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WEEZ 2T HHEORRTHY . ZORRIZZIKICE D, £ LT ULIE UIXH@EZR R
JERZ 2T 5720, MERIEGEREE R IND, BRRITIFEE A EHRH I TR0,
—EICH RO (FUFPEHRETUAR E) BRI Tn5, MRIZBWTIX
JIIIEJ7 & Henoch-Schonlein 4859% (LA R, HSP) Z &< & EFNTIEH D03, HIENDOESE
AR 2l 2 1 1 /0 720 < 7p0, AGETE CII/NE O & RIEBEREC B 1T DL D& 2 )71
DWNWT, BB ZZ XN T 5, 1. 088 : 2005 4F, 92— v Xo/pNRY o< T
PIZ B3 5 5% (EULAR/PReS) 23/NEOMAE S IZES L THr LWk - SIS vE 2 12
B L7, i i, FREELERITIUTOL IR INDME DRI L > THHE
SNTW5D, L KAMEDOmER (1) mEElkk L PRME OmER (1) /NEREE
PEZREIRK . (2) FBERZREENRK. (3) IR OL MU mE oMER (A) KWIHFHE
FERME © (1) Wegener PIZEFESE, (2) Churg-Strauss JEMERE (B) FERZEREREME : (1)
PSR RORE EtE 228 EhRZS . (2) HSP. (3) IMNZMERZ @ A I BRAEAMEMAE 2. (4) (KA
IRMESERIB RIS K TV, ZOMoMmESR (1) Behcet i, (2) JERYYEICLE D "R MEMAE R
(B RIFR 7 A VR K DAEREIMEZREINRE 2 5 te) . EEMENEE, 354 GREEME % %
aie). 3) BEIRICES MER, (4) HRANRIEROANIMEME 25, (5) Cogan JEEHE,
(6) WFEARRMMER 2. R - BWr, 1B - THRZENI. Al OZEiEEZSZICL
TITH, ETDIRET, ek, AT vA K, GEMHEIF, 2L TREsar ) T
HoTe . T, EWFERFINERA & RIS NEOMERIC L THHWG R
MfgEx LT CnWd, 22T A7V Fo~7, 245t N, THEIV AT RED
TNFa i, Vs ~7 FHle FCD20E F + v RAXRXAFHIUK), TFFF (IL-1
SZRRIERE) O/NRMAERICE T D GEERITT 5,
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BRREEEEER

e WEkE

BRI BRI S R

SedEE T, FER O _EALI, RIS FEEC DA ZE 2 E ORI LR BN G 1,
EARE(LOJRIR & LT, WNIgIER 2 @0 7K & L CEif)E, &S, IRERE 2 &7z
THNIBRIEIEGERE (A X ARY v 7 Ra—Lo) REETHLZELHLNEZRS>TWY
9, —f, BV v~FeHstEo ) Tv F—F AR FORFEIFRICB VT, TED
BIROERICI DV AEMPENLEL TWVD EEZONETN, RO BN IREE LS
ZRICERTAHHERNBER L TWET, ZTHICEENERL L TWA 7T ClidZe <,
JBIER BB CIZEIREE L N AT LT W N F0E RICH Y £9, BIFEREE TIL.
mE, 721X IREREE, FERWE., B, &Wo oo 2 g ERRA 12 &
PRIBIZ L D RIECTE R 72 &SN U - B IREE(E DfERRIK 1 £ 72 D 2 E N BT 72 D
FLm, &5, BERZTOLON, AXZKRY v I Rue—AOfEMRIAT L5 &
LM S CWET, ko X iz, BERZEICEWTEERREE 2V S>Ob 54
IEEERICOWT, ZOIRERIZONTE T2V EBnET,
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INBDORFOA FEBIRERTE 518, .
me a2

L A ilse /INER

BHEZIEITE OMI b E & T 5 BTHOERTHY . NI TZ 0 X 9 2Rk
TR ONTRBETOABIEIND, TOHTHLoELBHEDOEWEDR AT A KO
EMREICL D AT oA NEHRIETHD, WEATuA R& 6 » HU EIZOIE Y RE
BHTHZEICE-oTRIEL, HEKOBIREDFREREZ2D, L, /WNRIZEBWTIZ
ZOLX O RFOMFMLL FIC, REREENHETHY TOBEWRTIZIINGZHIEL T
AT aA REIELEMESENREREICAILTWD, (o> T, ZOTFHEBEIZBWOTHED
MEg DA LT REIC OV THEBEINDIRETH Y, RAGEE & T kE < B DMH
HEAHT 5, 2004 FITHERPFLLVBEINTZAT oA FHEEHERIEDEE L IRED
HA RTA NTOAL AR THWLILTWAER, KA RT74 13 18 kbl E&2 x5
ELTEY, ARIZITEATE RV, ZORWITHEIIEICENTCHRIETH D, MO
AT A REHREOERICET 2T v A S HA RIA IFEELRVDT
b5, BT, A TITIRREEL LTHE 1 @RELTRAEA T+ A7 13— M
FIBERH SN R Z EFTHhE R, NNRICBWTIEZEDOEMOL MO E ISR 5%
B EARR RSN <Ko T D, KGRE T, DNEMOBRBOREE L LD, i
HioEshie/hMNEORAT a4 FEHREICET 2mXEREMICZLE2—L, S5IZ
WEAERL T L 72 TN ENC B 1T D Sl sk 2L RIAF 7 O fs B OS2 D~ BIFSIZ BT 5 /88
DATaA REIED TR EIREDHTHE L. OS2I RT D,
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HILESRENSHIC/NREICSIT BB BIEITRE
RE &

KIRERKS: ¥ AR

INBIZBIT AT LSRRI H CAEMR B L T B o2 E ZE 2070, &
JEME DV LERIE B O — L H OB RBICE SN TWD, KELE L UIRIEMIGE
B(IBD : &5 KRIFRUC)E 7 1 — 2 95(CD)), H OB MR (AIP), H O REMEFEL
(AIH), JFFEMERE(L AR & (PSC), JRFEM ARV PEATAEZE 72 © 3 B st & L Thr
BT BTN D, UC IZRBHRZE D 7= 12 LB BRI 2 S AL EER N B b b Z &
MDD, HEESMER & LT, IR, BAf, HEERENRH D, CD OEFEIMER E LT
X, REIEN, RIS, DN, IRMIEIE, BBRELHEOERNHIT D, ARNER
ARERNT 7 2k w29 H A E L TRBRIFERS Behcet il L < EbHNTWASNR, CD T
HLIF LI ANRZ&E Y KT, SR TRIETH2UCRLCD b H Y, EETHIMLERD D,
IBD THIFEAEIR 23 BAEHEIR TR LA R S50 B & =12, BIEEIR DR EALSC,
SZERENL ) T FHIRBLENTSZ LIIREE R ENEZNL ) TH D, HERFIT
HEAMEIRTIRIE L, IBD &ZW LTIERIN S D 5, HEIMKS 7 EDRMR I TIC
JIA & U T ERFESLTWT, B 7»H&E1m & 700 CD, JIA TMAS & LT
PE S VBRI AAE & 72 0 UC, #EAEMEFRME DN &EEVN S CD, RIAEVC, + feiEs
LWtk 2 CD, &, V 3 EifEENS CD T SLE &2l L72#l72 E03d 5, IBD I
PSC # &0 L9 <, UC OKRIGERMBZICIRERSCEFIERAH T2 b d 5, B E
MHH N5 X 9T, IBDX°PSC, AIH, AIP 2 FIXHOHE DA L XT L A L) JiHE
Wb, LN, BfEi%, ONE, FNHEZR EOENNZIZBIERT T T2 <, IBD
R ELEAERE L THhIToND, EIMERTHIE L IBD 2B L, HEDZETUT
DZLICHERB LTS, REASCEEIEIR CHREZKIZCEL RV E X2, Vy~TH
FAEICHFR L, FRRE 5, 202 ENERRE N ESYE, BRHoOBEYRERICHS
NG, Fiz, Vu~TFHREEE -T2 & &S0, NSAIDs &5 I X OE IR AHE 1% 1.
% LH_XTWeE& 7w, SRIOFBRDNNLY v~wFHEROBFZE LN
FENTH B,
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REEN R & S M SRS BA BT X 1IN 973 methotrexate EEIC K B AFHEEEREE &
HIEEERICKRIT T ELFZ RO

Ommr B5e ', pom ' 5 B g fer L R S R R
AT AT AN BZ & M & WOR . AW OEELC. BIH R
2

VRTINS R S JNRRL, BRI R BRRRES - E R

[ H#] Methotrexate (MTX) I, BAFIAAAEMERFREMEBAFIR (JIA) DOIREDH —ERIE
EN, 15% D BE IR A 3 — 07 C I baE R TR RERE 72 CORIER 2 F 5, IT4F,
Pharmacogenomics D%, FFZIEIE -2 BN REN FCRIVER OB RIT T 522>
WTHRHT S EA TN D, YFFCIE MTX OIEWENREICE D 218 2408, JIA B ITxt
T 5 MTX OIEFRNRRRIERIC RIETHELRF L T\ 5, SENTRIER & B 128
DOBEIZHOWTHET 5, [ FIE] S4B TIREST O 98 4 OB JIA O B3 % X512, MTX
DOWUL - A - BEMHICEE Db 2 BB 2B DWW THF L7z, RFC GSOAMTHFR
A1298C,C677T,FPGS A1994G,GGH C452T,T16C,ATIC C347G,BCRP C421A % %5 & in+ &
L7c, MTX OFRIVEHOHEIZOWTH SRR G Uz, BIER IEHIEAIOF
FATHAEL DEMZ M EEER & L, ASTALT IC DWW TIZIEFRED 2.5 {£,5.0 {500 &2 AT
MEREREE & L TR L7=, [AkAE] FPGS 1994AA(p=0.015,0R=17.7),GGH 16TT(p=
0.041,0R=0.11)%% AST &ffi(>2.5) & B 2388 7=, [AIERIC ALT @fE(>5.0) & % B 4 38
7= FPGS 1994AA(p=0.028,0R=12.1),GGH 16TT(p=0.020,0R=0.10), & [Elkat L 7-&
B ZANTEILRHER L BE 2RO o7, [BLE] MTX 3R Y 7 v I Vb s
RN CEBEER A2 AU MR Y Zv 2 2 Ut 5 2 L THllasMcHEH &b, FPGS
& GGH 13 MTX OR Y Z % I VB LICBE b 2 EIEE TH Y, FPGS A1994G &
GGHT16C D& 1R O MTX O3EMEhEE I B 5 L, MTX O T RE = =1
D—RTHDH I ENRRBINT, %X, AIMEELBMEELEZBRLIZNA DT —T —AA
RERZ D S LT, MTX ([ZXT 2180 & ERlE a2 RO 2 Rid 5 FET
»5,
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BBPICRMEBEZROICEF E R MR R (ZEEHE)0—B 76l

Ot ', Ok Rz, 28 B fak B
VAARER AR LR, A FIERAERRIBIE U v~ TR s —

(XU BIZ) BV v~ FIZA 0 2 BIRA TIRBLE =M, BERE, A Yo%
U AHETEMRERIRRE R, AA 7 I 0y R—=3Y RN BN TW D, JEMBE 3R NS
<. RIKEFNEE Y 7~ FIHBBICHED TH D Z ENE, FEEBIENBEEEDR 40%
ZEDTWD,

GEFD 17 B (BGE) 14 0, mlo TR, TREEOERE, 16 %, RYYEZICT
FEEAER 2 R U7z, BRIV X 0 R IERAET & (JTA) (S BIEIAY) & 2k S,
IR HAICHR I Shvszeis Uiz, Ol - IEET R 72 L, RIERZe L, L, K
BRI 20, JEARBIHIE 6. DAS28 7.15, O Z 0TV 1% 3 KL . ARFEIEI O Ar
ENIFR 23R 7=, MAFT R TlX RA(+). RF 181 IU/ml, HUEEHUIK 80 i, HT CCP Hilk 48.6
U/ml, MMP-3 218.3 ng/ml, ESR 59 mm/hr, CRP 3.0 mg/dl, IgG 2368mg/ml, IgA 390 mg/ml,
IgM 86 mg/ml, 5 & LT, PSL, MTX 15mg, SASP, 7 v 7 =} 7tz L, DAS28
1% 4.14 £ TRV LIRSS L D BEEE~OXZFN M LTz, A7) Fv~7 D0
MZBRLE L, 22 H#%IZ DAS28 13 249 ~EA Lz, £0%, MR, EAKRIRBO LT
7, ora Tt IR R TICER LT, KT HEGE T D72 OB A A E i L
720 FHBRPT R CIEL. SEHBHCRERMBIRERBE OB EILE 2580 72, #EHIRIETEIXSICHE
BLAR deposit ZfREFEEIZFR O T2, DLST METIEIY /a7 =27 &7 7 F VU BT
Holo, BEMERIEDIEMRICIZPSL 2 L T\ 5,

(L) vruT7=Fr7Bn—RHERDI A EMEREZ B IZRO - JIA 27858 LT,
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FERIMEBBUEE R EH I U S X B ERE A R TER

OJE T, Sk 5. BHE M. B B
FRERIRS: B NER

[1Z C i) (5522 BE AR (BERA)NXEER Y ¥~ F A (ILARWS X 2 B MER R MERS
HIRJIAD 1R E U ToE I, MEREFEEMEMETHER ORI TED,
HLA-B27 BhEBAfI & & LT GIL TS, AR 2 1355 RBE ik & 2l L7z 15
ik BB AR L, Rl I SRR MR T E B RE(DIHS) & F 5% L7223, A7 a A RiGHE
IZ &k DR U7 B 2885k L= T35, [EFI] JEFNIE 15 B IR, FHERE T 18
D WA, HLA-B27 Btk 7 RO BERICHEA L Tz, 2008 429 A 20 H. BN A
BAEI DR & NERR SN HEL L, ITEEIARNC ARE L=, BEERZRflik O M B2 13 ME T
& HUEARGRIZ S ROGE T, £ 0% BEEER L E B & ARtk Lz
A4 10 A 22 H Y4B A~EERRE & e o 7o, #5882 EFlERICinZ, Em bk 2 7=, m
WA CIIARIETUEE & CRP O MMP-3 @ 5 2388, MRI f## Tl AR EE IS
DOUFMERFT L & Th10/11 ORI K &5 0 T 257, ESROFT RG22
S 7273, ILAR O JIA 53512361 DA B R B E Kk ORZW EEL T2 & L0 2
ZHERE LT=s NSAIDs (A 777z, %IZHTaxty) THEEBRBL, TO%YT
TV AT 7Y VU(SASP)E O L, 1REBGEK 1 » A CREIERITIEAL L, L
2L SASP MEIK & B % 5405 DIHS 0 Lizlzomigl 2 i L, mHEO L K=
n o EZRG LIS ZADIHS TR L, 7L =y a2 L7 et 2/H
B L C b BIEIEIR 2SR L 72\ 723D 2009 4E 1 HIBBE & 7e o7, LA LIAEE 4 H A 2R
AR & BUEANHEL L2720, A B b LRV — FOBEHZBE LEEEIZRE LTWD,
[5%2] ERA OHEMTHIL, JIA O (DEFRSCLEER) LI TRET
HDHEMEINT WD, ARADITREMEFHER TIE, BEAFOIRREAIGHIZ%T LT TNF- « B
EEPANTHL LTSN TS, SBRAEFICEBWTHEBEFRE T2 Fr—/L AR
BEL 72> 7284, TNF-o [LERDOFEHANEE SN D,
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Infliximab N B TH>IcEFHEEMEHER JAS D—4F

O 72, ZoRF T2, LI B2, SR 02 VR S0PE M 1%,
UL SR 1T SEENE R AN FANE T4 N RN

AR VT R A e N R, 2 BV R R R S R S B SR e N R e v 2 —

REOCEREL v ¥ — AR A THEBNERL, KRB R R

[IZCDHIZ] AFRTIL JAS OHEIT D 7200y BICK TITBREMEFTHER D 8.6% 23/ NEHIIC
FEIET H Z ENIE I TIE Y . enthesitis related arthritis & L T JIA O —JFHIZE D H il
TW5, JAS OTRZITHEIRAT & S, EERIZH NSAIDs WEDT 5610820, Fhx
I NAIDs+MTX OJREICHGTHE T, B B> RS B BB 23 HEL L 72729
|Z infliximab %3 A L7-FIZ2fR8R L. = OERBERBIZHOWTERE T 5,

EFI] 11 ok, FHEREIZZ20, 2006 45 6 A (9 #%)FEL 0 IRBAETR 2N HBL L MRI,
Xp MENMTONT-NIER Th-o7-, R4 11 A, CRP 3.5mg/dl. ESR 38mm/h, MMP-3
148ng/ml TH D Z &0 D JIA ZEebiv, YR 222 Uiz, B H 0 | RF (2%, ANA
., HLA-B27 BG1HETH 5 Z &b JAS 5o 727y BB A Tl AR O 7o T2,
fELyRs oM B Ei9R 1% NSAIDs TiJs L7-7%. CRP/ESR/MMP-3 EfE Eift L. SAA 1 100
~300ng/ml THERE L7=, 2007 4 10 H 2> H MTX 2NEME N7 SGE TR S iuZen-o 7=,
Z D%, 2009 4 3 AITHETT S47z CT T, #1& TILAGEAHET & I BEEIIC B R 2 78 6D 72 72
. infliximab % B%a L7z, Infliximab BAAAETL X, LN -CIXBAEREITHIS L, /)
AV NHRD X I/~ 72, B TIX CRP/ESR/MMP-3 [ZIEF L L. SAA & 4.9ng/ml ~
EIEFEAL LT,

[BR] AfITiE NSAID s +MTX JEEIC T H RIAEFRREN UER T, Bl (L iEREHi <
WX BEEIC B BER A HBL L 72 2 & 006 FEROBAFIBERE T % B 8 L T infxlimab ZE A L
oo EORER, BHLPMNITENT RN R AR O T, BEHIHREDOZEIZONTIEES %D
FRIBBLEL D M ET & 5, Infliximab [ZREIZ KK TIRIEMFHESR AS Oz i 48 (R A i)
KT DRSO HALTH D (R TIHIRBRE 1), IREIIED JAS IZBWTH | MG
TREBETHDLEEZDND,
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SAPHO TEIRE D 11 2R HI

ORI #th, %8 (FF, %It Fr, i RKR, 4F HKE
RFERSLT EHRBE ) v~ TR

[1X CiZ] SAPHO SEEREIL 1987 FIC BB S D RS S 472, Synovitis (VEIESE). Acne
(J#9&). Pustulosis (RHJE). Hyperostosis (B {LIE), Osteitis (B R) % FHH & T DIEGFERECTH
V. AMTIHHEAENREFEE TS D, ANEGERILE B ORIE & MM K ERIE
PEIR B OB GFNEEATRRE & S5, A [a1F 4 1 SAPHO JEMERED 1 Il &2 F8R L 7= D T
T 5, UEFI] 11 52V CREMERIZAF L TR &8 L, 8L 0 3B, BafER 2 Bl L
ZEARIA MR R MERAEI R & L C AT 4 K, MTX, NSAID s 72 ¥ Ci{RIE S v, &
L7272 DI 10 % TR IE Uiz, = OB RAIRIE 24 0 3K U723 DIAER SR L7272,
11 3% CIRERR Lo, EBEEOZOYBE~SRI %2 Uiz, FEUL e < BilaEs o E R
E M ERTE O TR & ERAZ RO T, RIFERITRED TRV, MEMR A CTIERAERT A
ROT, ZOMAERTLERD )T, R MR T RSB E=ALE 0 & 78 bR
BB I EBER T R AR, ARG OB BRI R, MRI 2 TG E BIFi 2
AT L2787, SAPHO JEMEREE ZW L, WHHIE 2175 & & bICxHERICRRBBIZE %
1195 S5t & LNBRIERI OB EZITV, BIEITEEE CRIBBIET TH 5, [BE] AEb
NHIIT L BRI EMERR MR IR & LTI STV 23, I\ AT . L W SAPHO JE
ffE L2l L7z 1 Bl 2R Lo, ARERBEOTREE L LT NSAIDs, A7 12 A K, MTX,
W7 Ul Pamidronate <Pt TNF FiiK 72 E0HIT LIV TWADBHENL LT-H D
372 <. RIEEREO B THITBIZIZRA & SN TWD, AEFIZIBWTITEE 72
PZWNC Lo THE R RECTHEE AR L X 72 & &2 b,



0-06
iR DRERR - R RICTRIEL, S MMM E RIC K ES - SHfEE L HSP {0
TERESH U 1 B

OFR WA, BIH JZ, ME W, A &
i PN S N L e

BIE 13 D41, “FRK 20 45 11 A PRI XK 0 FEIHT - B L 0 R OE N - 2Ukss
BLL., SERPRAICHM L CTE 2o, BROREREZZ2 LEDRRAH ThH -7,
12 AR, B - BVRIC L VR BIRNT . BRITREEE 70 0 YBRA~BBAPL L e o7, BE(E
JE BT R E FIHA L, FRAE - RHFHAM 20 MEEIC RO MU R A H 0 B IR L
TEFERIARI, [ AR ORGE] AR XU R AR - JERE - WT LA ) —BRER
N, BEMEH TH o7, LvL, BHICEROEH OREMREENHE L, ks
(2-30~3-100) 2NEBIE L7z, I ¥V T AFRiERHEIC TEERE L7225, MRI TIE T2 - FLAIR
T/, BEREL L E LTERMIKAE - AEIZIKLREE SR O, Atk E K %
IR CTh o7z, MIERREIIHUEHIARIL 80 2 L )E LR 2RO =0, KIERISILERD
T B HOHURIET TR, MRS ER Ch oo, IMERMRA b2 72
<. IgGindex °A4V G2 m—F /LN K| MBP 72 E & 72 <, ADEM, MS 7¢ & H BE
172 o 72, & QRS TRk E XN EECTH - 7225, mPSL 7LV ARiEE 3 7 —ViifT9 5
&L MU O EIR TP, EIEH & 720 . MRI AT AL S o L7278, DU I 3fksE L C
VW=, NSAID TIZERINEETH Y . X a U2 EMNIR LR 21577, KIS
MORPE & L 72 s o T BRI & BV, TR F o IR BE U R &G
W9 A EMERITdELEZ, L2 L, #H% I U SR LB 2580
Henoch-Schonlein #85F9% (HSP) Z &8\ 13 RF+Z2HIE L= & Z AL T (48~69%)
EROTN, FNLUIMTHSP & LTOFTRIZZ L, HEERTHIMERZ BT HHT
FUZ 72 o 7=, mPSL 7LV REIER X PSL S0mg/day & W NARBRIG L7 LA /) —BlGS
FEAE - BRI E OFBRITFE O R o Tz, BIEL Y 7 H 3R L7 BiE, PSL 15mg/day
FCOHEAREE 2D, AR TRIBEIZ L TV D05, RRICERWIURRE 2 5F 2 2 DSeg ek
FWELTWVD, LA —Bl5 AMiKNE R %ZE50F L. mPSL )V AEIEICRIG LT 2
TR END . HORENMEFE PSR SN DD, W ENREE CTH - 72 VIEFNIZ W T
ERERZTRET D,
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REEZROT . ESERERTO—CEREBETHREL., BHEMGF LD Henoch-
Schonlein BB EFZEILTE 1 6l

OEH: FE—
EARIRSZ P Sl /R

[1Z UI2] Henoch-Schonlein Y£BERE(HSP)D H1IZ 1%, MEERAER AN AT L SR 92 o HY
BN ENZWENEET 263D bTHFE L, & OICRIBTEE 20O T IR
IEIRABELEAL T 201 b F 72 3 BERE ST W5, A EIDD 5 S0 A 2 #8k U=, [ERT)
5B, WEFENGA TERBOLD, M TRIBBIZEINDS b, ¥ — /RO YEHE
I KEERE, FBCREIER 7 < JEEER CT CHREERSCIRE L AT, /NEEED
ER DR L CU Ve, MR RIERT RUIFEREE G, FDP, D-dimer 2% B, 25 XIII [K 7%
P 11% & FW. vWF 1EME>200%12 ER L. ANCA 7¢ EfsE L7-# < B ehuiiizn g
NHEMETH -7, HSP 2%\ PSL 52 Bth L7 E% L 0 MEEHERITEI L2, &
D#%F2FED Quincke FHIESCE IR » MIRVAHEBL - L L, A7 uA NEEMER 72 —8
SEMEREZ RS Uiz, BARFTRIZ. WTNORERETE A F 7 L0880,
AR S A i, s lX IgA Btk & . ISKDC 4338 TR MER 2% Grade 1lIb (Z5%
WL, ABNIRE TS 2RO TR RN 5 8 HSP &2l L7=, mPSL /3L AHE¥E 3
7 —)v. BT TV (PSLMizoribine, FLIfiL /M3 HTdERE FK) . Cyclophosphamide ¢ 5-%
IZE 0 X7 —BITRRICEMRICE Y BIEASRBIET CTH S, (K] /NGB YEIERE D
BERID—> L LT, BBHBRTS LITRZBZ D7 HSP O AJHEME & /AEAIZ, RRITH
DN TIE, EEER CT THREZ T TR /MR EDOFEIZHEE L, D-dimer, 5
XTI [R5 D Mg RIGEE OFEMRA 72 e sz o —Bh & 72 %
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B EEMEAIRIC A > TUFIITHRHUIAR—F TV HED 1 i

