRR GH 7R MNEERZE

[ix i)
MTX A&/ SV AREL, HEHSEEEE % (JIA) T A R EROEEETH S,
FEAT O A FRIIKAEFE (NSAID) THHITE 2 WBIETR JTA IS8 LK 7T0% THR T
HoH, —FMIXOBVFHEBEN CERBAMNFHINL Z 240w, B4
Leucovorin(LV) S MTX DX R 2 EE L - EF 2 5N/ JIA ES 2B L7, BEHE
JIATOMTX I T 5 EBRRAOEZEL BRI T 5.

[AE 5] .
13 B, 6 MEEFIC JIA & B W S 172, NSAID, prednisolon (PSL) ,MTX OB IZ T
BRTROTW2, BREEYETU, A704 FRIOME - B, SEH# o
BIMSTHIB LTz FR20E2H8. 37 P O—-VARDOLD BB S iz A
- PERE. BERBIC X AEEGIRE RO TE Y. MMP3 B (254.1ng/ml) #FEEL T/,
ABBIZLV 2k U7 LI, MMP3 OtiEX RO (150.3ng/ml). BHRERLE
Lzl X704 FOBEZRABL

(JIA AR L - E 2 A - Abek—BER)
Leucovorindmg/week, = # IE, betamethasone:0. bmg/day — H Ik, dexamethasone
palminate:2 . 5mg/2week —=H ik, PSL:15mg/day — 13mg/day | . FK506:6mg/day —
6mg/day. MTX:10mg/week — 10mg/week. AFEA I Ibuprofen200mg/day B

[Z%£]
Pk & B L, AT JIA Bzt 2 MTX HHAEIZEREICRES LTS, —F
LVHII LD L TE2EBRBEOHBETMTX OENRITT A2 BB ENEH, =
DEIZ2EFR IR T nI EPEV, MTX L ERBEAOBEFERIIBIT5ENS
LJUVENBRATOREL BT A M54, Bio, EEHA (Calcium folinate (folnic
acidLV). folic acid) DYFEZ B L , MTX A&7V AFERIEY) 2 3 B L 8IS
DE, BB LT T o720
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XV hLFE— FOBIFAEER SNABMKRMEICERICE> 258
IRMEBIEIRD—HI

REEFE LTV

Ol metl, B ¥, KM A, R & B0 56, A B A —5
bR A+ FRbE NER

EH G FEREBE R (sJIA) IMETAIC. MR, K5, B2 C2{E) KR
ThYy, FHHic~v s o7 7y - VERUERRE~NOBITEZ LITLIEREDAZ 2o
TWwd, BEATUA FRIZFLE LAEEMTONT w225 EEFID LIZLITRER
SNha, G4 sJIA OBMERELTAY PLFL—F MTX) 2HHL. 0O
BIERLEZ ONAHMERBARICERICE>ERERBRLI-OTCHET 5, EHIX
BHE12EOKTE, P 144E4 A0 6 BB SJIA 2BE L. FMES JICMEREAER
Bolo, A704 F2RAVAEEREZZT . AFEI0 FCBEERRL, KEREHFEREL
fofed A7 04 FIOVAEERZZ, MTX 10 mg/ BOWR GAEHK) &, EBREH 10
mg/ 73 2 BEHWRHBE I, BEEOTL FZUoy (PSL) &4 IIRE IS
7.7 mg/ B (0.19 mg/kg) DT ETHET S LIEROBIL 2D FRISELILA
10 B. BREERAEH: L CRP 3.80 mg/dl. WBC 7410 /mm3¥ £5ERGOBEE FH
RO/ H PSLSEE SN, MTX PEER P HERERAR. EREHFEH—H
PIRICEE SN, 12 B 15 HiCIZBIEAERI32LE L CRP (KT LA, AMmBkEss
2300 /mmiz@WA L7ze 20 1 BB D QmMREEREN EV720, MTX 4710 mg
265 mg/ BICHE S, 12 A 22 B, BHMmMEREUE 7290 /mm® & BEE% 32D, L
WOERD Lol FOBRMEFROEACLCRP D LF IR, EFKITEI RIS
PSL A5, [RI4E 8 RIC MTX 45, FMIBFE2ACA 7/ a 7z ik ans, BELE
THREIZ, BEFMRLEEL TvwWh, MTX, EESXORBEFEESEILL DVEHES
OEMERBAPHEAL., REFN LYy M &L LTRSS 2,
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BREIC KD 2RFRIHETZR T UKREMS T ZE U e B S FIERS
Bk BRSO —B) |

OBK Fael, Ak mel, Al L, ok A2 W) =8
SR RE B NRRE., bR Y= vy

BEF] 78 2 BRRE] FRI1ITEIAE 4R LHYEFREROFLMASERIEL.
EERFERIE @G L T2 2SEREEE T F4F 11 BIGEERAEGR L 72 BE
REL 0. M ERER - BILBRE - AN - FrENE - BNEZEO7, I
BEMEMITL, 7OV ER. 27094 FRBRICTERZT> TWA2ROET IR
HETL. BBPELRBEEOTENKFIR Y D/, Fl 184 5 Al Uk#HN%2
otz [BB] UMEF2E. EFBEEICER - 2823 ), TEhRidEh 30 25 90
B, BE&EL >~ 72 BT erosion 887, TOMOEEBICEEFRRRED -7,
RF. ANA 3322 TH - 7245, MMP-3 7% 180ng/ml L BETH b . BFEEHEREE
MEVHEEEIEZI L, A7 F, XM bLEY—, A 77072 ORI THE
B Fm. BETRERIIEACSE L, AL BEE e LB 10 B2 5 1508, L >
PV EAHESRDO TS, BERIZATIA FEBRZHR L T—BYEENTH -
22600, T 19 E 7T AEICHEROBAESE., 2B B8NET % %7 LAK&EKS]
WziTo7z. MEREEHNEDLD, L—F—{B+RF LTV, [BE] SRE&Z~ L
MHEREFATREL., [ELRHETL E - L EERERTEH AL EEREO—F)
rREBRL. BERMICH: ABE K THEEI erosion 2 O 7BA. BETOER Rk
T LEET X2 TLEZ LN THH, REFTIHER - Ly M ricE@Em 2
RL7e AR TIREBADHFZVALHI TRV 5L, BETEHRFIRIC DA THN
WD, IMEEREELEOLEICIZAS 22 EEERS 2 T BESRSERMR
R SHIIE(LEFSH L LEZ b, SREFHERIEEZELZICbP0b ST,
HABEOSHM 2 EEA LN, ZORRIIOWTLHETERT 5,
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Ro077—-VRELERBZREL . BERZROEVERREFHRR
MHEREERRDEED N 1 61

stk Eugit
OfkE KRiE. §H %
HARRTFHAMRLER L ¥ — AER

BEF) 2864 AR [E5F] B8 [REE] BUROKA MCLS 0BR#EH 1 [BEEE]
MEEDE 1 Fo 3681 B 2421g THAE, & - BHFIXIEFE [FAWE] 200845 8 24
BoR88 %D, 2T HERZZ. 29 HE2PHRT 2720 ARE 2o/, BEHIIH
236 EE. WIS EZBLLIMWERTH o720 [AERFRENR] WBC 15600/ul,
Hb 11.6g/dl, Plt 17.5/ul, CRP 9.49mg/dl, AST 84IU/1, ALT 13IU/I, LD 7741U/l,
[Z8] BEMICIIRERRERD I UNFRIZZ Lol TYES) V- ANNT S
AOBERFo20MREET, 6 A28 (10%H) IEGREARLE (B2, 8%, B3R
B 3#E) L LTy Fury riE®E (lg/ke/day2days) & 7 A ¥ ) Y AR
(30mg/kg/day) ®1T» 7o 4 HiZ CRP 6.72mg/dl. Ferritin 6335ng/ml. ESR 154/1h
Th ) &R REFEHERTEEG & (S-JIA) F5Ebh i), BRAORBIRED Zd o7,
FOBRIERSHMEREFNEZER L VR L 07, 10 BiZid CRP 2.27mg/dl &
ol IL2 L7y —Hifk 24370/ml, 7 304 F&EH A 360ug/ml L BETHY .
P CCP Hufk 0.9U/ml & f&fd. MMP-3 37.7ng/ml THh o7z 11 HASLFTaF b %
L&A, 122 0EME. BRI/ ESH R, 13 BIZ CRP 9.16mg/dl, Hb
9.2g/d], Pit 11.1/ul, D-dimer 17.79, AST 335IU/1, Ferritin 50213ng/mi, BMG(FR)
22511ug/l b, Frude ek L, w717 7 — VHHACEREE (MAS) % £\,
15 A0S 7 0K Y ERESESE, 7L FoVarygE ey v by oL
BEEITo 2. BRRE TR, MXEEREED P o7, COBROEBIIEFTI6
HifEE L CRPIZ 19 HICEMILL., Pltid 16 Hic7.3/ul L miBEMEEL 2V 19 BiZid
15.3/ul ¥ BIIE L 7-. PSL iR TH b, EBVCA-IgM IZBETH » 720 KEMIZH
BOATHERZEOLZ WD S JIA OFWMAEEIIUNTTELTEW - HEICERL
Foo TTOFLORIRASEIEEL ) MASERELZEEZLLND,
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No077=URELEREZESH UNBXRBEZHEL U ESRESF
PEVTREBIEN D 4 RSB RH

EE-SAl L
OWH &7, 2@ RE. L4 &2 EF B
LTEEE PO 7 LR R ST A R TR B

[iZ Codic] BEESREEHNA (JIA) O£HEZ, TR r 07 7 — ViFHLER
Hrefl., Bt RERX LI B L, S0, KL iZEAPIITIOT -
TEMHCREER 2 & 0F U MRl TRG L7282 BB L0 T, FOBBLZ70%
DEEZBIZOWTHRET 5,

Efl) 4 ZB1R

(RRAERE  FREEEE] $FRC<_&z &Rl

[F8] FR19F6 A28 ) B LBMEEEIRELAZ. 648 BEICAKRL
fzo BIMERE 12200/ul. CRP 21.3mg/dl. 7 = F 8760ng/ml TH Y. BB L RD,
EHRTIA LR SN/, 6 A1 B LY 7L F= 0y 2mg/kg/day BRiEHBLE &
. 6 A 13 BICSURNERE o7, BREMICIIFRATEFREBIIZEL TS, Bl
BREL 8200/u), IM/MEEL 30.7 77 /ul. CRP 6.93mg/dl, 7 x V¥ 3650ng/ml & #AL
R YUEEEICH - /2
6AWLBIEHEDTL F=V Oy 2RIEQOHAREICDVEZ/-LZH, RAERELY
BUREBL -,

6 A 18 B BIMEREL 4700/l M/DAREL 6.2 77 /ul. CRP 8.45mg/dl. AST 1499 IU/1.
ALT 811 TU/). LDH 3060 IU/l, 7 =" % 31582ng/mi. FDP 100.6ug/ml & MAS
DFBEE L 272D AT 94 N2V A#EE (mPSL 30mg/kg/day 3 HE) % B L 7o
6 H 20 H. HMmERL 5400/ul. CRP 2.06mg/dl, 7=V 9~ 80520ng/ml. AST 5850
10/1. ALT 3830 TU/l. LDH 10230 IU/l, FDP 97.6ug/ml & & S IZ/REANEST L7
B, Y7 UARY Y (CsA) OFekEE. VRILATF 04 FOFEEFHH LT3 HE o
WARHBEE T FME L 7. FORITIERICHEL /2, Bk, WEFT TERIZL ( CA
EATFOL FORBIBIERIZEA TN S,

(L - FR] A7V4 FigFIC L W BRMER TH o 7245, BELORRICEE L
EEREBEIIMASITERLAE MASORREBIEATUO A FAANVAEECHORIGLE
Mo 7zAs, MR, CsA BREE. VFRICATOA FEBEIED L. 251
JIA GEBEEERICIGEELBEFE L. EREBARBCERRLFEIROONEZ &
PEERZEINEFHTHLEELD,
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VYO N7 7 — VB LERE (BT L Ic 2 S IE R F ISR IERE N D82
BEME IL-18 {[EDOHEE

Liftre, Lh4eh

OEMN fmE. Al &8, 1LlF £&, Bm —k, /ity &2—
BINARE EFE NEEFFBE

EEREFUHERERE X (SJIA) O 1 RRBRENIAT AEEDROBIZEL LT, Wik
IL-18 fE % ELISA TillE LWEt L7,

1. . sJIA DS vr a7y —VEEALERE MASHWBITL:AD, A5U
£ RISV AEEE3 T —VE CYADREFT o720 A704 FINVAKRTERPOLE
BRUEF A A LD, MTX 2L I AREFRROUEZED /2, PSL 0.
8mg/kg/ BPIARERIZREE & b iomE# e 4 U7, MRI, BiE. BREEI HBET VR
ALBELTZA BBOBRRIZHREFRRDS sJIA OBREHM L, KEZ 2825
A7787 2 OREFRABLEE ZA UEBFALN . ATOA FOBENUTREIZR -
720 RGP HTPSL 0.15mg/kg HETREL. A 77072V OABEELT
Vh,

AR O I IL-18 fE1 284,86lpg/ml L BB BETH o /2H, AT 04 RISV A,
CYABRSBIZTRBIVET LA MTX O#B%S 10,000pg/ml L L4 #R L. B
i 35,235pg/ml T TLERE L7 4 7707 2 OBERH%IE 2,000pg/ml Btk T TR T
L. BESEL*FRL TS, (EFE{E 100 — 400pg/ml).

