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BAREE RS

O== #&Jr
ERASERSRRFRRRGEEIY

BRI, v~ 7077 —J2H0E L-RIEREL 230100 LT, EBERED) 8
REPLE LARBEVAT L% 3T, BREMHBEEOD TR, BRRIELEBEREN—KL
Lo THRELTVWADIEW) TTh v, RADRIEY AT L3, B0 % EIEREBED SO
AT, WEAHEOR ST LIEEICBVIEER 2 RT, 20X ICEECHEIC L
T EDE) BRRENECHETLP LV IRECR L DREV AT LAIBERICT LTV 5,
FOX S GHREIZRELEDLsTWATFIRERL - TH 5B,

RFEW % Y —TH B Toll-like receptor (TLR) &, st ORES S MRREE T,
HEHVIIRAICIED AL, TRV =4 )YV — A TE#ET 5. HLOREEIIHBRE
WICBAT 25, MRENT, EHE RS % Nodl # Nod2 7% &£ @ Nod-like receptor
(NLR) A%, #HAaEMND Y 4 )V AH% RNA % RIG-1 % MDAS #5881 %, MEMEt -
PRI HRC F EE T 20, FNFNOL H— L o THEX N ABHEEHRE R 5T
BY. Bx ORBEEICTICT ZHHRIEPFE S5,

v MO TLR &, TLR1#A& TLRIOFTHE SN, £DVF Y FIITTCIIHEEI N T 3,
ZORFRBOWAT L LTS, BEEEEYEN B PEA TV 5, TLRIDWTIEE
TWBENREEINT, 20T FEOBEEIZODWTIE, = FFFI 2 (LPS) &
MD-2 & OB ESHEOEENREHRE S MD-2i& TLR4 & &4 L, LPS %, TLR4
EELZBEOGFTHY, LPS LYy 75— Hy FE@&FE oy #—3 2 Ch S,
MD-213L ¥ F b ¥V OREREEL L L ) ICHEE LT3 I EPHL IS,

TLR X iZ UL & T5WEEL > H—idWBEARIERN L VI by Tid Lk (. ®EEO%
WHIEICH LT RIGT 5. Lo T. BECBVWT, BERLREREL ONT VR
5L Tw%, 728 2iE, TLRAR TLRIAELEFICSS LT, BB ARELXMNZ ALY
FFENVEEELTVAIEPRESIN TV A, BIIREGY — OBEREIZL D &IE
WIHEEAFE I NS, Nod2 ZREHHBIEE TH S Crohn IMORREIZES LT\ 2,

TLRIZFEAF TSV TR L, BCHED) F» FIZL T 5, 72L& 2iE, TLR4Zx
Y EMFAERY TR ) AF CBL EONEREEE. Heat shock protein, 714 70 &
F U, ETNO VB EIARIETAZLPRESIN TS, ZNLOYH Y Fid, RIE
PRI -7 SIEEENELONEL, HEZERETZ L TH, 7ok 2 ITHBREEL
EDRIEFIGC TLRAZ EOBEIER SN T %, BIZLEBCHREREBIIBWTH. WE
fEH# O RNA 22 DNA #E0#< % TLR7 & TLR94%, RNA BLUDNA M T5ECH
HOEEFEIIEE L THD I ENTIAEFNIIBVTRENT WA,

ZOE I TLR i Lo & B MEEL v — 3 BEUE D b T, FER - Rl
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Immunopathogenesis and Treatment of
Kawasaki Disease in Korea

ODong Soo Kim

Department of Pediatrics, Yonsei University College of Medicine, Severance
Children'sHospital. Seoul, Korea

Korea has the second highest incidence rate of Kawasaki disease in the world. The
average incidence rate was estimated as 86.4/100,000 children <5 years old with
increasing trend annually. From 1991 the nationwide multicenter surveys have
conducted by the Korean Pediatric Cardiology Society. We experienced approximately
150 patients with Kawasaki disease per year at Severance Children's Hospital and had
reported a clinical analysis of 1,000 cases of Kawasaki disease in 2005. Higher white
blood cells count, C-reactive protein (CRP) and Harada's score were related to both
higher incidences of coronary artery lesions and non-responsiveness to intravenous
immunoglobulin (IVIG) treatment.

The eticlogy of Kawasaki disease remains unknown. Although both clinical and
epidemiological features strongly support that an infectious cause represents the
syndrome among the populations susceptible genetically. However, efforts to identify an
infectious agent in Kawasaki disease with conventional bacterial and viral cultures and
serological methods, as well as with animal inoculation, have failed to identify an
infectious cause. Striking immune perturbations occur in acute Kawasaki disease,
including marked cytokine cascade stimulation and endothelial cell activation.
Concentrations of many proinflammatory cytokines and chemokines, including tumor
necrosis factor ¢ (TNF g), interleukins 1, 6, 8, 15, 17 and 18, are higher than normal
during the acute phase of the disease. The key steps leading to coronary arteritis are
still being clarified, but endothelial cell activation, CD68+ monocyte/macrophages,
CD8+ T lymphocytes, and oligoclonal IgA plasma cells appear to be involved. CD40
ligand (CD40L, CD154, gp39), Vascular endothelial growth factor (VEGF), monocyte
chemotactic and activating factor (MCAF or MCP-1), and various interleukins appear
to play important roles in the vasculitic process. We also found that the serum levels of
macrophage migrating inhibitory factor and anti- a —enolase antibody increased in acute
phase of Kawasaki disease. Further studies on their relationship with Kawasaki disease
would vield important information about its pathogenesis. The development of a more
specific diagnostic test and therapy would be all dependent upon the continued
advances in determining the etiopathogenesis of Kawasaki disease

The efficacy of IVIG administered in the acute phase of Kawasaki disease in reducing
the prevalence of coronary artery abnormalities is well established. However 10-15% of
children diagnosed with Kawasaki syndrome and treated with high—dose aspirin and 2
g/kg IVIG will have persistent or recrudescent fever. Many studies have shown that
children who do not become afebrile after a first dose of IVIG are at increased risk of
developing coronary artery aneurysms. Corticosteroids have been used to treat patients
who have failed to respond to initial therapy for Kawasaki disease, although their
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effects on coronary artery abnormalities are still uncertain. Other treatments used
successfully in small series of children include a monoclonal antibody against TNF-g¢
(infliximab), ulinastatin, plasmapheresis, and cytotoxic agents such as cyclophosphamide
or ¢yclosporine A. Current alternative treatments after response failure to initial IVIG
treatment are unsatisfactory with respect to early improvement of systemic
inflammation, which results in a remarkably high incidence of coronary artery
involvement in these IVIG-resistant patients as compared to IVIG-responsive patients.
These findings suggest that earlier and more effective primary therapy is required for
refractory Kawasaki disease. We treated 24 IVIG-resistant patients with low-dose oral
methotrexate (10 mg/body surface area (BSA). Methotrexate treatment resulted in fast
resclution of fever and rapid improvement in markers of inflammation without causing
adverse effects in children with [VIG-resistant Kawasaki disease. Methotrexate therapy
should be further assessed in a multicenter, placebo-blind trial to prove that it
improves coronary artery outcome.

The aims of therapy in patients who develop coronary artery aneurysms are to prevent
thrombosis and the myointimal proliferation that leads to stenosis. Thrombotic occlusion
of aneurysms can occur owing to stagnation of flow and the sudden reduction of shear
stress in the aneurysm. Thus, patients must be assessed with imaging studies of the
coronary arteries as well as functional assessments of ischemia. The management of
coronary disease in patients with Kawasaki disease depends on the severity and extent
of coronary involvement. Catheter interventions including balloon angioplasty, stent
implantation and rotational ablation have been performed in a relatively small number
of children with Kawasaki disease. Stent implantation and rotational ablation have been
useful in children with mild calcification and in children with giant aneurysms.

There has not been better progress in elucidation of etiological agent, though great
advances have been made in the treatment and in our understanding of the natural
history in the 40 years since the first description of the Kawasaki disease. We would
achieve the ultimate goal of preventing Kawasaki disease through the elucidation of the
causative agent of the disease.
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HOREEBDOFERERIE L TRL Sy bR by 7 3, MES-TH [Thl7HA
DB ThHAI INFTIRAN/S— THIE(Th]) HE SNTELLEOBETHRIEE
BIIBWT, ThlMIFEATIClEZ <. FzicRE S/ Thi7THEAELRATH S Ev )
DTHb, NFTEHELLOERE  BRRWIRLEREE LTwi: [EH] », RZLIETH-
2D THLNE, REMP VL NBEZEFEDET L oTwE, 20FIT LRI,
Mossmann & Coffman #%, CD4REEANV/S— THE (Th) 244 t A4 VEEDE NI
Yo T, IB(Th1) EIER(Th2) D200 % 4 FIZKRTEDLEWH) L5 HE - REL
Fro SIUTEDWT, B LHEAKIIHT S RIEREDEC L L NIREREEORADE
W(HCREREEVS T LAY —EB)FREENVIHATELAZ S, Zoa w7
MIREFEOSR ESL o ThIMBIZA % —720  y (IFNy ) #EE LT
077 —YRERCL . MlaNFEREAOYRR (BRatERE) 185,

—7 Th2Mifgid 4 & —o 4 ¥ 4(1L-4) 2 Xk EAE LT BHREZERL L THiFES
(M EE) 2B, 3612, BFL ThIFGIL L ) BCREESIF|IEE 350100
LT, &8f7% Th2REHZ L D 7LV F—REPFET S & S, L., EBRIZIZIFNy
HHNMIFDZAERORIBTY A% IL-12 (Th1 RO SLICEERF A b4 1~ ) RIET
YATHHORERESFREINDZ A0, ThIMBRLIZRL 2MBOFEEI RS
TWizo BiliW - T, Thl& Th2&id#HSPICER Y, IL-17% B4 T 5H7:7% Thl
fa (Thl7fiRa s B3N )BEESN, ChPBCREEBYUVEBITEILATHELZ
LHERENI, LALEKSZZ W, HORERELINT 518 H 240 Tv 2 flliAtk
(F 7L v ¥ =)T #Ii (Treg) DL e ThI7THBOGILFEVIER L TWwWa 2 b
Mo TE 7z, fliEE T MigoMEZi38HES 1 b 4 2 Tdh B TGF g BB TH 575,
TGFA & EBIHKEM 1 P4 v THEIL-6DHFHET L&, CD4BY THRIZACRK
B A IFEIT S5 T AR TR BCRERELX & B 2§ Thl7MfMET 2.

TOEH. CDAREME THIERE o TH, Eid Thl, Th2, Thl7, Treg kW3 4% &
L4DOOF Ty M EFNEFNELLEEERLTBY, F0357 2 ADOBHEL Y HiE
BREENFOEBIENRLLDEEZLEND, Thl7E Treg E VI FHLWIFEOEBIZL h,
INLEY =5y MILFi: 2 BECRERBDEBREORENIZF SN S,
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FHROMI G- TE&GH, BEFEREREMESIROTESZBEIL I [ER] L) F
ELPFLANZOALBWET, BEFEOEIL OMBEEE LD L, WHALE BESIZH
H LB 2 BRI 2 @R T 20w Z 8l ) T4, EYERAOMRIL. BENE
OB TRIEMIEMEINTE T LA, ABRICHECTE2EL EFRICEDAEERM NS
ZELBEET, LW > TEYERFOERIIEL TOWHE, #EXTRBAIZEEL Tw
CVENHLEELONT T, FBER~OEYFREOEAIZ. BIRERWIEIE I
DT, EMFRH T HVCAHRBOERE R LTI LI L2 TEOENZERTE 2V
A PEERT LIS

T, TTICI0ERD RIS, AP LEd— PERREIZEMEDN T global
standard & LTHWONT & F L7, EEMDMEREIZE > TIEA M LA - M
BRGET DA A-THBHY., TELINR LM ECEWERT L

L2 LIEEOER(LOPIZ A b L FH— FEEAGAAR, TBITEREEH*HV5
EVIFNROPIZA b L F— P EREEMTIE, —B/NEBRER D 2 O3EE) KR <
FHLTHSHZADTELZVHEIZELT L, J0LI LI LEER [OHEEDT:
DOHARTA ] 2ERLELL. BFZEOAELILIIEREEY . [HHEHED:
HOHAFTL ] EESII—R/NERIEIZ L BEEE A OWTERZEO TR,
B, CORBOTFELEIIBELLALTIOLBRVET,
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MTE-1

IgG DIH5E

Ol =
MR M7 & 7+ BRI ER

IgG i35 HOREXOL P TLLORROBERIIRO THWIZLHE L LT, f# 4 DRER
BOERICHETCIRE (AL TV EYRAITH D, i, R 70—+ 0% IVIG
AHFES N, RERSEDHERIZAVLONRTE L, 0%, BCREEB TORME DL i
Sh, EHEEL LTI ENDIIE->TwD,

[gG iE D EHICRBERBOBRERL LTHAYWHRE—F, BEIY <5 Tid. 1gGC BN
HOHUEOmE (BCHE) &2 0. BOHF rheumatoid factor (RF) PBE SN, F0OH
BELFECHEDbo TS, ilt. RF L) RN - RIEOENH CCP HLEME A RS
SN, FOBRMEFRAEPZRDON TS,

Fio, BEY TR EO2FRECREREDFENESYA P A VIMAETH S Z LA
RS Il ), EDRIGFIFOMEEERT - T, B TNF iR &M 1 b 1 V%
ERTThNDE L)k TEA, WHRERODATFOL Fi EOREBIIRIF & X, EZEBEED/:
EROENRI G872 0-XT v TENRTVDED, —FH T, CHEDEREOHDENZD S
NLEWEMOFET 5. INHOEEEIIL. 3L TNF kL #E+ 5 FeyR O&(ES
SRIBKFETAZELPELN 2> TE

ZDE I IgG I RIERBEDIREMH - {ERIZE > TEELR Y -V ThHH, §E IgG
DS - FOSEERTH S Foy REFII >V TEBBMBEERIAL, FLVHNRLED
TH LA A VREORNE - BE %2 S ThHIzv,
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MTE-2

B CWEAE(REF DIRTE

OBRM i
BRI/ R

AORIEERRN L IEFEORELR Y ETRET, BIYE. HORERA, 7L ¥ -
EE, BEMEGICER L 2w —HRoRBEH TH 2, MEILEERE. AUERSTHHE T
5, KPR ES (FMF), & IgD iE&S (HIDS). TNF receptor-associated periodic
syndrome (TRAPS). cryopyrin-associated periodic syndrome (CAPS) #4573 .

LA L, BEESEHE T ZVEEERES L 158 L T 5 periodic fever with aphtous
stomatitis, pharyngitis, adenitis (PFAPA ) IEI&E R, FHIHEBIIA LR WG TFBE
FHERFEHH S D & % o 72 pyogenic sterile arthritis, pyoderma gangrecnosum, and acne
(PAPA) fEf&%. Blau SRR BEEREH V24 F—2 X (BS/E0S). # T — 3% (CD)
LAERBEILEEINA L)k o/ WTNOERBLERERSSIFETHL 2 EHEL, f
DEBE LTHEESTOATVAHIEPH ), RERELZE L BB UEL 25,

ACREEEHROREIIERBEOHHRE TH S, £OVLONEINODEAB LU#
DHEEADEFIERT A2 ¥ bdoTE, TRNOOBEBREIZL ) NF-«xB D
AL RIENT A F A 4 COBBEESFTESNTHEA OBERERTET 5, BCRIEER
HOXH =X L3R SN, ERREFENTONS L 2o TE22Y, AL
HEHLFRENTV D,

RS L 1 B 0%, FFIC PFAPA TIHESIBICHAIE L WEE CRESEEL S
83, CAPS TIIFR—EZFEFEIL L Eb 5 FRIEE (Familial cold autoinflammatory
syndrome. Muckle-Wells syndrome. Chronic infantile neurological cutaneous articular
syndrome) 2’E7% 2 BHPLHEFEFEOFBIZEH 990 IL-1 HESERDT 2 BHIIAH
Thho 7. 90%D FMF EFTHEG R I F  OEREFELHL AL 2o T,

AFE T CAEREERD ) LAIENREST BT 2 RECEKRR L SERZH & .04

AT FETHA,
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MTE-3

Sjogren FEIRBI DRI M EOE

OBWERT
FRASPAFRESIRS JERs

Siogren fEBEEE (SS) DWHENZ DV TIIAMMOBER & Fi, BH—CTHB T2 0% <,
BEETLRERTFPEbL TRETALEL OND,

SS IR E., BER - ERZ LD E LEFONS BRI ECRERFIZL VEES L
A [HCRENN TS (Autoimmune exocrinopathy) ] Wb h b X H il oTwah,

AR R EBLUABBETH LI LA ER B &, trigger ERBNHIRTFOELLD
R CH AWEEESE V. B s SSIEBITABCMERR L OBEETIX, a7+ FY >
EEB YA NVAOBEEMBIT NS, SSEBTHEOLNLPLa 74 F) VIER., e 74
FY»#DEDTidi { cleavage 34172 120kD - F L TOBRCHMBTH Y. Z05F
12 EB v A VAOBERILICHE-> TELB I EPFRIN TV S,

I A NWARRED 2L DEFERREE XN D & RIS necrosis & A Vi3 apoptosis &
EZ L. BOHESARB S, F00000 1 A VHPEESNS, A M1 3y
ENACEE, BESTFRYELEE L, ) o3k (THAE. BHAR). KRR (DC) oM
BANORBrsIERI T, ERTHMBSBCHREZHRRT LI LI L - Tl
Db & Bilfas s BTHEPEA SN, ECHGIEHCHE L REFESEZ/ED. DC L
BELTA ¥y —720r(IFN) ¢ #EE &4, IFN ¢ i 8 I REROMB % B~
ELEHILSE S, T/, BFELA) VBRI ERAL O A Ph A Y EEDIERS S,
B ORBEFRILDFFHRTHEEZHILS,

72, SS AT OBMBIIY RSN TRE LT, RESOBRELN O MEERET
DBWFATREINTE Y, —D2IRTFEBIC B TKF Yy ANVTHALT 77 R) /50
BECEEFREIN T2, CORFIMTNF- aifFIZ XV EFLTAZ D0, B
EX3NTBRBELLOTA MO VPRET A - REELRMEBGOBEEELBIZREI LT
HEBDND, TOMTEFNI) LTI —IEII L AR EO 7Oy 7 ED W
BTICEELTWwWAEEZLND,

—F. FFINRO SS BE TE RO SN A RYHERO BESB I >V CldvF A2RB%
BDEWH, AEATOWA A VEEORELZ EFROLNTEY, WEICES LTy
L EEbNRA,

INLORFOHMEE D LICIAASOSSOEEE LT, TS M4 VR, BlE
Bv—h—O70y ¥ 7, BEEREEEREHNEZ LN, T TIOENCIRERERIFE X
NTWiLDLH 5,

AFETIHEE D LT, LD L D% SSORERE. IHFIZOWTHEEL, 2610/
1B SS ODSHBOEBERIZDOWTEL THIV,
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MTE-4

‘ 44

BEMSFRMERIE NSO O DFRAMEEDED S

O#F M
BRI ASPEL/RH

G BRI E SRR & Guvenile idiopathic arthritis @ JIA ) ORMHEEARRT IR
ZHTHY, HAERNSH LT T OBEIMET 2. FHAOERI» SRELHE SN
Th, REOICIERETHL I LT 22 LR Tl v, i, HAETINROBM
REBOEBERETINT TIILALITONAZ Sidde . REBBIOT I HERFEA & ORI
SN TLH0M, FAMEBRLE L TCEDL I RIOIFEEL TL 200220, EANF
FEEAEL o TV ol, TEXZZH L TW ECEAZIHEEZBL ML TE 2 &,
OYETHEEIN )X TR LHE L EDEHRR OFREC T2 ETHLE
BLraThbrBbhd, ZOEYWERNRANIZNT TCORMNE SRANIR LY, BT
EHLLT VLR EOEEERLMO N, FHEIREORELREBIVE TCH S,

ZZTEAEL PR 2 FREETIUINROREEROSERELERL . THAB L UE
BB JIA OB FRALERY I LOTRML LS F 2o, SNOBPEIE. FHABL L
U ETRBIESHRTH Y, TOEHKT [BCL OB ZHBML LFERK L. oA
fete | BREFEASBINICES T, BRBOFEEIAATH LD ). RU A8+ LE
BN RBEBRVBETLIO] & L. —KAEOHER, BOEFIORLIERES 2T 5
EHTELDT, COBNBROFEMEZETRT 5. F/o. 518354 T 20 % E 2 1ZFT L.
BRI [N BYARHEBADT7 70— F L EMMEDO OO TV I X ADHEE)
%E%ﬁ?iﬁ%ao o,

: /
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AROY mwF - MEEREE. EEFER. RBER. $5VIEIWEOERC LA TH
FELTLHLDDHEEZZONTHET,

B, £%E CICHODAERERBELR SCRLNS L5, BERETORFEIH-TR
FET B DPRFREERBEDD 5 b 0% ERIEFNERVPRBERT & 25 LD, BREFELESN
W EOBERFPREOTRS L VIERE LD LEZLNRD LD, Tz, MEOERD
RTRELTLAIO8HLEEZLNET, .

