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Chief, Division of Pediatric Rheumatology
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Professor of Clinical Pediatrics,

Cornell University Medical College

Systemic Lupus Erythematosus in Children

-- Are we approaching a cure?
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Systemic Lupus Erythematosus in Children -- Are we approaching a cure?
Thomas J. A. Lehman MD

Chief, Division of Pediatric Rheumatology at the Hospital for Special Surgery in New York City.

Professor of Clinical Pediatrics, Cornell University Medical College

One of the key problems in the care of children with rheumatic disease has always been long term
medication related toxicity. In the 1960s and early 1970s children were treated with aspirin as the
first line anti-inflammatory and corticosteroids if aspirin was not enough. Children with lupus
routinely required large doses of corticosteroids for control of their disease. Typically we were
able to control the acute lupus flares, but children would often die as a result of infection or
chronic progression of their lupus. By the late 1980s intravenous cyclophosphamide therapy was
more commonly used and an increasing number of children with renal disease became long term
survivors. However, corticosteroids remain the first treatment of choice and cushingoid fascies,
short stature, avascular necrosis of bone, and premature myocardial infarctions remain common.
Because a full three year course of cyclophosphamide therapy represents 17 gm/m? with repeated
hospital admissions, physicians have remained reluctant to initiate early therapy allowing both
corticosteroid related toxicity and disease related organ damage to accumulate.

The data presented here represent the long term followup of 16 children treated with a
combination of immunosuppressive drugs. The goal of this regimen is to establish that a lesser
dosage of cyclophosphamide can be combined with other medications to produce long lasting
remissions of systemic lupus erythematosus in childhood with fewer hospital admissions and less
medication related toxicity. Sixteen children ranging in age from ten to eighteen years were
entered into the protocol. Each child received 750 mg/m* (up to a maximum of 1 gm) of
medication on days 1 and 15, six months later (~days 180 and 194), and eighteen months later
(~days 545 and 559). Each dose of medications was followed by 750 mg/m” of intravenous
cyclophosphamide administered according to the standard protocol. ~Children with biopsy proven
DPGN received an additional three doses of cyclophosphamide on days 45, 90, and 135.

This regimen reduced the total exposure to cyclophosphamide from 17 gms/m” to 4 gms/m” for
children without DPGN and 6 gms/m” for children with DPGN. Despite the dramatic reduction
in cyclophosphamide dosage the improvement in lupus related manifestations was superior to that
seen with cyclophosphamide alone in the standard regimen. There were statistically significant
reductions in corticosteroid dosage, ESR, and SLEDALI at both one and three years (P<0.01 in all
cases), with statistically significant improvement in serum complement levels and twenty-four
hour urine protein excretion. Most children remain well with no evidence of disease activity on
less than ten mgs of prednisone daily despite biopsy proven DPGN at presentation. Many are
now ANA negative with all normal serologies.

Could use of this protocol at the time of initial presentation prevent long term disease and
medication related toxicity in children with systemic lupus erythematosus?  Only the
accumulation of more data will allow us to know.






$1-1
EVFHRAZERIETER JA EHICOVNTORE
TR RO B B, S (RE. A R A R
SERRNLZ E bR U~ TR

ORENCIT 5 EEME OB FERPRIERRI & (JIA) OIRIFEIX, 2008 D h ) X~
DAGRLUBERE S EDLY DOH 5, BEARINLTWEZ X LT K (2009 4F) 07
U Ah<T (2011 4E) 72 PAEMFRRIANC LY . F X2 Tcare 725 cure ~) WNELFED L
DERYDDOHDL, ZOIWREANTTV—DENE RIEZ TARFZSZIIHA RTA &
LC THEMER R Rk 2 AP RANERO F5 & | B’ bH, ZOTFF &I
ITEFE JIA & BEER JIA (S TAEMSRRIFI O wE IS L BRI ERE . B A T T O
T, BREHFEORLLT, BWERICRH L TEERINTWD R, AYrfifl o ikiz
OWTIHEHIAEIZ SN TV, h ) X~ TIZBW TR 3 £, =231t
T MZENTIE 2 LU ERRGE L, EERICH I TEIER LS RBRT 5 L5105
7o EMEIZ X0 AR RA A RS 5 HHEE N L O T2 DI, A RIE 2
IETCEIERORFSERFTT 22 813, FRARZETHD, KRRy v AT, 2F
D k) X~ T OIEBRBIMER BT, AW O LN FEE TH - TiER & |
IR Z RO TIEFNCEET 27 7 — Ml EZIT- 72, 2011 £ 7 A ETIHE LN
72T, 17 BloRER JIA NEMRIC L0 AERRAI O IENER TE 0D, F
7. BAfIE JIA I8V T 8 il W TAEYFIAIO R IENETTEX T\ D, RHER
TIXHBRBIOFEFIFERICNZ T, 77— MER LV E LN IETE ZEF DKL
Kz o IC iS4 %,