RIEF T AT TA F/VRE CyAFEETMASIZHE L 720 D% CyA. MTX
EDITREME R IR TOWAEIRIEH o 7228, MiF IL-18 12 L ARET TR & g 4
Mol A 77072 2RBEBRIRETAOWEIASLN, IL-18 HET L7z, sJIA
BIFAFEATOAL FHREAEE (NSAID) OFNBUEAHZHPEEFIZIZE LD THERT
Holre MET o+ 0 —d b AERK E ZAERERTRIZTE L TV 5725 IL-18 i 2,000pg/ml
BELERBLTEY., sJIADBRIC+HZEEILELEbN 2,
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EEEISFRERERN JIA 470 FIOBRKRFRE—MNREBMRERBABRITAS
FUMB)T—FZRAVTRAR

O%tf MT\. e EE. ARE MEL LB E—1. ik GEL G ST
Bk ATL RS Ul W Bl 4 Zzl 2B 22 A% mil
B i
IR BAREEFE/NEM. 2SR RERE, SHIBERFEFITEESR

(B8] AIFTH JIA RSB EA SN, BT MTX 2 EPFR8E) O HEISHH8
HEND L)oo, INLORRICHT A2 KBERERITbORL TRV, #2T
2005 £ L/MBERERE JIA ORBSENEIATRAZLIZEHIL, MMaF—
& R— A% FwT, JIA OFRBIGERIRE, RENETHE L. [HE] 2005 £0/)M8
=2 I JRA/JIA 2B L7 STR ERIBHEIC T RKFAEL KB L. [RE]JIA 470 BI(E
- 155:315, RHAEER 7.0/%. BEBEM S 28) 07— ¥ IUE I, HRESHE T,
EH R (sJIA) 41.7%. AV RAETE! (Oligo]IA) 20.2%. RF FptE%ZEAETE (RF+Poly]IA)
18.2%. RF &M 4 BE5 R (RF-Poly]IA) 13.7%. SEEEREERAEiZ 0%, BeftSER i E
BB 1.6% ThHolro BMEIFMERE LT, sJIA 187 I TIZZ%E 45.3%. 1% 9.9%.
207y —-VESHEBRET 7% DICS. 0% DBRIES 2PHAUHIILA LN,
OligoJIA Q0 FITIZ, REHIBEENFESPAUNIZ1.7%. BESTLE (BRI 6.3
FIZ17.2%I2A N, RESTERICEERLP#REL Tz b 0id, sJIA 58.2%.
Oligo 69.5%. RE+Poly 91.8%. RF-Poly 65.9% T& - 72, E&E 7% EEHiEEEE (Class
FEI/IV) i, sJIA T 7.2%. Oligo]JIA T 2.2%., RF+polyJIA T 6.6%. RF-polyJIA
T3.4% A b, BEEM A 704 F#E: sJIA Tid, REEE 48 6%. FEHEIF 17.1%.
HNRE 15. 7% 05 A 5Nz [BRLER]) DREUDAOZER Z2EL/METF— 5 21
JIA OFRMSEERET LD, BROBME & LB L T sJIA HHEDE . Oligo]IA D4
BAIE D o 7o BENYMEIR TId sJTIA TIZEME D 5 MAS % DIC 5, Oligo]JIA TiifE
BEEDIZAEINEREALNT, T/-ZHEHE JIA Tl RF AP EBEHBRETHRARRT
ThHY., sJIATIIAT O, FORBWEHAPMETH o720 2D L9 LEFTIE. £EHFH
A OGEADPKREF INERETHA S,
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NIVTORRIC K DFRIMEIL—T A, UL BEIMRBIL—TADREbN—
ZRH

ORENT %81, % mue, Bl E—. B K. & 72
WENBRT I L ERYE Yy — REDEH

EFN I3FLIR, BREBEETERIIBNTEZ. BEROREREIIL L, 1 %3+ A
&uﬂﬂﬁﬁio)t&bﬂm(ﬁﬁﬁﬁ TADPALEZEIT SN2, 5RERL DN T OBRNIRE.
07 £ 8 B THICAIBE B L /228, 2 EMIZ S THARM, 10 Az A E&EEK, AfRIET
B 10714 & 0 52, KB O H B, 10/16 87 E % 3. WBC5100/ml, CRP4.
84mg/dl. 1gG2855mg/dl. FZEHLE 5120 &, PLSS-AEBEETH - /2. 20OHLH
B, REEFRTA7:0., 10722 12 4ERBAZ2. FH AR, ZRd LA /) —HRPHEEE
W, 88, OMENERIEED Y, ARE BT37.8C. 28 KER, €80 FII—
TRIRRAL L 72 0.5~3cm DXLBESBIE. WHEHZERRL Y »/ EiRERR. FFIREEIE 2 L,

R - F—4»5SLE/ BRIV —TA, Yx—F VL UEEE, BHNELN - T A% 5
bIh, VroF 7Rl a7 ARREORRELCERB L, I /<94 AREH
WG L7 FOBABIZEA (ZERER. MRS 3 B BICiE 36T HICHEE L7255,
/A ARFIERTICHE USRS, DB, S0 T 0 EE. EER. ML
Bol, AKIS HEIWEDOIRABI & h FFEARMT L7z, 38, BBCmZ. A
B2 16 H BIZIZAEZEE) 1 fOlER - . Ak 18 HEB 25 I3mEINBEEMERO B
BREVBB LU, VT OBRIC L AEREN— T ZAOTMEER 2% 2, WK EEERTRY
AONGWI AL ET, ARR2ZBBA0 v FuBliRE kLA, AK25
HE LD 36T HIZHER L., AR /SEHER L EOERDEER L Thiodz, 2NV
TOEEhbEE Lo E. ABR40 B HIZER. EEEBORELRE CIIEERE IgG,
IgA, C3. Cla2*%Z 1. VbW 5 lupus band test BETH o7z, BRIV TR
FIEHLUIES CIEEERTH o720, BEHFERIZ 4 BRORES D FRROALIES
HEE, BAERBL -, & 1gG ME. BOPE FUBHME, $1 SS-A k. 1 SS-B dufk)
BERFEREL TS, NV TOEODLST BEETH o720 T/ HAFA ., VI
T—FAMEIVTNLEETH -7,



0-16

TMA L ERFERRRZE LI SLER!R

OfA &%£13, #m s+, Tk Byl ha BEL =@ BL H1 &2 & med
3 !
IRRER A ANERL, CREER A MRkt~ ¥ —. SBESWAERRE NER.
‘HuMATERERE AR

[FEBI] 14 s IB [ /R M8, BERK [RKE - BMEE] SesEEL [BRE] H20
£ 3 H 26 HAGMHERE. 29 H2 GREFENSER. 30 B-LBER. THREEIEE
L7z 4 Bl BMATBRFERRS. EREL2ZBQRE M/IMRBDOOAREE 25, R
B TEMBALAE, PLAsDNABELR EPLN—TAGREEHEN/ 4 ATH»S
AFNTVL Ry a vV A#EE (IVMP) 2T SN AAEER <. I HRRERKE
b s b, [ ARKIAE) SRR CEER - THREEBEHXEES 2D 5, BP
132/78. WBC 15320, RBC 328 /7 (##7rImEk+), Hb 9.8, PLT 7.4 5. CRP0.03.
PT 111%. aPTT 29.5. IgG 460, ferritin 344.76. it dsDNA $ifk 385.5, $L ssDNA $L
& 668.2, ANA 640 15, EEEHCIEREM%E, Upro 4 +. U-OB 3 +. —HRZEB
2055mg fEERL T — : WEHEE LA [ AREEER ] AREIMHFEAHE (DFPP), IVMP, ~
ISV, THYFA T, TUTIVHTE, FIRFIETHELITONSNERL, A
FE3A P LEMMBEL7HFF4T) ik 4BEHSAGEYNVE Y -LDH LR EM
INROFEBLZEL 1.27F7 /ul) #RO7E, TTP - ~%0) VREEM /MR AE & 5\
FTTEAY Y MR TV VEBHTASEEBIZ Lo/, 10 H BICER - EilkfE
ENHR, BEICTS 7 FHELSH. SEOCETIIN LEEZBEEEI Y fo—L
#1772 WELLZVEN - /AR L. FH/BROMERIC L 2 MRELY %
Z36BABI7—77) &5 %G O/MREDIELIZEEL 2. DFPP i3t
dsDNA SOz #E 22 H BIC—Fed k. RV 7 b 258G L7220 oG 3
B (98mg/dl) & EFRIETEEARBE L2204 BEICHIEL e 2HiT- 72 (38,45 HH)
K T oy FES VANV ABETHIREL 2P -BBRIE O HEIZI VY ¢
Fga L. DABITER L Twa (B4R REF). MRICESLCENTHIMAzED
THRET S,
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FFRERSTRELRY VIEERFERMEZESHULEZ2BEI VYT N=F
ADIMEFI

gl HALE
OfAx #—' Ml F—. Hib BT AT #F BH ZHl &k 8R!
FURTINEE ANERL CHV B NBREESRE LY s — BHR

[ixUoiz] €5M%1) 7= F—F A (systemic lupus erythematosus : SLE) i34 51
HIIEEY X TRARN L BCREREBE T, 25-50% IR ES, FFHEEEz2 0
HEBEEINTWS, LHAL. FEEEELHEERE T4 SLE BE0HRE R /7H
THbh, S, ASIFEEREZE#E LU TCSLE, 1Y VIBEMAERE (APS:
antiphospholipid syndrome) * BE L 7:— B2 RE L /2O THRET 5, [EFM] 12 %
TR, 2001 E 1 BN LN ERFEERD Y., 1 BREIOEESS. MERET CTHEIEE
EhIEH. FO2H%BLY BOSFEORMTED, 2HEEBRLEBRTH H LELZMA
Bto SAFT R TIIFERDARD Lz, MERE TIZ, AST/ALT : 123/179 TU/L. TP:
7.7g/di(yglb - 31.7%). IgG : 2547mg/dl. PUEEPLIK @ 640 15, B/HETL T 4 NV RZEE
Thole COBETIZSLE ZWER LK &, BORERIFLATE Y., £ 119%H
WCHFERET (B ISR ICREEB L IECRERITATEN L OIS ). £ 1277
B hAEREDER, £ 16WB L AEEBOENLS ML, HEHEE MRI T (58 185%A) L
b A VHBAERICT 7 FEE, GRER - LARMICERIBEEEZ RO 7. 8 10 FAE.
i AsDNA Fifk © 61 .8IU/ml & HHAL . Loz 2 — (& 199% ) COEBHEE L 8%, SLE
LR, FON—TATFATII PR TRHREERELTB) . APS A6 L
7:SLE EER LW, F20HWB LY A7 FAANVAKIT. APS IR L) (1
FEAL/ B)Bth. £8P, EFRICH7: 2B E T LOBRMBRE T & U/ GEH#E
B CRIR, FOBRE - ERBRIE Dol X704 F79V X8, PSL (40mg/day) «
3V ¥ v (150mg/day) B BRtE. 5 47 7% B B R HTT (WHO 448 Class2. &8 5.
RETRBERZ L) £ 124WHIZER, BE. LETOBERERT .. BiEEROERIT
BT A, HEEBICEREIZ v,
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IR SLE (CBIF DIV —T AR D—H)

dfatzd fneh

O8 K—, ELEB @i, AMH &, % BXKF. LE L. 5§ 500
RRH L REARRE NER

REFNE 14 s ictE, MARL VEREEEA A2, ¥ - REEEEA2, BB, £X%
ARBZZED. 13T AREL DES (BHERTEE) MWHIR LA, 1ZITARL Y
BRI 2 G L 78R TdH . PB. CBZ. VPA. ZNS. ZNS+PB ¢ ZE L. 4%
FRRIZIE PHT 38N L 720 HIEZKNORNIEAKRE T OB L Y EIEREHBEL
PHT 1k L 7225 Otk b PRI EBE AV 720 10 IRRHICBIET 2UER % v, /DR
SLE & liE# (BEAETFEH., 1985) £ Y SLE & ZHFL 720 FOBITEIRBEERH 1274
EROHBESFERL 272027084 NMEFE>TL L o7z, I3ERFICHEBRKAT
AL, AFNTLL POy - SV AEE (UT/7SOVAEE) 1 THEL 7. Higk
BAFOA Fid@nm Lk L Twi, 2oftioiRdir B & L -Ciddn SS-A. it SS-B it
HEHRBETH O, PiSmEitk, AN T A Y CUFIERETH - 7.
2006 £ 7 RICHERE. A, THOA-OBEOBBEHEE 2 ARRLA, WBC 4600/ul.
CRP 0.2mg/dl. #T dsDNA #tfk 23.8IU/1, CH50 15mg/dl, REHE (3+), EREBETTH
EREzRO 2207, BHE, MK, ERACERRCEREWIISEYT., BREE
CTTMJEK% NG SERICESERHRIGERERS (target sign) . BEILESL
RO, V=T ABEKEBE LI, TV F= Y 1. 3mg/kg/day BEIC TIEBERIAT
é%r&&%ﬁﬁ\a@$33m9metﬁttt . 2SIV AP (16mg/kg/day) % 1
7 =T, BERPIERBIWEL 2, 208#,. 7L F=vo Yy 0.8mg/kg/day NAR F
T LB 24 W H 12 BRE L 726
N— T AL SLE OMERICERT 2EOEEBE AL EL LR TVWE, EECTHRE
T, BEREE. target sign. BELE. BEENLED) oM. 7 OB R %58
ETh, SMEELELLEENLBLIERTHY . SLE BAZOBER TIRENRKED—
DELTNV—TRABREZLI DRI LEbN, BEEIXAFOA FAORIGHEIFE X
NAHEN, FEITEATL FovaryCRBRZLL, SVAEEIERD L 2. A OR
BRFERENLD AEHAOBEIITILEALEONT, IMFMEEL SO THRE L.
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Selective IgA deficiency. TAhHAZGHU YO ELRIC SLE & H
ELUET1H

ORE =%, ®il TETF. A BAK. WE B, 25 5
HaAKZE EEE HRF

[ix C®i2] Selective IgA deficiency (&, /DE TR TADPART LIV F—EKE, AT
BRBERZEEZEH L. I8 VEEBTADADEEENEV:, LiL, ¥y
VHEWZ SLE & LomEIXIZE A EL Vv, Selective IgA deficiency. TAPAEZE
LAY VELRIC, 16 BEICSLE2RELL 1A BB L0 THRET %, [F
Bl] WHHEOIEE SR THAE L7z BT T 2] trisomy DB 2 FIFTws, 128
BHCROEZEFEHE, FOBLERL TEELED. WEKRELR LS TAPA (B
BEHREME) 2B L7z, MTAPAEAED) RS LA PEEBIIEEET, 236
H#EE A~5F) #1753 1~ 20 BOREHEETH 72, AED Bta% 146+ B
BlcomofEsro 7Y v Ig) #AEL, 1gG1737mg/dl, IgAl2mg/dl, IgM53md/di.
ZDHB IgAIIS LUTFH S 2mg/dl #FH LT\ 5, 16 @Bz, BRI, 8. W
%, BMEZFDOAE. WBC 2,000, ANA 4+1280 f&L1 b #T ds-DNA Hifk 42.0IU/ml,
U ss-DNA 3T 1& 80. 1TU/ml, IgG 2,296mg/dl, IgA 6mg/dl, IgM 108mg/dl T -
720 SLE O WEEL AL SLE LBRIL., L Fovynary, 3vyYy ks
LTHRBRRE %2 o 72 BHIM IgA KT & XM SLE 28\, TTEEE O H 5 AED
(PHT, ESM, ZNA) Z#HILZTET AL TAPARED IgA HOREBEL A LN o
2o TAPARKEE. 7L F2U O Y A0mg EARGFIZLWETIAON o, [
2] RIOREY —THIZHBET 51218 AED 12 X 2 EHME selective IgA deficiency-
EEMESLE £E 2 5N b, Lo UEAM IgA deficiency i2ER & 7% -7 AED » F 1k
THZEWENUEBT A LS, TBFESLEIZOWTH AED DZEE L X7
OA FORFIZENHETLI LSV, TAPARSLE ODFREREEZ 2D,
FRIERLE L, EMERRT S,
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IR IRESIER DS UL E#2T LTt SLE KT