Ol Fwpar, BEA fipk., AH &8, B —uKk /N f#—
fEINRT R MEmbe /NIRRT

NR—=F v MEOIBRE LT, 417 XTI ~TNEE D ERUIMEIEMEIGE X —F
= v MEOHREN—F = v MEICH L THETHS Z ENMEINTWD, AR
iﬂ% CREWITIREEZ 72 L7z 1 B, A > 7 U o~7 2 L BiF72fkEn

BJFoNlzOTHRET 5, 37Tk, &t nmﬁ%®ﬁ PERLEE, F8EA, DINR, &R,
A%ﬁﬁbmﬁb KGEBEN DO KREFMICLbva vy 7 &2 Lz, F %ﬁk%ﬁ
PR AEZFEIT LIFEX—F =y MREZE S, A7 a4 RV REEICK DR L
Too EOBIEEIED: & REHIMEALBED R L, REEIEALBEIC R L a v e F & 54177
NN Td o 70, 34 R HREEIMERLBEIC X LY U R~ RS 21T EIPMERLBE X
#L7m, VU R~A &2 14E6 DAMH LKA CREVREBTHIELZEZA, |
mﬁéﬂﬂﬁﬂ FEEIMEALBE DS AR UM TIREE & 72 > 7, IKEE 65kg, HVENT 7 272 L,
JEBIC B 2RO o Te, THRCZET 2 HEMEDORHIMEABE 288, KIH D= dH
*ﬁﬂﬁ%ﬁﬂoﬁ@EMW%QCiWMﬂL%WuM%g%%Bmﬂ%ﬂ%nﬂ@hm%@
CRP 2.47mg/dl, SAA 67.2g/ml, ESR (1 F¢f#]) 30.0mm/h T o7z, FEEIPEALBEIZ X L
ATaA4 R, areFrORGETOTENERITLE L) oT2, A7 VX~ T
300mg DG ZBIG LTc & 2 A, PR G-FICHEEMRLBE OB 2 e, 2 [FIH & 5112
FEEIMEALBLIIE R LTz, ZO%A 7 ) XU~ T OG5 2k UEMEEZHERF L T D
WITREEZ X 72 LTI ORSEIMEARIC L, A > 7 U U~ T RER LTER 2%
BL7c, anveF o, A7uA NIENT, U R~A NI LR FIRICHERL
oo A7V XU ZIIRERMABECX LED LTTod, X—F = v MEOLERED
BRICHEBET T BN,



0-09
BIRES CRIEVEAZRR-Fy RO — R HI

OZfe HF ' HAE #ok ' KB Bl ' A 5 SFI Bl dre

RN SN I G RN p (T RN S S (1 N O 2
VBRRETSTRIEEE NVIRL, Y BAETSTRIAERE AMRL, CRISETT T RIAERbE  MILRREL
SLBERERE /MR

FEGIE 14 st i, 11 sRE, FEEL, ZAESR . ZCMINE SR 2 3 2 M BEIC APt L7z, JEES CT
TEHEMEMRE 2RO, X /A7 U G5 THEEA, BB L, 3 A%, /IMENOIE
ENIRIE A IE, B YA 27 U UG L, 1 » Bk, MIBEOS R, RT
PRI RIGETHE L, MMH 2z RER < S, REOWRELET FIXIEF R0 72
granuloma C, &fEYLth, PCR, PUEAMKRZITo N EREIZ A HE T, EEERE L
X HivTe, ABEHRIT, MU Z H O I IR ORI AL BE S BN Bl g2 STz, £ 72, 10
NG, AENT 7% SMNEH NG AZM Y IR L T\ =2 & HH L=, HLA-BS1 [
PHfER SN, 3 TEREMIZT AR —F = v ME LRI LT-, FERITRD 20
ST, BB 5T P-ANCA WNFIZHHMETH 2720, IBEFAIZME R 2 =IZ Lz
RPN, 0%, Rl g2 Iz BRI NIER . A ZEIE 2 AR RO TRE L7223,
7L R=y e o PEBNRASED L, & LI/, MLz, BETI7TL F=y e,
e FUONRERT. BEafRFL WD, X—F = v METIIMmIC, . M Al
R EDEGEZAEIT AN, ME LR Tl E TNEFITORE TRV, ATERNIE
W), EYYECRERENEDIL, X /YA 7V b —ERERY L2720, Wi
L., MEZWE CLIERLZELE, X—F =y ML L QIR B L2 2 LT
Far7efEB & L CHiEd 5,
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EERNEFERFEMEREREL TR - BB T\ I E RAEREFO 2 £

OJITH #—, Bl 28, aH E3E
HWH/NEREERR ST 2 —

B RIEGERET, T%ﬁwﬁﬁkbfigf%éﬂ FiZe BN < FIMIORER A FE
%ﬁ%f%ét Pl E CICEHIMZET 20507 < 2, Al 2RI EVERS
ﬁ%%%mkafﬁ% FRIBBE IS RIEGERE OB E 72 2 Bl HE L, i
IRE 72 RS 2D S MRET LTz,

JEB] 1 IXFIRRE 12 D, BE B Y v HilEIR, SMZEEOR 2RO, FilE
THEMEMRAERITH sSTIA L2l S, XTH%F&%/FV?? e i@@%éhko
AT aA ROBEIZHEWVEEBIOFREZRBOTZH DD, 15 BN LITFERE A L HT, A
TuaA R, %V Mdt—haEdik Lz, 17 TR LZBRIC, PilgekiEZ%, 7
UL X — ROFIEDHER I, REERIZCTMEROFTANE LN D

Churg- Strauss fﬂ%ﬁic‘: W L7 AT A REAY PLFE— ML DBEEZHRHL.
R A HEFE L TN D,

JEG 2 1XHI5EF 4 DR, FE FER TR L., slIA t2lrsiiz, A7 a1 K,

NSAID (Z X iR SN, A7 8 A4 FOFBEICHEWEESS K TVCPR @O LA %240 kL
TUW o, 13 CHR L72BRIC, IER O &M NBEEL S 41, CT. MRI Z /{7 L7 & = 6
KEWWREEBO LR, KENROBED IR, A IKALZE D RS S, KENIRSIEGERE &2

oo BUE, AT 0A RIZTHFATY U 2ALTHEEL TS

JEBI 1, 2 &b, sITA L2 ﬁéﬁtﬁHT%%%®Tf@%6ﬁfﬁ@ot_k% =il
ERELAY 10000/mm’ FLE Td> - 72 Z & BNHIAG 72 sTTA & B2 > Tz, £72, JEF 1 TIX

BRINTEREENCTH - 280, JEF 2 TIERB, U U HilfRe & OFERN A S 2o
T2 N SJIA E DEFNCEETH D b2, WINOERH AT r A RiZkH1EE
IR LT ThH . B E CICESMZE L,
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FHRHICREVEEMSMEEZEUCEFIERBHRD1H

O&h fo7 ' PRt HE? b ' k| 52!
VBRER KSR RS JNEEN, PRI IER 2 — - Z 8B ERE 2 —

[GEFI] 1% 4 » A B [BEERE] fEMRS 38 #H, A FIHAE 3216g, 77 H—A =
7 9 s [FERE] S SeRMERR AR TE  [BiIEE] AE1% 2 BB & B, (R,
VU \Z RIS 258 08 M B, 212 29 H BICHHALVIR T CiltE 252 Lz, 25M38E L
TR CHRIESN D 7% 5RO EYE OB W T2 Sz, — HERR9 5 4 1RBE
%A IIB DB kﬁ@%%%@iﬁ% D=1~ FlEx DA VAU OB Z Eh
D, FRCHEBER EFITREO TR, Atk 4 4 ARRZER LR T & ARER IR
B %58 @ é%;ﬁﬁCTfW%ﬁﬂ@EKM%ﬁaimnhﬂmﬁbt EHIZFT )
— B EROTH LT a—FETSH, BEEOMELEERERMINT. 2 HICANTH
B L 70— T VORREIEEZITOWEFIRERSGE L. LrL, RIEKSD LS
DOFffe & 28 OREE GEEIMERLBEAR) & IR E FH OFRIEMEALRE 72 & O KR JEEIR ) & BR
WHEBRDIWVYFHIHR STz, ZORiR (4 7 H) OF8EX, FEEN A A CHE T K EHE)
HY, RERBEBEZHITINTWZ, [FaE] TRROERE 258 &)7‘_7‘_&5&% MRI % fiif7 L
=2 A, T2 EMEFENEIE LR N b, FEBIUOHAEMREEITLIZEZ A,
RIEMIL DR &2 B OE TR EH R OZW L7 oT-. WIEREE L TEATa A K-
FPOVAIRIEEIAT L, Tk, T R=EEE Y7 v AR UEDE, KREyosZua7l
L, T2 Ry oV RIRIEEE O LIe, FRR RN S oot 1
FREFOFEDORIB IXF R Y N A REZRFRE T, e FIREENERE L TR REXE L RER
&N, Lyl 12 » AL S 7L R=v 7 F 47 ) U L& 25, CPK
FERICSE L, BUEO0FE VOO R OBERNARE L o> T 5. [#EiE] AREH
FEAERY L 2R EREZ L, KERBIOWIERE & b ICBSEN 720 5 E il & )£ &
WO EEBRIER Th 5. LIRS IT 2AER ORI, L OB#E THEHE B
BETHZENEEERbN. FRKE LT, LR RWIRERER K L B8 - BE
fitig MLEAOF & DRBERRICOWTIE, SROBBNLEL Bbnr-.
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L ORI BEMMRAESHUCEEEREBHRICHSIT2EFHEHFENZBE
EDTIERI D EE B AR EY

O & FIm ', kil #7120 HEAF E=—BR2, KRER H°. Bd B’ KF 1,
R !

TEN R EER Y 4 —  BIERR, DHAEESER A AR

SEE RN NRER X — Y E R

FAEVERZ SRR (IDM) T, BEMME (IP) Z2Aa0FLizmErniAans, L
NDUFGZRIRE TH D120, WELEANRIGEIEITHNYL S TWewn, £ 2 TAE, W
10 FERNCERIRE EFRE v & — e ER/ N ER | ¥ —ChiiE 2517 72 1P &0f JDM
JEB 28 & LC, JR#PHO IP Z A 0F L7z IDM JEFI DA 1E5 & BAERf@ % & - 7 JE
BIZIEH UERRRGRIZ DWW TR LTz,

IDM JEB] 22 BlD 5 5 761 (31.8%) 2 IP A 0F Uiz, M CT CrjflZ s 72 f e M
W8 % B L KL6 23 2000ng/ml LL_EORERFNE 3 ] (EIERF) T, ZD 55 2 FIATERELA
3y AUWICESER R 2 & >7=, R LIZMEMERELEZ 2 L7 4 BTk, KL6 1%
500ng/ml LA FCTH o7z, LB TIL, (DATEA K23V A (mPSL) #ETHIRNELN
720 QFINRRE DG 4 ELL ERGE U CoE SRR O & e, 3)BD v R
EH LTzl Lz, BIER O 9 BHAGHITIE, mPSL EEICI 2 THIHGRE 2 8
MLNIC Y 7 o AR Y URIEDRRG STz, TOH= Y R L 2EE BTl
B, R H 7 a ) AR I aT e ) —ABET =T 4 VOPH CHEMER Z R LTz,
I BT, EFFITIERESNS ST AAIZ THHNIRL TR Y | @ D 7 v s EA
HZ EE ot

IP & 0F LT A& Tk, 1RIEMHIN S mPSL JRiE & S AN L 2 E &R
THEICWE L WG SD, £72 1 B0 6 Pneumocystis carinii SR S U725, 38
CHITIEBD Z AN ERLTEY BMAEGEDR S i &bihvd, D7D ST
AANC X D TPREHEEOBEEMENRR I -, IP 25 0FL7- IDM I3/ CTH 528, BIEH
IRIRHETChH D RARIREDOESI NI SN D, RIFRITAS % OIRFIEZ KRG 5 L ThH
HZRFNRNDITKRVED EB 2D,
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FEMEHRAD 2 fl~ZREMREIETDIEEMELELT~

Ofgtth Hev '\ R WIE ' B Sz 'L R BAd'. & 80 A B
EIE 2E = SNV AN {1 I S N o S

VBRI B DR CERRAE R AR SR R A,

CBIRITNIRY: PR R A

INROZFRMERRIZIEFICENTH Y . Z OFHBITEEIEIR O 22 WM G i & B
TS, TEIROFEE LT, AL AEAL O RIFRMER VAR T - fidm 24 U, AR
BER D L5 2 &, BN CHENAERFOIKEN - MR ENE - ZHEMEOR
JEPEZAb A2 R, E7-. BRI B P O JE AR & B RRHE DA ME « JUNRFEI
AR CTH 5, ZRMEMRNEEDITZN, BRIER & PR 2 Wi T 7 & 7 5 ke
Z o dER 2R L7 D THE T 5,

JEBNZFAE S W)IC MRI R CERMER R D EEDILTZ0, W - 16EICEE LY BiRn &
2ol 13F B E 9F LD 251 TH 5, 7% 8 FRpICA B BETR & WEVTRIEL (Z
O EXEAY v D —ORAITSIN) . WA TR OfH 2 3 L OFIEE O L%
L DOEIMETR EWTEINT-, AT oA ROREMHIEITHEE SN, A7 a4 R
E PR 2R VIR Uiz, $EIX9 FHEZ, W PR CTRIEL (Z D& 25T,
oA EEEOMENER S TW), HREFAIOT —7 24T LTz 2 A, [
ESALASFEAR LIRS & 72 . =Dtk FIROMELR & BB HBL L7-, MRI BREICT FRO
MR R DB DNPIEIE TR SN NWE L 2 & T ERMEREH RSO0
W E S 2o T2,

ZIUD 2 SEFI O L LT, MRI A TERMEIC TR O3 L OWIEIC T2 5 E 4, 1§
WiPndlEER CEE T2 2 L. ZREMHRPM bz, L L, SENITE A EAL
DFFINE T RMLIE DO fH FEVERE R O EF- 2 7 & O3, fH AR CIEi o BB o FERF A 7
RAEMINZIZIE D I CTHIBRHED EVESC K IR RN & Do Tz, T HIT, AL 7 ED
FEE . AIMEREE, CRP EE, /BRE L TORT oA NMEFEEZ R E DT, M1 1L-6
& Ho-1 O EFNH Y | JREBIT G OB MR R R I EEL L Tz,

RS 2 X To TR & U CHFRRERMERIR A ° TRAPS 13 BGE PG AR AR, MRAESE D R
S, AEEICRIEZ & 727 B QRIEIEGEREOFIEDNRIE ST,
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AR TRERUICES LB BIE RS (CRPS) Typel O 4 fEHI

O i1, 1L B, ity 13|, Sk 3 BRI BB 2
TR SN SANE ST T,

VBRI B NRR CEREBRY EEE REER

FEB 113 21 ke, 2006 4 4 H FAICHTJH OKIRE & FEEVCTHRIE LTz, IR TRA - IR
AT b2WnZE 69, MKOER - IR R L7c 729, 2009 4 1 A IR AR By
TYRHIHEIT ABE LT, Hﬂi B - JEES - WIS T T 4 =T 2RO, FROBKE
KRR ARZRO T, BITIIBEZLE L Lz, Z2WEEE ClobErIv vl 7 -
FRIRIEZAT > T2 3R ;’cf;< VAS 1% 50~70mm Tkl L7z, #E MR RE AR

(Complex regional pain syndrome :CRPS) Typel & #2Wif%. PSL 60mg/day NIk & U /B
ZRAE L7ens, EIeidte LA L L7z, Drug challenge test & L C7 =2 hZ7 I T X |
AT ledBETE5Tc, /A v br 'y 3.6 HALOEEAIT o720, 2 K1 VAS 28
84mm 7> 5mm ’Bﬁébf_o Ute, /A4a hee ORIk 48/H—6%5/H) HOFH L.
EROFFAITHER L, TS MEE LRV LE, —FE7 77 4 —TFRE
DREIR S L5 LTz, CRPS 135ME, RERREESD 2 WITH R E D> & 0l D168
IR L, BRI, D WIEZFDOEA VWA AREEWICE b S X 5 R Rmkm (B3
r%%b\ ES it ) ﬁ)?ﬂhﬁf;ﬁ“é PR OERMIEBTH D, BUUED L Z A, £
REIIARME T 7 A DmWA RN ZRIBFIEIT /R, 2008 42 4 H72 5 2009 45 3 248
C CRPS Typel ® 4 JEFIZEER L, 2B 3BT/ A v ba B OFIRENNES L, Bl
fE. CRPS T BT o ZDEMARIEDRE D RV DITIEFIEL DD 72N T 0 T, S1%IES
DERBEPVELE 2 BHTFOXMMEBLE LN THRET 5,
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ATOCRORBEICTI -TABREHIBAUTREIBTE S RIKAB XD 1 ZZ2HI

O I8, B &, ARe HA, Hf SB5R0 A HE—RR, JERE %R,
Bt K

MREER A TR

[IZ U DIT] PEPEEETEMERERIAR & (MPGN) 3R FMEO S D & SLE 78 & O FLpER BN
FAET DRERMED S DIZHEIND, HE LIX, Y4, JFHME MPGN &2l L 7= 03k
HZ SLE SEARASHEL U FesstE MPGN & CHIB U 72 e 2 #8k L 7= 0 THE 3 5, [EF]
13 5%, W, [FHEE - BEERE] OB RKEE. KBOFENEIIOT-H 10 R0 5
BT, [BURE] 11 RO PR MRIR TR, & EIR 2 S v, 4R Z /R
Sz Lz, [WRRamR)] 717 F = 049mg/dl, MiERER 7.0g/dl, 77
I 4.0g/dl, C367mg/dl, CH5026U/ml, HikzHinlk (—), Rid - EE Q2+), & (2
+) . FRIER 20/, EE 1.5-2g/H, BERBRITCRERIEEMILE OF NI & A Y%
U LGRS KL OMRER O T EAL 2R, FIEME MPGN L2 L7, [RalR] 7L k=rn=
YEIV U ECORGERBLIEE A, | FRIREARIZREEL L, LL, 20%
FokBe T RIS, 8 hH%, BRI, RgmEL&7-L, B2 L, &
HiR 3+), R G+), KEAWEFER 44g/dl, 717 I 22gd) &7 rn—EJE
Rt &7 LT\ e, S 5ICEMMHD 7.6g/dl)., If/sAN9.7 5/ 1), FRILTTE (127mm/
IKF) RO/, SLE BIL WL —7 2B R EZ 2, HOHTUERO FRE & B4R A 1T
L7, &FEHCHRIZEMETH 7228, B IT Clqg 28 L. A BB & i bR
a5 MPGN T o7, BAE MRI CHEIAZE & /NMMICFIZEMRZS . BT MRI T
FAEIR DI 2388 7=, UL EORE & T RS SLE B L UUL— 7 28 4% (ISN/RPS 4344
4 L L TCIREEZHBA L, A7 A K2V RIEE (23—X), 7 r AR i
XU/ T ART 7 I RREFIEIEZ SEET L, REAOEELZRD TN D, [B5
MPGN & JREER2 I S V76, SLE OFIFIEIR Td 5 alaetE & aEHIC I\ CEE 2Rk
BEr I _xThs b,
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FEMMA R IO-EERBECTRRSINICY -V L VIERBESH SLE D5 R A

ORMH BE' WH &+, Ul &' A E&’ &7 %, 8k 2571
AT

ITER - Dok 7 LA —R 2RE SRR R, 3 TR - U b ERE R R

ST RERE KB N R

[IxCdic)] MNEDY =— 7 U UJEMRE (SS) 13X, FIREHITBERICZ LWz &2
2\, IRE ONEDBERR H 0 | BVEMEIG 2 78 & 2 H 72 fEIR . %ﬁ%mmt SS &ff
SLE OB R H 288k L= ClE 35, DEF] 14550, [FiF] ik, Bk, [BlE
JE] 2008 49 H NH), 1EMIZERML, HEH 0, 10 A, B FA UM & H
B 72, ARIETUHE, FREMEIIE R B L UMK 2380, MERERR BN EDOIVEN L7225, [A
BERFHE] B 157.6cm, (R 38.4kg, KIR 36.1°C. IfJE 98,52mmHg, A A E THR
BEESH D, BESICSERREZH 0, DERBEIITE LZ < O dh v, B OET.,
ThEERED O, UECSRHmKS O, [BAFT ] WBC 9900, Hb 11.4, Plt 39.2, TP 5.4,
Alb 0.9, BUN 30.7, Cre 0.93, Na 135, K 6.5, C1 108, CK 33, Ald 6.9, CRP 0.27. ESR 104/h.
IgG 2338, IgA 101, IgM 161, C3 31.5. C4 5.0, CH50 14.7. RF 5.5, ANA 1280 {21 -

(speckled) . L DNA Hif& 33, 5L Sm Hif&k 500 LL L. HT RNP Hifk 500 DL E. $T SS-A $T
& 500 LA I, #i SS-B Hifk 500 LA L. KL-6 1350, PH 7.300. HCO3 19.7. R&EHA 3+, J§
Wi 1+, RBC 5-9/HF, WBC 1-4/HF, il CT : 1 FAHERLSM 2 RIS TR ME M E 1R % &
0. kDD IRF: AEOS /u% @ Schlrmer 7 A bk : 5mm, FEEEE MRI : apple tree sign
BV BEER R R EE HEEHREH O, BAEM  ISNRPS ITXH /00—
2B RAHE(2003) T 1 V-G(A/C)+V\ F”ﬁ,x\O) U BRI, RAEDOEEH D, [,
BIRB X ORE] 707 2 UAfiFE L PSL 1.5mg/kg/ H §E 2 Bk, SREMAE DR E SS &
ff SLE. 7 —VPEfERE L 2 L mPSL 2L R 2 7 — L+ CY »L R & T LT,
PRI IR ERE 12 X 2 Mlige, BUSE 2 0F % LIRE A OHMEZ 788, PSL % i MHE =
L7z, DARSEIR TP L, #ARICTPSL 2k L T\ 5, [F & o] MEMME, x7 8
—VIEERE TR R SNz SS A0F SLE B IR 2 #8x L=, HE&& F e D BGRR[0 E
K. BOMERER ELEERE R LIZERTH O #ils L=,
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EEBMCEFREEELCEEHIVTIY—TAOBRHI

O%HE (B, HF . I R FE R =4 FE
RHERSLZ 8Bl U U~ TR

JEBNE 13 w8 E, [BURIE] 2008 45 10 A X 0 AEREER 2N HEBL L, JTE CRISE M| 2
ITWEZBEOBETRSWS Sz, FE 1T APa L RE, DK, HEERE, 2FER
AN B, 1123 ICRTEZ 22 L & 2 AEW R 2 fah S v, [ BRI Y B E#
B = E AN, [BEERE) #ritsEme U, [FER] B )%, B #EE © SLE,
REGHAACHRE - ITP, MBlOMEAIIR~: AB B, &2 A B, [ABERBUE] & 173cm, A
50kg, AR 40.1°C. I+ 128/82mmHg, Nk 100/57. FEWeE 24/55. Sp0O2 100% (¥ A7
RSB B L/ T), EikdEW, BmAE . RIEAEEE, capillary refill time 4 70, MR EIH .
BRI ) D HES T/ VI, #2502 2-3mm KOEEH U, [FEFTR] WBC 4800/ 1 L,
Hb 2.6g/dL. Ht 7.4%. P1t 9.5 75/ 1 L. TP 4.9g/dL. Alb 2.1g/dL. BUN 40.5mg/dL. Cr 1.54 mg/dL.
LDH 1006 TU/L, CRP0.08mg/dL. C3 17mg/dL. C4 3mg/dL, CH50< 12/mL., ANA 880 f.
RF 351U/mL, #t ds-DNA FifAk 880 IU/mL, % EAA (C1Q) 334 wg/mL, /L—7 R
EEE KT~ 2.01, ABO/Rh IR 1342 C ORI THEE UHIEARRE, HEE - M7 — 2 23 B
THLEME, IR EA 4+, B 3+, ME X R : CTR60%, L= — : MR H V| TR
Bpg 7 L, [ABRRam)] BiEEMIc LA 7Ly a v 7B E EZ 2 | MR ERBED -
HRete7r < O B+ AR MERIEEHE 28I L7= & = A, WA N HER SN, i CT <
WML R A2 38D 7o, WERALEE, DIPENTES . BIfisk, Mafsise, WBFRESE. VA e i,
I/ REE . T DNA FUREE, v— 7 A HtgeE R FBErE, PUZiiiREiE, AR A miE
&0 SLE & 2Wr, BAR CIIRERIKOOVE AME, 2HEIEDOIEFEM L 2589, class IV D
N—TAERTHoTz, A7 8A RNV REER, V7 aEKRAT7 7 I RV RAEEZ B
15, C3. C4. ¥ DNA HUSEAMFIZIEHR (L L SLE ORIk EA R LZN, EAK - 1ML
PR - IR, PSL50mg/H . FIRAL, BEEIEOFHEGIZ THRAIZa > br—Ln
AlRE & 72 0 2009 47 228 (ZiREE, [F & D] Aia 262 SLE & 2B S5 6153% 505,
ASEF iR AN B O BEAE A I CHRRHZE T IRFEZ L - O THRET 5,
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HZAZERR SMILEY(Simple Measure of the Impact of Lupus Erythematosus
in Youngsters)D{ER & EDFHEIC DT

Omnl ZET . 5 H7 ' & 20 K HE R/ B S B2
BEMH 27 ', Moorthy LN?