$1-2

EYERRAZEFRILR BRUIC JA EFICOL\TORE
JUH B, Bl B, B AFRE, e ESE

DU BANLREE R AL & — RS

A FEHRIFN OB LD . HEROIBETIIHo B oay ha— L nR#ETH -
oS X OBEM OB FEMHERF IR K (JIA) BHF D% TEIRMTMED G LD
L2l o T& e, AWFRANT JIA BEICREEE L /o7, IR & 72
STWDHEREICBWT, EWEAEFIZh k45 2 ERFARETH DM L Cidigin o
SRS D, A FRRF Z IR D REEEA ML LTV 9 2T, AEWFEEAI A Ik
BRI L7z A JEBI ORI A Fd 2 2 L id, EEARMR L 2D b,

Wl X —TlE, INFETIZ VY AT L DIEREITo =225 JIA24 B0 5 5,
S8BT hI U XeT O Iz ATz, 3T IEZICHERE ROz, FIEZICER L
JEBNE, FIREENS F ) A~ T AL TOHMN 2~14 4EFTHY ., h U X~wT7DiE
ANFETIZ2~5 BIOFRZRBD T2, — T THIERRICTHRZRBD 2o TIEFIE, #1%
MHEANETCOMMIIRETHL 18 » HTHY, HBAEFTOHRL2FEILLFTHo72, b
VYR T HEPIEZRICHR L 3 SEFIL, WL b U X~ 7 OO A TR
L Tr o,

EEO b X~ T OIRBRSIMGZ BT, EWFERRE| O R IR ATEETH - T-IE
FlE, FIERICHRERBDIZEGNCEET 57 7 — FREEIT 72, 2011 4£7 A £ TIZ
O N2 EETIE, 24 BloEER JIA & 11 BIOBEIR JTA TAYFRRE O HhEHSE A
SNTEY., TIEBICHREZRBOTIEMII 2GR T 7 #l, BEER T3 flTho7z, HBR
BIOFEFHERITINZ T, 77— MER X VS ST U7 IE G O B R W R & oo
WZHET 5,



S1-3

EFMER MBI RICH T 2EYMERREADOKREICEHT 2185
SN Bz, BRE B

BRI T ST Il LR

FAEMERRSTERIEI R (JIA) 1%, /NEEIRIEOEMERIESREBE TH Y | T E T, #
BENT 3 U CTAEDFIRAINHAWC LD K 912720 2008 4E12IF IL-6 LEKTHD b
VR T0NEKRB LR OB T INF HEERK THL T X L7 T #
L= T HEREINT, JATBRRICKE B2 b6 L TW5, TO— 5 TEMFHIRIA
DRSO FAEHMERFZ O IE 72 EREBEORERIZBW T, a7 e fORESRH B & 7
ST &z, BICEmSG ORI « fRICHOWT, JIA DR L TREANBEE Y v~ FicB T
HFENL ST TR,

RHR AT D b U X~ 7 OGARRER (/11 F8) . TR iR RER (28 &k U 72 0E
FHNZDOWTER 38 4EFD F v ) X~ T HETH 10% (8/67 #i) DIEFITREHAD EULAR
remission criteria Z 7= L7z, FDOH b b U XA~ 7RI L L7-, 2 FlIIIRIESE O R
HIREFRD IR o Ty, 8B 2 Bl CTHAEZRD N U XA~ T OFELEIZL D | FAETHF
MNARETH -T2,

F U X~ T7 O JIA 1Tk 5 B G Tld, BfEA MR C & 7TER TIRIED AT
BECTHTIEBN S~ 72— )7 T, FRZRBOTIEN & FE LT, DEBITIZH D0, =
D DIEFNZDOWT, BRIRTER & AT RIC X DG NETH 5,



