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Y5RIEE/E  Macrophage activation syndrome and cytokine inhibition

Gerd Hornefft

Centre of Paediatric Rheumatology, Department of General Paediatrics
Asklepios Clinic Sankt Augustin,Germany

Macrophage Activation Syndrome (MAS) is a severe, potentially life-threatening complication
of different rheumatic diseases. Especially systemic Juvenile Idiopathic Arthritis (SJIA) patients will
develop MAS in about 10%. It is characterized by an excessive activation of macrophages and T
cells leading to an overwhelming inflammatory reaction. The clinical manifestations of MAS
include febrile cytopenias, liver function abnormalities with hepatosplenomegaly, lymphadenopathy,
disseminated intravascular coagulation, and neurological involvement and resemble familial
erythrolymphophagocytic lymphohistiocytosis (FEL), a fatal inborn immunodeficiency caused
by mutations in genes involved in the cytolytic pathway. While FEL in part is linked
to mutations in the perforin gene or MUNCI13-4 gene leading to persistent NK-cell dysfunction, MAS
is associated with temporarily decreased NK cell function. In some MAS patients
defects in the cytolytic pathway have been described including the perforin gene or in the
response to Interleukin-18 leading to diminished expression of perforin or IFN-y, responsible for
enhancing the cytolytic capacity. The abundance of proinflammatory cytokines derived
from macrophages like IL-6, Il-1, TNF-o and IL18 or T cells like IFN-y and IL2 generate a cytokine
storm which is thought to be responsible for the clinical syndrome. Early attempts for treatment
including corticosteroids and cyclosporine aim to inhibit the production of such cytokines.
With the development of biologics, effective cytokine blockade has evolved to be a therapeutic
option for refractory rheumatic diseases including SJIA. Especially blockade of IL6 and 1118 has shown
efficacy in randomized placebo controlled trials.

A favorable effect of blockade of IL18B in children with MAS refractory to conventional
therapies has been reported as a part of a combination treatment approach with steroids and
cyclosporine and as a sole therapy. In some patients, MAS developed despite treatment with
IL1-blockers Anakinra or Canakinumab, or the IL-6 blocking agent Tocilizumab.
The reasons for this contrasting observation are still unknown. Especially viral infections
occurring upon interleukin blockade may induce a bypassing inflammatory response
finally leading to NK cell dysfunction and MAS. On the other hand, decreasing
efficiency of cytokine blockade or diminished plasma levels as well as tapering of concomitant
corticosteroids may prone the patient susceptible for MAS. Moreover, cytopenias and liver dysfunction
occurring upon cytokine blockade may impede early diagnosis of MAS. So far, the importance
of cytokine inhibition for therapy of MAS has to be determined.
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5o LHRIZRENTWD BB EZ RL2D &, CINCA/NOMID BB BB 2 7~ 363085 5 X 95
Tod D, 4. Blau JEMBERETIL, HEITPED camptodactyly & FEEGHITRN RIS 2 /RT3 K 5
T# %, Spondylitis, sacroilitis, facet arthropathy of the cervical spine 238V 565 S & 5, £HHFE
TOREELITIEMIENE TH 228, FlridEde L. RA & XA VEIEIEL AT 5,
5. FMF TOMBIRITBED L DNRZNEZE X HILDH, 6. FE&7eHH 5, TRAPS, PAPA, HIDS
FIEFID D72 <L MmO WIZZ L2 F 9 DIXN#EETH 5, HIDS @ 1 #illL, Winchester-Torg JiE
efE (MMP2 Bin A R) (TP Lo B iohe & Btz LTehs REBICREN D EB O X7
2 A RIBROFERNAHTH 5,
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$1-4 CARKICEABEBLRFREEINIELA?

i A 2
Vol LR o 5 — R R R, RO N LR

H CRIEREERE C R O A IERITHE 2 /D NK REEER BETEIR 72 EIEF 1T H
DSNTEHLDTHDHN, OEDOEDDRBOTIILT T A A Y B8 JE 5 M 5 BUE i
fE CAPS (FEAD 72\ WHRRBERIEIE) . 7 7 VIEMRE (PR 2 BEEIICA b D IRREENE) 7o
ERBII2FT AN S DEEDRH Y | ZOFEEZEFHK L CTEICHRERE L TEICHPOR R E &
FUEZWrc 5125 b s, —J5. TNF AR AVERBYEGERE TRAPS, A /30
T2 1 A Fo— A BEE AP BVEERE MAPS (Wb 5 & IgD JEMERE HIDS) . SR MEH FhifE
E\ FMF, PFAPA JEMEREIE. JEWIEL GRSk U o NJiR 2R/ B 2s 70 & @+
B EERIER 3% < | B2 FMF & PFAPA JEMEREIZ H CRIER B DO P TH R LAEE N EVVEET
HU ., THFRRICBWTHENINICEBL WD Z L Ebnb, b TEELBTRET D
ZEITRERIANI T A NICIERN R TH Y . T ORMEE RIS AT DA X U T TERINT
P A 27N Gaslini ZWTA 27 TH5DH, T7hbb, BB AR, BIESF 8%/ 7 7
ZPEONG Madh /T FIRFE O B 2 8 b U TR Y TiEs | Eiatk A CRER R
T& 5 TRAPS, MAPS, FMF O/ A U R 7 BEZKFET 5, R TOZLBMEOREFHIITHhATH
PRV, HRESHIRE 22 A 2 7 TH Y . HFIC PFAPA JEBERE A B> T2 AT B W T, stk
HORIERBE R T D B TARZK A a7 1348 & b b, BERE| 27~ L7RA 5 Gaslini 2
WA a7 #5212 EDX ) ICBEIFREEZED TN RENEZTNETZL,

45



2. [JIAGSHER & RRRE~ RIS £ FNRAIERROEER~]




$2 EYZRRENEREMNCSIT DR II-Z2T

SN Rz

BRI T N7 RSB R b R

EAEMERFRE MBI R 21X U & LIe/NRE Y U< TR BB UN T & FAEY) S 51 53 iR
DHBIZBNTHWONLZ ENEL o TWA, RRADEEETY 7~ F 2B\ TH, TNF H5)
ORI LV FEEORENRD L TEY | EWFERRAI OB AFRNIHEEA 7 ) —= 0 7 %17
IE,.IBIA Y =TV R EOTHNREHT 270 EREERIEOMNREZITH) Z L2k -
T, BUECTITRERIEITMHI SND X olc/e> T T,

—J . BRIZBT HMEEIIEIT, 1999 FOMEBAFRESH., B0 RBUMER) & 72
0. 2010 4F|21% 23,261 ADOFAENRHO . AN 10 FAHZD 182 NEoTWnWbH, ZDH
MITECKDOFEIRELEENC LR TRARLE L TEL, SORDIMRN/MLELEINLTND, —
F7 . INREEEOFRIE L BCG # M CH 2 O AR E S DO 7 iz K v | e ©
HY ., 2009 FIZITEETONE (0-14 5%) FEZFREREIIL 73 A A0 10 T AK72D 043
NE7poTe, LU 2010 FFO/NEFEFIERNIL 89 N XV 72> T D,

EAEMERFRE MBI RILI U O & LI/ Y o~ F B BT 39 2 AW 200 B O F Al R
TETIL, BERIEITBIED & ZAME SN TV, 2 NERERIE DR AT BV A
WZHE/ NS W T E DM AINEAERE DFRIEDS B S THNE LN N T & 70 EOEE N 2
b5, L L7 bR ARSI IESIIMCK & g U TRk & LT L, B EITREZ o T &
EETHDHZ &, SOICHERZEETHLIH - K7 VT ENODONRALRERH D |
INEFEZIZOWTH R IEERLETH D,

ZDOXD e EESFEZEMFENRANOEARIOA Y V—= 7 72 EIZHOWTHERT 5,
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$2-1 JAREICHITBIIFU#ERE

Tk IR KH w2
IBIRRE, P IR R S D R

RPN D W BRI H T DI ANESL S D 1, RA RIS 23 & 2 PSL, MTX,
DI Tl < hRx R IHIAL AMRFRH D K512 ~7, 2011 412 EULAR X
» EULAR recommendations for vaccination in adult patients with autoimmune infl ammatory
rheumatic diseases (Ann Rheum Dis 2011 ; 70) 23¥FR 7, ZOHF TIX 13 HE OHELEN 72
SNTVWAHAY, “AlIRD QBEOHMFET, V7 FrOEMRELHRRT DL, “5HE
V7 FURREMENIREETIITE 21T HE L2 8 I<MonTnLEHDIZETD
D, “DMARDS <°#t TNFa HERMEN T TH U 7 F MR TH D™ X “KELETV 7 T
>t PSL 14 HLIN#E G-, 20mg/day UL T PSL #45-, 0.4mg/kg/week LLTFD MTX $e5-,
3mg/kg/day LN D AZP 51X A[EEN S LW e EOHENEVIAEN TS, T OHELE
FHSETHADEDTHY | HRO T HIZZDOE FIEHTE D SO TIHRWVNELRE &1
0G5, BUENRBSAENY 7 F O EREHEZID LD 572012, Kokt ToOHELEELUE
FRZ KL TWD BB TH D, YFETHIERD/PR—REENEDEIZH -T2 TEBHILD
2. NA IO BB FEEANCI T 2 CHRNZEB L O, HBRGIORAIRIEIZ SOV T Ok
EWET D,
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§2-2  NRICHITBAT AR

i oD
FAE SRR B E b v 2 — R - LS

TANVAFRITIE, ABNS ERETH L0, FDETREYT D ERENH 5 D%, AT
KA NVA (HAV), B HBFR DAV Z2 (HBV), C ®IFEXY A LA (HCV) ThHdH, HAV I
AW SRR CYRIEI IC U 7 F U AT O & ERIC HA Biik %2 5457 % (Radzikowski et
al, Inflamm Bowel Dis, 2011), HCV &Y 2 381T 5 i NI 1T 5 AWy A8 -6 <lix, Bl
JERT 2 DA I ZBRE S TlE 72V (Brunasso et al, Rheumatology, 2011), & Z A7, HBV Tid—
BRGNS T D L, 72 2 BMEFR2IER L. HBs PUiR 2 15 L C & A # g >
© HBV DNA [ZHERR S U720 2 & 28I L, FEPE RIS & 2 BIEF 20 M2 o S T
K B TEH OHEDFHRN TS, HBV iB15 1121 glucocorticoid enhancement element 73 /77E
THIEH, AT A RICL D EZERICT A LV ZAERNE SH D720 TR ABRRESAEY
FHIRLANC K 2 ISR TRICA U 2 i 72 B O - A2 X v . HBV HE5H &
EHITRER YT O EE 2 4 5 EER R ERE I NS, L L, BT r 7 fHIC
KV EIEFRZRBETEX 5, WHO O®EICE D &, HATIZ3{E6 THADHBV OFX % U
TR L, FFEEZE - T OfERIC S b S 4, 4 50-70 77 A HBV BIEZR B THT LTV
%, 72 HBV OB RPEEITEIC20BA L Wb TS, JJA BIETIIAFR VA L ATOE
FERIEOHEZ FEET 272 OICLL FOXRNEE TH 5, 1) HBs FUJil. HBs L, HBc fiik%
BREOREETHE L, Wi 1 HA THLEETH 254 1E, ADNEAFIREMEIC = 3
NVET5,2) EFLHB ~— =W TN HEMETHB U7 F U REERF 1THS/NIHB U 7 F
V% 3 EEERE L. HBs $U/A=10 IU/ml 2R3 5, 3) HB UV 7 FUBEREREE CThH > TH HBs it
AR<10IU/ml THIUX, BINY 7 F o 28FE L, HBs JLiA=101U/ml ZiEd 92 Z EDREEL
W, 4) HBV ¥+ U 7RIS, DNEFEEMRE S 027 %, 5) HCV ¥ U 7 BIRITL
3. /NEFEEME & D2 T 5,

50



$2-3  JIA L EB A1)V ARREIE

Bre A, A B2, B R
i 7 R R R VLR

EEPERPRMEBITIR (JIA) 1% “JIA OWIHIRZIFEO T3 &7 12X 0 ZBW-CIBROM L3 T
Pivle, EHIZ 2008 FFLIRE IL-6 (HEIKTH D F U A~ T7 R TINF [HEFE THH = Z XLt
T, THEV LT LW o T AYERRIFIN AR S L, JTA RRICEN 2B b E X - L,
T, AT A RESLA R FLF—F MTX) 0SSRz G0, 40 JIA 1T R ) E
gz BiE TR E e o7z, L L, SEMEBEAY FRIRA ZEH L TV D JIA BFITE W
T, FERYYED PRI T A )V AFTEMAL & W o 7= RESBEE L U, RYWIE IS FE 9 R By 8k
DOEAR B HINDZE LM -T2,

U o~ FHREIZBWT, EB VA VAT 2 GHEZB I SB35 2 BB TH
%, MTX 1% JTIA BESHEETY U~F (RA) OAEFICH LHWLND —F, MTX ITX
% Ebstein-Barr virus (EBV) B U o \HEAGEPEZE B ST 5, EBV B U o R BRFHEME
f$@%$%ﬁi%%b:ﬁofmﬁmﬁﬁﬂxﬁﬁﬁﬁmﬁémwﬁ%@kﬁ@:@am/
BEEL U o A HIFEMEIR BRI R D DO TIH W EEB X BTN D, 728 JIA O Still 75 T
X, RE IR 2 RN T~ 7 v 7 7 — IR BIEGERE (MAS) &3 2 B 5, EBV
X MAS OFIEERXIZ 720 #55 — 5T, EBV B MEKE RIEMEREIT. MAS & OERIZIWNT
ERIRAENR « Ml - JREEAEELL L TWA, Z O DEBEAETF To EBV EYYEITEE T X
AOHED—D L STV 5D

“JIA (2R DAY FHRANEROT5 &7 Tk, by U XA~T7HRERIOFE & LT EBV
PURA 7 ) —= 0 FPERATHIRX LREH I N TS, U AT HFHEHFO RA A EE TI3E
PEIEENE EBV JEYYEDEAL N HE SN TV D, =X Rt 7 T XY A~ 7 Tk EBV &
JE & O SR N & STV D0, E%%%%ﬂ%ﬂw ITEETRETH D, £
EHRJIA I L by ) X=T7859, MAS # 8-> 7254, EBV EYYE L HEE L. EBV fiik
FRAE=C real time PCR IZ X B4 J A OMBZREIT I, @‘c%%ﬁ’j;ﬁxﬁ' BT OIERIZIB T 5 EBV J&
YUEIZDOWTHA KT A 72 Eid0n,

ARy VARY T ATHE, JIA & EBV RYYEDBHEIZHOW T HERB 242 2 THET 5,
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$2-4 HEYZFHRFIFERROMERRIE

54 S 7 2
TEERPRFBLELO IR N ER R

T A NOA BRI E L2 AW RAI ORI L0 FEMER SRR JIA) o= K
~wi§ﬂk@otﬁ AEWFRIRIBIN . A NI A B OARN D EBIEME 2 I 5 2
F R ETONERD D,

@%%m%ﬂ@mmr IR D RBESR O — DI SO ER TH 5,

AFTIE, TNF-a & IL-6 2R & U= sisIns JIA 2% L CRB A & T b, TNF-

o N IRIERFT~DORHIROTEEERMAZFHE L, SO ERAE, IGMERRFEEARE. & 215
T5, 2D 1NRa%ﬁkat$%%m%ﬁﬁ%ﬁ_i\ﬁﬂ%#@%%ﬁh%gf%
DHIEGUE, T b bR 72 & O/ T AEME ORRIIEREEZ L O WERNH L, —FF 1L-6
% B a0 bR L OVEMLIC@ X BiikEA 2 F ST 5, D70 IL-6 ZHERy & LizAEwS:
MEAl (v U X=7, TCZ) AL, BF >~ a7 ) SEE7RD, BE TIZZRWVMA
B & OMIEE FRYUIE 2 #5352 E BN WEIZRN B 5, (KR IE b £ < 592 23 5 et &
OB EIIARITH 5,

) — OOMEAITERIIEDOZMDNRNEE L 72D 2 L TH D,

¥ElZ TCZ Tl mb@émm%@kéﬂéﬁﬁ%m JuJRI AT DEVERIENRE, CRP 72 & &kl
BEHO EFH NI A, BRYUENS A 2R 2 & ST WK S 7D,

ZHVETREfTY U~ T Cld, TCZ $5 T OB RGYE O Rk~ —h — & LT, 4FHEkE
il CD64 FEBLE 7 iy b= (PCT) DHEEFS4L, CD64 FELD T L0 A & S
TWb, LML IJIA TOBEHNIHE D S TRV, CD64 FEELO FEAM 1 — B A I IR &
EZ HDHTZ, MIE PCT 23 sIA 1281 5 TCZ %5 F OMERYYEDZH~— T —L 720 9
LIRS 2o T,

KL, TCZ BH-HITHIE M T &GERYYIE 2 RIE L 72 2 GEI 2 5 < T sJTAS JEF] (D 34
RIK) L L. TCZ B 5-OF M, sIIA OIFEINE, MEKYEOA L | iy PCT IRE O H %
AT U7z AERYYE CTlX PCT O L/ 2RO 2 H DD 4%®rminz&5 X0 sJIA JE
EHHICBWTE PCT BED FF %38 wfmto;M%®F%# X PCT 1% sJIA (2817
% TCZ 5 T OMERYYE DB K~ — I —I12iE R b2 kﬂﬁﬂéhto%%@@%ﬁ%
EF N
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3. VNESLEDERE EAFICHIF D2ERDIZHE L]




§3.1 PV Ta-UVEERORREE % SERMEIOANT A
EERET )L TOBRE

N
R KRR TP R 2 ST FE R B BB T bt ik 2 - RE 70 7

ANy =a— ) VIERPREREER - BARZIE T2 ERMbATWD N, EDOEH
BEFF XTI S TV, i BT, SRCREREERET L, BARETVICB TS D
Ny =a— U VIHEROSE, EREFICOWT OB Z2IT-o TE -, ZNE TOMET, A
X T LHEETE, 2 A AR % £ O RIEVEDRERIEE R TT /I8 W T, IRAIITRER
RIZIRTET 5 CD4 Bt T ocell, IL-2 BELDHREFRICEE TH L Z &, WEAMMOX 70 ) A
ABEHPRERIKOIZREE L, BAREZMHEI T2 2 EaWE L T&, —Fh, HHFEOHIETEL
DORERIREEBIC BT 2 EARIFCRERIR ERMIE (R K94 b)) oMM SRR CTH
HAY y MEOKEEKR FICL WV RETHEEZ LN TE WD, HEBIIR R A MNEEET
)L C&H D Puromycin (PAN) &JE. Adriamycin (ADR) BIEDOEARIZBIT DX 7 2 LAD
R, VERERICOWTORSNE21T o7, PAN BJEIX 7-14 HRICE—7 L 722 itk EH
JREZRTHD. Z 71U AR 10 HEBUBEOEARZIZIZ 50%I2IE T 5884~ L7-, ADR
BRI 14 HEH ZA0GREFICEINT 2 EAREZRTH, 70 AARGEHTIIIREHE
2N S0%LL FICIE F Lz 2NHDOETIIVTIEAY v MEMTES+THDHR 7Y v, RREY v
DORBUK T, RIEOEL 2RO L ENB A Y v MEO Y THEREDOIK TIZ LV & ARDBRIE
THEZEZLNTWD, TNHETATOZ 7 0l AARERETIIA Y v MNESEE D21
DIHI SN TWDEZ 2R LT, #7a AAFA KA b, AU v MELREDFRICEL Y E
FRZ NI L= REMER S D LB X DT, RV U RV T ATIE, ZRHHEELD I —T D
FAEIZHEHIINZ . KEO P. Mundel 5D 7 NA—F12 L5370 AR AL BHHR KA M
HIERICOWTOREEFEI L, V=T AR EEDT-HFRERIKICBT 2 IV =a—1
PLESEO R B IRIMEINE., ERETFIC O TOMRERBEITT 5,
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$3-2 =O7x/-)VE EIxF)V (MMF)ICL /MR SLE BBEDER

ESERE 5
FLIREE R R/ NER, B SE R/ N LR

/NREIFERE SLE, /L— 7 A RIZEBW T, BAFEEARE - #EFPRIEE LTOY 7 rk A7 7
I RoULZEE OIVCY)., THF A7V v (AZP) NAREE~DO ISR BHINEE L, FO%f
JENE E 72> T D, F72, 2000 FRICAY, 2 a7 =/ —lig 7 =F /L (MMF) OV
— 7 AR D BERREN « HERRERIEIZ K LT, IVCY ° AZP & RSO F R & 2t OME ) i
HRENLTWbD, ZDO X9 fkfENS 2008 £ D EULAR Recommendation K& TN 2012 4
@ ACR Guideline TIXIVCY & L <X MMF DNBEOH —RINIE L L CTHER I TW5, Bk
N R/ NER I ERRS 2 5% 2. 2006 4F X O /NRISAEESE SLE, /L— 7 ARkt
L. B - fEFRE L LT, IVCYHMMF 245 1 3R & LTV 5, ZRLARNCE 15&IRE
BEINTWZ 1, IVCY+AZP & 12 7 A% OB O INS/RPS /2 FEICk T Dbk, 2, 1
I Alb, Cre, C3. C4. $i dsDNA ffi, SLEDAI &, JREHDOHE, 3. PSL OEEDEAVIZ
DN THFRAC LSRG L 7=, IVCY+MME BEo 10 1] (B 2 6, &2 8 #)) 1% 12 » A%
DOEERRIZEBWTHRBEFT L otkE%2 10 il 8 1 (80%) IZHBWTER®D, ZAUX IVCY+AZP it
13 61 (B2 61, & 12 60) @ 10 Bl 4 6] (40%) (ZH_EVMEBICH -7, £72. R
PSL & & 759 B4A 12 » H# T IVCY+AZP #£7Y 20mg/day—11.1mg/day (ZxF L, IVCY+MMF #f
1% 22.5mg/day—7.5mg/day T ¥ . PSL JBHEZNREVMEHIANICH o7z, 722 E TOHEIZ
x| DEDO MMF CEDONRZEZR CTE L, AFFL TILIVCYFAZP #£T 3 filFED, T
TOIERITIREZ W L7225, IVCY+HMMF BECIEEIRIEZE O 2 BlO & T, 2BEFR 2tk C
X7, FrINFETOREICHA, DEDO MMFE TRIENHERTEX-, DLELY . Aoy
Tt MMF [ 3I/NR—TF R RIS 5 IVCY & OMAE DY TOEMEAREL L TEeMt
NEl . BY%EBET D ETHRORIBELEE VR T2, BIEARTIX SLE (217 %5 MMF
IHRBRE AN TH DM, N Y 7~ FHEETIE MMF OFEIGE RS T 5 X H5EE L TW\W5D,
Atk B OHEMMA TR IND MMF OFRIZE T 2 EBEOMEHIC X, EF & & HIcH
HT 5,
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$3-3 NEBREFENSRIC/VE SLE 8

AH AL
RSN B R o F — BN

NI K D IREMER E < BROGIENRZ VRN H 5, AT a4 ROBIERIZKE
RDHMMENKEWR ERANE TR RSB REEZ T XETHDH, BROLFEIL WHO D4y
(1976 FHWET) AL L, BUEIFEEREER TS (2003 ) OSENR—EKHTH D, 1
WNE 6 BE TORARNE X FIXFEKETH D . FFIT 3, 4 B8 SLE OIFEIMEIZR, BOT
BIIARETH D, EEHEOROVBERICITRVVBENLE L SN TWDHR, EOMIIZEDIRE
DY, [F—TH, RIS X - TEZ D07 SI3me TV, NEEEAMER R BIRIENT
e T 1995 AEN S 10 T T, AIHIEFEOH W T 2V U vy (MZB) & OOFHERED L
HRCT ZLLTFDEZ TIToT2, 1) 7V R=Y a0 80mg 7 Hi H T - < DiET DR
T TFENELS AF LT L R= KEEE (MPT) %, B2 < Bt L., FHICEET 5,
2) BIEBR CORMMRABGIIHRENL L, B HBRIEIELDL RNz, B X 5T
BRI EZ T 5, 3) MZB OBNMELZ DD D, 4) BEHBIATOH DNA Juil EH- . KT
EEREE L. BYNCRIET D, STHIC, 85%IFRATRZA L, 274 (20 ) & 47 (23 fi)
NEMoTz, 7 0 —BREMERE 14 FIh 11 F12% 4 T, 8 B NBHEREREE 2 A0F L Tz, 7L
R=>m> (S) X MPT . (S) X MPT . 40mg/day D1 H Bt 5%, 20mg/day F TH < I
BL., 6 7 HTIRAB & L7e, BRRHIL D BSHE L, B, IBRETUIED 72 OB sIX S
HEAFIOHRT, 1 FTITAEETIT R o722, 24 HOFF AT MZB OFHBEDS SEEIZHE L, AR
[CFBRDN B> T2 (p=0.02) . FFFRSITEREIROMAE & BIE Uledr o7z, BAKRIT 9 B, BHEsE
LBl ERESEL, AEEZTORRIIR o7z, BEHT% @56, 7.6 4) 13T,
KB AR2HNL <, BAKRIE S i, BEEREX 1FICA OGN, RERFOTEEMENE
16 Bili%, FIHNEHREN SHETH D ENME—BIRIKN T Th o7 (p=0.02), SLE |[ZEHT#%721T T
72, BROEHSORMAT oA FRGEORIER, /7T Re—J 0 2A%& 22 LT, RYT
BERSTHENEET, ZORIZOVWTHEKRT D,
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$3-4 HBFRNBUIRFERINE SLE BEAMES AV DRDIES

BRI R R B OV R R ST AN Bz AW EE
HEAk 22 BAR BT 2 RIS 02 BRI M. S RRE 2, ME sk
& M2 MW B2

U R B K SRR, P AR Y e FEA N Y v FREVNEE S (FEE HEET)

SLE [Z JIA IZRWTEVVNR Y o~ FHERATH Y . A CRERIGNI K22 g K% H
EiRiE & LT, RElEaGEE 2 b & L2 2R ERRRIE D it 3 5, /N SLE OEFRIH
REIE. RABIE R T RICE VA TEE TH LD, AMEUREICIT, X ishmigs
NFRENVETH L, £, BREZEICYH ., TBEsbEE OFESHEI T IO 72 8 O B 72 SRR HERF
BIENEBICDZ > THETH LN, /NNEFFHEORWERA~OXG b MEE 72D,

ZD—J5TC, FRYCIREEEE I %95 supportive 7R IRIRDSHENT S AU, 58 T 70 ELARE LN
EVBRITEANIND X977, FTMEROGEMHIFED/NBIFR TGRS, Ak
DEWIEIHIZE DB A LA LTINS,

DX IREFRIRDUCKHET DT A K74 /N SLE TEE IR TV, 25 L
RAHTA RTA NIRNEBIC BFEEET A R T A VIREDTZDD evidence 7 —# &4y
TlElehote, 22T, UTOHIETRETA R4 OREDPED LIV,

1) =7 RNED T DOLEEA

1995~2006 FAZFIE L 72/ SLE Z%t%R12, BIHEHFo UNEHO U 7~ F « BIRERE O
TBMEIRRE D2 L 1ERRICEET 2 AFZEHE (2008~2010) | [CBWCREFEZIT -7, £7-. 1984
~1994 FITFSE L 72/ SLE & %f5 & L7 2 FEFHA (Takei S, Acta Paedatr Jpn, 1997) & thig
THZET, 2D 10 FEFEDOIFEHERERL TR DL & . FIUTEE L 7= 1RIE T ECTE R A D
REIZ SV CTHRET LT,

2) BIETA RTA VROEEL O

ZODORERE O TROMRIEE OB T L il SN TR SIREE O BGE A B
HLUTERIENRNLZIENA RTA VREER LT, ZOTA RTA4VRIL, HRY U~TF%
ZINRY = F/INEEED A N=IC LD ZONEDRE S 1L, o STHRSC# S 2 S M L7227
O, UGETREENED b,

VURY T AT, INESLEZESTA RT7A4 O EZHH L, s L 72> 7=/hE SLE @
F1%  IRRED AL, T OWBICHFE LIZIRREICOWTE,RT S, BINENS O ZE a2 Ik
B T2,
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I—F VI TN —TREE




WG-1

INRY =T L VIR REREDCODT—F 0 7T\ —THE

B BT MR —ER S B AT TR BRI RE S B W EE
M s Ak 2B, R WEEB12 AR AR ARE OB B M S,
e Rk "