UREIRTNIRSE N

*Division of Pediatric Rheumatology, UMDNJ/RWJ Medical School, New Brunswick

/N SLE O ABFFRAY 72 QOL #HfiE & LT, KE X Y SMILEY (Simple Measure of the
Impact of Lupus Erythematosus in Youngsters)23 &% CHM 2T > 7r— MNAETH 5 & i
S TW5 (Moorthy LN, et al. Arthritis Rheum 57 (7) 1165-1173, 2007), Z Ui 18 F A D
SLE BV F 72132 OIREE 2 M GUTHHAET 5 H D T.QOL ([ZRHE T 5 26 OFHIE HIZD
WT, DEEENDEVEETO 5 BEO 7 oA AR — /L LD EREIZEL, 42D T7 <
AARART—)L%& 1D 5 ETCORATIIEBLIEHRET, L0 EWBAa 7Ly B
QOL ZH#EFF LT\ 5 LRl =415, 4Bl Dr. Moorthy OIKFHIZ X V. HAGER SMILEY
DI R B 2o 7-, KEOKFTTIX, 20 SMILEY (2L % QOL Ok, 4Lt
SLEDAI 72 & O BIEEME & BRI 5 & O TidZ2 23 (Moorthy LN, et al. Lupus 18 (7)
622-629, 2009), FEBROLOMEIZAS %, IVEHRL TN RELEOTHY, ZZTHAR
FERX SMILEY ORI 21T 5 & & T, ARFRD /N SLE JEF] T ORI 2 461 L 72\,



O-19
BIRIRER CTREL 2B METIUTI =T X(SLE)D—HI

OWH ff, W iy, R4 J7-, ek i, BT 7Tk
ESEBERE 2 — AR R

(] 13 mtett [323R)] g n@n Lo (BRI satsmse U [BUnE] 5
fiE 1 AT &L D RFEAIZ I/ MR (6 5/ ul) ZirE TR Iz, MiImERIER <
Pl dsDNA HURITFEME TR L TV ey, FFEZR LV IRAIC ER L TE Tz, ik 21
3 AT LB R FEFENMOBN LSS ZHAR L, EF, S8R EAFE
EDRWNEIC 72 > 72708 3/18 U2 LABE & Ir o7z, ABERE, 3 -HEBAL D A4 FEXTFR
72 BRI AR O AR REEER) 2 WAINEICR O 72, SR TROREEE IR T, EAHET
LISMZH & 3 i il 72 o 7o, FEE DRGSR, SLE O2Wr & 7p o 70 CBEESRLEE,
FPETE S, ARRRRE . I/ MRRAME, BT AR DNA BUREE. PUEdukBErE), ity v
NEEHUARIEGERE DA OFOB PEEITFR O T, BAE MRI X° SPECT CIIEEZIC BT R %
DRI, ABERBRIR 2 ITIERD R L, B ) CRESCHEALLRE: b R E 7o
oo, 324 LY AT v A K2V APEE (mPSL1000mg/day 3 HIE) % HtifT, & D%
PSL40mg/day(1mg/kg/day)NRZ BH4AE L7=, Los UIERICEL <, 1 BB HFEAT =
A RV ZPREZATV, ORI REMHIZFEOPFH (PSL20mg/day+AZP50mg/day) %17
ST, FTOBBRAIIERITEEL 4 AREL0 HATER, BITHAREIC o7, L
L. S AR E VIERDAEEENL L, ZORHIE-FEMNOIER TH - 7=, HOHFEAR
DREE L e o7c7ed 5 HR W = R4 000 291 (500mg/m2/[B], 18I/ H) ZBHts &
L7z, ZD% b HEEEDPREE/RNS X 6 ARIXXL v sHEFEEE LTrXY F—
NEDVEIVBRG LT, RAIERIZEELTETEY, i aX) F—L2HE

T b, [B%] SLE TEREGFRAIEIR 2 27 DIEF O ITMD TH 7| WS LIZTE#
Eb 7, AEl, BMYRARIER TRIE L7- SLE OSEFZER LD T, THRAE 2% 0
2 TCTHRET B,
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EEHRKBERREZEZEUT SLE O—FI

O IEE. Ji BAc. F &z, 4oi v, i 8. WTH . JRE F
AT 2T A Bz, B R

BIETISIR AT B /LR

[1ZU®IZ] SLE IZHEALBEC A ACIRALEE & W o 72 SR A NI THh 5. ATk~
I FFRE AR ACREIERR B % & L7z SLE @Mﬂ%fx%ﬁbt@ﬁé&ﬁbﬁ“é DEGI] 13 5%, &
2. 2009 4= 4 HESHA e < EVE BETE, AR &~ A R0, PR
WORBEROD XL I ThoT-. KE ﬂi%r“@f“r%f#b\ HGBRZEIC L sy L7,
O eNEE, MmERME, BT DNA SURBGYE, (SHRMIE, JREHES, SLE &2 &Y
SERRIT ABE & 7r o 7. ABERE, WSS O B35 1 X SLE (& R A 72 AL BE Y HCHRRL BE
ZRODT, NENZAKIOIn L O BREMERLBE TH o 7=, 29z OMAR D B FSE b KRE &
Se\, RERHC CREARIEIT L, RKEMH O EBV % real time PCR E(C CHIE L7, &
JE IR ERAT RXI A E P U L RERORE &, Rl ThaEsra 7l v, ik
DU %7 SLE I FE LR WATR Tho7=. F£72 EBER O IfEMETH Y, R
EBV-real timePCR1.1X 10> & EBV OiEMAL Z 587220 o 7=, LLEDFTR L v BIE D EBV
TGRS TS AR AKIIED B PFTIE7e <, SLE ICfEI B D—o&EZ b, APk
AOFENIEE 2 380, E2FRERETHY, FMmERED HHEITL WD Enb, AT
0o RV RIERERGG Uz, 1RIEIC K 0 BRI OFRIRTHIE L, WNEOKE ML L T
BRILEZROT. BEREZITOVIIL—T ZABRK 4-G <A) Al (ISN/RPS 23%8) %78 87-.
Va7 ATy I NFEEERT oA NI, EMEERIC X AREERG L. [BEE]
AGEFNE D ENTEES, StfEE, Bk - IR T, #@DNA#MX%M&%MXEI“
JRFT R Z58% SLE # Lﬁﬁéﬁ%‘r{ﬁﬂ%tbﬂ\t — 5T, BIRIZERD Sz B 2 IR
T%D EBV [EYYE & ORI 7: E2 Wl EHE L. Lz’nb B2 & A= g 0 3 BRAE B> 6 13 1M
ROFTR EGEGTOLE ZROTEY, SLE IZF/E LRWATRTH-7-. SLE O
Rif%ﬁ% THLEEDS — X TH D3, %ﬁfﬁ%m@%ﬂif%aab%?*ﬁoc&f“%za“é*9:753‘
HMHENTWD., AKENZR SNTZFTR. S SLE 2o ECTHEERER EE 2 by,
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E5MIVFTRMTRCWYZI0T7/-IVEETIFI OB ES LUV
ZEMEDRE

OAdu)Il ZFE8, NI #—, &M EE
HWH/NEREERR S F— AR R

INEBEIRIEREVET U 7~ b —F A(SLENTITA, FHI OG0 Al 0B A L FHEN
WEL TS, ENTHHPEMEAICBWN T 7 a7 3 A7 7 2 K2UL ZRIE(IVCY)
EATH Z LI K OB TPHRBFIICSET D LS Sz, IVCY LAk om il & LT
RSO HAI YV, 7 al) AAOM, THEFFTY o 7 AR o,
RaT )= EET = FI)VMMF) 72 ER VSTV D, MMF [k fEI I F8 Ti
BB N HERRRIEONTT T IVCY LREGEOMETH Y, BIERRN D720 G S,
SBIEYER IR IBR E I D Z E NI SN TWAEERID 1 > Th 5, YUPFElcBiF 5 SLE
DO—R IR ST EHE. AT v A ROV AEERICEERE & OB E ORBRE &7
VY, =T A Y WHOISN/RPS)IL & CTHONIBIHRAE D72V EF TIE 7L K=
2 (PSL)B LI Y U BEAARE Lz, T AL PARESC 0 PN gIR 48 2 58 2 E I Tld PSL
IZINZIVCY 217V, THF A7V OWNARIZ THERFRIE 21T > 72, MMF D JSIZ-20
T EFRREN B 2 F0, BITERIC L 0 REEZ B & L=, FI2keo b EE e lias
BB U 2 0NI0IA XLV BIE L=, SPeTiX 2 E Tlo, Wi o SLE B3 39 o 9
B, 18 Flizxf LT MMF Z#HWEIEZIT 72, ZHUH DIERIZ DV T MMF OFZh R
L O Emed 5, BEERLE L UIRERICEHIL— 7 AR EZZ O 6 4,
A2 i, IV R 7 i v AL 3 i), 3 BIEEARRZROT, O CNS /L—7" 2 4 f5i],
H ISR 1 BT -7z, 18 Bl 10 FlIX IVCY #& THRICHEB oz hr— & LT
MMF Z B4 L. 3 BlIX IVCY F ORI E LT, 4 BIIEIWERA 2 Ll L v IVCY =1k
L7272 H L1 FliE MMF BR#G# 12 IVCY 21T - 72, MMF O 513 K 30mg/kg/day
& L. IVCY HE 20mg/kg/day & L7z, 15 BITDOWTITHRBAOLGER PSL &N Al RE

72otz, 2PN TH D OIERIE~EE L, 1 FlTEE O B RN L 0 1% & il
L7-. MG o 15 BlOFEHHG5WIIZ 243 » HG » HINB 489 » 1) Th -7,
BIWER & L Tix—lME 0B basdmtk 6 #. #HREE 3 #, Bz 1 Bl2580 7225, &l
VERIZ X o Tk CTE 2o T2 BNIER D 22 v o 72,
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IW—TABRICHY BV VEY DR DIRE

Pl Infr L ke B BOR Ml R A OfdF B
UMA AR E TG, ALK N LR

N—TABFRIZHTHI VY (MZR) OhRE LTI, WEIZ, AT a4 NFIEIZ
MZR % IO L, IREADOEDSCAT 1A RO, Mo E ks Vo
RN ENTE N EORER DD, BEY ; ED, HRICB T L —7 AERKE
F D MZR #5512 5 L, MZR O 0% % HRIICHRET LTz, Fik; 2002 46 Ao
5 2008 4 12 H £ TOMIM, JEERRFHPNERHI B W T, —7 A% &2 I i,
7L K=y, MZR DR EE B 272 o 72 4 Bl st 8 ITat Uiz, S B 13 A ERE
i Cr, CRP, CH50, #t dsDNA ik, JREHEM, A7 oA Fh-&, SLEDAI 4344,
BEEZOAELBIE L, MZR HHFT% OBHEEE. SLE IFEIEZ T L=, SR 16E
BRAAAENN X 13.520.5 %, WHO 0EIZ TR 1 AL IVb B 1 A, VA2 ATH -7, 3 BliE
AT aA RNV ARERICHERFIRIE LS L, MZR OB EIL 125 £ 25mg
(100-150mg) 43 2 DX &G, V¥ MZR $5-#1% 30.7+5.8 » H TH o7, MZR A
TuA RRFEH% T L R=r OoF 58013 22.5+7.8mg 7° 5 15.75+£6.8mg & #it5H
WA ETIZZR WA, MET 52 &N TE, MF Cr. L dsDNA ik, CH50 ORI
Wiprolz, BHERHCTREFR IR E o Te, BE V—T ABROBEITE
WT, A7 84 R MZR Z0FH L, #ERPEIEZIT O 2 L1I2L - T, BHRED (LS, SLE
DIEEPEDOBEAL 258D D Z L 72, AT A FEHEBOBEM R 2D 7=, MZR Offi H
BRI RENEE L SN TEY, BARMICAEDMFREE CEAIEL HEELT
TR ANV AIENRESINTWD, ZOHEZL D V=T ZABROBFBROMG & AT
0 A REGEOBRNERE STV 5, SRS CTiE MZR O IR EORIEIZIT> T
RN, A% EEREEFA LIV Y L, w2 BEERE DR &
1TV, =T ZAFRIZKT D MZR O X L7 53R &Mt LT <, #&iE ; A RlOMET
IZ. MZR Zf0fHIC LV AT a1 FOEEFIEEE LT,
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FRARERICZ UL WD RIERISEIETBRER IBLUCEBREFHERHFE MR RO
1% 'R

O4)I NE—, MR =, B FH. & 5, R JE
FENNENL Z P ERE 2 —  RYsE R

BHRUEEVERR T PERIEI R (SJTA) 13X, BAEIRICHBRE, UV U~ Mo N, U v iR,
2 292K ETH S, Al 2 [FO sJIA FRICE L., RIESSITEEZ 28, FEE
RBHEIR Z T B OMERO A BT 2 B 2885k L7 O CHET 5, JER] : 4 5% 4
5 AR AR - BEAERE - 768G 39 6 A, AN AR HE, HAKRE 3320g,8 K 50.0cm,
SAPH 32.5cm, JEEEMICHAFRCSE e L, FEOENL L, FIEE : R4 APHE3 1, F
FRIE\CRFRL SR 70 LBURIE @ AR T 2% 5 o A RRICIEEN, IFRER, JIFRERERE S, HifEk
WA, 72 VFUoEE. N 22U RY REfE, HEE S, BRREL S OIRED
Tz, BEEERZ DT, MMP-3 IEH, BE7/va U BIER T, VA LRI ED
~ 7 na 7y —IEMLEGERE (MAS) BEtbiiz, A7 a4 RELGTRRLK 2 » AT
ik Siv7e, BRJRICPEV, 25% 7 0 AISSBEREIT, 4 7% 4 5 AREIZ 10 H 2L B < RS8R,
R OMER, SHE Y o HER, RIESTTE & IL-6, MMP-3, 7 = U F &l
DFERITE 7 ECTABE L, BHRAE CHREMBORMEREDOERBEZRD, sIA ITFE
5 MAS EZWI L, AF LT L K=y UL 2 (MP) TIaE L7, MP 1% NSAIDs
BrA® E, PSL M L. 0.5mg/kg/H &72-7=2L ZATBBE L, AR 7+ —L Tz,
#43kC PSLO.3mg/kg/ B & TliE L72 4 5% 7 » HBRRICHREN, BEFT A Z b 7 WRIE G
® 5 (WBC 12800/ u 1, CRP 17.23mg/dl, ESR 92mm/h, IL-6 255pg/ml) %788, Fit H
A AR, PUAEFNCIEIARITH Y . MMP-3 659ng/ml & &E T, AT OMEIENSHE L,
JIA PR E 2 Lz, MP fafT# 1L, RIERIGSGE L, PSLO.6mg/kg/H. MTX 0.2mg/kg/
W TIBFBE L=, AR TPSLEEDEE, MTX % 03mgkg/ & LT, 45% 10 » AKIZ[A
RO RIER L & T Oz Eifk & L TABL, MMP-3 700ng/ml, % & MP Jiif T CTHRIAE
ROt idcksE L, BBE L7z, A7 uA REEEMIZ, 5%l » ARRIC b U X778 AL,
BUERBBIET Th D,



0-24
ROOT77—VE N LERBEEEL-2BREE TSR EREERLNEAD
Plasma-dia-filtration % F3\ \fz & /% b B % 5 1T 5

OtH v, B ZEk, B0 £+, &6 1. 5% @
P SN

(B8] ~7 07 7 —DiEMAVEGEE (MAS) 13, 7 4 /L AREYL - BPEY oS f@R S0
fith, B R AEVERR R BT R (s-TIA) ORI I FIET D Z E R B N TV 5, mEElI7a %
JEMES A PO A K DHMREEN T E L TE 2O, MENEMBEEEND
DIC/MOF ~#{T4 2573, ZDIREEZFIZT—E L TR, #I3ED s-JIA O$hIEHICE
WT, MAS ~OEITHAA B DIC BLWHAEREZZE LR, AT a4 RV AFRIEID
Plasma-dia-filtration(PDF) & /{173 5 Z & T, T AR RIFIRELED G H iz, #FREiz-ou
T L, PDF EADWES & RFHIZOWTRET L2, [HE] 2 B o &2 - N
OOL . FZ - LB B IO DIC - mENEEZEL-4F B, AFL71L R=
V' a oL AFEMPT) E PDE (7 V7 2 B KO FFP I CEH#R) 2 [ &2 JifT L=, A
BORIMEB I OAREREB Z 20, A A v E2EOMB LT o7, [E] BEL
& MBI - AR - RIERISDSHA TIE# L U M L7z, 1L-6 X PDF Hif%2 T 1200pg/ml
25 80pg/ml IZAK T L7z, [#Eiw] Feeeny 7 mfEsc#ia & BbIRIEN B 2 7 2 2 AR5 1A,
MAS, DIC OJFEIZKI LAZITH Y . SRICHZRICHITTE 7=, IKERSRM T
7o RN s-JIA DFRIRUGEIZ & EF o 72 mUCRIED R D 23, 11-6 Z#H & LTHA A v
DONRIIRREIC LY . B ORI IRRBLEIZORMN -T2,
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ZRL BRG], VXARNBESENBFLERLICRIOT7—YiEIL
ERESHESREF R FEMERBERDH

OXME 730 'L 4o 9120 MR BGD S, BKRE B2, A4 22 Mk Al

VHERIENLE R R IR R AR ERRHME T v — T RN E R MR ERE N R
SRETRSERE N

EFI] 11 80, 2R ABEORZW 2 5 7=, [BURRE] WE4E 4 H X0 JJRIRARBHO
SERIBRERIE . BB, BATAM Y KL T2 BERIRIE L Ce, A4 3 H L0 388
FIBE DT D T2 O R H MMM BRI 2% (sTIA) D B\ CTHIZEIZ AL, 1/ Mg &
B = U FUMIEZTRD sIIA O~ 27 1 77— JIEHAWEBEREMAS) S O L 22 L=, #%
HAT v A NFRES SV ZFEICROGE S | YEE~5Pt & 72 5, 785 CT Md /My
BEDONE AMIEIR 258072, [HEPefm] BT ZALEE, Tl zi@D, S HITITHEEE
bEE | BRI AR Lo, MASIZXE LS 27 B 2R Y (CyA) T X 2 %V L Db %
AN AR VAR EGE 2 B W B R OB - 21T o 7o, lODNTHEEL, BB HIHAEL 7 =Y
FUMEHIR T, MAS [3E Lz B2 b=, LERED DS EITLARE 3 BE XD
G-CSF % Bith, APt 10 B B3 PERE 0/ul, ~EZ vy 6.9gdl, /% 3000
Ju L\, BRIV BED~ 707 7= L U U REROLTERIAREIREEL 720 . £,
TLOEE, D 7V Bk, CD toxin HURGMED 72 OEGUE, & T TMA O & PHRE
L. CyA ZzH1k U7z, EMAEREIFIR A ICEIE L, APt 24 H BIZIZHMmERE 2700 /1,
~NEZ B EY 93 g/dl, I/ MEE 43000/ 11 EEIE Uiz, —F, /ERIREEIZ S - T2/ MEIH
ZIIABE2S HEICKE T ER- L, HiflttEy 3 v 7 2R L=, WRSERE TIZ/NED
RJEVERE . WEFICEEMRERORIELZRD T, 7o —HEHOFRELZE 2 A
Y7V XU T RS LS ARE 38 H BIS/NEZEFL, IRYEIEIRR & 72 0 SR E %
F L7, sIIA OIREMEIRZAE &5 %2 CyA ZHB L7z & 2 A Fifmidmk, S5k L,
ABE 56 HEE, FE < B lKAFIRIED DB, BEO 7 =V F U EEZFRD 5 DHT
b5, [FE] sIA 2D MAS TIEZEB A RICED Z BN BTV D, A REHNH,
R/ MBI IE L < BN TV D B EM AR/ D Z LI Th D, E/MERED
WEIID e AL RTHNXIE E A EEYD, WTHOJRE S SEEEHIIZH 5 23 MAS O
KEEORRELE 2 bz,
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ROO77—Y B LERBEESHUICESREF HHFRMERERICEITS
YA FhAVEREEEN

OTFK IEM, i BET, Sl B, il K=, &G B, S5 #C, AL B2
BPURYE RHEREOTTE R NER

[1IzU i)

~ 7 a7y —UEHLEGERE (MAS) X THMiak X0~ v 7 7»—VoREEELE
Yo+ H Ry R PUEME RSB R (s-JIA) OEERASIETHY . KIEMEY A M D
A OBFIFELENFRRIESBEE L TWD EEZLNTWS, LMhLASETHEZA
MAS A 25 s-JIA JEBI O EGEIRBGRIC BT H YA S A v OhREIT oA ST
W, A lalF 2 13 MAS %2 &50F L7z s-JIAS Bl WTRIEMEY A b DA > & R H)
E L., FERIFEMEORE & 72 A ERARIER . AT R & OB ZME L7,

[ 5i£]
MAS Z&0F L7z s-JIA (MAS/s-JIA) 5 il EB 7 A /L AREYUIEIC K 2 M ER B B IE A
(EBVHLH) 10 i, JIlIF95 (KD) 22 Bz} 5 i H @ IL-18, IL-6, neopterin, sSTNFRI,
STNFRII £ £ % ELISA {£ CHIE L, FEEIFEIMEDOFEEE TH % ferritin, CRP, AST, LDH &kt
WA R L7,
[FER]

MAS/s-JIA JEBNC 51T 5 MLiE IL-18 #2)% 1% EBVHLH, KD #f & el L B E 2 mfiZ2 s L
72, —J5. EBVHLH #f TILIML{# neopterin 73, KD # TILMLiF IL-6 23Mhff &t LA EIC
Bl 2R U720 MAS/s-JIA BEIZ BT IL-18 IR 1L Z Dfthd A b A RER L O
ferritin, CRP, LDH, AST & A E /R IEOMHEZ /R LT\ 2, MAS 2OEEL, 215 DRIE
MEFEE N 2P L% @ inactive phase (23T H IMIE IL18 A T BE &SE S Fife L Tz,