S2-1

EBI

LA T

TE RS R G I i SE A A DR SRR N R 27

EAEMERRRMERRER R (LA R JIA) 1% ILAR/WHO OS5 HEIZBWT 7 RIS SN 578,
ZOHT, FBEEZMND A 1T A EREEZ DR WHEERICKREL b, &
ﬁ@k%%@fi%%%ﬁ%yfm774w@§w#E JREENE D L EZ B, F

EHANT, ZZ 10FETEE LooH D HORIEMREBIBIIER « 1 bh AT
H774»%TL\HW%E®%%%EET%6O A5 JIA 13 2 HELL EEHE T D
SEREVI N %, —1®MEDORLEE « 2F DY L HIER - TS X OWAER - SERE OV
FTho—IHE 249 B RHAOEMEEES RN H 255 122 S, 2005 F0 JIA D4
Iﬁﬁ_kwf\iﬁﬂHA@@%(%f6ﬂﬂum)%%ﬁﬁ%&ék T DT ER
1N 76.3% « BHEEEADN 628% T D . HEZ EHLT EHR JIA L2 S TV DRI DT
ENMAZ D, iz, EBHH A OFFBE IS, VU~ b RBIZBWTIL, 473% ThHh

D, ZNHOZENELWLNTIRD LY, 2FMORTH, 1) IR U o~
N K95 - BAEIZ 0 M0 0 #URE] . 2) FEAERFIZIZEIRI 203 72 < %@%Eﬁ(ﬁ%ﬁ)
BAEIZ M BEEAL T DIER], 3) BIEIRANEBLES DIER]. 4) MAS Z#E[ENZ D@ff%
5)%y)fvf(Hz)ﬁ%_iof%%%l%ﬁf%\&wotﬁbﬁrmﬂffﬁ

o BEWRERF/NERCIZ 2004 005 2010 4£F TO 6 FERMICEHT JIA L2l ST
wt%a*ﬁrﬁ%ﬁ9%ﬁ@?éoﬁwlﬂmﬁ%ﬁg1%@#%@%%@@&@&@

AT I EEARIEAR AN H B, 2 R ISR L 2 BEEESNHBL L, 28T JIA &
dﬁ* o 19 FREFIOEG AR CHEERIET L a4 R— & L2, JEF] 2) 12 ik, 3
FRERICHBEEL & S - BIER A R8T JIA 2, 9 kR, JRIRARIH O EM D
N8 2786, Bin TR CHREME PR L 2 LT, %ﬁﬁiﬁﬂnA&@*%E
% R L, JEFIOFMEREZ LT ETZ,



$2-2

YA N2 TOT7 I\ oA e EBREF TR MBI R OMRRE
W/ NIEY )

UK IR JENR R 0 DR

B R RREMEBIEI R (s-JIA) OFIERRBII A2 8N E < £ ORI ERRE
FEICHE DL 52572\, —F, BEORZ, fHERREORFEREETHZ L, AL
PUAS HLA & OBENFRD bW\ & BRGEROIEMHELZRE 3 5 KIEM YA b
A DERARBLEND72E, sTAITHORIERB E BT 28 MEFT D,

E BT TEMEAL U2 RIE UGS OFIEIAR 40N s-JIA DIFRED TG & 72 L T D AIREME SR
8 X4, FRRAICIZISELR T 5 inactive phase IZFBWTH, HH R RIEN SR T 5
TLENRENTWD, ZORERRIENISHERHG T DT IEIARHATSH 508, s-JIA TlE
inactive phase (W TH v/ 1B 77— D alternative activation 23FFfe L. JIiE il f#1 | 28
WTWDAREMEDS RIR STV D,

s-JIAJEFIOHFIZIX, v 27 v 7 7 —IEHALIERERE (MAS) #2325 —BE0FET 5,
MAS # &0t 5 —fE L ZOMOTER TIL s-JIA & L COIREDRIEMEN S B0
. HDOEINEFREIEBRORARDFEZ R TWAITEE R VONEA S TIZARVY, L
L. E&RAIIZIE IL-1 inhibitor 23F 20T 26 & R BINGFIET HZ L LB TEY
s-JIA EZWr SN D PUTIREED EAe D “ODMBINEET H 2 LRI D,