'R Z E BT LV — - BRI TR R A TR N L R

S IEHEE KRB TR N R 4y B BV B KRR N RS R v 2 —,

BRI TN KRB R R B A /N R B, © AARERR SN R
THWHNRREERR A 7 — P RBRERRFENER, P ERIRNL 2 & bR AR R
O TR S B SR e B R SR

INRD Y = — 7 U UEGERE, A LR Ui E Tl e 22 nWEln £ < . 2 i
AREREINTWDIERN L H D, BANLY U~vFZE2E L HRY = — 7 U UEHERESS L LR T,
D —X 77— (WG) &b B, /NEEEOZWNE L= 2Wi 2 R e 5 <,
V%D T D,

INRY O=FFEhBIE, 2NLETO Y =— 7 U UIEBEREOZEER S L Ok 2 258 L
T8 MR/ D A L NN—FBWN, 72, BAY =2 — 7 LV USEBERFEESN O, BETSIHNE. F
SEMERL IRE, OB ORBEMEICSMZKE LT,

WG Tl
1. FHak ) & OREF| D EFE
2. BREESNERE D LIZ, 2 E TORWEMED RES OB
3. NEBEORHEZ L L2, X VEOEWBZBIEERDER
4. BHHEAFR S O E R

DIET, fE¥A2TTHTEY, L,

1) ¥ =—7 VIEERE & B D eIk
2) A7 V== T L LTTO RE A & O REHEE
3) ZWOROTL 72D
IZDOWTCDT 4 AH v va rBNiThhlTnsd,
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WG-2 NER—FIVHREMBEEERDIODT—F2 77 ) —TikE

AANRY U~ Fan N=F =y MEU = T 7N —T

e B EUR R0 IRERER 0, BUA R A B A For
(g G0, R O, B RS AN FZ O TR R T R 22
S A5 MEMR EEIC. PR MR, ERR ER L B m

'R MERREE T LV —BIERTRE (SLE, BIETY T~ NRY T P BEIIER,
BV MR, RREENT SR Y v~ TR BARERRE RN LR,
© BRI TNT I RAE NAR, T B AR R MR, B R R
VEWEOLC OB AR 1 ST IR I R LR

W T & BRI LV R IRE R

[BE] X—=F = v ;i (BD) 1&, AARZGZLHERNORT 7 ICNFTHOINV7 m— R
(2R o To ek TR BB EE DS m OB MERIEMER B Th 5, FFFEnIT 20~40 5 TH H D, /MR
NI 10% DIEBINAFIES S, azWriZid, EBREME (Criteria of the International Study Group
for the diagnosis of BD) . JEA 57813 O W HE E OB D EERH WL D05, WL h Ak
ANFIEBFNZH WD T2 OITER S V2 R HETH 0 | /NEHNTRIE S D REFICE L CTE DR X
OVRFEJEDSRRGE S VT2 S DIXGEAE Levy, /NE BD O 729 O Wi D B 2 M3 5 BB
T, TOWREKBEHL T D007 o r— Nz 36 L= THET 5,

[FE]REFEZBANR Y U~ F 2SR 2 S ENEE T 2 EEEE 2 351, [/
IRHIRIER—F = v MRBAEFHEE] 28060 CEM Lz, AEECTI, BEORIESEN, M
. BETERE, ZRIEE, WIFAER. RalhofEdk, BRRBAETT R, 16, P&, Bok2Enizoun
Tgﬁﬁ Lf?_o

ORER] 15 Jiix & 0 S1IEBIORIZE R - T, FIEFEIL 0~15 % Th v . FHIE 25 i, &KL
26 Bl & MEZEITEE )N o 7o, TRAES 2 AERNTEYS ) 1 ZEBREETIIRZB OO O MAHEA TH 5
23, BEIOFEFO 55 4 4] (8%) TIXFIER 6 » ARIZITR D bivehroT,

[(B2] —HO/NEHFRIEDON—F = v M T, DFEEE BN THELT 572 02K ORI
EENVLETOHDLZ ERbhoT,
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WG-3 NBUDIRFMHREICHIT B FIHEE MRS AR DEH

AN N N
VAEHBE KRR SRR SR DRSS BRI Y RE IR TR A SR v —/NER

INBY O~ FHRBITH CREZEBRICAECUDEBHETHY 2L DA AT oA NIRRT
& DG INHIER « A FEHRFIDNERICHW LN, - T, 29 L7oRBIZET 5 T
IZBWTIE, EEEEER ONCHEHERAZHZE Lz (1) BREERE O BEiE L & AR R O
. Q) THEREOAME, 3) PEHEERIC X SRR EBOMBOFE, (4) 9#EEY I F T
& D REYUE DFIE D ATRENE, 72 EDRIZHOWVWTHET L, TET LV RIZHESS A RT7 A4 U DfE
2RO HiLD, MES BA/NREYE S 2 HOICEET 222 EOZREN B 725 “/NNEE
EBR L O E R IR A~O PR T A 74 27 fEREESNL D b, £0—
RELTUNRY O~TFHEBIZBIT DA R4 VAR EIER L. KERIZBITFH/37Y v 7
a A NOWEEEITH Z LilleoT,

(R OS]

1. Hib, Wi%EKEY 7 F >, DPT/DT V7 F LR EORFELT 7 F L TE, AT A R
. MTX Z1Z L & T % DMARDs A Z M3, TNF [HEHSS IL-6 [HESE e & o4y
HERAIOEEH DO FIEIZ 0o b, — KR T A BT A - THERET 2,

2. FHEA I N YT I FUob FREAOMHOFIZ b LT RTO Y U~ FHEE
BEBIRICBWTHRINS,

3. iRERE B L OVHib U 7 F o REEFE IR 128 T Rituximab Z #5952 858 1% fx /) Rituximab
BRI Z1T ),

4. mHABAT oA N (L F=y o U #E T 2mgkg/ HULE, 72 L 20 mg/H PL_EZ 2 5@ LL
B . B E M E 3 (cyclosporine A >2.5 mg/kg, SASP>40 mg/kg, CPM>2
mg/kg, azathiopurin> 3mg/kg 72 &) fEMFDOFEAY 7 F o OEEFRITHELTE L7220,

5. ARG AR NS P RAEFEE 24048 U, B ME I TRECTHIUE A T 1 A R3E « s 3k
- AW AR ARETIC AR Y 7 F o BT D,

6. MR BXOUKED 7 F o HEMICE L IV EAT A R« DB SR H v oA 20
cBEMICET D= T AND 2 FET D0, BAEDOENOIRN 2L, mEE S %@
L7z ECOBKREBRE LTITI) OREE LU,
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REEIF— EFERERHRESRE

R &
BRI TSR PR R A SE R I AL R /N R R R

EEPERRME R RE I XS, SR, R, BEETR e E AR A ElC BAMREE & OF 5
T 5D, O~ R L, KRN B RO 5~10 FEHEENE W, /NREHE OARE B O E X
KIT LA LOOH D0, KKELT “ZZADME” L LT#Hbh, BWEOSHm T E
FonsZ Liddn, AIEORIEICIE, (1) BROKERE, (2) BROMKMER, 3) 4t
G a o KRMREBOMARE, 4) ala=r—a BIORBER 2L L, 20k
W2, (5) FIEN (BEBL. b, REEOBEE: L) ORBESCHERN (i, KN) ORENE| X
L, INOHREAMIICERY AWVRIEICES, ZORTEERRELICHEY L, DR
N ZIZKF T DXUUERRATH D7D ThH H, MHAIZITEE CIEREN RS | BRI 58
ERNRHYV, TNOHDZ EERKANRCMFICH ERT H7-OIEMAOH TN DA H VD |
RBRERDEINIZEAETH D, —FH T, KEOWET “KKHH” LRI 2R 7 <
I BT ELTCHRBLTEREZE, RERETFOLND, HIRMIZIZ2ETH allodynia 73
R TH D, 0 ETIEHCHER, BEiReENEFRERD I LELH D, REEMERIC
X T IRRBEREE ) L2 EIn56 607 < 2, RIRIR & EIREE N 2 < OREFNZ A5
AU, FETFHMEEIRIC L . BTREE, FARRFFEESEEZEIN, ERFEe 02756
b5, AEMERBMEN N TTFEOWREPET, EBENEE, EEAIER E2 4L U, AiGESE
FELWLO LD, MIERE CIIRIAERT IE e < FFREEEED B b 2 < . FIRIREEE & B
Th D, BERRE TERBEECHIZETE 2 < | BHMOBEGMRAE THEF TR bR, 2K
ISR S ORI 23 R 72\, JEJR S D TFAENAIE 2 J5 AT TR Y . BRI 8 G L
TEBLIRETHAIH, [EHEHEI T — THHERSOMMMOFIEICELEZELS TETHD,
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NI XA E=F— BETII-E

i BAd
IR T BB = & b 2R o & — IR T S LR R S N R

FT7 ) —EBE2ETHHARORZE. JRREEINREZLE O, BEEOZKeT o2 — TR
OMEAT, RIERZE D WOZW ., KEIEOFAMNL L, WAV SEFIZOTE > ThH I TV
BIMRAIL, —RZEND ZIRZE, RN D HEMZEOEAWGE TIEH SN TEY
INEBHEIZ & > THEBERREIIHIRARNTFE TH D & &b, FHOBRIZHB W TEAE K
HDONLFETHLH 5,

BAEi R ORI\ TIE, B B— N TRl S TV e igikirsd - Az, "7 —R
7T R X ALY 7 AV OBIEOA AMEIXR AR E W BEFTY v~F (RA) 1B
TIIBEICHESE L2 &R D, BRIRAOFEMR 24 220k L 72 RA BBF IRV Tl o 7 F- L ERAF O B
RABAERIEOMEAT L AHBIT D & D W, PIETREEIIRIER RN E D LV o A & &
BIZY U TFRIRICKE oA X7 e b2, BT 4B RE LT tight control O 24 ZM: 4 785
SHB L EHIT, treattotarget (T2T) OFTICHL AR THD EARIND L H /o7,

VU~ F 2T 5 BB EIRRAOA DS L, 2R CoOMERHMmEO O E S
ELTBERBAEPHAIAEND L)l />TEZ L, iR EE L EL LT B
— 7 HFIC L TRBEEREZITY 2DV NERE /NN Y U~ TFERICE > TTIBWETH
HEWZD,

BT RREZIEH L, STREEE L TCoAAEZ X VEN R LD LT 5720121, &
Tk & BB OEEELNER SN D, EWNICBW T, 2011 FICAARY v~F 2288 Y
U TEEEEBEEERICLY TV U~TFREOLOOME~a—RGETA KT74 2 7
MRS TWD, A IF—ICBW T, EERNRBEETEET RO IELZ I L9 2 T
SINFIZHEEE A NWTZRELZ AR L CWZ< 2T, HAD U Uy~F2EDmE . FiZiX
INIZ BT 2BE WA DO K & A AEOMAL, BEHELO—B)E 2E=nTh 5,
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LS1 Gargoyles, rheumatism and the rheumatologist

Swee-Ping Tang

Department of Paediatrics,Hospital Selayang, Malaysia

The mucopolysaccharidoses (MPS) are a group of rare, inherited, lysosomal storage diseases due to
abnormal glycosaminoglycan (GAG) metabolism resulting in multi-organ involvement. There is
clinical heterogeneity not only between different types of MPS but also within the same type;
with presentations ranging from accelerated to attenuated forms. The recognition of accelerated
forms is easy due to its ‘classical’ symptoms. However, diagnosing the more subtle attenuated
forms remains a challenge. Unfortunately, early recognition of these attenuated forms is of particular
importance as they are not benign or milder, and early diagnosis is vital to ensure timely institution
of treatment before irreversible organ damage occurs.

Early diagnosis may be achieved by recognising the musculoskeletal (MSK) manifestations
of these MPS disorders because MSK symptoms are not only common but a prominent feature, and
are present early especially in the attenuated forms. Hence, the paediatric rheumatologist can play
a pivotal role in the early diagnosis of these patients.

The commonest MSK manifestation in MPS is non- inflammatory joint contractures and
stiffness (except MPS IV), often involving the hands and shoulders. Other MSK manifestations
include hip dysplasia, atlanto-axial instability, carpal tunnel syndrome, short stature, kyphosis as well
as characteristic radiological findings of dysostosis multiplex. Unfortunately due to the rarity of these
MPS disorders, many of these symptoms may be mistakenly attributed to rheumatic diseases.
Therefore, the diagnosis of MPS should be considered in patients presenting with these features,
especially when in the presence of other concomitant supportive features like umblical or inguinal
hernia (especially recurrent), corneal clouding, valvular heart disease, recurrent otitis media and coarse
facial features.

The treatment of MSK manifestations in MPS patients is mainly supportive; analgesia
for joint pains and active physical rehabilitation. Some may require corrective surgery.
Enzyme replacement therapy has shown some positive effects on growth (if instituted early),
improvement in joint mobility and function but skeletal changes are irreversible and progressive.
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12 HRERBACBRREEOEYSE

M R
ESLRRH ERE T v — REEERRSIRER (REENF)

T T~ h—F A (SLE) [FHEFELMEICHET D Z LB EAL b O LMD IR
IZBWTHHRIZEE 27—~ Th b, /N - BRBBIEOHNIZB W TIERHE O T35 5 &1
=Sz, HEIFELCTHD,

FHERNBL O B BIFUR B OIHRICEE D > TX T 10 EN - o7, FOHTE - -5
% TRIRBOWRIFEZ BT REIEN, ERAZ XD L2y bnwWH 2 EThd, —RAAFETDH
COFEHTHIRE HE TS 51 REROEFL L IFIEAZ N SE 5 K0 R A B 2 72 < T
2B, MIRE B XD 2O Ll h e g Lo —[RICEEAR TR O FEH O FHIZ 33 5 AL
NdbD I HIcEbhns,

AENIBIEIROREHEBR TH D SLE (LY VIREPNIEREEZ &), BEEH Y v~F
(RA) ZHDNZHRIRIZI T D RE A & EYIREDE 2 5 % FL s BiET 5,

SLE (&3 QLR TIEPL SS-A FriR L HL U U IREIAENFIET 2GRN EERAR A N Tl
HHN, OEERZ EFEBITEEZ I THIRICEE> TV 2 ETH D, TDDITITA
T a4 RERCGIEIMEIF 2B < 7=, Bl SS-A HUAZFFO LMD 1% THET D 5D
NTNDLT 1y 7 I —RA R =T —DHEF NV 51 E0 0 TR DEREREE 2 £ B
JEORETH D, LrL, BIEV AZ O TRINTET, PEHHEIMEN STV, 2009
R LY 2EVEFEZBB L TBY ., £ OERAETHS ZH 2N nTn AR, 4HE
IXZ OBPIRNTFER 2RI Loy, —JF, St VIEEIRIEHTEIREDIRR & L TELA ThH
DN, WEITZZOHUERT B 7 4 — UL > THiA TH Y | FEMOBISG TEIEINTHW RN O
DEETH D, ZOHTVIZONTHBHICERLIZV,

RA BE DIEIRIZBW CIERRIN S FER T TOHY v~F el &3 5 BERN &
HETHD,

IR - I P OIEANOFERHIZONTIX, FEAREMN 2D TlE7e <, BB 2 FizkEkoS0n
UM 2T A2 LN, BEICE > THIRICE > TH REARZ & 2R L EERE L ¥ —DEF
H DGO RBEE L2,
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1S3  NEREEHROBEEE

HIF Ein
Sy A AR A

/NI IDM TR Y 7~ FHEIRE DK 10%% D, JIA (51%). SLE (29%) 1Tk
WTEZWEREBTHY | TOERFIIAMLTIT/NE 10 TADHTY 1.63 &b i, I (0.2
~0.5) X bEu,

BERE IR Tl AER-SCRF A 72 22 12N 2 €, M RIRRER SOk U 7= JJEiE 5 LiZ LiE
KD, BADM &EDOHERSZ L, EBEEREOEIHI <, MEEMEDOEDF G720,
L7235 T, JIDM O FPRZIF—RICEL T, B @i roniu, £ 60%LL Lo
FEGNIZBIEZ 7 S $V0 L. drug-free T (5E1R) 2R T 2, LU, ZBrOEILCANE
Bl HIHIGRIL, IDM OJRIELZ B L S, IBEITREE L 70 b, ZORR, Bl L & HITHK
THIKAL, ARZERE, lipodystrophy, BHEFIAE 2 EA3BEE(L L, AR O QOL IZFH LK T35,
T2, BB R H 0 7203 D AR TR T, & ORIV VER R B 20E 11T L TR
FEE T T HHINME S, 25 OB TIEHT CADM-140 HUANGIETH D Z L 2VRE
TW5,

ZDO XD, IDM O THZITRMZW & MG ChAA S b, [ERiD ) EN RIS
EETHHDH, LML, IDM OFHITIZAERICZ L, MiF CK S IEFIRICHE £ 261032
Vo L7Teo T, EIRIZSE T L CHEBLT 2 5p A0 72 2 2 Wk, 2B CRig it
B3 %,

BRI CIX, AT A NREZEARIC, B RWFEOEEMECTHRIKHIIEICIN U T, /i
W~ ra7 ) CBFINHHEN D, £5E 2 ER OGRS LE & S, OIHITERE
THH TH->TH, HHIH TORFER IERZ D% OB L HRILDORIR & o7 & b 5 E
Bt D 7e < Jev, Fio, AKEEICKH T H2E20FIT72 < INFAER R A2 GO TIES
FRIBENRA STV D,

X —"Tld, IDM OFEREZZE L IREE OIS 5 2 & T /BRY U~ F RIS
BNEOTERZ R L2,
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C-1 EBRICEEEEERESCL. BROBRICHL TS SLE LR

OdeA —. I BERS, R H—. fhile &
SBORS: EEEE JEPES - /NRESEIT B

[IxTCDIiZ] 5=V 7~ Fh—7 & (SLE) AT v A NENFEOHLERDNEORWERANMEE 725,
A EFLZ Bk, IEETIOEAER, BEHEEABHOAT oA FRWEA 2380, FRICH L TAT oA RO E
ﬁ%bw¢fﬁ%%ﬁﬁ%ﬁotm5aﬁ%@%%%bt@fﬁiﬁé [GEGF] 13 Gk, 12 mERpls, A
AIFLBE, e, 38E E3RICZ 72 L SLE, L— 7 ABL LB SNz, BIRBELERE IV-G (A) ThoT=,
HAREANICEE LT, A7 aA R2VVAEERICEE, HG, G572 EORMERNHE L, fiiRRER E X
D CNS L —F RIXHE S, AT A NiEMREHE Lz, A7 A R2VVAEEIL2 72— T L, it
Ty r/u7xA77 3 ROV REE IVCY) (500mg/m?) % 4 BRI T 6 mIfEfT L &M L7, Lo LT dsDNA
PUAIT 20IU/ml B2 #ER LIEE L LR o7z, EO%, #EFHRIEE LTATrA N, IV U B FHBEETT

STz, TR 9 I AR MR A T2, XM CEMEEAEIERHY . FREMEEO, BRI VA%OT
L F=> 1 llmg/day (0.4mg/kg/day) DI THL dsDNA HUAD B (78.21U/ml) 738 0 Rk & 2 L 7=,
T R=vynr 15mg/day ~DHE L X 7 0 ) ARZBEMNUIZNERIZE ST IVCY % 3 7 A #HICHERIT
U7z, BE, fAMITES ., BIKEE 7 <. Bl dsDNA HiiRIE 501U/ml & 23E5E L T\ 5, [£%2] SLE O
R a7 = /) — VBT 7 = FILOFEG /R L2y, RS EORMBETHERA T3, o Clag a7
S TWNWD, FTo, O L LTHL dsDNA FUk, #ifffl, JREHZE X TWDH23, SlElH dsDNA HLiko
HNREE L TRV | IRERILORICIRRIE ORI EE L T\ 5, 1RIEFEHI DWW TRERAES O ZHoR & 1)
D7-<$ErRLET,

C-2 ARAREDOEFHERBEHRD 161

O&H Ao, FH £ KB #5
BRERRSF: EZEED /NER

[1ZU®IC] FEVERE 2 (juvenile dermatomyositis : JDM) OJFEEIXIMAE R TH D3, BRI AL A
Y N T NEFFO, LR AR TR U2 LR HIRIE O fifi @ i 2 A 0F L 72 35 HVE R & 5 25 DIERNIZ DWW T
Z D% ORFRIIRERGRIC OV THRE T 5, UEFI] 4 B0 [BUREE] RSB R e L, FHEEL R
WCRREZ L, B 2 HDEN DRI B NHBLL T e, A% 2 » HEEIZ CRP E5H L iF#ER EH 2389,
IECRE SNTENRRERAY, £O®%ELT RO L & T WIVARIETRIEARL, Z 0%, BE s i
JEDOGPED bR IR L L, AilE PICU T/NEEER#F CEPIRE L Z T m Iz, ZORIC, B - Y
I DVFREMEALBE & A7 FRRIEARAS HEL L, MRI & B2J§ - A2 T IDM L2l Sz, [BE] A7 A K3
NZFEB L OV R= U BEE LIS, FEx OREMHIA (7 ZAR) v r7m 74 A7 57 I R/,
THFATY ) RKEy Z7a7 ) U EEZFHLTE 0810 B2 2 FREEVIEL TV D, fifis T
WK LT T T 7 4 VAR Z MK L TV D BT O TV, FROERTO RIEMEY A I A 1%

EJBQ%mLuwzwgmLmenﬁ%m1mNyommm&Lﬂ% TV e, [BE] AEFX, FL
RHASIE Ch 5 F L 3IERE) O EIEM &SI E 2 G 0F L T D S D IEF ICHRIEF TH L BIEL AT a A R
EEHETHY, M 1~2 r HEICKERAT 0 A REEZLEL LTS, 4%, BOREHRRBOFREORY
HEE L. B2 7RR IS S LB E bz,
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O-1 REFARCHCEBUEFERAEMEBRODENSTICEHT 2R

OFIEl EAd, RS B, W EE AU 488, Al EXE
HWENRREERR G v X — R R

(5] 2H TR EREIR (BLT, sJIA) @ B 2#EIX, 2RO ESCEYFRA OB A X
D, TEERELVEELZ T TS, b U X~7 (TCZ) %2002 125 T AHFRERASBHAA & 72 0 | 2008 4
W2V STTA LT 2 PR IG 2 BT L. sTTA IR B OTRRITIHZE Lz, [BM] sTIA ORIEFENRRNT AT 2N
K2R L Wil o1 A0 A W) R UA 0B AN sTIA BIE DT H 2 2 B SO\ TS LT, [ k]
2002 =4 A5 2012 4F 7 A £ TIZ, sJIA E2Hrd L < 1T sJIA D3Eebiv Y Bi~Epe L7 IR 50 4 (55 27 i,
T 23 f5l) Zxtgr b Uiz, ®PGBIR A 2 BEIZA3 1T, 2001 AELLRTOFIERI 2 1 &E, 2002 4ELIBEORIEF 11 EE & L
7o BRI DHEEZW-CIRENE., A0HEICBE L, 2EeE AWV TR FENICHRT Lz, [FER] &80
JEFIE T, TEEA 20 I, TEEDS 30 Bl T o 7o, HAEBWIN sIA TH o 7=DIF 43 BT, TEEA 1561 (75%) .
17 28 65l (93%) T o7z, EFITEYFOREIN ., TEET 10 B1/15 B (67%) . ILEE 15 61/28 il (54%) |2
AEIN TN\, FIREN D Y CIREAZBIMA L7 8 BTk 2 6l (25%) OEATH -7z, EWariiEnT e
MTCZ Tohoto, TCZHAE TOMIRIL, THENSESH A, AN 1410 WH ThoTz, 201247 HET
(2 1 EDL BfkEE L CIRIE 21T > 72 EFI O Therapy-off S1%, FRETENZITEE S F/15 B (33%) . IIEE 15
1722 5] (68%) T o7z, UBT TIREZBRLAE L7z 8IEFID 5 B 1 L0 Bflkfe L CIREZ T o 72 S BT, 4
B (80%) TIRIENAHIETE Tz, [EE] EHFREBEE S & L, PET BB FRAe 22 L 28512 W
OV — VIR LI Z Slc k0 BN EIRICB T 228 JIA OZERIIM ELTHWD EB 2 b, miEs
P E DL EOSEF TEWF BRI NEA STV, SEEITEHRBI ORI R EZ N LB bk, TCZ
AN FEIAOIEGNTIBFEN I TE ZEIERNE W ATREENE 2 ST,

0-2 FUXRTEERICAVITINIVTIIF U EBICKDBRERDRUI
EEREFHHREREES RO RH

O L% Fniz, J6/K IEM, BN 1R
BIRR A SRR TEIR 2 R N R

[ize®iz]

A B RIFSEEPE R R PR BRI (s-JTA) JEBITIE, A 7 (Flu) (D&Yt % & HAELT 5 ATREMEDN & 5
7, VI FUBRMMERS N TWD, L DEALREICHERTE, Hohbiikitiz S TE b L MiEsNnT
WD, T F I L DRI HRE SN TnD, SRIFELXIE Y X7 (TCZ) HEHIZFlu v 7 F
CEEREIC LD R AR IR L7z s-JIA OB 2R L2 0 THET S,

[JiE 1]

JEBNIE 3 s, 2 iR s-JIA LS, 7L R=Y 2 (PSL) ZBHMES -3 EIC L Bk Z# Y
W L7272 TCZ B8 AN S 7=, TCZ BtAt: PSL 1 0.3mg/kg/day &£ TIRETE, 7 » AMEMIHERF ST
Too TRBNILZELTCWD LML Flu U7 F o a8 LTz 2 A, B 1 HgICE EROER, &, w8k
HIRR AR Tz, FEWIERD T, MIEMRAETH CRP XM 572, AT a4 R/2VULVAREEZ A M hLdE— kK
(4mg/ilH) ZBMLTcE ZAEROEELZRD -T2, IR 4 8% Fu Y 7 Fram&kb Lok 2 A,
WIEIERERE & FIARIC, &5 1| BRI RS OMER, BR A0, BEIEO T, MKMHRAETH CRP L[z
P oTe, AT v A RV AREAE LT LSGEZ R 7o, FIEHERERTO MYF IL-18/IL-6 fiiX 675/<3pg/ml TH
ST, B 4800/100 £ T EF U, 2 [Al HEEFE%1E 24000/284 £ T EH LT,

[E%]

JRYYENL s-JIA OB E TS B L2DH R LT YYEZNBERERNEE LDV A7 EHY A 7 W
T F RN ATRESR D DI ERA R SN D, L LR OARER O X ST 7 F B L kA
RBOLEELH Y, HHEAZIIEELSRBBIEAVETH D, TCZ 5 FITEHERN~ A7 S, CRP L5
AL L7aWnZ Ens, HEBROHAREL 72555050, IL-18, IL-6 ICLHE=X VIR EHTHS L
Bbohs,
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0-3 MEFZE QMIRREREETOTNS R UARTEREUVER LT
EBREFMHREMEREROB RH

O W', MM BRI FoL ' ik B o) B M R
Bk = WE R G B!
VESLREERII S 2 — B U v~ T - BERR CESLRE R v 2 — ER

[IZUDIC] WIEIFICAT B A RV 7 0 AR Y AP E R U BE O RS RIS RS R R (LUF
sITA) O—BIRFNxT LT, MmifEscifis (LT PE) & AMEREERE (LA LCAP) OOFHFEEZITV,
EHEENCE T OWE TS, DEGI] EFNZ 7o B, BEERAZLE D MR, Vo~ o NB, 251
VoSHIERR, MK A5 sTIA Eglra e, BB (1% H) I3 LVWAnERKOMZ Lm7 =) F
MIEZERDT=, AT A RV AFREE 7 0 AR Y o CIHEEZ B Lz oSBT et L. MR R b
WEEBD IR oT2, TOH, A F—Txray L INF-aDNEEEZRL, ~7 87 7 —IEMEAVIEBERE~
DOBATNEM SN2, Z D72 1375 BIZ PE 2Bt L7223 R BRIZ b REE RO 2720, % 14 i H H) 5 PE
\ZLCAP Z 0 L2 & Z AR EEN L 7=, 21 H £ TIZ 5[EO PE & 2 [BlD LCAP Z#1T->7-, MEMHREA
AR LHESCDICEEL, A b A T e 77 A VB IEFL LT, EELRBWERIZERO -7, 23 WHIZ
NV R~ TaBeh Uiz, BUE, 7L RF=y oty 7 uAR) UMEATF TR Y X7 2 EHMICEE LE
iRz #ERFCE T D, [B2] LCAP IXEF ORMIMIK T 25 A MERA BRET DIRMIE T D, RIAEMGEE
B VEREET Y U~ T E O H AR EMERBICREEIS N H Y . EOFIERRE SN TS, FOERAKFIC
TR SNV, TEMAL AMERDBRE, A b UA R T U AORE, BREEOEFIRENEZD
NTW5, TR, AEFHHLIZE A DU A VIIENSEER L., F ) A~ T HEATHI LR TET,
Z DX D ITIRIEIEHIMED sTIA O E i ABIEICB T 5 LCAP 134 A fREMERN mv, [F & o] REEHitED
SIIA (Zxt L C, EfEE ANEHMIZ PE & LCAP Z0fH L7=#1 COJER| 2 s L=, PE & LCAP OOf HFEEIX
HEEMED STTA JEFNZ W CHi = 72 B8 N TE L 72 D alRetEn @ < . A% OIEFIOER—NYIFRF SN D,