AR BT A TFERREL VO BAMSTRIE, BEENEE. b5 WIEBEIZY
AEEBREMRIBOERBREIIVLPOTEBEG A I EEATRIIELONT T ER.
) wF - REVRBOBES SETNAHEROKREICE #8571, KELZBLTOM
Ha e FEEFRLTEET,

L, 12EBOMEDLHT, WhYABEMEBH SN 1B HOFEPrOHELL
HEROAKBEYE. WERAREIIFIY36.68. 24656g L. HERE, JEXMB L LBL
THELl, ¥z, TERRBEAEOREHEREIITIH22% (REZME 1 0.4%) L&V,

EBODEZAH, INLOBELLOBER ) o FRBBILOBEHEEIITAL A5,
LA Lads, EFTRE LB L CAALRET T, FERL—TAD L) ICHERED
BOWMEBEOFERORE. HOHEOHEIEVERNEE T 2BOMIC. BRLBLEY
RUEBSRETAHORONES, FTERNOAREDET. REOCKER. BIWE. BFHRA
YUk, BEORERLMREL EOTFENRERN FARBRESEETAIEMELLNET,

BETRETFERICVRIET 5 CINCA EEHO LI, £RE CQIUBET 2 HORERE
B, BETEROREVEREZ>THRELTI T, SNHOKRBITRTAFOREGTERD
BEOM, BRERENRERFICL - TEOBREEGSMLOPETATHV T+, LiL
Lt VywF - REWESROBELETNLRORE., 2O0ROEEREOHELIH. F
BERIBWTH, HIIBRERFOEEPRERFIZrPbo TWATRENEZ HNET,

AR VRTY LS, BERTFORTH, EHROBREEL SO T, BIESEETICERLED
T, 52, BOCHED LALBCRERAOREIIDWT, EEOP-OMERRLHL
TIALBESII L EEZ TV T,

IHET, ZLORERTPEPRTIIREERTVE T, € FPORTIL, ZTONAOB
IR T 721N TH N 4. HREATOTHZEERIERE RV, BFRES ORI 6L
EFY AR 0bITTREL, &Y v EIY ANERREOTFHHETFHIEY . BROFED
BELEBTFHO—MI T LE LT,
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BCRERBORECIRFET. 1HICHRIESDORF

O/IME—ER
LEFH R R

Z{ DHOCRBRBIIBRENERPSEFHIES L TWAI L BHOR TV E, —4,
BIZMERIPR C—MERAERBIZBIT 5 —FKEIESLE T20~30%. 1 REER% T40~
50%. ZHEMEMILE (MS) TBHRIEE LV, B—BEFERBTEEZESICHCREER
B %4 U % Immunedysregulation, polyendocrinopathy, enteropathy, X-linked syndrome
(IPEX) 2BV TH . BERCHERIFA—R AN TLLTLOI - LR, 23 L7
BEL, BEHERICMABRERFIBECEESE LT LTEEEERIEL Ty b, £,
IPEX 2B 5 THOREL, EWT UNF-PBRITTEH0H 4 AFTOT AV ABL -
Fy ¥y s Bl OBENTRESNAEFDH 5,

BOREEBIIBY ABREQCHSIE. Vv FRICBITAEER. ¥ 0 L — RS
BT AA DN - CREROBVLOEED, FEHESL TV, FOBFO
10& LT, WEALEE S OHOFEEEE (molecular mimicry) 238 F 5, TN T
HIB2 D priming X B OHAREICHES L TWwaEEZOND, TABEICHE) HEIEGR
HZERMRe~s 07 7 — VO TLRARFE 2 v LIHMRFH OB 1 v o A v B
PEIRREET MY 5. BEMRO7 R+ — L AZECKRSOMESESS L CaciED
BEEALCECHEREN T RUBMlOFEE{Er 7267, BAREMEIC L HHURER
TRRREESBIIACRERLCFHIES ¢4, & 512 epitope spreading R lEeFM @ 3%:&H
B L ) BOHEREMESFOSHREBE L2500 Ly, -7, BREBEEKICLLH
CHE IR AED L BOPUBRREE. S OB ~DEE & ) B —20
EFNVELTEZLNS,

AL AR, BREESEH ORERELIEIL ThA E VIR ETLI, Wb LE
HERHOBHLE 2o T b, TORFICIE CD4* CD25 #0514 T #8 (Treg) % NKT 41
MPEE L Twh L3N Tvb, IPEX (38ESEH T Foxp3OZE R KIBOER Treg X<
T, BB L ARENE LB ONHBESE s EEZ bNE, RA%
ZZUT, BRTELLREDIZIEECRIBERIGAEZ ) 9 2755, MFlRIZEZ->TADR
EERBEESNZ G TwaEELEZ LIS,

BHORERSOEE - TBIZM L Tl probiotics RMRIZL 227 0— VIROBRBEAR
FEFFI R, BCG IC & 2 ZRMMLEDETIH 2 E VO OMEFR LN B, BEER
Fo LS BCEEMRERELE L THRADRTS 55, —HOERIIWTIFRHR
ERICHTE AMERMERL TV A,
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=ik

VUR3

EMRES
ZRMETIUFIM—FT A& Epstein-Barr U LA BRRAE

OXKAa B
HERTRES Y 5 —BE - RER

EHELY) 7= b~ FR(SLE) THARIEER T o - REREIBEZRN L RERFO
BB T I PiA%HE (antinuclear antibody : ANA) ®°#HL Ro ¥, ¥LLa ¥k, Y VIREHR
i oA *EET S X 5124 % (benign autoimmunity ) KV CHT ds-DNA Hifk,
B Sm Pifb. Hi nRNP HiEDHB T % £ 951274 Y (pathogenic autoimmunity ). JSH 7%
PR ORINA B L TSLE LB ENAZ L2k b, BERT L LCIEMNE. R0
EY, BHIRTANVABRESALPIIR o T 4,

TYATERLY b T AR, ¥ FTid Epstein-Barr (EB) 7 A VADBERZBEET A VA &

B, MR, BASLE TiiFizebl (>99%) 12 EB 7 4 )V ARGASFERA sdt, WERE I
RCBBBIIABOEYROL EHREENT VS, L L, EBYANVABEORRE LT
OBRE Y IR L TR Ve OSLE TIXEB 7 1V ARSITEEME CEEbed. 8
HORERBOREE 2 BT 5 -0 AT EE SN TREICEN LTRSS, @ M E
CHBERERIGT AIEB 74 VAP EE S NLWEE L EFEZ LN TR A,
[FEBI1) 1248, £%8» Ad o AN S 1083 & < ERAHOZELH TR,
HEEAE: SORBERELTEL TV 283y A THES. HEEXZELTEB VA
VARG U 7oAt LRI CH - NG r e DER > bR L ko2 £ D1,
Pt Ro ¥ifh, PiLadifd, & 5IIH ds-DNA PLERLHL Sm FLEA R E 2 ) FEAEH
BHLTHALERI0FEOFEATETHBFREREFTASLEXRELL. VA VAT LAED
HIE A S B HEEEERETE 2 12 VWA, HLVCA TG Hifffli. 1 VCA IgA HiHilidE
BExELTW5,
[FE6I2] 165K IR TRTRE L ERY V HER* 2T A EREEMETEB YA VX
WSS, M7 AT I YEOREL o TV, 20K, —RERLME S
VAT I F-BEOBEFERLER LS, AR, FERRETR,SBCR
EWFREEZ THEE L. FOEDP S RoMENFEML 2D . K\VTH DNA HifEoH
BE i EEf, HEABATHIBL SLE #8AEL 7 fEFIL SRR, DA NARY ) LAED
WE D & 1B EEEREIIE 2 12 v, 3L VCA IgG HiEE. i VCA IgA Hitkfit®
HEEXEL T2,

SLE ORI EB VA VABEASRC ST L Bbn 2 2R HBALTEB Y1 VA
¥ SLE OEEIZ W TEBRRALL,
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2RV K4

BohELSH-BCRERBORERF

OfEERE
BAERAS/IVER

HOHUEDEE A Z X230 AR S TR wi v, flEBLRAORER
FRZOREAYROLEZHIPHEETH AP, HENICLACHAEOENEENTLE
IENLWOFERPHLEEZ HGND, TNFTRo La, Ul - RNP, Sm Z O ECHES
MEfT TELY, INGOECHEOELEN. ARREYFOEEOPIZZOL » MiD
BLEZHNE,

9. Z{OBCHRIIEE -BEEEHETHY ., £OESEEEIZH 0 L HRARN
HEE LTOBEIHFESNTWEILTHE, ZORELEEDL I T-20EGRETH
DL Thb, bH)—2ORHE LT, HHHEORHPLR P LR UL A LA
TOREEIELL., HRRECERRATLIBEVHL I LPBTONE, TR A% X
7z L 7-#HB2 Tid surface bleb {apoptotic body) Rz Z i & @ BEHEAEH S . FEIV
BRI SE-RIGEMMTIT{BPRES N T 5, 20X ) RECHBEOREE L 8k,
RIBRDLRAE VA NAEBB IR TVOR AN LV, FIUIMA T, ST R,
cryptic epitope DTFETE & epitope spreading. 74 X RNA L HUHEBEEADOE S ED
BESE L, REROENE L TEREBINL L) 22T RENEL LS,

T/, BEOHBEOREANOESIZOWTIE, IhETCRREESHEOTERPELEZ LN
TELH, BCHEOMRER~NORREPRESI /-2 LX) ERNEREER. 35
CIIHCHAS FORBRNORALBESIS L)k o7, BTHAOHEER~OEA
WHIRRRIC B 2 HCHEOREORELZEEL ) 2, BCHAOHREER ZOBE»OH
FliEbFLEZONEOTHS,
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a

REV VNS
S :
SERICHSNDHSRERR
O B

BREXFEFRREFH

Tra BRI ACRBERE L 2T AAEL L THE RN — 7 A neonatal lupus erythematosus
(NLE) 2% %, NLE TidfHkd o OBITHME. FFICH SS-A/Ro HAEOBS AT I T
WBA, ZOBITHESED X 5 2BFTNLE & LTOBREERIET 2 2RTFHATH S,
¥ 72, 3 SS-A/Ro AR OBESD S WA L7z §RTOFEIRH NLE 2 BET LR TIE
r (. HICH SS-A/Ra HiARRMEFITH NLE & LCOBRGZELBEFH 202, B
HRIA LA BOREREORERFIIPETIIZ Y,

Hivh I SS-A/Ro TR BEA & B4 L 228 4E R A, e/ D. i
#ln7 &0 NLE #ERZ Lo L. B8I2 43 dsDNA #iff. L SS-A/B (Ro. /La) Fiufk,
HANF 4 AV UV HAL EAEATEE LD b %, —REECHRIFEE U7, FkicH
EHICBCHAFEE L BN AHEROBEIINT TICOBR SR TEY . FER
BRAED S DZHN G ECEERESZTTERL. BN LACREEE LRI L) 275l
PO TR, ZOBF & LTI, BETHHBOEREDEEZERIC. BRTOREIE,
HHVIEREROMMIC L2127 0F ) AR EORE R ENEZ GRLHH, Pk
WZEFR S 7z b D v,
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Opening Remarks

ORIt
BREAYESRFRSHNERR LY 57—

MTX %"l & L7 DMARDs (2 X A GEPED L BEHSEE AT b0 JIA TR, £
DOFHRIIBETOLERAL LTTRBRTH S, BEMIZIE, ERIBE LERT 20 LilF v
) =A== UERITIZ. HERREREIRBY . B4 A TOLEEEZRER SNLEPE
v, T/, A70 A FEEEAREEZ25E JIA LB TiE, B K. FHEER X
N QOL DIEVAEF*EEIZD/ - TV HNZITP D i, 5B RIEREFSEZIL, <
7077 — ERIERBE 2 S L 2EGORRICLBL SHDL I 81l 5,

DL D% JIA OEFIKILI break through #4756 L7124 O EWEMERNOE AT
Hibo

EMERRAFIL RA X JIA OBRHEEAHZ ZMRAFETIE 2, L, FOREREY
LB L s 2 8EE, FLTEOAREOBIIIBWTIL, XD DMARDs LIZRED D
DTh5bH, Ld, KD DMARDs PEHMIEOETT % slow down E€DHIZETHDI
K, EYERRRIEEER A TBIEL S L bR TH L, 7, P EaRA
i, NEOHEHTHLERORESZ OEESEL R Y, WHIIRBOMEREE DV L),

ZOEYFAEANL, JIAOT L b EEORBEIRRICMITAHEE F v o AR
L7ze #8822 TaUE, BEFZT2DIREBR - KEOATIIRY, BRARITHEEM
AR EhAMERERS -/ F LB, EPFNEAOGEEXZTH LT, &
B IIRRIIHEAL LTHBL., HERFEIIFSTHURERTLZ LILRE7Z259,
IS OEEPHARREZZRELAER L BFAT 5O THIUL, TRITEEH BT
Bofizidd s v, ERZBENRELLANT, MNEZEFVEWEHEE O best
indication T %o

RY RV LTE, AR I TFERIEAINL D & LT 2EMENRKOBERD
EEIHESIND,

IHET, EYPEMNRBICETAEERT— Y i3Zv 00, ERMFEIZET A BT
RRBEIHABE CO Lol 22C, YR LOREIISH- Tk, T, 1%
RABFIIOWTOEBN LIS, L ORERYBEC L, FOLT, BRRETOEYER
BAOERIZOWT, £/, EPENREINES 26 L-BETFHRSLPBUWERHZII2WT, £h
FNOGEOARY Y )V A M THBL VEVA MDOEEFIZEREY BECL.

TRV AIBIMEINBREFIE, VURV R MOTRESE L TEMENREA OE
WHREITERIIN T 2B 2 ED. £ OFELHEAR % S+ A3EIcERIC S L,
A SIS E O break through & 2570 OBEEH R LTHE:WE, FEIL T,
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S-2

U FICHT DEMFRNERAIOIERER

ORAZE
TN RIS - R - BREAH

. BE) TS (RA) PR—F v MR, REMBEER2 L0 T 8F LiinHEh
FAEWEEEIZN LT, T TNF (Tumor necrosis factor- o : JEEERET) BHZ I Ld -
L7 R SR B 2 R ERT I EAH S NI R0 TE L, R TIL, EHPaER
D5, BROBECHERAWETHD, 2000 2SRPSEBZBUTTVWEH
TNF #FIE S 58 TEOEREF A B L 2y,

Pt TNF 8HF0i2id. TNF- g 203 2400k L UCES U infliximab (4 2 7 ) ¥ 3= 7))
& adalimumab (7 ¥ 4< 7)., & b 28 TNF £4{k% L 12 L7- etanercept (T F
M) ABHD, THER TNF-a 29T 5 &0 LBOEREBE L - 2388 & LTES
L7ze EBE. Zho 3BHNE RA & L CiZIZIFSOBEHRDELY E LT b,

LA L—ATiE, W OrDREETEEAOE THRIZEVYESHAHZ EBbhoTE,
ol ziE, ZU—VRBIIBWTI, A7) F 0T, THVLARTIEBHRENH L, ¥
AN T MIBEERS Ve TOBRKRBEDOEC, BRE LA [TNF oFf1) 23T
BRI oy, REGIERBFOERIS I MM ERIET 5, BAXZOEHE LT,
&8 TNF- @ {231 % 3 RO OEVICER L7 2.

JRE! TNF-q i TNF EEMRORHEICRB S N25FCTH Y, TNF E¥EEE (TACE)
I o TR SN THER TNF-q & % %, TACE OF#BBMICEELEAL, Jurkat T
METEE L CTIRE TNF-a ¥ BETAREML L. ZOFRFHAVT, 3EBEOI TNF
BHIOBR TNF-a % 6 NS FN e BBT 288§ 2 RA % &5 L7z

AvINXRVT, THVLATT, TZFNET MO IBHNL, BRI TNF- o ~FREICHE
£ L. FIREOHMEKREMMREEEN (ADCC) 2R L, —F. WiEKEEMEES
&M (CDC) REERONMEEBIZ L2 7R =2 23, BRI THLLI 7)) F <7,
TH) AT TURDLD, TFANET P TIIFEAEED LY 57, BE TNF- ¢ 754
FEERBETCEELREEREL L TWAZEIREREINTVELILEZELALEL L,
S BHBOEER TNF-a 1283 25RO EVD, AERADAFEEEE~NOF DT
FEWIE, —FTEWER L L TEEOREBEN LN ZVI E0—20@F L LTEZXD
y (I
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S-3-1

BRERODRER

OFNEZ
BRI A S AR

HEMNFHFEEME X (JIA) 2 X Lo L LANEY Y F ERBIIRALBIT S ) 7 F
HRB LA EFORBERELRERTH D, FOFBICKRA RREEYA 4 Y HE
LTWAIEFREEINTVD, FILJIAWLBWTA 7134 F -6(IL-6) 4 ¥ —
4%y -18(IL-1F), BBEEFERF a (TNF a ) DR~ B L MO 50, &
FERRE & BELERATRIES N, TS EBIE LB 2 EREFRR I TV 5, Bk
TiX TNF a #8889 Loy 2027 MBSO LSEHRE JIA IS LC#iine & h, &
o EEBIAIBLTIZY AN T R4 7)) 22 TBHVLNRTWAEPRRIET
GG <, IL-18 %8y L L /- anakinra DEIES#HE ST 5, —A. [L-67F
NVEMAENE LI ERETHE ) AT T7HEEFEICBTHES L. ZEHE JIA
O HTEYEE JIA BV THATISREN TV 2,

Sth, TERNET I, AvTYFLTT R YT TR EEYENRANTIA 213
CoHELINBY) o2 FHRBOBEEL LTHWORD IR Y. ANEY) Y= FH KRB
DIEFEIRELSBELN T EAFEENS, FAREWTS M4 2% "pin—point”
TEMT 5 EWERRBIL, ZhT M) T FESHGAERN S TRERRIER O
BELGFIZBWTKREL "BHEE" P8E%5, ZO-OEYEHEALERICERT S
BRIz, FNEFNOER OEREF CEERSR O, BHERERLZ B0 TEHT L2
EhH b

BAZEHER JIAH LT ) A= 70BREBRE TV MR JIA LT
IHFNVETPE YA TOBEKRREE A7) F I TORSEERB L7, £58%
5N LHMER JIA 2R FhINT 5 SEMFERNEFOFH L EREE, k57, Fb
DWTBRR L 72w,
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S-3-2

BEIHEE -
BEIHSARMREERLANDERERICS I DERH

OXER 7. KB #
BERTNEES Y Bk

EYMERNRENT., BEOEMSTHIEL B8 L U CREFHAMRZ M2 Lo L hBRs
NIF NGB THB, AV 7)F VT TEBUNTTA, 5% PHEOTIA -
FMEABOPLTNF-a HifETH D, TNF-a LHEENHICHEESL, Ihidhfid s & T
TNF-a & U7 RELHIRI LR L 8T 5.