[#&5E

TIEDORERND IL-18 1X s-JIA D EEMERREIZE < B 59 % EE 72 mediator TH V| &
BYREMMEOFRE L L TAEATH D L Bbhi-, RN Z A9 % MAS/s-JIA, HLH,
KD JEFIDOAMIIC BN TH A S A v DOpEA R — TR BRI L 0 B - Tz,
YA NIAVFEAT O T 7 AV TI2KDE=4Y 73 MAS, HLH 211 5 5
TR BB ORI EIRIE T #EORIE, F IR HE O FHE, FERIFEIMEOEICE W
THIHFFICHFHTHD EEZ BN,
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DIEFMRICONRREREL. BHICERB U R E BRI A

OhEF s ' 2 B sy fog- 2, bk —k
VREFISLZ LR MEERAEL, (RN KA SRR Y 1

FIERMEH YRR (FMP) IR T D8R 2 Fr & 3 280 B ORIERETH 5, F
H220 3 HFARE OFEUCREAER & U CTHIBEZRIC L 2 M -<CREE R I X D &1 5
ZEDZ, FERMEDIRBOFMEN DI TOIMERZ MY KL, W&
L72 FMF & 1 ZiplZzH59 5, 31 1 » H &, Ebstein &, LEFFEKXE, Bk
EPAFIE, KEEAE, R EEh RN, KEIER EOER LV, 15% 7 » A K FISH i
Z T L Sotos SEMEHE & 2Wr L7z, 2%k 0 » HIRF, LB HRRERIE, BIRE BIAREIZ LT
VGBI 2 AT L7z, 2 7 v H X0 BEHE S DSERITRE AV IR L7272, 2% 11 #
H RIS B D R e OV R 56 T BR i ABE L7z, WBC18170/ 11 CRP4.6mg/dl
ERIEY—T—DO LFEZRBOTN, L= a—fr LTI L2 2O T HIEMEON
JERIIEENI Th o To, LERITH I EOBRED AEEZ DT THEEM 11mm 12 KON
OAMER D BT, Mk ERAE, PiEER LG, DERL T —UZ2iTLIZE 2 AL
FEWRI TR IMAE TP FER 2 ZHGRO 728, BRIk, DERE bIZEEThH T, £ D
BobBBELET 1 r HEIZ1 — 3 HREDFHEL LD LDEBRITHE 2 IRT 72D, 335
% A B ODAMEGIBRI 2 51T L7=, MIE L CTIT» 7o ik, DFERES MR R L OV E
AR TIE TN O E Y A v — L Y Staphylococcus  Cohnii 23 H & 4172 O & Tl K B
DHEEIZITE S e oTe, KETHTE Y — K EFREIENERFHIE D 7= O IR % &
1729 T EMLEERIER E LT FMF % £\ MEFV B1n 1##fr 2 iifT L7z & 2 A, exon2
IZ E148Q R A ~T AR TR, ZWIERE LTa e F U2 L, 5
TEOBERE I U, BIEER O BHE I WE L T D, FMF IR 288k & L CIigk
R R OMIRESR OBEFEN B < DIMERITFE TH D0, PR LRI 2 £k > TLAMESR
% R DIEGCOAMER DI A KIET D FMF il b s ST b, Frds b osER ik
Y, B O R COERINEE TH DA, FHINE T 561X FMF IZ£E 9 LIME
RO RBFITES LERD D,
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RFBICHIT BRI P BER DR

Ol Fig ', ki k' A fsk® M £z A B N
TR B Kl S

RET PN a2t b R e TN EPI PN S AN S e o 3L N

MEMKFEEFHE 3 NFHFE

FEME T EEY (familial Mediterranean fever ; FMF) 13 H R IERE B O H TRFEH IR
THY, HRAFIZ1 0 HALLEDOBRENND EHEESINTWD, FMF (ZHif g 5122
WS, AFTH FMF BED RO D, ARFITHIT S FMF EF OERG & BEER T
MEFV BEBROFIZOW T L7z, EWNERE O SRS & EFINRFECNER, 563
RN TREBBLELH O FMF 3 93 A OW TR L7z, fsClREBNIE 46 6, EM K5
I CRBBIETR OBER 4TI Th o7, BLIITEME I8 A4, LS54 ThoTo, FBIE
FERRIE 1 O REARTE 2N 23 44(24.7%). 10 7%~19 7% 36 #(38.7%). 20 i%~29 % 23 #1(24.7%).
30 LA E 11 BI(11.8%) TdH v, Hurifg i)y o B 1 R CRIEAESR S B MEA 2N 8 - 72,
FEIRAE IR & LTIk, F82A (98.9%) . ST X 5 9 (59.1%). MBS X 5 18 (53.7%).
B 2(23.6%). FHEERFRLBE (8.6%) MR B, 1HNCKEMED DERNHBNTZ, T
S R—Y 20T 4AH THom, Al FUEERITHENDE (ALY
0.5mg/kg/ H) TRIETHICANTH -7, MEFV BInFZEROFEE L TiX, major
mutation @D 9 H M6941 DAEFE A3 5 < (67.7%). M680I 23 1 £4(1.0%) T M694V, VT726A 1378
DO o T2, M694I/M6941 (5.3%). M6941 D F~(16.1%). M6941/E148Q (25.8%).
M6941/E148Q-L110P (17.2%)TohH o7, A O FMF QR L L Tik, Hufifg s o
BN U CER DS, areF o HEENMDETHLHEI T 70, BIEFEERDEL |
R NFEIEB 232 < fFAE LT e, MEFV 815128 B OFIE M6941/E148Q DHEAG~T 1
AR TORIENZ < . E148Q |2 L110P Z £ 5 2 % - 7=,
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MUV BLFRESE M680l £B Y dREMEMFBEDIRSR

O ZZ— ' (hiks Fo20 /bR JB, iy By— 0 g fE . bds —k

VELAERRGERT S - T LR —RIERAIE R L 2 — SES ) I 7 R
HEM R FE L TR R BHEF,  E)1 H Bw b/ N e R

FENE RO FAE R MEFV OZ B3, HARANIZERBUWTIid M6941 & E148Q 23 K%
a5, PN CEBEEICABILD M6S0T ZBEITZNE THON- TR, K
BREGTHEBEZRLTIICD THWE LD T, FiED MEFV &1 AT 5200
ZHRET D, Tk, B, FHRE, BEERBICFL TS 22, 3MOENLEICL
[l 3 HEFHET 2BEDN A B, BRI ZFF 272, 62 A0 b RIERDOFEIE
2N 2 7 —FE L RIS L 7=, FEMERRICIZ, WBC13,000/ 11, CRP 5.9 mg/dl & [ L ER
2 & CRP LA ZROTN, BIEMXRFFTIZ I GITIEFEL Uiz, REBISF M
A, BLBEEBTMIrEaL L7z, LHIE~7T 18 M680I AR, HEIX~T 1
L110P-E148Q A ® %A L T\ /=, EIRIZIX, L110P-E148W/M6S0I #7238 1 | kMM
R & W E LT, BRI MEFV (ZHE XA 5T, IR&IZIE~7 & L110P-E148W 28
AN BT, BFRENC 212, B8l E K42 MEFV Exon2 D% DX 7 L4 F KT~
TRTERNRHY, G304R 7 X VBERNH O, 2/ TF L 025mg/H 57 2 DNk
ZERRME LTZ L ZARBREIXNA Lz, M7 2B 5 M6941 28 5 D S f ik i vp
WEEVEE 1T, M694V OEFICHL LEBYE TH D Z ENHM LI TWD, ARENZBWTHFIE
MR LR < | FEAERFOJEIR b IR ME A N B~ 72, F2. FIENIZA LT
G304R ZRIZE > T exom2 DAF v I NEZHZ ENMLNTEY  BREELDZOD
RO DMEFEAI 2 B O E 9 BEELS Bbhr-.
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KRR MERABED 2 FEFI—)VEFD OERICEY 5128k

OfA muz . & Mse>, b ' HE B/
VERBETRR A NERL, CHERTINTCEERE MR, CENORbE @R LR

FHENE M PR R E A BMEERED — > TH Y . IEREE L TAT A RPNEHT
SN FUNETHSL, SE. b F DRSO DIZEHER: U GEf L . B S0
IRAEENTIE NS 2L e F o O I A - TER 2 8 L7 O THiET 5,

[EF] 1] 15 B, 13 oA LD REEL CRP BEOTE Y — REMD IR L, 14 %H
SIEEE DY Koo ORTIEIC AR, WEXEZAFL TV & FHRAET
E148Q/M6911 22 A RO H i EE 2, 2L b F U 2BRET 2 LEIWEMA & LT RS
BEHEBERIENHEBL, ale FUEHET D EREASCIRENAHET 5720, HEoa s b
a2 — VN NEED 7= DRI & e o Te, KBERE, THADOFALA HIZ X > TEDL SR N IC
NSV . g b RITHEL, THRIZE -7, WIRIZ=2/LE T2 0375mg, 77 F
dmg, L= AKX 300mg, HVZ L 25mg M, BREZREWT A X —ONARE BRLE L7275
R RN 720X 7 a AN IEE S, DB LIERITER L=, 2
PR MR DI, BT, BEEOEE L, EREITER L,

[GEF 2] 37 sk, 16 B L 0 e & BEAE VIR L, @RITEDIEE Lo@s cE
Molz, TDOk, HEFDVRIRD2H00, 121 ~ 2 BEIIMiEm & BEEFRD T
oo BEO 2 BREIVIERPSHBT 5720, 29 L D AR LT - JIlRFALVE A
FORM ZBia L, FENHES 72 VIR B IER TS 7o o7, 36 FICBIE FREN S
AUE148Q/M6911 8 B 4388, #irEE E 22 S, 5% D07 +rn—HBTHRIT & 7o Tz,
PRI O Y — FES | JIIE b2 00 EHINTH 7=, LH LiEB)F
DEBENOEL o TERLOFZANH D LEK - ba—EITho=NRE2 L, B
L C Hb8.4, MCV72.4, MCHC21.4, 7 = U F > 339 LEkRZMAEMMNEEOIL, CRPO.8,
MiET7 ImA K A62.6 & HFEEORIEL oIz, BESBOMRIZZRVNWb DD, =
)b F o ORNARZEBIG L T,

Z D2 BIDOFE D% ORI E TR 22 2 TSI 5,
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RHICO= 3 BIEMMEE R THEEIH SEEI X ZFREL MEFV mutation M
BOohofc1 B HI

O4JF B o Wk, &AW M2 B 25° R 045K’
VERRRE ESE NER 2BRKY EE REE. Ptz =y

[IZU®IZ] FiRrEf P EEE MEFV B s T2 2R, B REE TIEIR E 5%
BHECTHDIN, ZOIERIFZIGI OV EEE L I ESETH D, 3 FFISEIEMEEL &
BT AEHI CRIE L HEEZ W SR EETd - 72 fEH] T MEFV  mutation 73 B2 721 &2 #)
95, DEG] : 18 matE] 3 MBI L OB RIRZ BiRICHTIEZ 22 L, RYYE,
H O R, BB OWTHEAE S0, 2l oo iz, 20 L XI2EmR
%P O RREREREA R T ORI K OFEH 2 BEFE S 1 BRI EH M T e bz, fEEiRH
BIERITSE LT, £0% 5k, 9k, 115k, 14 R RIBROIER 278, #5HE O fif H
TRz, BICHEIORIEATRZ RE L= & 253 F & 5 F O3 palisading
granuloma, 11 ¥/ palisading granuloma FEIRL | 14 %R I3 R IE DB DOZWT T -
T2 15 BRI IC IR EEERR . BN, PERIKD - Y IR0, RIERGEEM: . RF [atE, fhosk
BT E SNBEETIINERE DA Th 72, NSAIDs, AT 1A RRAZDEERIT—1E
T, SRR OB E 2 0 K U=, 16 I AR 28 2 8 E. MRI _BEZ BRI fR
Ry LTzl 2 58 07, 2D & L RIEMSITRTRETH - 7=, BIEi%RIT MAP JEL
BldaRLE Le, 0% bMEN, Bk, BfEEZ MRV IET D, 18 mEL A 7Y
X~ 7 EA LT, FRICIT 72 - 728 5 714 T MEFV - P369S ; R408Q 23 & H = 41
2o A7V XU~ T7BMA%, B, BRIKOEE IR L, BfEIZare F o 200
LTW5, [ER] EMChE 2 REKFHFMERZ7R L, (RO & KIER S, HE
PURITREMECRINCE B Lz, 3 F. 5 FREOFELL v U v~ FHifigEbihs Z &, 16
FHRFOREEIR LV RA OFREMENE 2 b, il &472 MEFV  mutation (% SNP CT&
23, [Al CEAMZE B C FMF  symptomatic &2l SN RENH 5, £ B FIER
H#iJ¢ & MEFV  mutation DBH#E 2 /RR T 5G5S H D 5% OT — X OEMMPFF-L D, K
JEFNIARERTHRE LCbn s mREME S H 0 | IR AER CHRIEOREE & 5
BAE. HORIEEGRZ2GOREBEZEZDZENNLETH D,
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IYRIVETHRERICH) 1 FREERMIER LIS RHI

OWH &+, i &' sk &1, Bl BE' WA 4 2 B!

TR EbERE T LSRR PR ETLERE B RN R
PENTFERRE TAEERE NER CTIERC C bk RS

[E] PUINFEZ Y v af R—v ADBEHELE LTHHWLATWS, Lo LiFE,
PLTINF OB HRICY V3, R—V ZADOFRIED D WITEEEZ X 7= LTEF OHE DA
FEHIK CARIR VTV D, NEBIOWEIZE 2D 70N, =X 27 MEAKZIZT LA
NRIEIR S HEE LT RE B 285 LT 7o E+ 5, EBI] 9 sk 5 » A B [BEEEE] 2
% 10 - HEHC ARSI K (WBC 9500, CRP 21) A FJE, LIEMERIEI% & 2k & nutE
WCCHEIREZ = T 12, [BURIE] 4 5% 9 » ARFICAEEBEEER 2SN HBL L, 4 5% 11 » H
BEZHRAT & 72D, WBC 8000, CRP 0.87. MMP-3 63.3. ANA 640 fi. RF [&M:, MRI (2T
BAEIR AT . 1B 2R, AW A 77 7 = #BME LTz, Sk 8 » ARy,
P2l L OB O 72 D BEI B TR EIERIT 2 i T, FLELIR O, U o Bk &
OB ORERIIRE, — I Y U~ FREHREO N FEE AR Z RO, JIA ITFJE L7 WET
RThHholz, MTIX HEZRBLEDKIGARETHY , PSL, V7V ALT 7Y D7
ExGEH L72, MRI I CHRIEHETER L OSKRHREDOFT R 2388, 7% 3 » HFFC 2 [B1H
D VEREGIBRINT 2 1T L7z, JRERAT R CITIBREk o AE, U 2 8BRS L O EREAR O
RIEFIEE N %2, H ERRFEOIRNZERO L, JIA K s a4 R— &
MEEDINDFTR ThH o7, TOHOIREICEHRE L7729, 8k 4 » AWRFICHL TNF 3 (=
AT ) AL, BRI RIXEIICSE L3R — Ry, kT
RO, BUEn iR, B b L7, 9% 3 » ARRIHETT L7z 3 [0l H OIERGIERIZ T2k
DY L3 NiEfiZ2HRD . BREICY L af NEfiE L2 L, BEZ=Z 3Lt
NEfi L, FOMOEH kG L TWAR, WIRIFZELTEY ., IR, K&, N
IR, [BEEE D] Bt TNF 3, Fric= & 3t 7 MIWFBERZFHR - 2
T DHAHEMEN S 5, HESGHM T L a1 NBEIER & ORI EE Ly JIA JEG], JHREERT
Ao vads RFESRNEDOIDIEFNIZIL, =& %t 7 NS OIEF 2= T2 DA
BETHA A9, Fio, HEEROIEFN I IEEA B A BT LIEEZEIC S L
LRETHD,
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EFEMYIV M- R - TSVERBECTRUYURI A RIIENT 5;
TOERBZHHF OREN

O%r Bh=. 7k A, T J AR B, IF BT, 8k 5 Ak
[ LIRS K Roe 2 e FAR A e R /NRER

[B] BHEMEY L 3 A F—3 Z(EOS) X 5 ik AT (S FAE T~ D 425 M A ZR MR S e P 7 AR,
THRD TEEBMEOMITHEBR L LTHaLNT WD, K5 - A% - IRL %2 3 1 e L.
JEELAT RAT R AN DV v a A R—3 R & N FEGEEME B S0 MR 212 S I

(Langhans #fifld) #5805, FTEWREIIEMIEOKREILENORKOIRIETHY , A
FHERfI Y U~ T LT RAZRD 5, 7'T<f“$f % NOD2 #Eix+ D (R334W, R334Q,
L469F 72 YN HiE S, U v RIERTIFEIC NF-KB 1EME & 58 & 1 2 B REE 1528 B
ZOHER E SN TWD, 77 ViEERE(Blau syndrome.BS)ck ILERIRIA L DSBSl L, IR SE
FEME « ISR VE (FEEE) DR, RAOEEEIC L A EMRO G AEE L
TWa LB, F—OEBHETH D LRSI TS, [MILRF/NNERTId NOD2 &
fRF1Z N6T0K,C495Y DR AZ A L, FWARBEREE (BWE) &fF 5 HIE EOS fEF %
BEPTHD, SEEERICEIELTHY R~ ROBELZBG L., E0%55E7-, HAE
TEROR TR, EITEORERICHL AR TH Y, RABEENGE L, KA O F

c:*ﬁ%ﬁ%ﬁbnztwﬂa‘?ﬁf%&ﬁb?‘é [ J775]) R i BBk %2 M-CSF,TNF- « ,IL-4,GM-CSF
FE TS, B « BE AR L BEGE S B0 b L= BEER DM 2 a5 & & bic
$%kEﬁAT%@%ﬁ%&dbtoitﬁ)F74F@ﬂ%%#mLiﬂbﬁ%kio
e ] M-CSF/GM-CSF 134} survival factor & L CIEA+ 528, BEHKTIZZ NS D
R7-21372 < & & TNF- o IL-4 BT H MR- Ma~0 BNl sz, U K<
A RIZHEROMAR L 2 R RIS Uz, WEEIE ORI IZHEROBEHRE L - 1
JEDRVATHHN, U F~vA RIZZOWEEHEL, WEAZUWET H I ENRBEIN
7. (Arthritis Rheum 2009, in press)
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PFAPA ORMEEREREBRRICDINT

OFM wiE ', fe HEm ' B BEid ' A R A0 Rl | A SewE
AR S A P

PAART EEE NERERNERREREE, P BARKY R R AUS S Rk R

Periodic Fever, Aphtous Stomatitis, Pharyngitis, and Cervical Adenitis (PFAPA) (357 @ #1235
TET 2 IFEMEH CRIEMEEBE TH D, SBlIFk A 1L, WU HLIE 417 > 72 PFAPA @ 1 /4
& BB MR AR A D2 W TR T 21T o 72 3 Bl R PEIC Sa i et 24T LR L
oo ORER) JEENL S wk~T D% L%SZ& 8D 14 Th D, FIEFHEIL 2~ 45%
T, PR IR OZ BTV b BIEME R R I o 72, W bR L?UZ'MS@
IR BEPT AL T, %@Fﬁﬁ%ﬁm&’)f U SO 7D JER L2 micid—&
(AL > T, 7 kRFIC PFAPA & 2 S L7 JE BTk IL-6 ﬂﬁri%w L7223,
fit DIEB] T D IL-6 (XF2PETE - 7o, IL-6 BHPEFEAIZ 1. macrophage D~ — 7 — & LT CD68
% VT, IL-6/CD68 @ HHEHUARIEZ 1TV IL-6 BEPERIRE A CD68 [htfiifia o —ik T
oD LaEEd Lz, £z, TV 7y MO TIE, PFAPA JER] TIEE B MR
JRIEBNZ T CD8 232 < AL b7z, BHEMERPKIRRIES] TIX CD4 232 < | Tk D
HLRETh -7z, (BR] R HIC PFAPA &2 SIUIERI T, IL-6 TRk
FOSHRE B, TIL-6 IZX 0 iEMH b Eir T MCD)BRHML TWD EEZHND, [
#W|PFAPA TlL, RHEHAN macrophage 12K % IL-6 FEADRKER., T MAa(CDY)MEAL &
20 T MIBROIEHECOFAEN R I N, RIKBREOOED>TH D &bz, %
T DFEFIEE~T CD4/CD8 2ME< . Te MEDBI G- H & 2 bl
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BERRE CHREERFMUCEFIER B XD R H

OfEA FT—., M =, Pl B, JBE Wi, 50K W7 BF e, e
PN SRS TN

[IZCOIZ] BHEMELEH RO R OBEGFAIE L TMR 1T ZHWD Z ERL 08,
ﬁ CCITBEEH N LETHVHEENCAT ) ZENEE LV, 22 CTHald, #ERREL HD
RN 21T - 72 Sh B 2 188k Lo T35, DERI] EFNX 27 » A, LRA
|3Jn 3 7 Al & 0 BEEIALEE DS B LR CHOB TR 2 5210 2 P37, MU o BIER T
IZHALBENHBL L2 7= ORI E B CTABE & 7e o7, Bl (WEER. %A, ﬁiwﬁ)
kﬁ@@% fif. FHERAET O MRS B 2580 7228, BFAT ALLAAM I B (RROIZ Bw A
T BT %@Q%F JER bR OT, MERE TIL, %E%%%@%&
Lﬁ%ﬁ WDTZH, RIESSD ERITRO T, HEK T, KREMO WD D iR MHE %
BT, MR I A& TIEL, T2 ﬁnﬂﬁ@ C MR BEER 7% A IZ high intensity area % BEIR|C
mu&)to TWHE GREAT NS SAT00A (Aplio 50) 7.5M) Tik, KEESMA
@TU3@%t@ﬁ%l%ﬁ%k%@bfﬁiﬂ~%ﬁ%é R D VIR 22 3 B
bivlc, [FEMNLE . BEERET A N AR L, JHEFMIIC perifascicular atrophy & Ifil
BRGERD, HFEMEREHR EZM LI, W%, A7 84 REFub b LIZREEiE
7L, BUERGR B4 C, RSER, MERE, EERmaE coREITR L LRIFIIZTHE
KLTETWD, fMnBERRER, EHESAE TNy A R TREIITZ 5D T,
S WL DA A B I i Ik D2 TR IR 1T %wf i AERRERNL DR IE . IR RIE 72 & DR
AT O BEHEFHIC A H T, A% OIHOATREMEN RE ST,
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HERZESHUEBBERTREEVAL)IIFRE® 3 HI

O g, Ji BAc, TN EE, F 522, s Fev. =6l 2451 4 B,
R &

RREETISIR: @SR /LR

JINEIRIL, —IBMEIC 2T O MERERK-ZTHEETH D, JIFHIZEE D GER & L TR
RPFNHINTEY , HBBEETHREICL VLY THDH0, 7.5-:25% L D7 7evy, Alal
Fox Oz TR Z A D LT 3 Bl Z#85k Uz, DEG] 1] 5 mB i, dEE T
s & ZWr ST AU CNARBRGA, e a7 ) R B E DGR AT o T 0MEEVE T
BAEIR 2L~ 72728, 5 6 W BICUBRICERpE & 720, A > 7 v ~T (IFX) 5 %17
VMRV U T2, B 18 H K 0 5 - 2RE - RIS, MEEIE L7, BIEIROFHEIC
LT, v RF=vynay .- F7raxe NREZRBLG LUBESERITELE L, =a—rA
TIX AP BB AT RS . 1B 2380 722, IBFe% 1338 o7z, [HERI 2] 6 %
i, FEEN, SHEY o)EiERR - IREKASIE R M AN HEL L, & 6 Wi R ICHEE - % - Fig
TEPEVZRE S B U)IIBR 2 Sz, T AU UINR. g/ a7 ) v 554757
DMEENGT . G - BB EIEAE 2 2RO 10 9 B I 4 BRICHERR & 70 o T, BV TR BV
[ CThH o7 DRRBEIER L 720 55 22 9 BIZIREE Uz, BB ICHEN, MRk B &R 2 58
D7 FRRm B CRFERII S E L, = — P R TR EmE > 7 v & At IR
DI, FORITRD o7z, UER 3] 3 mitclid, B, M U o SHiffER T
JEL. 4R BIDIGE s ra 7 ) R ETREEF L, s 7y) v
DIEMFEGAT S TeBGE 2 < 8 9 W HICYBEHERE & 72 o> 70, MBS R 2780 T
Wed, IFX B 52 X 0 MRELV L. BIETER 2 L7255 18 9 H IZ 5 OV B i & 72