0-4 sJIA DEHE RIEUT 3 IEFIDRIBERARZEE —mA stil fISEDEZEICDLN\T—

ORE #A | #H B SO sk V2 Ak B
VIRELR AR A N RA, P AL A T 1 vk v 2 il N R

[ 5] 2HREEMER IR (SJTA) 1Zftho JIA S I3RRE 72 Y | innate immunity O RS0 55 %2 15 &
& L7- B ORIEIEEECRA still 755 (AOSD) & OFHED Fam STV D, SRR HIX, FIERF sJIA &
AT DB CRglr & FLE L7 3 JEFIIC DWW TRk A £ &, AOSD & OEFKE % kst L7z, [iEH]]
18, 19, 20 WD B, FIERFIL 1. 5. 6%, [FREOFRH] AEMMEIX 1~2 8 (A7aA FIFHZ 1H#E
AN CREEL) | REMEIE 1T 3~5 [B] 45 CTd - T N FEBLIRIC 1~2 [\ R 2D Lz, BRIEEE O
b, WFCHEIRAE 72 & T, RYE & OBEII—E T 7o, [BERHEIR] s pemugk, FFME (s
L, FF2ERR 2 1) . Wi, BAER. AT d, AEaRde7e &, BASiMReRaE S, HEfEE TR O3, [TA%] sJIA
& LU CHIMINAIL NSIDs, PSL, MTX 72 E03 e h S 7=id, SR ZAT - T2 % I3 REWFIC AT v A RNARD A
TIHELBISIERIFCH S, [EEFHEK] 3 #E &2 TNFRSFIA, MVK, CIAS] ([ZZEBTFRD RN 12,
MEFV (2B L CiE 1 BlicHERIFEE# /[ ias . o 2 plICIERFBER AR O, [HA b A Tr Ty
AN] HERE [BL] 3601 iz, LML BRMURRIHEED®EIR L TV 523, BUIE DR 1 [/
1—2 FOMEETHELT 5, FLIEMNCARERTH - 7= HIRGCIETIEIEAED, BAREORFIZIVHfE= > b
1 — /L EASET D ATREME DN RIE S5, BITEDIERCIRIEIZ AT 5 )i iE AOSD IZHEEIL T\ A 25, BASiRE
FEX3HIE HITFRO TV, llgifEE O IHIRE LERRBIE T Th 523, sBAIZZR 572 sJIA SEf], AOSD
L O EE I LT,
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O-5 MEFVEREEY DRAMMURBERFCSIT UMD TO77 1)L ORE

OXME B+, ol &K=, EAK B, B fnz, &P HE
AIRKT [EHROEZER E5R BT

JEEAPE R BE RO T b FIE MR (FMF) (3R b HERE <, 2 e FUC K DR ARG /e
EnG, RHIZENIETE CH S, Lo LR RERRIE 2 /8 L7e S & MEFV 815 128 B 2580 7 WIERIS,
exonl0 LSO ZEIZ X0 IEMAIA) 70 iR 2 R 9ERI S & D | genotype-phenotype D BHE 23 T2y, KD
ERERRZW O T DIZIX, MEFV 232 — R 5 RIEGIEIE A pyrin OFEREMAT R DML L FE LS, BT
AR FET R, Fox X, MEFV ERZ AT 2R EEBRBFIZONWT, MIFH O~ ORIEMEYT A~ A
VEEEL, 0707 7 A VOBRKRHERICOWTRE Lo, 4. MEFV &G exonl0 1 M6941 &
BHUNE M694V ZE R A AT HAER] 14 5 (A BE) . exon3 N P369S i % G icE AL R A2 A+ 24EF 17 6] (B
) THDH, 2095, MiFHA b AA VEENAHETH > TAERNIZI T, neopterin, IL-6, IL-18, sTNF-RI
72 HONT sSTNF-RII ZIE L7z, A BHEFNIA T, BEEIMEREIC R, 185 H 2 WIXBEE 2 50F L. FMF O
PWIRRAER T Le, £ a e F UK DIEEN AN E D Z /R LT, B BEOBKRBRITIZHET, BIRZE D
EMF LIS DFEBIN S 3o 72, A BETIE, FERIERFICB W TS IL-18 1ZHA 0 R E@ i 20w LTz, Mo RIEMED A
A EBRBURIEFHBEICE EEoBN 28T Ie A F—V A 2B T2 80Uz 2 flick
VNI, neopterin 7¢ 5 ONZ sSTNF-Rs D &EE bR Oz, 2/t T U EHHZOBGR ZRTE LIS7T-6TlX, KIEM
REOWFEIENIL-18 (ME T2 Lz, —FH, BETIEERBIZEIVY A "4 T a7 7 A V3 E L B
0. FHEEFHIEBWTY IL-18 [ XIEFE M2 96 H %5 - 7=, FMF 8RB I 1T 5 £t TIL-18 B %, AR
DIEFEAEIRFIC BT BRI 72 inflammasome OTEMEALIRIE NN Rk L CVD Z & A7RIE L TE Y . FMF OJpfE
EEZ, ANV T UL DIRENADORR LT 5 ECHEERMALEE X b,

0-6 SEOEBEMHD PFAPA EEEEO—F: Rkt iEE (FMF) & PFAPA SEREB¥ D& HH

Ok ®Z ' tak Jo' BEH 501 R A2 ' /R BER?, PE RE?
VHIZIRSL Z S b R 2 — YRR, R R I A TR T N R R

[1X CiZ] PFAPA JEfERE (Periodic fever, aphthous stomatitis, pharyngitis, cervical adenitis SEMERE) 1, FL4h
RHNZHRIET 2 B CRIEMER TH 503, FERBE FIEZRE S TWRY, FEMEHEL (FMF) X MFEV
BAFREMEEFTHLN, Fkx REENREISN, ZORIIT—EEZMEEZZ ONLIERLEEN TN
Do VEGI] 73580, 3mE0 ., 47 BERBEOR HEE 1 B AIZ 12 E@EDTWE, 37 VALY,
BWRICEE DI A0 Z LB ST, IR - MAEIRIC BB - S ) VA FiERZ > Tnie 2 &
X0, HIEETPFAPA JEMRE E BT ST A TF DU ONMRAE M LIZ2, BREIEOHERILEDLL T, AT
A ROMES —E LigroTo, 52 AR, YBia#i2, MEFV {1 L110P, E148Q AR AFH, FHEC
FMF O 52Z 2 TareF o2 Licd 2A, BEJEWN 2 7 HICHER L7c, 6 % 1 77 H R R PR H
Wie Ehi, M. 4-5 AROBRBEEIIEELETI L, a e FUrNREZTRILIZE Z A, 1-3 BEOER % ££
IHBEFENHBL LT=7c D, 2/ FUBRH LABE - EBIEOSE LG, [BE] REFOEEL, 5
- BHMERmPIRE &3 - R FEIEDNIRIE L TRV | fiFICITMRIRE R BT X a v e FURAEDTH
72, L110P, E148Q ZRDOMEE~T a A IKIL, AKH O FMF JEHID 5.6%% O LB TERTH LN, Z
VD FHTIE FMF RBIEIT N & ST 5, [FAIZEEOERIKIER O f > PFAPA JEFE#E T FMF s -4 872
EORFTOMELZEZIOLND,
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0-7 CAPS [CHS 373+ SaBOBENERVES OB SRMBE

OffIl #Esk ', % Fawl ' PR FEX ' Wa IR A | R Tt BE R
BRI TR MG, AR BeR S Bl EET. |l SRS sk B0 IR 3
TE B’

VBRI RERE BRI RE e NER: 2 I SL R N R

> ] LR B SRR TR, (BN R B S R AR e N LR

PR ERIR B IARB NER, R FERRY Y U~ FRIERE 2 —NEL

THORERER R Y 7~ FREIRL, * TN KB 25 b e N e R

P B AR TN TR, 1 B B T ST RN R

Cryopyrin-associated periodic syndrome (CAPS) %, NLRP3 i&fn{DHFIZ XL 0 | IL-1 g OIEPIFEL N AR S,
FIEZE L D HORIESE TH 2, CAPS (I3, FIHEIMEFINELFRIZ  Muckle-Wells JE {57, CINCA EBHFE/NOMID
NEEND, ZIDOREGERL, WT b NLRP3 B TIC B 2580, B8 NLRP3 NEM L LA > 7 T~
V—LEERC L, caspase-1 Z{EMEAL L IL-1 3 DERFHELEEZLEL 5,

ZNETCAPS IZXT DI E LT, FLIL-1 ”AITHLTFHX T - hFFX~7 - Unttvr hoEb5ED
HIMEDNHE SN TWD, L LA T, 2011 £ 9 AICH T I X~ T IEBEIND T, KBSt
IL-1 PFNIFFAERE T, RAEGREE LT TR In L LTHEH STV,

AT xR X~7IEe Mtk b IL-1BE /7 0 —FAFUR T, +05 72 PR R ~DOBAT D3 R T & 5 [
T, RIS RRIEIR 23S 72 CINCA JEEREO EIER] CTH o R BB 5N MEE ST\, £t
XX~ T IEMREITHY . IO T XX~ THURDBEA SNAIEME T LIGA. (N 2 4mRAl L L
TT XU I7%0h IL-1 fANMETHD, LOLTFTF U TIEABTERINTELT, KBV TO
MR LN CAPS ITB T 2 AR E Sz 2 &gy,

UEDOHERZS LI, BT H X TIZRS CAPS DIFFEIE L LTOT X2 7 ORIWE - B2 g+ 572
O, THFX T ERE I CAPSJERI ZERE L, % IHMICZEDReM - FtEZ2 A Lz, BEERmICix,
KB OB COBFERE % TR L, 77 F v Z1RERI% COBRRIER - HIRFTR - &7 —%
&L BWEHOF TS DZ2MEIC OV TR L 7=,

O-8 FRERSIVUBEHII-ICLZEEREYIL I R— RTHIT 2BE R RO

Ottt 1636 120 ALK 2, Ly fE— 230 L W12, B pidy o ARBRER 2210
S 240 A B2 Wm L ME B S ®BIF R
'REOZEREAEE 2 — PR BRI NS 2 — NER

RS RSTREIERE NRA VS AR N

TR E IS B 7 LLX— - BIEIRNEL
STHERFRFBEELHZESE B ERY:, TR RY: B RMEER

(R EOEHM] BERES LaA R—v 2 (EOS) 1T g%, Bk, 7 RUBEKZ = F#ME 35 HORIE
HRBO—DThHbH, ZOMAEHRIIFERY OB L, BT E 5% U R B0 LR (PIP
JEdl, DIP ) 27 5720, EHFEMEFPRIERBEEIK (IA) ER2EESnd 0y, BISIREEIT 72 E 7213
MMEnbiLTng, 22 TAENEL, X BEGICCTFRERE (carpal length, CL) Z#RIFAIICHIE L, BASinkE
DA MLZ OEITE CL O L EHE) TReTd 2 & &bz, Bfima—IC CBEARELZ M L 72,
[%F4:] NOD2 ZE B ANGEH S L EHIRREIZ T TH D EOS 6 i, £7-. WHRREL LTIt BEEi%k 2 ik
e L 95U U~ M RET (RF) B2 RAHEE JIA 36 5 & RF F2:2 BAEIR J1A 10 4,

[Fik] 1) TR X BREE NS, F2 P FERE (M2) L8 3 FRFOIAs» b EEREKR TS E ToOl
B (RM) ZMIE L7, Poznanski H23#E L7- 1 IRFHBEIT M2 75 RM THIMEZFHE L, B2 RM HIEE
L DELIERERA (SD) & LTHFTL, CL (SD) & LTl L7z,

2) EOS4 Bkt L Cma—IC THERMZFME L. ENZEND T L—RA 7 —IgEEK L gEY — K77 o
7 F v e B AR L,

[£53:] EOS TIX CL (SD) 13EMEE7", 1T EHFIL (=2SD) WTHERE L7z, —J7. xHBREED JIA CILMER
M & OMIcAERADOHEZRD 7 (RF BMEZBEER CIX R=0.228, p=0.0018, RF [2%:Z iR CIX
R=0.347, p=0.0082), F7=. FRHiOT = —Fr L CIix, BIFIMEME L D & BRI RO SIEFT LA RO 72,
[(5%2] EOS 2B 2 B8 13, BIETEIE L 0 B ORIEN EARTH Y | Z O DITRIENNEBIE L T
BEOER 2 7= LTH, BIEHEF 70 EOBEEINMEGE ICER R o nb o L Bbii,
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O-9 LR TRERUCIEBMERXEMES RIEBHAD 3 FI

OKXMW —ZF '\ BKM Blwl ', B sl ' AR 2. LR ME L TR A A REE
EBR RO 2 REIRY STz %L bRy kL MR ALY
URGERIRESZEE R ANEERE, 2SI R R BIEAVE, EINRSE AR

[1ZUoic] BrELRMEsEsk (LT CRMO) 1% 1972 4EIC Giedion & 25 L 72 HERYLt: D18 S IEME B 1R
BTHD, NRCHFRTH2PHTHY . ORI SN Z 0, FRIIRER L7z CRMO @ 3 fillZ-D0\ T3
R B R 2 E 2 WS35, EF] ER 11X 8B K, AR/ HEL L, L Ny CREBALICE IR
IS A E D BEOIL R AZRD -1 DR L 72> 7-, MRL Tl R ES 2. § v F CREERMERDT-,
BAEM T CRMO EREEZMI L=, BIE 3 » AR BRI L, PERICIT L > MU BITIEREE, B
VUF OREERITIEI Lz, B 5 FEL BRI LA R ERD R, EF 2129 m kR, AROFEAE S
BFEOMEITHAE L, MRI Cilifil @B #FESR AL, B2 FCREEMEZRB O, KRITRL IT\PRL 3
r ATHER LTz, 2 7 A%, ETSICEIENHIL, S 525 » HRICAES 2 BEoEE & IEES HER Lz 3 dkic
BANS 2 AEMUNIZERE L, BRMIZ CRMO &2 LT, © 0% AERITEER TRIB L T\ 5, JEF 3
1 R, AR BAER CRE L, AT YR S (HEL L 7o, MR CifilE & OHERIZ B $Eha 4 58
Z NN AFHRERRR ERIE N B DO NIIEN D 5 H ORI CYUBEZ2 & 72 o 1o, BE 23R D I IR F K OV R
BESRIOEREZITV CRMO &2 L7-, NSAIDs % BAthth. R~ [CHEGAT ROUGELZFRD, BIiEX 1 F£%
BECERITIHE LT, ZO%RITRD TRV, [BE] CRMO IZEICFEMORSRE - 85 - MK - 58
(ZHFRE L, BRI RO RYIE & OEERI S LB 7R RIEMEIR B CTh 5, B CRIEIEMRECTH 5 rIEREMENFER S
TV 5 A, CRMO % 1 9 Majeed JEMEREIZFR®D 5415 LPIN2 O B3 13 H B 2 & O A F TIERB 0 H LTV ey,
— 7, HEECEHERIEIR . RIEMEROSOMI b ME S TR Y | fEEO RAFRETH L ATREEDE £
55, CRMO ORIEMIEA L L TCOMESITFIZONTELET D,

O-10 Infliximab TINEFOIEMBER S HEMEEHA
(Chronic Recurrent Multifocal Osteomyelitis; CRMO) M58 2 il

OffiA A, B B AR Bl R ihEe || kg Rk, TR 0 40 R
EHT AT AN B B R
VRIGICERE NERL, P BRIRTINIRY: KOEBEE AR IER R AR /N R R

[FEFI] 11 %5 18

[REFERE « IRAE] HFindetda LU [BURIRE] 10 5% 6 0 H AL EHBEHBICR 2 EA 2 HR L T\, 10 5%
11 7 ARRCRE, FROE. A% 1 BEOER - BRAHB L, EERGHRPE CHREERIRFE CdEt TR E
HE TR ABE LT,

[#&@] Mk ©ld CRP4.4mg/dl, FRiE 40mm/1 BE[E] 72 & RIE R A 280 7, HUEHIRC A B A B CHL
(RIXBEM:, T MRI C T2 58FEEIC T FRARICEE B E2 580, iR ERW RN O EMREIT 7oL 2
7 SAEAMMIEE Z 588 T2 DS FHRRHE D K/ NRENTFR D 2R v o T2, Z D%, 8B EBICER « JEIRNFH & 720
[FEAZ00 MRI TEBERINTE SNT-, AMEITo7- & ZABRIBR DG 23R 1= 0N FiRRTE & & O M E % 1
Ptk Tdh o7,

E 572 B R B A CRE T R NERHCERRE L. 18FDG-PET TR D & - T2 LS E S & A5 1 fE2 5 238
(ZHEFE A RS CRMO & 2l S vz, B CREMERT R < | B #E T oM TNF-R1 1590pg/ml & | 5-
LTWe, 77kt &Vt Fer— &l SNSGEE & r o 7o/, YPRICFiEpE Lo, 11 5% 4 2>
ABFICITIEIRITIHEA L CRP, FRIEZ & ORIEMISTIEFIL LTz, LU 115 6 A ZANG EEE O H
MO LT, 5T 11 5% 8 A RHIITER. RO OENT TOBEI L 2257z, BEFOIRE CIL R iRk
FRASAEE &1l LHT INF- & / 7 0 —F 61K (Infliximab) %A L7z, #)E% 544, 7&0E & PRI E A
o L, BUE B IRk R CREMAHERF TE T 5,

[#538] CRMO | ZEEE DB RBER N L3 L OBRMEIC X -4 B O RIEEBERETh 5, CRMO 1T&IEI2%< .
FELRESVT LI THY | ZORPEEOREH] & Bie > Tie, AJEH]TIX NSAIDs ¢ 5-H1 & FE5%
L VIR, RAEFT AR 7o 72 OFERERE S A 78 9 FIREME © & U HT TNF- o BHIOIE & & 2 72,
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O-11 18 RAEFTR &EBRA: Hyperostosis =2 U2 BB B Mm% (M7) O 1 6i:
BRIV EBHDIEMAEREDER

Oty Fo ' B &' e &' &8 K- e wer D Bm O FR A Bl
WE BERER ' EAT ST IR BRRC MR b A mZ L Bm R
VBRI SRR B E A TR R AR AR /N R R N R

(XL OID) B - BHICEERIEZ 2T 2R E TiX, BYMEEHR., EEES, BEEEEER 2R &0 B CRIE
PRIE, BT RPN A R T E REBR E BT 20N ERH D0, UL UIEZWNCER:ET 5, Fx i,
7 » A e < BYERIE & & W] 72 hyperostosis & 2 L, AEMIAT L7z B #ifRd CrxBARIEA MR ST, &k
B AR CataRirEamp (M7) L 2Wr LTER 25 L7c, GERD 18 » A, Zlid, 1ak1 » Al
K OIEKINDES  BRIERTH D, 15 » A, BB (KEBD . TREFOTZOATEICAL L, LB,
CRP &, Mit/LEA RO, MEMRAE, EFRMRAE CRYYE, BREINIEEEN T, BHMRAEIL 3 R L bl
IR TEDY, BATHIRIZER O e oTz, BORIERBZE > TSV F=Yr (PSL) 2BtaIi, TE
L, B EL TR TAEE e o7z, PSLZWIR L7 2 A 158 # H LV R L BHRIK T 2789 5 X
TRV BBHIAPE LTz, 28 L. BRITRWVBANEOREEN R . kKA CIEHmERED . g, i)
Wi, CRP 3 LU SAA @ifil, Mk TiEZ iR 7c, ABEkiDF X-P T, WKRE BB S W FrE D
FBNERE & F 3 Y . Ghosal hematodiaphyseal dysplasia £ O FT FL A 5 L T /2, PET ClRIFRALIZHE < 4
Fia i, KERERO MRIITABEEH#62% T2 STIR TRE)—ZREE S22 L, WREELmRbRRICHESZ 2
LCWe, RIE L TITo 7o BBER . IREACE # CREAMAITZE O eV, REafkiETE/ VI—T%2R
Dz, KESEOF ERF IS THREOTRVEIME L & ERZFEROMIEA RO, gty (M7) &2k
Le, FfREARIEEZRG L, BB AIT ) TETHDH, AEFOZWNERICE W TE - BRI B ERIEZ
ET5FZNENOEER & OIEFOMHIERZ§8 D7, F£7-. Ghosal hematodiaphyseal dysplasia O R 72 4+
B EME OB AR A R L2 2 & B R0 0D ASEF D RAEFFBEIZ DN CTHENT & 37 7= O C STk Z 22 5 N 2.
THET 5,

0-12 AFBICH1F B Aicardi-Goutieres FEIREED R EF B F D&t

OB flith ', /AR B, 8 el ' e Bk A e Gk Rl 2L R
BE EL BRI —F0 W RS PR #5!

VB RFER TR IR i NEARNE, 2T & DNA BFFERT. CEMLAAFSEAT BRI SET

CMSEATBOE N E SR b X TRl AR AL

SIRNEATEOE NE S BT BT AR NEL, © BOR TRERPERFER M LA es

[1ZU®12] Aicardi-Goutiéres JEMERE (AGS) 13T 1 MOARTGICIRIET 5 RRAIE T 5, KIMILE”LAIK
b, BHIRAIRYE 2%, BEIK IFN- o BA-7Z2 E2 8L L K 40%DIERNZHIERRKE 28D 5, £72 5 FEOW
Ki&{s 7 (TREX1, RNASEH2B, RNASEH2C., RNASEH2A., SAMHDI1) MA[FE SN TI Y, Wi I35 ek
HHERBIERE & D, [BW] Bx IZEGFREEREL T2 1 ZROMNTND, FEEARLIIO AGS &2 D
AR Cd % Familial Chilblain Lupus 2MEIET 25 R & e Lo, BUEAFRD AGS Jit il O AL & FREF A
EIToTRY, Rz ®ET 5, [HiE] 2EO/NEAREE 72 H QNSRBI iR 2 xr 81, 1852 i
DT r— FEFEE L, KA AGS R UEL -4 S 4 OBRF ZRT Lz, FIS/NEAREEM EC/NE
U o~ FHEMERENDYBHIEERN SN BENS, 740 AGS B (definitive 5 44, probable 2 44) %
FELZ, TIN5 1540956, BIEFHEITICOWTHEZSGONZBAEZIZH LT, LB s@isrezs 1 1L7
ho—2 o AT L VRN UT-, [F55)] BE £ T2 8 L DTS T L=, TREXI ~7 n &% 3 4 FHE
L7, ETICHIBEFT RN A 57z, £7- RNASEH2B., SAMHDI ZREJEF 24 1 &3 E L=, 70 3
L5 BB IR ZRD Do T2, Uiia] TSR IEF TR 72 A I TO AGS B s T T, B &
ENDFWYEERLEBREIFA LV | File R amEEEEE RO TREX]T BRIEFNZ < A b,
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0O-13 RHAIR SLE LE2Br SN T \fz Aicardi-Goutiéres SEIREED 1 Bl

OB lith ', PE/NAR B, % Fowl ' Wa I A mn . 2w B
PES T2 HEI OB, WA AL NE M BB B BRI T il RS
FE 7S

VR RSERAERE BEAAATIERE FEE NIRRT RERE /N EARE, T EERE

*79° S DNA BFZET. B ERFS0RT RRIERF 20T

SPSIATBUE NE SRR & & 7oibe MR R

TARSEATBOE NE ST BRI FURPE AR EL, | HOR LIRS FBE A B LA se et

[1Z U ®IiZ] Aicardi-Goutieres JEGERE (AGS) XTI 1 SARTMIZFIET 5 BRBINIE TH 5, KIMILIER A7 )X
{b. BERHIEEE 2, B IFN- o BH-72 P AR E L, K 40%DIEFNCHIEREZ B 2R 5, F12 5 FEHOH
Ki&{x 1 (TREX1. RNASEH2B. RNASEH2C. RNASEH2A. SAMHDI1) NRIESNTE Y, i ek
DB E & D, FREMIER, IFN-o E5H-. TREX1 Z¥72 & SLE & OHG@EH ¢ £ < £ OBEMEN
BREh s, DEBI] 13 kR, 1255 40 # 2052g THAE L7z, AE#% 1 » X L Bl 2380, 1
BRI T AR SRS &V IERNSHEBL U=, 2 7 ARFOIEES CT (2 CTHRATEEN HEHTHEE A TSR T H A
JRAESCRIBMEE DYER 2788, F 7R AT AE ML & & SR EE N (126/3, U > /8EREENL) #7872, 5 »
AEE X0 MRS OBIE 2788, LIBRARICEALT 2Em B H 2, AR T 2@ b5,y HEICR RS
Kootz 1S CIEKAE (—1.6SD.) (ZHAAT/NEIE (—2.8S.D.) NEFTH -7, TDHRIAL IR
TEBERS L7270, PUREIRO B GRS iz, 4 mERFICBIETRE. DU OWIEE L, LE cell BtE7e 53K
HItE L —F 23 gebi, Pz ik Lz, L LZ D%k b HUIETUARSMoH DNA SURBE e & . 1fin/)s
BEER (0.8X10Ymm®) & RO -7-0, LM SLE OZWNZTF L R=Y u o ORGER 5ERRG S -, IE
Wi —BdE S, 5 b R EES I Uiz, 7 PRI IRIE EF- o8 L Bbn b AL E2380, 9
EFEL Y DM Z3E L2y, A7 A REEICHEWVEEERPEET 720, BENEE 2V TH -7,
12 5% IFIC AGS BALBE O 217V, SAMHDI [ E&~7 nZ 8% (H123P, K523X) %i®H. AGS &#2
WrL7-, BUEEEDORKERERZROTEY, 2N#RETH D, [BL] AGS 1T SLE LHLLEA <, #hl
PR LE L CHEFICHEERKEERTHD, AGS 1IMRERTH SN, SLE BFICHRFEMEFFT AN SHIuE, H
EREDS © OFEM 72 IR FEREECERRT CT 12 K A9 ENA KL ORI Z BT 2 4R H 5, SLE ZErE o
AGS BENELE L TV D ATREMERC, SLE B I S DR FIY B OFET D RN H D L E 2 b,

O-14 AN EMRICHT S Th2 #RDZE]

Ol Fng- M2 el 0°, W WS, M0 Bk A I mAR fESk Y b k2
VBRI T L KRR R AR PR e R R A /N R IR AR I A TR R B A8
SHRERRSNERL, RN KRS R

(X L OIZ) ARSI B RS H A58 3 2 B O #GEIEE . AR M AFBRERES N, & 1gE MUE % FFi# & 4
DB TH D, FRITHREERREIC Y Bl 2 & LIFERORER A b5, REEFEIZAHATH
DA, ARG MAFERERHIIN & & IgE MLED S . Th2 AN BG83 HER S %, AR Es BB R RY L B RZ ER D Th
YA A UEAREE Th2 #a L % % 55 CD45ROTCD62L CD4 T M DESIZ OV TIHE LT, (J71%)
ARTEIRERE (6 ) & FEtHYEET AN (6 ) ORMMFALZE (PBMC) % PHA THIM L., YA NI A
- % Cytometric bead array kit CTHIE L 72, AF I B & FEFE 4 HEH AN OAA CD4 T M2 5 CD45SRO
“CD62L" & CD45ROCDO2L D& G %# 7 a—H A A MU —JETHIE L7z, (B AFNEKHEE» LSO
72 PBMC |Z=> b2 —/L PBMC (Zk#& LT, Th2 %1 h# A > (IL-3, IL-4, IL-5, IL-13) & GM-CSF D
ANEEITHEML TWZ2S, IL-10, IEN-vy EEAICITENA SN o Tz, IL-1T IXFEANMET LT\, *7
n—BREGEREZ A0 L7 1 B2 R< 6 BloBFE T, KiFmH o CD45SROCD62L CD4 T Hifid D FIE 238N L
Tz, (B%2) Th2 MR~ O B3AF IR OFIELCIRREIZBI D > TV B ATREME 2SR X4, TR~ AN
S5, Th2 filaz I FE T 2 Rin~—0—IZ R TH D5, CD4SRO'CD62L CD4 T #lflaix, 72
<Eb ThMilnz &bl Ebhns,
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O-15 HRICSNWTTFIVLARTEREUICEFERHRIERE X (JIA) 9 BlDE