B2 s-TASEBI DY A - T A ERESRAT 218 U T, MAS 2509 % s-JIA JER] TILE
PRI IL-18 DN & A /R 2 &, & B IZ inactive phase (23T b IL-18 X &3 £t
LTWNDHZ L, INDDOHEENJIA DFFRBICESES L TWD 2 La2HE Lz, &5,
IL-6 inhibitor TH 25 F U A<= T7HE T TH MAS ZRIET DIEFNFIEL, ZD X7
JEBITH IL-18 NREEDENEZ R L TWD Z L@ Lz, DX DI IL-18 1L s-JIA D
JREEDH T key LDV A M IA L D—2>THY ., RIEDHIE L Z OHIEI O 51 EE
IEE R L TCWDEEZBND,

KUVRT T LTIE, AT TCETYA MA VBT ORI AE
Lz, IL-18 ZHhE LT, s-JIA OIRREICBIT A~ 17 7 — O alternative activation
DEE|, s-JIA DY A " AT a7 7 AN IT- s-JIA OFBSHHORL L ED ., K
EAZEE LT,



S2-3

MR ()

FAR Z3E'. Bk g AE L2
Uik ERRE N R, 2 RBRIE R R — i R

B MBAIJ (systemic juvenile idiopathic arthritis:s-JIA) %, FlFREACHURA 700 —F
YEVIOOREE (U U~ A FB), FFIEIE, 250 o HilER, BELZ RS E T2
JIAD—H#ETH D, 1993 D ILAR/WHO HFAIZEBWTIA 2 7T 7 3TV —IZH8E LT D
LD 12T, BWBEIZBWTSH 2007 FIZER S vz THEFEMERPRMEBIEI R IE D T
V& ] CZORENMEDIL TS, 1897 FIZHID T/NRIZE T 238, BISIER, U >
JREIRERR TS 7 E O 2 H R A BT 2R B EZ PO THE L/NEREO L FIN S Still
WmEXIEINDZ LN, BIEIXKRA Stll 7 / kA ZAEE Still 75 (Adult Still’s
disease/Adult onset Still s disease:ASD/AOSD) & L CAHINED,  ZWHicBE LEFRE
o BRAPT LI <L EYYESEMEE R, RIEMEBE R, B OREMRERRE, W KE
BERER EZ DD Y 7~ F MR E DEJNNC LA NEEL 25, — 5T, IiF
Ko RENZL N &, B L0 LR - EEICEEIRENSET T 20365 2
L BEEOBGR RNEERLE RS L, BRI~ 0Ty — DIEMALE R
(macrophage activation syndrome:MAS) (ZE DIEFINH D Z LD, T s-JIA % BAfiA
JA LI DEBHA THD EARTERNH D, £l2, FIU s-JIA OFIZH HFEDO4L
EER CRE U BfR Lo WEE, BIEBIRI RS R & 70 0 BIEi TR OEWEE, 2 ER
THAE L— B BT 2 03%ICHIE LBMEBIFI K LR & 7o T B Uk x 2l &
HTEbWbiTWs, &9 —D>EERMBEITX ASD/AOSD & DOE[FITH 5, s-JIA &
ASD/AOSD [XBIEIR D IRME « 5 « BERIEIR « AT IZZENRH 0 | TRED R 9%
MEEZ LN TS, s-JIA L2Wrd 57 ASD/AOSD & 22lrd 2 T ERHDO XYY Th
LD, MR aTICA— =T v ST HHELEEZ 2 6N5,  IEFOEHE Tid s-JIA
Xy BEICHEE L 9 H5~—h— (IL-18, HO-1 72 ¥) OFEES, Thb~—h—IClb
% gene DR L RIBINTEHY . BEE TEZ,/ M THOEES L #EE R IERIZ D7)
%2 AR B BRI OV TR L7z,