A7) F 2 TIE, RAOBE ) 7<FI8ET 0 TE/NNED S b EEEISRERE
RUNOBEBICBITHFHFIHRE SN TWE, BEHI B D EFEESESEME R U OME
FRE (N6, ABMRISERSE. ERMEERTHRR) LovwTHRET %,

[EEGI1]

37 ABR. BAESHHIINBGHRIERR6 2 RDNIEHLEBH, Ho<ra7)»
(AT IVIG) 2g/kg#z5- L. & HIZBIIREG AT B3, IVIG RIS TEIRA Y
Friabto F#A, BEIRHEEI E MEEOE LS ¥ 87, IVIG BT b FHE$, &
0B XY L Fovoy, I8HBICY Z7O0AR) Y 2RELBHE. UL LEERGOL
ArRD, BWAIA V7N F I TERS LB, FORRERCOFLA D, 39
WAI2EEOA Y7 ) %27, WRBK3IABED A 7 F 3w 7,5 LEOHRIEH
22 ) DA
[fEFI2)

4@ Re FHITHEIA L DEBBBL, 6 BIZEEAR. 7P ICABMRAIEER (VE)
EBWENATOAL KNV AEE, 7L F=vmy, AV db— M EOIEEFIT
P WO b O—NHBEEE L) FRI8ELL A LRk, B, BERK. BEEE.
M. 5. ASMEMS. MHEETERMEETS. CRP - RiLEDOEE. HLA-BS2RE
BT, AV MLFE— MR, TYWFF )0, 337z - VERET 2 FAERET
5. B, MEBECRERCRESERT 5720, 41 7% w72 Rth. UEdEeh
LREFIGOWERBO L Fovory2EBE L7,

[#E#I3]

165%. &8, AL 0 ETHOFN - RROER. BEHOTENRHGIIRE 0 BE#B /.
RO ERHIR, WISME MLk, HLA-B27 B 2800, HEMMEERL S ST,
MEOBRE. ZROBTEWALBBNITA Y 7 F v 7O/ EBB L
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RETE

OB, o9&, BIFBE
BRBAFESRNEN

EEMERREEMEL (JIA) I, ThREITHRAILL LI TIZ6EE{ ANRATHRBT R ESR
EINTE, UL, EROEFETIEIHRAIILE S T TREITE LEI L VERNNS A
THIEBPPOLDPIZ G o TER, FOL) LR LAZARI OB CAFENEST -
Twad, B, FTHETIEJIA systemic arthritis (sJIA) 12 % L tocilizumab 2¢ JIA
polyarthritis {pJIA) 2% L. tocilizumab & etanercept OEBAISEITH CH A, 72, RA
{25 L€, infliximab & etanercept XK STV 5, T & OAYEMBFIL, BED
G OER T U RITF 2 BERRE 2 LT b, 2070 JIA OFEEORBGIL. [H
FoL RSB ELEGREEBZ I b T22 8 ) £ Tidl . ERIZE VRS
TWEHBEIEAZLENTEDZON ] ~NEMH-TET S,

LZAT, JIADERIZOVTIIFARLREIIZ . ERIRALNL TV S, JIA DER
ELT, GREToT-RETOERFEMND %2 vIKE CRM ; clinical remission with
medication, WKIZ{ER T HIE L THREBFENEO 2 4KE CR ; clinical remission without
medication 2 DODREENE 2 Hh b,

sJIA 123 LT, tocilizumab (3L CRM 2 BV HECH-TEEZ2Z 6150, CR %
7z EFICE LT3 v, etanercept X infliximab (2 2wV Tk FRM O ®EIT D
<. CRM i/ d DI L & TSNS, 7. pJIA I, tocilizumab. etanercept.
infliximab DAEHEOBRESNH D, CRM A BVHETHA T EEZ LS, LAPL. CR
7T H]E L. etanercept TI33FIF 65 (4.5%) W28 X 72 vy, tocilizumab. infliximab
TRESERV, 72720, EYFHEHHEA SN T2 L TH, REFEALTEL TS
BHOEFDEFIZL DML T 2 PSR,

7, BEOAYZEHNHEANIZLL CRM OREEATOS FEEETHILPTE, Zh
TR ENE, REBREL LA EELBRO QUL FEERBO A EVHIFINL,

[REIC L WBEELEPHERE T b T 528 | LT JIA systemic arthritis
(235 LT Tocilizimab i3 #OEHE T, inactive disease & LCO iz, @ #. %5, L&D
BEgs, BRRE, ) oo SEER. @ 7 FVER. @ FKitEL CRP OREE. ® EMOREEHET
EEMEOS ST RTHRNILEERL Tnd, TOLT, ERITV2H inactive disease
DIREEAG M AL LR D% CRM : clinical remission with medication, &% kLT
inactive disease OIRFEAT 124> B LLLE#E D% CR : clinical remission without medication &
ERL TV 5D,
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RRRRRMESEROMER —SRRERLIC

Ot HE+L
KERER AR

JIA 12 BWT, EEFERHA (BCs) IS RA (Z RN TREZBRECHEEE D2 v,
DAEBENDRWE EREH L HEE WA B, EROLL XL RIS OFHCE> Ty
B, & ERIBOGICEE L TIEA: A%V JIA SEFIO BCs X X ABIFURRERD A A = X
LELTE, BETTORMILADE( D SHER 2)EaMl ) ERE) vIdid) &
BEARSCERTLLO, BEINLTA A4 v OEBRER (5) EHITER 6) 4l
REER) CBARTLLD, 2 ESHHIENS, 1) +4) | infusion reaction % anaphylaxic
shock 7%z L O S8 FUGHLE T, infliximab (IFX) 5 FITIIRARRE iZFRLL L
BV LATRIEE N BCs THRBD 5, H5# 3~ 40 B TCOREI R D L5 10EB
TRONZFLH S, —H, FBEMCHREIIPETTSE ERTL2WHPH Y IgE &
HERGED &% 5 1gG (PR, HACA), $3ViV TR S L 2vES S =
Nb, TRGOBETFHICEPCRY I VE, A704 FELZ EOREREIERS LTS
A, EBRICELT LA BEHTIR 2V,

T/ BESHEBEIERICEWLBOBIRGRHIIT L X -JISHERO U 2 7 2807251
FEL. WTRLBHIOT UAF-BOTGLMBFERETH LY, BEEZLTLLBL
Rwilbd b,
2)+4)  REROBEIFRE, AR 0. BEBWIRBE S5 R3TETE RVWER

TAEER L 72,
2)or3) +6) | EEIIBWTHA M AA VORTHRENS, KT EEPIERIIREE
LB 5, FEEOBEELLEICERMORIE ., ¥4 b4 2 HRkI5HE
IZBS T AR R R L TV 5,

3)+5)  BEETIL. RET S LEREL. EEBE. FIRES L EFROh, BE
BUIHETH o 10 '

3) + 1) G BRIHEEE (ANA) 0220 6H Y. BCsIZL 2EHNV— T 2D
HERE L, BERTHO ANA BEFAPFLEVWIARTHERRETCOE Y — A&
BEThHb,

PlEED/RRTCHBUTEELRERGII2WEE L ONLYE, BEBRISOEENE .
BOFRGRHC I TFRIEEL TRE L. B, X5 v 7OBEREHRE =) v 7 &0
IFARETH B,
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Closing Remarks

OB HE &
MRS ES IR
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FiH 1B (SRERATRNSRE Qusm)

E—=r0E=7-2 S
LYK O IVIG BHBITN 95 Option
-PiFAbAA HEOT RN - RET F0T-

A ik ) (R ASES R AT NER )

ZUFIEI 1 - SRERMA

P2 FRDEREER -VERRFE 2L ET

FEHIER, (LEXSEXHERA - BEprR 208)

SUFavEIF—2 T-tsRa
AT FEFEH -5y APpST50<

PAGEH (CRERFT AR RS RERAZE U I FARS E88)
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IVRRERR (3ESERN) DBEEaR

OE# EE
RRENASENENE AN

SEEIERT, BOPELHETAA8THLITE., EHE. IREBICE X 2 JEOKER
Thbo LD L. ETIRAEIBICRFT 2 REREITP ) TR, B BEICHEY
LRI, B2 IS, Wk, e COREREDTREIBERALBEHRLTEY,
B CIRPRR 2 & IR 3 28R Ch 5. FITARBIETIIS Y )BT HE LR ) WIRA
L= LTCEE L ThzVy,

WRRZOFREIC L D AEE L AR KR SNE, —RIZRREE Vo 72BEIR. A
HAEOHREEZIEL THB N, T LLZORERFICOCTE ORI L SN TEL, £
ZONZMBAORERFE LTI, DFER, BE. Ml VA VAR LI X LR
)T UNF— - RERE. 3) ERKRBORSE. 4) BERAH, B8Fohz, & hbli,
REHPEPIIR R % B SRR IR T, RIBRFERT L VF— 4 EXFIC RS L AR
LCHY., HEONBESE ., HEFBRBETCEHIIELZ L LIELIED 5, HIAIRT
. WV af F—2 R, Vogt —/MI-FHF, X—Fxv MEE W LRERTIZLLNR
MR RS AZ BT 5 ZKAIREE DTV,

—F. NRICBIT ZARKIERAOFIUIL L CEE, R, BHE, RELZEE(DSA
WBWTHENH D, Thbbh, ARREEFEED6~T7%EEENDL L, MREFEL.
REBAILABRIR AN Z I H 5, T/, FRE L THRLERNS LA, DRICHE
AR R BPREEIME I NBRENS (., RAONBEO L S Va4 F—T A,
Vogt —/Mil— BHBPN—F v MELR EEREFICD B TH D, 3510, MNETIRE
HAEROFRZ D% RIELRS 2PV ENE L, BRSSPV ETL, EFoEH
BE, f. WRFABEL CEFEHLTILDTRETAZED LIFLIETH S, fiEoT. H
BOBRIIBOT, KM, FH1. FRBEEE, BAELR S 2/0NEIGEBL BT, B
BIRDOME 2 HIRES E 2 TOAREZ Y, IREEMEICNSZT2EFRYTH B,

FHEETIE, EEBREY 27 <F (JRA). BEHERIZHES 2 E ER (TINUS), il
W% EDOMUZ, ANVRAT A NARR P XY 75 X2 B X 5 BEMRER S OB hE
BIZOWTHR~S,

-



RERMIBRD IVIG BRFICH I Hi4% Option
—Y A MO VEEDRRY - REREZHT-

Ofd 1
RAAPER 5 — TR R 28

SR 5% (aKD) i, 20037 iRk sy o 7)) v (IVIG) o B EH 5 A5KEE
ENTho6, 1~2g/kefk GHBBULEE DA R o720 L LIKRKE L TEREIRD
EXE036%, H1.32% WEK251% (FISELERE) T, FH42% DR EEIED, =
D% I IVIG ReBIThH N, TALOREH - ERFUIERGEI = &0 L 5 (LT 5
PHEE 2L, WEIIVIG ISR EREE LT, QIVIGEI, @AF V7L Fmyar
28V AEE (IMP), @7 L F= Y #E(PL), @ Ulinastatin (372 v b)), ®ASA K
BT, @MIETHRELDH L, —ETid Methotrexate, Pentoxiphilin, Cyclosporin % &%
MESN TV 5,

FOPRTLIRARE SN TV FoVRRRER, 8RO "L UfElEE” 287,
LA 3T ikEERTHS (Kobayashi T et al Circulation, 2006). F77iMP i3, Ha&
RIEBGNR, CRPEAEREZ L6 L. PLORMRS*EET I AMEEL H 505, Ehi
BBIOTFET S L. Pulse BEL LTOBHER O AEET 5. 377 v MIEEHIK Elastase
OREFERLZHD. —HORIGHIZHRLH L Z LRI > TW5, ZhSOBIFE
HE T ORI 3~ 4% CAH ) . EBIETER OB TEV Risk BRI TH 5.
YA hha A

2004 £, IVIG/iMP AN aKD (2t L CHL TNF-a 8EITH A 1 7)) ¥ <7 (Remicade)
RER L REBIERG A S 17z (Weiss JE, et al ] Rheumatol, 2004 ), % LT 20054, 16610
BHENERIEE RS ME SN/ (Burns J, et al. ] Pediatr, 2005), W SEHENRAENT
HbEDERTH -T2, KDEMMEREET ZEMERET N TS TNF-a DEHIHILE %
AR ST AESPE XN TVA (Hui-Yuen JS, et al ] Immunol, 2006). FAE S ORETTH
BRI AN 2 IL-6 DEEHE > (Saji T, et al. ] Pediatr, 2006), A& H X5 25EE &K
NIRRT FE 2 (2005 4F) THRIEDE—BI % 3 L7205, FOHOSERE (5 26 [ |WHET
ZE& 006 E 10 ) T 17FTHYEARE S 172, Remicade iIFRAD 7 10— 97 (2002
E2RY L. BEY v=F (20034 78), X—F v MF(2007H1 R ) OAIGEICKELD
Y. KD TI3FrE Off-label A TH 2, RMOML EHTLLLERLBEATS %,
Infusion Reaction, TB WL, EEEGE (PC iR, 7ANFN A%, ERRIE,
BMES) ORAE. ERBEORE, (ALORE, HOWEEL /Lupus BIEREE, R
felEE, BEMMERSIHESE TH A, oT. 7745717207 TB-2Gi24 % TB R
ROMEEENICH- AERBRRESLEIL 2 2, TP R~0%eM, PK AERTED
KIRROMECH D, BT CUEELBIFRIIEE SR TuRvA, SHROF LV A
bh A BFORSEDLEATEY ., Risk/Benefit OESE A5 QEERZBERFRKO LN S,
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LS-1

RUOYFRIOBREER —(FREFD SEVSGET

@) vii:a
TEAFESBERR - BRI B

BE Y o< F (RA) DEBICH 2o Tk, BROBML Y FORERELRIETH-0H0
DMARD (disease modifying antirheumatic drug) 2 WidH) v < FHE LTI 2 RE
K OBRBIMERIITONDE LI Lo TE TV A,

AP TCEAINTWERH) v~ FEOP TR, EFHERHE SHILEH (T T3 v
[BUC] - D- Rz 5 V) DERAPEH L DENTH S, A P FLFH—+ (MTX) O
DT FRRAGEA T, TATAr-TRELMRL WD 2O RA T AHERE -
EEBEEECKTIAREC BOO T w5, RFRTL 1990 FICRBRROBIC 2 0. #H
SEREISHEIN L TV 5,

BUC 22D SHE* S THICHL, AATHTHSSEELYHATASA-BlEwH L
= R R R 5. 2O SA-9811258 0% B ) Y SEROMEIER 2 Fo Z LSRG
P o>TBH, BUCOLI20ERBTEE LT RAD B Y Y HROBEIERLORTENE
2ok, —F. REMEELERT 5 A LBl (BEERMAL) - B ZISEMI (G SFH
fatpiiie) (v RO ERICH%TAZ L, 2HIKRAFFHLLDOING DMEDFTILATT
ELTWV 5, BMdmEilsvT, MTX & RA BEBH CD14( - ) Ml 5 0 B R
R~ L Bl L 722 DiZ8 L, BUC OFFRETHS SA-BLIZIFERE RE 2P o7
—H. RABEFHCD34 (+)Mle% SCF + GM-CSF + TNF-q DIFEET CIE#ETAZ L
WX ) ISMEERIRA R~ DO LR O N B, ZOMMIE MMP-1%2E4£ 452 25, B
ENEIEARR LB UEE R 2L EZ 50D, SA-98LIXFOA MBI BT I Dk
FHRRI O EE L HIHI L7224, MTX ICiRE0 L5 RifliER s o h o7, B
&b, L%l EdinvitrotcB T, MTX & BUC it RA BEHIIEI X LT Bh 21F
BERTI &P, MEOHAICL VRO LEENTTREE 2B EEI LN,

Y o= FREIE4L OBWERPREO SN, BWERO BRI AR20~40% TH Y,
EBIN) Vv S RO THT VEELERED LR, L L, RS- TIEINS
CHaEETALENS S, FRC, M - RREEL TSI, BEREORBL A%
EE3REIITHIENRABBOZELFRFLEETH L, T/, BEEAEADDH
A5MTX OBMER L LToBERRIAI>VWTE, BHRREFEEL I Ehb, F0O0E
FERIZDWTEZIIH LT T948% L TBLLEND 5,
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LS-2

A70A REBIKE—FvADSIS UV

O/l
KRBT AZAZREZTERN U DT F AR e

A704 Fid, BFIITF Y2 - L UROBEI LEN D00, RERESEZ I
O—VdA7DIIBAELRIPTIEOTELWERTHL, LEL. FOHROBERIRT L
I A7O4 FERIZL 242 2alffALMONE L3 ik o/, 2O—00ERBESE
THY, NE»LEEE T CRLEVIHIIBOTEERILE L2567, HICRERO/NZIE.
BRHEEIE L EE-THEY, Oz 74 FEERIRGShE L, BEEBL
UBMBEHICL DBREEZ CHERIT I EPM6N TV 4,

AFOA4 FESIZ L A2BRBMBEOBRRII—2TR% L, BHEOBERFEL LN TWBA,
F—OBRRILEFER~OEFEOERC LV BERPETI AL THE, BRBBSIZL
NELCLZRRODEHEEEITH LA, BER - RZIE - ZRSWBLCOEBIIBHLT, &
NETOREY FLDTALV, HRIZTEARE L, A704 FORSIZL Y BRBHIET
RS A LRVHAFTELRETIIFHEBERAE LIS, ETHh- TLBHBRE
BABIEBWTIRE LR TV, #OBBND—2F LT, /DNEEBVWTRARL: Y OR5E
BENZEREZ LN,

BARERE I BITA, 2704 FiE2SUERBEDHERLTIICET 2GRS
LAt AREFRIZLADOBHEFOL DD DR, Lzt TEBOBRTIL, KA
TELNHERE Y/ NRIEET 2 DA FEE RV, T TLEEEVWIF—7— FHE
BEhd, e OBRBIEIE) BN FHTAAEL UT, ESLRYpmEsSHEEsH
Twh, EallEERET AL TS, FEMEMT A2 35K, BHIRI T L
&0, BIEAFHTEREELLNTWED, L L. BREBO/NRIZEWTI, EBIZL
NEEFOLODBRMT LTINS D2, 77, BHEOTHBEICHTIEFRETRELY
ERBEVEEZ SN TVAEA T+ A7+ 2 — FEHNL, A794 FEFHBEOCTE i
BLEFZINET S 2 LA SR TV A, MRESE LZ-2BOREIIE- &) Ly,
I, BHERESEOEIIHICY A 7 4+ A7 + % — PRFIIEH STV AR08 HEE
THESE-TLEDPLERA T+ AT 44— MIRBEND L IHRESN TS, PED
REWERBLERTHD ., NEFOLODKELEHTH L. EBFEDERTOFM LT -2
HHENETIND,



ES

EVEEOEARL S ETFEE —ROBEENG -

O %
SRAFALRES RN BORBILERE 2%

HEMRIAE SNARIZ L 2ERNEORFEIBEI Lo TELIELY, BHRICE-T
REZEOFYULICHEESRESEDOALVWELHZEEDR TV, T/ BEOH
0% o OB ERPREBRT A L) FDAOKE b H 2. XOENEBER
(pharmacedynamics) (A Z IV v A5, (EPBYEE (pharmacokinetics) O AZE RS
TREV, Thabh, 5 INLEOMPEFEIEIRELEAZPE SN, TOELE
Riz#HARICH L, BEPRFEOBEBAZEIRRARM (72 /74 7)) LEETE (V¥
ATIRBILTEZ D, REIMIAHEHETRSI N, KHEIRBEALEEFELEVE bt
PM (poor metabolizer) & #$ 5%,

HEMIERSNWABTFEEOEDOHIENS, Fi2F by u— 4 PASOEEFER (CYP) 12
Eo TRBEND, CYPIIIHRA 2BENH Y. £OETUBETEENFET S, &=
FEROBBEEF P )ONEELBESINTEY, &6l BEFEOBELHIED
TR 20 D2d b, /o, ECYPORXBEIIL2EQERESEL 2N TE R, BFRIIS
VA EPIREANDERPER L o255, —HTHADERE & b, © e (EHE)
CERERRIZELVEGTEROREIER T2, @ FRBICH LT, BEZFEEH
PN OEF (epigenetic factor. #IRRRE, EWG. WELFam. BRIE. BE, &, fHHE, £
BEIRRELR &) I EEYRIZLTWAZ E, T/, QR UABEBEICN L CEENLE
BllebETH, BEEFRPEHINIREITEBIIRIL TR R I EEMALPIIER
Twd, 29 LARICEE L THESIEDRE (personalized medicine, 77— 37— X 14 FE
B)EERTIVLEND D,