Az Of%UR B BHE b ATE sk 2 EIR
PRIRERRY: NEEE 28 b7 /NER

NItwlz) b Mlie b TNFoHZ—/ ﬂ 2—F AR TH LT Z U A~ (ADA) 1£2011 4F 7 Al [ZBIfIC
TEENE 2479 5 AR PERP R PEBIRI A | 1o LIKRR S 4L, A I BN 2 5o b 5, SEFE A IS FHIB W T
ADA % $ 5. L7z 9 JER ;owr%ﬁ“éﬁ*%% F O HZORBIZOWTRET Lz 72oisEd 5, Tk 9 filic
DUNT, MR, REF RS, MR . B CPUROEEE, ADA $5-8, ADA #5RTOTREIZ OV TRET L
Tro FT-BEH% 24W B L < 1 3#4522 % endpoint & L C ADA # 5.7tk TD MMP-3, DAS OZELIZ OV T
L7z, BTG 8, 12, 16, 24W T ACRpedi 30 35 LT ACRpedi 50 ZH)E Lz, THREH) MERI - 5 3 4,
1z 6 fil, FEIERFFHG 2.6~11.8 1% (8.5E2.5 %), MREMFEE 4 U H~29 4 (1.1£8.6 ), Wil : ZRIFHITL 7 i,
/NBEERREER 2 1, H CHUA C RFBEIE 7 61 (77.8%) . ANA Btk (>160 f%) 3 451 (33.3%). H1L CCP HiikBE: 6
B (66.7%), ADA #:5-8i% 20mg 7% 3 51T, 40mg 728 6 B, AIAHIZEEIT MTX (6.8+2.2mg/m* /W), 8 #T
PSL (45%2.6mg), SHICH7uaxH o NMHINTEY, /77072 hRTT - Xl AR -
TIANT 7y BV VBRI ENEN 1 T 0d o7, MMP-3 13850 65~225ng/ml (10259.9ng/ml) T
#AEH n.d.~342ng/ml (85.5+99.7ng/ml) , DAS-ESR |LHifif 4.41+0.95, #ff 2.27+0.87, DAS-CRP [LHiifi 3.48
+0.80. #%fE 1.75£0.74 TdH>7=, ACRpedi30 I%. & 5-BAMAE 8W T 50%. 12W T 75%. 16W T 66.7%. 24W
T 100%DEMR T o7z, F£72 ACRpedis0 1%, #HEBHLAE 8W T 50%. 12W T 62.5%. 16W T 33.3%, 24W
T 50%DENKEThH o7, 70k, 1610 28W REa CREMERMERIER &7 Lﬁéﬂtf_&ﬁ%ﬁqﬂm Lo LIst
IFEBRRIFSTRD TRV, TisH) ADA #5134 B O 2B % 4 A 2 #intk NA BRI W THEOME &
LAAMEPHER SN2, — 8 TR HL £ TRV WBIReRaE R CHEL T 561 A bz,

0-16 EYMZ2HRFBEAROBEESBRIROET —FIRERICES risk factor DIRES

OB e 'L oz WL e gE— 2 Bk iAo R BREE . RRR A Y
TRt R3S, A K2 i gz BT R RS

ﬁ/u%j(% %@?ﬁﬁﬁ'@ﬁﬁ)ﬁ INRERE S H—, rb;u.%'ﬂ*ij(.%rlzﬂz NP

VR NRE, RGBT B R A BT DR P OF O ER R v —,

SHLEIERE. T4 *,%2’@% N NI VRl PN P S s

WL HH] AR (Bio) RUAIDE AL b B T3 2EFN H 0 | Xp BRI X 2 BIEREGI X B2
THLIN, BORR EDH H/NETIIRAOFHEITE (mTSS) 2MEX 72\, 2T, BREORELZT
FICTFREFHOF - #FIREEA N L 5 5 FHE & carpal length (CL) % VT, Bio fUAIE A DRI D2 %
M & & HiT, PHEIEERET T O risk factor WA L7z, [ EOUFIE] %53 MTX 64 C Bio A48 A
L= BT JIA © 5 6, FRIEICBRIR 25897 46 5] (RF B5fE 36 i, RF F&ME 10 1) T, EARFOREFH
M) 31 £ CTh o7z, CLITRERYNRICKT 25w A (SD) T L, Bio BAPEARE (46 f) 76 14
#% (6l &34 (2041) @ CL (SD) OZ{k%, BRIEFA M cumulative probability (%) THES L7z, [
] Bio AN DOE A%, CL (SD) OFEIMH A AL T FRAFRE OHEIT A3 22\ &I L7, B 1 4% T 61%.
3FEHZRTTI0% CTh o7, £ 2T, BAVERITE T 5 BEEMEOMEI TR & IEEITIEO BE LR ARG 5 &
7= (Bl), BIEFEE (10 MAT%) . RE (Btk, k). Bio APE A £ CORBEHIRM (1 FELLF, 1~3 4, 34F
VL) BI04 S (ETN, IFX, ADA. TCZ). Bio ##l switching DA METIL, AEAEIT -7, L
ML DAS28<2.6 EfEZERGI D2 E N EEEIMEIEETH CH Y . EITH & H:J\Tﬁif%% 7= (x=7.038,
P=0.008), [BREKLOVER] MTX Rt 7e #EAPEL BIEIA JIA (2B T, @4 DAER T Bio LA A B Eifk i o i
ITHRMIEL 9 2 Z ERENTZ, £72. DAS28<2.6 TAFAZER M XBIHIEEELET T O risk factor T 7273, Bio
A switching DA X risk factor T2/ o722 L5 1st Bio f4A4IT DAS28 < 2.6 FMFE AN K72 Tk, B

B DHELTIH L D72 1213 2ndBio A~ switching D MEMEA RIE S 4172,
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O-17  TINFHEEEZPICHERICLIEE[MAS SUIRFEEHMHERERLIC—H

ORI #iw] "2, Arm ws ' BRI B30 e B, #E Al
VECRRRFSZEE RIS RS /NERE, SRR N
PRUARFSLER R BEA BE R

[1Z U iz] TNF BIERIEICB O CRYYEIXBREHE FIR OB ETREBETH D, MEES B AFR T A
WA KDY ER SNTWD R, ZOZIMABITH D HEGIIFHTH D, —F. TNF HERLEH O
FEFIZED L O RIEIIENRRE L RDNTIVWETEAHATH L, 40A 7 U F o~ 7RG PITEEREICE D
Wetnik It & BEFEME A IEEE 2 ok U 7o RE BV BIER R O B G 2 885k L7 O CHET 5, DEGI] 16 B, 13 5y
I\ BAETR Aok L UB . iR RO EZREIERIEI R (PsA) L2 L7z, PsA IS FEIRRICIGZ L< .,
15 mele L0 AERFIE AN, 72V AT IE ZRENZ R LIZTZOKRE 4 AN A 7 ) F TR, v F
L BASDAI OUGEZ RSz, 3HHEEGD 10 H#%, ZROERE LA TFTROBVEAZ B L, Maz2 s
Sz, FEN38.2°C, A FhRATH OFIR & IERZ T8O 5, FIRIX FREREIC KO, Wtk CTH o7, HIMERDHE
%. CK ® L5, ASLO O, &5 CT TIEIfE D density 523204 KEBER DM Rk I & 22 LYIBH 217
o7z, IRNiRk & MBS EESERS L OMREEIEMER & 5 WI3ER IR MR 2 78D 72, BTk OBRE L VRS 21T\,
Ceftriaxone D54 Bt L7, JHEL HIX 7 T AGMEOEEHEREE 2 588 | & 5548 T Streptococcus dysgalactiae
subsp. equisimilis (SDSE) & #Ht~7 RUEKE A M Uiz, HrAH 14 B OG- Tk U, 4 R CIaH & pIr
L7, BIER 6 EBBICA v 7 VX~ T ORGZHMALENBUED L ZAFBERRL T D, [BE]
SDSE I3 O, IH%. RIGOHER TH VIREMIIRNEEX SN TE N, ITE, ElE O Rp R (c8E
FEMEATIRRCEERIE Y a v VIERREZ K2 E NP 50 E 72 o7, Streptococcus pyogens & ¥i732 0 /N2 7
VN SDSE (2 & 2 (2 BEREYYE 2 AR B TR 7= 2 L iX, T OJRREIC TNF [EFREOM G RN Ebivd, 4%, &
FEF-C O AW H BIK i FIRE O USRI O W T ST ARERH 5 £ 2 b,

0-18 Fiek INFo®/70-FIL 7T UR TEARICRESERBI EEShRBREHM U
Z EENEY JIA TER

Olm #75 ', B AL ITEF 02 fF B SOR mid b Ak E
VIEELR B /NRB PALEBFTEET A T 1 vk v X ke /NRE

ZEAEICTREIM: 2 3 2 B FERE R (pJIA) ICXT 57 X U ~ 7 OIS 1358 v, BEFIRE TIE
NRARA N T DG IMERFMH SN TN D, 5% 24 B E TOREFGIIMA & FRRIC F ISR EY
JECTH DN, JFEEOWRE L 13R85 THEABERIC X 2 BEfikER & Bl 2789 2 RFEFDHRE S
TWo, AEFH 1L NSAIDs, MTX OIRFRICIIIAZ R L, 74 U~ 7 b %[k U7t IR R BN ER
DAEUTIERZ R L, ZOMELZ R LT,

[FERF] - #Ra] 12 ki, AME AR & U 2B L IEIRHBL L. Z D% 6 » H ORICTEDFHE.
A FEAEE & REIR, ANBASIR S HEL U727 OEE BB CHYBE~HaPE Lz, BRARIER & &% MRI fd T/4L
FRAHG & A R BEN IR AR 28, JIA &2 L7-, naproxen 300mg/H ., MTX 10mg/##, PSL 10mg/H TH
WA BRAE LRI L7223y, AFEE OER, . ATEisii RITARF L TWc/zd, 20124 1 HEL T
XU =7 40mg2 WM AEEAN LTz, 74X U ~7¥bEE R L0 AFEMEERSHEL L2, —H CTHARRR L
TG 2k LTz, 4 [BIH# 5% 10 B CHRBIEIUR 2 E CARL Lo, BxBIEIER MRI fd Cld, BEO
B 7K N D . CHRAE MM O I LFR O T, BN K ROGHEZ L & U CHEBhf| R LIRBE L7z, LaxL. 10
B H#%51% 4 B CEKRBEEHIREE L, BEAPL LT, BiEFEERICIER MRI A& TRIEMHEREO IR < |
R CHRBER LI, 7X Y <=7 LM oOED & 5 B &l L, nEE ik L7,

(BL] 74U ~ 78 A%, EREEMALI O NCIEEHRICH > 7272, YHNITAFFERTH D & O
NCTERD o7z, 728 TE B & BRBIE O AN AE U2 IR TH D53, TNF o B X 5 mov1 b
AT 0T 7 A NDEENREL TN ATREMENE 2 b5, BFETECIIETR OV A b A 7 A 24TV
RBIZOWTHEHF Th 5,
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O-19 XR7A77—Y B LR SR ECR)IRU 2 SRV EF R R &

OfR HEZE' TZB FE ' oo MR ik ' ik s’ kE m2?
VENRE RS PRAES AP AR N B, P E SRR AR AR /R

DHRUFAEIE R R PRI R (SJTA) 1 IHIHNERIC CRAEN G DR WEHABII L, HARTIX IL-6 AR
P o) A= 7 (TCZ) i & ShTnd, L L, TCZHERERI T, v 7 1 7 7 — UIEMELIEERE (MAS)
DEPRRE SN TEY . FOMUENRBEE 72> TV 5D, FEF] : 16 mELotk, 13 5T sIIA Z385E, 7L F
=vnryr (PSL), ¥Z7rAKRY » (CyA) WIkZE1T729 AL, MAS & 0F L7-72D, FIER 1 % LD
TCZ #HA LTz, ZTDH%H MAS ZKE L. EOHME Y RbLT FH 29> (Lipo-DEX) & CyA O it
ICTHRIEL TV, 167725 L1 MABEICMAS NILZ D K 91272~ 72, 2 E TORGE T OMRIFEIMIE
(2T, M IL-18 IEA1T 7= & Z 5. Lipo-DEX+CyA iB¥E# . Migth# LT AST. ALT, LDH, 7= VU F
VIR, RN & D o To ] MAS OBREENSSE L T H ., IL-18 O RE EENFFE L. MAS 4R L
TWEZERHELNE o, 2T, M IL-18 ZE=F—LANE TCZ OEEGRIFEL 2 HE»5 1 5
WD T & 2 A IL-18 & IL-6 DEWRIKR T 2D 7, £ D%k, TCZ & 5-MkaZ 2 HH S 51T 3 & EIX L,
F7o. CyA WIRZ MR 1, PSL i+ CTd 5 23RO HES MAS FIEZe <R LT\ b, flam : 1) sJIA
DIRFRHIEIC IL-18 ITAR R L 2 bz, 2) IL-18 DR EED 2> ha—/LZ TCZ @ 1 HEEE 5
DHEZNThH -7z, 3) sIIA O MAS &0 T IL-18 O RFEEMEAZRDT-Z LD, [AFEETIX, caspase-1 1EPE
BT LD | IL-18, IL-1 B 72 EDORIENVED A N A L BEADTUHET 2 Pyroptosis & W 9 AIFSED 1 AR T 5 7>
DEFEDFET 2O TIH W EBZ BT,

0-20 MIXRERERFESHUCZEETUTIF-T 2O

OffA 7' WK EM ' MR BRA L Zeodk' Al &0, EH faz |
BRI GDSE 2, Rk B8R 2 AT IR
VR RS B ANREL RHIRGE AR N R

[iIzC i)

2HMETY 7~ b—7 A (SLE) IZBWT, MERERIEMEIL 0.9—4.6% A6 0T 2 EERAIETH D, i
OB O LT BYE & BRR BN ELL T 5720, 2N ET 258 52\, iy iiao BaiEiE b & &
A B IA HIENAIEDORREIZHR S BTG L TV D EEZ BN TWVAHEN, ZDIFEBIZEZ FoICH LN ENT
W2, ARIF 2 X, HEIER & B CHRIE L, MERERIEMEEEAZ G0F L7 SLE O & B2 /880 L=, AJEH]
DEFFEEEES A S AT a7 7 A NVOEIbEIRRT D E L HIZ, SLE ([ZADFT 2 M ERE BIEGERE D FIE
WRBICPET 5B E 2 G 0oMET 5,

[JEH]]

15 e, AU IER . Rt 2380/ EEZ2 L, MRAE T, U 2 SERIBAE,. & 1gG IUE., FikzHiik,
P ds-DNA Fiik7Zs E o B Bk %, JRIBE CIE, Mgt EE2 LS R, @ER AR ZROZ, SLE E 2l L,
BAEMTCIZ ISN/RPS 33 N BT o7, 7L K=Y 60mg/ B X DIGEEZ B LIS, JRIEEYIED S
PHIEOE VN R PEORIBEAS B U, LBk IFRSRERE S, BEESRE. 7 = U FUmENHBEL L, M
EREAIEERE L 2 L7, mPSL 7SV R, 7 0 AR Y UEREFEEE A BN LN, I s he—
ATEP, SHICMERBD DT LD, UAZY oL RPEZRBIILE & 2 A, iR IERDO W EL
Wiz, BBPOYA " IA LT T 7 ANDINE — TR R RV & 138720 | TNF- o 2ME
NThHDZENFHINTE o7, ETo, AEFITITRMERNC 1gM BLEL Y O RERPURDGETH Y . MEFV #1x
~+ exon3 FEIIZ P369S-R408Q Z5 B 238 T iz,

[B%]

SLE (Z&0FT 2 MER & RIEGERE D IIERE T I KR AR TH 208, AJEBITiX, TNF-a BMLOF LW Ed A b
HAVIMIEE R L, ZHODORIEMEY A S HA UAFRBICESBEE L TWD Z ENRBENT-, £12, AJEH]
TIXAMERNCH Y RERPUAREME & 72D . MEFV BIG FICHREEZBOIZI N5, b ORERE M
SRR AT G- L TN 5 ATREME & RIB & U7,
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O-21 Chediak-Higashi SE1&E¥ D MIXE BAEREF &L TORRKE

OFEN ST, JHF BF2 Am 2860, M BT
A R AT R 2SS BOREIEL I U=y SN PRI ) =y s
BRI T K MR

Chediak-Higashi JEfE#f (Chediak-Higashi syndrome : CHS) 13 F I & 1 9 WIEARBIEGERE OO L DT, #H45H
FHE & MERERERERE (hemophagocytic syndrome : HPS) DFEJE & flifia N E RKPERL OFTEEZ FH L T 5, FEIT
IR EROMUINVE  (microtubule) A DHFIZ X W | primary lysosome & phagosome @A 3] S av, BifEk:
MDEEIN S, HPS IZEDHJHAEIL “accelerated phase” & HIEFRIAL, RMIARE R 2 RICERT S, A
BRREB] (1999 4F240F, 4 7 A, BUL) 1ZFRE L FFIE & 58802 FFRIC AR, EmEREL 6.300/ul  (4F HER 2%,
U 2 RER 70.5%, I Y L oRER 22%)  ~E Z 1 B 6.9¢/dL, Hfi/NER 2, 3 J5/uL, FDP-E140ng/mL, AST42IU/L,
ALT50IU/L, LDH791IU/L, ferritin390ng/mL. JK B 2microglobulin/Cr 200 (mg/dL) /15.5 (mg/dL) T, IMEKZD
P &R Tz, MRS~ — 0 — OEBEIHIAMAY e T A L ABE M EKE AEERE (VAHS) (2 LB T,
BHEITHECIR R Dy o 7o 2 RS BHZE C, R Y R & Bk B MR OFEL Y | VAHS &
LTCYURERT A N OSWIFUBTXHRAZ V) v 7a AR CFREREOR G286 L=, FEE
B A VAT ST, ABEND 1 A, BAY LR E D 72 R Sz Ml CHS #5 A O E R
BRI Z AT HH O EHH LTz, BYLCFEREII 2o 7283, silvery hair & TER S DR EASEZ & F2 8 A R IE %
A7z, CHS iLitk, BREBALA Tz, CHS IIMA B THY . HPS ORI & L TiE, T DORBOLHF
HEORHENBUETHD, £OHPS & L TORMZMOFENO GO & L RRT 5,

0-22 ROOT77—Y B LERESHES B R IR R EOERIICH LU
R FRERG# A8k T #lif ) > J\EED—AI

OWE [ F, Wi %F, Wk R, A KF, L0 ST, BN AGE, G S
TR S NRR

(1T U i) B FHEMGRk SRR T M U > <[E (SPTL) (352 FHEMGRERC R 2D T U v S ETH D |
9 30% . MERERIEMERE (HPS) 24015, ARFEZ BT~ v 77— Ui LEGERE (MAS) (2 THIE
L 7= By RS PERIEI A (s-JIA) & L CIRR S7-28 SPTL & 2l S - & 2B 2 R BR LT- D THiET %, [E
BI] 13 %4, 10 R BN, BNk 2 EFRICIT RIS AR L7 BRIc, PLfBkED . 7 = U F o @i, EE,
Mok AR . B BERT RIS CHLER B RG24 SN HPS & L TAT uA RIBREZRBENT-, AT 104 K7L
BE2 7 — AT L7 L =Y rm > (PSL) 40mg/day (Img/kg) % 3 » H Mk S L7223 ek, 7=V F
ViEfE, m TG MEAFFHE L. FEEVG HBL L 7o 72D R 2 H8 0 STz B IRET LI F48 O & & 3 2 72 03 B
i, MR 2RO, FPE L BT B 2R, MR ClRm ek, i biE%sE o EH-. FDP-Dimer
D EFEZBDT, BICEE TEOMERA HIL L7228 PET-CT TIEIFEENC RIEMDEREZ RO T=DHRTH - 1=,
BETI O A% D Z LD MAS A0F s-JIA E WS PSLICY 7 B AR Y > (CyA) #OFHLIZEZ A, B
BHTRITUE LT, PSL OWEIZEO B FEO MR K U AR 2 [ifT L7=25. JENG#kK D@ IERIEN R0
K THEEZIMNIIE S 2o Te, ZOBMOBELIMSEIF Z 0 L, A& RIS T PSL &OFE LTV RN
DIRRZRGE L2 & 2 A, FIE 3 FRICTHR LB, A ERICKREREE & b2 oo FfERA 200, £
FRIZ T SPTL L HeEZWr L1z, [E22] & A A VIMSEIC X 5 HPS & 2 L 7= BT LI LIESGER 72 Bk
FRi % 72 & 570, JRIRRER L0 IR E T S5 2/ WIHER LR b THEET 5, LnLENLOR
F D% TIHRFIERIC X 0 R EOBZWBmRO THREEZ /20  AIHESL TRICOW T L ERRMEL X /-7
LT B, ZD7= HPS OIRREDEAEE OFHM 2 M EHICAT 5 — . R B O] 2 A2 7 < SRIRIZAT
WV REEAED U ROBHCIIRIER ) SR R T 2 EBNEETH D,
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0-23 EFEMREMEEHER JAST HIORE

Otz |l ', ALRE Z0Pe ', KA BF0°0 g fE— 0 B a7 R Rk b
REEsn 22 A Bz M BRI B O R s

VEERBREERRE NIRRT v 2 — NER PEORRBOFK, CERBRSIKERBE DR

R B ERE NRR, THLERERE, CHEEVEERRY: B RETER

[ S A H CIITREMEFHES (ankylosing spondylitis, LA T AS & lg97) 23470 < /NRHNZFEIES S AS (juvenile
ankylosing spondylitis, PAF JAS L W&9) (2% 2/NEFHEOFERRITE, EOREE, RF/ANA f2ME2 BEHEIR
EAFPERFMERIEIZ (juvenile idiopathic arthritis, PA R JIA) CHERIHIA & AR ST A 81607 < 720,
OISR O B TR 2% 2 ST TAS L2l L7= E BRI 7 JEGI D RERG 2 et Uiz, [RS58R] Bickbid 4
3, FIEFMNITT 14.0 sk, FIIR2WIIE RF B2MEZ BRI JIA 23 5 6, AXBIEiR 2 Bl CTh o7z, 7 Bl2BIH
Rt 255 OO 9 and/or NE9R 4.5 1] (71%) 23 BSR4 3F 2 72, £7- & b B M EKHURE (Human Leukocyte Antigen,
LUF HLA) 13X 561 (71%) 2% HLA-B27 B CARIRICH I HEROHE LB L ZF AL T, iR Clt
SRR IMER PR R FE 1 FEfEfE 58 mm, CRP 5.3 mg/dl & 3RWRIESE EH- 238D 72, B TG REET X %
[CT AT, 561 (71%) THGREEICE LG0T S A, BERBR OB IME 2GR0 T-, AS D2 EHET
H5 TET NY 2 &4 (modified New York criteria) | & FH W 72356 133201 3 1), £2u M) 2 1), 5% 0 2 fBiliX
AIZ S Y TIXE SR o7, Amor O FEHNE (1990 4) A HW75E1EL 5 il ESSG (The European
Spondyloarthropathy Study Group) DZ3EALHE (1991 4F) TlL 6 BINBZMIRE T -7z, [itimm] /RIS
WC RF B2 BAEIR JTA & B 2 fE B Cl, B BEEI RO fT & 2% - R S S AL JAS 2865 WERH 5,
X MR A EGT HWET NY ZWEHETIE JAS O RHIRZENIREE CHh 212 b, BEMREIZS VLT
CT/MRI 552 WD BN H D LB Z bivd, -2 WikHEICI W CTIIET NY 220 e I3k MK
WE D IZE DAL, Amor D3 FEIENE, ESSG O FAYE, iV I - R R EOE AN RET S s & L&
ZBHivd,

O-24 NRHICEMZHHAZEBALCKRSMEELEHEE LD 3 ZBH

OfZz THk'. #m ', Gk B Wik Saam ' S Hem 2. Bkhd gie] L A Al
URCEBSSEE R R R NERE, 2 AU LS oMb /R

(W1DIz] EEZRAEIRIC I\ T, AFHEBEEI 2% SpA XA U v~ F & it SRR EMEREMRER TH L, W
FOWRREIT R D0, 1hER CIEET 28032 <, VU~FIZBIT 5D T2T L[EEL. SpA IZBWTH FEHD
P, BRI, EREAOBEEESER STV D, AlE AL I, B X BRE CIXRE ZRO VRS
(LPUAFHERA B 28 uSpA @ 3 BN AW FERIFN 238N L= THET 5, DEGI 1] 11 Mo, KIET 533,
R 2 ERFICZ 52, MRI A CIUIGEAEIICHUIR DIEE R Z 5RO Tz, I —r v S FHERHIEM e BRI
£V uSpA L2 L. NSAIDS & LU DMARDS, /A & b1 B2 CIREE L7 230 I RRGE L P8 b R 2
H Lol 1 #4%IC infliximab (IFX) ZBAth L7-& Z 5 BASDAI DO HA D, B ATRE L 2o 7=, DE
B 2] 9 kDR, BAfTE & B EYE, B, O FE W TIHIE, STREECHMA T4 Th 72, MRIFRA T
G B EBIC STIR @15 5k 2 788 7=, uSpA L 2Wr L. NSAIDS, PSL CiAJE L7zt B LM b HEfT L
72o 2 r A%ICIFX # Bkt L7z & 2 A BASDAL O W EA RO, H BT HAMREICR D 525 5, [JEH] 3]
11 kDL, EBV YL TR, M E TR Emoxe L, ZRMMERREZHL, T2 NI/ 7=
>R NSAIDS THIRE L 72 238 P97, 1 % O R MRI R TR IS STIR 1S 5272, uSpA &2l L
72. DMARDS, SNRI, Pregabalin CIZ#EH 3, IFX ZE& A L7z, kMR % k7= LS adalimumab [ZAA >~
FLUEEZRBD TN D, [BE] ASAS OBZWIEEUEZR 2009 23773 & 212, SpA TiX MRI % 7= R KA
PR SN TW5D, —J7, EULAR TR X 7z ABILITY-1 O 3 FHEABROFEH1T, uSpA Bt T TNF PLE
FIEDEAN SpA BT D RT XA L7 bbb T AEEMEZ /R L TV 5, /NEH SpA 132 E 72 ig 2 R
T3, uSpA & R L7- L TOEMZRRAZ 5D TR 215N AN QOL EICHFHATHD L& X
LIz,
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0-25 ABLYYREREZRRIEREERD 2 EH

O AR 'L ARE e g WY g fE— 2 B BRS, B fidir

AR R DA gl . R 1RSES. A O BReR BT R gm

VB YRR RS R S B M R NS v — | IR BRI R R N
CEOBROZE NERL VER IR, A R ER AR /R
CRFOEREME 2 — THBRRE, AR EIEET TR YRR R

A BEL UV ERE R4 SO MEBE B 28 post streptoccal reactive arthritis (UL T PSRA) (&, A B L > P ERE YL 1S
BIEiRZRIE L, 22U U~FE (ARF) OBWIRLUEL - SRWERBTH D, BRIy Al2b v B
T 57D, JIA OENEBE LTEETHD, £IC, JIA Z@bi, MiFFHIMAEN S PSRA L2 s
2 FEFNZHOWTCHET S, DEG 1] 11 kR, ERGEBEFIE 2 BE% Ol T8 o BEEiEE - &% & Uk
ZHEMN B EIZ B HBL LT, ITEIEIEAFLC NSAIDs % Blth L7 BN 2, JIA & 5Ebil CYRA~FEIT
Lot mFRMEICBE AT R AR, WHEEE 2 T ARE B IAE M. ASO 6, 670 TU/ml, ASK 1280 i &
BEZFRO T, FUARE CTILZ ANA, RF 25O CHERITAITRO R -T2, TAE Y v L HIEENR TR
R L, BRPICFEEDT-OT A Va7 a7 2 o ~ZEH L, 592 2 H %I BERER TR L7,
[EG 2] 13 mfizc i, ERGERIEGA 2 BZICA R TmAHELL, BEIIIAME b HBL L, D%k
H CEImBAERIT 11 BAEICIEDS 5 7272 D BB~ STz, MIEFA9MA T ASO 21, 70IU/ml, ASK 10, 240
fi L EEZFRD . PSRA L2l L=, [E%] PSRA TIZENICOLRDOEDHFINEHE SN D Z LD, ARF &
DRFE DR SN TWDED, PLEE TG OW TR R R IR STV, 72 BfixoEESIT
ARF LH720 LA JIA LELE LTS Z b, HLCCP HUARL Y U~ F IR+, MIFFHHiA EF. MRI
72 EOHEBMREESEIC, HMEICKRREBIETOILERS DS LB D,