S2-4
LEREFHRREBEEK (s-JIA) EXVOT7—V B LIEREE
IR R, % T

TN LKA B N R

A B RUIFHE MR BRI 2% sJTA 13X, BHRER Z R SR W THIE, & 25 WIENL THEL
T5ZEHHD . HARMLIE innate immunity OFHIRE 25w & Lo —@#H O H O RIEMERE
BEOEMNBPMLETHD, F-. cytokine storm & % U9 XX Macrophage activation
syndrome;MAS & FEIZILABITIREAR FEIE L 9 5 Al key & 725 cytokine DIEW2 E L1 |
DRI L X SN R DIREBANRT N T AERE LTV D,SIIA & MAS IZOE DD
BB I X, BIE CALFIMAED R & B COMEKE RGO RN 61 HEEME
MAS WNEE L., HEARSHIEREZMED MAS AL b 02 REIELTHEZ L H D,
—J5, SHA IZEBWTIIMIE IL-6 L~L EFE ek, i 7e & Oz LT 5,
A NVAEGERL B HFEOFEANZ LV, IL-6 @REFERED b At D KIENE cytokine (IFN 1y, 1L-1
B, TNFa72 LX) &b -imENRIEICEIT L, MENLES - e, BEEEE, bR -
AAEREE 2 O A ), EEMIZEIT L, N TDIC/MOF IZBITL TR AR LD, &
HAICIIHL IL-6R € / 7 0 —F LHASE (Tocilizumab) 7232 L, H2NETIE 2008 4 X
DEA S TWD, 2011 4 3 A & TOAE SRR TIX TCZ FEHHF 414 #1920
Bl (4.8%) DO MASIEFINIME SN TWD, IL-18 28 sJIA TEi<. MAS IZBATT 2 & &
B < 72508, MASIZBATLCH IL-6 IZ EN BN ENEV, ZOFESHIT MAS 2
IL-6 %28 DEBORIEMY A S IA XD Y A M IA VA M—2Z24L, lfdkEE
KT ZEERL TS, SIIA DFFE - MAS ~OBATE KM T o~ — T —& LTHHEY A
k%A > (IL-6, IL18, STNF-RI, sTNF-RIL, sCD163) I~ A4 F 4~ F—+F-1 (HO-1)
BENE SN TS, HO-1 & IL-18, # DTl S100A12, VEGF 22, &8t~ —
A—EL LTHHTHAREELREINTND,



S2-5

s-JIA DBES &
(LI —

BB VR B RS N LR

2011 4 7 HBITE, JIA 1% LA CHRR S =AW #a0 AT, IL-6 HESRKD vV
A~7 (TCZ) &, INF[HEHKTHL= X XL R aITD3HTHDLHN, s-JIA
IZXFT 2 UL E DR RN - BONE - iR 6 TCZ L b s (UMEFsEEEAE
FHAL 2008), Z DL DI, EWFERRAIOBGIZ LY . HHE s-JIA O a s ke —/uid
URTE DIZDMC Lot 2otz Ll WOETHRRER T DNICOVWTIEEE -
7o FAEI X 720,

Z T, s TJIAIZKHT DURORT v A KON ELEWFIRAIEAD X A4 I 71T
Mz, TCZ FIEDEREZE T 5, YD TCZ IGEITEITI » TEHIIE L 7= sJIA 20
BIORAE L. TCZ H5-BiAA 1 FELLNIZ 75%78 PSL<0.2mg/lg/day ~DJE 2 #Ek L (3 4F
FTIZRFIER) . 3 FLNIZ 73% 03 & 5MFEE 3w LR L (6 4% TICRBER) . 5
FELINIZ 20%23 PSL 21 1E L, 38%72% 6 45C TCZ H 1k %2k L T drug-free ®fE (521R)
15T,