SR L & LTRETSROERIMEORRIE, 3 Tl BRIGHTaE 2 B
b, Ll B4OFIIBITAEHE L RIZTFROMCOFE L WIER. FICEERERS
ARLTWAZDIL, BEFEHOFEREY EBORSEIIEKMTELRWHEIL NI LA
BRREHOBED—2L > Twh, &k, BIEFEFENINT AHMBROLR &5 EE,
HEHE. RO - T FECHE AR ONZLENHL L L HIC, BEIZHO IR
s 25 BIZFERASBRBAIY ANDLERHLEEZ NS,
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W-1

EEREFIHSHRERBRICHT DN UITTO 48 BRIESICHBITD
MR, BREOHSH

BEERT", OSNEL . BEWEET", & BR". HEEE", RIEE".
BEERY. WRENY, HRELY, SIEREY, BRERT. WAKLY,
S ER

DNERHIXSE, 2) BREEXE. ) oLWS/WEFERESERE T —.
4)ERRIEDRE. 5) KRERAR. 6) RBRIZEERAR. 7) TEAR, 8) KERXE

[BaY]

b ) Aw 7O R ERERERE RN T 2R L EEHITOWTEER 7T R
BB TIRET L 7o

[3%])

SE7HEO/NS) v FHEMEICTILAR Z#ICE BTSN, 0.3mg kgl LT LK
VO AL E - T HRAEFTR (CRP1.5ng /kg) DELE R i1 %2 W G BIE IR B %
ERTEHRE L7

[FiE]

ASRERL T BERE . @B 8mg /ke® b o) X 7% 2 AR T 3 H (68 ) SiEEIRNE S
T (F—7HH), FORERDELRDIIEMNE 8mg /kg b ) A TREELET T
ERBICEELAE Y 2T, FREFR2EBEEIC6R (12:80) SEERAR S 1To
(T EEREE), ) AT TE, I REE L2 CRPLAmg /deEl L& B vt JIA
core set 0%BIUBEH W S L WEFRIIFHREA T E LTEHEL, 1280 _EEHRR
BEET LAER & & bICERPRSRBA BT L. RERSHERTIZL ) X< 7 8ng /
kg% 2 BEIE AEBRARS 21T o7, YN AT TS L AHRUEL LT, BEHER.
=7 M. —CEERBHOSRTE., ERRSRBRTOE4BEC JIA core set DL
#E CRPIZDOWTEHMEE 1T 2720

[#R]

56 FIHEEREML. IR3SH., BIE21F. FHIS5ETH -7, MFIL-613VvThismE
Thotze A — 7 HIBE T, JIA core set 0%NBELETII%TH Y, M4FHIF_EER
SEEAFITL720 P U AT TE206, T FRERBHELN, REMNIIEERE T T2 —
RETIE826%. P ) AT THTIIWN%BTH o7, BIRSHABRIIIS0F2%TL., 241
DI EF % B 7o 48 51T 48 WM OB B CHRRIER, REMROWE LD TV 5, Bk
ADT b OBEIET. FRER. HILERBER S Tho/oht, BELBII R,
[#aa]

P XTI SRR ENSREREACHRERL . BEELREHERAN LW ESHAL Y
(N EY A
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A2 7UF I THENUICREMIREIED 1 61

OFE . B BR. ATET EH0R SHSETF SNI82. & B
BT

WEATTAY ESSH SN

[iEH) 12 B,

[BEAERE] fFied <& BEL L,

[ REE)

2006 4E 10 AA0A) & 0 B8R, HERICREREY O EESHBL. KERERNSDS. BEIL
RU7z7z0. 1NR7THAESRZ. EEERRCERKRIERS D IEEERERE S SHrsh, 11
A 12 BBIEABE. ABCH PSL20mg / BAAR. EHE. BEWLETS LT, 200741
H 23 B B LRk,

(BRE] W - HIW. BE. ERR. ETHRICEREEEORED ).

[#&ZFR ) 3850 US. &R CT. BERELEE % L.

[EREREA )

PSL20mg/ Hi##i L, 1 B 26 H LizREE 7 7)) ¥~ U HifT. 28 5~7H mPSL 731L 2
BIEMTT. 2 A8 H CsA milFrEANE (Img /kg / B) BItG. 2H 148 X b CsA PIHR (150mg
/BYNEE, BE. EIRESITCRH N Lo, FRikd7om /lhr & R LA, 2818
~20H mPSL 7SV AL 20 B fifTo 3R11H & VBB OETAG. BHE»E <.
PSL20mg / B % @it L /o5, BEROH#/NEED B W0, QFT BM., (HEEFE ¥ D
L 4A10HA ¥ 7)) % 2= 7 il#iEiiT. 4 A9B CsA dik L, MTX6mg / B, 4
A24BKRUBH2Z2BIZA > 7)< 7RABHS. WINOBERICE VT HEHLH)
RO, 6 ASHABIR. BEPSL 2@ L 240, 6 EMECA v 7)) %L v TRE
(of it 7 PRERY IR

[£%]

AV TUF I 7EPTNF-a B TH Y. R TR Y <F2 70— VHIOBEGA
ROLNTVD, LBSBITIE Y O— VEHAIDBENBREEI L, 1> 7y %<7
PERNLBDPBE SN TS, SREBEEL O 2VARIH L., 1y 7)) %2 o7
BRI, UHHEELEOHET .
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Infliximab PEASAICKDEITIHEAEINDIED X S JIA 2R8I
D 2 FEHI

PEEX S )
Ouigf+, BEFRE e
EHRVI SRl BEE2EN

JIA ZRAEIRO—EIC G EBEESETE THETERERROERES 5, 0L ) RIEH
IZ8 L, Infliximab # R2E L DEA L. BEIEIFBEIGEL-OTHRET 5.
(1) '
113 B8 FRI18E2 A ICEFEH MR & AEHFHIR L. k5T NSAIDs 25 3w
7o, BALLCE& /706 Bz ARE 2 o7, AkH, BEREESHKI(GREEE. A5
FROET ) EAERETE S, WFAEIIIME. ANA4ORE. RF(+). PLCCP Bk (+), CRP 1.8,
ESR 40mm /h, MMP-3 268, NSAIDs+MTX % Bt U BIEifEI3cE L /245, X-P _LAF4E
. BXUCPFEE OREINMEDEST, - MRUCGRIERE., SREEENESH D,
8 A 12 Infliximab %8 A L7z, A%, BEHEIRE eIz ZERICHE L. RF(-).
CRP0.1. ESR3mm/h. MMP-3 26 & %2 ). MRI EbS#ENE 5 7,
[EHI2) :
9F T FR16FEIH (TR L h BRI EOBRPHIR L. AETERT AT/
A, FRI8ES A LM AL o7z, ABRHE, JEIRBIEIENS. FMMIEIRO. ARTRIHT.
TFRET, SARAETEHHE. ANA (<), RF (=), BUCCP#HifE(-). CRP 0.3, ESR 1lmm/h,
MMP-3 219C MRI LAFRE MEREORAEYDH 572 NSAIDs+MTX #BE L. Hh.
RO BT e ReE L7, SHE . EaFHE. oNBEEiOMIEIteEL kv /o, 10
B & 9 Infliximab Z#&A L7z, 0%, HEMMREIIEL. TEMELRIFE L o720 MRI
LW IR EEF D
[E%£]
i CCP HitEiBE JIA O X 5 B FHROEW Y £ 7=, RilH o BSHmETHE L -2H
B JTIA V2 L, Infliximab OREEA #4795 Z & C, BEIESHEL, QOL ##RT
AL LBbits, F—F— A4 FiEEE L TO Infliximab EHEEAOEHRIEIRENWEER
bt
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AV TVFIRTEIIQILADHBHYED U2 S RAFHRM
ESERATORE

OBA V. MMEEY. HEEE?

DELKE KPS - sFHEENERR NER.
2)ALRFE KPR EEFERSWREH NEERT

FEFIZ 28 B M. RIFE - BEERICRIL T REF 2 L, 2BICREA, EE. SHHRT
BHEL7-2 5% JIA, NSAIDs. MTX. PSL. IVCY &% A % & EEEMETH o 7297
19994 5 CyA 2 BT, o /- AMERERIZIZHESE L CRP b 3~0mg /deiEE F T E
L7z LU CYARBRIERICV 7 OAR)) U BIEOHEITE RO/ IE, MZBIZE
BLAEZAMEADSELL, BUIY FO—VRRE 2o, BRI P EEHES
&£ U CRP3~ 10mg /A HEHE T 2 729D 20042 HIZ MZB A # 7 13) A A 2~ 3mg /day
(71 12FEMARIM B S ~ 10ng/ml) ICEE LAANTE AERELR L, 2004 4B 264
Y7UF w7 (RAMYE) ZEBML. Zhick hERpIcBfEsidiEE L CRP H &M
fEL72e 417N F 2 TOHREAWL., 2004FE58125 7)) AR FRELETS
Bk 5 MET KA. CRP & 1~8mg /de% 28 L BESIEANEIT L7z, £ T TOKA
POy IO AREAL 7)) XU T OMHARBRIC R L TERHLREENRR SN Tz /0,
20059 A6/ Uy 7)) A A% 3mg /day (41 12BMIRMA#& R 5~ 10ng/ml) THEF -
EBMLzE ZABHEP HMAERITTHEE L. CRP B LL 27 0mEOHAICL S
R THDHEEZOLNIZ, TOBRPSLOWEDWREL 2 Y. 15mgh 5HAEIL 10mg T TRE
TETWAIHEROBRIIFZEDO LY, CRP DIIZEMEO I THEHFEINTWE, 2O/
OISO A TR BERAT 2 MiTT 5 Z A TE, MMP-3id% 270 A X F 21k A
v 7 F 2 TEMTIE 1000ng/mell EASRERE L T ookt LEERIIZ X D RAEEELR DS
500 ~ 800ng/mAR IR T L7z BEFRRB L UMORE~— D —HRETH LI EHh5,
ZHIDWTILBERMIC L 2REHOHEE - ZRESI DD EELTwA, A7) F 17
TOER BT IBETAERE LTOS 2 0) AXOFANNFRB ENER L E 2
RO THRET A
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EYENRANICKD JA BEOESRIENET S

OB RMAT Y, BESRD. SREZ), WHHEY, RS, RibEe".
THETD, RIBE

1) BREAFAFRERPHRAMITH RERENET /NERERERER,
2) BREXFEFR REBFH

(8]

EAEMRE MR (JIA) BIROAZ AHAD—2K, BFECERIET NS, 20
72 BIED Quality of Life (QOL) (KT $ 2. LA L. ¥4 JIA OFEk&E I A FrE
R TERLEBELFO TS, F2C, EPENRFNCL Y BE - AEEEO L) IZELT
HOWPERGHIPIZT S,

(Hix]

S ERBENC L D BB LELE L2 JIA BRICBUI 2R - FE%L . HFMER. TH£%&.
LM, 1ERHETE L 72 AR, EWENOEANC L 2 EBRRER 2FLUT T, £9%
RIRA % 1 EL LERMER L/NRE L.

[BR]

ARG 20FT, PHEERIIS6. BRI 4 TH o7z, HERFAFFZ122.0om(-1.11SD)
FRolBRIL, FEHIC1253m(-1.04 SD). 1FE#%12129.0ecm(-0.93 SD). 14 LI
132.4cm( — 0.82 SD) &MU 720 1ERLUBEOHED SDIZEEIZHEML 72 (p<0.05), 4
BEIIBMGEE29.3 kg (+0.40 SD) 225, H4FE#I2 30.6kg (+0.185D). 1 %42 31.9kg (+0.02
SD). 14¥1%1233.6kg (-0.06 SD) L &b L 720 RED SD ICHEEIRZD LD o7z,
[E=]

EMFERREAORSIZLY, JIA BROBGREIHEL . Td, A704 FOBEHE
DAz d . RIEOERBMESBEES L T2 0eE2 b, BEEOWEILL T, B0
IrTVy 7 ANRE I, BEROQOLABEELbNLEDLNE,

-
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TNF receptor-associated periodic syndrome (TRAPS ) D—5!2fl

tEd Ledrrs

OfilFE—". & HREY. NOERY, AARERY, HRMESE", HERE?Y

1) WETMITATEFINGH, 2) MRMITAY FERERERS,
3 RRFENKY BREUINFRALYI—
§) RERFAPRESFRY  SH2RHE

(#E)

TNF receptor-associated periodic syndrome ( TRAPS) iX. TNFareceptor] (TNFRSF1A)

ORI L HBIEEEAEREAERKE TH S, 40, Fa¥ld TRAPS 0 1 BIRHI# L 720
ERARAEIR & IERIZ DWW T B ERLEOWE TS

[HiEfI ]

AERIIL 9 RE R, U F R BRLEIIERES Y BbE D FRERE T L, ERER/Z -4
SRk GRRBFIITBHEATARDBARSH 5. THRAT LD, 85 A S, I5E. BHEX D

0. REREREZ G L Tz, REIZIERDPRELL. BEEnE o7, WRRORKE

WELTiE, BH1~2BMOANRYT 260, ESREFEOLHBOBHBLEA LT

fo [o0 ], MEREICHIET A O0M%K, 72, BILEHOREDRICH L VER L,

MRI Cidl@ £ DR %1872, Lo L. SROIEERIIGEO Lo/, 361, KALRD

Bk, BAOOET. SEFEOEE, FEOTIM L REOBERZE. JE) o/ EiER. &

M- & BEdE. BAENR. B EOERSMb o7 L Ledh, BROSHIIFHTH -7, =

NoDIERSE ). B EAERE LRV, BEFHBE 217>/, TNFRSF1A 8EF D

Exon3!Z T61l OE R ¥ 2%, TRAPS LEZM L7z, BIZOFEENED SN/A, EBERK

Thb, BIRIE. BB, TEME TNFRSFIB B LED TitH 2 b 00, WEHK
TNFRSF1A & ABEO LA LD TED . EH TNFRSFLA @ shedding O R & D4t
W BENS AMEMENRIBS R, BIBOMEKIZH LT, Etanercept 35mg i 2 RO EGT
FREELICH, BEFHONE. AHORL. ONEDEE, HROD ) EIROWE T B0,
RO QOL ¥ » 2 HREOUYEY LD, BEFE~OEMEIIZ L o7z, 4143 NSAIDS
EATFOAL FEGRAL. EEROHERBLE ) AL L7

[#3E]

TRAPS @ 1 BIEBI%#RER L 7. Etanercept 3HA2BEOHFYM LIS, BIRO QOL # &

2L7
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Anakinra &Lz CINCA EIREED—F

OBMKE. MENE. ERER. 2T, AE 5. BES. KRR, REZS,
B IIE

RAENAZRE NERNEEE

CINCA #E#E# (chronic infantile neurological cutaneous and articular) (Z£#H ¥ 125
FET ARE. PIKMERERRE L BEERE 3R L T ARBRNLALEARER CREMRRE
TdHh, EFNTI12EBIR, 36:8 - 2008g THid. BERDPCRBETBRYEL. HERICH
B0, HEHL y globulin 532 b MAL T, A704(4 FRSETHEHBL TV,
JEMAIR 2 JIA OBRO L &, AF T4 F, ibuprofen. K& y globulin, cyclosporine,
methotrexate % LRGSR TWzAs, 8O3 FO—WEIRRTH o7,

BHIBR. BIERENS ). RIS (8kHz, 50dB) 2RO Tz, OEH. FE£,
BEICGEBICANA B, BB BBIEOTEY, BOERIEIZVWIDDGa Y
YFCERE. B BRBEICEBLZED TV, IQIZIIERTTH /2. EEBOKRE
T =% Tid WBC 16300748 . CRP 21.1 mg /dé¢. IL-6 16.8 pg/mé. SA# CiIHAa%850/3,
BEE IL-6 1160 pg/mTH o7z TNF TOREEKT— & LEEESLB L Y 11K CINCA
FEMRBE L ST,

cold induced autoinflammatory syndrome (CIAS]) #{EFERRIRS SN ko7, L
BORBOLE Y — FEEYEL, IASERTEL/EI CHDF & A7 04 P2 AH
ExRTo LB LPRIE 2P o7 Anti-TNFHE (L I 57— F) 2837008 %
{. 20064E7H (127%8%) X v anti-interleukin 1 agent (anakinra) # & A, #EAIRITFHH
OFERETERE L, 28/@%IZE WBC 7700/u8 . CRP<0.3 mg/d¢, IL-6 1.8 pg/mfL o7z,
HEIIREGEIDH TlemHF, BED 265 kgl L7z, REIF LA ERBITI VD, R
L ® Y Anakinra OBFRESEVWZ EATFEIND,
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0-03

2 BT MEFV BIGFEEEREESF TR R MABED
SREH

ok

OWBETY, WHET. NCEAY, BF 90

BIEBRERE 7LILF-HL
4

)T
Q) RREZTERAFHBBERBVOTFREA LY F— UITFRBRENE

[l siZ]

FEERPIESR (LT FMF) (3, FERY ) BABELRASNIRIETEETHY . B
CHRESEBROP TCHRLEENB V. FhRakSUREERRAT LD, &FTIE VA 16
EfoAo MEFV BETEEFTOONAZ NN TS, KPP THES N
MEFV EEFERED S b, HEIEV MU TR BN EBER TR OERN &
BL-OT, KREOBRERE L TEHET S,

[EHI] 14588

[E3k] ET 20808 - - %2 BEVE

[BREE] L —WEKE EBReFEEME

[REE] MifkiER) HHRX BROERENE

[#:8)

OBEL DIER - FHOIY Y — FEEDEL TWine 120, RIERSEVGISTHERSF
%&, FHUEDIER - 38 - FHFERVEL T, BH. BHROERECEBER) v/
EHOBIRES > TV, FRBEILIFOTH L REZTLEL THEHIM TV, [
SRR 2 EIERE T 3 A5, IERRM L RIEFRROA L DHERTH 72, 20064
F(I3FER) L0, Bt 1 EREEORSA - FEREREC. THROBEBEBLZE) Lk
Too 14552 » BEE, HEBELIEERIEI X OB CRRET L+ — V2 T S-SR ARIL
B SNLdhos, UE4d» AFICERERLEDLRTAEREA 2o/, BB
FMF 8w, SN eF VBETRE LA RERFEL T 25, BEFREIL
h 2B MEFV BIZFERFTEREGETROP o7, ERBBHEI » BRBE. B
# - 5 - FROREERKIIHES BB L T2,

[£%]

REFIZ BT S MEFV BIZFOERER, BRATRMEEHCL2b0EFLO0NRE, K
O FMF ER Tid, M6%I. El48Q WiFhh 2oLk I RENH 545 ThITZ
NODEEERL R EEAE TR OBMEINIL A LRV, 2V F Y AIRIC X 2 HEEREE.
B8 BEHORFEIBE3E-THY, CRPRE, S7TI04 FARBERELUT LT
Wh, LML, EAXENRI ZMEHBOANEBELTEY., FEEIZERT2L00ES
PERBEHEETH RPN,
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RiEE P EROEL TR
— E148Q 7= /BZERDESICOWT—