7o BfiRIZR L, £ 777 2 OWERCTRI\BEHRT-PUFERL, TV F=yr2r0
WNARZ BEGE L, 8P L7z, = o—ar IZarEicisiEmitd v . #arkEic i B
DOEGERALRR D MR N 2 580 5 DA TIH - 7-, it 3 FEF O BEHIE S K ET A ClIem)ic
BRI 2 38 07, Al s 72 U, diarEE 3 gg s 7
FTEH SR o 7m, IR OZAVER] & sAMERIC A 5 5 BEi& ity 7 v
22RO, IR OFREN R DN H 5,
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REI T IR EROFTEICERTH oIcEFREDIL M- A0 1 BIRHI

Oty RE ', feik L2 #7 BE 2 mE . RE B AE FR
BHRET L T4 EM L W

YRR B NI N URAEE . * T YRR LB I B P2

PTHEREEAAIRE 7 LV —BER AR

FHERIEY VA R— A (early-onset sarcoidosis, EOS) 13f9% - ZEAHi# - IRFEE

T T DR e R EERA TH D, @ﬁ@%w:4P~VX@;9@ﬁ%%W
Y oNEIER (BHL) 133803, BREM O CThHH, —RICEHEETETHY, £
< DIEBNZB W TRHSCEEMIE - W HERSIHELZ 2T DX 510D, SRIOIE
Flx 2 B, RHNEEFRIEY /L2 A R—3 A& (early-onset sarcoidosis,EOS) T 5 il
WY BERZERIA2, 5 EIRIER 258D 70y, BIEERIZRGET 1| M ALNT . Z0
BRBOER LV BERIEY Lo R— R LB STz, 2004 I FERR /NIRRT

T, NOD2 B F DRI &L > T R334W BEAF O 72, BUEIFIRENT 3 » HIT 1 FERE,
SRIRERAL ST D 7= i@ $ 2 O AT, JERITEAREE L T\ D, KIIZZ0HE 1 TR
8 # H X VALH L RERDRZIZHHEBLL, 4B & [F] U NOD2 #is 1 DR IZ L D R334W &
RE2RBDT, RBIZAT oA RAHTRZBOETORBETRD DL DD, ERITHIET
5 Eid otz IREIOUFZIC THL M RIRFEESSCHEE: Eo2HERITBED & 2
ARBD TN, 2 kI RIS, 2B &T@f%m@to_@&T@fiF
i AR T, ATEMEREIR, BURH RO R ho T, MERmEL T LI 2 A, B
RSP E I RIE S A 72 < . IR O B, &%”ki@%%&mm/&fwwﬁ
Mz TZ, BEERELZ TS Z LI1I2L D EOS OIRE DI 2R IRCIE A A « 2h 5%
ME@%%%%Ehéﬂ%ﬁﬁ%éo
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FEOEERICEEEHZEmITURMNIEZEROICEF LR IR R D26

OWwn B&—, H& dhiE, HK AR, B 5550 B Bk, ME EA
BEINEERFRE 7 LR —RBERR (AL /hE)

EGI 1] 7%, &8 (FE 109cm, (A5 18.4kg, AFHEM 0.74m?), 2008 4E 4 A2
BEBER (B, AT TRIEL, FET7HICYBRA~HENABLE 720 FHEMERR
PEREEIR (VU o~ A RIAT (RF) BEHEZERER) L2k Lz, IRAOHEIZFED 220
Sl A 777 = (30mgkg/H), MT X (10mg/m*/#). PSL (03mgkg/H) @
1R (MAP ¥&iE) #PBAME Uiz, BEARIERIT — BB R & 7o 7228, [4E 12 AICHgE
BRI L=, 0= 12 4 18 HICAKEEIZ, 2009 451 H 16 BIZA BRI,
BAEAES (o) ZiifTr L7z, 1EHEOEF%IZ22 A, 2EEOFEHNKZIZS H
M. BIEIRITISE LD L, BSROBD &V oo iR O S IL, Wi (MRID)
ICE ORI D Z kT, ZRMERNEBIET 5720, MAP BIEICHGTIEDIER] &
W L, TNF BLEEOFH 2B Lz, DEF 2] 10 5%, &8 (K 130cm, (K 28.0kg.
(REMmAE  1.0m»), 2008 4 7 A L3R Gk, W, 2B, A£2) TRFIELE,
[F4E 10 AIZYUBAFRABE & 72 0 . BRI ERIET R (R FERMEZEAEIR) 2L
2o IRAPHEITRD o T2, T4 F > Q0mgkg/H), MTX (10mgm’/il), PSL

(0.4mg/kg/H) DIEE (MAP %) #BRMA LT-, BEARIERIZ— B L7223, 2009 4F 4
HICEAER (k. Wd) NEELE, ZozH5H 7 BICAEZBESICEESEN (R
A Rm—V) ZhfT Uiz, FEHRZITO HMBEERIIUSE LR Lz, 23RN
BIET 57280, MAP AP EOER L Hlr L, fte R IL6 LS ¥ —F /) 7 —F
NROBER ZBRME Uiz, [#22] Ao 2 5E6IT. BEIES OFMEIL B 72 6 DIz
EEEY . AEWFERRIFIO T AT S Z ik, — TRk 5 B
HEROFIEIIMN. SN TR Y | EENREIELE S b, BRI TFROBEEIR % L2 ER)
T, BEEICEIT 2 TEEOREM AL 1L 5 1= DICFEBICIT O Z ERED b
% (Sherry ©» A&R 1999;42:2330-4), HERFIOMHIE A MLE L, CEAOB L5212 THE
15,
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BB FE %A £ U= Rosai-Dorfman &0 —

OV —E8 ', K& A LE e I B8 RS B2 FAE E]
VICHEE R R IR DR R, P AIEARE R

Rosai-Dorfman J% (LA T RDD) I Sinus histiocytosis with massive lymphadenopathy & & J i
AU, J. Rosai, R. Dorfman |Z & > CTHERBEEFLICHES. SRR TH S, MikERD B1E
BIEMERB E B X DN TV DA, ZORIKIIRTZE 47 ﬁqzﬁﬂéﬂfb\iﬁb\o KIS
(FZERDIR DB E 72 E 2 A T DMk EK SR v, MFEROMIEIZIZY /N ERO R
0 iAZ (emperipolesis) % F8& D DRI TH 5, FEHNIT 6 ﬁ%ﬂ%f 2 LD 2~3
HEEE 38COFREAEME Y KT XK 51272572, Focus R TH o727, CRP L5554 TH
0 BUAERIE G TR L Tz, 3mBED 4~5 AR ORBAEZEHO LD ICKEL, OW
K- HOBEM - 18 - 25 Y A HERE AR O, BEESCRE TR RNo T,
&G~ —7— -« BOPUEZ E Ok - Effsd Tk, BifEREZ - RIESKSEIE -

y a7 ) CMIEEGROTZD . ENLUIMIFHEAD RN Z R ET D £ 5 72t Al mu&brim)
ST, 4ERIFICH CRIEMEBR LW AT 14 REEZRBRIICEE L, —BRAIER -
FESS NP LTy, AT A REOBEFIEE & HICHR LT, %@?&ﬁ’rﬁﬁbtﬁ{ﬁ
FRREAT Tl B CRIEMER B CEBEA O BB =7 (NOD2/ NLRP3/ LPIN2/ MEFV/ MVK/
NLRP12/ PSTPIPI/ TNFRSFIA)D ¥ 5 78072 o 70, 5 R IZ 13 Castleman i & 5041,
PET CHEMBBR A RO TGV "\ HOAEMRERIT L0, HEZMICIZE LR o7, 6
IR A H A CYBARE & 72 0 L CT T4 45 IG5 N RFRIRIEMNIZES 3em O F FEMENE
2R, PET TILRENLICERE 238D 7o, BAME IR ik 2 adT L, Mgty o~
N &R STz, FEREAR TIEEINCHIEE L2 U AN 25O/ ER 238, 1L
ERER Y L <X emperiporesis DT L Z RO 72, JHBRFINTIIISNE Y >/~ EilER O P A
ThoToDy, RPEGLE T S- 100 B, CD68 BhifE, CDI1a &1 & v 5 MLkER DR 75> & RDD
INEZ LIV, WERREIRRICRR O AT a A MEEZHMG L, BRER - AT AoB 5
DNIRUE R :‘ﬁf;wrw RIEDOMkZHED TN DH E ZATHDH, RDD OFIA L 72
DI2LUANA k LT EBV,HHV6 7 EORBHERICOVWTHRET L TETH D,
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Th17 QRS RE SN AR KR DIRE

O
i
At
i
=
Er
JEIS

mal, PERE R TEJE T MR R BUR ETR. BN WIS

FOTER RS NER

AR EIFIT 1948 FIZAA B2 XY TV U SO A Z S BERIE) E@sShT,
AFERIFET 7 NOBEFEFIEITL < | EHRAEEY 70 w2 IEN 2 H I8 AET D038,
IFRERALITEAFAER T VD . FrICH PR HA AR (B, AT 22 <AbhD, B
A & U CIRHBRER OB IN=eIiE ez 7 0 7' ) > IgE O bRk FH N TR T L
N —DREIRE SN TEERNREZFRIIARHTH 5, AhIFA1E. U E TICRER
L7c ASEBIORKEIHD 5 6 2 FlOJR AR TR i riTo 72, 261E bITIEENIC
CD21 Bt ORI DR EAE Z2 38 . 1 B CTITIBAaA O JE AR ZAE T 5 IL-17 B3
MR 2R D72, £72 Bio-Plex ¥ /VF 7L w7 AY A N IA T oA 2FEHAL, 17H
HOVA N4 aT7rA4 ) Tt LI E 2 A MiEF IL-17 Of B2 BT

Sivenotz, ULEXD 1 HICHEFTTO Th17 OGN RSNz, IL-17 OYLE 572
ST 1] & BRE 2T, 3BV A N A Ta T AU T L SCERE SR %N
ARZETHRET D,
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HO-1 KR8 & R AEFIEEEE OIRAE ; HO-1 RIBEZFIOHIBEY 2mEE

OBWIL IEZ, Tl R’=. JHAK 1EF B0 Tk, ®1E FF
BRRT ERRRENTE EPR DER

ST HEER AT fa -~ 72 15 FOLMIZEI LT, HO-1 KRB ORIREMEZ KRG 5 2 & 21K
FES AV, MEEUE, /MR, ENEEEZ M O Wit g i, R EE—-FHD
HO-1 KRIBJE & fiRed T T DR G 2R LTz, BT OfE R, HO-1 KB R
. BBIHO HO-1 RJE L 72D B X biLd, BEITA » FEFE, FEEO 11 I3
2. HIMEREE N EEFBD TABET 5 £ Tide< R T, BIEMEORIECHK EFE 2§38
WH T LE ol BB, KGEEIR, HLEERII Do 70, APBERE, S Y >
PNHIER, IR ZFRDH 708, PlgII ki e o 7o, BEDJFRIK & 70 4 FE 2 DY EEA]
IEE S, PifEEAIZ B0 EAOERITW TN L B Th -7, B FEED
WEE T, WIRO KRR SN, LATEOEILE O T 13> T 7,
HIMEREEIMZ AN 2., &, /MR DNF8D B, @ED X X7 R, IRIMERIR 2388
Too MIHIFERREMZ R UTe, RIEMEG Tl BEOMEKEESE, MEKY A X DA,
FERIRIMER, JRIE AR MER 72 & ONTAIR M ER 72 E O RE R E 238 D 7=, H M ERIT & ER
BEALIZHIIN L, M/ BIZEICEIN L Tz, B — LA AT A b, BREESITND
TGO TH o7z, BHIIMEERGZ R LIz, BEMITEO R0, ®mED
MpR & AR ZFBOBRDRE S, BARMMS CIECRERIE, FE 72 b NTRAME
WZH B B 258D I o Tz, SEROMERIZE, S, B EPHME, SHENH
7o EOH MM AZFRD ., Zlgas N EE S0 L T Lic, SO RIIE Lo T,
R17 L Toh o7 DNA H 7 L% VT HO-1 815 7 f#AT 2 Hitif T, 25 =2 > > NIZ homo
® nonsense 225 (R44X) %770, BIE, ME—FE S BMMEZ VT, BRI ET
HIToCWD, AENTFHR A DN HE LTZRER 2 & o7 —fFllc2n T, HO-1 KIFED
@ RE A HO-1 ORIESIEAILRGERBEOBLE N BEET 5, 0k, AWML= o—
7 U — (A > F) ® Sir GangaRam ¥/ Nk FEBEF} . Nita Radhakrishnan [EFifi 72 & ONT
Anupam Sachdeva [EFfili & DIE[FEFFETH 2,
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INRRIEMERRERBICHT B RBRBEFEDERRRICONT

OREZ BH— ' FoF B2 IR M. file S’y Wil Br-°0 $ak v
AH B RIE ARG, ik e
UIER B N R, EST R R 4 — - LR, IR RO R

[A52] /N SSREME IR B I VT ER IME NS 5 0 . BIERINS < | R IC s+ 5 — 7.
TIEREE (6-AN AT R TV 6MP, THTF ATV v AZA) #HT 5 2 & THIE
HERF T 2IER H D7 < Ty, Lin Ly ARHEVNEBNCISIT D 6MP & AZA DRk
B L, HaiEhdzsivcunieny, [ - L] s s el T 62 &
ZHMIZ, 6-MP, AZA ZfEH L7ERI A X5, BRREE, 6-TGN I LU TPMT &Eix
T2, BIER 7 ElZ oW TR L7z, [RER] mgdffizia i L7- UC 31 fiil, CD 22
FIOWNFRIL 6-MP 28 fiil, AZA25 I TH o772, WTiLd 5ASA H LILSASP L AT A
NI K DIRRICTHMPFEIND S, AT a4 REBETICHRZRD ., iR
FIEHBNZEEA L=, 6-MP (0.5~1mg/kg/H) B X AZA (1~1.5mgkg/H) HEHBID 9
L, B AT oA REEZPIETE7-60 29 ], EfHER L AT 04 REEEN k-
HD 146, BREMFEFCE ol b D6l ThHo7e, D55, EHEIH (B MmER<
3,000/ 1) % 3 {3, WEREFEE EH (amylase>130 IU/L, lipase>60 IU/L) % 4 i, W%
2 BNCERD Tz, F7o. 6-TGN 2 % I L7-AERFIE UC28 5], CDI19 #1C 0~998pmol/8 X
10%be TdH o7z, 2 51T 6MP #5878 0.5mg/kg/ H LA T T b @IVEH 238D T JEFI 23N 72 28
TPMT BInF+ZHITARBO o7, [BER] DL EZRAERITHET 5 & AR/ TIE,
6-TGN DI FE % Bk THESE STV 5 250~450 pmol/8 X 10° rbe L 0 & 1 < #EHF L
TR, XOMBERMTHDLZ ERNTEENTZ, L, DERETHLRWER 2RO
B 5 Ent, PIEIES &I 0.5mgkg HEEEIZHI 2 5 X & & b7z,
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HIERRERZEE ST BEERERATRELEF R MRS RO FHON
70— "D — B

i T
VR R MR CEEFR NER, R ER 4 — R
YRR TR HICHR

RHAOER] & U CHRIEMIGEBIZEE TH 5 BIHILEHER 238D WA 1T Z 0%
WriZITE T 5 HF L0, AT 2 ITEEER 2 2 ST EEfER & R8BI YT
EPERRRE MBI ET R 2 B2V, T ENHEEREICTr v — 00 E 2 U 72 JEf 2 /8 5k L 7=
DO THET 5, EHNE 13 B, 2008 47 A FA X 0 MMlE & O m, BERSHEL L
EHEIAF A2 LoD SGEE T, BRI SR L IEIRSHEBL L 72, D% 8 A4
E 0 39 EEOMRANHELL T, BEfEbRLICHEEL, ThkE ERICEENHBLL
F i ER 14500 (band 4% seg 79%) . CRP7.16 & KAEFT LS E5H-L 8 A FANCIEE/NERHC
ABt& 722, EEAHT MRI ClI R O A TR R o U . B O 2R I IER I35

IRIno T, BOBITARIC TREBIMEALEE & 22l S iz, EFEMERPRIMEBIEI R O FTREME S 5
ATCAT7 77 ARERGENTZ, BH XN &0 FIZHIERER &7
0 BIEEIR HIE R L CIRBE & e o 7o, BB IFaE B R 2 [ (R BA fi & 78 o0 72 23 B X
2, A7 7a 7 2 NRERIES IV, & Ok MBS JE P38 R 2 58 C B &R
HHE L7272 DI 4B NERASRIZHEIT & 72 o 72, Ak Tidmilig, S BIENCEAR & 24
&V, HIMEK 10000, CRP1.61 & RIEFT I FH O 77 e 7 = CNkZ R L
Tre FOBIENIR D >T-NMET VT I OERTEMS HE L CTHRERBICTAR
72 o7, ARt o BT MRI TR EE O BRI ITE 2 78 O 7o, MEFERIZFR O 361 M
HEEMETH 7208, BRIMVZKIHII TR Z 72 o 72 Tl L E NIREE THEE T D IEB 2780,
FRERFT 722 b NS B R LV /NGREEBA O 7 o — [ &2 L=, BERHELEEN
BTAVIOUVHARBEIOA 7 ) X~ T REICEDIEERITo T\ D, SEERDT-
BAfiZE . AEHIMEALBEIL Y v — IR DIGEIMER & L TR LHE SN TNDHEIHDTH
B, AFEBTIINEEIEIR 23RO 72 o T2 L 0 BN SRR R PRI & 4 o T et %
E Z -, BEER & REE BT AIEFICB W TEEERICZ L TH KIEMENGE B3
BITREFHERRBTHDL EB DN,
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TNF RERENENET FUYITHEMTH oS RAEEL JIA D—HI

O/MR dE7T, IR S, SRR BE— 11 KRR, 718 36—, A0F R=ER G 1#

REBRN.Z EHHbt #

o

PR

[IZUDIC] BRI O EHRIERC I\ T b A FAY FROBLAIC L 0 BiR
YL LD oTm. TIA BRI OL NI L TNF BLERZ BE L08R e < bt
IL-6 ®AN~OEFIZ LY B REREE N0 THRETS.

[EGI] 14 5% 8. SRk 20 4E 9 HICi FRROEFEKZFF 25 X 21c2 -7, 10 HiZ7
OIS, BEETRASHBL L, 11 AIOE TR, HEETE. $loZ2bidv 2%, 12 4
(ZHBE~FAST S 7o, WIRe e, IEARBIHIEL 3. AR BEEIZL 10, RA(+). FL CCP HLI&(+).
MMP-3 45.8, CRP 0.3mg/dl, ESR 25mm/hr T& V| JIA LRI & 2 L7=. NSAIDs,
MTX, AT 1A RIZXViBEEEZB 272 ->7278, CRP l.4mg/dl, MMP-3 284 ~HEfl L7-7=
D, P22 ALV A7 U~ T RBMA Lz, 1[EIE O 52X ERIZO0N
FL2N, 1iAM%, BEE L. 2B HO®EG 21T L7=23, DAS28 fEiIx FH L. A
BEE OO AEDOEFIEDEI T RDOE DT EZRO D Lo olclnd, A7 U %
U T TIIENAR o R L, 3 Al X vt T RAEE LR SGE Lo T,
BIROR TESHIRT2HEELHY ., 4 ALV AT A REEE(Sng/H)L, h U Y
~TEBBLIZEZA, ERBIUORERRE S L SELZRDT-.

[Bx] B, FRHEAEYFORANEANSNS-OH Y, EFl2ERTHIZLiIcky, £
OFBRNENM B IO, BRICBITA2EEGE 70 ha— V2Bt T 2 0E RS D EEZ LT,
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B sJIA ISRU TR VAR TEREEESALUCH  AEREREE O
ERIFLERI S5—KEH

OFF8r i ', Kk BER &RE B, /KT) R = @' &fE s .
e ! HtE B!

VKT B NERN CESTE AR E ES & — 5 R

SRWEEHRRER Y & —/NER

R BIIMEORFZZICTCERGRERT D2 —LRBSIA ZRIEL, SV AEEGL AT
0 RFEEEZITT 2 LEOTZNCHRZBRYIEL, [BFEICEEL TV EEZHREL
oo ZDO%, HYBEIZHEBE L, P U XA TEEEZEAL, —FEHNRIRITH -T2, &K
INZIIA R E & o7, TORBERET 5, EWhiki, LEXLALTEBY ., B
TIFRERTI T » ARFIZYSBE~, BH 55.0cm(-8.5SD). BW 3302g(-6.8SD), &gk
A L) . B g s e (BB HY . 02, BEAIZE L T, BT
REFEE S Fer D LH-H VD . MAS b E TE 22D > 727, PSL(2.2mg/kg/day DIV)i 5 T T
HY ., BRBIERORTER, PSLJHEQCmgkeg/day P.O.)TIHE, KETHE, 19 » H
KFIZ ho U A~ 738 A, 1 BIEITEERENERZ2 KT, 2 BIHES 2 FE% ISR
FWIE, FEANAT, e A& I M, 8 R ICHIR, Eikimgs., mEETFE T 3y
JARREL 720 . 024G, AT uA NEREM T, 10 HEOPL k2 U X~ 7 1gE HUiklEM,
o X~ T RED EHa< . Z0OHITHACA IO T-OI2 b K8 X RREERR ED
RN RFFLIAME 1 HEFRR TH G, AiEIEIChie 2 & I3 X7 A MEM, h¥
U X~=7 @5 FEMT ToREG CRMLEUADRENER7: < 13 EHQ 1 » AR E T
7o R U X~ T7H AL SJIA OFR7e < | PSL 1L 3—1.5mg/kg/day F TIHE TE, 2%
ZH BTN, 25k 1 7 H R E R RO 2 2R IR O 2 e B b 238 . AT
AR A LT, BRI X OV IUCHE O FER SR EERE & 2, PiEEK, ST &
#l. mPSLpulse, —7 727 %> MM, Fo ) A~T7OEENLREVERH LY. RHKE
DATuA RIZMA, by U RX~T7E2MH LI &I KD 0Emb 2N BEEl, BB ko
PR EE 272, PEZIL n-DPAP 1T L MR — b &2k L. 2 ORGYIE IZHTAH,
y 7T Y ATTRL LT, 253% 3 » ARFE X O EATREEEIE S 2 L7, sIA IZXT L
TIX2m S » HRF L W MTX OFH, 2% 6 » HEE, HIE & 5 WIXEEIC X DMk DL
O O S5 EFEMEREIZIE D . BRI S ROSE T KR,
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HEAEFEERERES RO VAIT BBEFICROICEESRICEHT 5185

O BAE . FH ', ki —F 20 Kb 302, A &' mH %
A Ay . g Al
VRUEIESTIER KSR SRR NRSGEE S, MEal i EER AR

Fo U X~ T OFEBIERIZSZE R ABEE 2 LD IL-6 20 Li=v 7 VoMl d 57
O, WRPIEZERBERNESND, AE, MU XwTRERO—FIZA T L
T W A RRBIZHE O MRS P T B K2, o — Bz B fLERED 2580 72 0 TE OFEM
EWET D,

JEG 1) 1 4, 2RI/ CRIE, SHEMOEMDL, L EHEIMRE R
L7z AY PLFE—1F (MTX) KOAT A KAl (RA]) THET 2B FRZED K
L. by U X~77E%E (4BEBIMMRE. 8 mgke) ZBIMA LTz, BAKL, @I BEHIER
Ik, MMP-3 B EFAL LT-, Yy — Ao DA 7NV U 7 F o OFFRITSZ T
holo, 1HTAL, 6 BIE&REO 3 Hik, WM % EiFICIESZ. PURREBED
HBAVTNLT WA EBMIESNT, T I EAWASIEAIWEETES S HEL L7228,
IR ERFIEIRZRBDIDNT LD IE L, 3 BB OUEZ B, MREE Y 7 A 3 —
THEEHFA P TRERZMER Lz, 7HEHMZLBEOWRLITFF L., 1 3HEZICHEE LT,
R, FREIMERAIC R X 7o, jEiiA v 7 v U RO A B A
ITRBD Lo Tz, U7 F UM E BIRBETITIL-6 DRIZITHEN DR D EEZL
iz,