Ol H21, ads merl, ARE AIEL RIS 2L BI% ML B AT
Fit L 7 el B RS B ST SR 2% R BN T E
AR doRl EERATAR NIRSAE . SRIRAAY ELR RREH.
SopnmntamiE ANRF

WA SEI Tl SLE (- BT 5 g5, Milgsk. BESER EOMREIIHEESS VA, IR
BEEHTCHLEENHTHY . SHICHBMOHRSIZV v, FIERICPFRFERIIZ LY
A mEBEE = B L7z [ES] 138 &7 [REE] BHREcES. [REE]
5ELEEDORER, BEESENH Y. ) 2K, IALEOREREDH ), [BURE] F
BI19ET7 B L CHEERESHER L EERER + =2, SLE WV T IRKEFEEE
»IENFL LIz, 9T EHORES, ORNELOHBR L, RiLEESS SLE LB S, B
. B, MEEEAEHE Lo %FBH AR L. AKE, 4 38C. BEAKS
LT A4 FigEndy, WEEECEERE, HmA Ao, REFERD
ZEBTHLMEFECEMET IR o7 RERRTRER 3+, WBC 2,200/ul. RBC
398 5 /ul. Plt 8.4 7 /ul. ESR 26 mm/hr, CRP 0.08 mg/dl. AST 129 IU/L. ALT
77 TU/L. LD 485 TU/L. KL-6 215. C3 16.0 mg/dl, C4 8.0 mg/dl. ¥EEHE 640
f&5. $L dsDNA ¥k 42.4 TU/ml. $LSSA Hifk (+). A NI 5 ) € HudE 17.1 U/ml
Tholze BERBRICEF X 2P o7, W X R TEHTHEOESHET. #HKLT,
MWER CT CHli FHEICEET A/MIRE 2880, Mifaim & #lr, m-PSL /v AHE
(30mg/kg/day) % 3 7 — VAT L7z, €BERIIZE. 5 X ROMKE S BE L7
MR T Class [la TH Y. FiHmE %2 SEEEIHE v L #IlT L Cyclophosphamide
7OV AR AT L, MEEEES EFbL. BREROERZ PSLBEF Th
%o [#%] /NESLE CORMBEDHEREILS ~ 67% L HMiE SN T 5705 MBMIEHT
FETEE 80% & BFEM 2 A HHRETh 5o AFICIEEEM, REHE. fine crackle, Bifl7: &
DHBERZE R X, WEFRROFMARRBIICERTH o 7o BAIR 2 FFIRZFREIR
RELELWHEMOSHEAES 70, BIETORTVWREHZIICIIVLETH S,
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ESREMEERZEL CNS IL—TXOIRH|

O%W M7, Wl #F. LE B AF 25
kAR R NEE

[iZFUic] 5T F< b —FR SLE) AHT 2T HAREZRZEETHY. Z

DEEERIIER TH B, 50 VIBERBEREL OBEEIHRESN TV 5, K4
X, SLE OFBPICH 2 THMEEH TRE L., ) VIREViAO LA %507 CNS v —
TAOERIZ, m-PSL/SWVAEEE Y 707+ A7 7 3 F2OVAEE IV-CY) ¥ BT
LEF2ERPEONLOTHRET S, UEM) 4RLB. RIEEL L TEIMERR,
AN — T ABR, BERILSHEIZ L Fymrd b, 11 SEICRE, BRAX. &
HEBREED. QMEREBA R iZEEBE, L DNA JkRBER &0 0 SLE L 2R L
2504 FEEZRBITL TV, UWBBIZSLFZ 7L F 4 2 v ARBICETH
%, ELTHOARHEESFHEL., R4 CESTEELTID -, ARBICEETREONN
VAL, ELEOBRKERES. S LTHEOBHET. VAFAIU72RD, BEK
IFE & $T ds-DNA b0 F R IIFEE CIx % (., 1V Y IBEHBE D lupus anticoagulant
(18.8s) MR, MCLILEK BEETHo7ze T/, FHPDIL-6 5% 18.4pg/ml &
FLTEYH., HETEEEEEPLRIE SPECT T25RMWIZ ARy PROMFET 252
Bz MO CT BIUMRI TCREZLFREAD L, o720, CNS M — T A L BBEHR
BEINTHRBZMY KR —LAPHBOLARETIEAD o7 ¥ VIBERBIERE
(APS) #&HF L72 CNS v — 7R L BMW, s LT, IV-CY (500mg/m?) & m-PSL
T2V A (B00mg) B2 7 —VEEITL, SUTREEF MY DA, JuFERA,
T—77) R L. BERG 1y ARRICGISEEETECRBEL. 87 ARAHE
FTCHRE LV, [FZ] SWICEIBEPIL-6 0 LBSEHTH 71225 KRV — A
PHifhé OBE I b o7, BEE LTIZIV-CY & m-PSL SV ABRENERTH -
Joo TLREFDOREBIZEIZH2BCRBEEREZTEOTEY., BREMKD SLE 2
SBEREREBEL TS, 41, SLE DBBRICES APS 2L 5 MBRERICTHHEE
THELENEH B,
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BRICHIT D SLE GHITIRO DR TR B LU RDEETFRICOVLTOME

OB &%, Wl METF. 4 BT, B #F, KFE E—. Hk ©H
SRR 2 REESI AR

[¥5] &8l x) < b—-FX (SLE) BKRBIZEWT, FEBEZORODEEREL
HirHhOBEOB AL OMENFEIN TV 5, FEITUKRD SLE & EIRO 5
BB ERORETFERCRETL. FEOEBCHARE L RO ETFR L OBEE v &5
L7zo 5% - HiEk] 1989 ~ 2006 4E 12 Y ke CHE L 72 SLE 84F 233 2o v T Fi3E
JEE% - MEFEB L UFEANEETAEZ (IUCGR) - FiERNV— T ADFEEFZ ZHHE
WRE L7 EICSLEBER 26 4%, AB:0~38 628, BE 48U EH
ABIZIEANA) — YRR ERSE, BEBIWXK-ABCLOERETLAAY PNy 7] —
FRHWTHEMESHEECFML /2. T/-BCEME Ui, $1SS-A. SS-B fiufk. #1
ds-DNA ¥ifk, LA VT4 ) EVdifk) ORIEEZITWRERE L OB EE BT L 72
(5 R] of Sk 233 BlIEFIGERN 31 .58 C, PHERAK I A4A, FYHELERS
2563g TH o720 BEREED 24.8%., KHEAEMSEIR 30.9%. IUGR 19.7% L FERT,
FERE - B BAETE 7 B, SAERNL— 7R 5 I3RS, SLE KR 26 &2 (58 16 %,
10 %) Tid. PubiiERME 1061, A LT+ ¥ o Hifkbit 8 4. IgE BiE% 4 $iz
B, FEEEIZ. A (8F)) - F3H MDI(Mental Development Index)95.8, Fi5
PDI{Psychomotor Development Index)94.6, ¥ Behavior Rating Scale59. B 3 (18
Bl) - FHERALETEE 103, POk R USSR 104, FIHOFRMULBEISE 104 £ WAEL D
EERZLEEHEBNTHY ., FEEELZW IR BIX R o /2, FLSS-A HABHR
FERCEHEREY  PEFKEPBEETIUGR b EXRTH Y, BERETIIHERLE - 7
HALERIE R ASEM B RIB L L EEEENENEEILE, o7 1) VIREI AR
HIBTIZIUGR QEIENEEBICE P o PN BEREEEREEARIBEAEEZI R o 120
[£%] SLE 4R CIRREE - BIHAEGEIRSB L IUGR S IHIRTOME LR EH -
BERBUELEZ b, ROBEHFHE TR, £&FLEEHEERNOEE LR, i
U SS-A MR HEREIBORMEER V. PBHRAE - A VT4 ) ¥ U HiEBHEIE ¢l
SHEDEMR 2 MEFHEBHALELEZ G,
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FFICBITF 2/VR SLE DEFEmRIEE ZDFHRNDE{E—1995-2006 BE
OfkH B2, %4 T, Brh BATL BEE 211 o w2l 4] 522,
SH EEL ER 25T ME B2 &% T Ak BIE. W 2L

ME S I BT R BE
‘WIREKE BEEH AR, CHANRY vwF324 SLERES V- T,
SERE A EEH REEH

HRBRUOER @ F4 12LIETIC 1980 ~ 1994 £ AT OEEMBE > 52 L/2/NESLE D
RREL FHRERE L, F0OH. DNRSLE X ARREOERLIEEIGERL, ME
SLE i3 BHEEBANLERL Tnbd, #ZTHRED/NERSLE DRERFHOELL T HRET
Lo A HARYOFELS/NRY IFEBEEGODA U NN— 2RI SLERE SV —
TR, 1995 ~ 2006 E£EOMIIESZ L/ NESLE ORELEKE L. R 724
(B8 13, & 59 B1.) /B SLE ASh LB EF S N, BEEHIIE 11.7 % (5.9-15.
O5%) CTEHERIMIZS. 9F(1.4-12.44) Th ot WMRERTIIZER 75.0%. BERALTE
65.3%. MEREIR 56.9% A% . BWEIZISMEMERM 97.2%., $iL DNA JiikkEH
90.3%., XA AMUE 77.8% . BETCALHE 72.2% 2% o 12 BRIZZWIFEZ 38.9%. &8
BTEI.7T%A O, RIFER (BEH,SFEH 0.7 4F) Tl ClassI12.5%. Classll44.
6%, ClassIlI16.0%. ClasIV14.3%. ClassV12.5% TdH »72. F72. FOFH 3 EHIC
AT X472 2 B H OB EHCTIE ClasIV OSEEEIRBML T dh o7z CNS V- A1
IR 8.3% A LN, &8 TIE23.6% F THWIML 7z, MANT 1 4 ¥ VR
Bl 43.6% 1 ZA B N7zdY, ERIZ) VIEEVAEREL 2L 2501 8.3% A E
hrolze HETIEH 70% DAERF CREMFIZEHNHA S T\ 72 (mizoribine 40.3%.
azathioprine 33.3%. cyclosporine A23.6%. IVCY20.8%), m&ZZEZIE, ARG
B4 (SLEDAD B WEE D 12.9 5 4.4 ~ L4 L. Damage Index 12 0.7 THHE
D 0.6 EZELZ <L 80. 9% MW EMIKEE L MR L Tvi/ze 53R - 8TE (1980-1994) & &
B, MR SLE OF#HIZHEL TV D,
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PAPA (pyogenic sterile arthritis, pyoderma gangrenosum, and
acne) FEEREHEEDON—HI

O&F W7, Bl BT B B2, B AR, Wk BE 50 S&T. 4 B2,
% WK, WE BT
BIRTHILAE AR

(%3]

PAPA EBB I LIBHEEEMEE £, BEEBREE, 77 4% 3EMETLBCLE
EEHT, FREFFEREEERE LS, BEEEF PSTPIPI DEREIZL Y pyrin @
BERERE /- L. NALP 3 inflammasome * /L7 IL-13 A ORI RENRZ S &
ZZoNTVv5E, ZORTREOERBIIKEETES (FMF) Lo#Ensdhs, i
REIZ PAPA EBBENEDLON-—BI s 85T 5,

[REHI]

EFNIX 12EB 8. REEIL. BXF20BEL ) FROEE HY., UEOTLD 10 &EE
LV EFERE. MEOERNH B, B FHEHE L KFKHEE) T~ F LBHahT
vz,

SRR, B ORMBRIBE» S5 v, B, WEIWCIRE, B8, NFEREERYEL
oo BHMBEE BTSN, X704 FRIZRRLAS, MLVWEBLELEO 2D
ik Sz, Sl X VTR, 10 L D ARMEI L. E0H 2Ry
BO-OMMER &1 B LTS NPEMET, FEIRM ST s iz, BEA
H1{%id suppurative arthritis Tdh o720 FOBRAREH LI ET LEITAEEE LD, 12
RRRIZ YR EBASEZ U WEOBEOZHAZER, &0, RRATEIEEE.
MEZIC—E 7 a4 FRROBIRLZ 4D BEEREETH o 72, MERE TITFPERELD
HimEk#E% . CRP. MMP-3 O FR %7, BREBEHEN TCIIFTRIEE TR0k
RErBEHEIrEON, MEEBIBRETH- 72, BB, BEHRTE L ) PAPA EEHEIEE
b, A7) F 2 7(F5LALIAER REMRE QICERALYAEZTDT,
BEFBRETIZ PSTPIP] \mER W B o 7255, FMF OFEBEZTF MEFV ® E148Q
IREEESND Y, ME~NOBSPEDN,

[£%£]

Pyrin OEEERF I & 2 KEFIH OB & v 9 5T PAPA EER & FMF ORI
T2, BFRGIIELZ ) PAPA EEBEIIVEF U2 AT 0A FRIOEREIZZ Ly,
TNF EWER IL-1 L& 75 —EREOFNEPFRESINTED, SBREFIOERE S
6z HIREMIAVE IR S,
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RIFERAERETO—BEH

ONN 8. %% 125, BEE B A+E &
A E2H NEH

RFEMEGSERZIIHOCRKRERED—2T, EHXZERNEM CHRIRMEE. 3. B
M. BMIREAPEL S, CIAS1 B FERY AT A EROAEEREEREBTH L, AL
BIEFEELETAH CINCA EFEFER Muckle Wells SEEFICIL L TEELZEZ ONT
WAHH, 7I0—F—LVAZEo IS FETIEILZV, FEAXEIERF2HKRELEZ
LN RKEEERGEREO—BIRAZERL-OTHET S, EFIZ7r BER. £#
-4 RELIVERY F I b L BB EEFHERE L BHIC3BET L)Y —
FEEOBL B35 7 A0 AREEIZRELA-RIZIEERE XL O QERIBEEZICHN
7o XKBLYVEBEEASKRE R ETHERVE 248, THOELNE, EL25HR
SV FPLEENERL., BCHEOEHRBLIUE - £ - 8H - F - HEHOBEA T4
T EDEhot, REBTHAHRZII0AUEARBOERFELTEY, B
BRBUREE Y- R oTwh, BZIAR T, i, FBRICERBRESIZER
AONTZH, BERIZROTVWERVE) Thotz, BENL IAKERREEE I 2 <.,
MEERPTHEHEERKLAONT, MBRETIZEMPRERICOEHIIZ L,
SIL2R DL HAA S A, IL-18, TNF-a, IL-6 L EDOEEMYA A > OLR
EBLNL ot BMEXD . BIRIZAE 2ERBORKEERGERS L DU L 7275
SBREETH O DI EREOREZ R TEGTHREZTITFETH 5,
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mbkE R ERESED I PFAPA O 1 )