OFF ™, 4 %2, EHE—K". XEEHY. \AHEBY, NE 5.
FIIRE Y

N EERTRERLYI— R - GRR. 2) BERTNREREY I— KRS,
NFEEVNREREYY— BRARE. 4) #F)IEKLCEDEREZYY— BRERgd
(B8]
FIEME S (FMF ) 358 S I8H. B/ &, WEEZRYEL, BTReIIELT 3
04 F—3 R8T 2, pyrin EEF (MEFV) ORRERYER & § 2 FEbkdsig
BFRETHH, L LERIBYANROBEFERIKRIZTHCALAILIRTELT,
¥R exon 2OBEERIZL 2 E1BQ ERDHMIITHN L £ Th 5, MEFV DEEALY
FHELCHEEFERDIFHEALMITE I L 2R AT,
[HiE]
R ERRER E RERRZE L. FMF L 2B L 727 2O % EE (proband) £ & kKiHM
BAZIRE RN - 78 L (QIAGEN). MEFV @£ exon & U intron OIRFEET % BEAT
L7ze BRI E RS 74 71028 T. exon 2. exon 10 DIEEEY| %84T L7, ®XB
BDNA v — 2L ¥ —%FHLT, PCRFA VI P~ T AFEEITE T, AEE
DOIRGELZ1Z Pearson D4 1 2EMEEZ AL 72,
[#R]
ZEWE Tix L110P-E148Q/M6941 24 (compound heterozygote). E148Q/or-M6941 14
(M # # & & v T compound heterozygote 7 & 20 3 A& B), E148Q-M6941 141
(heterozygote ; complex allele). L110P-E148Q2 #1 { heterozygote : complex allele) .
E148Q1 #1 (heterozygote) DG X BERICL AT I /BEEFHL ko7 —H., W
Tid E148Q O homozygote 233F (6 7 1) — V) Eld H /-, E148Q @ heterozygote (3 29
FI(207 ) — ) Bl =A%, FHUTINA THENLR—&E T2 L110P-E148Q =/ L Tw
(heterozygote : cis) (Z @M@ 1HiE L110P-E148Q/E148Q TH o72), ZERDEET
WE»RimE & X CE T 5 & L110P T3 0.286 & 0.025 (p<0.001). E148Q TiX0.50
& 0.172 (p<0.01). M694I T3 0.286 & 0.000 (p<0.001). L110P-E148Q T¥%0.286 & 0.025
(p<0.001) * EEDERXFRDH2, L7 L E148Q homozygote DHEIZIIEENELRO %
o7z (p>0.50)
(&8 ]
SROBRETIEIERE I L110P-E148Q. M6941. E148Q-6941. E148Q i ER % 2o
7:o E148Q I3 BIRA L TIZEE LT/ (7/7:100.0%) . —F. HETIX35.3% (36/102)
B HN (p<0.001)o MEHULIZIRIHEOHIZBOLA T/ HBTRE (BEESNT
BECEBCESTAZEFHL ML o7




MEFV OELEFEERERDIFH SRR ABEO—BF

OFFEED. H =M. BAdss", NIOET?, FEERY, BTRESTD,
FAEMY, WEE—
DFEAS A ESHRE VSRS ) BRALFENAY BESRUOTIERLYI—

[iCoic]

FiEMEH S (FMF) BECRAERRDO—2TH ). BRAIZBT HMEMNEEEML T
VWho FRAAIBEIERIC X ZERHNZ L MEFV OBIETERE 2o b o 7245, BRAIC
FMF & 28 L 2 ZERI AR L 7O THRET 5,

(iERI]

8F BB, 7825 1-20 / HOEET2~3HHFHRT 5 39CHEOFEHELH LERICH
7o) RAE U MRHE SR & o7, RBEIIHEBIEE (BBEAE). BEE,. ThE®
o ZedhHot. BR - EBHZMED A5 I8 - THIIED Lh o T/, NEERRE - I
) USEIRERR I E D B o Ao, BIENIHE. NSAIDs (AEE) HENTH o7 T2, Hi
BiZBWTPFAPAEEDLI 7 7 EF VU BIUVEBRBORAT O FEES I, B
BOMBECEECEI R Do/ BERMAB LUERNOMBERETRIBEELROL
Motz BEROMBARER R CIIENEREOEN - CRP O LA - MO A#EE B
ZRETHEB LU v FETFEBEZ o7, B CT WECIIEREEICBHEIC S5
1) SEREIR & KA RO 727S, BB IIIIRE L7z SRR & ATt v s Iy 72
FRkiE Bz i, DWEETHL- LD FME L2 L4 Tk F 2 0.02mg /kg /day
OARRIZ L Y BBPH3 - AR O N2 (2 ), BENTaLeF o 2P LAcE 258
HiZC8E(BHEB LU CRP LR (152mg /de) ) 282872 MEFV O&exon DYy — 7L
AEATo72AT 3/ BREM A 1) BRIZFERIRD o7,

(2]

FREFI D & 5 2 HEE RN L BIERDSE L EFOBRE LD % (. BAEBEICBWTHEROE
BAEEThb, FIoEH CTREOHLIIBHOSE IR 272,
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FARREEEREY CARD15/NOD2 B FARESRDIC T S VEREED

BIEH

EEoF L Lt

ORFEH", PTHEY. REHRLY
DEERMUBSRER NEH. 2) RBAE XFREFHAR FE)ERS

T UERR(BS) RARUTTREL. 85 - BEiK - SR E3EHM LTI
HAZFEEET, FLEAEREEERT L 4. REIERICL LM LRI L 5H
BRI REEC A LI, BRI TFEABRLERETH S, BRBET L LT, HRRE
35T THSH CARDIS/NOD2ARIE SN TV 5,

SE. AL L ZHRIICELBSOBBRAZERL /2, BIR5HLt) 3, 8
7 AR, BCCHEB Y ZMICERTIRBTRIEL 2. 2RE X Y FERER. 10REL VIR
FERAHE, R EEREEE SRR A (JIA) OB CIE S LT 295
BERORKEFH5F, FRGMEFR RS2 BEMEAIRR L T2 ws T,
MR EERT RA v ) L 1 BS DBBIICE - 7o CARDIS/NOD2 BT HREOHR. Hik
BRARFE 2o FHA T OBE ABRER (E383G) 282072, B (485%) b 4EH
IVEZEHY, 12RRICIZBER - REIBEEZFED TV, BEBEY 7 <F, X—
Frv MROBHTINEINTVA, BER—0 CARDIS/NOD2BIZTEE F 350,
BS OMEEZRIIE o7 AIIZRBITH BS OFEIZTF R (& ITHAR) oADOHRER
TikdH o7, FERLZEE L JIALBWTIIBS OWREBH L EE T LLENHLEELDL
y (A
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FFBICH1FD CARD15/NOD2 BInFREZH DI T VIR H LU
BFEMY LA R—2R 20 BIDORKRER

AL LR

OREAE. FABRA. Fik . BEIAE AONS. FRED. hHks
TEfXRAZRESZRRE HENNERE

7T ERERE (BS) I3, 4SBT TREL, B BEERE T POBREZ I8 E THER
EEEERERRY & 5. FUHAFERERTH 5. BERF VI F—3 X (EOS) i,
BS DIMREHITH H. & biZHRREL TS NOD-LRR 77 3 ) -5 FD—2TH 5
CARD15/NOD2 DHSEEEBMERIZ L o TRET2F—DRBETH 5.

4K~ i, CARD15/NOD2BIZFR% %% 5 7+ BS/EOS OBRG & BEFROME
b &0 EMICRET 2 BT, REICBVTH A HEE L7205 (EOS1451, BSIKH6
B) 12D TRRE L7z, BEFEIL RIMW (041). R334Q(351). D32E (141). E383G
(2%1). C495Y (1%1), H496L (1%1). M5I3T (1)), T605P (1H1). N670K (181) T
h. Wi CARDIS/NOD2HABBRERORY TH S ) v FIIEFMEIC NF-
kappaB EHAL % 72, E383G & C495Y BHENER o7, SEMLTHio TV ED
X17BITH Y, 7R RS VES (16)), BEEH 2 WER (15), MEED OE
B (15) #5d > 120 REAERDLEBNL LI /o0 BAERITERILBE 4T L &
NCW7A, SEBEDEBIN D 720 B - BEFHOMBIZOVTIE, VY FIHEE
4 NF-kappaB & LOMREHE L WEBIETFEII L. SERO—DTh 5 BEORBERLNE
¢ 7z HABIADSERD B T,
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7L Comparative Genomic Hybridization ;&={ER LT
McLeod fEIREF DEEHT

OKFE B9, % 22, WAREY, BHE—K", KEEHD. HhEEH,
WA D

NEIRITNREREYY— B L 2) v BEIRES. 3) #  IRRIIRZE

(8]

McLeod fEERE I B AR MIRIEINE, Kell MERINEORIREKT. 34357 — BRHER
FoERLT A, XK #EETOERERICE S X RS RIEEERTH 5, BRI
XK BZFHLEBEDOEIZTF & I2RE L CBHEEFEE (chronic granulomatous
disease : CGD) (CYBB BfZ¥F) HREZEHEL ) (BERETFEEH), L2rLA
BARMEIENPBE THERLH VA hO 7 4 —EL OBJPEELE SN H o720, REN
JLETREBETOEHRLRBARERZESND? LITLIFRO N5, Array Comparative
Genomic Hybridization #(aCGH & : 7 LA KBS 2 anA TY FA4¥—2 3 i) #F
A LT McLeod fEEREC 81T 2 REBIET & REDNA SEREBELMITE Z &2 R A,
[(BE]

xF 44t CGD % &4 L7z McLeod fFEERE—ER & CGD ZEHIT, +_TEMTHLH, KiH
M#EREEKADH DNA #3H LTHEE L7 (QIAGEN), K& DNA ORZEIZIE aCGH #%
£ 8 L7z (Human Genome CGH <4 7 27 L A ¥ v } 244K, Agilent Technologies).
aCGH &I~ 1 2 07 L A Ltk CGH i MlA S b TERERMNIC BEEETF Y/ A
DNA O I ¥ —HEEBRUT A HETH S, —EHOREIIIHLEEHDNA >V~
YH—%FERLT,. PCR¥ALV I M~ AERTR 7,

[#ER])

CGD %54k L7z McLeod SEEREOAER T Xp21-Xp21.242617-kb DREHHL NI -
72 T OMEEE XK &zF. CYBB(Cytochrome b-245) #{ZF. DYNLT3&EZF. &5
IAEBED F 2SR TV Vv LOC644108 22 LANCLIEE T2 FA TV, —F. B A
a7 —BIZF (DMD) O3 E—BUIEE TH o720 CGD i CYBBBEFOADTEEK
%—EBlE CYBB @ exon 3V\ENREIZI DYNLTIRE 2 & LA:—EFNTH o7z, iz
XK BEFOa ¢ —-HIZEETH o7,

[ ¥R

aCGH #:T CGD %1¥° McLeod iEEHE OB FREDCHER T 61T L, WEE FHEY
ERECIBIBT 2 L CREABEHERET A LHERLEZ LN,



0-09

Trisomy8 % >BBRAAEIRE (RAEB-M6) ([CAH LI I EA
R—F TYMEO—F

Lifirey & 400

OEAMK Y. BILAED, EREED, FREEEY, HPEFY, PR OEY. ®WT-XY.
\gEE Y, WEERY, ER—A&Y, SlR—Y, BEMZY, #BOmEF?

1D ENAZERE/NEERERE. 2) ENAREFENERBEEARES

[#5]

W, FREARERE (MDS) EX—F v MROAHFIFERBERLICHEINTEDY.,
FOREASE trisomy8 £ MDS 25T A4BERAN—F v MR TH S, trisomy8 %

B HERRIEER (RAEB-M6) LA LABERN—F 2 v MRO—FIZERL /-0

THET 5o

[ ]

FEFINT 45, 8. BN ONE. NEOHFREAROME L ERLBRYEL, HEICT

BEERDSLN—F v Mu& B, IV F U EBETRARE. ERI—-BBRT 2 /Y
WE, F-U005RETH>:MMROBELIPE L 2 ) BFEEIAAR Lz, IVeFy

HEREYPIEE L, FRREL T, MDS 2ER L L2 RFRED M (MDS-M6) &

2. trisomy8 & PTPNILEEFEREED, T OREIIFPER, BHIRICHD, )

YRERIZIZ e Ao 7z, trisomy8 HEE D MDS WAL AoX—F = v METIZBERAARE
G EDL-OKBRNRES BT LR BITEBIINTTEREU S ASETE. W
B R L HOEBEUN-F v MRELZHL, MDS 2 HRE LT M IUBARETIIES
FROBEELEFTFESN, FRNF-RELELTL. TOMIESETEBBE: L,

N—F 1y MNROERIGEE L BB E VR L7, FUERIEERBRIEIN—F = v MO
TREEGR, BHRE A b O PERARE, BREETREE L T—EBR Lo, BBtk

BL. BERECIIv /07 7 —IUMEHILL T AR R AR, A7 04 FIGEBAEIC

ERIZBEBR L2 £0®%IERAT 04 FIERPIERSBIEICES T HEROBRIIALATY

v, HE HLA ZE&—ROMY FI— & LTEBHEBHEEIT- 40

[£%]

AEBFTIZIFPIR, BMEROMIRER, BETFTRE LT T PIREDRBREE

L LTNR—F oy MROBRETED, BRTR< 07 7y — VNERILL TV 2E R %

L 720 MEDPOHREFON—F v MEOIFEIIZEIR - w207 7 — VAYREOHL
EEZ LNz,
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10 FEZBULBFRIE Sjogren TEIREBHES| DR

Eduvl ARl
OFMERT". AHAEY, THEMY. FRERY. HFLH=H", WHE—"
D FERFARE EFHAR NRRER. 2) Y5 XTEDI U D

[(BERLEM)

Siogren JEMERE (SS) DIREE - EREE AL L T/NEICRELL SS BEORMIZE% M
CEREETHSZ, £IZT, 15BELTF CHAE L LB 104U 3B % B8 LI/ ERICD
W, EBERAT L

(M&keHE]

19874206 1997 SE 2 HB 5 ZH L, 199FEDELEHUETBWEELFH/ - LBEDS b,
I0EMD FRELTBIE L 27— KESSIAeHRE L, HRBREH T CICHBLLAER, &
8, WEREEIZOWTHITL,

[#%£]

BActbid3: 8. FHEBREMMILI2ES s A Thol, MREIERERFZHE L BHIL
Whhol, ERTEBPIZMS AOE - OOKREERD 722 3FZ—BHETH -7
BEESWERT 56, L lv—FA MEfEE 5FTED,

BB H I U RS RE I AR 1 6. SFRERIBAE S & U E MR S gE 1
BITH ol BERIBRERY RO 2HIF 08 O BREIFER L. 15I3RE,. 5.
FIERIC ER ) BREBYEL, BHROAFO 4 FEELLEE L7z,

oL FNIF - 2 BEREE L2 LERO T, 2AEEGETHS, BEY L MELRE L
Bl i o,

[#%]

SR L7 ERCit. RENREEOBRREETAKRELRBHEEEL R LMV iho
7ro EMERPSWEEET &, T LT aWHlbH o7z, L L, BEEOBFEFS, X7
O FIEREETLERZEVELAFIL D o7 #o T, TRTCOEFTRRED 5D
RREAFREZT) CLEAEWEROZ L 2 ER L LIERETHHRE L BDREY, 4D
EFE L REERVEEHBIUELEZ b, $/. BEYMTEW 205 EORE
FRIZIE R 5 TR WFORIZRENEEE s LEL LfRH 52 Lo, B /D
RIERVIISHBRERI - T(A2MRELH LI LG, FESSOKEER - FHRIZOWTIERES
B DIEFRE Y ET 5.
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Hyperthyroidism D;EEEICSRMAN. IOICRMYINTFEGHUI
VIV /R DB

:E BRIET. AREED. B
ERXEHEBARE RRL 2)SREESERE RE

\%E
a
o)
B

=L IEREE(SS) BN E R T TRL . SRR ERT AN TA L
FHIHN TV B, 512 SS D 10~ 60%4 B DREEFIRBEE (ATD) 2 683 2545, £
RIS DS < BSEF, BT ¢, TUEER V. TEH) 9<F (RA) L EL & (
ST A, SHEMHERE(PM) I2AGNE Z EIZP2 v, SRIFK4 1 Hyperthyroidism p)
BREICECIIERFTREET S PM 2 8B, €OEKSEE LEEM X I
ERIEL-SS OB HEERL 2.

[EF] 23t

[E£5R] £HME %,

[ Ki=HE] B8/ Basedow iR DB,

(RmE]

TRy 2412 A (65%) I~ Basedow JRD MW C Thiamazole % BAfh. W4E THRERT. L
#HFIRIGHAE L euthyroidism TH 5, FHEFEIAE (125F) L h &HESR. HHETH
BB, CK 89871U/ ¢ . Myoglobin 1100ng/mé. KA T3V HIBLRE 21 - - ME KR
R, TOMATHSS-A, SS-BHIIRE TERERLFL T b oo, OF
ERTIHEERRIIEZHDY v/ SRORE T RO, BRICL VHEREZEIERL 2o/
B5 BRFY 7 FERFERACLER L, FRI9FEICSEMERICNA. B, 0l
hidh H B, Rf 88U/mé, #T CCP HifE770U/mé. HLSS-A FLik86.3U/mé. L SS-B Hifk
7U/md >, fT3. T4, TSH XIEEFE T3 55 TPO HitfF50U/mé, TgAb 10.8U/meTH o 7=
(#5=E]

FAEFIESS A S FEF L EEMRERMIIEbo T A EEFEZ LN, L L
ALD, PM, RADIET T I0EMBEEBAL THALBE—ORNERE LTHEBRL T
WA, EBRIIHREMICBOW TS BEDHOTREL E0 L) M5 L T a2k KE
BIREVEEZ Bz,
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PO PRI HHABR M RUIC IR RAES R IR LE
—BEREEFrURIVGFREVTORE—

OFHET. #E B, ATHo0, HE % LF & WERT. HERT.
U, KBEAT |
REZTERXE BN

EE, FRMERICBVTF v Y A NGFIINT 5 BCHEIYREICRS T 2886
AT Y EEE I NNEEE., IRRBASENICHE YT B, 20054, HMBERK
(neuromyelitis optica : NMO) 1BV TAF ¥ » R WHTF D aquaporin-4 123§ 5 B O
R AQL) PHENIRU S, BCREREF ¥+ Y AVFFRO—2IMASNE Z &I
Teofie AEE. ZRBETLE (MS)., Zhb HRIZVWHEMEEHE MS L0RRIZEL
THREL L DFERVSD MYy 7 R EB>T b, AQABME NMO/MS id, —#o MS &
D RIEFEHE . IS <. ANA RO BCRIERBEOSHNE VL SN T2,
A, DRBIFEEDMS S L T2 26T AQABMHIH L. BERIBREDSIF
HAERTAHLTLEELEZON OTHET S,

[aEfi1)

10mB . 3/3P A, MERHRETHEE. F0%. R, B EL UCOKE. b,
figr b FOT20HE M2 LBREEREL, Mg L FHEROEEIEIT L. 20

AF0 A EXNWAZERZA, MECIRITER), INF-FBETE, 22074 RX773F-

2OV ATEBISIER R E X d 7, 2007E3HIC AQ4H%262,144x & B AT,

[fEF2]

28, 13, ERMBRTREE, 0%, K, ¥, #ASCERETEL T

B ATEAL 2SN AGERICE R, BRHEREREREEOLRT. LrLl. 198
R RA TORESH ). Lk, BREETREL CRIES L E8RE T T ICEER
AT L7zo 25 R ENEHIER L. RE AQAREAIHIA L7z,

(%]

2B . BREME MS OERBHEEIIEH L Tw5, —F T, BERESS (. 1M
BLEFREROBRER ORITIRE ., Fi MRI T3#AD LOREREMRELR0 A &
DRI AQABYE NMO/MS (2B L7ze ZOMOBRERRER R, EREEDETILER
HBEREDHELD S, ] CRHEERBRERCOBEELACRERBEL WIS THERT
RETHH ). &%, NETOEFREEILETH 5,