JEBI 2) 1 85k, 1 3mFICY U~ F KT Z B CTRIAE, MTX L OZ AT
WLUT-NBEfIEEIEITL, F U X~7 (FLE) 28 A L7, ERiTdGE LigBRE
BN LTA, BAK 2 » AR D ZANORE ARG Lo, B fEREIE E IS4 R R
TIZ LV EANEZD D 2000-4000 /u L CTHERE L 72 23 YE MR T HE < 2 5- 2 ke L 7=,
ETANI HHBIY U RO 278, 1000/ u L R & o 7zfcb—H F Y
R 7 G aH Ik Uic, FhifRA CIEAmT & b URBIRE OB oD 25897,
2 AR AR ZERELIZE A U BIISE, 0% MU X~T2HA L
DU KD ZRBD o To, PRI R XA TIC LD EEZ LN, Y
VNERIBD TR MTX OBE G- 5t boiv, AFINZ U LIR#ENICE S B2 oz,
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FUXRTCL DR ERRISERDICESHEF R ERBERDERICHT S
BIREOZEM

Ol B, I I, 7 Sz, 49 v &7 55 B 82, =0 2HET
AN B, B MEsn, BE R

BRIETINERST: RS /N

F U X<~ (TCIIH A v #—1 A F 2 6(IL-6)Z BT /) 7 a—F ILHURTH v | B4E
MPEERFEPE BRI A6 L) 6D Tl 2 B U724 R8s © b 5, D a R MR R M
BAEI R DEEEHNZK L CTHAMEDEWEHFITH 5725, & 5K (infusion reaction) | L%
BB B2, MELAH) - SIS OMERASER, PRS- (KR SR ME S5 O R ZE R
2L, LIRUITEERAFFRS L L THAnRRDHND,

DEG 1] 11552, 3 BEEGH, BREDR 1/3 DR 5% & 2 TR S TS - RE - I
RO - B BRI 2 5R D . GRS ST L AT v A REEZEIT > 2R ICIERIE R L
7o 4 MIEHERHIAT O A K - Jik A ¥ I 3K - NSAID OFiEIKEZITV., FEREKS
e 2 7 REf & LCRG LIz 2 A, ERBRIBRGEZKT T, 20®%ITBRGRM %
PRAZHEME LTeDs, JERZ2 S BB Zfk e CE T\ 5,

iEF] 2] 14 22, 3 [BIH & 5 RpCHSE - REL - IEKT - BREZFE D, A7 8uA K&
Beh- Ulz, 4018 -5 A1 B GRFCIE, RS G250 2 FFRICER L, hie A ¥ I 3K -
AT A FORHREEITS 720, FROFG RS 287, £/ CRP L&A - TCZ M+
BEOCHIRTEZEK LI LD, TCZ B5OEENE - BRMEOBLENG& 52 Flr L
oo ORI LD 2T IREEEN 2RO 72D, TCZ %GBT I & & LT,
Pre 24 I IOFTIEREE, R GRHOIER (] 20 Kif#) (I2X 0 ERZ2 S TG 2T L
17 D% GRER & 4 2 125G L2 D3R SRS XA D e oo 72,

EFI 3] 7B, 4B #EE B OZZRHICEE L TEBY ., CRP LHZ1E5 729 TCZ %)
RN L DR EEVARL L 2o Te, MG Z 4 RO TE S L TR GG LT
D, EDOK) 23 DG ZEZ TR TRE - B2, B Naefx v UV EE, TCZ
BEGJGER IS TERITIH Uiz, 5 BIEHBGRHIZITN 4 R TER B2 REZ2/KT L
776

TCZ I\Z X 5 GHROGZ B Uz 3 EBIE, & GIEAIEER 2 FIENOWET 52 L IT X
D, WIFNLERIERG 2T 22 ENARETH -T2, FIEFORREEZ, & 5RKS
HEBLRFOIRILC, EDHD TCZ 5P E & IR L, BEZMAWMET 5,
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JIA IS 3 EVZHRFIORREMES—BMELLEME

O#ftH B ', Zht %@%1 Py BE— 1 AR PR R I35 L B AT

Wkigs 0L AR MR A s RERER 2 $heR B BUF R
VEREBERbE NRERE 4 — PRECTERE e e 2 — | BERBAEGRERE R
CofaEule MR CEERBRY BV REVR

[ B8] WA OB DM & 2tz BEERPSIERIfI R (JIA) TREH 5,

[5iE] /NRIBPERR R B EIT JIA 286k LTV 5 476 [EP sk CTOMEE4 A,

[FER] JIA 209 FICE AR R 12.7 ik, FERHRHIN 5.6 fF)aRtg L Lz, BAS
NTWBAYZRRIFIOMEE LT, ) X~7 (TCZ) 46%., A7V Fi~7

(INF) 27%. =% %1t~ b (ETA) 21% . 7 XU AL~7 (ADA) 6%DIEIZZE > T,
AR TCOBEAN STV HRAOFIE CTIX, 258 JIA TiX TCZ 2% 73%% 5. RF B
ML BT JIA TIZ ETA ; 33%. INF ; 32%. TCZ ; 26% DIETH > 7=, EABILED D
¥ 1.7 FHOAMEE Class fEDOZAL TS 5 & BHAEIF Classll @ 66% % Classl (2,
BHAEEF ClassIl @ 83%1% Classl XX 1T ~t&3E L7=, IL-6 fHEHK & TNF- o [HE K O Mk R
X, EFHJIA TIXAEICHTIE DENP<0.001), ZEEH JIA TIXAEZEITRD R -
7o AEFERL LU CHEHERY ; 7%, = /7 1% I B3V, FETHNI 2D o T,

[#5m] S EIOFHE TEMZEHARIFI O JIA (BT 2 AN HER S =08, EE 2
MULETH D,



0-49
TNF ZZ KB &R R IEEREF D16

OFA fiapk ' M FdA 'L Ak e e —k ' /b fE— g For 2
MRS NREEEBIE, PEINKRE IR

TNF =2 AR BE S HIMESEREE (TRAPS) X, TNF- a 2K 7 F Rz 5% O B D3 e
OHFLEZEZXZLNIBEHEEHMERAIEEED > TH S, TNF ZHIK
typel (TNFRSF1A) D5 A RN FIK & & 2 H VT E 7203 iR 72 TRAPS iEdk & 2 L,
TNFRSF1A Bl FEERDORUVER S A B 5,

JEBNE 12 5%, B, 2RFIC 1 20 AR, 9 mRFIC 2 20 A L 11 mRIRRIC 2 R O R AR
B DOFEEZ AR IR LT, FEEMFICIE 2 fE - 72, 2008 4% 5 ARESRE. TR, FERK R
FORANHE L, ZO%E FREOBHEITR & RO DBRITHREEE 720 ARt LT, §E
T4 . e . BEEI 2% 38 L OV BE B PRI ALBERR 292 & 3R D 7=, WBC 16,500 (seg 78%, band
5%), CRP 21.0 mg/dl, ESR 71 mm/1h, SAA 2,030 mg/ 11 1, IL-6 62 pg/ml, TNF- o <10 pg/ml,
MRI Ti, fHEERALIZ T2 TEIE B NA LT, FIEER TIZ, CD68 Btk HER DR
DGR 72 EIT3 D H 7z, TNFRSF1A OZEEIFR O 03-> 7233, Hull & OZ K ALY
Zi7- L TRAPS L #2Wr L7z, BEFHEKIZEBW T IL-1 8 38 L O prolL-1 8 DFEA LN 7
Bz, ABitk. SERIZERIZERPE L7223, i PO TR L. CRP F5BEMED Few
7o MRI THRIENEG L TV, B0 AT o1 FEEZITV, JERITESD
IR Uiz, 1ERICHERENEE 208, AT 04/ RoOEHHHA ThEL T\ 5,

FeRL R BRIRAEIR . D THRVRIERT AL, HERDREIEAE-CA I~ DM 5 . TRAPS
CEZONAIEHEHE LT-, 5%IZZ0 X 5 BRIEFOEROREBMT A EE L Hbhn
o
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BRERSHE = IR EEIR T &% & #+ LicMuckle-WellsTE{&EF D —

Ofls B+ ALl AFER, JIIE #—, &H EX
HWH/NRREERR G 7 —  EG R

[IZUDIZ] Muckle—We | 1 sJEBBHIIBEEEIR, =05, TG MEHETE 4
e L, HROEREEEREE EDREMRKRBETHD, BxidMuckle—We 1l 1
s SEEREICIB MM F IR Z2 &5 0F L7ERIZ R L, EEEx oo ET 5,
DEG] 8. B, 2mRE L VT ICHMVERER, BEACIEE, SRE., ONEEHY
WL TWe, 4mRFH 1T 8 F)NTHEAT SNZFHEMR 1 CRIME OJLK & Bk C
BB R ZRD TV, FOB%C I AS 1 BETFOLEELFEFELMuckl e —We
11 sUERELEZWr L=, Rk 2 145 1 AICESE LEEE 2 FTH#E L. [ HICFE TEEE C
T % 5efT STz, ZEEEE O R T ffE & i, MEOILREZERM SN0 H T, BHEN
IR O TREBIER & Ir o7z, D% b ER OBESCREICELIZ R o 203, [R4E
5 HHRANZHA L L L D OEERNH Y AME1 7540 1, CRP12. 79
mg,/d 1 & ERERDOAPEE 2o T2, FEFILHE TOERAOWNAR TR LT3,
ABE 2 BRI, TREE Lo 72 LW 2 3F 2D L 5 1872 o7, BEEC T ZHE T L
7o & 2 AR TS RRIR O m R Ik 2 1 o T AR IR O I 2 FR D B PERE R T
MAEE W LTz, MIERREDZ OB E 720 | Z ORI M EO F5S OF 842 %
WEETTH D, [BL2] SR~ ifE IR & mlmE o253 L, LR Cid okt
ECE R A B e HAME CHRIET 5, M IFIEAN & A i 2 8 S ZEEEFAROIEFEIC L 5 &
WL, FLE R TIOR3 95 < ZAEREIR MBS LoV £ 7SI RE DS R I
BERTCDERAE LT W &R0, EFICK 2BEHIMEDORI R L 72 ) o W2 & e BN BEEE
DEZWFEINE L THIT oD, AEFITEFRFOBEEIZZRL, FEATHY, 4 HEio
SHIEAME &2 2 ITHIE L T2 & B 2 BTz, AR B ITIEMEREE T i 2 58 E L 72 O A ln
J& CHAE U7 JRIRNE, TR I X 2 BEPAPER & N ZERE I L 0 ZRAE IR M RE Lod vtk
WMRHST-AREM 25> TV D, JFEABIC LB A KL TR B MR T Mgz
X B EA%R & OEERINREETH - 772 OZWNZ R 2 2 L 72 REZRER Th - 77,
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AFICHIT 1= IgD MEMREF & FOKE S & DERKRH = F

Ot FEr ', BIE B2 M a3, T/ B TR B KE BRAS,
T P50 /NE M ST ORIE 2T M\ Em . PR B!

VRERE KB ESFIER REAERRE hhe HaRAewb NEE

SRl NRER | YRS EEEm NREL

SEEER R Kb EHERNIER RS, TS DNA  BFZET.

THMSTATEOE N BULSERIZEAT  REIRRFZERT

i IgD SEERE (LAfg HIDS) 13AMBVERRE DO —# T, MVK B FERICLD A e
e —BIEMEO R Z M HIREMRERKICRE 2 k- L, 500 A =X A TRIEME
A bHAOBRFEENEZ VRIETDHEEZLNTND, BINEZFLE LV E 2
—IZBWT, 8 FFHDEE TIE IgD OEMEZRD 5 & S, HEUZ OV T b JEHRER A
B 72 R ABVEERE & L CRRAN S LTS, ARV T 2008 4ELLTE ., BAG -2 W
ZHEL U CHEE N2 S, 2 E T2 HIDS MEEIERNE 3 FR SIEFINIME SN T
W5, AlElE 2 IXFLIEH L 0 B YEF R & FRiRY CRP BBMEORFIRFR @2 72 &0 | AR &
PR PURIEMED B B Mt 28 & L CTIR STV ZIER] T, MVK & st &
1TV, SR A3 R, A Nm ViR —BIEEERIE LRSS, HIDS 2l L7
— B & %5 L7-, HIDS &/FRER T oI nE T LI LIFER SN TWDHD0D,
H oA & ORE & IR LS 1IN TORER H & D TH 2 E THEEYE
9. HIDS OJFREMFRIZIT T H D50 LR DA REM A2 RIBSE S, 72— T, &
FRIZF31T D HIDS 1%, BERBLE T VO RER 723G BEE LT, Z4vE TR CREZn
STl & & B D RTREMEN B 5, FEFEF A DR L7 1 5% 3 JERNIZHB W T
b, FHZETHY, MG gD NER T, BEERDN BN 20 EOREE AL TR
0. AKFIZEBIT D HIDS JEFIZERE LT L T Z 2 EHTH L EEZ LN, Z Dl
DIZHOVNTHE L LTZW,
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Bt 1 ASHlHANERFEY A b4V MEEETEORBIREESCUERH

OAy ==, Mm mL, & M, M B30 #0E BiG, S WAL R 7,
P R

HIGER KT /NERE

[FEGI] 39 ¥, 3,100g THIZE L7= B, Hilin 1 IS PR OEE N HEL L 7=, WBC9,900/
w1, Hb16.7g/dl, PIt17.9 75/ 1. CRP8.5mg/dl. AST58IU/I, ALT9IU/I, LDH1,2041U/1,
Ferritin2,073ng/ml, sIL-2R 5,710U/ml, JRH' B2MG11.6 77 11 g/gCr, BEEEE 2RO, B
HHE IVIG BB LSRR EENHE L, 4P ER<100/ n 1, PI2.5 H/pul,
Fibrinogen150mg/dl & {& . Ferritin28,518ng/ml |Z L5 U7z, ‘B #E CIHEROEIHIL /)~ T2
MIMERBERGEZZD, ~ 7 v 77 —IEMELIERRE & 22W Lo, NK JEMEIT 35% & IKF
72 <, IiE T EBV/CMV/HSV/VZV @ PCR [Z[&M:72 -~ 7, HHim 9 205 mPSL 7~V AL 1
7= VRb AT a A RGERE, V7 0 AR Rl 21T, RS b ER -
e R ILEIE L7223 Ferritin>2,000ng/ml 258Nz, 1 2> HEED 6 38°CHIT#E DI B Fife
L. W& FRRCHERRACBE S E L, Pk & W E I, DEICEENIER Lz, IVIG K&
YL, VP16 #EZ1T o T D52 RITIXIREH b Lo o 72, FUEEHUAR L O p-ANCA 21,
WG &R CT CIHIERDAMT B 7o < O B A CrtBhIRIFR 28 0 L2k O T Rl
2o T, BEARR TH/NEIRICEESENME M & O RIX R o 7o, 2 D H R, F8EL, 2
JFRER, HIMERIE 220,500/ 1 1), 4F FPEREENL(98%), IM/MRHEZ4(59.5 )5/ n 1), Efi., CRP
T E(>20mg/dl), TL-6 H 5 i (3,703pg/mD) D FT BB 257 JIA (2% L mPSL 23L&
WL 2 7 —b, MTX10mg/m2/8WNAR, U X~ 7 8mg/kg/dose TIAHE L7-, CRP I,
U X~ 7 HES% Img/dl KT L7223 1T 20mg/dl BLEIZ B L7272 1 [A]
THEMA L7, UL U SERIZEEm Ik U, e /Mg 2 0 L2729 K
VY X2 4mITHIE LT, 4 0 ARE, THTFA TV CARET IR 7+ A7 7 I Rig
S X0 R EE O ST IZINE] S 72 S BRI D 23T U7z, SRR Y K A B
FED 2 B 171 1ZKIR U7z, [B2] /NN SR X 7-3%~E & LT, JIA X SLE,
FEEPEZ R EIRZ (PN) ., JIIRRZEOHENH 208, AT WT IS A BT, HET
FUXB L 20 E O DORRRIER D B 7R PN <0 1] 570 B S RIEMER B O ATREME & &
ZBbivd,
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B E CREUVCSRBIRAEIRED 3 F

OFHI 7, /v feER ! fa 'L BPHE OB OREE e e B
&t " ik H—!

VENTREER 2 —  BER, R EEE NERL CERAT EEE NER

[1Z U] BLEIRKIZIKENRS L OO FESFERESREOMERE 7L

Y ela ik & 295, FAEITEMECRETE 2 F3F & UTRIE LTEEZHIRED 3 iE
B 2850 LT, AREDORIERERUZ DN T, ST B R 2 G 0WME T 5, DERF 1] 12 5%k
IR CEAREZRERM SN, 2 » A%ERZ TRICHELZZ2 L, mILE, EEimeE
M. CRP LR %258, MEERICL 0 WINSHEEIAR, R8s FEIR, RS shiksk:
ZENVHIIA U ZEARE E 2 sz, 7L =Y (PSL) ZBAtk L CRP ILELMIZ
Pt b L7e, BHRBEDOTEOYEZICTRHREZITV, BHEMEERRZROT-, 5§ HFREZIC
HRLY 7 ARY U EFALENIRNZ L, THVF AT NCEE UEMR AR
LTW5, DER 2] 13 MEHCEREAH D IELA%2 L, &iiE (180/100mmHg) %45
il Sh7e, 1 RIS R I PEINE 2 F80E LRTEEICARE & 72 5, ABEH g, &m0
B, IEEER CT CRREZENEEDIVY PN & 72 - 72, HEBERFIC CPR L&A, Mk T
H Y, EF CT CTHEHKENREED A L ARE, BB & ERGRIEED R O E AaE e 4E 2 58
W=, AREIIRITEE L e L ERS & 2 L7-, PSL. ARB. HLIMARHEIEZ & OB % B
WL, ARIREEMR L, Rl ch s, [ER] 3] 6 5% 8 » AR AR
i, BRI, ZMEIR, BB L ORI NIERHIR L, 6% 10 7 ABRC, &t
PERMIEIC CRITEICAREE 705, ABEH: CRP 5. mMybitEdH v, CT I THEBKRENRD
REARJE « A3 & AR ENROBEAE 258 0 @ LB kK & 2 S Y BEiske & 72 5, PSL,
ACE-I, ARB TIRIESNT-NEBIIFEM L, F37e<, PSLAHEL 2 TW5, [HiE
3B L7ewPIERIT S ECH 728, 96 2 B TIE2WrE CIZRE A2 2 L, &
JEMEREZAOF L. S OICHIOBHEEZ SR Lz, BEUX 1 BIOA TR LN, 2
B CHIFEIFICRIEFT R 23R Tz, AEICB W TR RN I TR Ic k& BB
95, Lo T, JRIKARHO S MEEICRIES &2 £ 0 BRI2iX, SZ2EIRE % iR
WK T RETH D,
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B ERSNRERY 7 — B, T ERSNRER Y 2 —  RADERL
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SERIFAT B

[IZUDIZ] SLHITRRRNHOEINRE T, KilLE OIRRCH A2 2 & 727, 42 L7-8)
WRIZ VR B R BRI ML YE5ENT (PTA) 2MTHiI TV D0, EOEMTH%IZ OV TIHE
ﬁ&@wo%EﬁﬁﬁPmﬁW%MOE%%ﬁbtzmk i fam Lz 1o
WTHERE L, PTA OFHMIZOWTELET 5, DEF 1] BIER 3o B IR, RHEDOE
Eﬁm%%%%vyhﬁyfﬁ%%@%ﬁ%mmJW@%m?k%%ﬁ% TR L
ZWrL7-, v R=Yurr (PSL), 7 AE U v RBJEANZ TIHEHEZBAA L7 3 B i
B M E DN ERe T 5 7o D EABEIIRIC PTA 25617 L7, FRRIIFIAE 27897, PSL %
JER 2 T & 7=, BENE 12 FE2 8 L2020, RELKT LTS, E
ﬁulﬁfﬁlmwﬁuoT%ﬂ®%§$m%mE%mbt_kﬂ% 2RI K B B
s EZE STz, PSL, 7 AE Y > BEIEAITHELAZBRMG Loy, e BSR4
5= OABEERIC PTA 2617 L7, Il BAFC. Bk 25809 PSL & [EEHI%
BWETE -, i 10 2808 L=2, FUROFRITRDT PSL, A Y h L k—  THE
Fanucna, [Ef] 3] BAER: 11 0B, BE & ERfEEO - oRait S ni, &
%ﬁ%CTfﬁm@%@&@%mbﬁﬁbﬁﬁfk W L 7-, ARl & 0 BRIERIE L CT=
BN OFRFEEE T E 22y ha— /LT, AEOBRER TN HEITL
o2 OAEEIRIC PTA 25617 L7, 2 ICABMRRITSGE L, Bl 6 » H 2 & CTRaM
B ThDH, BUUEIZPSL, A Y FLFE—F, L2 THELTWS, [H£] &
ITIE PTA OFMEREERIR SN TW D ENH B2, NEFI TR E L THERITH D
R SNTWD, SRS Lz 3EFNIWT IV BNEFICEE L TR0 | FRITHER 1 & 2
IR EMR AR L TV 5, JERIOE-—ANVETH A H N, /NEMO PTA IZHRNE &
Aoy (I
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EFMHEREUIRFELTRIIBREATICHEIBERRICREEZIRCE oI
BRI KD —HI

Oy B, B A AW P2
CeAIITESERE MR | BRI R /R

REABNI—RIZFHBNZ O TORR A 28R 23772 bbb 63 2 L BT
HZH0%EL, TORKNY v~FHEBOZ LNEL ZOHTHETMHIEME R

(JIA) Db ZV, —F. JIA OZENIBRIZEITH D | ANHBOE R D b AE & 72 W
ST, ZDOHORED S EALINHIOER 2B S D Z & 13 TIER VY, A E A
ELTHRETICEZIIRE & 2W LT IER 2888k Lz, RBICETER EE X bh-T-
DS D, FEBNT 26 O M, 14 mEEFICARBHBACRIE L, RIESIGIIEE TH - 72
NZENUSNORE B EITRO T, MERLENEEDNPIUER 2 85 S 7= 45 B =
DOEFIT L AR B ERTH - 7=, O NREEEERZFRD R o 7208, JIA &2 &
N, 7TAB U U EREINEE ZAMB LT, BT A Y CIWIRIGER 2/t ST
2o LXLT A Y UG GBI D720 - T BN RIEFT RITFE L T, BET
RO EWNEFRA D Z ENHENCH Y | B MRI 2 51T S V7o DN R 72 < | {RER
LM SNIBEEZ T TV, RIEND 12 415, SHEDR 23 272 BRI SHER I 4 e %
PEEL L, SHE ™ o —|Z CSHBIARD @ ERAE 2 3B O M ZEIIRE L2l L=, Z DR Tk
VU~ FZ2OEBZEAIRK DR ETII TR TEHZ L TR, mMEREIIMEA
AR D OFE 3 Skl %D DV EERAEEFRD . I RENAR K OKBREIR £ C
DIFEZ BTz, ARIEBITFR & S 2 4 0 K380 RS 2% CIRIE O EfT A7 m
A4 RToh D, ITFEOERBEMOESRC L0 BRIZW S VRIS il H 2 0 2 721698
ZRRIA SNDIEFINIE 2, THROKESHHFINTWDEN, FIZITATrA FEMKE
BHZRER L SNHERFI B AET D, AIEFNIIHEITR L TRV TIE R o7z
NTEHNR S TIMEIREN I THEBG Thot-, BRIV 2O KU & 2R &
HQERTH D &b,
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INRHRFEE S REDAR R DY HATE R SR