O-26 BERRROBSNMEONICEREERE RO/ EH

O # 1. Wik IHZ
b N NI =

HEWE | T IEME A AIE IS 0 S 5 HEAME R SR R T, K 5~ 15%IC otk B & 2 A 09 5, WCKREEICH L
RIS TIXRRBSEE NME L FE~PEIICIEO E—27 N 5720, KE/NEFIOHRE T 720, RIS
ThHHM, BEMERIZMZ, #SEHERE 2 & DA PRI T 2 EIEER—RTH DL EEZX BN TN D,
FEIE PR BIE B D TEAV IR i O B G- 3 kb i T W ME B E 4 o /N R B A2 S5 5,

JEBIE 13 5B IR, i, BURIERIRBZ L, DB L 0 kR 2 K8 LTz, 12 R S M e & %8
JE L. %95 7 HBICRPA 2 2B R SR A N 20/ 1 7 Atk X0 4 TR & EIR, AMBEEW. A
B, BRSEEIRAASHIL L, SR A BN S, BEEIE MRS CTILGBBEEIRIC L 2 b0 LML, Z0fh
DEFRFT LS G oW CHziptEBAEI R L 22 L7z, Fo, P2k bBEDORPIERA & Y . ASO10971U/ml &
Fe R AZRRD . HRIERIT AR08, WHEERSRIC T A BEpIREE SR &N, BREIC X Daome, B
RDOUWEDMENH D Z b, TEX VY VL HBE AR, JEROUE TR, S HITHME
B> DIP BAFIA AR LTz, BfiRICR L CixF ety & 2 b U3 — FONIRE BIE% . B
WD, FEIBIERITEIE2 2N b FRERER HERICEL T 2R3 H D,

AGEBITFIEFEE-CATIC LY | FROHER T, BIRERR 5720, JEFNTIR CToxf i B Th 5,
TRBINZIE TNF WSRO GZMMERTEI S TR Y . ARERFO X 9 22 HEREHTECZ B & 4 085 CIEBEF A%
N LTS E 20D,
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0-27 IREMEEz RO —Z 26l

OFMm BEfd ', T ', 1B RE' HLE -9 8 28 % EH'
VEfE BRA -2, AR \3E 2, e f—!
VTFIE R ROEBEERIERE /NERRES: . 2 T IE R R R S 4 b R S B2

(12 U Iz ] Rt i 3B & 8 ORI RS FIC %3 2 BB RN CRIE L, TRELHY Kogoj MEHHIRAR
HAFE T 5, REBITHEETHY . UL LIZBIEIROMBIER 2 0, IRRICE: T2 2L v b D, BifE
D& ZARBIERD ERTH D EEIEREO — B F 2R Lo cHiE+ 5, DEF] 5wl [FFR] &
B ONE 2 1E 5 B IEALEE [BURE] 2010 X0 FOBRICHEEIEALBEA B L=, ZO%ER - RO
B OB Z RO, TERERNC TR IEREOBW L 220 | AT a4 FARICTIREN D b, i - 1A
ML T, 2012 4F 2 HEDN S, RO & BIEEES - ZE50 - KEMSEICIRE S BT 5 72 E 2l
AL ER O T2 SAHFIEE, fie 2% I VIENRZ BN L TRIBBIEE & 2o T2y, REOWEITR DT,
201243 A 14 B, EERERHIHENZZ. 3 A 19 B, BEEGROREOIC T, YERERENZ2 Lo T,
BT 2 D VKT MR B A 380 . R B IRVZ LD 3 A 21 BAIE A IS AT & 72 o 72, [ BT,
FE] ARSI EEIE 2 B S 0 . IRE S 2EGRO 5, FRMCITEINRIRE O WEE 2 (358 H v | Kk
IR AR 5 D HBE EIC 2R T 2 EE R 5, FRHRITITOE AMEOME 2 (2R 5, [REAER
JRERFT HL] Kogoj OUEIERE 2780 7= [ABRtefGR] BRI A, JWERAT AL X 0 BE e L 2 L=, A7
oA RAAFAL Pk 2% 2 VERNIRIC TIHRE A BILE LTz, BRI LD BRI - FLBE 1R E ) 2 58 0
TN, ZEDO%RIKRS - B+ A I IE 2 F 5 BB 28D 7o, Hx OFEMBLT AT 74 RIH
ICTHHIB L7 b OO (K% IR & & ARRLBE O B2 3B 7o ANHR O ATl 2 >~ m— LR T,
AN U Y— bARBAGAE L, BFE, kT ru—Ltlrotz, MIX BIIRIC KV BRI K W D2 he—)L
B LR b 00, BELHAMK AR O TND, LB RE GO THET 5,

0-28 cyclosporine A A& U7z Sjogren TERE ESHUAR—F v MRO— 4]

OFAJ& fi ', BRI M >°, ok BB B F— . B WL v EE L R B2
Gk Rz !

PAARBERRY: NER I ERE BB ) v~ FR S —

CRRINERE, IR KA V=2

27 me e, 22 CIEM D 5 E SRR L AR, TROEKBE, ONK, DENEZREZ FiRiczZ2 L, 5E
ISR L AERIL 12 W CRIE L, TDOHRNIE L TV %, Betamethasone sodium phosphate fifIR TR S T&
Too Y —THZWEI XORBULVFEAZEI FIEN 10 HBEITHVIRL TE e, RIA4T7 A L OEN
FOBEIE 16 i BB Tz, B TIRKIC I8 HRBD HiLTe, 190 TR 1 » HIC2EEZY 3 A
TR D, BEERRILY M E—ME R, 7 LA —MER, OPET LV —ERE, MR D 22\ T2 DI
NEhhotz, Wix B TIRIERZRD T, FEBICRR T & 2 L3, BUE . HE 154cm, (KE 44kg, IfL
JE 90/50, EaskiXiE I, VRIE &SRB A FIEICERD 7o, ONZE, BAfER . BISIIEIRIZZ2 V), FRAAT L : WBC 3100/ul,
TP 9.0mg/dl, IgG 2560mg/dl, RA (+). RAHA320 . RF 92, HiEZHIIA 2560 %, HT Ro/SSA 256 f%. T La/SSB
16 1%, HLAA-26, B52 Z#& 7=, Shirmer test Smm, F/EER CTIXEFREFICY S BRPPRREIZH L, HE
DO—EILiR AR O T, RIS o F 77 7 ¢ — THEREIK T 2580 72, 22 7% T Sjogren JEfERE 2 & 0f 35 Behcet
i & W Lz, TRIR#RIE © colchicine NI H SN REL RO 20> 72, KIT Cyclosporine A

(150mg/day) 73 22 iG-S, IROFBIEREED B L, £ D#%IEK LT, Corticosteroid IXfH L T\
720N, 2011 REICFER SN2 AANRY U~ F BT —% 0 7 70— K % Behceet §75 O A2 E F 2 53 T S
ATz, 48 BB gk S 11 BT 5 & D IRR ZFR T, TEREDOWFIE, colchicine 7% 3 ffil, corticosteroid 7% 4 1],
colchicine & corticosteroid 73 2 f5il, cyclosporin A 23 1 f5il, HEJEEDS 1 5l Toh o7, cyclosporin A DMRIEIRIZA
N T ole—pladfET o,
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0-29 DA )V ARRZEICH > THRIE BAZRI)RUTC Behget 5D 1 6

OFEM [EFE' FHIr A& mAh —E!
VNRHSHIERE ANER, 2B S R

[IZC®IT] Behget 1. FIPERIEOFIREMET 7 2185, MEHIVEALBERREE 72 & DR ERER . MBS £ 9 Bk,
SNBSS & FAER & T ARG HRIERE TH S, TFE, B ORIERBOFREMI L1717 L T Behget
L OBENRER SITWD, DEF] 55 S 7RIS, AKEBEEG ORE, NEKEO L3 T 7 2 185,
NLFSERTE S, REEIMRIEE, AR EIRZE CFE L, 42! Behget J7 & 2, =2/ T (0.01mg/kg/day)
ORI Lz, 20k, DNRIIKIET 2 OOMIEE CROBBIZ L TV 2y 7% 2 4 A RECHERIEZB IR R
LHLA AR FINARIZ TP U7z, 9 mk 0 7 H RFICAR YRR B IR 2 F0E U, (RIS 72 38R % 1 O AKIEZ 13
%%Lt FEARITIEIE L, e L L O CORBIGRERISE S 2, 2/t T (0.0lmgkg/day) Z#&5 L

o [BYMERBIEICAE S FAR, ALV F U R GBRABHZECHONTEI L7zhy, PIEOFBRE#HEVIKL 4
ﬁﬂﬁﬁfﬁ%ﬁ THIR L. RIER 1 ARRRICIA Lo, 12 5% 4 0 ARRIS, BB, DR - RO ZRT 7
Z BTG W NIRRT LA O BACRIR RS IR BE £ F2 3 ﬁ%uﬁ@%ﬁ@%&otmmcmwmﬂbnkm
Plt 12.1X104) HETH Y . VA N ABYYENEEDNTZ, 2/ F 2 (0.02mg/kg/day) Z %5 L7 D3B3,
2T uA RFEGELEB LN 3L e F U8 (0.03mgkg/day) (2 TEEPEL7-, [E%2] Behget JHIIERLKT 7 4
I ORBBIEZ R 7 A )V R EYU Lo TR IE, BRI T 3 o an e F o5 %17 572, Behget i, H
CRIERR L OB & U CAF P ERSRE TLE N R SN TR a e F U NE LT & & —&T 2D, 72, K
Yo MEREAR DFRIE, FIE | R OHIRIZ ORLIED BV | CD4 GME Y o /NERBUE 200-400/pl EARK L TV 5,
&marwflﬁébfmw«xv4wxm%@ﬁiﬂ%0 U A NV ADEFER G ClE e < BRSO

REPER TR S LTV D Z &I B YR BRI S E R RICa v e FURED Th -T2 & & —8T
éommmri\EE*Y&ﬁaﬁﬁ@ﬁﬁ®£fmi@%ﬁf%k%i%hf%@ﬁﬁ%@ﬁﬁmAﬁﬁ
LHH0EFEZ LN,

0-30 £ H) (Bio) AN BT EFIEIFHMRIET & (JIA) BIEDOLEEHEDEL

Omprf Mgl ' AR F0Pe 'L ey He— 20 JRi v O il AL gk A b
Kl Al oL REREE . A EZ ’f‘ﬁFZE SRENE R S ERANE UL 35

VR E R NERR e v 2 — NIRRT HER %L‘r\‘ij(;%ﬁl:‘% ANGRER

IRFEVOCE =R & —, mm%iﬁ%fﬁm NG SN S#HAEHJ?P?B%\

SRV RS A REEER, TR 2 ) =y 2/ NRR

< B >8-18 %D JIA IR & & OGR4 Bio TAIMN & 72 & T HRIRF RO AR D2 b 2 A& L=,
<K STREM NI NSO 131 EFRERE A2 %72 Uiz JIA BUIZ 250 6 (Bt 12, P4 132 5, 1%
HRHE 6.2 ). 9 B Bio LA FREDY 145 %] (58.7%), < J71k>Steinbrocker |2 2 % Class 7758 & . PedsQL
DATERERERTAT & 2 i U7z, ATEHERERTAT 13, PedsQL @ 9 t)@%ﬁ’]iﬁ QOL #Hi L T d> % generic core scale
R, B REEEE & RS ATEEEE (RIEHRAE . AL HERE . PABERE) 1250 1T TR L 72, <A 5 >PedsQL O total score
I Class 708 % Bk L CHEICIKE T L7z, Bio ®AEARED H ﬁ?%iﬁ&i\ FARE CEY 3 4F1%) IC8EER
72723, PedsQL Tl L 72 FEtEEREIL, ARAETE (KB ~OSIRIL, B FREEOREIARIL, KIEHE) otk
TLLEOLICHBEIREELE (WL P<0.0001), LAL., Bio SAE AR CIXFREDORFRIUENEZ 21 5
FIEDS Bio WAPFEAREL VW AREIZE < (P=0.0285), DK & L CEHREE TIIR@E (77%) 2250
TeFBEDS, FRC BRI TIA 1220 o Tz, MEZAERRIFIIRIC K DA BT o 7o, B RBEREREAT Tl - £
BLOBLFHIREDS ﬁ%%%%ﬁfiﬁﬁJBmﬁﬁﬁﬁ®ﬁ% FIRERRE OEAL - FEBLOBHEREN, AER
WL H 2 T, £7o, BRI 2R TITa BRE & AR IEOMBI 27807223, Bio WA AR &K
%%k%%btﬁw%@%%%%OﬁWWﬁﬁénko<%%>%®@; X B AETERRERENIL Class /08 %
KRB, X VREMZR JIA BRI OATEREREREMIZ A CTh o 72, Bio FLAIE AT Bio A Z LI L Lo
T I & [R5 D L~V £ THAIGHSREIX S E LTz, Bio UAIE AL H R JIA Fik Tl g 235w i BV B2
2o TS Z &I, RFICBIT /MR Y ¥~ FEREREOMBIEA KM Lo b 0 L Bbiviz, JIREEEE & ik
L 72 IRV RS RE 2 & DIEBNC DWW TS B ORIV ETH 5,
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O-31 INRDEMZHRE (FTULRIT) EEETEHCK FERHDT B12HD
S REERMICSDIEEDER

OFfjE M. BE Rl bk mr | B8 a1 A B2, fim e’
RANSNES YN I N NES ) N S 2 S N DR e = N TP N

<IX L HIZ>2010 4 10 H X 0 EFEMEFRF MBI (BLT JTA) ISk L CH INFa LA RAI TH L7 X4V L~
THREREN., R TOMRAN R ENDBEIT o7z, TH Y L~ T 13EWFRRFI L LT IHA I LT, i
N2 ERRE NN L BN T BRI R DR R CTH D, 7 XV AT IXHCER B AMRETHY 714 7 A X A )L
B DETIBENAREE e o7, TRETHIO T 2011 49 A L0 /NEBRFE#MOREIC LY, /NEBEE~D
THEY AT OIRENEANI N, <HBO>S/NERAEYFHEA] (7T XY LA<T) 2ETTHOKE FEFOT
52 DN KRBHEMIC L HIREOEELZHALNNCT D, <HFIET A o >RBEBOE LN FH OB E V-
FHIRFZE, <MBAOECE >R MBEHEES ORRE ST, 50N & RER TR E 2 VTR L CRFZE 8
DORIEEST, <HE>TFAL 2349 AN O KEH#INC L 27 XV A~ 7 OHEEA L FESHEEZZ IR
A LBEDOFEBENMEONT/NRY v~ FHRBEE, <T — X NEFIERONE >R EE OBIEEN O
R 239 H 1 H~E49 A 30 H oMM OB EEGE, ARSI, GiEisk, 7 V=01 2 ACERFIE
RELVITO, 25 EOETAC K FIESHEFEOIRO D v 7 7 Lo A58 AWz, <F—Z 5 k>
7V = NRA L B OIS FIAMERE A ools, FHEICEEMOIFEENGE & ik, NUEE S REE ORI %
B - FRIRAIZ M LTz, & HICEE O RGN ILE T 2 HE 1A, ERIES LB RENES S U =L /R A
DNRY T Ao Uiz, <FEREEBRSRABRETHAL TWDZ U = AL S A8 AR EROMIZ B O E
FHEEN 3 ENCREINTWD, L L, NEEEIIFRIICFEOE GRS SLE, N & FRIRFCIRGEE
~OFRE DR VIE TR ACTER D B OA~ORYUG L RENIRVVEOBRIZ LD 3EITIHE Y 20 FF HF80 72,
X7V =T NS RNNRBE DR EBE L AR ARN OB L OMRE T 57 N — g
OB EHNTWD Z ERHALNC ST /NEBRFITIEAT 527 U = 20 H S FIEMER

OB, EEREBRLARET D,

0-32 BERAREOSLEREOIEEEAD —BREFEELO/\—F—2YyTORET—

OWm BIZE ' n kv mA FEE il B4R B ER ' DR e
AN GFER AW EsE !
'"HOBNRBERR A X — P BMIEN KRR #

[1Z U DIZ] BEMRIERE L FIAE Lo BRI, Z9RRA LIORBOSZENRE R 2 & b2 WERAIG~
DHFO ==X FE\ 0, BEMEMREZ DL OOME LT I2id, BREZESEMICKET50R TR,
FRENR— b=y TEELOOREBREA M F 2 CHEITILERS D, BEMIEENRTAT T 4
T A ="M LOOENPOHEN L TWSEHTHY . T el &I TE L T 7201t BRI RIR
b ORI MR L XEAMEE L 2D, [BRY] BEREMIED SLE BIEOREREOMEERICHOWT, fEROE
O ZATECENCEREZ Y TTHN L. ISMNCT 5, ZORRIE, R RO BE & SRR SCRIZEEN Y |
SLE B & FiE~D BN R B HERERORFIN CTE . ZoEOF#EOEON LIZET 5, [J71E] B
WAIRFZE T i, EEMIRIED SLE BILORH 23S L L, ERNEREIc LY T—2 2IUE L, [FR] &
I#EEL 10 4 TH o=, S OFER, [RIER, SLE O L HMEDRRICL Y, BIE, “ETHET) &
FEBEE DAETE DL EIHEL LoD, I, FEBDHEN &2 U THEENICER Y LA TV ] Tt 238
O ol TNHOT a AOF TREOITECE WL, SLE BEZ S B OEEMEHATHL T L
b OFRT- L OHAERIC X 2B EZ 2T Tz, BEEOBED Y IZOWTIE, ABERESCABEH O 72004
SIS X DR, IRBERRERIEE N, REBICERR ST e, [B2] £EEZ. SLE OFIHHER A TH -
2B BT R Th D FIRIC & o TIAEMITEHEDS K5 L0 ) RBROEM 5. B E OB Z ]
< LTWe, WIRVBLELTHHBEORIIF-, Bl LT, BBOABFEOEZOBRISC, HEERDOZHIZH
THXE, BEHBFICELETRE TR ST AR ERBRICTF VIR T2 TOIE, + 8 b OFEETEIOE %
BT X, RENEILNTE, THHDOXEIZE > T, BN SLE Z2ROEEHOT L L#uicib s )
ZHlEH L, B#EELBENRZINENOBBZAENL T SLE 28> TEEMAZ B FE b2 L T 2
EREETHDL EEZLNT,
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0-33 /MR SLE c#1F 2 MARE S HPHICHE 2 BIRA DD OMRE

OBJE BRAC . kW BIZE ' G a8 A B il R412, PIE e 2
8 EE 2L AR ARRR 2L HE B ?
Wb/ NRMEER AT L X — FEE. P HVH/NREERR G v — YRR

[ITrwic] 287~ h—7 & (LUK SLE) %, NIREZEIREL T HEMEERTHY . FREEUIIR
HATERWZ LITRFORBAEDOESCEM TR ELLGT 2EKRRMETH D, EEICHIRE CH B3 HRO
LR DO—2 LR DIEFINHFEL TS, [BR] WIRE R Y T WEBIEICRHT 2 B2 R . RO
FikELET & T, REOIREOMGZ fliE L L TRICEIRT 5, [71E] SPi@bid 5 SLE BED 5 B,
WIkZ Lo To iR Bz i o T IR S A 255 & L, ABER2BENONIRICET 550 2 E L, 550 O3
MREHE2DOTICSEOEKREEZ NE L, DEER] 5 AOFEY OFNENIRICOWTORED 1157 3T b5
7o HEORNFIL, THRPHES 2 E~DOARE) [FRZHT o~ A T AL A=) [HARZ L72WH 700 OB
H) TEERR.Ly ) TERREZ DS W e TR e < 720 T3 Z DO 2038 E LTS | O 7 ORI,

TR LS & & ~DARE | R0 [FRIZKT D~ AT AL A=) ZFEbOD, [WRE LRWE D72 D OBLH |
P HBIENEL L, THEEL] THAHZ EITRBICE > TZITANDBTZWEETHLZLERLTWNWDS EE
Z B, BIEGE, TEE AW TFHENT< R0 20 ) it 2R B2 08 b NRE CH B &17 -
TEY, IEI3IFOELY ZMEL LTS ZEBEAIDESNHOHIE, FESCKNTZT Tl EBFEE T
LTH THHDBWZDbhoTIELW 20 oH A a2 HLTWD W) BN GEAENT-, [E2] NikE
EHROFKD—> & LT, BRIERDZR2WVIZE 00D BPHAR & W ) B2 ATk L2 uE e S
Wb D EEZ LN, BEMOBIRICLE>TZ I VoIl TLEB LWL DO TIERL EBIV 2 DHK
JEE LT EFFBEbo TN Z & T, BENEERETIUEEEZR LT 50 TRV EE X S,

O-34 BQIER CRIELCRREMRRD 2 AEHI

Ofere R Jo, JEK &2, BEFE FW, Rk B
FRZRNIRSE Z &b B o 7 — Rz B

[z oiz] NEOFEZENRS (LLF TA) ERAE R 130 M CIRAIEE 72 & O R RAPERIZ A BT,
HE B, BERREEERET DI EBE L EIND, SREIbIVOIVIIER., WIEEMER PRI XY
FTNENFIEL TA LW L7 2 SEFI 285k Lz 72 oS3 5,

EF] 1] 15 B8R, X4 11 A XY R 283 HBL LI E 2 BEFTZ2T 5 b2BxE s o7,
X 4E 12 HIC KSRt 2 %2 L X+14E 1 IR Tl Eo CRP _E5-, & IgG e, JEERER CT I
TREVRE PO RIEZ 7B TA ZERDOIVYFERRI, KA B ABL LTz, MEDEAETRD o728, 8
FEEEAROMINAHGI L TRV, US « CT IZTEKRSEINR, LT « TITREIRICEEE 28D, TA VIRIEZ
Wr L7z, MESRITIRMBRMG & & BICE L, TA OPPIER E B2 bhvie, FFRFRBIERO X 9 7 TA 1IT00E
R FER T . TA OFREMENE 2 5V 535G 13 M HE T O NRFATEE O 1 4 78 L bl 72 g2 Wi 417 5
ZEREELEEZ L,

EF] 2] 11 5%, Y7 AEHLI Y TR, 2R E A7 % U AREE IS/ NG RO Z it L 10 A4
BEEAE &2 %32, 11 A ISR BN HBL U LB ERI 22 Lic, YH1LA2 AT WA Z38D 4Bk
SkEZ LB I CE ML, RIEMSHEETH Y 4 AICHEE B YRARE Lz, A FRER, £7 %1
AWSE P AR TAEEI & il L7-23, B A7, MEHEE < RIEKGEME, & 1gG IfiiE Tdh -
Too M RIEMGEREA B> - MEEER CT, IRFIZERTHLRFEHTRITA <. BEAR CIEEEREE 25380
Yoad R—v 2B LOORIGRRRBIE L L, BFREIOMIEE & BICRIERUS bE L7223, Y+
23 A L0 HER FREEAHAL 4 A X0 RIEMGOR EREZR | MTE O /A 7, & e 2 B L,
5 AICHAE HAIZRABE L7, A, MO MM . &% CT 12T 17« TATKERICEEIRE 2380 TAV
LW LTz, PWERIEPER THEEIT TA ORZEAA LTIV prepulseless HIDOWIFIER LB X 7=, TA O
prepulseless WIZIZEBEZH CHRBITE | JERITARBERENRALND Z ER3H Y | HERGRBIZE N EE
Th b,
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0-35 REICREU BB ZH > TcRmRHmD 1 6

O/KH WIgE, 5 fnv, HiE AR, 24 KR
LIRS 2 Ehmkes U o~ TR

FEGNLE ER - 5 RE 2RO 6 » A, PUEEKICRIE LR WARHZ O RS & B 1 CTYBRISBNT =2
SNz, BALSOIERITER DT, MIKHRAIC T CRP O EEZ RO 08, LR RFHERIZRD 2o 72,
F16 WA —HA L, CRP HIKTEAZ/R L= b OO, 5 34/ BIZHERE L, CRP OF LH 2589
72o 55359 H OLEEE &ﬁﬁ Tﬂ@%f% WO, JIIFREERIZEICH Y . a7 ) v KReEkk
AT 208, 55 36 i H O CT IS TRENR - WAAFEHR - MR ZEBIR - w8 E TEIIROD LS - #E1T -
BEARE ., 22N E BRI 2 Ak &U@W@%-ﬁ%%@%iﬁﬁ@f&dk% B B (R VL
w—c+)& W L7-, 37 B L0 PEEERIEZ P LD, AT aA RV RAFREIC L 0 IR E Bt

RIES S DEE 258072, L LAT BA ROV REE 2 a2 — X HOBFICHEIREOILR 2787
7% XTD/( RV REEEFRIEL, FHA4SHA LD = REY o oL Rk T Uiz, £/ 500 H L0
THFAT Y EPH LTz, =2 R SV REEE G 6 a—AB{TTETH H 0, BIEE TITEEIRE O
Z O OBIARBZE DHEITIZFRD TV, ARl 2N E TOREICH L COEFICEETH LALLM TORIET
bV, FIHEBAEE ST EER 1 HIERBR L0 THET 5,

0-36 FEI O EiE%E T olc Henoch-Schonlein BT R &k A B 3 Fi

OWAS Fe—. BEE #I0. MW Fz, Al @, 0 [l MM B 8 H0, BEE bk
FAESBETHRERE Z8btry—

[iZ U ®I(Z] Henoch-Schénlein 48877 (LA~ HSP) [di@% ., ZE-CAT v A REHIZ X - TR, 15T 5,
Lol k%’X%D4Fﬁ#W%L<iXTD4FﬁE¢ R EMR Y KT AT a A NKEHRH 5, FLiz
BIZEN L OHEHAHEII L CE 7 a7 Y UL (BUF IVIG) 217V, A2 Th - 72 3 Bk L7,
CEGI] JEF 1, 2137V K=Y (LLF PSL) 23R C, XIII A 7H8K 2 85 U728, B A R L 7=,
IVIG 1g/kg | Tﬁhiﬁ%ﬁ ZVEE U, PSL Z#iieii& T C& 7=, SEH 3 1% PSL JliEH I R D ARk 2 4k v i
L7z, IVIG 1g/kg % 2 [ETWV, SEARIFZTHAC L, PSL Z Wi T C& 72,

W ILDJER] & SN NARBERAE 21T - 72 BB 1 IX/ 5+ FBIBICT CTERIEO S A BB 2R,
BB AR I 2GR D 7o, FEB] 2 1L BRI M BE &+ FE IR O R IR AR D 7o, SEF 3 1L B RIS H
OB AERD, T FRIBIITIEE. RREERIE 258D 7=, ER 3 13/ MG 7B VRS 21T > TR Y . /MBI
DlzoTOL A, BERALI,

[£%2] HSP #EIAFIT T 2BMOERE L TR, AT a4 RV 2EE, XU JAP8E, o733 /97 =
ZNVANR Y IVIG, Y FAZTF U MR ERHE I TOER, WL RTET v A (d e
U, /N HSP AT 5 IVIG 1L, AT 7 A NMEAFBNTE L TAT O IIEFIAY 1993 FRI21X U Tl STz,
FO%IT, HEERQMLEREZRBDIZZDICAT A RPN EE X ONTIEGIZKTT 5 IVIG OFENA 5
N5 X917 -7,

HSP OJFEHEIT, LM NP ACE RS TSRS MENEMICES T ik, A Mha v
DEEA SN, HFHERNRET DL EZ 5N TS, IVIG OYEAREFIIRZIA S I ETWRWAS, HSP IZ
5L COPIRIEDNFIL, Fo ZREEZN LIZPUREADIK T, A MO A VEADOIEIC, HaPiko=E K
— 7R T A Z LI LA CHEOF R EICEL Db 0 EHEH ST,

[#538] IVIG 1% HSP HEABIIC R 2 H N RIGHWDO—>Th 5, SBIEGZER, SORIMMNBLETH D,
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0-37 TEEN I 2 RENIR X BRREIC/O— R EFAEL infliximab ZR IR SULEMTH o1c—F

ORIH FE', B KRR, e &F' 2 8 &5 K 81 fr ' I for '
AT ST AN B2 I B BIER M GmEE 2R R e,
ISl S

VBRI TS R RIR R NIRRT SRR R LR NE

BRI T SE R 2RI R e BT

W, 7 a—95% (CD) (2% L C3ERIAD infliximab (IFX) K512 K B @eh 7tk ® SRR RNME S
TW5, FEEiTEZREINRSE (PN) OEARRE I CD 2 E L IFX #5102 X 0 035 S iz — il 2085k L=,
EFI] 19 s BPE, 14 ERRREN, (KR, M8, FHICHIE L, 85 3D-CTA THFEIIROEEIT, 2R B
. WUNEEIIRE, OIS IR CORREIN T, B MRA CHXIMAE ORETT L LR A58, PN &2l L7z,
M TF AT 7 I ROV AFEICL VR L, UBRT L F=y ar BIOTHFFATY 2N LERZ L
18 3% TR IR & 72 o 7=,