(AQ4 DMTE % AT S WAL REMBEAR BB ZEREIEHEL T ¥.)
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INRRRFSEE CR B ERER S 1gG4 BHERERD'?
—EREREREHADSDER—

bEfr LA

Oﬂdﬁﬁjm hEER Y, KETER. HlR BY
1) BELTHHRR MRS 2)FERIERRSE MRER

AREAL BT 2RI BT, BIRESHERE. VANV AR, ERICES 08NS
Vo —H. BATIXT va—n, BEA. BEICL L3012, BORENBEORS L
BB RS ES CHRESR, BELOENSSEEIN WS, ARBEESE
20024 IR & L TIOEERIZE ) EREORE Q)gFr=r/u7)) YIfEPEHT
PEOFE GVREMR () ¥ 5ki EORE LML), D3E%IRE, 20064 1B
BFEVAYLETOR T, [ ACREEEL (AIP) & BSIEIC HORERTF ORI SELIS
BT, RN BB RERERO—RETHSL ] LERLI. €6IIEIRERE
(B, WERRR. RMERE. FORAR. B, B L), M [gGABME & 1gG4 B @R,
A7 FHIZER. REEBRIHREL SRR TH AL 25 AIP OFiE, & [gG4R
EEEH AMOLPS L O HILVWEERBS L LTRAET NS S, —H. BRXTH
AIP BB IR TV 5, FEFRCENRECAHEAL B 25862, KEHRZDOE
Witk E v, BHEL TIGAR-O 43 Tl AIP % isolated type & syndromatic type @
2EIIAITTEY., BER Y 7L VERHCERERABZ(UC) 2 ) B L g%
LTy,

SEFEAFZUCKEREETEAH LA 2EBRALERL 2. BHEMIEES. EREOK
2RO A S, UCIZHST LT LIBERMIS CRIE. P-ANCA B, X710 4 FHREL
FUG L7z UC BRI 5 LAz M3 TgGAMEIEEE F R L7228 AMOLPS 220 505
Tk Loz, 72 UC TRBERF~OREMREREPHFHTHLH, RFITCORE
Mo IgGAEA TR b oz, Db L DRI 2002 FEDEES /- L. TIGAR-O
348 T syndromatic type (ZHIE 35 AIP Tidd 54%, [gG4DESHZ L EERTH A
B 2006 EDLEEEDOERT LHEBANY FNVITIEEE LRV AIP 212 AMOLPS
EIIRL A EWERERORERSDLLEI LN,
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INEOIE MMP-3{E

ORMBIEY, AHEZED. BhEATY. RESRC", &S00, RS
BISHT D, ShEZ). RIBIE", BTFED, BAEAD, WHET

NEESAZAFR BEPESHRE NERERERESY. 2)E— 771 U/ I HUERatt.
3) SRIEReRR RBH

(B&]

MmiF MMP-3 i3BE ) 7~ F OZENBEE R~ — 71— L LTHERLHER S 2RED—
DTHbo MADEEMBIIBEMI7-121ng/ml. K1 17-60ng/ml & SN B 55, /NEOEHAE
abNTwicn, SH, B4 IZEE/NNEOMFE MMP-3ME % &5 LD IEREOREY
HA70

(X8 - k]

0P IEROBEER I ZIEHEREZS L2V RERESRIB1736 (BIBAH, %IB
2F) OMEMMP-3EZBEL /e BIBIRE—T 74 a0t F2 )7
MMP-3% v ;& Wz,

[#BR]

17351 1594 (91.9%) 3% v + DMERERA CH 5 125ng/mAT TH o720 BELTD
BREDHETE S L) FICRELER, BRERNGOBE, BEFHIOEEL &R AH,
FREEREFECERE UPETCERd ol 220, MEREUTORETCEIEEOHED
BERIUE L RO-EESFNEEE LTHEY ., 173FSROMmiE MMP-314& (ng/m) i1
0.6-185C mean ( = SD) =8.67( + 184), median=5.7 T& o /2o B TIIE 2 mean( +
SD)=10.6( £ 250). median=5.7. &8 mean{ = SD)=6.5(* 4.0}, median=5.7T # 1.
BUBICEEEITD NG d o7 ERITORETIE, 0-12BTHEBICL2FEE
BEHONT, B3RV ETRENKME KB LARIIE Y MMP-3ED D bz, 48
OfER L /AR OME MMP-3EDOIZH HIR{EE 05/8— 4> & £ VETEHRET 5 & 2lng/
mld otz

[E#£]

REDRICHE T HME MMP-30BEERBRAOFN L VEKETH L I LARBE SN,
FANETREATRLGNS L) 2lERL LRV DL Bbi/, MRETL I3RERL
A&H7:0 hHMEMMP-3EIX LR T2EMICH o720, ShiETREMIZE 5L 0HE
HABOBMKAICI AL OXHESINS, JIA OBHFIZERL Tk, /NEDMiEFE MMP-3 D&
BERBRAL VEETHL BRI TEIREEEDbR,
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EHAEFHSRERER DR T TR T O

OKRAEM. Fibte—iE, WEKT. VHEW. 58 F
TEEASY IFREPFRE EFEHR NWRRZSH

[#E]

& HRILERESRERME & (S-JIA) Of e fTHIc R EEE 2 -T2 ah. B
EFHRARMIIS L CAEWENRBOADELSBRFIN TS, FOBIGHRELLEES
B FHRTFHEFICOVT, —#mbETH ERTREZRETHB © IS & TR L 722,
(% - FiE]

HRIGIFERERES LCBERNOMERR TRABA L) 7+ 2 -3 T 5204
(BIR12%&. &IR178) D S-JIA BETH 5. S-JIA DBRTI 1998 ED ILAR DIz E
S\, BBETEEERE E DM Steinbrocker DAHEICETE | class2 Ll F & BRIk EEREE
Eh &L, BEEBEOEEIZ L) 2BICSTEBRER - MERERR (BEHHE) %
HEL L7z, MIEIGEEEZORE L BRER - REEOFEZOREII tRETHv/. [
B MMP-3, 7z F e BEBEREOHTEL OREZEOKE!ZIL Fisher O EIEHE
BEHw,

[#&R]

RAEEAEREE D e WHEII 205, HDHBIZIBRTH o7, MEE TR, KB, V) /7 EREIR,
FPRefE, REREGOEROHEEIIAEEIRD 2D o7, REFR THREETZ D7D
FRILBEOA T, MEREEED 2 VWETHEETH 72, MiE MMP-3, 721 F Y fEizow
THERBEOIEL LD EPFREP o170, HELRE L CRER L EERICSTCRETL 72,
150ng/m¢Ll % MMP-3&fE & L7-38. MMP-31E & MEifsEREEOMICEEOME %
AHize 1.000ng/mLl %72 ) F o EfEE L:5E, BREEEDL WETEER S -
B BEETED o, 20 MMP-3, 72 ) F Y HIZHIE T E 72 14 ERTORE
Tid. MMP-3i& 7 = ) F L E L OECHAROMER & 2257,

[FZ]

S-JIA OBEFHTFHET & L CidimnE MMP-31E & FRitEog AR TgE S, Fhe
WBEDOREDIEE & SEFFER 2 KM L Twb EE 2 bNT F/MEMMP-3 7«
VFEQOHAGHLEIZL Y, TRTFIOHEL S LII8O 5N LIRS RIS hihs
EHEBHTOREPLETH S,
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RLHRBEZEUICEFHBRMERBEHNR (JIA) DihsEH

wRL kST

OF ks, MBS, WA W FESE S0 B A8
EEFRTTERR JUEH

[#E]

FHEMEFREMEL (JIA) &, HEOBEERN L BERERIBHIEAG > TRET LS

BFREBLEZONTBYFERBESNIHTH L, SRIFE L. JIA OfHRFALRERLO

THRET %o

[HE811]) BAETEIM. SEMICESRECRE L. TE - EHEER 20, SFENE

ooz, W - REEIERE RO 0% WEHKEIRE - ERdEED 2057, ANAL 40,

REEHETH Y, X B LBGHHIEITO o7, RFELESEMEJIA 28 L. 49

NSAID 2o L7245, 8ikhy, IHERHE. sHBAEIME. M PIP BRESAENR. SRS, M EBBCK

BROFBEAMIR L 72, CRP - ferritin H{E% 2. €58 L L TOFREL BV MTX, PSL
*BAE L. BENREIRIZCE L, 128K, PSLBEFICHEEKROREES ), PSLIERIZT

B, BEERRIZEE T, COZHPLMDNATRGEBM L 2 o7 M4BT S

VEY LIV E R EAR, MEBCEREEERL. A7/ FERELTELN
MMP-3 I3 KR BEEAHESE L. CRP120.6-3.0mg /e CHEBL TV B, 17RBAE L ALK

follow FTH Y, Pi CCP fifkfatd, ANA1:640F TERL T 5,

[FEFI2) ER1OBTI3ME. 128 h, WRIFRE - L EEROZRE - BBIR - 7Tahmsh]

R%ZELD., R4 CMHER - POM P #1T L. EEEBR» S SHBAE Lo ES

MCP BEiOER. £ PMEER - &, TERFIR %2 2072, MIZFEOMBE - HilR
MEHTH Y. MEEORAURMN*ED7/. ANA B, RF Bth, SLCCPHEABMETHY .
MEHE X B, 3 CIoFRIE - ARSI E B % AR OB/ME - 6 AME(LE D72,
RF FEHESRAEE JIA ¥ ZHT L. NSAID. MTX. PSL BL U NE U RBEL. RERT

Ok b & EEENROE Y RO T D,

(=]

JIACBWTHEOR L ZERAIOREEHThH S, MIEHRTOERT /L., BAD

MBI TH S, $7-. ANA X5 DNA SR LR 2 FDH 5 Z &0, SLE FEDSHIE

HEns,



0-17

RIS HHICEFIE AR N T FRAE LT 1 FIMENE IR DM EkH)

IWMIECL UDh

O ZH, fRiEmSE, =, sl
BREUCEDRER AR

[GEF1] 1584, 28R L 0 ARSI, BT, BFEAERCHEND Y. LR CHEEBHE
ATV, IMECFMEER, &E., U7 FRTHREL S5 0 SRR AR
ML Brahi. ZORMKRICTT ALY v, MTX. A 724 FEOIENTHII:
A, WP T PO L) EEEL LD 4B SEHIBA SN,

[EM2) £ 1 o8 (1IRERAEIR) . 1IERICED YV EE 22, RIERE, Vy<F
EFBtE &b o ZHEHREEMNSRERER LI SN, TAY) ¥, MTX, A7
A FEONFEA R SNDRED Y PO W REEL 70 14 ZBRICSBHIBA S, 24
Bl& HIZRF B, MCCPHMAERETH ), EREHEIIE . MTXIZL2BER % D
HNERTFALEPLERREPTH L, SHREDFVERROFEROERIZANTV A,
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2 EREFEMSRMESROBEERICY /DT 77—V LR =
HEL. EARHEBBEESHUE 1 ER)
ONERE. SIFRE. SHAT
EERT bRl PLIILE—F

[ESI] 9 %/2

(FER) %5 BES

[RiEE) ) <R L L

[#:5)

PR 124 3 B (2REE) REO SRS EESREBEL (S-JIA). RFE4RIIz7077—
DEMALERERE (MAS) ~NDOBIT L ED 2, DBIEPSL BIUMTX IZTEBRIFTH Y .
PSL # b C& 74, FRI9EIH 108 & b B2, mAERE S LR, HEVECSET.
S-JIA OEKE LT3R 13AREARK. BH, HREMCTURNERE 272

[ ARBeik#2A]

BEFMEBIUREFRES,S S-JIA OFBEZH L. X704 FALVAFREXRITLA.
—HERER L 7225 3H26H X » 40T OB, JMIRES & SivMREOR D, ki
BENLON7DMASABITLEHETL, VAY e 70RAFR) v (CyA) #H
HEIC L ARELRE L, ME7 I 7—YEOLAFEDA4AIBIICyAIZ L DT HEN
XEZPIELIEZAERBEIC o7 VAZ VI AERIR L TWa 41008
L BEY, T E0OEE. ANKEE &£ /MO SA LA, T/, BRHID
B, T, BRELMENFBBELS. 4B 17HOBHRE CIREER Y FHERO120,
MAS AHEL TV WEHIBILTY AV OBE L 2ARRE LB EuISEL
Foo DAZY U EEHDOSB 1A XV EURBNALN, FEHREROEELFEOLLO,
AFOAL FIOVARBERRITL. B#EEL LTPSL ORBRE 1T 72, €0k, BB LD
o0, EHRER. BEAMESBRRL 2,40 TCyA ORREBABEL-E A, FEIRE
L URMER ROWEXA 6, BREE L o7, BHRERK. EEQMEIC>WTE, ARHi
BT L-BHREY v F T, ML hoREZES. ERRLERGE &S L 2. £#Rid
ToTwizwvy, HIE, SARIZTHEEICPSL B CyA DEBELfT> TV 5,

[£%£]

S-JIA O#FEDIT MAS ~OBITIZ LIE LIZRER§T 2%, BERRBERTBEL B L2HE
W7, S-TIA A0 6 MAS ~ORBED L, MEREFN— A L7 HEIRBE L 2 RE L/
LEZTWE, BELEFTHLIOBET S,
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TRMIRNZ RMERXROZBER(CEFEHFARRERDHE LI —ITH

ORI AT, AEBILE. B AL, SIF2. & x. HEES SOET
WEmIAE NMNEH

[iEH) 108EIR

[EEr] FH24. BEE

(RRE]

2004 E8 B 17 A%, HEL. K. FHROMEE. VEHELRD., mEX %3, &4
P SEMERRET & (JIA) 28, NSAIDs 2 A b b L& — b (MTX) ORGP Thbh /55,
REL ah ol EREOHRE. MPO-ANCA B TH D . BMFEMEEME % (MPA)
FEELI, 10F 1ZH LD AFa A FALVARESTORE, YBHEAARE L7,
[#RERR]

(GBI LAET) WBC 8480/u¢, Hb 9.2 g/de, Plt 41.5/u¢, ESR 123/1h, CRP 4.24mg /d¢
MPO-ANCA 570, JR&EH (), FRi&m (2+)

[ R ]

BEIRRECREEERD 7 1 7)) /4 N8R E S Mgt LA S b, FHEEREE %
L&

[#:8)

MPA XL, Y27 0FRA77 3 F - 7SVAEEELRBEL. EFELLTCSL F=voy
W0mg/ H, PHFAT) 25mg/ BERB LA HFCE Y, BERRTCHEL, K
PR OIEEILL72. F7- MPO-ANCA ZNEFICTREL . 20054E 2 BiZBaMAL L7z, HiE—
EROEMBF R T, HEMRERECEARBENE . BAREEME SN, LiL,
2005F6 A ZA LV EFRABOER LA, 7BERE TEIESIRA BB L, FiHRZoL >~
Y THEETRBORAMEE RS, £/ MRI T FREHRTAREREE. SN BE
R IREZZRD2. Vo< b FRF., L CCPHAEDHETH . MPA I JIA 73
BLIZbDEEZ Gz, 20064620 £ ) MTX6mg / BOMNAR % BAZE L. BIEI 213 4 12
WE L Tv:5, MPAIZ JIA BB L - L OEREE LR . SERIZ N EfE Bbhi,
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ARPICEREEEREUCEEHREOYFDORRE

OKBKE, B8 2. BEAR. EBET. MEEST. AH & AN
HEERACRN BRI

HEVERET ) o< F (JIA) OEBEPICEEFEELZREL. B2 TR L ERN L&
BRLA-OTHET %, ERIL. FRISEL0H GRER) ICRE, BE L0, JIA L3S
Mize AT A F/OVAEBEICTEPLPIEROWE L RO, X704 FREFIZEE
DIFEE (ALT REME 344010/ 8) 2 B 2o IHEBRBEICTIFEE G4 E L1205
JIA OB, =707 7 —VEEERBEOAHBL LN, 7 T AR Y350 L DR
L7 EH164108 (6B I EB v 4 VA X A MEBRAAMEHERY X7- L, FHHA
vk VP-1612 X BILESEICTHR L2 FRISELLR (7THEE) B2, MEREE.
RIEFUSEER S JIA BREZHT, A7 04 POV AEERRITL/2E 2 A, 37 — VT
EHRIZEFEOFEE (ALT REM7600 1U/2) 2 872 L7z FFEESIIEE LA, WERE
ICE DEBIRL 7. BBHIHET LAFERTIE, U Y/ SBROBREERD . REORE:
HESLLEPoT, AF0R4 FREFOERI19FELH. Mk, BB R0, JIABKE
B, RFOA FRVAEToEIA, 17 - NVERLDELVFESE (ALT RE1H
3272 1U/8) %23/, JIA EIELL. AATEINE M7 A7 3 —EO3HETETL
7oA AL VBN NI AT IS YO RS, FlEHEEE, BERE. NH3
LR, BEEESHB LA FRELEH L. MECRREREIT FITo B R &
AL ZE L PREEEEGEGE 267, 6 KRS N., FFEEQERE LT,
BRI 1 VA, BEHUE. 73 /8O EREETo /205 BEREEIEEL 2do
7o EBTANVADOEEL, T4 VAFEOER L EPCBBMIIEENEEZI TS, B
FEHIEIREE L X A S0 1 ) ARGOFATE(L, BAME. JIA OFfE LTOFEELR Y
HEEE LTELLN, BAE st FTIX, FARESEHOHRESHESINLY, JIA L
AR EH L ARSI % . BOTREMENEZEL 6N,
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BARAZEER RF B JIA BEICBIFHEHRAE MTX NILREE
DPERNER SEDIREY

HBALDY ELhE

ORBmER", BMERY, BBxEEY, BLME?. FEHE"
DNBRNRIIEBEREZYY— BRggd. 2)JRRREERE /NER

{Be]

VT NSAID Ty ba— NV TERGJIAEFICH L, 1990EE» S MTX G4 E
ALTw5, BB 3 JIA OEEGERIT MTX 10~ 15mg /m”/ 83 7243 0.3 ~ 0.6mg
/kg/ BESNTVED, MTX ORBIBTA2EAZLEETOREIZLY, BERAKS
RVEEREER NI D DL WITRESS 5. LR TORERD L MTX OFELERS
BT %,

(HF&]

LURETMTX HELEA L HAASHEDRE RF B JIA BHICBWTDAS28(3) B LU
DAS28(3)-CRP # AW TER L HIMITE/- L 20 MTX BE B2 B HFHEMIIBRE L7
[BR]

BB BWTI990FELIEII MTX 2 EH L- 2888 GERE + &) JIA EFIX 1555
D. 95 RF BB (2FIE) Tholo OROFHREERIZ11653 (S. D. =28, 4
B6.8-153) Tholze WTNOYERTMTX #EALTEHY . NSAID iz &H (34
W2KIBERD . T F= v ARG (<05mg ke, ®A10mg/ B) OFF R 28123 7245,
EPIAT v TT v THARCEREINIBEIIL Tz, MTX OEA F /2388 X 5 57
HAR] > FMIIEREORHEBILER G2 d 072, DAS28(3) & DAS28(3) -CRP Tt
ZEFICHESEETH o020, WEIC L 2 BRI (<26) 2 IRAL TEMHEADRD)
HET L2 INTORBUALNLE FEROBRNTELEROHN & BB RIEES
ol /o, BEEEAKIZIZIZEHEH CRP BHBAILICE o T/, BHEE A ICHT L7-8
AOMTX HEI3FH64mg /m*(S. D. =1.7, #FH4.1-9.2). 0.20mg /kg (S. D. =0.06, #iF
0.13-0.29) TH o7z,

(#£5R

DAS23(3) THE SN L2 BHEAILE Lz MTX ARSI 2 BHRIEHREDO TR,
CEDFEDMIIAM LTz, ARAIBIT S MTX BHE/ SV RABEODHLERS
EREAOEEREE L N EVIREND Y, KBS U THELLEII 222800,
fi8l 2 DIEFUIE U7- it 5 BB 2 EW L ETH 5,

-
)
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MTINF- aE/ 70— UNEERUc 2 B RS S SRR
(S-JIA)Y D1 hRH
O 7t. WHEE, WE #. 1 7
A KE EEE R