O Bl T A, BANl JRl # AL Bl B, mR L
BE k. 2R AN
U KRR S R B AT, T AME A B R

GEB 7 10 »ADBR, EFEMO ETES, (REE) B BHORBIIREkE
HMOBEEH Y, (BAE) KRREETIER, MICHRITREZ LA L. BRREB)3IR2
PRPLERETEDEL., COHME. RHRBRROBE THEEZ XS ST, 553
PARICEERRRRROZE CRBEN 2 1To 722, TOBROEBLBRYEL,
(B1&PTR) KiEi2 38.5 ~40.0CC, WL L VRO KRELEHBEOREL B, O
W7 75 RER) R EEREZZDLZ LI ol WINOGE S EEE L UIERRFT
RTREEZEDLd o7, (RERR) BHEE. MBRETEIDORKOES L
CRP D L&, RiXMEOTLEZ RO SROREEIZ TNF-a R IL-6 DEES2ZEDT.
BEHERECIRETRD o7z, (UHF) BBBFICIIMEEO®RS 21TV, 53 »H
FRICREEIER 217 o 7o WEBATR T, BEEFRRIZR L, By Yl @OBTR %
D, WALEBIIE—EFIHEREE- Tz, 77 10 7 BERIZ PFAPA X 2T
L. FE#EFIZ predonisolone (1.5mg/kg/day) #9%5 L. detidine (20mg/kg/day) %
B L7z (ER) RS EARNIITES53.8 HOBY TRALAD /-5 FHEOH
KEAZTFH 8 9 HTH Y . BREOEBIIEA L7225 FKERLERYRICIIEESRO N
T ofz. PFAPAERT L. BEMRE. 77y HOm%k, EEZK, IR »/3E@ix s
FRRE LTOSRUTOILGRICHFRT2EETH S, NETAHHERKIRETH Y,
A7 84 FARPERBHMSBRSHACPRAE LI 208 ESbRTW LY., &
BB IMEEINT VS, T/, HARERTALDIBHIIES L WVEFILEWEELS
N5, GBI EB LB ETRAICRERBEECBERLZ E0H 5455, OBENRBRE
PHORBRTEBDERTEF CTIIRELERTALEND 5,
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Periodic fever with Aphtous Pharyngitis and Adenitis (PFAPA)
EIREBEEEZ SN 2 PRF

ol kLoh
Ot BE, B E8L )IHE B i 8t
LES A RER NORERE. SRdkE B RENERE

[iZ U®iz] PFAPA AEMRERIE. FEAMSES. 7 7 M ORN%K, FEEE) o~ 738k, BEEEA
rEEREL, SBUTOAYBRIICEETAHEECZHECRERRKEBLERS L, v
FFEHM LR S TRy, SRk 415, PFAPA FEMEHO 20882 E8 L 70
Ty A b OBREEDTHRET S, VEFIL) 7TERBIE. 2BEHEIPSEL, 3~5
HE# 75 38 ~VCoOEE, QOWNE,. RHhoaE., B Y EENFOON, 4RE
I RBMBEN 1y BEL L2 BEBWTHEN SN, SERBICETR EERIZ. —28
KIBTHE T4 B EESREEICHBE L. SZBREERIES (PLEVA) LB
7o BEBARSIZIZ. CRP Bk, AMIEKINZ 2205 b, RF. SBECHECERES Y —
H—-bBETHY. BEREREELT TR T LR 2o/, MFE IgDESIEET
Holeo WHET T/ 7ANARBERAEZIIIEIIEBHETH - 72, BEERIZIZ. MF
sIL-2R. TNF-a. IL-18. IL-6 {3 L, IL-6 & sIL-2R (ZRIEHIIZ b =& ICiZIE#EE
¥, BETEEL TV, —F. IL4BEFERNTH -7, EB2] 3ZER, 2
BE»S 1y B4 ~5 RTS8 ~NWCOERERHRELBRIET 20, LF
IR E . WERER. 775 EOREX. Bhkog&E 2iH /245 BEY) U 3EEXR
LA TIE ed o7 BER. HE7 7/ 74 VARORNEIRVOBEMANLRIIE
WThot, BHEIZIZ. CRP B, HIMEKESZ 2053, RF RERBECHAOH
Bz, BEIANVARRETCHERZFREIBON P07z, BEBRETH. BEE
BT TRELTZOR o770 BHEIC, sIL-2R, IL-6 & IL-18 & ME % R L 7295,
TNF-a & IL-4 ZIEEEBRTH -7 [ER] PFAPAEREIZ, HOTO®RENS 204F
PEDBEEBLE WERZIZABRBETCORMEIZR Vv, 4 OES T D,
pro-inflammatory cytokine D& L & anti-inflammatory cytokine D& T 23528 B,
Thi~Y 7 b LA-REORESERIN, T2 BEOSHEIFRIZRESINTYS
A5, PLEVA O&#Z I T T2 v, PFAPA EBEEEIL., FLARBIC B A REMSR
BOENZHE LTEETRERETH S,
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RERICBIFZRMERR. 77 5EOR%. IHIERS KUESEY >/ ) (B
(PFAPA) 21 FEfIDi&sd

ORM B, G 55T, BH k. LB 22, bk —k
BHKZE ANEHE

Periodic fever, aphthous stomatitis, pharyngitis, and cervical adenitis : PFAPA)
k. FEIEAMEZSE,. 77 YO, IBZRY) o SE. MHBEA R EAER Y L. 3-5 IR
TAHLEHCRERERTHL, RERICBWTPFAPA LZUFL7-ESICOWTRE L7,
EFFIRTC, 0 5 EMIC, BBHRERDS PFAPA EZW L7221 Bl 20tk E Ui, B
=129 THELERLDPo, BEEILVEZEZ SNRTVEY, BRI E
K EORREBRYBELIZLWHBIRBIIASNI, FHREFHIIIZ40A 8
ARA~TE) o RO Thomas 512 L ABMEETIIREERIISBELT CH B, £
NURBICREL TWE 500 26H o7, ERTIE, FICERERSE D, BBE
EORIEIE, F4 4 B8ThHo7. BERMBIZFEY 4.2 1-8) HTIEEAED 1AM
ATHolz, 777 HONKZEER) >/ 8% IWER / BRI, 21 F1 80%. 100%,
95% TH o7z WMERR CIE. FEROMEREILTFH 12.7 x 103 (8.4~ 19.2 x 103)
/ul T, HhEREVICBELESXH2500, BOEFBSHILWERTH 70 HIE
f CRP O/ EEIZF96.77 (0.5~ 18.8) mg/dl T, FEED LR TH - 72, _IgD i3F
3#15.9 (< 0.3~49-8) mg/dl TH h ., 40% TLABH SN0 FEROIF O K
BR7EICR LTI, 7L R0 Y 0.3~ 0.5mg/kg DEED L < i 2 BOROHE
STHRPBON, YAFVVEHKREL.S5BATEN TH o7 QBIE T RtA
ER)o 72, 2HIRMBHEIT VAR TH o7 PFAPA BHLER Tz WEE2
Lb, BEEHEYEL, RIEEOORRE, BEHY) v /38%, WEEX (/ BHE) A5
NAHEFTIIRBILBL LEND L, BEROXTOAL NRE, Y AF TV OFHRS
FHBRAERFDNE o /. BRERSHF/TE, FRIELBMRIFTCIES 245, A
DREBDHH1-OHEEFIXEZE L) A2KRBTH L, 200, BERBIUREE
D QOL ZRD &) RGEFAH L RIEL R L TRODLLENS 5,
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EFE SRR DO CEBREBNICHE SERAFHRAEL . BInFEED
SEFEYILOA R—U R 2B NIEZIRGI
OL% AT B 22, B BT BAE BAS

RN ERS SRR MR HEEAS ESE MR-

SpERkE KR EEFIRR SRR

LIUDIIEERI VI F—T A 4 BUTOAYBICRIEL ., WEREZEH T,
B, 7T NUEA, BT 3EMETARETH L. SREbNMLIIE, HEEMEER
WA % (LHEESRE) L LTRBABETTHo 16 BT B EE 7T FYBELLEEL,
BIEFRECEFEINVIA -V ALHHL-Pl e R L7, BROBERI TR LML
BB 3EHO) LbORERRRAELSNT, TFUVREAD I7TREPRZVELHENN
FARBTH L, FRBOBKEROZHELZBRHATLIZATHIEELENTH Y.,
JIA L OENOEER »HEBRIEONHATLH L0 BET S, EAHILED
"R, FRIIEEE, BHER, 2. TROE» LA EHSAEICBIENA S, FE
T 2 ~ 3RIEERBERE DT Tz ORI AL EREMEES FINEE. G IERIHE ih
FIEARSNA L3R I EoL 2Ll L EHEOER - 2R & £5EFT R (CRP4.
Img/dl) 22 L. JIA L 2Hrsh. BRHEA AR, BEFTRIIEHLIMIRE - BEiX
7 Lo MR T3 WBC9000/.1 (st 3, seg 63), CRP 15.65mg/dl, IgG 2569mg/dl,
RA test (), RF 1 IU/ml, ¥iBIE OB TH o720 AT FIOVAEERE, MAP
BT U TERICA o720 1D ERFICERELEZRICBRL THLIE, 7L F2210
~13mg/ HTEERTH -7z, 2007HF 2 8 (165%) L0 ABRICT FYBEEEALR,
PN F—L Ao TRETREERIT> 720 NOD2 45F12 RoS7C DER % DT
SWIE T [ERIEHITH D IEMER JIA & L-TEEL TEERMD, BEHIC
o THEELLT FUBERZRIZEEDZES DWW & T, FRMAIE JIA TR X D iE
BRVEENLETHL LB,
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EFEYILIA F—VRACBIIRP ~BFIEITRIEREEN S DR

Ol HE. i 812 FIK BAL Hh 2 Eh &7 AHE 5
e A BB L. Am Bl TR BEL R BEL o st
IHE A KEk BEEMRH 38N, 2HETHIERY ¥ P RHERE eE,
SR B R ARE ERFESTEH NNEREERES

EEBETALIAL F—3 R (LT EOS) & Z0ORERERTHL 75 v iEERE (LT BS)
. BEER - BEER - BEREEIHMETIEH5MLAENRAFEMRETH L, 2
NOHDOEEVBEEERE NOD2 BEFER LV ) ABOBRCHER 2 FH o 2R —DK
BTHrI iR L TR, BATHBEEEHT OFROEF SR OD o T 5
EHERICZ L L, EROEFTH—RERLH,TSH5E BS/EQS i3, FEESHICES T TIC
ZLOFEREEL. FRPHEEIMBEOERZ T TICAZ TV 2855, & DiTig
HRE L L VS EIEA S, RF BELSHEHE (RF(-) poly) HFEMFRMMEE L (LIT
JIA) L LTREBBRBEINTV L7 —APE . EIR TADHZEROFF 2 IIBNTYH
RF(-) poly JIA O#ERER L L TBS/EOS BT 6N T 5, LAL, IheDER
FHMICRET L TASL L, MEERLRARD L2 VIEITLTCERLRL. BELDITE
BRI JIAD L) 2% L 2EFLFEL. 288 JIA OoFYEREE LTS BS/EOS
PERTHVENHLEEZ L, £FEJIA L SBEEHE JIACBVWTHIL6 LT
A THL M)A TOEDERIIAE S, BELMBHICY- T HEE
REBWMIERENTV S, JIA OENESEL LTHOBS/EOS LI EET. 53 Tk
ENBZ D holz [BB] RSV M eflo TEFRTRB L U CHHEEZ ML /-
Vo (RFEIFFFEE  SEME<HRLERKREEFH > #EEE <TFEXEAFERES
BFZeR g Rl 28 =E >) |
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EEMYI T R=Y A& TSUEIRE | RBAB—ORBEICDWVT

OffE ALl 2, B FEL. /AE BAL 22 5, M5 Bat
I RESWER SENER%, MEHIERY ¥ —hRHmREFE /NNER,
LB Rk REE . T EAEAEEEEHRE LN

NI F=V AOEERIE, 1S HEROEE P L OEFIHFEICHT 5, SBBFEL Y $TIZ
A VIIEEICHFBUWREZ R TARETH LI LRI N TVD, /NEILE
WCIE, IAHBRELFERREL VI B ONICERIER - B8P RL2 5 Z00mA
BHDHIEN Y HRPIEE DT TIMON T, Thbh, BEIRALFEOR
B&2 RO L. BiEL [HEEYVaA F—2 A (BEOS)| EFHEh. FKE - BBE -
BAEEL M) TAETHLHEURAFERERTHY ., BAY VI F-Y AIBEEC
P N L WEMERF ) »3EERE (BHL) e wBESEgE 3hTwb, —7 . EOS
EFDRRFERTH D 77 VEEF BN E b ICHAESE NOD2 EEFER LW
IRBOBIEHERLZ R A —OEETH S I LAHL IR - TUR, WEK—D
BENBET-oTVE, £OERELTE, §ETH4OBRPHTEbNRTW/A-EOS &
BS # O — L& 2T CRBMSE PN BT ALV BERE VIS F—
VALV XFERREGIOWNET LI BEREDHSH EEbS, 20071 FOXKEZH
L& L-EERRAEOEHSE C. Rose 5 id Pediatric Granulomatous Arthritis (PGA) & I
RIERREL TS, ZOR&IZ, 22T Sarcoid arthritis & L TRERLBEND - 72
ZEDPERLTCHTONAL ) THLEE, EFEERATH HIZ 25 5T arthritis A%
M SHMBE TS LT 2H|HAFBH D RIZRose 5HEN. LD BRLRHED
VER R TW5E, AR & LTid, CAPS (CIAS-1 associated periodic syndrome)
DLy, BERERETFTH2 NOD2 ICEAZHRAVBEYTE RV ? EEZ TV,
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Guillain-Barré fEREEE S U iz Henoch-Schonlein £5HiED—H)