19 mEly, EIEER & REWD 25807, B EENRERE CH -+ BB E2RO T 1 R TIHEA %
Kb SnintkE < | MEHRE CRIEN G EE 2388 PN FHREEVIC TARE & e o 72, ABEBRA Tl A MmER
MR 172 <. REES 3DCTA CTEINRECEINREEAS - PAZEITRD T, PN OFRITGENTE 7=, EEiElk
ENHBTRA T+ faEss « ZMEMEE K. TEE S NHESTRA CRITHREIGOEERHEL 28O 723, CD#
WHIEZE B 7o 7o, M TR -CRIE S S T00M L2, BRI K 0 I U=, /MG D 7' LRSS -
ST N )— I NBENTREERR AN T /IMBIC 2 F T DIBIBIERNA & HEETRE A58 7, Mk L & U CIRmEE:
Y BRI ZEIEZ 80 CD E W Lz, AV T V0 THFAT Y AR, O RERNC X 2 RFRIEEBIA
L7273, JE89R & 300 DI K 0 IRk SR E L 7 7=, Z D720 IFX G217\, &5 3 Bk X0 i
L RIEFT RLOBGE HFRO T, IFX Mk 52170 SIEFT O PRI 72 < (REHIN G872, IFX B4k 6 ik D
/NGNS CIEENMERE R A R 2 el LT,

IR & CD OA ORI S D23, PN & OAOFOHREFIL /R, KEFITIX, A F7V THFHTY |
REPEIZ L DIRE CTIHEROEENSG LT, PIIRE S LT IFX BHE2TV, ER - AT ROSELE &
G ICNIRSEI SR A 153 7-, B0 IFX IBRITE IR L Z 2 b,

0-38 ETISRMEREESHI SEBERBROLRH

Omm &' ff F' #m JKr' BE B K AT BR KD LW M
R B, RO

VBRI KRB ANRBRE TN R R BT R EE R,

AEMEE R R BN B R 55 A

[&] BEERER (UC) X5 FEOH AR TH D Z L% < A OB IC X D EENEE S
NTW5b, iU UIEEPUR JEGERE (APS) % & 0F LHEfT9 2 M i 2 38 7= sh RIS SE B R4
JEB 2188 U7z, DEGI] 5 B, FHERE © Q2% 37 mebF I REMRAREEIC CTHEL, [AE] 2B TRE X 0 i A3
Fifoe, 3FFL 0 1 B 5-10 [MOKBEEZRD D L 9127257, 4EFICEE, RIERIGO S HEEo 5
(1 H10-20[E]) 23810, 5-ASA (2 THR, WHSRER LY UC &M L=, PSLIZ X DR 4% Bihh LIERH
B U773, PSL ETFICEHBR LEBHE & 7e oo, ARTRE, SEEENT 5-6 Bl/H, JeREE Tl 4R Uz, i
e FR4E < WBC 12400/ul, Hb 10.0g/dl, PIt 69 J5/ul, ESR 28/mm. CRP 5.61mg/dl & RIERSTLEED V| UC HiE
FEIXHERE Th o 7o, FERICH U TRIEFT AR | IRFRIEIECH - 72 2 L b IMER ORI ZITV, BEES
MRA |2 CTHRAMEIIR OB/ IME &2 788 7=, ABithk & W FK506 23800 L7238 3122 L < FK506 % 6-MP (24 &
L=y, 2Dk b FHIBC RSO RIES GO EF7- 2RO 7=, Bt M EREOHEIT EH L U4 B rht
REEZRD, APS A0F L& %, CPA /L AFEZ MG, RIERSIT— BdE L7 23 Bs 3 7 AZICH O
B\« CRP L5 - I B A2 DT 238D, IFX 28 A L7z, IFX EALIII S 27 A RA DT T 2 38 T
20N, EHIE 5B AR 7= 2 L )25 TNFRSFIA « MEFV « MVK &5 2R LR RE 2B R ho 7z,
(i8] MR DOHEIT 25380 5 UC IERI Z B8R L7-, APS #A0FL TR Y MEHREDIFR & 72> T\ 5 AlkE
MRS B, RSO H CRIEERBOFE L RDN S,
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0-39 X EEMINRERFEHARARECESHULREEBESRICA Y ITUFIITHN
BWTHo= 16

OKE B2 2 /MR R a R, FER B, HR R B B
Pl #0E C TR RS, Ak e

VETIRER S RS NERL P REARTARERGE ANERL, P RUEIRT BEAEE /NERE

VEIGRY: BEAH LRI, IR R WG B

SEERE B WAL

[ 5] X EEHIEAMAZE B AL i A E I E 72 m e B C, NF- kB {HME{LICE4 5 NEMO (NF-« B
essential modulator) ZFIC XY, VT T ADBRENLESILVT, INFa 28V A M A VEAENHESIND, KKE
OB DK 2 BINKIEMIGRB A RIET D, B L NEMO KB~ 7 ZIIRIEM IR ERZ HIRISIE L, TNF %
RIRED “HRKE~ D AIRIE LW ERHEINTEY . NEMO Z5f ERO TNF o lZxtd 57 4 b—v
AR METLEDNIRIED — K & &vd, SRlbIVOIVTEHRMEORIEEERIZA V7 VX< T NEY L X
HEHMEAMATE BRI R R BIED 1 B & RBR L= T, T OREE RN Ui, DEFI] 118808, £ o EiE
JRYWERE . HEAYE N RiFEeE, AMRERIZAT R & NEMO B2 5 G505C (A169P) 723 0 2k E LT-, 4
e D REHIS . MERE SO 7 CREE, 8 CHER THISEEL, A7 rA R, v ZaXKRJ o, AV L
Xt— NOOFHBIER OO AR, [FER] KIBNHEEIC TR Y — 7 HRIRE & HEEMERESE, R A g Tl
., Feifn, BAZEREALOAMIIRE & . BEAEER TNF o PEAEZ 7807, F 72K M TNF o BPE T FIIR OB 22 B8N
& HEZER NEMO B 7 ORI RASTED Bz, NEMO AR E TNF a 2SRREICEI G LTV 5 2 L AVRE
Ni=i=, MBEEESOEKREZITTA 7 U X ~T7 2Bkb, BLEED S TR, MR L7, JEREIc
O CRIGNARSIAT R3S L, RASIM TNF o BrERIIE, EIRE R’ Uiz, 4> 7V Xv~7 7 [
HGglorr7a AR Uik, 9 B GZICATaA RPIETE, BIfED 7T~8 BEO G CHAKMER L T\ 5,
BeE5- R OAPHEIZIME 1 RO STz, [BR] 427 ) X~ 7% X HEEHMEAMAIE RPN S R SIEIC AL
e RIEMERGE RIS L TR DR RICH G- TE 1, BIA%ICHIEMEE R SGE L, BIRA Sasimd L
D, HIRE RN RIEM IR B ORIEICES L TW2Z EAVRENTZ, L L X HEHMEAMRLE RIEA
G R BIENPURE I Z BIRZ DT B G- HFITRYYEICH U CHORR IR ANE L E 2 5T,

0-40 DYFHIN BN TH B RESH LT Wiskott-Aldrich FEIZEED 1 Fi

OFhr fink ' BFM M\, Ko 30, BIR Bt IR 2L R BE L bl kY
INUR
RN N AEEE, RIS TSR

Wiskott-Aldrich SEfBRE (WAS) (35 AR0E, [/ MaBA W2 % 3 & T DS MRR ORI E A~ 42
JET, LIEUIRE OB RBEZ A0 5, FRCBREDENZ <, BIICEITICWZ 26 b AL ST s, B
A0 L 7= WAS SEGIC E M MIABRERTIC U Y o~ T 2R D T, fE6 ;3 mMOB IR, WAS T+ —f, &
FET 2 EE BAFIRE, RIEMAHBL L, MIRRAECTIIRE 7 a7 ) UREETH Y, EEE - W7 — 5 A,
AR, MER~—h—0 ERFE2BD7-, HOHUKRIIH HLA FUE, $T1 dsDNA HiiK, c-ANCA 2t TH -
7o MR, BEREZRD, M/ MR Z R L7 2s 5B AR 2 K1 T LS NIGEMRERIRB R L2 L=, B Ot
FERZAIF L2 Z L biEi MBS S v L L, BOPEBRERMIC2EY Yo~ T 2514,
Y IAAR 2 51T L7, U 9 85 2 8% DAtk D LR & & HIRATAIESE LT, 1B O Hs
TILEME SN DB CREFII AT LT, BUERBM% 6 7 A% L GVHD 13EE DA T, BTz < fH L
TW5, VY F =71 k% B OPUREAMSICHERO LA & L HICBRROEERALNZZ Enh, 28T
U7~ h—=7AD X5 ACHUR, FEEGEPHEICHEBES LT\ Z LR sz,
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0-41 HIEERENEITUIMVE Degos fmEE2 Al

OfiE &' B B ' JS B 'L KMl 2 SR v
BB Kb EERIFRR NRBE L8 =y

(15 5t] Degos Wil FJEsEdk & U TR 72 B Gl O M ZEME R i 23 2 B 2 JRIK R OFG e R BT [ER)
WRTIE 2B OREZBDDLOHTH D, BMEHIEREZED & TRARE SN TEY  IRFEICOWTHIELLTE D
DT, AlEl, RIBROBGEBBIEFICFERERBIZL D L Bbh b iz 0B Z2RO D/NEH 2/ L=, DE
) 13 e, R - ME0R - TR - (R, BEARAE - FIREEICHAFRL T RE ML, 125k L 0 KIET S NE -
T - IS CY BRI, REERF MR A ClX CRP/RIEDTLHE - PR3-ANCA O EH 230D 7, TEiEib
BB TRRBICONE AR LA, BRI R L 2H, 5-ASA ®AINRIC TERUEE L, 2
TR LR TH - EREERYE « Mg B U 72, 5-ASA IZ X 2 3RAIVENG % O ATRENE &2 5 2 #3811 L DLST
R UICSRE 2D o7, EEECENESICTE - + IO BEM A58, T 7 4 - @ CTICT
INIGBENRIE 25860 7= = b | THLEREIT R L O, 7 a— U R RO RERIE A B LT, RISARETH
Sl Emb AT aA RNRE BRI U7, W3O Tl 2 5 PR A EB N Bl LT, 5
OYERIE Degos JRICHFMMI 72 MELZ 2 L QU e, BREARIC TH/NENEF RN ARG 2580 70 > 243, B
HRAEIR & Hi>H T Degos 5 & 2Wr L7-, HEFIERICOWTIZAT oA OIS BAF TR D |, SEHE
BTV R=ya rNIREMKE L7203, AT B A RISV RS K ONERR O AL - BIEIERR DS B LIGHEIC
LT b, [FERE] DNRICBOWTHIBEFT RIS, KEICE%T 2 EMEE 280 2 58 1T ARE D
SIICHEBICREZ T T O MLERS H & Bbh 5, AEBIZEARDOHLE L2 BRIKTEm THOR
BB CTHERBELHL SN T LT, /INUEFOEMBILEEN D,

0-42 BefRMRICREEMRZGHUL 11 mKERH

O v "2, &3k fdr '\ KB 5
"= BT A TR ANERE, P BRERICEE S /AR

AL Fox i3 CR RGO ] CRBE MM R 2 & 0F L kBB 2 28R Uiz, DERFI] 11 R, BEEREZ
Lo BEMGEE, [BUREE] SR X 4 3/16 2 HRBGROITESZ 2, MEGH & FEEINATSER G4 G Sz, [
H. MR I K OMEREERE © B B, FEDRRE L7272 3/19 [ZIE T CAM 24U S 4 HIRICITfR
B, UL, REBOENR< . 46 [ MR AT UITFGEBEEE O ER 2380727280 AilE/NERA~E
STz, fiE AR Thil 2.8mg/dl, AST 10351U/I, ALT 16491U/I, LDH 6781U/l, v -GTP 1321U/ & E&H-L |
Wi, B4 ARG, 7Y FAU F U TIRR STz, ALT/AST SGEEMA 2 B/, 4/14 /NSRS & 1%
5%, 4 A TR DM 2 3 2 VM & A 0F L KL-6 1% 41891U/ml £ T EF L7z, FHAlZ T Tk
(2 PSL Img.kg/ H NARBALET 2 b S MZ L <, mPSL 7V AIIEEAT o Ttk UBECHRNABL L 7207z, [#
BRER] R DA NV AGURIIT R TR, B b IgM EME, B RS 1gG 1250 5, B R/SLAR Y
A VA IgM 058, & b7 LR A L2 1gG 041, 77/ U A LA PCR [&1 HHV-6-PCR (51 < H CHUA > ANA
40 fi. #Tss-A FUA<5.0IU/MmI, T LKM-1 5ifk 109 (16.9), #i3 k= FU T HIK<20 5, HLHEARHLA <
20 fE<ZEDOM>E/LE T T A 399mg/dl (37.0), MHEH 187udl (130), 1gG 727 7 & (1gGl-1gG4) 1%
I < A RRERERE > (228D ) VBRSO ER D IR 2 580 AF RERCAFERER 1T/ B, PSR
JERL TWD25, /NERIEE IR TV D, [BE] NECIIBE CHERBRIETHD 2 L2 b, B O
IR OFZWH T B AR RZ W de L OBRAV2 T ISR & 22 1 UE 72 B 720, AJERTIX HHV-6-PCR (51ETH D Z &7
O, YR K OFERIE R E OB DOBR NP E R > TRIE L TW D A[RetEn & 5 & b,
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0-43 RZRIT7F IV IREEHTOROVEY Hilk (aPS/PT) B4 TREERIR M2 EE
BH3EUIc SLE BIRD 1 61

O HRIE '\ #& Mot 'L AT 150 0 HA L RREE R M st BRE R M2
FRER MR R

VBRIETINLRY: MR TR S ERE Y — NEREERE Y —,

PRRIRTISLRY: @ BE NERE

PIMEE R REBE AR TERE BRI S (R B

JEBNE 14 5% 7 700 BIR, BEARE, FHER AT EEIL RV, 105 1 A RFICEAERD -, ITEBRAFHET
FEA 2 AT SAVEHORBUE, LB R IAE, $T ds-DNA FUiRBRE, PUHUEGETH S Z L b
SLE L2 &hiz, = D#%I%X PSL9mg/H. MMF 200mg/H TEHL S, W4 4E 6 NHRGB L Tz, 145% 7
DH BB, ARRBEIETRE 280, YR 222 Lz, MEHBAFT ¢ WBC 7700/ul, CRP 13.4mg/dl T&H v
BIEYYEZ SO ARE L, CTRX 052 Bth S 7z, ABE¥ BIZIETA TIERR 2380, A OIS
¥ CT ZhifT SNz & 2 A, TRENREN D &4 KIEFFIRIC & SIMAR A R S 4L, REBFFIRIARIE & 2 &
A7z, D-Dimer 2.6pg/ml TH Y | BED L7 Tholo, BWHRITESLHITA~NY A X DIEREAIG S iz,
ZTOH%IFT—T7 7V oF5LH SN,

MDA & LT protein C (HUJiR &) 57%. protein C I&ME 74%, proteinS (HUJFH &) 105% TH ¥ | protein C K
FJE. protein S KIJEIIHZE Th > 72, MARTEFIRK DFRIERTD 7 4 v —H1IZIE APTT, PT-INR OIER (T
ROONT, V=T AT FaT T (LAC), B2 U aruT A AR A F ) EUHUR it
TN H ) B PR 1gG 1T ORBE TEMETH 5 7272012, PV VIREHAIEERE (APS) IZ1FE L7V &
EZ 5N TV, L LA PEElRIE D FEIERFIC APTT43.9 £, PT-INR1.39 & B DOIER 235586 57272912,
FEA X4 aPS/PT—1gG 18.5 (<1.2) L @EIETH -T2, 3 MAZROREIZB UV TH aPS/PT—1gG 20.0 & itk
Tholo, AEFNIEFITOIND APS OREAE TIZRFE 2RO o705, aPSPT—1gG NEETH Y | (Mite
JiE & ORI 388 < Bk, aPS/PT 1% Sapporo Criteria (ZFEHEIZA2 VDS, BEMEDIEAITIL APS (ZHI L 7256 A3
METHD EEZEZ BT,

0O-44 MMM ER R CTREL, BB RICRKITE LT ZE BRKEZZELE
SLE O—#l

ORIE (KRR, i K—, A ok, B8 B, 40 T =80 2E7 4 Bz,
R 1
M T SRR 2 Rl /LR

[55] 28z ) 5~ b—F 2 (SLE) B\ Tkt M MERBER DA HF (SLE-TTP) 23FilZi88
DAL, SLE DIFEhET RSO0 Y U HREHUAREERE (APS) | evans SEERE & ORI MLE TdH 5, TTP (Zx LTI,
ARSHIRIE L AT oA FIFERICIZ, Y7 uaiA 77 I R, VYR ~T7OMMERRESH W5, Al
SLE #IFEEEIC TTP A 0F L. Rl HIC KT & EFE, RFEKELZRE L, V7R A7 7 I RNV ARK
% (IVCY) FHRE A CTEMR A SRR 25 L -0 CHET 5, DEGI] 9mPB IR, 2011 48 A, FEVL B
FIALBEIZ 5] & X, PRIVAIE & (REHENZ RO nIESZZ L, JLnERED & EmrER L, BRI T, simE,
EAREZRE SN, S5, PUEHUR 1280 %, HL dsDNA HifK 400 HALLL . (KAFAIMSE 2788, SLE &
sz, A7 A RV RFEEE 2 2 — 217 L, /MDD & RE B OUGEE R 2 80O 7225, FEVE IR
Wi, BIFSRERE E A R U, M/KEFRE 23 HEBL L7720, 9 A EAISBHERE & e o 70, S X 0 iR ek 2 78
WTEY ., ADAMTSI3 EMES 27% LT LT =2 & v D SLE-TTP 2V/RIB STz, YUPbsighE, A7 oA K
TERIC K0 LMERECD | ARA R MAE, T dsDNA HURDSGEMN 2 7885 T2y, BIRIER I FEZ 1 5 B AR
EORGIN A, FKETE., BETRIE, FREKIEEZ RO, SLE () MERFE L L— T ZABROIFE L
ZWr L, IVCY % 2 BRI T 2 B 5 21T WIER O EMA 7=, £/, [F4FE 11 AIZHETT L 72 & 48 TlE Lupus
nephritis class Illc T&H > 7273, Z DR TORIUE TIE TTP % b3 fiAe<0 A ¥ 0 X 7 A OFMRIRIIEED 72 )
o7z, [BE] SLE XS ERIEREZH L, £ OREEOHHR IR REE A 15D 5 23, TTP CIXMEHELE DA
HEDSGERI SN TERY . ZORENITEELZ2 65, AEHITH, SLE-TTP OAPHI LV HIWIcHEE L7
73, SLEIC X D IMERFE LN —T AERITK L, FHIVCY BEAIZ LV IEROSGEZFRO T,
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0-45 /iR % O89S hICHERIRM T FZE I o SLE [CHEH L
I A% 1 I /) VARG A 1 SE BEAS (TTP) O 1 6l

Ol 45, B Efd, 8 EE]L AL 4FER, S5 SR
HWHPNRREERR G — Y RIER

[(ITU®IC] TTP i%. M/ R, Bt m, ek, B, BEEZ 5 8 L, /e X 5l
EEL E L THRETH D, IWREOF 1 EIUTMIEH (PE) 7228, PE BRI/ IMIE FAAERITE Z V155,
AR I 7 i IR 22k LT TTP O FBIRITKRE L SRR ILAEAZH (slow plasma exchange : SPE) 179 Z & T,
i/ IR I % [F158E U A3 72 ATREME DS & D IE B 2 188k U=, [IEFI] 10 ik, BakbEE %2 E5RICTE 2% 2%,
MR ~HRpE & e o7, TTP O 5 &=L, 2T 7~ h—F A& L7 TTP NEbiiz, A7 1A
RIRIEICIN %, PE I X DIRFEZBLE LT, TOHKOKEE T ADAMTSI3 iEMEIE LI%EETFTLTEY ., #T
ADAMTSI13 FUEDBGME T > 7o, TBRBARTO M/ MEIE 0.2 X104/ul TH Y | #H D PE TIX Y A7 AE0H
R LT, D72, TEROFIEX Y b MERLBEE 2 S ¥72 SPE %, Mz E=4Y 7LD
DRI T, £ OMIM/IMEL DA BT SPE F1 0 M/ IMrEIE 12 FFf##£ 7Y 0.8 X 104/ul, 19 KffE#£IZ 3.6
X 104/ul £ TEIE Uiz, /g 2 S8 &35 Hifid e -7z, 2 B B U R & ([CASHE L 2 7=, 1
IMRENEE LT Z L2 MR L A~ A E DI ATF AT R=y a ML AR N 7 a7 4 A7 7 IR
NVAZBIE LT, 4 HHIZPE ZHIE L7203, ZD®%OIFBOE(IT R D> T, [BE] TTP 13/ Wi %
WD 1oL L, 1BEOFE 1 RIRTH S PEILS S5 M/IMOBDER L 5 DAalRetERnH 5, LovL, TTP &
FA~O /RN Ae 2R T D fERMENH 0 | MRS 5 X L STV D, SRIOEFIX, FKEERFL D
FINZI/ MROME T LTz, SPE A7z L 2 A, EHRDM/IMIOIKR FIZE 7232 &<, WENSKEL
7oo TTPIZKIT 216 A2 KLV E&ITITH FEELE LT, SPEIXBIRED 1 2&720 55 527,

0O-46 NRY =TV VERBEEEDREEICHI IVIEY UL ABEEOEMMEE
ZEMEDIRE]

OEWR E&HET V2 A /S, il BEY BB &L L =8 &M B
B ZRE L BKIE B2
Mg WOz U g2 R B2 T4 L e B!
PTIERE KRR SRR NRRRESE, P TIEIR Z S LR 7 L X — - BEUREL
ST HE R E RS W R TS T - RIS, T3 K2 S I B e 22 B A i

HrE W o — 7 VEBERE (SS) (21X, ORI O K 5 ITHENL SR #3720, Zhuid, JE
ROMANZENRKE < BHERD FEROEBF ITITROGEMHIRIETZ EN 202 & | MERES S 2% C—
BEIRERIEEZRE L S3L W ERENFERNE LTHITFOND, LvL, BEICEITD D b OO~ IZIRREEN
T LT B D7 2 D NOIEENRME L E 2 L0, BEEORENEYVINLEE T, 6%
DAV T Ay et RBETHILERNDDL, ITFERPEORAN SS BEFIZBWT, IV I EUIZLD
BB ERIZ LT —EDNREDH D Ll STz, IV ) B /NERER CH T Tlor— 7 A B R TH
HAENTWaEAITHY , BHERH L2, 22T, B/ SS BEOREEICH LT, IV IBEUIZE
DIRIFE ATV, T ORF AN - 222 Uiz, i85 Hik bR TR R E LR N RH @3
% FIAEAEHD 16 & AR T 1999 4D JEAE BUE 2 W e - Y 72—k Mk SS BB 4 4], 10mg/kg (Fiz K 500mg)
DIV Y a2 BEEEANR L, 1 FERORERE TR - MERIRERE, ikmET —2 2Lz, K
I TIERFEFHM BRI LZ B S O&KREZG., BB LOREE L LIILFEICLLIFAELSG. &
B EMORBREZK T L 260%. MRIS T 225 7 4 —OFTROWE., BIOWEGNRY v F 27T 7 Tl
AR EE DEN 2 BTz, 1 BNEIBERBRG T CTH D03, 6 » ARFIZIT 7= MRl > 7 1 7 F 7 ¢ —HT ALIZ
BIARE L D EGE L T\ e, 26 36T, IO AERFRILRO R o712, 750 O 1 Fli%. NIRBRGEIZ
BB L, RBRATIE L7z, S 2V B ol 2 G OOV AHERE) 12, /NE SS B O MER Rk
ErWETINENS D LB DN, 5% S BITEFIEZ S L Coms, EEMHEH TOREMEORE
NETHD,
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O-47 Ails R PR BRI A 2= B2 BB S e R C3 RIBE B MCTD O 1 55126

O HE | I WE4F ' n JEx . fam B2 KE A
VAR EAEES N AR b N 34!:{1&Lj<% A /N

[T U DIZ] e R KIEEICIIBER 2 G0 2 2 & nmbhn Ty, %<1 SLE () Thd, 4l
T4 13 C3 KIBIEIZ MCTD 4 0F L7 1 BIRGIZ 8 U=, [EFI] 4558, FEME 336 A, HAR
i 1584g. # 1 1. BEAERE . IRFE (2.98SD). EJFW“FiﬁL HYGmm, Lo MRS TRER R 25 D |
BURIEE 4 7% 4 o A RFICAZREREA 1T K 2 RO I R iR . BUAEAINTG IS C— B L7228, Rl R IR D 5895
BHOBIZALEE, fHAMEAE A R & 7z 72 &bfﬁﬁ%noto [HA s 5] WBC 4730/ul Hgb 11.9g/d1 P1t 37.4 75 ANA
320 fi5 speckled $/U dsDNA 4.61U/ml $t Sm Hifk 32 £ Ht UI-RNP Hifk 16 5 U U~ ~A R 116.11U/ml $t
SS-A HiiR [afEL—7 A AC 1.04 5T CL-GPI 0.7 $T CL-IgG 44U/ml it CL-IgM 5=$T TGI8IU/ml TPO-Ab
721U/ml C3 <0mg/dl C4 15.2mg/dl CH50<5.01gG828mg/dl JRIRAS : B 72 L B4R B E AT ¥ 7 A5E
DOEFEJER BV | 1gG, IgM 23 AV 2 F 7 AT, B TIIEA X0 A5 D A ¥ 0 AE
LN TFIEA S Y, Virus-like particle Z££ 9, C3 KBS T-HZE : IVS11+5g>g/a IVS12-1g>g/t ~T A

[#%i#] Raynaud JEHK & HT UL-RNP HUABRME L W MCTD & 2K L7=, MCTD (2O TIEZER O RS IEBR R
BOHTH YRR EITV, C3 KIBIZOWTT 4 7% F THIBYREN e o T e DD I & LTS, [B5
FHARRARIE CIImEE AR ER MR TIC L Y B O R BN S SN H Y | R C3 KHBJET
1% SLE SiEMR, FEMEIEFHMER 2k DME DL\, AIEFNT MCTD && 2 bivdH3, SLE f“b:@%éfﬁ%ﬁzmﬁ@ﬁ
RDVEND D, ETRFTRICEF IR0 AR EEER RN TEY | BIERO R LIRS LET
b,

O-48 FhEh ARt S M EENDRISETTUTIS 1Y RAEE LIRS MRS B (MCTD) d 1 41

OXE A2, ik e—8 ', 1Lk E%Tﬁl Wi FESC ! ke —BE Y A OGR!
VIbRE R KFEBEEAATTER NRR R 8 P ALBR AT /AR

(5] IRAMER AR (MCTD) 13/ Y o~ FHEERBOK 0.3~0.6%% 5D 5 ENREETH Y | £ 20%
AVAN'GE: ] _%%f“a“é & END, AEITMEARME S MELE (PAH) O&PENEMTHRERET2EERKNF L% 2
LN TWAENARITHEITT 2T ENTH 5, 4 EIZHIC PAH crisis #A0F L72 MCTD @ 11 ¥l 2B L7~
DTHET D,

[iEEI] 2000 456 H (9 ) X © Raynaud BLENHHEL L7=, 2009 4 12 H (10 F) (CRYERICNZ, 8 « T
OfERE, Pt RNP HURBGE, FIEBEEIRE (65.6%) 72 EOPT R MM/ >7203, SLE BRATR., Z3Mmh%
FRAT IR O, Mg CT, L\i:%ﬁﬁ%ﬁ%% TR 7o T, Z D% 2010 43 A X Y CK fEAS 3001U/1 &
& BH L, BAIEE O MCTD Wi R HEA 7= L=, 2011 £ 1 A3 (11 ), ek, BEE TiRickest ks
Zio Ll Eilxigich-o 7175%&%!;%& ST CIUBIIE 7= < B LTz, HE Xop FDEK (CTR 68%)
R, b a— RO ENZIFEE T PAH &2l L7, ALE I PAH crisis 7> HOME I & 72 1) ICU CTRRFZ
P LB 2 7 H . %%Eb\fﬁi%ﬂ%’*”)\ﬂm L AWEEE 4 HRIT o720 PAH IZXI LR T 1 25/ —)L,
VT F T 4N, R ORGERG L, IUEHMBIREIEE=42Y > 724 L7255 6 7 H O 60mmHg
225 40mmHg F TR KT Lz, 2 EAMEER LR 1,146pg/ml Td - 7= 14 BNP & 10~20pg/ml F T