[sUoic]
S-JIA OERIZBVT NSAIDs, BIEREEAT A F#E, DMARDs DR TLHELGRS
N WHIPA T T A FER O OBER AR EE 2 AL RE PR QIR 525 A b A A L FED
Thhs, SEELAIZSIJIADERTPSL OREVPRETH o770 TNF-qg €/ 7
0 — - AYUE L #HE UAER T B L -0 THRET 5,
[ERHI]
41858 20054 10 AEBIREE T A 0 EARE LAMEK. CRP % & O RERT RO
TAEERFEDID, S-JIAPEDL L F= o ¥ (PSL) # 5 CHREMN L 2D L
L. PSLERELAELIAZ2FURAYZOEFITAESLHB L IBREEELLRR LA
7RSI E M T 20054 11 A 15 B BN & oo /e ARBERMRZE. TR
EEGENTED O NMKERIEERTAH L Tz, PSL & 20X R) ¥ A(CyA) K
HAmirL, BRUA0BRE L o7, LirL, 200666 AL D CYARRBELAEZS
BURMLREEGA 250 A, S-JIA FREE X PSL+CyA it +MTX 8 1 B TiHEEx B
B L 7Ah%, ShAREAARESE L m-PSL 7SV AFEF AT, CyA A1k L. FK506 % %G L7
LIAERERUSAZIHEBRL A, 9R23AFHES, EFLRLALLDARLEN
MRI $BGARGIC CRBEEICFHEEARYRAOF 7 0 A ARES WL, $4. KEE
bIE L 7m0 FK506 % H1E L, SEREH L 72720088k 125 72 £ DM PSL 2484 123
ELTwot, LaL, MESAIOBRBIITHRTE LES T E X AK. m-PSL /3R
FER AT L7k S A8 L 720 PSL IKIFH D 7203 TNF-q €/ 7 0 —F VG Z RS
Lz ZAEPHIIE LT, L L, 55 BBBUMERS 4RO/ 0 2R E0kSx
L77e TOBLELHIIEBLEY,. EHICIAMBICERL/ 030X ESL. 3V
) ¥ ONIREEBML 72 ZOBERIZSEL ., HEPSLBEETTH S,
[£ew)
PSL SRS RN T a v b O — L EERFR BT TNF-q £/ 2 0—F Vi
EIESIEHRICBVTHINERTH N ERREREO DL DTHL LEZ LN,
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HEFEERZEZU MRI [CTLELREMMREZRDTC SLE D—FI

5 BLras

OR R #HiE 8. EFBE SH0F. T8, B . ENSET.
S, F HE SHEET

BAMUIXE REPE /NER

[#EHI]

0RED I, 14 RS - BEERTRAE. SLE LS/ xF V7L Fovo s
(mPSL) 7SVA, 2074+ A 773 RALNABEDHR, #ROS L F=vao v (PSL) - 7
A7) 2 FfE. HISE (215E) B b RR8YNAEL Th o /045, SLE ERIEE
Trdpoiz,

HIBE6H (235%), Wit - R - MUk L UN 2R 2 UlRHE %2, ARE Lol
M - EfFEECRERRIIZL, MERHIIL Y e A7) —  RIRAEREE L 2T s hE
BeL 7, Z20@%SFHERTHENREEASH L, T-TREDLE LASEOKEM
IR, MENR Y 8 LEEERELSI SN, 13753 - 2uF¥aik5Rthtil
ERGEEL T,

HI9EIHE L DEROEEES H LEEH TR ERTLH. HHETEETA LI
ot SAREH L) EBERD, BHOKSTHEE. MEHREIZT Na 119mEq/¢ L EE
D1 Na HEE % 52 72 7= Akt
[JHE]

BRI, B Lo B FRLERT %500, BRI okl - AzEsizE, i
THEE - MPIOMRR, SRR EEORES. BEICBED LUK B0, REIASET CHET
HgEH Y, & - OBIREETOT,

[ mA%RE]

Mm% - EERICEE % EOT, Mmik26mm/1hr. CRP 0.25ng /dfe 1gG 925mg /dd. HUILHT
1432048 (homo80 i, spec3201%). ¥t ds-DNA Pifk 421U/ mé,

[#:8)

Wi & D& Na MIEDHIE. PSL EHERS B4, 2HZRICIE NaWE S h=25 B
HEEZ DY, BlREL D HBERAIBTEN L E L 2o MRIIZEVT, B TIdERER.
FRTIIEMLZ PO LTLFMICHET 2. IEETRII—B L2V T2EERE 320,
FERHERDOEERE L Z 2 PSL #HME L /20, ERMEABRTH D70, mPSL /S X
27 = VEEfTi®. PSL+ 2 372/ —VBEE T = FVOMIFRIEL Ul R L& ah
REAEIRTER, WM LR IR LTEY . MRIFTROUEENTH 5,

BEDONKRE B L7 SLE 0—BI* B8R L7z, HEFROBKNENAETRT5E &
HiZ, WHHEEL §ORET 2.
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y IOV AR R ICREMRIRNZRDEUCALIRBRAE SLE 'R

gl A4

O%HFMN. HHAZL. HHEHEH
HRREY EBES

[(#E]

y 797 YERRGRIZEHT 5 BAREEROS (L ITP RNIBRZ &1 2 K&
y 7070 YiR5 (1 ~2g/kg) BRICEET 5. SHEE4 ZEBERAERS (100~ 200mg /kg) #
RN R LR L ERI 2 BB L7,

[5EH] 7mklE

[#2:5]
K148 AERIZITP X BWi S, 482 r BRIZMR. EHRA2O, SLE, V-7 AEX
LM ENS e AFOAL F/NNVASEE, 7074 A 773 FAAVARETERL .

41l » ABSLEJML, 20#F 70— VYEERICI ARy 70 7)) Y MAEK L.
RN EIT o T lce 52y ARy 70 7)) » (R TF L 7)) a— VLHE, 200mg
/kg. SO %15 L. BHICHEMA. BN EE%R. B8 HEEESNE, SR
Fa%289/mm’ (ZSAEER271) . TEMUHCEMEM CHEBVERIB 4 & 2281 L 720 CRP 4.7,

5114 BB 2m B SLE BRZFED., VU ThIRELEMR L7, 635 A
Ky o7y YIECE LTy 797 » (F#H. 400mg /kg. 4FEM) 285 L7 #H
WCEEE. MR LHE. B, HEREESHE L. BEEFHMEREAE RE L il
M2 %4 3691 /mm® ( 45K 3307) . CRP 10.6.

FO#K, #1158 (100~ 200mg /kg) . #23% 5K (3.5~ 6085/ ). #38A (AN F1L.
PHAMLER). #44HF%EH (PSLE) 2 EEL y 70 7)) 2 #%5 Lo, SEREVORER
HHER T ERREL. 4B DR LT,

76y BBy a7 v (K ZF L) a— VLE, 100mg /kg. 35EERE) %% 5
PSL 2mg /kg (30mg / A ) % 4 HREH%S5-%. PSL 10mg / BiZ L7z & ZARBESISSIAE L 2o 72,
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INBRRFRESSMTUT YT ACHBIFTHATOA MEBIRIEE

IR L EN LT

OF LH=B", #HIE—?, AHEAY, BREETY. TREN'. KHZAY,
R —
DFEXE XER EFMFAR NERER. 2)r BEARZ

[Ba]

MNREIZSE SLE BEDA T O A FEFHELEDCHRE > ZEFMIC MRI = BV TEHh 3T 5.
[HREFHE]

KEA7FOM PRSI, REHB L CBREEORERIO MR #&EF 4 1T L 272/
RIESLE BE51 % (BS54, KIB46%) O, O~<204 M5 (1028 BAET. 102KEBEE) @
MRI #20T B % 3 L 720 SLE RBAEDFIHFERIE 1455 (7~19F) . TFHRHRBMIL
6.9 (1-16%) TH -7z,

(2]

68 PR (24 e REET. 44BRMAEN) TAT U4 FEHEBIERELZEDZ. 20 1 35 M (51%)
KBWTIE, EEMIEEEROR/ N T ED I, A7/ FHEEELRIE L ko2
SLEBEOREES(FHI20F) 3. A704 FEREIEEZRE L/ BEOREES
(F116.7F) I ~HREF I A B D » 72 (p<0.05)e A7 O A FIEBBEIEAEIR 12F
LT oBBIIREL TP ol

[Z=£]

ANBEARSE SLE BEICBVWT, HETHIIEIEATOA FEBIETEORED ) A 7 MK
W EASRIES Nz,
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7 IgM JEIRBEE & LT SLE O—F

ONFEEY, BEEES". EHGR". BRESD. HR—k?. TEEHY,
/N — D

DEMKE EFES NEEFBE. 2) /7 BERERUMEFERE. 3) /7 REHESEE

[#E]

B IgMEREIZ Y T AAAL v FOFEBHCEE I DY), MEIgC B L U IgA PET L.
IgM REESEE L ARBAEETH S, T/, SLEFFEEILL - BAR-SOEELA
CHEATREBROEEL RS2 50 5. ZO—RMARKT ABRESEH L/ERICBIT 5%
Bra ) VEEIIDOWTRE L0 THRET 5,

[5ERHY )

18 B, /NEMIZ IgG2RIEEB S USLE D& EEH S, SHARTT7+ro- LT
Wiz, 17TERICHIO TEHRE BRI L, BERBYTYURHIAR L, CORBETTL
F—vorTmg/B, YEUYFE—L300mg/ B, 2 VUE¥>300mg/ BEARL TV
AR O M#ERE T 1gG 219, IgA 44, IgM 1157, C3 38. C4 16.4. PiEEILE6404E.
B DNA $T#60.0 TU/mé. ¥ Sm PiikliE. WBC 3820 (5FHEk65%. IFEEER20%. Y »¢
K13%) TH Y., s &L CIM/MRBAEESO o/ TRBETIIER)T2g/ HT
Hotro BEROERIIN — T AE %K class NV TH o720

[HiE]

FAHM) 285k w— A —F% 7O —% A4 F A MY —THT L7z F7, KM B T 2 3k%
SREL . PLCDAOPUAETRIB L TREZTV., Z0LEPOREIOT) Y2 RIE L.
(#ER]

S OFEBIOFREIL) ¥ 733k < —H — D CD203 1%RiHk & R L T2, THIRE LD CD154
(CDAOV A F)BLXUBMELOCDOOREBITa bu— Ve ENl/hdh o7, AL
72 B HiE % ¥ CDAOFIARCHIB L /28R, [gG BEIE O PO — VLU TET LT,
IgM BRI L Tz

[Z%]

BHERAD 2 FAAA v FIZIZCDA v 7V FUHEELESHORTVED, I OEFITIE CD40
DRBIZIBFZ2RO20VE0D, CDNDY I FMZRBIIRENH D LEZ b, F2,
RIEEFOBREF IOV T FMEEORELEEL TWATRELH L EF L LN,
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ERICHONIZBCREES — NLE ? Evans fE{&REF+ SLE %ELYD
—3Z 2B

ORISET 1. ARMEEY, HHHTFY. FUEE", REEZEY, FPHFT",
EREEY. WEMEY, SR RIBHED. HZHE"
N EREAEHE JRREEYI— I, 2) BARRERSERRR
NARLUTA—AT U, 4) SIERRARRINER
[EF] Okda BB
[BRE]
BEmREEy (ANA B o L h B4, ETRL DERFICARS 29 Hb 14.7g/d4, Plt
5H. ANA 801%, §TSS-A B TH o 72 HERN — T AR TELEHE, Hig10 B T
AMUTI0A £ THE LPESEAE., Hi-28KEE B, £% 44 BIZIFREE, Sk
fi% 2@, RBC2757. Hb 8.1g/d0. Pit 547, C3 36.7 L BEMATTAL 720, HEM
BEHMTARE o7, '
[ AR O#ER)
Abet b /MR - B - FFSREREE - C3, CADETASEITHIZIEE L /2700, HER62
HicAFuA FORBERB Lz, A7F04 FEHL, BEREGS S 10 BRI IFIRETE,
AmERE. /MRS, B, FESEREERELWE L, Sk, B4AERETL B
Thotz, B Cooms 7 A FHHHE. ANA MOWH, A NI 40 huf, ds-DNA
Pidk, R UL SS-A PFLEDOBMAL L ik fotEns: o7, BEIZ. 7V F=RE0.1]
mg/kg/ BHRF TH B, BERFOLEFEIIHEBL TWA, ANA JEEib L7t
A ) ¥ HE. ds-DNA Uik, RUHLSS-A Bui o iR Mt A Emc i U8, 4%
BOT FEBL TV S,
[£%]
RAERNTBE O MR, BIEED (Evans SEEE) &, BITHAIZLS2FEFEY
FTERL—T AL LT 74 0—- LT, FERLV— FRAOERBTHMAE LTHS
NT\ AP SS-A/Ro Hifk - SS-B/La Hifk - JLRNP Hith % BBIXE L Tk o/l &,
AT CIoRE - VMR Ho7-2 k. 28812 SLE (2588 2 IR Z 45
Lo &, HEBICIED TR 725 SS-A/Ro Hifk - A L4 ) ¥ Uik (IgM
LIEAN) - ds-DNA EOBEEAL L ARG LA A2 L & ), BEHROTEIES L
el kb, EFABROHCREREIIAS LI-BESEZ LN,
[ %52
FERBHIBCRERE*EL-EED L 1B L HE L/,

- 107 -



0-28

TEENREAZEZ R UIChY ViEE R EIRERD—HF

ONEREY, ATFEEY. EHOLY. B ALY, $FETF". SHNTF". BARE",
MEEEY, FHSETY. SNEZ". B BED. MERE

DEEMIAFENBRER. 2) ZHhifAk

[FLsiZ]

P VAR EPURRERREE (APS) i, MVMRICH L§ 2 B Ok X b 8 4 OBhE ik T
Bk R/ LEELZE LD, RAIEREEL R LA APS FERNIN L CHUAEE IS & i
T 2R E TV BT BRI RO 0oTHET 5.

[5ER1]

15FBF. EHRISETHEEE. 20064F 11 AEH L 0 EERFOW THOERRE., LU EHE,
ERABRL ., HRHEFEREL Tvwiz, REICTEARKRBRERE GRBEROME LI
ANT AN HESEE D0 APS DB TA/N) ¥, O X+ — ¥ OEEN T
ONPREL . BEBNMARE 2o/, AR, EETRELGERBD P/ B
F1~SEEOGE, LUK, BEMARTZES, GETEBRMEBFAMAMAETH 2 72
1gG1919mg /dé. #ib{E36mm /hr. CRPO.Omg /de. AN T4 ) ¥ v HEs53U/me, Hih 1V
VAVELBGPL 381 U/md, W—TFAF»F 2755 k202, ¥LDNA Pk 2.7IU/me ¢
dolze BHIEMRT7VYFAT T 74— TEERKBRENR L GRESIROMZE LA RKBROM
RlMATRE 827, D EL D BSBEIRFMAEY R L/- APS LRBITL., 27074 A773F
PNVAFEE I T2 /= NVEETZFN, TVT7) YHIREBEEL 72 EREMA6» B
%, THRENRAEEROFHR L FHOMGIERIEZD Ty,

[E%£]

AEFNIPT DNA Hifk, i SmAEITFED T, S OB AH L EOBKITR b 7%  SLE
EBE I N ol SLIZAPSIILZ2BEABREMNZE LGN /20, AFOA FELHEH
BT IOT7 AT IFEIIT L) - VEEE T 2 F L L AREIHESH, BCH
HOEE RN L7z, TAREREINLTINT 7)) Vel 2 Lz X ) maFEk
il b TV BIRPAZOEMRATRETH - 72,

[#EE]

MARTERC & A IMEAEERE 2723 APS 1204 2K E LT, BCHEEEIH & mi
FARIO 2 0% By & L72EEEZ T I LENHD L EZ .
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A ERERZ E LY VEEENFEIREED ST HH

LAtHL B
OxtmEm". FlkRE", BxEkE"
1) BEERXFNER, 2)RRaFERCERERREY O FRE LY S —

[izU®ic]

Rizemti) 7= b —FA(SLE), WidEERZZE L) Y IRERERE O KKE =
BBLAOTHREST S, REEE LT, BHERIBEREE Y v ~F, FRHBE. Y2 —7
L EBERE. BRI EEEEREME L. BAFRICHES (I6RTREL)., $2T1
R 16 A THENSH 5. LEHIFLTREERIT LV,

[FEFI1]19%. B, I5EELI DTV, L0, ERE RO 5. AMBRKRED (3500/4£) .
MR (9.375 /u ). PR (16045), KT (CH50 <10, C3 56mg /d¢. C4
4mg /dé). $T DNA $u4k (RIA) 10 1U/mé. 1Y) ~ BB E kR, (lupus anticoagulant 1.7,
15 2GPL ik 125 U/meLi L) 739 SLE &2 A7 04 FORREYIT-o TV 5,
[FEFI2]11 %, e SEMEICA ETHRZIITHT L ) 2 FMEES S TREEFOAMBA L 72,
WEIZAMCOHBL., BEERE, 5y, BEEEL D BRI THENGEREE
(1604%). #1") »EBEHEBM (lupus anticoagulant 1.7. $L 8 2GPI #4125 U/méll L),
APTT OEER (805%) % 32w /-. HMEREL. M/MREL T dsDNA Hifk, #EERERET
o2, Bl SPECT T, £EM. BERCMEOET 258072 H1Y ~FEEIAIERE
(APS)IC X ABBER LB L. 27 OB MY DAL TR Y ARRERERRO
FERBIE A ELL BEE, SV F=vor, 9T sy rAadvLa, VE))SE—),
PN TOBEF MUY AOHIREITo TV b,

[£&0]

RERICEE 2 BCRERBLIEDTEY., RO SLE BEICEEL>2SLE & APSOXK
BRI S FEBERVEBEBENLETHLEZ A LN,
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FER. ERRHEEHBEEHFEUCMELERMRO 16

ORI, e, ERERY, EHEFY, EHELY
1) {EEEGERERE VEE, 2)BXE NBERL 3EHRCEwIs) o

(#S] .
BERBCRAEL., TOBENR. BELERIL. BOREMBEBRELFRELALEZ LN
MEEEHRROBIR 2 BB,
[£EF]
197 AB W, AR, FRI19F2E 190 X g (8B / H) ¥/ RL7Iz4H. 200
DUEEZZZ L1, SRECOELRO--0BERPEDNAIIEZBA IR, BEHR
LELVBERLZE I N, BEERIC X AEEENARTRALBE SN TW/AS, EEE
FikL. BEEOFRIEE LA b o TSRy, B, ZESHREEL
72728, FRL19% 28 27 BICBERPER VW CEREFBASHBEEMBEENTARE 2 -
fro ARBEEE. BE. FE. THREMCEN2 IS, BR. 2. TRIZBELED, AR
RRRRACRAR I, M I Bk E A1 30,600/ &38hNL . ZEEFUSIE CRP 3.40mg /diCH - 72,
1% 4L 2R E T i3 TP/Alb 3.3/1.6g/de. Na/K/Cl/Ca 127/45/94 mEq/ ¢ & EH %K
EBMAE. BT b)Y ABLU Y - VIER S, R—BHRECIERIZER T, 20
B &L RELEO P o2, REFERIZ FDP/D-DMR #525.0/16.9 pg/mé & SiE %
RL. & EFIE10%E BRICET LT, M ql-AT 3286 mg /46, fERFMREL
13941ng/ml & BER R Lize REFEHRE TILMNE IgG/A/M (i3 307/192/28 mg /de. I
ERRM46.7 CHS50/ml. C3/C4 105/27mg /dé. BB A0RERBGTH - 1o HURRE
TREFRT7 7/ 74 VRGBS T, BEBRE TR (BRI ) 12X, HES X UFEEE
HEFHRRAECTH - oo WEHEM X B TEHLPRBREZROT, BREENRTRILER
BEORERECBIUVLEOEKERD . UL &) BE & MEMEDNR & 20 L.
PSL lmg/kg /day %52 FIA L. EL,fE, &, BEAMEIISEL -, B
RFRIIEREYROT. BEERT RS adh o7,

RERL EERLEEREL MR LA MEEERREIH TH Y. THNERLMZ THRE
T2
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Henoch-Schénlein Purpura fREEATHIEL. FINEYFO—VAD
TEEINTC Wegener AFFIERED 141

AL T

OET M. ®% = AETE. KFHEA. AFEH. KHK
B LEBRkk NVER

[izUsIC]

Wegener A¥JEAEIL EE. i, BEREHLIZBIEVERE23 5. 5 E. Henoch-
Schénlein Purpura (HSP) & UT#Ar S /-85, PR3-ANCA B/ 5 Wegener F3FHERE
(WG) LHEA, &Zl, AT Fu—2 X LEXONAHRELE LERLRERL,
[GEHI) ERIZ 1458, KT EFFLERE. B - T