13 A 4

OE#& EE HE WA, kH BRAL BFR AR, #L ER, WE KA
HAKZEZERTBHEE LV ERE HRBEZER

Henoch-Schonlein %35 (LITF HSP £ §72) i dRESENDERENER L EZZ bNL45EH
Ho/NIER T, BRERERER. BEER. BHER, BER, #&ERK2ES
¥THhb, 50413 Guillain-BarréfEFHEE (LUT GBS &4 5) # F4E L 72 HSP * #E&
L7z THET S, FEF] 3MOKB, AR 2AMBIIC EREREFHEREOBRT I H
A, ABESHEIL VO THREAHEL, AK2 Hajl i3 mAMEET 572085 -
BRITHEEEE 20 . BERERNEHIREHEROEVTAR S & o7 ABRBICIEHL: R
BOALNTW 72L& FE L. ARBOMERE., F7-BEEROERZ &
HREMERIIEESIN. ABSBE LYV EAE TROEK., WEHRORESHBEL 727
HHSP LB L. UEIZSERTOARERE o7z, EMFIEBBEREATTA NF
OFHAZL Y . BAIETER E BBIGHE LM, 20%LET - AITEEEREY
T, B EROREDLAONAL LR, BEES, WTRE, MEEELHRBLT
o 70, FHBEIHOET~EELHLPIIEoTE, SRHETEAGELED
EITE & HIT LT T 5 EBRERCHAEERE L CRTEBRIIFOBRT ~EER o

GBS #%tv», AROHHEICHEOESMAAE BEMELE : I/mm’, &N :

189mg/dl) #1872, GBS 2 & D HITHEE. HEEE, BREERKEZELTWEI L LY
AROSHEPSREI O 7Y VAREEY S HET o720 SRIZE DERRREE, REEE
JERIZEAIZHEL., T/AAKR 1 2ABIIEATEE. AR 2B EIZIEEERY A50)
BEd 2 NaRERE e o7 BAE 3 A EBIIIEITIREE 2o 700 AIRBEOMEREED S I
BHEIBRE SR T, BE, E8ERIEISEICEE L THEFNEEERI R,
72HSPZBE L TH 8 X MR FEROET IS BiZh7 )5 L -2 HSP O F# L
BROSHIEA LN T WV, [#38] HSP OBRER & LT GBS ORIE DS I
W Th B 0ONMPIERZINZ THET 2,
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EEMEAIIZ > e X504 RRIGEMENDO—H

OAKE ®iB. (8 BE. ME AET. B . 0 2, ik THE, AH M.
BJI| e
BHES TPmEe IER

FE#I] 3 2B [BRfEEE - RIRE) 4¥s0 v aFEL2 L [BHE] AR 10 AFids
THRIZIRWATEEDT 2 ~ 3R L. 37C~ 38C OR#MASEF L Tz, Al 2 HRETICIT
E%# L CFPN-PI ML SNABR L Tz, PRI D EEIROLE » 320 3 S BN
Ak otz [NERB] AKE:, BSEMEIC2 ~ 3cm DR TICEE» i 5K
HORBETH D, HEEAERETDH o 2o DREREER BRRIEE O TR, BCGEOHR
RIEFEBO Lol MBEHRAER R 12 WBC13. 800/ul (Neut49% Ly41%). CRPS6.
llmg/dl & REMBD LA 2FED Tz, FOMEMFERECTEFFRR*ZDH T,
Fib507mg/dl. TATSH.1lug/l. D ¥4 <— 1.6ng/ml * ME R —H—D LA EZFRD7 -,
7o R mMERT S CMK L0, OHEHROBEOERE FA B X UHES BB,
DEIHYWENOZEEBED WS 2000, HEEAHRELHE) MELE LTAKEY
H & % PSLlmg/kg/day W~ CHR GG L7z RGFABHECPIRAL, £EFOARED
WA L7z, PSLIZEN4 ARG L, REXTHIEROFBELRD T, AKIH
BBl & o7 BRER. BEIROIRERLHRE LOZIERT RIIHE T D245 MR
DEEL. F P H R ANCA, BEHE -7 A VABEREIZVWINORETH - 72
5O ERAERIT granulomatous  panniculitis Td 9, B ~/NIE I ZEEO M KR
ELfEoTwi [T L] 40 PSL ASEL L 7SR % - - MERDO—F % £
BL7:, MRVFRLTEY, SROBBEESLELEZZ LI,
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BMEMRIEC KD ZEICE > lt KBIIRRAEIREFD 1 6l

uh UEbE

kS hHa
O®m #H., BF =2
FREFERKE NEHR

LiUoi) NEOKEBRAEBERIINATH Y, SHICEHET L2 BB 0E I NE,
AE., MY RIEERS UL (sJIA) L2 S, HEERICEILEER,S
KENRSIEBEOZWICE -7 1 B2 &% L7 [ES] 13m0 B, Bl - g - B3
THEIE L. REFCOBEPFRELLOREICAR Lz, BROERO/:0HER MRI
ARAT L S ABEBEOMB 2B, EHICABEHBIHIE L, CRP B1E k.
MMP-3 O EMEAHIBE L-2 &0 6. sJIA BRI, MAPBEMRB I NS AL
PHEBIZSEAERE L, PSL 20mg/ HIZTERIZEE L. #D%. PSL DBES
RALD, RERCBIUEHGEERISHEEL 2. PSL 15 mg/ AWK TEKRNEE L.
ERIDPHBIGEREL., ER12AELSEEIEEL. XEHRIE/LAD,
EBREZPABIIBEOLOBARLE, ARBAC—A%OBMESERL. 5121
ZV-TNRFATFOYOBMEMPHHEL 2, MEDERENEICTE FTROAMEDR < .
BEEREBLUCTIZTC, ENEEIR, £HE TEIR. £ESREOHRE* 2D, K8
IRACTEMRBEL ZHL . PSL % 50 mg/ HIZHE L7, BOEREMEELZZ 522
Ehb, BREMNEEBRESMZETL, TMROXER I VNECEER 2.7, BE.
BIER 10 B TH LY, HRIZTPSL ORBEZITVOORBEEFTH 5, [EF] &
EBNZ, BIELS T sJIA L Z M SN MAP SBED BRI N T8 RO RGHE D BIF
EZVZhhol, MOEBCHRIE - REMEES L VIIEREREOEFULEL -/
ZEPOBFEOLODBARLA LA, BF - SMESRIE L. KREIRASEETEOSRT
WE o7z sJIA OFRIZEO—2 L L TOXRBRAEBHOEZEEAFER#H IN/,
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TTXKBIREAEIC &K DHREDTL TR L e XBiRNEREEO—F

H0 B Mesk 2. FRdE o
Ak EAZ INEF B2 @ EE W T O BE #A
Ve IR ST = & il BRA SRR, ﬁ%i: bl 0% 1 ﬂﬁi)ﬁ%ﬁ‘-ﬂ\

SERB Y bWk TR

Hr

i
O

[REAI] SEMIE 8 B iclE, 1AMB C MO BRIZHR A I FRENE(L L, WRE L&
REEL, BIEARE R o7 ATHREBETICHTIT I VP REENLN, T ay
7 EMFIRAENEIT L, DL I—FREPS0HEEVCTYRICHKRE L 2 o7, R,
F233 0 - K74 3274 6ug/kg/min 5T C. ALEMEZ 128/64 mmHg., £ LA
MmAE i 94/56 mmHg THh o720 THROMEZHERE TS » 72, MEKRZETIZ, CK
1392 U/L. CK-MB 31 U/L. AST 384 U/L, LDH 1284 U/L, Amy 268 U/L. Cre 1.
51 mg/dL. CRP 0.64 mg/dL, WBC 14300 /uL. PT-INR 3.42. APTT 53.6 #. D-
¥4 ~<— 4.8 ug/mL, BNP 3190 pg/mL. L = ¥ &% 54 ng/mL/hr TH o7 T
I—-37% v F—-B oA NVATEMIZRETH - 72, LERIIIEAEEKR TS Y, VI
CZAEPWE, I, I, aViBE U VO IZKHILL - THZZED T, (T I—BRET
SEENR E EEZREEOERALET (LVEF 0.24) #3207, &8 CT ICTKREIRS
A E D & BRI T TTITREIROMAEX B, LHAEESK, LHBETE
Ik, LBEREENAR LIS, MAIOBEIRE & B BIAREEET O IR SRR BIAR (= 5%/ ML
ROz, T KBRS EMVIE L OB EBIR I CEERE £ 320 72, Ao P ENR.
b THREESIAR B & R B REBROILERIZD S AT EEZ o, BEFY
77— T3 REIZTKRENR. S EFER. EBEFER. BEIHXENIRONE ST
MPHEPD BN, Thb ORI L REIRSIEREE & 2H L 72, RIEREMRIZ &R
%, GREEBIR—NEEER N A AWM HEIT SN, WEEBIEERFTH -4, ML
TR 24T o 7245, RS - £HEREK - BHE5FE - CERL - BEHE - HRELR L
DMPERIED ST, SEDY 3 v 7 EIFRAREFKERKBIEEFROWEEIRT
5)0 7":0

[Z8]) REFIIKEIIRSERREIZ L 2 TITRKBRHEZEOR R, BB OTAETHELL
b EEZ LN, TITRENRE X TEIHRKEIRDE/ME % middle aortic syndrome
EFERD, PR TOHEIFHTHY ., TET 5, '
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SRAMERE S SUIEMASROINEFRICREAHMZE X L. REKICKE)
IRAAEMREE & 2B L e 3 mBRH

FECH HANE

O &—1, #E #H=8% KE BRL AF #2455 B 257 T& B8
e B—?
T RmMEREE 7 LV E - BERRL ST RAFAFRESHER MRREE

FEFIL 3105 BOBIB, 7+ ABRCZESE 55 UMKRE) TRE L. EEEIRE HEF
BRIy (SRS ] 2 ENnN, A704 FEORSIZIHVEEL., 1HE 2+ BE
WIERERT L 2BIZZ2oTLENFITERS T, RELEME (CRP 0.7 - 2.9)
NBEL T 27 ABICEBOBEEIEL D720 [BMEREEid%] LB .
TV F=Zvnay (15mg/ H. & 11.3kg) L4 77072 VL L BEEZRGE LT
AHBEEEAREE L BDETHETEES o fze FR194 10 B 0 HiICEMDIm, E.l.
Mant % 32, BHICHZRAPET Lo TEH LEEREDERHI AR L2, ABRRE
FEIE. EIR 39. 1T, HERICZLAERTEIRBIZHIRI L o 7245, HHEELE
KAV Ly F—2a iZEETH o7 BEETIL fine crackles ¥R L 72, RE
FERIL, BIERE 19400, CRP 15.37 mg/dL. Sp02 93%. PT 81%. APTT 30.7 #b,
FDP 5ug/mL. Mizee vy UIXEEMNFHEMAE K (JIA) OBMEXHEE L. PSL T i
BO Tmg/ H& Y 20mg/ BIZHE L. viEE (ABPC 100mg/kg/ H) LEFE (Fi02
31%) #HH L7z ARYBOEICELEOBAETVRALED, FBEEIFL
7-HBAER CT 2 MIT LABBESIC MBI R L s TERFEZHIBRENGRE
L. ICUBHE o, BRICEIELEICKEIIR7-000, BEEFBIIXEDO L
WEETITHELRRE o/, BOEEZIITOERSEDLN -0, MEDOKREE
Bz RIEEE R CT angiography % % 1T L CAKEBIRBIEREE L B L 720
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iT=RMEEZSH L CES R SRERZIEO—ES

HEBO Fooz
OKB T, %8 £, 20 HE. L5 &5F
SWENERREERES Y ¥ — BRERER

o)
REMHEEHABA (MCTD) if Raynaud &, L Ul-RNP itk & R R E L.
EHHIT) T P -TR, SRUEHL - KEHR. REELEOEREHFEE>) v
FHEBTH L, RADEBIZBWT MCTD L IBMEGFROBRFZEREEZ S
T 5% (6 EEFEN 95%) MCTD EH&EATICHSIERE (PH) &6 2EE
RMOBERICHRSHEETHY, H5~10% L M|EINTWE, PHEREH L
MCTD O FZIEAR T, Fi 0.8 F & B THEEMIZEZRI - GOAETOFREIRE
ANTEY, SEEFEREH60% & &V, FE, PHEEHLABEADY v FER
EFCT LBERHP SO 70K 7 7 3 KOV AEE (IVCY BiE) BAILLYF
BUESHFINIMEPHRINE L)oo T
4, PH #&8 L72 MCTD LIBIZH L. 2504 KUV R, ZEA BB MEERHE
(DFPP) iz, IVCY BMELRIAL D HITL. BIFRERSBONERNEZRL -
DTHET %,

(=]
NEER: HI93 AEL VW EERE., RERAS D, 5 AICHIERS. BRmL s
Na, ZOZAHP5 ANA © 1280 1%, IgG : 285mg/dl & LR Z RS/, LiEs SFERE
LAEWTWZA, 9 AICHEh., VRl M., RE. V1 —ERHE L, ANA 5120
F‘ IgG : 57&3maidl_t%ﬁﬂictﬁﬁ%ﬂf_tb 10 B 4ki~gzfi & %2 o720 MCTD &

WS, T3~ T Pp/Ps0.6 & EH % PH O&H %8070 MCTD IZX 5 BEE L
LTAFNVTLRZY (mPSL) 7SWX 24ty b#ERBL, By /7)) VE (IgG:
6000mg/dl &) XL DFPP % 2 [EERM L 72 #DHEIVCY BELEAL . BHEI
JOPHHBRON 10 ARICEEERSGHIE, 12 AFKICEIVATF-TbFk L Lo,
MEREELLTTL F2 Y 20mg/day AR, 3 V'Y ¥ ¥ 150mg/day % B%E L 72,
IVCY3 BIfEfT%:88c & L, kTl 7 BEOIVCY Bk 5 & L7z, IVCY6 I B T3
FI7 L VF—ouaetkd ) x5 L2, H20.6 BBRECESL T TPHHEREYRDT
ITEIHIRRZ: CEIETE TV b,
FEEFICOEETOXMNEREL EOHRET 5,
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JIA — SLE OEHIT MTX =504 K+ REiNBISEESFH A TMEREIN
FIEOR L MEE=X L CRSHESHEBR OB R

O #A12, &g B &% BT2 s Bal A B, 44 B2 W 82
Lk ST ARl DIRE. ZRERFIERKFE NER. CHBERAFE NER

MCTD i1 SLE ® JIA OBEFRERZ THICHIET 5 2 LW TR, RESEN L T
fEErEEIIRSHNTETT 2 TERESER I TS, 40, JIA - SLE 2
THE L7 MCTD EFI0# 6 EROBEZIRVEN . ZOEHLERELTRIEL -0 T
HET 5,