— 5. WA AN L CHERICESLRVIESN LD R b PEET S, 22T
UEO TCZ IHUED s-JIA BEEIEFI 2R L, 2 O SN EERREEZ R 5,



S3-1

AHICHTIREBE TR —EHERSBRELRED—
IV T

N R 0 N

/INEY T FRBOIRFIL, AR 2 72 RO TR EOBGIC LD K&
MR UIBERE OB EE2ROTWD. L, PERAEOETFERIN TV DHREL D
RO A ZE IS STV D EFEMEREEH 2% UDM) (ZA 083 2 VMG 2¢ (ILD)
L. 2O LD BREEMEHREO RN TS, kb TEARREED—DOThHD. Fak 20 F0»
HIFERIICOT o TRB I bie, UNEHIO U U~ F - BIEEOEGYEREOZI & 15
WIZB T DM OFEFEMEEEHROBERERET S, 1 KFAETIE, DBREIZBITSS
FER /N Y U~ FHRBIZE T 2 CTHINER I Lz, 2RI THIO 34% % IDM 235D T
BY., NEBEHROF T IDMIZEERNEVIEETH D Z ENREINE. 1 KRR TR
HEN T2 IDM DB IR LR BN SW T OFEM A2 T L7- 2 R4 Tk, JDM B
B 7HIDH B 6 FIOFKKIZILD THY ., IDM ODHELEJRKDE L NILD THDHZ LD
mEloTo. ILD A0 THICEET 2R T2 60T A7, SRR L IR 6
B CIRIRRTOSEIR & MK AT A2 i L= & 2 A, FTERETIL, TR S il L2 )E
AT L. AEIR OFRE 1R BEAZR D, AST. ALT 2N ERERAEE 2 R L7230 -
7o, ZTOMO, MERE TIEFFEMERERZE DO S B 7V K7 —B I3 5072213780 7253,
CKIIETRE TR VIRE L 7o T2, MER~—H—L LTDFDP-DD, T U >/ kG
Pfb~—h—& L TORIEMN IL-2 Ly 7% — XM EE CH LR ETRO 2o 7=, fifif
MLz~ T ~—H—D KL-6 1X, LR TEME L R ITERmNH o728, R EEz s L
B LTZER L FIE LTz, ILD O PR ELELAT AR & LT, BEIEDOEWVIRE
DITADEENDBE Z BT To, FHTEH ETRwmEI O 2 BEC/TIREIEZ R U223, W
FER O SN IBRIEICHA S REW TR < . PRE TSI, IBREON ADEIIZ>
WTIIA RO F N LY BVMER 238D 7. 7272, 2k 6 OiaERR G £ CORFRILFE
CTH, ATOAEETR ILD O X 91, EEICBW T, JWEMN ML, ILD 23
1T LT2RESC, B A LTV D AfREMEIX :.E‘fé“?iﬁi))of:.
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EEFAICEHENT=H CADM-140 R{ADEEKHEEICDL\T
TR H . Kk R

HHE RS HNEER Y v~ TR

&5 4 (Dermatomyositis: DM) 1%, ~VU 4 b —75°2y b o e & o firl
72 R JEIER 2 B L, B ORIEIC & & 72 9 ML/ O KT - e & & 7o 3 RAEME
HIRBTHDH. DM DY T2 A 7L LT, FHIERDENDS 50T 2 < EMRIER TH
% Clinically amyopathic dermatomyositis (CADM) NEIHILTWD D, T, BAD
CADM BFEMIETIZ, £ 140 kDa HH A% 2 B CHUfE (H CADM-140 Hifk) OFfF
fE% R L7, 5T CADM-140 FLIRE%ED DM IZREMEF] & ol UC,  Rud e, 7780 R 1 i
4% (Rapidly progressive interstitial lung disease: RP-ILD) % E#EEIZOFE L TR Y, FHUR
& RP-ILD & OFENE 2 bz, £z, DEHIZLNL L, FRHURORRRFIZL &Gt LT
fEg, [FPUAIE, RP-ILD fF O FHI7Z T TidZe <, IHEIEORHE, WRIROHE, T
BOWELREICHAM TH L RN RSz, S 5IZ, HL CADM-140 HUL DG
PURBIE 7 0 —= 7 2B 2730, SHSHURD BRGEICE T 2 7 4 /v A RGBS
HERKE 2R L T\% MDAS (melanoma differentiation-associated gene 5, 5!/44 IFIH1 :
interferon induced with helicase C domain) TH 5 Z & LT Lz, I, /MNEOK
JE#H 2% (Juvenile DM: JDM) 28\ T, RFUEDOMEN I Z nbiy, RTURBGIEGIL,
A A DM [FIBRIC RP-ILD 361z P HmE STV D.  Zhb O LWEIRI,
DM & %\ M3 IDM (ZHf5E9 % RP-ILD D2, IHEMMEORAM, 1GRFOHE, THD
HEER EERIRBNZAMN TH D DA 6T, BIEWT O IR RIE OS2 EICHE
BB b b T AR H 5.
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KA
B BRSO/ NRER Y o 2 — R R

FAEVER B 4% (juvenile dermatomyositis, JDM) 23515 2 ] & M4 it & (interstitial
pneumonia, IP) iﬁr@ ME &> 2 NI A 2 3k 2 CIEMEICRRE T 2 5ERF] . A ESE S
HIZZEDO—HITITRIRITHELT L, MEPR=UE, <2 0F 5 L TESERR Jﬁ%&éfﬁ?ﬁ*i&
%éﬂ“(b\éé\ﬁ‘ff\ THRARKTTH D, IDM IZET 2 LARTO AT O A TILAh &
ReSLi) & D HT Jo-1 (B AF U (RNA G klEsR) Hiikiz e mfﬁxﬁ IP DT 3.9%
ERRAN DM DIEIE 10 57D 1 Th-o7= (Kobayashi S, 1997) 73, ITH-TiX 18.8~27%IZ IP
PNEFT L LA bABND (Morinishi Y, 2007; Kawai T, 2010>o i\ DM TI% CT H
B TR N T AKEkER (ground-glass appearance) <CWEHLAiA 2925 Z L% <, Bl