[BRAERE] 13a%M5ICHERE, BIBRERE U CFH

[BmE]

FRI5E10B T, - BEEH. E8R. MR, TROEEHE, T 0REHKT
HSP & LChHE & i/zas, . ToAE bl IVH BRI TURHEA-E Nz AH]2 &TM
B’ LHEHALEREIRIZ S E L 7-D%, PR3-ANCA 21, 100EU ¢ SETH -7z, WERCT Tidm
AR T o/ NEERRE B2, BRER TR RIS O EIMIER A H 0 . LA KIZ70%IIA
bhiz, BRREERTE WG EFELEZVERTH o7 AFNTL FzvyD V2K
E, ARBLY 707+ 277 3 F(CYP) TR, JRFTHE. MERCT b FHICHEBEL
PR3-ANCA LB b L7ze CYP 2 7454 7 VIZEE LT, FRI6EILHILE
BDIH O NI LR TIRERES D . PUAERL TR UERSEE LA, CT Tl o
U AEOBES R, CYP /UL 2#E, IVIgREZ T+ 5 b8EL (. MRI TAE
TFOU— L ANREENTe BE, Y7 OAR) YEHFHLIMEL T35, iitgekETo
Ed L,

[=XE]

M #EEBOBREKDNE CIFERL., HSPIHER TLMOMERSZETILENDH
5o WG TIXPR3-ANCA L RBLF—FH L 2wl bbb, EFOHERICENTLZ L
b, TNSOEFNI L TEH LWEREOBEAPLETH S,

(B WRED MRLIZD & THE. TERV2W2E8BTY 7 FERBETHRE. R
ZSEIER - LET)
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HAXAODA IV AR EEH U EIEuI:}iﬂ?ﬁﬁ,ﬁb\*ﬁ“ﬂbk
BEMABRO 1 RS
ORB T
LEEMURETERR Vil

JEBNL 14IZBFo 6 BICEA1BUTH & #8kg DHRERL %2, 200648 A28 H Y
B AB. ARERRPHEEMABREBE L IVHT., X35 Y 027 L Foynr
BE5 %G+ AL TMEEEIIEEY, 2794 FiikiiETh o7 OB 220H LY X704
FIWAFREER I T —VHETT. 17— VETHRICKETIE SHAENAHE, 37— g
THRONREIZ T ETEB~NOREORE S FBEESROLR, 4 bAFOT7 55
AITHHEELY, YA AT OTA N ABEOSHITREIN 20, Fri 7oLk
Fta L 720 LLEORED CEBEHEEREEABRALZH L. 10A 130 L Y HMEREARE
57 —WHTT L7z £ OHBONRER R CIHRBLEEIELXL, Ub A  matREIR
BHEECH D, BHEATT Y VEMRSHT, BBIZERICEB L TV 5,.//NedEtEE
WARB R L, BMIRREFEIRAALREMEDH L2EBELEX N5,
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INBRIFEAE DA ERRD 3 AR

Of B, MEKEY. ERERY. LA B2, HARAY. RBEHLY. ENHE?
NEmERLKE NIEFEStE/Y— MNERL. 2) v B

[RUBIC]

AHFRSEER. BT RET 2 BT RBER L VR T 25RETH 5, FHMOLFEERRE
¥ & IgE MfE 2 s T 4, PEAEER S R T aRERARMIZ ) > SRR HEE & 0T ER K.
¢7ﬁﬁfﬁﬁmﬁ@§ﬁ%w5@ﬁm%ﬁﬁﬁﬁiﬁﬁﬁﬂﬁﬁﬁfééoL#L\%m
RERIIERZRETH LM, TLILF—0f527 PE—HRELOEEXTH T I2HELH
B, SR A ITHEBEROBEY THs L, HEEMIRNREBIL 352 88 L7,
[5E6I1)

11ER R 4D ST TIREOEE 207, BEEAT T4 FIRSICL 0L, &
&bt X AL, ERIZTHRMIZATOA FIRBAIThhTw, T AR
ERb, MEREIC CHEEERES ., B 1gE MEE 0. ERICTRBEZH L. A7
A FERRETHL-0. RELORBLEAZOL LI ZOAR) V20H%ITYEY
PR L7

[E512)

10 B0, FRR18E3 HICAMEBITET 2. HERICTREERER LB I T, R
FO4 FAEERBEOPOMRER L, WREFMNERYEL T, HEBIRES, FI1eE
IMAE % B0, RIS TARRR L B L7, B 15mAl# Th HEBBREF Ch 2,
[5ERI3]

I5EE R SERPCESHIHRBIERTL LKLL)), FOREBE TRERLRDL X
otz WFEEERIES . & IgE ME% B0, EMICTANB L BRI L2 BEOE TR
OEEERTHY AFO04 FEH 4 7 0AR) YHRBRICTHEBEERGE LTV 5,

[£%]

JEFITEFBRTH L, TUNF—WEBOHEENS Y . KEMOITFEEIRES., & IgE
EFBDOT KRIEATFOA FICRKISHER L v, BESSWE SRTW5, RERI/
BEBOWTHENE L 20OERAH LA ThHb, TRHEBETMARET 5.
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SBEEICHEE 9D Weber-Christian /@D 151

us0E LT .
O* mﬁ'?‘\ }]\ﬁ%_\ _"LYR $
EYMBEREYY— BRE - BREH

[EUoic]

Weber-Christian JHiIZ R WO TR 2 858 L T2 FERTADOENHAKE TH 5, HE
o4 WP THEED & BGOSR & B RS RO X B BB L T B0 THET 5.
[ ]

BERATIORK R, BETEH2 Ao EREBRTIEDELIED 6 Weber-
Christian & & B#f s 17z, PSL B CEHBRASRAD, REZEVERZEYEL A,
CyA 2R LB ESA SN L H -7z, Subcutaneous T cell lymphoma OV REM: &
ZoRzh, FOHRDRETEMREIIRN S PSL BE. MTX+6MP 2#{T% o7 L
PLEEALSRT T VIV ABRRAEBEREOHRRICTEVPSL, VCR, Y ¥ ¥k
DILEREE T oo/ L LHEE LR o7 IR LEHEEIIFT 2 DI PSL T
BREYRALZE Lo, 6REREIVESRIIN U C GH #FEE % Fts. 7RICEASEH
2RI L., BEREANER, OB CPSL X 18mg/ BERA L T/, BEIIZH /-5 PSL ¥
EXEZZPSLOBEYTTR IO CyA ¢ FHFEEALDPRBALNLT CyA ldP Lk,
MMF EA L& FeEEmA RO N/ PSLémg / H  CilgE LBk & L, #0#%
2-3 7 AZREROBE DR KE LB TVIY, BURER, ETHEHOHE. MMF £8
BETAZETRAOI PI—VE{To/, IMMUEIIMMFREELTH1 A0S £ 38
BOR—ZTEBNVDOONDL LA kol FO/HMMFIZEREEZ, 980+ AR
WFKS06 AR L7z, BEHZL »y ABEEEEL Tt RAIELRBMRALTAL
fodd, BTEFKS06 M4 SRR S CLASHTHRAL R T2,

[E£]

EFNHIEHIIH D b DDE BN GG  FFREFITHLAHENTH L, REETHEIL S
NIRRT ETER IR, HOMIEHE BbhAFERIX Loz, SikiAEYR
IR Y Ko FOBRA8ETTHL, BRIPLEEFOTER L BRI LS
F QP
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ANF T ERAUMERAED 3R 5

HEOF &
MERAY, OXAHHEY, BEOZE?. 48T Y
1) BAESEH TRENRESEEH. 2) BXEERR/NVREL 3)BEnS 0 XKRREER

(FEB]

3FMOTIR. M HARIIb o0, BRI LT AL O TRIET 5. BEELOETH

E, BerAMTHERICW o, FENVIRE PIP MEHHEY LTHY . H2MEEHED

HEOT, MIMITARAIETEN T4 THRELTWS, WIRATRIEZ <. Raynaud BH
BAbNv, REERD G, REEL BT 2. FHE. RFETRBETDH - 7275

P Scl-70HEIIBEE TH o720 T4 VT T 2 FRFEM. PDGEF EHOEMD A5

Nize EBE LT, 7LFZY, AV MLFE— b, ATFTHEH LI, RIEY—H—.
HOHEORE DL P RIET AL O, HEBLOEEL. MEmHELHEEL

[Z% - #&5E]

SERTAEORARIC I, PDGF OEMALA B 5. AR 713 PDCF OEMERRIC L o4
HALUISIER DS 5503 v ¥+ — CRHESTPRIE TS 5, KEHTORBRNS, 4

CF TR LAY TH B L LB TH 57,
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INBUDTFHRRICHT 500U LA ERORKS

LELh AP

O&HFey, MBSHEIZY, RIEEY, WBEIEY, BhadHF", RilnE",
FOEMY, AHEEY, EREEZY. BSETY. #2EEY, MHREL

1) BREAFAFRERARSTIRN  NEREBEERES.
2)BREAFESS RERFH. 3)ShREaR /\REH

70 AR (TAC) R VEMUBEROAN 22— ) YR AETEIEIZE D, THE
RADOTEHACE I3 5 BRI CH D . EWT A b A4 VEEZIET S, F/491 1
HA YEETINT S L THCIAEE, RIERGEOBER. WHEEEILISIER S D .
ZD7zH2005F 4 AOME) U= FICimA . 2007E 1 BiCid v — 7 AR LIIREE RN
O LNz, SRR U FRERTHERTI2HEIE2Z 2 LB H, SELETO
TAC HRIRI & ¥ET L 720
[(HREFE)

HHTEAZBEL T2 ) v FHREBRT TAC # R LESAEZNRE L. 208
R — & — & L7

[RR]

JIAG6H, SLE7%4i1Z TACR R L Tz, JIAREBIRTTHY, ZREHRTH -7,
SLE 3&XF 66, BFIFIHERAINTEY . RERTEHERIT JIA 458, SLE 1245,
FIBIRPMIEENEN664F, 4.3, TAC REZOBEIZ JIA TEH78H» 8 (4~13
AR}, SLE 369 H (2~52R) Th -7z JIA Tif infliximab 7 & 0> A Py 55 {6 5 5]
AP, o2 T AR L (CsA) ERBIAAF T - /2o SLE T3 cyclophosphamide,
mizoribine. mycophenolate mofetil, CsA 7z EdMEbL LT/, TACI305~3.0mg/ B
THE L. & TAC FIE5EIX 26mg (1.5~ 3.5mp) TH 7o FHMABEL3.6ng/md
THo7 JIA T 1FNIEBLZEEEROUEI A LN, SLE Tid50Hi#%TH -7 C3E
PIEFEALLZHEBID H - 720 BIED L IABBLEEFRITL (. 2RSS L Twva,
[Z%]

LB T TACIHHAHES P EE SN TV AL, MR 754 7 AERFTH L, &
HFMOFEARRTIIH LA JIA, SLE & b ICHHBANSH b, Mo R B 2154
FHRIzRALEZRLHL LBDND, AR EEOEHMPRE 234 OIS BN AE
PLEZONRY¥H Y, FROBEC: EOSHREADEEBLI T r—XA -3 bu—-n 2%
TAPLETHS,
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JIWVIRDA VR B19RBRGUCKDMERD 161

L HEo

Ol R, @ #8®
BFRtF=HiRUEREZY— HF/NNEH

[z ®iC]

FOVET A VA BIGIMERHEAHOBERY A VAL LT/ARB TR L BBRT LA, 20
{37 aplastic crisis X, HRPOBRECHRERCKEOEM: &7: LBERAEOREE 2 Y,
FoMEER BRBR2EIISTILRELVEBITIELMOENT YA, 50T+ 12T
BOEMEROER  EARSHHAL, SUFEY A VA BIOIgM AEECH Y E T 1 VAL L
A& 5% & Bu LB % BBk L 72,

[#E61]

145, BF.

<FREERE - IR > Ly X&a e Lo

<BUREE > B 1 Hb ) FO1EEE 3 B/, 6 H B L FREEMEIC S MR
LEERZ. BARGED-OLURANEE. BHCREERZDO . BEiE: Yo
b7, BEMTREPo7:07F 7457 b FEEROSEVTAR. BEBE3EABTE
1~2mm, BERRII%EMo7. BEEIIEZEOTH. HLDEICHA L. BTEETHEEET.,
Rumpel Leede R4 TH - 72,

<RE > MEEETIX, PT. aPTT OBEEER., flifAid CH50 2.4 CH50/mé. C3 60.3mg /
deEET LT BEFETEEF 2 L. CBC TIIAMBRE L M/ MEEOBERT 2820
720 YIMEPUESOME, V=T A7 3T 5T b 1.61. PR3I-ANCA 47 L EFBM. $£13
Fidle i Cdh ol MIRTIIER (2+), #M (=) THhot,

<HB > AR, I CRRBBRELT, HBI4BBICRBELS TR S THEL .
RAFRIZ3H BIZER (3+) & o 25 24 12 L, 7H BB E 2 0 BRE L7, £,
REMBUCIIBEETH - 72 MBRERIZARFE69g/ddTH o745, AKTHBICIESET
EETL., TOBYIBABTERE ol WEIN1I - ATCEREL o720 7VEIA N
ABI9IgM i16.33 L BETH 72,

[#&EE]

PNUVFTANWABIOREAL L 2 MERSTIEEZ L-EEER - BERTHH. DFirs
WMEDHBEFTANAIZEIBTF T 1457 M VERR L IER, BETER, £EBHEL -
T,
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ATOMRESTTH PN - BRUCBERERRME R EREEsR O
—5i
OHMEr, Fl . BALEAN. BOEG. AR
WTHR+TTmE VB

[12L 8]
B B SRR ES 25 (LUT PSRA) Tt NSAIDs ~OREASZ LS, 25704 Fig
SOFERRENET IR TRV, 4RI PSRAZH L, A704 FIESTTARLNIIEE -
B L EBI 2 RER L - O THRET 5,
[#ES)
9B ARROHANCERLINEE YD - 7o 8k, ARSAMCHERAL A HAERE
BEREBE T, L7 VNV R0F, FOHOEHRI KA. Wik, BERBRIHE LETT
Wi b e o7:7:0, HENREZ L, HEBIZH S b00, BESCBEIRD L7,
WBC 35000/u¢, CRP 21 9mg /d¢ , 772t 126 mm /hr, ASO 1555 Todd, ASK 1280 Todd, 7 =
1) F 211300 ng/ml7E o7z, BRHRE. BE MRI 2 L EHERECRELT0T. PSRA %
BVHIAERL ASANs k5 Lz L LAKR D 41T 282 5 MR 2 B R & m g
ROBBELZ Loz, 7L F=/ 12 02mg /kg /day ¥ BtE L7 3HEE% B/
BISHZ LdrofZ®d, T P/ Oy 1ng /kg /day iZE L2 2 ATALHIZREL,
mMBEFRRGCUE L. TRV OV RBACHEL, 37 ATHRGET L 245 LAEES.
EEEOFERERD R,
[#£%]
PSRA 124 L NSAIDs I2 & BB CREEAZ L (. #r BERIMC 2L bbbt sh
%, 4, NSAIDs TIERAHE L 2v> PSRA OEFIIH LTAF O A FIRETTHR
TR R L7,
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PERRBRCHOEFRIEREBRGEMEZREBIED 1 51

CEEL &

OSEAZ Y, BREET. HAS . BRETY. RIEEFY, hHEE?,
MABEEY, B Y. MIERY, L=, FRERY, TEER".
ILEAZ Y, WE i — "

NFERE AR EFFRE NERER 2) v BEWEP. 3)8hRRiR

[fEfI] 45EZclR

(EK] &, NEEREAR

[ RERE ] IiAsiaE iR g

(R )

200743210 &Y A, FIRHMUBICHEREAR 230, E5mBRENER AR,

MEERS TR, REOTRESS Sweet syndrome 2EEb I, E7THHE LY 7L

F=vwa > (PSL 2mg /kg /day) 25 L. R - REKIGIT—BHEIZHEL 7. PSL O

HIIHFCFURBTORRM, RERLCEF2ED. £16WE I LREMABR, B85, &F

DRI ETORERR % 8B 72,

LTINS |

FiR38.2C. A THREEIZE X 2emDALBE, PUBLIZE SmmiE & DR % 58 i 2 B AL

M. £F2- F4IBOEIR - RECQOTERLIDL, EHUIBEOFED ). MEHICE

AR L. L L, WERRE L. V) v/ EillElRE Lo

[URRARTESSERR | FIMBKIEE (36700/ 8 ). RAEFUIGEE (CRP 12.9mg /d6). + 5 >

ATIF—VYBELA(AST 45 U/ ¢, ALT 33 U/ L) 287z, [gG 3BETH o 72h5

(BAIEIIERD T, iiEdnlE, V< FEF. ANCA IFMEME. ASO 366 IU/mé, ASK 40960

fEe LR, MK, 237 R L, FREFENTERMRE RO, FEERTHERETED

ORI 2T TOHRBARGERIZ, 71 7)) /1 FERR LS MERE RO,

(AR}

PSL @it L. BABREE2UFRE L W HEAEEL LTA 7727 x> (15ng /ke /

day) IRZRASE L 72 & TAMER L. fEK - MERR L B L7 HEEROFRB LU,

FEAK - IRAEFTR L D EEEEI PN LT L7, BT SE RHEESIITOT, SRt
YOV, PE)FE— N, 47707 1 (40mg /kg /day ) MR THHESR TH 5,

[£%]

ASE B S R RS o THE L 72/ E @ B & & PN (Juvenile-onset cutaneous

polyarteritis nodosa assoclated with streptococcal infection) * Exz Hh b, PN OHTE

CORBIBZ—FKIITFEPRVEINTHEH, EDHETHRLEEBOME LI L 2 ERETK

&0, ATOA FELDVIIRIFEMHEZEL Tw AR %, T4, THENKSE

ERTEFMIBITLAALHES R TwAE I R G, 4B BELGBRENYELES

bits.
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ZHRMEBIRICECHUCKHEHRD—B R

OBMEY., ZHEn. SHEE. RRHE
#E|RYCEBERT U Y— Bvhah

EFNIIbEBIE. BEE, ARRNREEHLEERLD (52 5 A To%kg B) THIE. AR
FERMEREL . RS, BFORERE R0, BOMEHARNEREE LT s
NCw725, QMR CIHERERE. 720 F - 34708 - PIVFS—F - slL-
2REOEME, HHET. M- REHOWE, REOKEAR, S5V 4/ —HARPLANY
A hE—=TH, Ty by BEBEROESOHBE L L EEHRT Y. MRL. §4E
BT L CRRHfEE, GG O CT CRIEMMAOFES BB s, MEKL-64 5
ECTh-o7. FERLHETL. BOREMFAOT ML E 2 Sz, PSL I & %G
WGk, BRNR - BERTOWE., HlEE - FBEEIIRE L/, MEEmEZIZ W T
CT % KL-6fE& il EA RO LONT, — BV 70 AR) YRREEE, T2 FF4 2
RVABEE 67—V L ELELL YT, wihb ik, PSL HARBAGHFEE
o, KFGEOEAOFIVH Y, TORETIIV Y Mo v Lintact TH o 7FEHF9 »
RIBIIIERER T EL T, TOKER. K£831 MP Bfio&Rs - BRL UK. &2
YFCIETREE - 2 - RBAE. AFARE. W3 MP MEIICEE LD, MRI Tidh
R, BmAIKEREFEOERSHL X W, BEESTRTICCRABETRTH S, SLE LL
NOBERTEHEELEZEH L rEEITLA LA LR, FAIEMEREIZD
RESELTEY, MBERIZLAMMEELREOEES L CWATREEREZ Hhe,
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BORR R & Bt R S LT BB RR R D —fl

REMAY. ORHIELD, ME D, Bakd). BiEk’, EHZE?
1) BXESASAERR NERSEZER. 2) ARERR/NEH

[5ERH])

OB M LB, KBMEOHAME. SITHRE. WTHE., et EHRICER. W
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