\ZAKF L7z, DIC, ffitHif, BRSO Li-odkd# Lz, MCTD & BV MERZIZ%F L mPSL L 25k & %
Wik & LT PSL #% 5., IVCY J®iL%1T-7-, PSL. 7%%¢7°U VAT TT 4, R E RTTE AR
ORNMRIZ XL VIEEE L, BIfED PAH, FEMEMIZ OBEIIFRD TR,

[*5%2] MCTD (2&0f3 % PAH I\ T im%ﬁﬁﬁ&m@ﬂﬁ;@ KDRT ) == TRVETHDH EESNT
WA, AERNE 2 [BIH O 2 —KA O/FTIZ PAH crisis 28 2 L7z, D@ 2 —RE SN2 EERER A1 E BNP
72 EOIHMRERARE 2 MG o7 PAH OERIO R 7 ) —=2 7 L BIRBNEE CH L B2 bz,
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0-49 IIWTFIAINET I TIEY T OHRARENZINUTc /N R B FTE fiis M E D — 51

Olrm B— ' Ll B—B8 'L KB AL SEH G Ml A8 K AR
fedk RS ' A W B L Mm EA
VEREINE RSB 7 L VX —BERRE (SLE. B Y v~ T NRY v~ ) CHEIIERE

[IZUIC] i ERES N DY U~ FHEEBIC S @HBICEOFT 208, ZWIsd L AL TiEEny, 1Ek
XTHRRRTH SR, ITFEOERYFIEOESRIZ LY ZOERIFF SN D, DEF] 13 &R, 7R H
CAREEIF R 2 30E U, 10 mRRICHBT L CL— 7 28R Q+54) %8 L [SLE 3 X OMimE ERE] &
W S, RERGEE (A TFAT L R=yay « SV REE, VI RKRAT yvA RSV REE, a7
= )= VBEET7 = FANR) B X OEEOIEEBRFRRIEDS S, 12 s FENE S 72 DN & i
IZBW T =R & ZRPIEZED LR 2D, HEIWERAEEIX 60mmHg & SETH-72, DD
F i H T —T WA & FEhi L, 2o B R 43mmHg (Wi &) £ 00 E #8615 25mmHg LA E) | B & #t
711.3dyne - sec * 10-5 ([FIEF 1T 240dyne - sec » 10-5 LL |) ZHEs8 L7, Overlap JEfE#E (SLE, REHPEME(LAE -
FRBED) (ZAOFLMim i EEORZK O L &, T+ 7 40 (60mg/H) BLOT 7 Ut Off
LEaBbs Llc, SR T F 7 4 VB 6 5 At OA 0 7T — 7 VR Tl LR B IR 2F 25SmmHg,
Jifi & X5 524.3dyne - sec + 10-5 £ CTOUENMHERINTZ, ZD%, T 7 VB Z ORREZBEIMNGH L,
DR 5 I AR A C OHEE DGR IIA 58113 33mmHg & & HlZek#E LT, [B8] /WY v~ FHEEBICEIF L
fiiE M ESEGNC S L VT 7 g v T o7 Ve 2 o Ot FEEEZ FEE LA CTH 7=, 2 IR 6 »
ABOELIT—T VORER LG THRET 5,

0-50 e AE DFZBERETEICSH1T S MRI OB RS

Ot —ik, ik &, fem &, Wk m&, KR Fh, 2 Il RAR $ro | ] #1
FORERR T /N

FR R PEGR B2 iE morphea (X, /N - AEINC AR T 2 R O R JEm b E B L, KE, & TR N O 5
JBE « AN R SIRAORRHEIL 2 L T 2R TH U | 1. BRIRREUE, 2. PLREBRBIEFREAE, 3. BRI
JEIZ SIS, LA/ —hEdk Raynaud’s disease RONEIFZE & K & | BHPEIREE & IXRAR 5B L ST
7o BB METREZE & g U C/NRIZEIT ARIESEITE < . 20 UL FORIEN SRR L4 55, F
7o, EMTRIZBGTH LD, KEBHEEZOKISON « BMAGIHC L AL L 1772 L lERESCER
1 - BEBER 2RI A IR 2 £ 3B B, RISMETREZE D o BERIREEEE X, M2 LIEMTE OALEE E 72 1372 0E
ELTHEBLL, REEZEIBEBEE 70D, WURITHBE AN 2 &34 < | lirac ling & FFEN D, #ITE & BIC
O R ISR A L, BBIAE O Z 1 o SRR 228 L R & 72 5, 023 T lirac ling [ZVHRRS 5 &
& BT, BFITFEMME & 2 a3 2, E72, BEEROE O Ma IR 28 DU O f ZEa B IR A2 2 FEV . BREERY
PEEICWN D, TR, BUFHAEOFETO MRI OFAMENRE SN TETWD, SEFH LT, 4 FROK
JERE LM 2 SRR U, 8 AR CHREIE & 2 W, MRI CRIEBAL DO FHREDZEME & B BER 25t - 72 17 1k & 2B
L EFEOGEENDIERHEL L, ARk, &5 E CICk SO ZiR0 ., AT L-fS, BRRR
FeIE &2 L. MRIICCREETR O AT 27807 13 e Jiplo 2 il 2 #85k U7-, SEBNZSCHRNB 224 0 2 T
H1 5,

109



O-51  EEWEEHARMEMHEESHHICHS 3107% BAFF 541 APRIL OB

O/ IETE, EARY fipk, BAs —ak, /bt ft—
fEMRS: EEES /N RS R

[ HA9] BAFF 3 X O APRIL 13, B MO L B /e Bl & B =49 R A > TH Y. BAFF [ZHOW
TEegM Y 7~ b—F A7 X0 B CARERBTOH CPUREEL ~0 B 25 ST 5, RV il
T B OF LT R R BT 5 i BAFF 35 OV APRIL I W CHR L7z, [51E] e i %

(AILD) 9 f5il, ZH DI ORVEMEMIZE (MR MR F 721 TR R M < V59 L 7= M/ EMEMIZ%¢) (CILD) 13
Bk L OMVE MM RIEE DM (NILD) 14 $lOLRAFMIE 1 > BAFF 3 J OV APRIL %4 ELISA THlE L7z, Hf
R BEISKPITHE L 7251 MDAS HUiRfii & OFBI b iat L7z, [#55%] BAFF (%, AILD 2% CILD LYV A&
W@ o7z (p=0.0078) 723, AILD & NILD ([ZHEZITEO -7 (p=0.0645), APRIL |%, AILD {28\ T
CILD B L ONILD L W FEICHEETH - 7= (p=0.0041, p=0.0018), MIE MMz A OF5 23 510> BAFF & APRIL
\ITFEWAERE 238072 (p=0.0046, r=0.36) 7%, PT MDAS HLiAfE & BAFF %7213 APRIL (2B & 772 fHBE IR
Wiphoio, [H%2] BAFF 3L O APRIL 1%, JDM IZ60F9 5 ILD O T#% % THIT 2K & LCTH MR fRE
LEZ N,

O-52 ST OTUVEE (IVIG) AR LI #ia it E FER BT X (JDM) 0 3 i

OMHE =4k ', WA KL M mE20 £ 3!
PRBRERIRY: NREL 2T b/ NER

[1ZCDIZ] IVIG 1%, #EEMEDZIRFHR/BER% (PM/DM) (2% L COAIMEN RS, RFBIZB N TH
2010 % 10 Al AT 1A FEHIPED PM/DM O FFRIERIZH L CREFIEDNRBEH & 7272, YRR L
7= IVIG 2385 L= #EEME IDM3 Bz > E Wt 5,

[FEF 1] 5 5B, 2005 48 12 HITHEHE, 2006 4E 4 A2 IDM & 2Wr, T Jo-1 HUARaME, 2T v A R L%
JRYE (mPSL 7V AJREE) %, XX A X 2 0.1mg/kg D % BhG UE MR L 7= 23R4 9 A ICHE%E, mPSL /L R JF
HE MTX 2Bt L=, MTX 2 AZP IS E Loy RE¥ o 0L 2 % IVCY) % 3 [@fEfT, 2007
1 AICERB L RNEL LT 729 IVIG 2T WVEMICE 5 7=, 2008 4E 8 HIZFHHE L. mPSL /L AIEATT
VW, AZP By 7 AR Y v (CyA) [CEFE L, MTX ZiBIN L EfE, 2010 45 12 A2 4 [A1H OFF, mPSL
2L ZRER B W EE RO T, IVIG ZifT L CyA b2 71 ) A& (TAC) (ZAH, H0TIER Tk #E L,
DI T s fid 2 HEFs, 7pds. 2011 45 1 AICHFEE O 7= MTX X1k L7,

[5EE] 2] 11 %2R, 2007 4E 4 HIZ3AE, [F4E 7 A1 JIDM & 27, Hi Jo-1 HURFEME, mPSL /<L A JE1ER
7L R=>nr > (PSL) 0.6mgkg D5 % Btk L — B EME L PSLO.4mg/kg (ZJ8f L 7-Kf il CH%E L7-, PSL &
0.5mg/kg |ZHIE L MTX Z 0FH L7223 83, [F4E 12 H 12 IVIG 2 Hi4T L CyA Z0FH LS E AR L 7=, 2011
1 H CyA Wik, [A4E 12 4 MTX Hik, H7E PSL s,

[FERFI 3] 15 B, 2000 45 7 AZHRAE, 9 HIZ IDM L2, RIEMEMiZ% 2 60 B Jo-1 ik, mPSL
7L AL . PSLO.8mg/kg, AZP % B, ARIERITEE Lo, MREIIARE Ch o772, AZP % CyA
\ZZEH L PSL Z#Mik, LasL. RVEMEMiZROMEZFR® 2010 44 A5 IVCY % 8 [AlfifT L, CyA % TAC
\ZZEH L7z, 2012 42 A, &5 HEEE, i KT, BEfik, (KERD (—8kg/fF) #iRD7=7-% PSL % Img/kg
\ZHEE L IVIG & 61T, MEfTEZ DR, BEERIILE Lz, Ltk MTX OO Z B8 L, IiRA ik,
PIt% PSL % Wrisi .,

[#55E] IVIG 2N Eoh U= SRR AEIE R R O 3 Bl L=, £D 5 H 1 FIIREVEMEMZ& I3 LT hi#E
RN R Z BT,
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O-53 FROMREBRICHKELH MDAS HiAE OB MMAESHUIC
EFEMERBEHARD—H

OfH #AT '. WEK B MR BT R IE#R ' SEH B AT BE
"EPURT EFAREGII Bk NER, P H B/ NRIRMEERR AL ¥ — R R

[1Izr®iz]

L MDAS HUIRBGIE O MR 213, FEMEMZR 2 mRICEOF L, REERIS S 20, AT DFER
FPRATFIE L 7= VB PEMI 28 2 & 0F L7251 MDAS HUIRBE M O FEMER R i 25 D 2 i & 2 1B L 7= D CTHAE 7 5,
[iEH1]

2B, OF 8 A EAICTRAIBICRA L, ZOBEN & BB 2 0L 2R, 9 H FTANS T
OB IMET, 10 ANSMEAEZRD, 11 A7 BRICEBZ22Z2 Lz, WMFICTy ba U8E, RO ikE 7
FLBE, TR ML T 23 M4 Tk, ik 34.0mm/hr, CRP 0.0mg/dL. FDP 9.1pg/mL, FDP-DD 4.4pug/mL,
7V K7 —¥ 9IU/L, CK45IU/L, 7 =V F > 307ng/mL, KL-6498 T, il CT Tix, AT EEMIE T, & LiE
M, A FEEICHUIRE 2788, T MRI Tk, ZKBRTEHOIZEEEEZRBO, ZLORENG,
BN 2 A D LT BAEVE R R 48 & e W L=, $T MDA-5 HUIRIE 83.3U/ml L1 L Tz, 11 A 16 H XY
AT RV APEREE 27— EfT L, 7L R=Yr (PSL) &7 u AR 2 (CyA) T KL DHFRRE
R L=, BB, MAMET & BIERMICSEE LA, KL-6 1% 400 DL EOEEL e L. Es CT TH %k
OWEEBEOT-720, 12 A 30 HEVD, v7uar74+A 77 I R2ULRA (IVCY) EIEZEBINLT, 1BFEHLE 1
B AN SHRAIZKL-6 DIK T 2D, 3 7 — V& THICIIE CT TRREIXIEA Lz, IVCY #iklix 6 7 —1
fEfT L. PSL, CyA WARIZ THREEBIZE L T\ 523, HT MDA-S FLiRiFfat b L, BRRGER b Z2E L T b,
[&%]

AIEIL T A RIRERTH 503, ARERCTIEFRHZWT & 0105 O ) 7 PIRIERIE AT 9 2 LT K0 BLfEH
BT, FEBOFMICIL. M KL-6 fE3 X O MDAS HUIAMHIZIEF A H Th o 72, AIEFICIETE N5
FEBZICIIEL TR Y. L MDAS HURDIREE~DE 525437 5 9 2 TRIBICE TIRER] & b,
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P-1 g SR RICHLTTY T ULRTEEALICE SR EF IR MRE XD 1 6l

Othf fR3e, K Wi, 4 FF, =47 HRE
FRRSL T E LA U v~ TR

HEEVE O 2RI R R R (s-JIA) (2T 2 EMFEmiAl L LT, &I by Y X~7 (TCZ) %
NS ZEREPETIET RO TH D, Fexr D5 20 BORFZIZBWTERE LICIEFNT, #HRMED s-JIA T
TCZ \Z LD F GRS HBL L, BRI G CREECE 223, ZOBFFPHARNHII L, TCZ 2 IEE X% %
1720352, AlEZE OEFD, 2HIERE L TORBSLKEE TR DLV H OO, ZESOEERIFRT 57
DT XY LT (ADA) IZLHIEEEEALIZO THRET 5, JEFIE 2007 FHIED 6 B L, PSL TIHK %
BT 5 b, PSLIENNEETH Y 2009 45 7 J112 TCZ ZBikh, 2010 45 1 /1 8 [A] @ O F 52 TCZ i
FEILRIE DL, RHUAB D -k, LI PSL &3 27 a AR Y A (CsA) OWNIR TIRR Z ks L=, %
ENIER O 22N BB IR AN EAE ) T 0 [F4E 6 H MTX OPFH ZBIAE L. 2011 4E 1 311X R I3 L
72o PSL OWEE X~ 7223 4 HICBAFRZFIR L, 9 AIZ CsA & MTX # ki L->> ADA % B4t L7z, BIHE
ROERLOIRUGENHHIL 11 HIZ CsA ZHIETE 72, LML 12 AICA 7= A B, ADA O#h
FHENCEEIT 2 o TN, T OB AR L 201245 1 HIZ CsA 2B Lz, & O I(2IEH: « FHEER O
[CRBNERGE L, s-JIA OFREHWT L AT v A RSV RAREEZIT- 72, BB L OBEEEROSEEZ B
ADA O 53k LTz, T OBEFCHNZ < BEER O Z RO 72, ADA X s-JIA DRI L THA
HTHoTN, TOHRIT I TH -7, Sanquin £t (47 %) ITHKIH L T ADA (249 5 Ffnpiiks &
O ADA I R 2 JIE LB FIRERIC 81T 5B L E1TV, & HIT sJIA 1T 5 TNF -F| OFHPHEIZ DN T
BRIICE R 2 M2 CTHRET 2,

P-2 9 SEEEREF/Y A F AV MAEICH LB VR A FiBEREEEA TS
EBREFHERFEIERBEIR (SJIA) D—F

OREM FHH, fex K Jo, TEK ®WiE, R HE
PSS Z EH ERYE 2 — R F

BEIVIBE Sk 8 MA DI, 25k 7 W ARPREL (aREY . FZMBL, FEICT sJIA 238611, NSAIDs (T
X DIRENBIA S D B EMITITES T, 5 315 B S Pialbe, FFER, MR, R~ FEIE AR
DHDHEBERD D, RET — ¥ TIXAMEEL, CRP, Rik7p ERERISAEMEZRD D, 72 F v EFIER
< BHEEGLALNT, LLEND SIIA L2 L, 534 9% H LY PSL2mg/kg/H BikA, MLiE CRP EDIK T
FHLNT, BESKZOUELRE ThH o772, H38HH LY AT 1A RV RFHERIT, 7SV A%
ORI E L, PSL2mg/kg/ H CHRIFEIEA KT 7223, b e RIERIGE O EFBRD Hiv, AL AL
ND LI OBERAT v A ROV AFERAT, € OH% b RIEKEOEEN A+ THY A7 A K
WENSSHONETHD LU, B8O MHE LV 2 @D ~v Y X~7 (TCZ) #5 2tk bk
JESOGEME(L L, PSL % 12mg/H  (Img/kg/B) & Tl L CERBL,

AAKIZT Tmg/H £ T PSL A& L7 Z A0 L BEMEERAHBL L, migHia £ IL-6 ° MMP (matrix
metalloproteinase) -3 @ EH-ZF8H7-, MRI TiX/E - F - JHBHEI CHIEORIE & BIETR OITR 23380 b7,
F7o, MIFIL-18 OFEMELEHE L., ~7 17 7 — DIEMHALEGEE (MAS) ~OBITHBRESND A M hA v
T Ty A NTHoTl0, 420 AR BIE1FE610H) I 7 aARY COfHAEZBMS Lz, Mg
JE% 120~150ng/ml £ T EIFCTH 7 —% JEROUGEIZZ L, Skl AR GHE2HES0H) k¥ rnm
U LA LTz, BEfER, LDH, MMP-3 72 EOFRZEIZIN % IL-6, IL-18 #IZ U ET 5% A M7
277 AVHWEICEZ LN—F, AT A FOBERE TR RORBEHEEAEORIEH BN TR . X
TuaA FEEEZXAHTDIZS5 4 PARELZD VY R~ FRNRZBRG L7, 3 Y R~A FEAICY -5 THEPE
WNiREE R B S OAGE, EAEFBEY U R~ FEARES AT A (SMUD) OXEE/ T, Ri#EZE ORE 215
7o BUEMRBGAS 3 AN RB L TEY, ERBLIOEH~ — I —DOWEEMEZBO TN D,
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P-3 2 1trisomy [C&HtUTc RF 1t CCP AR 1+ 2 BIEREL JIA D— B

O Sl 'L 2k BE='0 Sk R =48 WL Sl B I Rl R see
(Ean e ER T S
VERESTHAL IR T RSFRT ANER, PIRETHNL IR R T RFRE AEBR AR N AR

JEB] : 6% 4 » AR, fERG 38 3 4 H 2128g, 21 bV VI — L ERFRXEE, B2EET T v 7 (EigH
WBEGERER H Y . 159 » AFFCEERIA, ~X— A A — I — O 2 ALK T, F7- RIS T Es 4
L. 77—V WY, 2002 4F 4 H TR, A FARBEETR Z BRI YBeRast ka2 =2, 5 D7 ile s
< fRiBlER L S, 5 A BRI, IR & FARICZ 2 L\ b, AR TR OF 2 BAR
Bt Cd > 73] B e BAFIIEIR ITFR D e o 70, 5 A TRAIREEREF A, £ TIKOBITHAH V. Ao
72, Ly M URE, MIERERTT, RERG R Z2FR, Bk L OYYE O EIE BT, ABEL
72, CRP5.3mg/dl HIMER 12500/ul, ERARSER X 0 ALIRMERRBISI % O FIREME 2 52 2R E CTE 7. PAPM/BP #
HRish L7, FHIZIE, CRP14mg/dl £ T EH, M LANER L5 E L. PAPM/BP B &, =Dk, R
T — B LA RIESUS O W EZROT | USMEREFRCEFMERET Y v~ F 7 E2EE L T, BB,
Mk, CRP Ui, BEANHEICTala2 BMLO LR, <A 27T X~ FEYLE-CVROE B IGE 12 L 5 SO B
RITEEHITH 72, RF42.3U/ml MMP—3 48.8ng/ml & EF- 27D, & 5(21EPL CCP Hifk H 256U/ml & &l
ThHY., VU~ o FRTBEZBEEER SR 2B, A 77 e 7= VNIREZBE LT, ¥ CT T
X B TR, T o, BRBIENCIX S e BEIIERO R o T, T O%, RIEME., AR
EBIZHEL, CRPIFERICEME(L L, VU~ b FRTBEIEST CCP HUARR ML BEEIR A L 2W L=, K
SEG TR 72 BARIPT RICZ L < BT &8 L7z, X, —MIZ RF BEPEHT CCP HURIGMEGNIERIEF 3% < |
RS EE ~DHEAT AN EAR STV 5 23 AJERIZ NSAIDs (26 BAF CRIFIAT RICZ Lo 1= Z E N & h
2o

P-4 FUZRTIRE TRRUCTRFRE S H SRR EF I RSEMRE & JIA) D 161

Ofiitl #ri !, HEHE Spt1 ', SNl 3| ASC #HE, WA TR, AT I
VERRIASE B R BAIIEEE, 2RI R
SRR EIARAEITIRE SR /R

[T UDIC] BHFEVEREIERHEIR JIA) 132 R T EIHELZ 2T 2 FRWME I TWD, SlEF A X,
EWFHIRE ) X TG TR U T2 AR EFERES A OF 2 BRI TTA OSER] & #5R L7- D T %, [EHT]
157%, &R, BEFERE, FIEREICHRRL T RS FE L, PRk 2X 4R 11 AICHEBRF R B R  TE 2232
PRz M & 2 S NERAINIRE ., B 8 AckE Lz, [FIFE 9 AnSBEERAHE L, TE, /. B~
IREAL YLD - T o To, Eiim, HL DANRMHBT 5 L9102V | IEZZRA L ZHR I, BE
N BB C YRR ABE L7z, ABERHANR 37.4°C, BEiki3EH. B, DEAITEMETH o7, HRERREIE,
FRGICHEIEITRRD bive o7, . Fu. B, & &, BEfioEE L EIRZ589, DAS 28 ESR X2 7
649 LEETH-T-, VU~ A RRTFHMET, v~ NV v A2 2ara7 ()7 —8 (MMP) -3, Higgiks
R LU AL TF R (CCP) FUAWT GRS TH - 72, B 2R EERME IE @ MR 1 & MR IR I Bk o3& A 72
LR b, BHRE CRIFEROIEER A RO, IRIFEREE LA 0F L7 Z B8R JIA L 227 L7-, NSAID,
AV hLFdE—F MTX), &L R=Ynrr (PSL) OUFHEZBE LTZA, RIFKEBEICHT D MTX OF
BPRRRE I, RFERBICRT 2R OHFEL T, A1 HREICh VU AT OREG%21To72, F U X<
7%, BEER, DAS 227 MMP-3, L CCP HURIFEE L Cinvodz, F-aMmbdGE L, BHipT i
E#L LTz, s RAFC, APE 36 H HIZIRPE L7z, [BZ] EF, A OFBIC, IL-6 [IZZ T, IL-17 DR
HIREZ BN TS, IL-6 IZX Y Th17 RO FHEE I I IL-17 DELEIND N, ~ U ADFEERT IL-17
DRIARIFERABE DR IEERR DR KM ZPLE T2 Z LA ME SN TEY | IL-17 ODERIC L » TRIFERE A
U7z alRetE M EER S5, AJEB] TR IL-17 13#%iE 238 L CIEFE®EBENTH Y . B0 IL-17 Ttk
TWARWR, U X TEEIZEY IL-6 OERZERT 5 Z & T, IL-17 OREADNH S v, i Ee
AEIE L= ATREME 2N RIE ST,
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P-5 B 044 & LT chronic nonbacterial osteomyelitis A¥EEHON Tz 1 i

ObEm ZR54M20 (L BRI vriRy 2 —RR ' (um R, Mk BRI AE IE !
VIR KR BEERFTERE ANERRE R 2SI IERE /A

[1Z CiZ] Chronic nonbacterial osteomyelitis (L~ CNO) % chronic recurrent multifocal osteomyelitis (CRMO)

ELTHHEBAL, IS/ S EENCRAE L, #0352 TR & T 2R EMEEETH L, 1 b
A OFERFENFIEICEH G T D5 & IhDd, DENIERE R EORKIERSCEMMRISWE D ES. MRI T
DEHDORFEEEREOREFT AN SR END, BRUMMESCERER 2 EO2TIEREZRTHZ LD D,
U R fER L — A v T W@ & OIS A S ET 5 B TEAERDBEI TSNS Z & b H DA, CNO Tl
FERF R IIEBR LR BN T & RZ W, A ElFk 2 (XA & ORS R | BRARRGEC BT 7.5 CNO
MEEONTIER 2R LoD THlET 2. [EGI] 8 midlii, ABETOKYERING, EXUERIEREZ DN
39 JEBOREDK 3 HEW O BT AL VWH Y — K2 1 I TRV TRHY , AR
DI - ROV, BUEE Lol RHBAORKEE RN TYRHIABE L 7o o 7o, ABith OEVIEIZE Tk
39 FELL EDBIREDN D 70 A E & WA 3§ 0 IR STV 23, ISR BINEIT A S e o T, FEL
& TFBIRLAMTAER X722 < . BBl O Mg L3Rk, [imEREL T 3,000-6,000/mm’, CRP I% 1-3mg/dl F£
ETH Y, A CHURSCHIUA L EME T, W OBEYR O SR L= S 2o 7o, IR 8 LT
T R BB 3 A S0 Wi R AR 2 FDG-PET LD AL Z 788, T MRI TIEFEEZIZ T2WI Trfg . TIWI
TIKIE B L 22DV A 7 IROBHZIEREOIRE 2RO T, KEEFmALOE AR Tl BEWICHifT Shie7e
DINRIEFT HACZ Lo 7o, ALIRMEEBERCEMERI XS EM TH Y . CNO L2l L1z, IEATrA KR
PIRIEH IO ELS . AT a A FEEIME G TR BROSEx Rz, (] KET 28R EZHES R
HEVEE 1BV TIX, CNO ZRBHICTE 4 OBGMELTIT L. S OICHEMEER T OLERH D,

P-6 RUOFEFEEFELIBEERMEZREBRRALERODNE—HI

Oz k. BIE B2, @ P, % EA
2 BN = b N

[1XCiz] B RNES M E B2 Chronic recurrent multifocal osteomyelitis (CRMO) (3/NEIZ A 55 JF

WA OENRERTH Y, FAEIMEERS L ORAEZES . Z0fERE K OEGBFTLIZIZEZ TH Y | WX
T 52 LB, EF] 14505 1, FEBIIFL TSI &2, BIEREE L CRE AT KLU
FERVE WA EM N IE (WFEERET), 1 22 /bR 25 5 0K - EIER X O 1 B
OLOBEEDOEE % ke L% L, MERATIE, Aimsk, CRP, #iff, FiZiiik, MMP3 %0 HH 1%
HOENTeho =N, 1gG OFEME, FDP B L O D-# A ~—DBE FRRL LN, BLy M7 RE R L,
FRIC TROBEBIEZR L T2 & 2 A, BKRERFOM TIROZFRZR LONEZHFZAD L5120 IOICAE R
FR - NEARDNE I & 72 o TE T2 72D ABE LTz, ABEiRE o BAETE & MR A CIXBIEIEIRIC it > 7 T L &350,
T MRI T80 X AR AT B OREERT RIZA Do 723, BHICEREE S Z2RBO I e b F
BER DD, ABith, 7 ru 7 U NIRERMGLIZE 2 A, T8 - REEORIR - JEIE - &RmIXckE
L7z, BRAFT NS CRMO # &V, PET 6 K OVE A H AU TR i SRR PE SRR T ABE L7z, PET THE
RIS AP L OV S R BEC T TR A LT, T2, BAEBROMBEEENEECh-oT-Z b,
CRMO & Ebhi=, 7V 7n 7 =T LTWDHA, IgG MK T, BEETTEREIIE L, FH - 2
BEDFEAR « JEAR - IR b A 5N20, [BE] CRMO 1T 9 mmitt DL fc <, [EKRBE R EOEEFIC
3T D ERME. SR, MEREEEO R CTH D, ITHE, CRMO IFHAREMRBLEEZOND LD
\Z7g o Toid, ZOBTBEFITWVELEH L TIERY, AEFTIE, 10 REFOEBITERRBAETTED,
BRGITIX 7203 BRRIER . WA, 36 L OHIE R =225 CRMO L2 L7, CRMO O F#&ITI
EENTWDA, B2 THET RNV, SR LEBRWVEENRLETH D,
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P-7 FDG-PET TEERFEEZRHUCEMER SR L SR
(chronic recurrent multifocal osteomyelitis: CRMO) M —