Oy w1120 B a2 ' 4 Fer 'L R B AR BuZ . mal 2ET
SN EZ N F et BRE T
UBRIRITNIRSE MR PEIBRE DR

ot

(#5851 DEHIRIE S ZERK (TA) OFREFRINEL, FRRAERICZ L, B, BE
&, B A B LT 2 RV, RERFHEMERPREMERIEIR (s -JIA) b REROIEIR
2L, VNI RSB G E L H D 2 e, MERENBEELT DH10 TA 1%
s-JIA EEERZE SIS Z ERD 7 I, YBENCRER L7/ NRHIFIE TA OFIE R O
FTRACEH L, SR OESEZ MG Lz, [JFE] stgu3/hNEsE TA o8 6 i, FiE
WP 11.7 5%, #I38EE, B X OYSEHOMER, MAFT R (AifmEkE & o, GW
MMP-3, VA b A %), BWORE L -T2 L-, [FER] BIENS
FCOMIRNI Y 11 » AT, BIEFRMNS TA L2Z2lrsin/zo izm®ﬁT%ot @
FIER & UCTHRE, B 2flich i, BEmatto7o 3 flaate 4 Hi2N JIA &2
Wr, BEUVTERME L U CHRIEDSBRME STz, s . BRI OBy i 12 LA 24 55
NEDIMAEFREDVHI Uiz, ZWOEIT 4 BN ME MRS, IR MREIAREE & W o 72 R IR
TR THoT=N, o 2 BUIRHB O RV ) —=2 7 s L ToOER CT, FDG-PET
ThHoTz, 3 #llZ FDG-PET THAMIREIIIR 2 Do T, MRAFT R CIIHIFEERC 5
BN I T HILERAY 10000/mm® ATl T 4 P ERSY 1T 50~70% & BRI 1372 o T2,
@@%@@ﬁ#%hﬁ4/minﬁLﬂm_4%1&8@%%&Lﬁ% LD 7=, MMP-3
FRIERINC BRI IREH, BLXOAT oA FRBBICERED 2380, [
FE] JER T M é%ﬁ%*%ﬁﬂmﬁﬁﬁ%u@*ﬁ%ﬁ%waéﬁ EMENH |
TA 55 =i & Bz, MEHRE CIEAT oA RIBERTO A MERE s-JIA 12k
LARVME 288 - 72y MMP-3 [ZRIERWI O s-JIA TH FENRWZ &850, Wi
BNCITE S e & bz, ANEEATRIE TA IZRABNTEL U, FIED S HEEZ K £ Ty
MEESTDZENZ, RHAOERNE L CONIRE S BZEIRE 28T 2 L ERH
V. FRICFEILIE O W O AN EC B EI P AN JIA 1IAR B 2 SEHICB W T
followup 35 Z L AEE L Hbhi,
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Infliximab T/ABEHROXEIIRATEIREE 16 K RHI

Offi FE . Pl WISt ', )1l st |, IR AR 12, AL i L P T,
I

VIR KRR ESRATIERL NEREE B, IR RS IR 2 e R

ML SRR R, B R R TR R

JEBNE 16 mi . 14 5% 5 2> H B, BEE T 1 2> H 8 < RHBD KA O 1 T T - 72 Dld#a 5
{E&*ﬁﬁfj’:ﬁj@bﬂﬁf IR B KENRKIEGERED BV TU BB AR L2, HiEHUA
Padk., KM EME CPUREM. CRP17.5mg/dl, ZR¥E 8lmm/lh, 7 4 7V J —/4
604mg/dl, #i{& C3 214 mg/dl C4 46.6 mg/dl & bR 70 IR R RIESOS 78 &bj@bﬂ)ﬁ%f
R 2l Lo, BT R, SEERRO T, MECIRIOELAZE, ETFEEITR
720 T-. ABEHRED CT Angiography T# 40mm O AT KEINRIEIZIN 2, KEVKRSEE O
7%, WiSHENR, ZENSHENIRO LA OPAEE RO T, 18FDG—PET TIL BT KENR, K
RS 2 PICERBEZRD . AF AT L =Y UL 29 1000mg X3 HE% 3
7 —)VTHEMEANLT L R=>Y 1 (PSL) NROWEHEZ ¥ Z 72> 7223 PSL /R 20mg P
AR(0.45mg/kg) THHfif 2155 Z E N T IV HBRESE, FOMEIER, A7 a1 Mk
[ﬁlE®E'Jf’Efﬁ75§%% Lo TEED, AY MLt — 10mgm”@ABM0G%, Mbif
HEESDOKREZIT, 155 2 2> AEED S Infliximab Smg/kg 0 ¥, 2 ¥, 6 #HH &5, LL
#% S WM Z Lo A#BMA L=, —H PSL10mg/day ¥ CTHE L7228, 8l Z & D& EIZ
72V Infliximab #5-7% 4-5 8 CHRILITHE, MET7 I 0 A N A BAO L 72 & OFR M E
ZROD X 92720, 155 10 2> H 7> 5 Infliximab Smg/kg 4 WD 5- & L. LItk PSL
MNARIE 10mg/day(0.2mg/kg)CL N CTHEMNPIF LTI Y, A7 a4 FORIER & FP IR
L7z, 16 7% 5 N HBUE, AT RKENRET 38mm THEAFEL TWDHHOD, %(m&;bm)j@ﬁ
JRE E O DG OIFRER BT E L TR Y, KERFNR, @M EIZRE TUVau.
AIEB]TIEHT TNF PRIEIS K D KREWIRZEBRE L2564 2 SRIEHNHI 20 Bl &k @ L ATaAR
EHETE, BIEO QOL hFEIZ 7R o=, B R E A WwiET 5.
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Of 512 J0H &0 JIA B85, vk —g !
VAL, T RERRAR, AL R

<S> )NIFRKDI TN IR T 2 25 MHEMERTH Y | 7.5-35% &K = &0
%o BMEENCRIE T 5 BERIBRfI R I L BEIC T2 0 . BEMERPR R R R (1A 2 5 Y
EDERNMEIC 2 DB KRET o~ 7 w7 ) APFIEMD-IVGO)IZ BAF R b &R, —
I7 . RN U T D HIIIET DR MR RIEI 2 X KA < 6-8 B MIEReE L. JIA D
DN AT S Z L NH D, WA HD-IVIG 12 L 5 fREE IZBAEN K 2 42 U DIEFI DS s
INTW5D. ASEF 41T HD-IVGG T I ZB MR BRI R 2 80E L7s 1 FlE =88R L,
MRI AT 735 KXY MMP-3 OE B> E Mt Uiz, <JEGI>5m « &, 2 B BEVE A
SHE &2 FRRICHUPEAPEE 720 . B S HIZ KD 2 Pl 6 M TAm- Lz, [A
H XY HD-IVGG Z it LAEEA LT=, %65 14 W BICHERBEERZRIEL, TDHBRES 2-4
Feo> MCPPIP &1, ZERBEIEICH b7, Gd-T1 5878 MRI TR DOITHE & 1R D 1
N R A TR -, B T o [\ EREL 22,600/m’, 47T ER 65% T - 7. B 2813 ibuprofen
WL LG, FBIOBERIC —FRER LM EICI D %EL, ZORITEEL TH
IR OGN o7, BRI KD OFRSCEBIRIEZ LA bV o Tz, itz
B U CHBAEOIREEEGE - & BEM - B86FEe O IR O 2o Tz, 18R O
B\ —J1—Td 5D MMP-3 | KD 2T 59.7 ng/ml, BEEIZ HBIFFIC 118.4ng/ml, LItE
FAEI R DHIRICHEVME T L7z, <EZE>HD-IVGG % ORI 2% 7. b, fifE 5
JEAR I E COMMEIL 3-10 HFEE L S TW5, KD TMRI _FiBFRZE %2 2 L7- &N
H 5N, Gd EEHRITMAE A & MMz K320 THY | JIA-RA LS TEH A
LNAT-OEFEZET S, MMP-3 X KD O—OREF T EH-3T 2525, ATEF TIXEIHiI%
EFABAL Tz, AJEBIO K 912 MRI 3 KON MMP-3 7205 JIA & OFERINEE L UER] 23
HY, NSAIDS (ZxtT DS % RN B IEFEBERWVIBBIEDNMLE LB X 6. <fiik
>KD (ZAPET BRI R I FE NS AR & & 2 535 83, JIA $E{ELo> MRI Al /&,
L MMP-3 EAPEONDLZ ENDR2H EEEEET S,
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OfFE BUL ', INEE B2, HER: #pth >, 5l Fokk

' Y T UoFERRY: EERIRRIIIE 2 — el EBR AR
P ) T UFERKRE ACREE, T EMKEEE N R

[E/] Hrin s N EMRPLARAECA)ITZME RIZE W TERICRO LD ALK TH
D, MEROFKEKR < FREZEICEES LTV D AREMES R SN T\ b, Fxlz7a T4
I 2 AWTIAE R BEIZBIT 5 AECA OXISHUROEE 2170, {H % D AECA Oxit
JEPURD B IMERIFEICT 7o —F L, [HiE] v MEREIRN ZAEHUVEC)E L O
HeLa @5 O EHZ 2 T EXIKEI THBE L. Mm% KB M5 T Western
blotting(WB) %17V, HUVEC DIZYeE » 72 AR v b Z2 NI B B 25RO
EHELTRHRE - FEL., BENERICOWTHRI L, [FER] £ 150 fHoEdsa s
BHL, AIELEZEAIX 63 M Thotc, TDOIBLD 1 DIFHERILEZTH D
Peroxiredoxin2(Prx2) T& ¥ . Prx2 IZx7 % B CHURG MR TR BE T 60%(18/30) T
HY, HEANTITRNTERETH o7, FEBIREEZAE LT 3 JERT T TH Prx2
PURIZBECTH o 7=, Prx2 b FbRENARILE N2 (HCAEC) & s HUVEC List o
M NEAIRIC S B L TWD Z & 2 Mnrlis b s iz WB I THERR L. Prx2 28
HUVEC EREIAFE L T D 2 & st URIEIC THER L7, JLiE 7 LA Z W ok
I, L Prx2 HURAIIIRIC L W HUVEC #5388 HIGHIZ IL-6 238 & F S E R RIENEY A
N1 A UGS L, BT Prx2 HUiRE )il g 4 HUVEC IZIRIN3 5 2 & THi# BiE
HIZ IL-6 38 KOV SICAM-1 230 AU AIREME S /R S 4v7-, HCAEC 206 O EH %
72 IDE-WB IZ8W\ T, JERIE A A OHER] TIXIES DHEBNZ M58 < Yeta X 5 §F
B 3RO R Sz, [#55E] Prx2 (26092 B ek, IR EE 2B W
THRBREER~—I—D 1 2L 720155 A HEMENRER S vz, Bt Prx2 PUAR N R IR
D Prx2 IEATH I E T, RIEMEYA NI A 2« FEIA DOFEA - DWEIREL.,
T Prx2 OB LER ZLET 2 Z & ClENEMIaEE 2B 5 LTV 2 AIREM NS 2
bz,
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REIMEZ REIRAKD 14 HK RHI

FEFNE 14w R, BEAEIC Y P E—MRER, JESWME. BT LAX—0d 5, A
EITHEL 1 EZ X VBIT27EO, 10 HA XY ARBEHEER, BB IO TROARMT:
BB HHBL Uz, 5245 2 8 B ISR HIMERLBE (EN)SEW TITEARE LIIAANZ X 516% % 9
FlendEE T, ZEX VN1 HRICYBHERE & oo 7o, ABERE, TULIZ 3em T
AIRMER R A OB 2580, REERBIC —MEERRIR M 2 it 72, kAT
WBC11000/ 12 1, 43 BEAFHER 80.5%. CRP 2.43 mg/dl, #RIL 100mm/h & RAERG D TLiE %
Wiz, 7=V F 2 Tdngml, 7 VA7 a7 ) M ASO : 5091U/ml, ANA E & 40 %,
A FEH CPURRENE, HBs BURFEME, JRIKES DNA [&ME, THEERS R ITEEH O A TH - 72,
FIERT A5 ASO mfi L BIEH 5 EN | FEifirh 2 BBk | fEMEEIRE |
Weber-Christian 7578 & ORI 2 32 U 7=, L U ABREF O B JE A TREfk 28 e L& % D Pt
FIT 7 < BRI ITRE O HERERIR B 258 5 O THEEZWNZE 5 727> > 72, naproxen
& PSL20mg/day % Bt L= 3 IER B IX U IS M 24 0 IR LRV Rt L 72, ARz
3 HE LV UEEOREETR., AR, SRR B L, Ra U IR T LEZE D
DIRRE & 7o o 7o, HEREEALCS B & o T2 FARARE IR & (L L 72, T MRI T
RuROTz, MDCT TRENREILZR < B« T - EIGFREEIRICEEITORAE 70 & D
WA o T, ABE 23 H BIZ WBC 37600/ul, CRP13.3mg/dl & SIEMSFEA & 720 42
FARENEAL L2, HETEZWIHIE > TR WRNIEEEZER L AT oA R0 RRE
(MP) % 1T L7z, MP %2R CRER M E L L7223, ST E B L0 TR & S8 SO HE
ZERO Tz, BRI HE U2 B O AR X 0 iEEE S R B RK L 2T &
72 MP O RIT—18METhHoToled = REH L EEAVCY) 2 Lz & 2 AE
WL E LTz, IVCY DREMEAL L OHERHZ A ThH o7,
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AR MEE A R EREE 2 UT-REE Wegener IAZFRESRE D — i

OfN Z=rT ! HEE w12 AR &2 W 3!

|

"KM aERe 2 — NREEE 22— NENE,
PRIRHSER A ER Y 2 — NRERY Z—  NEE BIEGER

|

[1Z T ®IZ] Wegener EFIENE Cld, BEKERD 2 &8 & b, BXGETER, ek,

E RSO R P E N 5D, K 8 T PR3-ANCA Mtk L 720 . 20 Jiliidk A
TEEIEICHEI T 2 & ST 5, Alal, A2 BE AR R BREFE 7% (A2 FEFRIER & 5 L 72 [R
J28 Wegener WRIZEEAE D —F] 2 #85r L 7= O T 5, DEGI] 11 miAcd, PRk 20 4 2
A &0 EEEEh B2, EBOKT., AR S Q2. 5 A IICEH AR AR & 78
OTENATaA REGIZTENR, LU, 6 HXVAEKBFRERE, 7 H 25285 ERE
RFEE TR S A v, EWHBEIEG D&V TAPE & 72> 72, WBC 10170/ 1, Hb
13.4g/dl, Plt 25.2X10% 21, CRP 1.33mg/dl, REF 72 L. M Xp FREE AR L, 4 CT
TlX, 22 BRSO ENREERE 2 Fh0 S8 P~ S 2N 2 B R A 2 38 7=, RIHEE SRR A f % i
1T, BB CIx, BT X < RIEMZE L E STz, LSRG 21T 123k
FETPNEMR 3R LT, ARABEAROFFELFT R CEMIEZ £ 5 P ZEF kST & BLIREESE 23 7
541, PR3-ANCA 76.7U/ml, MPO-ANCA < 1.3U/ml, RF 104IU/ml, CRP 2.26mg/dl. Ik
48mm/1h, H938 CT ERF 72 U, JREF 72 L LV BREA Wegener RIZFEIE L2 L7-, A
T A RV REER 1 7 — VKA T\ EERIESRE OME/ NS A STz, MERFEIE L LT,
L R=vur, GEAHE 7T 3277 I LTV FAT Y AIEE), ST
AHIOOFEIEZMETT, PR3-ANCA [If2MA b L, KA « F MR O W #4270 72
N, JEFPEEREEEERIRAT Lz, BUE. A7 v A RE&ETIZ PR3-ANCA OF EH B A B
TWDD, FRERIERITFRD Ty, [F & 0] BREM Wegener R ZEIEAE L. FIERIIC
R 7 ERCAT AN Z LS, REIRENIAS Tidew, UL, FHNAEIZEE 2 &
DFPHUBZBNWTEHETH L, RIEFTANA LD bIUAEME R CEITED
H o« & FPRGEIEIR 2RO 58 1IAE 2 8 5 MEVED U RIE S iz,
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ZRLEEZEZMH . 2 FHMECERETE RREN B oOMEXD 1 B1REH

O &' A B2 2 R/ B2 Ak Bl B For L sk B
R ey 2

VENTFERE BRI T v 4 — PR PBRTINIR R NER

EGI] 555 R, <& 3B OEEH V. PRk 21 42 6 H 39 EORBSHBL L, £ THE
AR, WIEICTEME & BBk &2 sz, Gl E TR EIC TRIEBIZE L 8-
e, WELA LN DT, DK G I & EEMEAFHE L. S BITHEAL Fi
L7272 D YBERAI AR & e o Tz, ABERE, 2HIREDOEAIIFR DT, 38.8 EDHEE T
Wiz, FEY oNEIEIRIZE ST, WEER IR O o 7o, EEHTEHERCH - 7273,
IHIEEN S OAR T & BEPH, ARSI R 2580 7=, IFEIIERD o 7o, AT A
TlE. AIMEREEZ 17000/ w1 & . CRP E&H- 20.7mg/dl ZFE . migE7/Vv7 I MAKF & FDP
E D XA ~—DHINERDT-, RIEMGEMENEORENTREI N, S 5ICMEE
FIXPEMET, #5548 Tl E.faecalis & E.coli, Klebsiella pneumoniae 23 H S 417z, L&
¥ CT TIE MTHEMGICIRE LT i & K DI E 2388 . IR, TR MW 22 138 72
MoTz, S LITEHBEETRBREEZI T2 A, MMTEBOEREN 83mm & EE L7
TR ZRO T, BERIELE ZPIHEDO SFHER G E21To7o), BGEEZRD RN T,
Z D7 OEHGET R & MR AT R & 0 IBERRGEICE ) FATREBICRE Lo mE % &2
WrL, 7L K=y nr o omiEkEQmgke) %z s Lz, B5HMG% LD EONITHEEL L iE
HIER OBEEZ RO T, S BICEHBEE R 21TV TR OGEBEL 5. 7mm & B85
EROTz, MERE ELRIENIGE FDP, D ¥4 ~—O%ELZRDT=, 0%, 7L K
=Y u R LT, BEEERSCRIEN OB ZRO T, BERRE TS FMTHEE
I RE DTRIE IS RICIHK LT, [BE] 25 %o MmiE R Cid, BEERZP%ER E L
B2 W CHPETRIEZ RO - MEN S TW5D, BEORBMME RIZBW T, HER
BEORE GHALZR B ONTERE) 23, ZWie b IR EDIRHEICBWTHEETH L, 4
A, A TEIE, IEEORMEICBS W CTIEEHE SR ENE N TH - 7=,
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FUXRTERTOEESREF R TR RIEMICSIT BAREORE

Z 4M9%ZJ$%@ %%ﬂﬁ%Jﬁﬁﬁ & TP A BUE,

BIETISIRY: RS /NER

[ Y] EHRESE IR R (SITA) O by U X~ 7 EHEEHICBWT, A%
RIE L, TEBEN CZ DM Ed 5,

[FiE] sHA x5 U X~T7OE 24 (11 #]) BRI 3 (56 #i) HBERIZSN
L7c67BlDo 5, BETIFULOREM 7 4+ —%21ToTW5 24 x5 & Lz, &
fRZHERF L AT 0 A RODEEBL, 2> IL-6 fE2S 1 L ARAE 2 4R L 7= Bz 5t LT,
KU X 7 B AREE U SE R EAR IS ER T & 5 AlREME 2 Rt L7z,

URESE] 24 511 (B4 10 i, 2ot 14 1) ORI 2~18 5% (PRl 8 i%) . BIEHIMIX
3.2~6.2 4= (WP IfE 3.8 ) MBI 0.4~8.2 4F (2.2 45) . IL-6 1% 0.4~102pg/ml (38pg/ml)
AT uA &5 &L 3.8~40mg/body (12mg/body) THh -7, B HIZ h ) X~=7
BRI CEIEGNL S B (BHE4 6, &PE4 ) T, FlniL3~105m% (PR 8.5 &) .
TR 0.5~82 4F (4.0 4F), IL-6 1% 1.7~96pg/nL (23pg/mL), AT 1A R¥ELEIL3.8
~30mg/body (11mg/body) TH o7z, ZD 8L U X~ T BN D 2.6 FE~4.9 7%
WIRZEL ., 96 2 Billd 3 L B2 SIREEZHERF L T D, 78D 6 BIEFRICZE D B
VYR T OREE (1 FloBATaA ROEH) BMTbiviz, Bikh £ TORIEHIMIX
46 H~571 HC, HBND 7~66 HZITIZTFF N ACRpedi 90 2155 Z &N TE -, U
R TRER ORI O T S BI TR 22 HhOFEFEFEZNBIL THDEN, IFEAL
DNIRFE 70 fRYLIE C, BEALE CEIE L7z, 72720 2 B Gl EXGEEEN R OEIN & % 2
bz,

[B%2] b U X~ T OIRIERAIRETS » THIEBIOFF TR 0 1372 < . KRR/ fE 51 %
BRANCTRT 2 Z EITRES 572, MU X7 H 56 3 FLLERGE U7 ER] Tk
FER BT L0 R OKABER N ATRE CTh o7z, £7o, HRFS Fo ) X~ 7 HBIC L
D+o37pay b — Rl o7, %, RMIRGIZE > TH EMEENIZE & e WiE
BUZ DWW T ORWIRGE MR o MERH D,
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FUXRTRERICAMEK- M/MRBD ESTcUTc s-JIA D161

O/hll Bz, & R, /L 2, W B, B K IREF fav. /R R,
Bl SEEE

WO RFE I R Rl NER

JEBNEI AL 18 4F 6 HIZHiBREN, BAFIiKA CTRIE L7 s-J TAD I KB THD, BT
R=y B PSLICTay ba—/ L EI TV, ki 19 4F 4 HOFBRKEL D 2711
FHEHEE 20, A R FLFP—b, IV UL, 7 a AR U7 EOGEmifIF o
FIZTH PSLIEND CTXZedno7z, Sk 204E7 H 7 H LD Fo U X~=T7%BAtA L, JER
(FEEPE L, PSL R T 72, 7 H 6 HOTEHIIRZ 2 HREN - 255 00% - BAETR
72 EEEARIEAR 2580 720 6 O O KM I A fERER - M/ MEEOIK T RS~ e 77—
IEMEALIEEEEMAS) DIIEE 2 BB U B TABE L 7o 72, 12 REERRICITARIE H i
ERER 1800/ w1, If/MiER 23.1x104 /1 KT L7223, FFEMiEESE - JR+ B 2MG D E
72 ERERD Do T2, Y, BWERZ G OERZK 21T 72, TOME, ~OLR
o A )L A(HPV-DNA) D5 C ARYMERLEEIC L B B HEMH 23 E 2 5=, 7 H 8 BIZIiX
FEECALBE DS B U2 Al L7c, M ek L, BT & o 7o, AJEFNT h
U X~ 7P 50 BRI 23880 4 0] MAS M EEbiL7—, MAS ICXT 51 L EE LT
PN, EAR ¢ MIRMRA OHERE D MAS TlI2WnW e B X T, Fy U X~ 7 EE P FRE
e RIEKSIT A7 ENTLEI D, HEEIBRBEZOILERH D, LoLan
BABIOREF D K 5 IR O ZALDBFEIR 72T A 1%, BEYE/ & A EEIZERIT 5 44
ENH D EE b=, MAS & HPV &Yl IR 45 O A E O 2V D 72 812D TRk
MEEZINZWES D,



P-03
FYUXRITMBERICREMEBBAT CRP LR ESUCESREFHRFRY
BETX

OZehy i '\ AREEESE 211 A Bz ' Beh a1 ik e R e
AR I AR vASE L gl B BUR B2
VRRBRE B AR CELRBRY EED REER

[F=] U RX=7 (TCZ) 1E, IL-6 DIEAZHET 572 CRP 1L EH- L7gv, Lo
L. A F TCZ {8 O 5 BRI ARV R S MEBA I (sTTA) FEE TG B B2 IV CRP
S EF U2 iE B 288k U=, DEGI] 7 ki, 3 ki sJIA Z380E USRI T 5
R TCZ R ZBRMG L7e, 46 BIH OFE%, 14 H BIZIEM S B L 7=, HUsN T
N0 RGPEEIGR E2Wr L7228, FHIZ CRP3.69 & 7xol=, ~ 7 a7 7 —IEMALSE
EfE (MAS) ~DOBATHE 2 DAVEEICKRIBBIER 21T o T2 DS AUERTE O B TR L 7=,
fEEE3% « U A NV AGBEEIREMETH 72, [BZEE] CRP LHIX, TCZIWETR CThHLRETA
SV AMERRYE NS 2 558 T Lic< v, TCZ O T b o "l REME T
IR 66.7ug/ml THYEZITL AW IL-6 FFHICED TCZ L OBAIC LV FEAL
7= AREME D 4.3pg/ml & A L EZFRDTE ZIT< VW, CRP EHOBEFIFH G NZTE 2o
TN EERIER &5 2 bNET OB R 2 N2 85T 5,
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YA RABODMI ABRAZEEH U BREFERRE RS A