FEBIE IR 10 %, BRE 16 ROBR. HFFWEEET EFICNZ, METEiRbRS 2
Dl BERRE Db oy s, REBIFEEIREZLEL, MEBRETIE
TLBEOREICY) v ET 215(< 25) HAEIAE x80(< x40) & BT R 2820 7,
FRAHET MRI i FRE B BEARORIEERTILER L1z JIA ABEE & ZH L NSAIDS
THBETHRD, 1 FORRTELBEB LR LELHEE &2k, MTX6mg /#HiZ A
T4 FAEFHTS S 1 ERME SN PEEBEHEEL o7

W54 2 E5%, BEmMAK., SHEE, LA/ —ERESESHIE., FiHE x1280. Sm
P4 177(< 7). SS-A Hifk :118(< 10)., SS-B Hifk :19.6(< 15), RNP Hifk :150(< 15)
. EAIE D £\ SLE E2HER I N, TV — T AE% (Class III) &
=7V EREE. BEL+ (BO)OP OABATRIZE N/, mPSL 7OV AEER, &
OAFTA FHEINZIZTI V)Y, CPM/SIVASHR. IRICCSAWKEE L. &1
EORBETHAEMIESLLUNEESSHE RAREELO-HOERLHITINA T
U4 FRIOBBEITThIz, L LL A/ —ERDHR, F8RREBISETL. CsA 2 b
MME ~OZEE, Vit.ERAERL 20 #BEHT 2 RER/EL, U1/ —EREH,
L 3ETHEE 5 H DIP M OO ENSOER LY K LRSS OUE * &EL2 < 3h
72o TDH%PCELEF (FSWEY) BEIZED VA 7 —ER, IBREEIIZHICKE
L7z —K. MEXRIIEOAT A FE + REIEIHI G TR L7222, BHEEAS
IFEFHORERCT TREEMER > ZED/, BHETHRELEIZ SN, FOFKETH
LE R ROEFRBEPVLEEE L SN,
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BEotESHEROBERICEZHREIVFVY M—FADZHBEEZ /L
161

Offa ®EL2, Il fishs, B AL, /) =2
LB AR AR LB MR LBk B - U o s - BkE

[#E]

BAMEEEHER (MCTD) C/RREBESE R, £8% ) 7<= b —F X (SLE) »Z

AL 1TRLRAZREBEL-OTHRET 2,
Eraizl)

BIRE 10 BB o eRE,. FIBOBEE - BB TREL. AR, N, BHOARB I
BEEBELED. LA/ —BE, gFr<r7a7y vE. kb 2,560 15 (BEREY) .
L RNP #ifkfB 7 & X b MCTD &2U L7z - OB A T/NE SLE ZHoF5] % (B
HBTRZEIE 1986 EE) D 3WEH R M- L T/, BRERZFRD 2D o728, P SS-A
AL Iy~ —-SEBEE., OF/PMEERAESE L Y EEME (Subelinical) ¥ = — 7 L
VEBROEHEZHT Lz, L FZv O Y (PSL) DRSS THMRMIGE £ DL, #
OMDOEIRE X UTHRERBE L ELPIIWE L, V1 / —HBHROAIBRFL-LOD,
PSL (Z#T L. 8 4 £HRICHFIE Lize 0%, ER, REREDE L IEL 2 TBD o
728, BRICEIMERS L O v SBREOmA % 320, SERICHEAE T - - HigdiEds
WERLRT I hol, PILE 225y A2 BB LABET, B EbWwE
OIERR - ERE R L7z, FRICESBEMES E L. ¥ DNA HifAE X U8 4§ DNA
kDL, NESLE ZOF5 |20 5EE %/ L7, PSL #ER L. Fig0E
IR - B ST & U208, KR MYE. T DNA $ifE. L A$E DNA Hifk i3 %A
Lo —IRBRETIREFMR*20T. BERTORBEBRMSIILV — 7 AE % WHO
FEOI AN Tholze TV EOBEMRS T, EfAMAEIXSE L.  DNA K
&8 L U8 DNA oA ETEN 2R L 72,

[#E3E

INBEARAED MCTD X, SLE ERE AR ET 52 D%/ SLE L SR s ni:
D, VZRIIZHERT®R T I TCOREREFRZEO VO, WORBLZUHTXN
HIZELHB, —FH. FEFIL MCTD L 2R, BEHRIERICEE 2RO o005 K
ERESEBLE EHIZBAL L, SLE OZWE#ELHI- L, FERZ# 25 LTHEYLS
B, IREEILIRE L NEEOBIRFBEE L E L SR,
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RRPOBIRFAREZ € L. —BiERY VIEERFEREEEZI SN
i1

wuEh PFL
O fwl'-2, &I -7
AT NER RIRRI AR NEA

[iZ U] LY VIR AEER (APS) 2 L 2B ED S £, MEMERENREIE

Z L, S0, HEEFLCERMAEEEZ XL, AV H) €A —BICEET
Holtzd. —@E APS LEZ S NAH/NERIZEER L2, VEF) 14REIR, BAEREI
TUNVF—HFEELETETWNB. RECBERCMBEER L, BIEL YV EEOEIET
»BHELABE. ARG EESPREL, ARETHIIEE. €XBRELEE TIIEH
IEBIAR T ASBHZEE L T\ 72, BEEE MRI-MRA CTHENICEERETLRMEETE X4 L.
LB, Lr2— - BT I— I EFN b ho . MEEETI., IIE - £ILERE
WEHIE% <. PT12.6 ¥, INR1.29, aPTT32.78, V—FTAT »F a7 75 v &k,
ANV A ¥ Bl [gG17.4U/ml, 1 B-GPL Hifkketd, ProteinC - SET %<, BB
Fazy y - @EPRELZECHAEIVWT RO EEIZRETH - /2, MBBHREE
5 HEERT 5. REOWEIER (. BEHR APS ICHE DHIM/MEIERERIZ L D8
AT, 27 RBICEMANV T A Y E o b BIEE L 72 [EE] &Flid APS 0
BIERE 2 BB I I3/ S e s, HIREIRFAZEREIC APS MBRORBRERESES L7
TEEMEASIEA S, EMRBO- OSBRI LR AEAOEBEIEEF NS,
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RREXEE 0157 ICLDHMEKBERICHEF L LBIERRAY VIEE R
{=8¥ (CAPS) O—fl

3 53
Ok TR, BPNT Bl AW f%
lgiRk2 EEEEMSe NEfE, 2&RERL ¥ — SEF

(Z L) HWEEKBE 0157 12 & 5 IR KO —EROAE G Ci& 14 R 5 iE &
B (HUS) MRETHIEMVMOENT VS, Z0 L) REFAOTTH) »IBENEIH
P& e H—EEHDER L, E microangiopathic APS (MAPS) & 9 Hri- 2 E B2 d
BEEIhWERBSRTVWSE, SRZE4 I REEREE 0157 12X 2 BmEXKBEICHES
L. 0% HUS & 2 2 72ER T, $PS/PT iR Bt & 2 b . REREFIR AR AE % & 6F
L7:CAPS O—ZIRHI % BB L -0 THRET 5, (EB) 1088, . BR. TH.
MECHEE. E3IWMBA LY FOM 25 SNAERIFIWEL, F4WMH L VERE R
V. E5HA /MR, BIEEL,. BFEEAEL L) ERNHAAKE R o7
BAEBIUURTRE L AEEEETTEBES - 2500 LPS LB HBETH D
0157 BgfE E 2T L /oo ABRGZRMFEEN Z 11 BEZHA D —H ZE 5 7 BMITL .
FI1SIHH L VHERARE, LEREFEMLEHEEDNE L. i 0157 BEguiE
(s L7z HUS £ Z 2 Tz, EREEFIRIGESSRIMSEZ 2O, A NTF
U ¥ iR R & UH PS/PT AR BETH D, 0157 BBEIZ RS L7z CAPS L 2#f
L7z MEEBEXITVEBIIERRZBBL T2, (F8) CAPS O 20% i3 K
ENFIEEELBEEZLSNTW D, Q157 BBEEEM T HUS OE#PBELTH S
A, CAPSOEHIERE LI VIRENA LT EOLRELITHILEND 5,
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BEMABROBRADIC Clostridium difficile IBXZESH L —H
OBIL B, 1% &', B Al MG BEL AT HAL KE fzl
i B
MBS B NER, ZEBRIE T o R R

[ixUoiz) BEMEARES (UC) OREPHFEICBL TRWI ARALA5% ., &E
MER. BEEF. BAAE,. BEREREL B4 2EBERFES L Tws LiEAlZ R
TWwa, SRFEALIE, UC D EHIZ Clostridium difficile B4 % &6 L -—f %z #%
BLA-OT, XBMPHZELMZ THRET A, [EF] 8% 88 B [k TH. m
£, 155 [BRAE] R 1946 ATFTHL Y ME - FHRISSHEL. BRET himmk Ak,
I ORFIM/MRE 5.8 7 & /MU EDH N, UCOBRHOL E, AFFT T
EIN, EREEL TV, BEICEVIF 2B LY SRR+ 0 —FTH -T2,
[BmRE] 9B 15 HE ) TH# - MfE - BESHE. ERZEFEL-0, 19 HioLRk
. BHARER o i, ARBROERET Clostridium difficile-toxin A {(+)
THot. [BREB) ABRIV VI Yy BOBS2EEGL. AV TV LII4D
FEEEXHRMESTEL -, JBE - TH - MERRAICEEL TV o7z, ARBIHRE X
7z Clostridium difficile —toxin A ¥ 1 AREZICIZEMHILL, 10/152/5ya~x A >
OS5 HIE, 10/19 B L 2 o720 [BER] REHMIZ. UC OERFIITH - MAE - 55
AHB L. E%#EIC T Clostridium difficile -toxin A 2B TH - 7-o ERKHIRETIZH
WEL EO®RSEZL, ATV VOARRL T, /2. RKBARERE CHBIETR
B AdFRo %o 720 BLEA 513 Clostridium difficile Bz &k b UC OB REVER SN
LREDEETELWVWY, Nravl v VyBOKRSOATERLPMIERB L UKREBEA
MEFMBLIBFE L2 & XD, Clostridium difficile B R E2ERL L 20 Tid % <.
Clostridium difficile B % FE L 7= 4 £z Sz, UC DEMICBWVTIE, THBHEE
{212 Clostridium difficile D#E L UETH 5,
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AYSY/4g5R(C CPK EBZR I UIEEEXBAND 1 TRH)

Ofi ERL px 248l 5E 511 =% il /ok Ml BE &%, BE &l
SOk B3, Ml BER2 AR AN
LESKFESENBE « SESRAEESINES. SR&IEEFE/NEAR

[#S) #AUEREREDIEMNMENER & L Tid, Ror0FEFRSES I L 5 FEIFHE X
NTVED, A FFVCREIZIIBEFNEZRD 5%V, —FT, BEERBRIHE
AIFNF—OREFIHTD S, FTrld, BEEABRITLTAYS YV 5D
CPK LR ## L. #AREEEZZBALEMNZERB L -0OTHET 2. [EF] BRI
11 ZLB. BERESABAMEEYABAIIH LT AT IV UyBLTS L F2vo v
ShiCUEGEGVTHOREER L. A5V VER5EIZ 2000 mg/ HTH -7,
CPK 116066 TU/LIZFTER L, MM 4 HEA 98% & S8 72, IHEH, K. &5\ MK 7%
EH A NVAEIREENT, EEHEOSHR R P JO-1 ik, §LDNA g2z &
OHCHERA SN oz, LEMEST-TELERLLY, L a—FRICEEY
BoOhrolze ATV VOBHWER EHEF L TS 2HELH, CRHEORFIIER
PIZTEE L. AT rdik 1y BBIZ, CPK O—BH2BRED LR #38H. 20
BOBEROEBETIZ. 77391 FOBRBEEE¥ ) HoERGE ., MERMRT HE
MOBAGEYRDHHN, MEBRBRORKEMRERIEZ ., BRIIGTENTH Y. Hg
CFORIEHBEHAMTE S, BEERBAOEERBLE LTk, BYERTOSMER
FRETH ), REBEWITIHEIT SN FOBROFREIRIBEESRHIT SN TV vEs
BCERS NS, AF TV VIIRT 20 VBRI B RSASB R R L7 [T 0] 2
SV VIZXAGBEORE A S X a2k, HHBOERFBRSHEOAELRBEHERD
BEhFOBEBENLZLOR, HOWVITRE - TUIVF L HEBENBELELSNED.
IS P TIIR V. A6, EEERBRICTAYS S VRS RICEBGRIR L 20
1 BHEREE L2 BEEITIE, AV IV VEHTET7LLEF-REHAERGEE
A X LS LR & HEH & i,
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RN R ICIER TR SN ESH L 1 6l

Fodel LhL

Otk 1E
ERdnimb DNER

(it Uoic] miBERTREHEHREE % (SNSpA) EaEHBESR (IBD) @ 10 ~ 30%
(Z. /2 IBDIZSNSpA O 5~ 10% 2T 5 & 3N T3, EFH 4L IBD (&8
L72SNSpA O 1 flzZEER L 72D THET 50
[ZEBI] 14 %3B 8
[E£8R] %2, TH. BEER
(FrE] BEEEREL

[(BwE] ABR2~3 AR C8RENHEA LA, 1 VAXBI»OKEETRE 2D,
FEh (38T) L BEEASAHE, BEL. BB, 55 EHHER, 3 A2 55KBE
BiERAHIE, AKRMHL D 39CEORBL Lo/ 0BALB+F2. AL

[B5E) iR 38.4T . 5 167cm. KE 45 kg EEM LD 5 kg B, BB L UG
ERMOER. EFEbY. FEHEDD. SEART, FERESE. K% L,

[Berr R
% : WBC 13590/uL. Hb 8.3 g/dL. ALB 3.1 g/dL. IgG 2719 mg/dL. CRP 19.9
mg/dL, SAA 1188.2 yg/dL. ESR 66 mm/lhr. RF 1.0 IU/mL, RAPA < 40 5.
ANA < 40 £, MMP-3 71. 6 ng/mL. IL-6 22. 6 pg/mL. TNF-a 15. 7 pg/mL.
sTNFR1 2950 pg/mL. HLA-B27 &tk
BEENZE MK - IL-6 104000 pg/mL, TNF-a 3.0 pg/mL. sTNFR1 11500 pg/mL
FEER US : BTG ER D & TR TRE (+++)

CF: ETREBEH» 5 SKEBIZ AT TUS A - Biih Y, —FiRBRRH Y
KGHRAEMPT R - REMREE. BENEE X URFEED D

MRI : HREBEEBRITSR & AREIERCEESRD Do T2WIIC THALGEE, &&
FEEB L ERETAEIHRICEBESES D

ARgRE 2 L

¥ (ME. SR, F. KBEBEREG - Br

(@) ABetk, MARE X LEIHE MEPM 2BE L7728 2A. ARBH WML 72,
BEREII4 -5 BORBTHUEL. THHEAIIHELH, 1H2~3EDK
ERABEEDIREL TS, BEEE. fIEEEL2~4 7 A0BBTYEL 2.