O EA, HHE i, | A
JEJNERF RS EAEED /LR

[#BF] 2R

[E5R] Wi, MDA

[BURIE] SERk 21 B 4 A DHEOR A2, LIZWVITHETR, E72M0m b HEL L7z, R C R g o
P B YT T NSAIDs, ZFFCRRiZ e NSGEm <, 6 A% LY 38 CHEDRALZETH LR, 7
H 21 BIZYRHIEA SIVEEIRE B TARE L 7e o7z,

[ ABisiim) miEROSBETOE S vF, Lo 22, MRI E, RIS A & OWEHE LS 0254 55
BER DR SN 7o, A _EIX CRPI~2mg/dl &, Mk i, PUEHURDRREE R UM R 2580 e h
2720 PUREHPRIENZITSOGHE < | EIEIESE 2 58 B O AIRENE &2 5 7E 5 720k L 72 FDG-PET (280 T,
BEIR T - 7-SAME CT ICREERZBO., MRI L AR EZRBT TR E2H7, 2RTHHHKE LT,
8 H 4 HIZARMT A HIT Uiz, MBS ITHERER & U o 5Bk 2R & U7 2SAE M . S i A & S
WK 25RO 7208, FEEMEE(LITES | SRS EIPIBESCER 2 SO CTRIETH o 72, BRI 2D D18
IR E#E7% (Chronic recurrent multifocal osteomyelitis : CRMO) % 5& > 7=, KA ARE H T JEDR 0O dr 5
MBI Ip o7z, XX e R — MNFEBIEOME 21T/ > 72 L ¢, —HEZ B S F L L CGREE,
k7 rm—L L, EO®RIFEALEI > THBLT 2R T, NSAIDs B THHINIZEE L T\, IE
R R SN2 oo —HFTEEFIZH LWRAENHEL L, BHEFRESREORE 2 - T\ 5, 3FEDOR
B CIE & R O NTX (> < VIR FHEICH O . SRR T EEAICH 5,

[5%] CRMO ORZWHZIZ2H MRI O TAHH & T 285N H D, 5RO B TIIARENEE ORI 2
Wr& L CT{T72 572 FDP-PET TH Y VT X Ga v F TR ARHE Th - 7o TE MR A #5807, CRMO 13 H
SRR N B > CTHE PRITEW & &, 33 Fa 33— MHEREICIE EDORENRE SN TV DA, #
W IR B PRI RATH D, ZOBRE TIHERORRENS LT LTV e, JEFI 2 £ LA EIG
B2 —EDOEENHL SN DIENEEND,

P-8 ARMBERO ERNBEUCARIEREOESHESHEBRO 1 126

ORGR e, B e, KK LW
B ST = E R T L L —F

[1ZCDIZ] AalFk % X, SLE AHERIZHEV T PM/DM ARIERZ L. AT A KUV RFRESOIGIZZ L
TR ERE: LT IRAMERS G/ (MCTD) O—BIZ 88k L= TS5, DEFI] 9mtcll, 7RIk
R & BEAEALEE, BIETR AN HHBL L, LA 2 —BLREGM: . $T RNP HUiK 2361U/Mml & EH- 258072 2 & 726 MCTD
LWLz, YL =y (PSL) LT7HFA4A7 VU (AZP) OEGICEVEM L=, TO%., BRBIOE
BIETDORIETR S L7272 OBl s AV P L%t — MIEFR LWEHm &R 72N. 20 2 A K0 ik
R4 C AST, ALT, LDH B3 X ONCPK O EH- #5885 L 512> 72, O N2 ME FIE@Rd vt oo, CPK
1,457IU/L, 7V RZ—E 282IU/L £ T k& L, T/H&EE MRI AL TRl h U s 5 4MARES (2 T1 A5G0
BCEEFEZROTZD, PMEIERZIEN & LIBEEBG LTz, A7 a4 K2V REESE 2 BlEfT Lz
IRF AL CREMERSE SR DI T OSEN L 7223, 3 B H BB THO EA LT azofiE L, = R¥
YoV AREE (IVCY) ZBAtE LT, IVCY2 7 & MR MEREREB L OT L R 7 —EDEICEGEER R b1
Rhhol-Z b, 7 u AR CHNARZBRLE L IVCY3 B H & 4 B H OREITANC AT 1A K230 A5 2
HEbEELE A, LORKBBMOLELEROIMED T, TOH%, HICHEMHERE L TIaryx ) — L
7 = FIVEBIN L, BREMITH S Rl EEH A2 R LTV 5D, falEm, S22 55 K T8 2 580
IR T, MEMGES & LI THRBRHEZESONRRIT/o72) LORERDH Y | BEOTH MK FIXFEL
7o Z R S e, [BR] 1BEEGUED MCTD B3 123 LTI, SR O T & Dk~ 738 AI 2045 o
T CHEIEA~DEANZRADVERND D,
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P-9 RRETEEROCESEESHEBRO—H

OtL ZFnl, EW M, I IEA
REEiscis G ER o 2 — WNRIERE v 2 — Nk G2 HRE

ERF - 2] 5 mifs, e lCHIRBA TEL, 3 0ARITITARSERICHBIREL o7, HITEF L
Vo b7 =ik T m o7 A MIREME T, RKAERIEEUER CHREL R 230D 72 o T2 03 FiE i) 1 ) i
(MG) & LCAT A RV RFEEERIT (ANA : 80 fELLTF) Si=ick#®E Launi=d, YEeIREHIHEN
Llpolz, RIRZEMREOLLAZEITERE T, MG IIBENTHY, AT aA NERIIPIE o7, 6 5k,
AR W0 BT 2T (MESEEER L), 8 M4, LT NOE BEICBENTE, AIREBT
TEOF PRI EICD B E 2 Le, BEYE, LTk oM B0R L ofe, AR NI
EINOE W, FRCUBIC B HEL, BB, AR, B - RESOKRREH O, FE KRERD ., U o HilE
BE. OFEE. EMyERe L, LA /) —BR L Y —t— JHEOIIEIR A ZH T, JFA Cili FOHENEE CH
-7, WBC 5470/ul, Hb 11.1g/dl, PIt23.2X104/ul, CRP 0.03mg/dl, CK 50IU/I, IgG 2708mg/dl, C3 67.9mg/dl,
CH50 30.4U/ml, RF 3IU/ml, ESR 30mm/lh, ANA 2560 {504 E (BVERIAEERC+) . BT UL-RNP BifE, LE 7 A
b« LA f&, ds-DNA 21.21U/ml, Sm HUA+ . ss-A « ss-B 5. Hih/L04 U €0 IgG ek, EAR - MRE
Pk, BEE MRI - MRA, D@ =— g CT 1ZF% 72 L, SLE #RFTRC%VC CTHIRMER R RS 238D BAME
fE oA (MCTD) &gl Lic, AT A R & aEmMmlHl 2 G, mFOERITATRE L 2o7od, AR T
FFEPE LT, [F 0] BRMIRER FERIIFKTH Y . A AWECIIEhIR R FRE <> Homer JEMERE NS 2
DD BEILO A TR D o T, LR RITHEE IR IR E 2 R X720 & STV 528, MCTD
TIEHZERIBATTANALND 720, AEFIOIRER FHEIX MCTD QWK THh > 72 /R /RE Sz,

P-10 RERBEN EIROEMMESIREERCUCBSHEESHEBRO 1 L2

O TH#y 'L &M 61 BKR BLm] ' B w2 it Al
URCERESZEE R N, 2T RERE ANER

[IZUDIZ] EMPEEEEIE (AVN) (IR IEICRIET D 2 L OB b THEA REBICAEFT 5, AT vA K
) (A FEHROBEAZICE X 2 “RED AVN IZZEORIEIZEL ORTRBEE5TEE2 01 T05, &
(15 & (XM O K BR-E A7 0 AVN 3k 72 L7 IRA MRS A4k (MCTD) o 1§28k Lo cliE+ 5, iE
BI] 13 e, BRERE - BEfEBEICHAFE T R E TRV, 2009 F4 LY LA —fEk & TR Y —&— VkkE
. —uMEDF PR & BIETE 238D, 2010 FRKICHUZHUA & 51 RNP HLiROEE XL Y MCTD &2k L7z, #
1A DS I MR LT L7272 DI ROR R m i E I TBD e ho o AF L Vw7 B A RBLORE
& % BE U MREOTIE R AL U Tz o A B EOFRIAE 10 A ISRV E (iR T &2 ok 7- L A A &2 & LTz,
LN LEZGICHRT 572DI Y VB MMF 20 L7237 L K=Y 1 U3 H & 20mg LA FICE T 7,
mPSL »VAFRIE A PRI 2 BUTO S b & 2ol AerZ oo EToX 7 ) AAOHHTH EMRE
EHEFFCEX T, M7 m 74+ A7 7 I K2V AFHEHPICASE 5 HICHARE LT-, FABEREDO MRI TlErEA
12 HIZEB® 7o 72 AVN % il KRR E AL S I 380 72, T A EENC & KENEW 2O RIFAISRE
BELTW5, Bfdh, HUY UIREHURIZRENETH - 7228, FEE 10 A LI, D-dimer @ b5 & Fifp01c 38
7o IR & KRBRAEE O ZEME AT ABERED MRI THEfE S L7203, iR ERBT 5T RIZSICE D £ TRD
BTV, [BREFLED] AFINEMT AVN 25| & 230G 0 CUEaEimn ® 52, BIF R
FHTIE, 7V F=y o U B CHE 20mg DL EAFIZWNRL TWDH], LA/ —iEREHT D0, I5E R IE
EODET D, BUU CNEEHURBEIEG T AVN O U 27 2315, AVN (3RS RIS N SRR 1 X 5 s
JEORERTH D720, AVN TEHIZIZZIUCEDL 2 HEHRNEE TH 5, ABORIZIE N EEE O S OER
b, MomEmAED ZAFNRREEZES HHICBV T, AVN THHEOERNASH%OETH D,
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P-11 AR OENIREIZEE (CRAO) ZFAELHi U1-RNP HUARZED 1 51

OTHE v ', JE L #i=B ' kil 32 k% ahe | B RE' HE B AK FAK

FESE SEAI . R4 EET N RO ASEC, BUE A& Kk &2 wEp !
'TEERSER BEAFTER AN O FERICEM B ) U~ TR 2 —,
PTIERYFRABE EAATERE IR

[55t] E4E LT CRAO AT 2IBEUR D% < 135t VIEEHUNERRE TH 5, tOBIFEH & DA DHE
SLE IZBWT 02% & i Th v BB MER AR (MCTD) B AP L2 &I o vk T, F 41X CRAO
ZRIRIER & U R ICHUBERER S 28 HBL L 7251 UL-RNP JUKEEMED 1 Hl 48R L7-, Mo il T v i 5,

EBI] HFFE 9 R EBEHESCEEE D200 12 5k i, EEVFICHBL L2 AIRER T 2 3k & LCORBE, 4Bt
IR CAIR CRAO L2 S, BIFEIRORBEE B YU B~EI & 72572, Raynaud BIG O IT72 <, FiE
DOIERE - 295 - KT - BEiRIIRD 2o 7z, HIMERELD 3200/ul, i/ MELR 11.5 J5/ul, AL - BEER
HEE 72 L RMIA 7 U, HUEHLA 80 fi% (Homo & Speckled) . T DNA $ifk (RIA) 2.4 IU/ml, $t CL B 2GPI-IgG
<1.0Uml, W—F AT vFarrZ 2k (=), i SS-A/RO HifA (—) « HLSS-B/LA Hifk (—). §H#E MRI -
MRA 4 CIEIM A KM ZE 2 R4 D AT RITERD 2o T2, HFEBIFIR O MR 27 S8, AkaEg]
2L 7r 572, CRAO FIEND 9 HBOAW, FIEEMOHIEFHELZ N HEL, MR ER COREER T,
WORZEME « ERNIMAEYLHE - U U RERRH - BRRLIEFREO 1g6G &7 47V ) 7 OB ERBOIZT-0,
HOPURDOFRZITo 7z & 2 A 9IRS L OMUE R MBI & 12 PLUL-RNP HLIK 1 5 (A7 o =—),
dsDNA-IgM $tfk « ssDNA-IgM HUR DG 2GR0 Tz, [#E5E] AREFNL, BURFA CIIR2 M AR EZ Gl 72 S 7208,
A% D MCTD FIEN TR INDIERN TH D, WIFIERE L TRD7Z CRAO X MCTD ORFHAE & L CTid—#%
G723, CRAO DJFIA & LCMCTD H#ERNCH T HHLENH D LB 2 b,

P-12 SOORAT7ZRIVVAEENEINUT Neuropsychiatric SLE D% 25

OKRTF &7, Wi &1 &I ' BFE B, 0 BR' FE 2 R =i
HyiE B

VBB R RFRE ~IV AN A A o ZRFGEE NRE R4 8T

HEBRFERERE ~IVANSA FY A 0 ZAWFFEEE K0P E 25 B

(13U ®IZ] SLE OHiXpRffEE 3L — 7 2AER E L 1T SLE @ 2 REHAMSIHE TH 2, PR EIT
JAPTIR A % 18 & 9% neurologic syndrome & /L— 7 R JEMIREE O m IR IS RE B & B E T2 diffuse
psychiatric/neuropsychological syndrome @ 2 D2/ S5, th B DIRREICIZ S T E 2 H APUASH A A
VOB NHE I TWD N, REZFEMZBETF I LN SN TV RV, T4, L— 7 2R O FRIEIZHT Y
R — 24 P HUASCHRRAIIHUA G L TO A ENRRE SN TV D, Fox ZPrdsiays, ity Ry —
L P HUED ERENB LI, 7 RARRAT 7 I RV RFEENA RN T o 7o /b— 7" 2G5 O 2z Va5 & 785k L
T2tz OHET D, DEGI] JEGNE 14 5% 2 A OB, 135 7 2> ABEZ SLE 2 RJE Lz, BERTEHL—T A
ERISNRPS I I THoTc, AT A RV ARIECHMEANL, HBIEEL L TATrA K, IV U ECHNR
ATV, AT A NP Ch oo, MiRIXEFM,. $Uds DNA $UF 14IU/ml, & Mg FiEEk XL
EL TV, 1452 D ARRCLR, =48, MaTA28 B U7, BEE MRI SO MG > > T, Bkl CIrEss
EROENHST-H OO, MIEMRA TIEHY R — A P B 264ug/ml (FEHE 32 Kiii) . £ LR LTEBY, &5
WCHRIR A CA Y G 7 v —F L8 KOG, U ETiR 0.93U0/ml (¥ 0.27 K5l . & EH- %27, SLE
(X DR RIEIR LI LT, S 7 BR AT 7 2 RoULARRIEZEIT, TEIEBLE 2 20 A # K 0 FSHuE R 1c
BERBOT- 4 DA BOMIETTY A — 2L P HUAIT 84pg/ml, LAKTF L TEY | BEERHTHESIIHTAIE 0.15U/ml,
FV A7 a—F AN R L Tz, [BE] AEGCIImiGCME CIERE 2R0 7, fiiK [L-6 D
ER LA N ST, V=T ARERFEOZMNNE CH 572, Lo LG U R Y — A PHUED E5F.
BEIRFTAESIIE A D LRA Y T2 a—F Ry RRBIETEH Y % O— 5 THLOREHIER 2 kTR BRE
ESNTHELY =T ZEMIHOBWNICE >7-, E-ABREITIE 20O OFUAMAFEHIER S M L TR |
PWTCTRENEDFRIE L 7 D REVER & 5,
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P-13 DEFEREMHLGARERIC—BMBEET OV ERDHIH SS-A HiikkE1E SLE D—HFI

Omig fia+. JF L Efhv, BH o, S RE e A WS £ RE K, R SOR,
B e, #m EE, HH 7‘?:\ E#
HARA AL FnkiLER > — /NER

FEBNE 15 stk BB - DIRBOFEEIL /W, BRI - B2 - BRAL CRESZ, T ﬁx
DNA HiiREfE &V SLE Z &b, YBeipn & e o 7=, %2, SLE 2WiikdE% 8/11 THH - L, SLE L2
5 CLHUARIIHL DNA BUA - BB HUAR - BT dsDNA HLIRIZIN % 5T SS-A HUIRBHETH - 7=, BRI ISN/RPS
53%8 class1-2, SLEDAI 1% 20 /5 & @UEEIPEZ B 72726, RS ARE L LT mPSL pulse2 7 —/L+1VCY
(cyclophosphamide) pulse Z i7" % f#t & L7z, 16REMIGRTOR 7 ) —=v 7 bxa—TCHEREER K%
R Tz, 1REBIRET: . SLE OJRBEITHCNICE L2y, AERITSEEFICEFE L7z, £72. IVCY pulse
FEATRFIC—1EMED 2° AV block %f: W7z, NG DE=%—0LEXT ir%fﬂ}r& AV block RO %A T
72 Holter ECG T1% AV block (5807872, TD7=, IVCY IZ X D8 EEOREM L2 ZE L, LIEOIA
J# % IVCY 7*5 MMF (mycophenolate mofetil) (ZZ8 %, SLE ORBIIRAFIZ =2 f\ = **/l/éﬂ\ [REFEELR
DTV, SLE 12 X D2 2= SLE (Z4E 9 FFE OAMIE TlX, SLE OJREELEIZE-> TIRA b ET
HZENRMBNTWD, AJERIE SLE FEIE & BRI FEIEKAVHBA L7225, SLE OJRE & DR IEKI 1B E
PEERDIRD T2, FT2, PUSS-A FULRGE ORGSO AE U728 EIZ AVblock 34T 5 2 L L <Hb
NTWBA, AN AVblock ML Z 5 Z &1 fRITZV, LA, jcﬁq‘kéﬁ I% SLE it A TD AV block D
HIFHOL S A, BUSS-A FUADRIBIZE R ~DO 52 R~ 5 WG b H 5, LR KE SLE ORE, 35 KO
DILHIER Z o9 RE L ORI, F 7250 SS-A ik & IVCY D AV block ~D B 52 DWW TRRF 21T - 72,

P-14 HEE T
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P-15 INREARIES 1—7 L VIEERE OFEBHRBRICOERERZZUIC 1 61

OFKEE Wi, B K1, MR WoOR, I B+ 2 9
FHERZ EbHbE 7 LL¥— - B

[1IZTUDIZ] v =—7 U EGERE (SS) 1, BIEN I THEDOIWIRK & EFE L 95 H OB KAETH
05, RRCHERPIMEREZ R T2 2 LB 2 OEERVIBBIENLETH L, 4Hl, SS & L TRES
SPICHRIER OB & DR 2 B L72 1 FLCHOWTHRET 5, DEFI] 1575 5 228 & [BUSIEE 1] 10 5%k
VREEN, MRS Y o NEERR, IR O 72 WBETALBE 2580 72, Ak | 1gG @l FUEZEHUA 640 %, RF 20
U/ml, $T SS-A/Ro Hifk 447U/ml, HT ds-DNA UK 11.5U/ml, ARG EH. TSH E5-. 68 T4 KT, BT Tg Bt
K. B TPO BURE 258D, JRERAIZIE® CTH > 7=, Schirmer 75X /A 6mm// Smm, Rose-Bengal 7t
Ea R ERIE M, MR MERARIE R stage0, HE/MERIREMRIIARN & FEOFRE DS LT RKIEITTH-
7oo SSEEWHEMERFRIEK L LTLUARTF X 7 M) U ARRCTRIBEBIZEZ1T> TV e, 1153 S 2 AREX
O ER 2 AR DM N & 72 o 72, [BUREE 2] 15 5% 3 22 HRE, ABE 1 20 ERicA B FIROIER & &R, —
WPEDFENAGRDTZ, 1 2HATL Y A ERZEER O HBL, SIERS OB B JRF B2MG O ZFE D, 3
WALV B & 5 ERFO BUINZRD 5 K 91272 o572, ABZRITH £ 0 BEE WA kA2 =72, T EH
X $RGE TR OPER & FE KT A58 80 DB & AR A Ol BRI/ B AR 7 v T e 28 DD FEIRT
BEROT, SSICL DR EE X OIE/ IR Z i1 77412 PSL 1mg/ke/ H TIRR A2 BilAA L7, 16K
JEPEIZ BAFC, M7k Es X OV FRIRITED LTz, DE/INEERR A% TlE Greenspan scale grade 4 Th o 72, [B%E
BLOFE L D] AREFITBEHM PRI TR & 720 R AN X SLE LA Lz, L)
LA eI 200 6T, BRARIERORENT LILOER 2572 SLE O ZNE TOWME LY BMTH
LT LRI TH o7, SS. SLE ZNEIUCDERAZ G LI N ETORE L & ITER LRET 5,

P-16 YI-JLVERBESHUCEBMBRIES RORKZEBE

O/ sk 20 fefl s . ke b, 2R W
VIEEOREE EE NERE, 2 TR AT MR
PR ERSLNEER Y 2 — Y R

[F6=5] 2HPEEE (Systemic Sclerosis : SSc) (&, /N TIFHENMRVER TH S, Al 3FELLEOREH
THEEZMNCE T = — 7 L iR (SjS) ZA0F L7 SSc @ B B D2 Wit D ERIRFRIEIZ SV T3
%o [FEFI] FIERF 13 s F IR, ARG, ZFIEFEICRFLHEZR L, 2006 4F 1 H A —I5CHUgICRE L, £
D L Y FH5IZ Raynaud BG4 788, 2008 4= L 0 FRIEH OVEEE 2 A8 L7z, 2009 4F L 0 Ffi, FHOM{LE
AL, HEEHTYRZRI S N7, W2, Raynaud 315, T8 - B OREFHAL, FECHOBEERIE., N
PR D gk i 2 38 60 72, MR A R AR X, WBC 5,500/ul (U > 738K 1,414/ul) . CRP 0.04mg/dl, IgG/A/M
2,526/373/88mg/dl, CH50 25/ml, C3/C4 88/15mg/dl, HUZHLIA 640 5 (BEACH, M) | HT ds-DNA IgG fifk <
10IU/ml, #T Scl-70 HiLfk (+)., i bu ATHIIK (=), HLRNP fifk (£). #T SS-A Hitfk (+). $t SS-B
PR (=), PR3-ANCA (—). KL-6 571 Uml Toh o7z, 7 AU BV U~FWHEOHE TN, EAESEE
DLW EHE 2003 DWT BTl L, SSc LM Lz, F7-, Fix H ORBIEIRZFRD, HUSS-A HrikME, =
— AR NB L OV~ —R BRI, DB/ NERRERBE LV SjS oA L2 Uiz, (LB, LSS
MRANZH B2 e BE 20D T, MHE CT M ik, MRS L iR 238D 7o, B &RIX, BT
WRERIR, BIBEICH G R 2 b 23807 S CTITER P RBICBEMMEDOHA « B4R D 7z, 5-HT2 HEHK
DOWREHAA# . Raynaud BiG:, FEMEL, $a0ciOBBIIUGE Lz, MEMEMREZROT20, v 7 akA 7
7 2 RV REEE N L2, [#558] SSc o/NEFNFTA 72 < 1GEICE L TUERI Z S ic+aeiat 2 545
LEZOND, AEMICOXELZL, WiET D,
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P-17 EITT M TERECH UL IORRAT7IR) OV RABREN RNV EF R ERHRD—FI

Offk &, Rem J&, s w&, 2 BTE
HORERERSE /NERE

FAVERRE ¢ JIDM) 13X B BN X D IMEREZFRE L LT-REBTH 5, RN 72 B RERE IR & HFRERT
MR T A2 EFIER E T 5, AT 1A RICHT HIERBRIGICHENEMR O AN L2 TR ARFNH Y | D2
Wr < IBHEIZIZZ < DREEN R - TV D, ST A I AT oA RIEGTE CEGEICHE FREE %5 L2 IDM (2% L.
I aRAT 7 I RoULREE (IVCY) DR LTIEF 28R L7z CHET 5, JEF : 6 DB, ABE 1
22 A R B A EARES & B REARANHEL Lo, Z 0%, BEITESERE BEHIC B IAN o 72, W] T O A
IR 2T LR, BEIMEE O TRENABE L 725, ABERHMARIRIT 37.2°C, WHREBH, SEHEE, SEH» 5
BIZHT THRZZRBDZ, MBEREERZE O, SITIEARETH LI DEEABRIINETH 72, CPK

(4065U/L), 7/ FZ—F (33.8U/L). ESR (6mm/h), CRP (=0.3mg/dl) TH-7=, MRI, fiE)5 IDM
EBWIL, AFNLT L R=yrr (mPSL) »VAHE 2 77—/ UhfT L7z, mPSL /)L AT #, —WEEZ AT
FUTEBGEHIMICH o7, L, WENIREEA SR 2 D HBOK S INEEIC 72 0 IVCY ZB4h L7, IVCY BRlat:. fZ
JE - AERIIEGEZ B O, IVCY % 1 B/AMEIT L7c, TO®%ERRL, BIIEFARIZTTZ7+e—1LTnD, R
TaA FEHUED IDM (23t L, IVCY Z0FH L RAF7efE 21572, T4, IDM IZxEd 5 i fiil &l o Of Fk
ERFEIN TV, IDM OJFEX TMiaz s L-mE R THY . IL-1, TNF-a 72 EORIEES A N
AV OEERI BTN D, RIEFNZIIT DHHIFR R A A L OFT =2 2 HbEELRET 5,

P-18 Palisaded neutrophilic granulomatous dermatitis DJFIEMHEMEGEZ2 L. FI5. I18E. B=IC
EETESRO= 1 BRI

Okt 22! B8 &' WK B AE Tax! mE 5+ % 2872
LHE EF ORE BEAT!
VHUR K FERIRSE EEE NIRRT R ERIRS: ERE RER

[iZ Ciz] Palisaded neutrophilic granulomatous dermatitis (PNGD) %, %#iZ H CAuEKEBICAEHFT 2 HE
M HN R 72 B RIE 2 RS IRAE Cd D MW T DORIE L BFEMELER & (IDM) %% 2, M
DOFEENT Y v~ TR & 8o 7203, WHE OFEEARG & H 12 PNGD D44 2 L 7= gh i F % #2858k L 7= O T30k
B2 EDWET D, EBI] 457 » A B, BHEREL 3 B2 CREREN DN, 452 » AEX
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28 HIZ YR A~FENABE & 72> 7=, MR Tk, WBC23600/ul (neut 62%) ., CRP 14.07mg/dl, ASLO 1320IU/ml
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DORHEIL B TIVCY, 6MP, A 7 8 AR Y G527 520 RITZ Loz, £ 2T, IVIG 217572
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P-21 10 B THHIEEUT= plasma cell type @ Castleman &0 — 1

OFFHl #7-', OVIE 5, A M2 ' /NBRIL Baeh ', 25R1 1ER1 L A Rk >

VB RER, TRV BT L B
ESLHE BRI L 2 — AR, ENREERRR ¥ — AT,
CESREERI 2 — W, Y v~ T BERR, ESDREERR ¥ — IR
ESLREERII L v 5 — BT ST UL — TR

[ 5] Castleman 5 (X JREK RO U o/ SHIFEMERFEMIE R TH O B FHIIZ 1T hyaline vascular type & plasma
cell type IZ SN D, AJEIT/NETIIMTH Y | & IZHIRBIFEIED plasma cell type DL ZALE T/
VY, AlalL plasma cell type O FLVEHIZIER 2885 L= THET 5, EHFI] 10 A &R, B 4 H e
ITEZ%5, WY o HiER, 2200, Yz I, B&E Tk WBC Sl & £ B E), CRP
B, MR TTENRTRD Hivlz, ABLtk, (LIRMESEE Y o Bk o R 2R IRHR A i, TLEESCRE /a7
U UBIERIEZITO b, VST, RIERIS bRkt LT, fEEZWDOIZO DY o EiAm CIEMIC S5 D
CD138 Bt DI E ML DR 2 586, plasma cell type @ Castleman J5 & 221 L 7=, 50200121, i IL-6 &
WERE 5 RAYIM O plasma cell O 5. Thl 38 XX Thl17 ROEMAL RO 7=, 7L K= 1 2mg/kg/day %
BRGE L72 & 2 A, HONITHENL . U U EIEIRDWHR. CRP OEFLZFR O, fmificgim, LU0
IR ERGUR O ER- 208 5 i P ERBAE 2 & 0F LU [AIRFICRIER T A DU A O ERZ —@rEIcE o 23 BRIA
WLz, 7V F=ynrrz 15 AROERNE, Tk LNz ok 2 » AHER L TR, HHV-8, HIV 72 &
DAJFEIZRHET 5 7 A VAT TH o7z, [BE] REGHIANIE TH D23, BRIER &R RN 5
Castleman 75 & Z2Wr L7-, BT OV A A 0@ E & BRI L ERZE2MARET 5,
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