OBl 21 Rh Mot ' WA &% AW a1k
VRBRIE BRSBTS R

EFI] 8 ¥R [F5F] I8, il [BUREE] 2002 4 (1 F i) BIEOL2HT JIA BIE,
AT aA NRAFME, flx ORIl 2 HEEE T (biologics : 4, 5 FRFZMHEHESH V) |
2007 £ 4 ALY MTX : 4mg/ ¥, #70VJ LA:2mg, 7L K= (PSL) 72 & Tk
WELEL L CTuNz, 2009 45 A FTRIL Y 39 EERDOFEGD U | PSL O &7 & TR @l

HbHiERL 27 HYRARBEE 72 b, [ AR R] & & : 86.4cm (—7.8SD), K
HH : 10.9kg (—3SD). #l : FH/eZEME, IRERREE - &imkk, IEE . A TIESIZERS V.,
Ol - IE%, [ABERERAFTR] WBC : 6730, Hb : 7.1, PLT :30.1 /5, TP : 4.7, AST:
13, ALT : 7. LDH : 237, AMY : 36, CRP : 21.6, BUN : 15, IgG : 198mg/dl (EHIHHiFE
H) . ferritin : 163ng/ml, s- $2MG : 2.7, MMP-3 : 116, IL-6 : 944, BD Z /L H > : 4.16
>, CMV-IgG : 9.9 (2>), CMV-IgM : 0.36 (0.8>), MR « b : B2 L, FHb: 5

1 /XY

M. {HK%5% : Candida albicans, Campylobacter jejuni, E.coli, Enterococcus spp. [ APEf%i#%
] APEfs mPSL /)L AFEIZTHET 26, APBLE 2 B B0 FIEERE S HEL, 55 8
HH XY FERRELRDTIZD, FEY RMEAT A FIZEET L2 G EmISFH L. 3
ficf 1. 2 78 U 7248 23 B, 25 8 H H CTHRP B5tk. JRICIEIS TRfaE AR HBL, KB
BB T HRMERNIES. FIMEED CMV - PCR k7 82380 T4 A W a gk
Ezlr, 20 HE L VFET 7 m el (GCV) BT % 632 IEEERI TGS
I =Nl L 725, GOV ITHE L FWr L, 5536 HH XV EERAS E/L (FCV) (4
B LBELZRDOOOH D, [BL] RMOGEMGNMREEIZ & 2 R CHbaiE R 27807 &
SITIE CMV GRICEET RETH Y, GCV ERHIIZIZ FCV DA TH %,
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BEADHRETICARZEL =B REFERHFREIEREE X D4H)

O=#F FRE, Ho i, 28 FE, 3% T, DA R
RFERSLT EHRBE ) v~ TR

[T U®IZ] BESRDFEOICHE TE T, BENARICEE L 4 Fllc oW THRET 5,
DEG 1] 3B, FIRERIIRK AR L2 S IVIG 21T 3D bSO 7=
PSL 5 S FUEMRE R, PSL M Hh I R 2L & BIEIIEAR S B L. 5 o A BRI YBERA & 72
%, BAEIZEFEH &AL solIA &2 L7-, PSL., CyA OWNAR TR L= 0N FR 2/ 0 i L
SHFERIZ NV AT OEA L2 o7z, [EFI2] 8k, FiFITMIER & 395, S
A2 KT B ZWRRETH 7=, CRP OEMEEBENGELS D21 AL 7L R
=V u NIRBRLG UIEREER L7z, 6 » H 7%, PSL Z Wi 12 E L L . CRP, MMP-3
DR EZBDT, KEWREKZGTET D 7= OME MRI 2 ifT L7= & Z AJEBEfEi OB 2
AEAE N, soJIA & 2WrL7=, PSL, CYyA ONRC=a > b —/ L EAF L7720 | 24FE%ICH
Sk U7z, DEGI 3] 9mik i, FiRiTmhaREL, 2. i, ASO © LR ZRD7-7=
SOV B R YL 1% BOGE BAE 28 58 O O 2 I C NSAID % 5-9 2 MM S S vd, PSL #& 5
USEARHR P S 3~ 5, 1 120, 2830 - BEE HBL, MBS 2 DT ILER D & X
72 L7272 mPSL 7SV RPEEE AT LTz, 14 11 » A%, PSL BEFIZEE - BHiER
X7 LEAFIRMFEA Sz, PSL OENHECTHREZRDO -0, M A~vT70E
ANElpod=, EFI4] 1B, P3N LRiER, 5, U U EiEEE2EV KL,
KR Z T DR 2WHEE Lo T, EFRENE S mPSL LV AEEETEITT5 b
i, SOV FURT XY AKX Y L CyA BRE UIEREPE L7=, PSLEE L T
ToM, 2HERITHAL BB NRO G PSLEEIC KX VBRI 2L 5120 243 » Atk
\ZBIEIIEAR 2 R O BAFI L M FE S4v7e, BIfE PSL & CyA WIRC= v hr— L THD,
[£L0] BEHAOHBETICHEAZE LT so JIA O 4JEBIZHE L=, FE. 25k
RE(LOERZMZ E T, S0OE2ET AT oA NElL @EmsFlz2EH Lz, w3
(ZBEEIR OIFAEDGER T 22 WEFNZ I E E 2R 2 v k4 & & bic, Kpga 2k
SRWVEEPMLETHD EEZ BN,
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JIA (RF F21E 2 BIE0 &) DRZETT MAP BERICER M ERINEICEE L., BET A
—BEICRE L — Bl

Om% shE, A B— HK AR B 55, B B, ME EA
BN B e

7k, 2007 FERK LD R CRAE L, %@ﬁé%ﬁ’éﬁ%ﬁi%@#é 726 2008 4= 7 H1ZY
BHZ APt & e o7z, EARFREOZHBEG R RO, ANA [2H, VU~ b FRF K
UL CCP $HifkiZfatt, MMP-3 2210ng/ml, 7 = U 5 478ng/ml T -7z, BEMEHHE,
JRYLE 72 E OB OER 21TV, JIA (RF [BHEZEHIR) MEZM LT, A7 7r7 <
> (30mg/kg/H) . MT X (10mg/m*#@). PSL (03mgkeg/ H) DB (MAP #&ik) %
BRta L7, 2T+ T2 < Fa'é’éﬁ% :ti%}it LTCU =, 200942 A 1 HXY 39CHDH
ENEIE LT, Hﬂ%ﬁki@ﬁ%&é A ORERE RO T Z & LD Rk LR
JE &SRV, MTX 2911k L7z, EBV—DNA 160 = °—/ml &, EBV $Liifli (VCA IgG 640 %,
VCAIgM 160 %, EBNA < 10f%) DO/3%—2 X0 EB VA NV ADOWEYEFEHA LT, <
D%, BAEIARITIH L M ICe B & 72 0 . CRP IFFIEATO 8.18mg/dL X ¥ 0.44mg/dL 12,
MMP-3 (% 834.3ng/mL X ¥ 109.8ng/mL % Ttk L7z, —J7 T AST I£ 366 TU/L, ALT I%
308 IU/L, LDH % 1623 IU/L £ T k& L7z, BIERE (2500/ 1) | #E D& i (10.1g/d1) |
/A (101 T5/pl) 28O N, 7= U F O EFIT 3480 ngmL 12 EFED | ~
7 a7 7 —VIEMAGEGRE & 5 O ROl 7= E Do 72, 3 HRICITMEL L A 1X1ZITHE
fROARFE & 72 o728, 4 A X 0 BEIEiRITER LETEICE > T 5, [Hif] A O
WD EB U A )V ADYIEG DA HRHE LT UIERRERT 5, ASER] T ﬂa PERLEZERIE D%
18 2l ) —@ P O BIEI R D E A B LTz, JIA Of%EF D EB 7 A L AEYEIL~ 7 1
77— IEMALEGEREOJRRIC 72 5 L OHEDRH D, Fiz JIA OIFEIZIE, MTX, AT
2 A NI AYFR A Ok 2 7p R 2 N 2 A ER S D 720, EB U A
IV A JEGE DBIECEIEAL B METEEINE EB U A L A RYYE~ DR b a5, JIA
DIFRFIZ EB U A IV ADHNEG A GO L2 O ES 2 TIRE R 250 TRaT L
WwEET 5,
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RBREHAORICUIN N FEFEEEZEMBEEF R EREERZERIELU
$1 Aquaporin-4 F R B B

OXA K&, g A, FHE EM', e BHAE?
VST E R v F — R i EERE MR, PP E R v 2 — R EERE IR

[ 5] Aquaporin (AQP) X EIZ/KDEEICEDAIEEATHD, TOHT XA TDH
B AQP4 [ THHEMRRRICE S FAE L, HriC 7 BT, M=P L OMNEMImLEEEO 7
A hathA N TOIRBNTE, HAAEFHR  (Neuromyelitis Optica : NMO) 1= EE DR
PRI L FFBE 3 MEMRDL BIC R SHEWTERBER 2 R & T2 KB TH 5, I, T OFER
PR DX IGHUR DY AQP4 TH D Z &R LT E L, @V BRFRMENZE D 5T
%o ET-NMO 1L, & X2t B APiiEnGELZ R L, BOREEREOAIH L HREINT
W5, AElFkA T, FRERREZIE L, REd, Vo~ b REFMEZL BRI
FEPERFREMERIEI % (RE B p-JIA) % FJE L7250 AQP4 B & A1) 2 785k L 72, AQP4
BHPE RF B p-JIA OFEIFIH TH Y . K TOHREFILRNOTZ OEREFZHTRT 5,
EFI] 13 5%, 22 [RGE] 3 % 9 s HERCRE, HNEEZ ERiCYR=2, Wik
HETI= Y UHEIER (MBP) - IgG index 5. FEES - & #i MRI CTHARRE, HRAX. W
RN B Mk, 55 5 SMED B85 7 MKHEIC 220 T T2 5FA CRiE B A2 m T 2 38

ZAVERALIE &2 W, AT oA ROV REIERIT UIEIR ORI A2 157-, Lk, fkEE
OHBUIFRD 72 o T2 3, FEEVE £F 9 B T MBP BN 2 HBIREH . Wi b 2 MEm L
FEFBR EZWr L, [FARIC AT 1A RV ABEZATWVERP L7z, 45% 1 20 H OFFFRRFITIE
FEZ PO —BE O BIEIEIR - BIR B, 2 O%, BERITFHA &R0 55 8 A
IRFIZ RF BME p-JIA &M LTe, F 7ot € 21T - 7251 AQP4 HUKRG D & #IR2 R 44
28 NMO &R Uiz, HILEIZ. RF BB p-JIA (26F LT MAP Wik &k L T\ 528, B
HIRILZERITITEEFR L L TR, EWEAIEZ 5O T2 72 DIRE ORGSR ME & B % T
W25, TNF FHEE TOMSR BB EOWME S &V HERICNMLETH S, (AQP4 T
FHEZ L CWe & E LIEaRERRFOHPEFHBRICERH V- LET,)
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RHIR M- RHIDRICTERURLERKERRD 1 I

LRSI Lmbe  /NERY

[#5] A ClImL RERS %2 8 7= B SIEERED/NIEGNI IR 2 R < &g
LH %< 0, FRODERSBREND RN ELHVIFENH TCORMNEELWES L
2\, A RIF &2 I ZFERF AR 23t < RIABMEFZ X LABE 6 H B, FAENS 2 #HFE &
LR RO BN ML KBRS & 2 L R HRR CRfifE NSk L= 7o o35, [Bls
JE] SR X4 H 17 H X VR L 25 ERKETFZ 4 A 20 HIZEE B MEEISHET A
Bt & 72 o 70, HREERE « TR S W ITAERTRRIZEIS LW 4 H 25 B 4PBEIZHIT
APt & 725 (WBC9640, CRP24.2, GOT517, GPT340), [APctcitia] APBERpiCIZET
JEGMEE R 25 2 ThiAERNERE (CTX2 HE—PAPM/BP (A ) %#1T-> T\ =, Lo
LBV FRIER bt X, IROEFRELELL T o7z, ABE 5 H BICHEIIRES
U o~<F - BEFREB TORERZIORBE, BEEEEORIANED BY CHRETER CT
EHE Ui, BEEIITE BEITRERD R o723, MK OEHE & i T4 KENRE
PO M AEBE DRI « MEFE EF- & W o T RIEMEZEA A b2, B HICHEE R MR % ik
F L., [FREOENAICIRE Lo RIEMZEL TH o 7=, R RICEHRAE 2 iufT L CEMRT R
RMEBERBG AT DN L 2R Lz, U EORERR XV &L KRENRKIEGER &2
WrL7z, RHNS AT aA RV RIEEZIIT L, BN L CRIEFT AOE D
BTz, AT A RV APRIERIZEO ST IRREN S E L2 OO 2 TEH D
PET-CT Z i L7c, Wi FATREINRE P LA O A TORIERT IR O e 0o 7=, LIk
A7 a4 K Imgkg/d WARIZ THERE L, M L CRRERIBRE & 7o o 70, [BEE] YUBETIlE—rE
EORZEZIZTHRE SN T7 07— MREIC X D2 RHBVEF ORKEZWONR] 25
B L TEBOARL TOMHEIZIEDW TARHBEF ORI ZED D Lol LTnd, &
DOFERE LT IR E 22215 Z LN TE, SRR ZH - 1BIEE21TH 2 &
MR TV D, AIERTH ABL YN B RIENEE B RE R & BBl 561 72 b
TOZELXEDTEY, 20O RYIOEY 22 - 1RELAZ T I EE 2TV 5D,
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Primary angiitis of the central nervous system [C XD BNIEEER LT 8 RE IR HI

OFE M J&, Pl it
HAR AR L =R 2 —  /NER

FEHEZR BN 72 < IMFEZE 2 %% JE L. Primary angiitis of the central nervous system (PACNS) & 2
Wr L7z 8 i A RRER L=, [AERI] 8 i, TRFIXER & 2 /A0 b Oyt BEAERE

TIIFFRL T RE 2 R L, HE, BEILRFE R L, BURKETIX, ABE 15 HANZHEEE L%
SR A 188, IfE= 72 LA CT REZIT o e N AF 2 Do Tz, AP B4 IEAE
%ﬁﬂkb\ED%%%@W@&E@%O%%MwlhoMui%% T2 B TH O R &
72 E ORI 2 7 7, BHE CT TIXEFE 2RO T, MmiiiHEa Tk WBC 6500/ u 1,
Hb 12.8g/dl, P128.5X104/u1, AST 211U/I, ALT 12IU/l, CRP 0.06mg/dl Z= DM DFRA ¢ 5
WEROIRNo T, M2 ORE R CHEMBEMBEO REELZGETE T, A7 a4/ NEh
MG LT, D%, B MRI ’CZ’E’FBZ . WAL BRIFEEIC TIWL TIR(E 5B, T2WI -
DWI CEfE & DI % 78 f%ﬁ’ﬁ%% PO IMFEZE N B T=, ~A a7 T X<,
B~ LA K, AV?"X\ EB VA NWAEIIE DR EAT o To VT b EMEH 5
WEBEREGL CTdh o 7o, FUEPUA X320, vWF 42%, Protein C 163% ToH 0, ZDflh, HiV
UIREUER. ANCA, 7 2/ ot/ E O M A TIRRE 280 o To, BRI,
Ol - FAER = 2 — A TR 2580 o 72, 315 MRA %’fﬁD‘EW FE BN R 7 A
ﬁK#%EEPj(Hu@Jﬂ}T? FRFE U 7= M NS O AR EE A2 GR  MAERIZ K 2N ZE L2l L
7o FETCEEOMAE RITFZBO R0 > Tz, YL EL D AR OJRA iTEﬁT PACNS &2l L
o AT HA I\Tﬁfﬂﬁ JERDOE 2 dELH D 9 HTH LF L7z, 7AEY >~
NIRZ ATV FFFITRED TV W23 BEES MRI CILIE R OFT RIFEF L TW5D, £
. MR O ME O RAFITFEO T, [B22] /NEO AR IMAE X I3H T D B
R T D D DORL N ABNT IR BT 72 < M & 55 2 72, Benseler © (% PACNS
D 32% D3 HEFTIE T, PRI R 1 & LT neurocognitive dysfunction, multifocal lesions, distal
stenosis & ZEF TV 5, N“@J%) multifocal lesions ZF3HTEY . F=BIFIHOIIEN 72
WS B HEEZRBRIBEENMLETH D,



P-10
FEBUV B R THREUVBHICERUICESHEIVTIF—T A0 1 £

AN

OHH ft—. ik Hin, ok WET. il B, &L £

WHRT: VAN A A 2 AT AT EETRIE DRSS

RPN BRI 7R 2 B 9, 2R ONRR TR EICE R L2t 7~ h—
T ASLE O 1 #5325, EFNT 13BN, FHRE Q7 REES M AMEELEY
NEIR, 2005 A 11 AITHEL, FHER Y o HiIEIR A k72 L7, CRP F2ME, HuzduiRrad:,
MRS L, DA NV APURMMERTE 72 L, BT Y v Fik LWL, JUEAIRE LT
DN T, FEEL « FHER Y OREIER ARV K U7z, CT THERY >/ EiflE RIS 2 CTHR
PRAEZEDRBMNCEE L TRER 3om RO 258072, 2458 U >/ HiA R T Reactive lymoh
node EZWrEiu, 3 » HRICHSRICERI Lz, 2009 45 1 FICHOREN, FHE Y o 3
KOO ABELT-, CRP<0.05mg/dl, 7RiL 10mm/Hr, HFUIEEHUARRME, WM 722 L,
KA A NV AFURMBZ R 20D oo 7o, BEHEMRA., CT CHURIRIFE OB IT 3
R & 2 b7 IR O —EA b, FrAEAIR GG, AT a4 Rae—F
PNZER L7 E2h Ch o7, Sl ichEm. B, DENEREZE L, ~HEO
KA DR T " ES DNA BB <67IU/MmI> Th D Z 2L, Z DOl 5 TSLE 02
WrEEHE 3 IR H 2372 U7, JRAT AICIZ B 5 A3 )~ - 72 73 silent lupus nephritis O FIHEM: 275
B, BAEREIT- 72, HRETIHMNELT, IF THIALHRE 7 07 ) v okES
R B BRI oTe, 3 AICIBBE L, AR TIERAT a1 RARPIRIEA Z ke L 7= 235
BNERRE L7o, 4 AICHUBEPURIG 40 fi5) & 72 0 SLE O WriAkHE% 4 THH < O FEPEE.
BAfJ., —EEEH DNA Bt HiEEHUREGME > 72 L=, 5 A GRRmm. By | [
PEDENERD D X 91272 > T2 BHE MRI, ABR & CHEF 2RO T HARICRER Lz, —
HREBIIBIE> TWEDRHO 6 ADPOHEDRF T HLOICRD, L F=ynrr
25mg/day <0.5mg/kg/day>. X 'V B> 150mg/day <3mg/kg/day > D& E & BAE LT-, %
DIEIRE U Y o iR, BEfTRE, REOERLBEIE-TN5,
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BREMIREDEEBREEZ SN CEBRICEHMTUTINF—T AEREL
1 B84

Oty @z 2, /I figs 20 ool (Fh 20 BFRH] )2
URBORBEASEE NRRL AR A NER

(5]

R VE ML RISV PEER B & L CRm@izE s, 28 M=V 7~ h—7 A(SLE)DZWr
FAEAG T2 UTIERI 2R L= CET 5.

[E 5]

17 B, 5 ERIC)IIRR OBEN S 5. 1254 » HEI D TR A POICEREE, AUk
HIMBE N B L, RAICEER L7272, 1255 » HRFICYU B2 S22 Lz, P
IZEREE, 2HICSURHMEE A28, B2 Ete AENIZS O I 27807, KHInL T
I/ NRERAS 0.2x10Y 11 T - 7272 DA IR B TARE L=, PUBEHUAANA)L 320 f%
Tho=h, BHE CITAEEMREIC R E 28T, EEEREBEINL Wiz,
FEMEI /NI PESE BT L 2T L, DEPRREIRO B3B3 Ch o727, T~ nm
7V IR A AT Ulo. §RER, /DB U722y, BOMEE IR L
72, P R=(PSLYONRZBALE L7=. PSL BRAAT:, I/ IMrREQIEIIL, WisTik L
7eh, O ERNRSEO I, /ORI ER LB L, ok biEEE
X IR CRIBEDIRRE L 72 o 72, D720, PSL &KEITEHICHTZ o720, 159 »
L0 M AR L, 153% 11 » ARFIC AT 1A REFERLLT-. F0%, f/MEiEE
FWHRIPAZMERF L2 b o0, U U gk, SR IEZR~T XL 9127 -o72. S HIT, ANA
21,280 5L B & 720, 16 5% 8 # H THI DNA HUANLEE L7-. Z OEE T, HERTH
>727%, VN SLE Mo F5l& ) TA4HEZMIZLIE(T AV Y U~TF a0z
UETIX3THHE). T D%, HiDNA FURIZEER L7228, 16 5% 10 » A X v A& AR, FHAER
HB LT — 7 AR A28, WEB L ORI DI LREZ5T, 17 % 0
i AR AR A T U7z, JRPLEARE 1, INS/RPS 3 E DML — 7 2K (VAT H
7.

[E%2]

FEFRME A/ MR PSR B & 75 2 B AL D IER] T ANA BB OSE, /M3 E1E L
T SLE ZIET 2 Algeth 2 SRBHICEEICRB A BT 2 0ERNb L B2 bz, 2
D X 9 ZEFI T, BEER T O MR IULE, $T DNA JURZSHBL L 285412, B
HEMEERT N B LN,
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SEEREFEITIES A FIMAECTIEL, &IC SLE EE2MULEI161

O R, JEE B, M &) Ak A B Bask, Bk 2 (EA B
s

REARA-FmBE  /NER

[1X CDIZISLE IXZERERE £ 503, € ORBIRHANFEIRE T/ < ITP 72 & THRIE L
BRIREIR 2 29 F CICHIM 2 BT 2003 H 5, SEFHA X, SEFEREE NV 70 &
F A R(TG)MAEIZ THRIE L, 2 4848 L7212 SLE & Witk 1 Bl &2 #&5k L7 TH
S5, DEGN0 R, EkEFECThH o7, KB SLE T, BIEL PSL D ENRT T
5, BT 2007 4F 8 AICEMERR ZFIE L, £ DFE TG4000mg/dl & RS Th > 7=,
LPL34ng/ml & XA CdH W LPL RIBFEDZWr & 722 o 723 B R 7 BE 1 XMERR CTX 72 o 72,
rma7 4 77— MREZBET DG TG EILEME T, BFRE L CRIBEZ ST
72o 2008 4F 8 HIZAMERER 2 38 L7223, PRAFEIEIC TR L=, 2009 4 1 AL Y BA
HOBIZAIEE & FROMBAB S X O LA —BIGRnHEBL L, s E & Juzhiik
J OT DNA JUiRG 4, ko34 7 ER- %2388, SLE O Wri#EA - L, FFE3 A
WA DRI I 2 Sk L7729 ABE L, m-PSL 7L RIEEE {ifT, RICEA T, 51
ot & PSL60mg/day(Cmg/kg) NIk L. # D% iR% IZHIK, FRAEZ KT Z L 70< 15mg/day F
THETE 726 HITIRBE & 72> 72, SLE IBHEANZIX LPL B IFRLEELL T, TG 13 &fE. T-cho
& HDL-cho [HMEAETH » 72723, SLE OJEIR & AT R otk & & 62 LPLEIXEFL L. A5
HoEEF GUE L, U Eofkik v, AEFICIIT S LPLAKfEIX., SLE 2 XV EAE
SNz LPL I 2 HEHURIC L D BIE L7 e b o EHERI S 7z, [FEFE]SLE (2
£ el LPL RIBGE & b b 1 FlZ B L=, MEEFILE b Th ke st
B TG MAEDFRIND—> L L THERERBIZEHT 20085 TEY  JHIKRHD
& TG MIEZFEOTERILSLE 70 EO H CREREEOMRBE L T HOMLENH L & Ebh,
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Sjogren fEfREFE UV IREMIMERB ZSHUCES EESHEERDO—H

OFER B, & FF, A B Aok st JBE s, (IR F,

R bOA, <P A, TE 0 BE B KA B W SET W OBk,
PH #Hr, B RE
MR RS  AeERbe R

CEFI] 12 st i, [EFF] 2, FEAWMEAEE, B, S Eauk, [BEERE] 7
A 11 ARE DO EMEE RS, [FEE] BICBf Y v~ B OREETFL. AR
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