[&%] BEFEFTR £ ¥ indeterminate colitis, SNSpA L UL 72, MMEERSH. BE
ROWESFELON-Z D6, MSPOMBRENFEDRIEIIEE TS 2 TW/zol§E
WHdH 5, BAE. DMARDs DA TERIIZEL TV A, BRRIZIZEYZHRB O
BE5ErZRTALEVHHLEEDNS,
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REEDERTHDEDIEREORRET

AR A I

OER £&31, FE 23!, #1 #=El T4 Eil. F9 mEl 5 A%
M p—*
Lt K2 ESMRRE MRKGEE. U3/ X&dbs )=y s

ERLHY: V-7 LV ERKESS)ZHEEOVD EDILBERTWENFHITLN T
Do BHESS DBWIZIZ, BEEOLEEBEEABT LI LFLETHLY, BEEFEE
OERETWHEIZET 2 15H)1T Saxon test IV TOXLRE—R/HLDATH A, €2
T, BESSOBMNEEL L2 EFEOEEBEERET A1-010, BEEFEEOENR
SGWEERRE L, A XECLVAELTELBEREE BIH2AELL.D BR
SWE. 2) Saxon test. 3) HAF A+ OIWEEMHTL /2. T/, FHLTWAHEA
CEREERERICOVWTHEZICIAMBET o7 R SMEBEDH b, MHLHIOE
AL TWALO, SREEERD YV EEZ ORI T8 B BITER L
Lice TNFNOTFTAMOFHITD b oEHOBARERSWE 5.8 4.1 ml 2)
Saxon test 4.2 * 1.8 g/2min, 3) A7 A+ 22.2 £ 8.3 ml/10min THo7ze &F
AMEDEE, HIZILEREDON Lo, EB LT A MOFHE—ISD LIBAE
DSSDOEZWHEOREMEL BT L L, KELZEZIFEDON 2P o7, SEOKREH
Hit, PEETIIEAERUEEETHE VD Z L TR/ANGEMEIC 2 AAREHIME L Z 2
bz, SRIINZEETOREVLEELEZ 5,
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INARBRRREREORDEH ESEDERA

OZ% HMl. i SRl # 2L B BAT. B M. Bk Sl
FH 8Ll BIE Shxl R HE. B0 2l 2@ 2. LB ET.
FEE -EL E BT it BEEL Bk T
It/ NRRBRERLES Y ¥ — 31 KK, “EMEMS R RETES SR v—7

ANRBIEF I EMEPRICHEET 100 BT AL BEABSD R, EMESD VT &R,
BEFEHICELZ LN, BERKROEFIIKELFELZSE LTS, /2, AL
REZDOFELDRLRPFERLOREAR D IZCWERRO DS, WHO I [ 12
2T [ZRELAKY. BHORIRSELORETHY) ., BIZERTI - EIBBOERE
LawnZ & iy ] (WHOBERXLY) LERL TV, B bid, MNEBERO
F L EREN., RRAODER*ZFD., TLALEEX L 2EOFELREL. KERLH
KM LSO WP TEA I E#BRE LT, iRy 282 [/NEBERZH
KIKHHART vy 7ELTEMLze ZORYHAIIODOTE LD, FRESHEOEE
KOWTHRET S, NRBERRHS ., BR 154, B3l 20546 &, 25 #-HOBM
W otz 707 T 5L [FE] & (3] O 2MERE LA, B1IHETIE, FEBE
EEMPLE L -FBEIISML., BEIEMREOBEREF VW, E2HTIZ. AUKEE
b oFELFEL. BELY, AEE-TwWAZ R ERELAWV, BuiiF LA,
ZMLzFES, BeRRICT 27— b zfre, SEORYHAORRESHROFEL
RET L7z FEOBLPLE, [RROZEXERHO Do/ E, A6 RBo72]
[(EPDANDERZRITTL o7 ] R, BhHb [BILRABGTHIPEELAREEFL
BTETREP-Z]E UG THRTE AMESVTLNAFTRRVWE R OT, 40
MOFEEMBRLLTWADEARATERLBIZI oz ] [HORITTIT LV & EIFEET,
FLUEBEZ O OFEHEL, FERLTEREHLEZ ENTE TV, FELERED
BHIRBEOBRM L o7 E2 5, —F. [FRLG EOMBRFAIZHVTRLY] &,
FELVBEFETLRERPFER L L, I ESOBB RO L2EF BN, 0L RH
DA HIEHFICEEL, FEDEFRPEEIEZLIDICEFBLTWITE LI
TBLTWCLENEH LI ENRREEI N,
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WREOEARICEEDERYIFNEHEL-—BRHA(E 2 )

OXF THEL s BT Bk &2 &7 571 B 2. 8 =271, +77 Bl
w5 SETFL 4 Sl & BEL AR g2 BE BE
N N ]

B AE(SSo) ik, EHOBRMbE MEBE+ T LI 2HCRERRETH S, TLEE
fEariZ. M. HILE. . BETH ), RESEI/RTH 5. SSc OFBPITHEEDIER
HIFRE R LB BEERL-OTHET 5. 4. B, FR12F 98 X bk
OEBELZEE L. MRICT, EBAEKRL Y SSc LB S, RERICITEEERE &
JEERT 2 — TR E N2t BEECEABREIN TV, FHRISFE4L A
LR AR, ABREFE, H&E155.0 cm. FE 46.6 kg, BMI 19.4, & 5FEIZEEHA
T, #8232 EEEAL E BAEHE ., (NARER. PIEEE. BOEE* 97, Skin
Score i¥ 28/104 Th -7 HEELED, BEFRR TCIIAEN R A L. AST 196
U/l ALT 305 U/1.LDH 441 U/L, y-GTP 69 U/ & FFi%EREE % 826, TG 116 mg/dl.
T-Cho 246mg/dl & mHBIME % f26 77, ZIEBFIMAEIXIER Tdh o /5%, BOMEE R
Bx (75g-OGTT) Tid 2 B5RME 287 mg/dl L &M% /R L., THERREE 2307, FOd
AT R IERAAS M, BURIETE, BOBIRBOMMIL Y 0. BEOIEHERFEOFRRT
BHole MEBEIMNLTY2OFRAT77 3 FVAERE (IVCY) L3037 — VB
E7x2F0V (MMF) (ZXBEEZREL 2. BIIFAEESRMEIIS LT M aHx
VIMBILFNL, E¥IVE, YNV FEF IO VEBROKS L, EREFEICN L TY
ATV G T o . BRICLDIFREEE LMEEREIESLPICRE L
REFTIHBEEICL Y, BEREREELE L. BIRIED S EHEFAE R L, @t
BB L/ E L O, BRICH L TIVCY & MMF #5247, 851
RERHERF S & PR BB O L OIMERE R To 2 8 25, BUROME L & b I
RELMEREEOUF RO, S0 1 FHOEBRKICEFFMHET T - DFR%
HET 5,
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EE[CIREDEBVFHBIRBETRELA PRI YAS—E | iifizED 1
A4

(B 5
OFRH B=&E, AH &+, 28 ¥
FERIELFER 7TLLF—#H

[izLoiz] ML bRA V2T —EIHAE (Scl-70 Prik) (XGREE IS R 22 5 BIEHET
BTHbH, T /NROBEERHLRERTH Y FLBHREMNIZE 5120k, [FERF]
1R 22RAKE  [E5K] Fetonk, 26 [BEE] FRyx&2ezl [REE]
BEFRZ Lo SMOMIZTAPAD D, [BURE] 200618 1 & 240H). MFEELD
GREPHE, BUEMNMCHZ EFREFERVEE I I, iR, X5, YU
TNV, TREY) YORR IRNFKBICTHELZ, FE2 YR ARE RS, [A
BeRrERAE] BE 80.6 cm. £E 11.5 kg, iR 36.2TC . W/E 92/56. 318 PIP BHi &
HWRIZERL ., DIP HE & D EE~BEICER, LR%EM) 22 LKEH, 8o
—HRIEIRBE~BRICE D, BIBL L B RERIZER, Gottron &, ~7)
A ho—TE L, EEABE L, WESCE S22 L, [BERR] WBC 11,600, Hb
10.7. Plt 30.7 F. CK 45, Ald 4.6, CRP < 0.1. ESR 16 mm/hr. IgG 1189. C3
113.4, C4 15.5, CH50 34.5. RF < 5.0, HiBHifk 160 % (Ho & Nu). #i RNP ¥tk
etk EHEEIS <8, TAT ®/EMH 25.9, ¥ CL-28GPI &k, BE Xp -
DL I—RERELZ L, [B8) R, N0 VR EI TEE, BREOREREO—
WL &L 720 BiSRILED-03AETARE L., 4 BlcHRE LRI LA, B~
INFEIRETH o 72745, 2005 F 11 BIZEUFRBLOBREBRe RO/ ZOBOMK
B TH Scl-70 ¥ifkbatE (X7 ¥y u——ET 14, ELISA #T500 U/ml LA L) EHBFL
oo U, BAINRT, JEYFE—VORRET->TWA, [BbBIZ] £FI2BED
HOKHEEREE*RETAIH MRS VATV IHREBEOLBTH S, BELIRT
FIOYV — 1 — VIR & E/IH OEBER T EERD T 4, HEFS TIRHERE RE
BEITo TRV, GHRDEBRLEIIDWTEROITER WS &,
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Shulman EIREFD 1 H

Ofith 7. # %2, B BE. &F BT, Bk #E. 20 SHT. &) B2,
B R, BB R
BIRT A E2H MR

Shulman EREH (FEEIREHER) (2. NKOFMWLEBEL2EL, B5rro7)
VIME., FEEERIES # 300, WEMABFHIIUTARBEAY R TERTH L, 1974 F
{2 Shulman 23@1®O TEHRE U7z S0, 4 ORER TRE L 72/ NBH 2, HEFOLltaE
ErEO|RET S,

EFNT I4EBR. N2y v b R-AVEIZHTEL, HA ML -V 72 BENIZIT- T
Wiz, 0Oy Bk, TRIDEBE#ER D V2 - P TR ol £FRICAE—IC
fTo7-th. BROAESFRRT A7-O08EXH LBERISELN-, BEEEIROLLH,
TR OREMAIE., ) O EHER, BEER LD SLERY IV F—=L ABEZ 5
iz B X ARARAT I CRIFIER Y » 3ElEIR 2 82097, & ACE. V) V/F— AEIEE
T, HLds-DNA PufEbeiE, #1Sm ik, BEBEELROT, THORBEMR T
HETARETEERIZ IgG. C3DEFELRD-. BHERS )V FERFRERET A
BV, I VANT 7 EN) D ONREEIS IR I N, ERFEL AOLRHIBNE
nZZ L7,

WEIEER OB, B FEROBEEELBLIOF L PoEBOERERAS Y. B THIC
BT REET % BEAR A L7z RS - F - R OWEMREIRIIERE - 7248, FESER -
BRRHHILERE - HHETERO L olz. MBERETIE, FEBHNE, 5y7a07))
YIUAE, RILEDCTLESY) ., CKOBEFELERALMETNV RS -EOEEZFEDH, TH
MRI#&ZE T, W FROFHEIZ T2WI TRES. TIWIGA EETEZNR*ET LWHE%
o, FDG-PET CTHRETCHFIRMIC R L - ER R L GEERT T, ”E
M CHEEE & SEMERE 43207, DEX D, Shulman EERELZH L A570A4
Figg s EEMElctd 2 )5 —2a vy REE L.

Shulman FEFEEIL. FEBLLRASNGEEET 570, S MMEEAE L OENIREE
ieho AREFITIE, HEMLEEITR,S., L VIEROFELIRIHE D £ % 8\ MRI
BEZ BT LEICE -7 BIRPIAPRES I LRI o BSR4
Bo ATUA FAOFIHI BRI 2 L 55% (., #U2EEMREIC L 2220 - BEE
BEREELEZ SN,
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Inflammatory myofibroblastic tumor GRIEM{BEE) (ICHULVTREICH
3 IL-6 &/ & NF-«B &b osiaE

S el
OEE BEL BE a2, &) 8
IOk k¥k BEERFER NERSAT. IERERSE EXE HERLSRE ek

MARB, B, M/AKREN X ry<707) VHE*ETHFRICAKR L ARBEE
inflammatory myofibroblastic tumor (IMT. #EMEBIEE) O 4 FLBHMIIOWVWTE
SEE 2 6 BT L 72

BIROBRBPITFRIFPFERT, FRICHCZEBZ LB ZE L 72, IMTIZBT5E
REOBELHLMITLELD, 70—F 4 P2 M) —FHOTHRBMEBEZHIERD
nuclear factor-kappa B (NF-«B) EHELZHlE L. FAARIZMERSF A FAIA D
BIE % HEIT L 720 NF-«B EMALIZREM T ) v /SBREBEER ~ra 77—V TEDS
nize MEBFHT A PAH A& LT interleukin (IL) -2, IL-4, IL-6, IL-10, IL-12,
interferon-y, tumor necrosis factor-a Z#ll%E L7245, IL-6 DA FEZ R L 72, HEk
Bf, BEEEFL L ICIE IL-6. FIEMEAEIRD NF-«B {HEHELISIEBRICH L SEZRL

e :238.7 £ 34.5, HEHEE : 102.1 £ 53.7 pg/ml), MMiE [L-6 DB L 138612, FAgIM
HAZER D NF-xB iH LIS B BB MR T I U{RE (B8 CD4 T cells 24.4 = 5.
3. CD8 T cells 40.0 = 5.4, CD14 monocytes 22.1 £ 2.0, E#E . CD4 T cells 70.
0+1.3.CD8 T cells 84.0 = 5.1, CD14 monocytes 58.8 * 5.2 %) T. NF-«B &%
IEZ Wi+ 5 kBItL BRHFT 14 774 — F3y 7 BEIFHEE SN,

IMT TO{E IL-6 L& B L R MEZIKD NF-£B HHEILIZ 3 2 Wil & B R 2
REOEEIL, BRAE) BERESICBITAYA Fh A & NF-«B ESR{LOERES
Z2HLETEERZMATH %,
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RERR /SRR IC RETHERBE MR ESH U 1 SRE|

viLarth LwAvs

Oall JE—. BE #0H. &% £Z. R 2
WENEZZ COERE Y 5 — Bk

NBREBH %/ ERESK (DM/PM) E—RICA5F 04 FIREFEH L., BaAn M
BRMAOSHRIHTH S, S H, DM/PM (248 LG M0/ NBEI % 28 L 7-
DT, wET 5, P 10FH 8o EFF B2, HVET. WPIRESEERBEE, REE:
KA OHEETRE, LHHEHK, L, fXHPE TG MifE. XHFHEFE, X RA. BHRK
BE 2008 4 2 AR L W IO EEME L MEABHOAI - Hik. BOEREEBE, T
DOHDET 4RO, 3A LML YRS, PEHIZERRED VILE A, FHAM. BE
BHBEO-H. SIE~NER, MRI TRESEHEC T2 SEFHEE. HERTHERENYE
Zibo EWREKD Y. BERL P THIRBRSH D, BRMEHREL T4 ARG, S A
T4 K78V ABEER, HHOWELROH, HRBEROME»D, BERS
Bith. 5 ALBr6 273 AR) Y ESEBEIBENRBN TCTAILYRER. &k
BEBLAE : BT37.4C, SpOy 96% (02 2L/min), RR40, ZiiEH. REHRLEL L. LR
#EAR, £HMENZ coarse crackle. (LS 72 L. MMT 3G B, ZEMBEBERZ 4.
FOftE 4 +~ 5, THOEMNS RS OERES Y MEEE., RERGER, ST
IF-EBELE. HEZLEAELZL, EHE, BEREEE 2 L, KL-6 20201U/ml
SP-D 130IU/ml vWF &Y 446%DM/PM (21 5 BB G % & AT EOESN & W,
MECT Cidifite 2 { . MOMEE T2 55 F % M A MG % & 206 408|500 & 5
BiF®» 0, LT 2—TEF71%. BBELEESEML S ABDOF FIZ ICU ~iEf%, Lk
IR BT S, R EFMEANC 9 HBioMiARE AERER, idEd{botAa
PRRARETEREEMADOR R, FRAERELOFR, RENFIFECREZEL L.
RO EITO-0, W®EH 13 H TRkRESh, #5F  DM/PMIZFL. 25704
Feso2maxR) %8B LEBERICH-720, BREOEIT AWML ONE o7,
vWF OL PO MEAFEEIRIBEING,
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IR ORFRETIEZ S U 1B RIBERN T & 5 BB MEime 5l

by ELEB

Ome M, &8 K—12% Mk B
‘B EEERL 5 — BERRGER | HSBIAERE DR

EEAE (OM) BHERCER P LICBCRENBFICI > TREY E/TE&H
HEREBETHLH, BAFTIZ, LIEUITHESEMEZ o LRAEIIW - 2mEL TN
lZh bbb, 1997 Ei24T-7-8@FE 10 EMOERN 102 L0 EFEMEEH% (JDM) ER
DOETid. PUEIEEHERIL 3% TH 7205, K Jo-1l HiikiZef TREZ -7 2
DA HLEEMMEE G LESNIL 3.9% THRIBRZEO&MHMIZ 2oz DM Tid
WA DM G E SN2 ECHEOHBEE R, AL IZBLZ AWiEL LTEK
SLhABREPUELEZ L, EFMGHEEMEICHRBERELETRELSHL
12 B2 DM Fl. ABE3» AidSHEMAM #3320, BIETHEITA» SBAEE
Br) 5 bh—FRALBMENTLF= 10mg % 100 AMBRA L. LEL. HHE
T BEEE & D ICBYN L RO LURBAARE 2 o720 MRI TER A H KBRER
AR AHED., BHAWREBL7 VRS —¥RLRE L T2 &5 ]DM S0
77 LD U CPK Rl / RPIA OV VREBHEETH o720 ABKIZIECT
T, MARFOMERMELEZ RO, ARSEALAF AV T L F2 /Oy LR
(mPSLYEEZRB L LALAKR2HELSERE & b ICHET R T, BWHEOH
REEFAB L. HIRTEEII AR IEE F CILEE»SIHERICE L RRHEARFEY
2L/, mPSLEEIZIZ—-LHITL. 270X RY A (Cy-A) (2 & B REMEIE
ELARZEBHPORABE L2, ARIZEBBFTIZ, BORATFUA FOEHRBE D BHRIE
WM BN RIIELIIHF LA FO0RBUKLS LR LERSEDN/2/20., L
YFEFY (CY) NSWABERZHEH L. A DM Tid, EEME D 5 mPSL #iE
FOEMHENC L AEREEET AL THEBILEBRRBEINYET AL BREE LT
bo AJEBTIX DM (CH BRI & L HRSIE T &0 L2720, GHERE 2 B LA
Cy-A ZBIEL DS S CY 7SWVARMEFLEL Uiz, BRERE & b ICFREZS 6
EEET 5 JDM Tid. mPSL &E L RENHIFNC L ABEEHEELITV. A 721 FiF
EOWEELFEFTIZE 62 CY 7SV AEEDLER L RIS i,
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RS A St U Ic B R AR —JETHI & 776 —

LAt MPLAY

O MEL BH o Lal 12wl #E fE
DHLIREE R A BESEER /NREL, SHEH A EAEE LE

(EE] ZFEMREEHAIDM) ICH&EM & P) 2 &6 2803, BADBELRLY
HEHINRE INTVD, LELAEHLBEEEREORIZ, FEICEITERLFER
Blas A4 THEET S, REETIEIDMIZIP 28 L. FHROKEL B -7 2 EH
YEBRLUI-OTHRET 5. FEFI 1] 9RBE. FRI8F 10 H. ABH#L LTHELD
BAABL R, BB HHET., FRNLZEERUTVFS—YERSIZL ) IDM &
ZSHTL7zo AR L D OEEE., MAIREKEED, XF V7L F=vary (mPSL)/ SV
AFEE L mPSL WHRIZ X BB BB L7 H 15 BROKE HRCT Tl TME O
BESEELL. Y70 7+A 773 FAANVAIVCY)ERE, Y2 0AERY Y /%70
) AABREE LT LR EIIIFRAEIEITL, TR I9EL BICkES R, &
T X 2 Bt BRI diffuse alveolar damage TH - 70, [FEFI 2] 11 B, EhE 17
F£8H (10 LIRBLESHFPEH, EETHEZ?SZILIBRES.FEI0FH
REEHICAR. &B8TICHHETRETy POy #ESER L. IDM OZEE2 .
PSL PARGHEIZ CIERIZERL L 7278, PR ISES A, MEBMEEHBE R UBHEN & 22
o RIE12H X W EMZWASEIE L, P 1941 B, W3 HRCT 1 TR - Mg
BB/, KL-6MED 864U/ml Th ), IDMIZIP O&0F & LCHE%E 2 B. mPSL
RVAEEEBITL, 2O% mPSL AR E®IZY 2 0 4 AWNRT BE L7z, BEFS
#%2» BCHEHREIEBEEERL. KL-6MED 500 & F TERT L2245, BH O
HRCT CHi7-2BEBBRESEI L -2 a5, IVCY BELBIL7. FO®RIZNIER
BRI L BB 20 4E 2 Bl o MEMREITBEIL L KL-6E D EEILL 72, [#5]
RAE & Fi%IC, IDMICEBE L2 IP BT FRORLE A5 4 TOFESHEES L
770 IDMZEBBELZ-IPICHTBAY v ¥ — FRERERBELEINTB LT, SREF
DIFABACL D, BREETFRICETIRFAVEETH .
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#ANBIESHEFEMREHRICHT VY R4 FOZER

OB BT, fm ww? sk BT 2 22l B Akl 27 574
A L 4wl & R mm AT
Uk NER PR B SHIRFRRE MR

HFR AIKILABEFEEERG LA (DM I EBEMN LR LHROBERETER SN
3, BRAHOBCREERERETH L, AKRILPFEDH 0BIEHINL Z EPHL
NTHYH, LIFLERMEE 2 oTwb, M 145, B 4 FRIZHIKET. 58,
EEIZX ) IDM & 2. ARILOEEEE DM BIE 187 AR L VAo o, fhkid
ATa4 FEOFZEIZL ) BESy AUNIZERILE B0 AR{LIGETET,
OETIZHARL., BRLFHEOERE., B - TEgHRZ2 & /237X 9% >7. CRP b
EERFR L. AFLT LRIy - 2L ARY a7+ AT 73N, Y2
R vy THFAFL) R EPRALNID, E@THEL ERRB S SIERT L. A
RGBT OHRAL LAV o A 2 V7" 53, IL-6. TNF-a. IL-1 Bz &M%
EHT A A4 U EREEETHREBESN. COFB TR TNF EMETDH S
Etanercept %% 5-L7:& 2 5, HMIZERKOEIGIN R O, BB % & 25 HERA
L#s 2T TNF-a. IL-1 B DEERTTH A NF-£B OREERO®» 549 Fv 4
N 12 7B L2 ShETRERF 22 -BATOER - %k, EEBIXz Y b
O—NVEh, RERCODEHEIL LA, LAL. ) FeA FRAKI »r BEO
FDG-PET-CT TRETHIKILELIZERE LTHES ALN, ER VY F<A
Fi3 IDMZE8T 2 AKILICHR T 2 BRERADGICES TH B, BRO QOL Ol
PRI o720 PET-CT CRETAREMENDL LD, ) FoA FD
BB TR 2 WD, ETAHKILERIBE THRIRECRNE., BELLOEH
BRENOERBIEHRI DD 12 EZ RS,
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=i CRER U L BEMRBER 7 floiss

el a@h

O BT, I FOF. %) HoAER. TOH B0, WA 2. A S A
EWET T ELFER

[#BT] EFMERBHLI/NEICEET 2 BCRERREOP CHBRIEEYE T
BRIFE INTV LR, GREREOEFASBOONL, YL 2 10 FEMTE2
LTBIOEFEERB AT L. SCROZEZ DI THRET 5,

[X&EER] FRSELUE. EFETCEIRETS2 L 780RE, REERIT
Fgs5.2m CROA 9%4A). BR3IF., L8486l FEEKE LTIX, Gottron's
sign 4 1. heliotrope rash 3. WIAIH 4 Fl, ETHEEH 160, 20oMmOEZ 26, &
EMHEEDL 6/7THTCPK F/-7/7BITC7NFS5—F¥O LR #5877 CRPIZ&EHT
FEMETH 0., ESR Ui 3/5 ). Puikdufkid 3 Hlidets, 4 BT x40-x320 72 5725 Jo-1
e R ITER - 72, EEERIX S HITITh, RREEERBEOFE* 220 7 ER
2238, ER EROME BB OKEMROEE L2750 2872 - 72 BAEKIZ 3 HI
TN PHO PR REMIEBOERE 2D DF1HOATH 7. MRI X T2,
DWI W L 28552560 TRD, BMEMEMELT SO L 72 amyotrophic
dermatomyositis £ E 2 HNZBIDOAEETH o7 @B AB L. predonisolone 1.
5-2.0mg/kg/day DWW THEE E L7z, 3BT mPSL pulse EEL HITINTB Y, ¥
WIBEIRPIMETH o 72 2 Bk, CsA MR, endoxan pulse #ik. HD-1VIg, MTX %% ff
AL, APIRIBEESETH Y., 1 IEERO-ORH, MEMHEzEaH L1
A ETRE, ZRHRO 1FUIIERERETHYIBRED ARGET#REL T
5o

[Z2] 2704 FlIZTARPICRIG LRI TREF o7 — K. A7 04 FikiL
H2PNIZDOBROERICHIEIBTHY, SV EHILOMDLRRETOMAISLEL
£z bhiz,
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EEMR AR ICIREREZ SH U 1 6

hAltd vEL

O%ie &, KB BF. &0 EX, &tE BT
S HNRRRERR S 5 — REREH

HHEMSRE (fibromyalgia syndromeFMS) &5 OEBMAERE & HFBLEROEE
HiBOLEBTHL, MATHREEPHAOOH6R%ICRONEESIND, BEREE
BRIZFMS 28 L 2 1 FE2RBR L0 THRET 5, fEMIL 12RBIR, Fak 15411
AGAR. HHET. N3 o -7, Ty Moy JESXZEOEREOER. HEME
REfEE (DM) L2Hrahiz, X504 FSVABEIZ TEREAR, 2704 F#,
PO AR PARICTERMEREZTo T, HIBEIARAT A FRIZBETIC
HREEA & I BET T M I3 U ARTREE S 2072, TH MRIHE1T$ 5 & KEBETE. &
BICERERORPol. TOREHFDOER. REHRE. £HEBRR. HHETE2HFL A
Xk otze CPK @ ERIZ% Ao 7248 Ddimer. FDP @ L&D 5, DM OBFR
EEZATOA PNV AEELTT L BHMETIREELZD, €@50EBIFRL
7oo DMIZ2DWTIRATOA FHOBE L RENRHHOEETREEL AL, FORE
BEBOEAMAERD Loz, ERIIHLTIX. NSAIDs (V=) 235 L4
PENTHo e FMI64E 11 A FMS KM 2 ERS 258077, FRITELRLE
BOEF. BB (18 2Fd 12 280 2L TV 5728 FMS L 2B L7, NSAIDS 7z
ETHTFEATWIFRE LRV, A AP 7 V2T I9ANVABERRRERE
HWHE (Vfurady) FRERBELL. —BRIIRBOREZ RO 205 SHERI
MAZEN) DREDHE IR > TE . WE Lo/ HITE 12 A2 5 SNRI (FL
Fov) ORSEBLEEZAS, 2:BMBICILFERIIHESE, W15 2REBIHEL -,
FOBRERHLE. FMS OB EIL 2 CBHIEPSLImg/d+ 7H¥F 7+ b Fz v
(SNRD) DIHSICTEBPHREIN TS, KEFITIZ FMS ORIEN. EREGEOE
HLELZDZHICER L. NEOBE, REFD L 2 FMS 2R S T RIEFED
FERBEEINTVLERNSZVE INSE, FMS O I SEBM L ERS -
TR EPRYTHDH, T-EEIZ, NSAIDS i3EY L Sh, /AEIZBWTH SSRIL
SNRI O 5 FE I IThbN BT E LR b EEL b,
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BRI Z S U T EFERBEHRD 1 6

Ok %, FE Tk, B85 B
AL /DR

HEBAL. BREDH 2 VEITEEEVERLOEHRERITTH L, BEMLREHL
DEZHFEFIC MRIBEIZL TERREEBSER SN, REEEEER LSS 14
AL -OTHET A, (EF) 767 AORIES., H2» BERIH 6 OEITHOH
HET % EFRICRBEL 720 ETHRAEMHEMOMNET 2820 B E LR T,
MBS BATEE LN VWIRETH -2 BEEABOAREANIF P O—TE%
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