(honeycomb lung) IXVEREIEHTEDOMMEIZ —B T D L v o, R A X FERE Y
IP (nonspecific interstitial pneumonia, NSIP ) 23 b — XA T 523, FFIZHE (L%

(cryptogenic organizing pneumonia, COP) , % %! IP (usual interstitial pneumonia, UIP) <>
PREME = (diffuse alveolar damage, DAD) % 29 %, ®:Z DAD I1Z& JE 2T L.
W AN 4 @mb\ﬁﬁték BREE 2, —J7, DM [JHe | PRS0 W i R 1 2 1) R4 i
Rz mBEICEOFT 5, LIRMEME RG2S E 72 K CTHh 5 D3, Pneumocystls Jjiroveci,
Candida albicans, Aspergillus fumigatus 5\ & 5 FEALIRME/ B Fn G L DR & H 5
NTWD, ZHHOMIRE TP & QBRI REGRCFREE, e T m@ﬁ S DG A
ROE, & HITHLE KL-6 <° SP-D {REHIEN G467 L HINEETIE R, L LR 6
BEIZIP Z 27 5 DM TR T 1A RARCHREIMGIEREIE L I 2 70 > TV D IERI O IR
/B FA LRSI K D Il 5E BV £ © BMEFRE DM $%@Hm ZHIMEICRZWT T 5 2 L IR
S Tld7a, BUEE T, IDM IZBT 5 1P B IP I E B 2 MEGYE IC DUV T OFEH
IR T A TS Rl IDMUIZ S OF L 72 R IR I i@IP IZFB W CiliE (1—3) B -D-glucan
D 5D FEARIRYE B 1 R K D R DA OF, FFIZ Preumocystis jiroveci &4 D B
b LT omEEN#RE S (Kawai T, 2010), KR YT A TIXIDM O 1P 1281
LGP AL & A O D BiEGYE I DUV TRERICHE T O B BR B 2 22 2 THEERL 3 5.,
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GFERBHRICSIT SMEEMRBORRETR
AN

ALHEE KSR AR SR R 57 B

AP S ODM) 13 FEEIC X > THRSA 7R AL R 2 & ik 2 k4 H O
ERBLEZEZ BN TS, IDM DI RITIRIEE TR 30%, AT A NEEORTITN
10% & ST & 7o, IEIEFE 2 OGN A OF IFRIEE A IDM OAM TR S 5
ICFE L TE 2. IDM IZBWTIEIR AR & 138720, REMEMEEDOEIIME ST
BY, DREOEFTIE 3.9%ICT v, —F, FEMEMKREBOKRE~—DI—B LW
mmT%wmuﬁ®ﬁ&’i©$Aﬁf®%MﬁE5’ﬁ@ UREEE Sl B A b ST )
ERELEEMLooH 5. Foxid 6 FlOMEMERMEBESGE IDM 2/88 L, JEFICX Y 2D
ﬁﬁ@%é@iﬁ&uﬁ%ﬁLb#%é_k,ﬁAWH%KL6ﬂf%V T B
&, BHHEITIERVE MR I Z B W) TR A RARHT MDAS SRS I/ D 2 & il L
7. TOIBAFALT L R=yua o vREREE 7 ARY > A (CSA) #=FRHI2E
AL S BICIEBAF 20 E & > TWnd. IDM B W TR LB RIRIEIEIC L v RO
B 5 CIIERAN O+ 3 72 IS SR W ATREMEAR H VD, CSA 0¥ 7 1 U A 2 DOREERIRE
HHMERZENH D, —F, BN G O A OGEIEIARE A B & 3 M M
RENEIT L CHTTAHHH 0, IDM ORER E L THEREHIND LI @of%t

LERTHE SN TOWDRETHNT DTS BRI EME ML, FHEEIC
diffuse alveolar damage /X% — > Z 2 L TEY, THARK B2 N, 1500 - X
MERED A=A L E L CHEMEMEKRBICL 227747 ALK T EHIZ, IDM BIR
DOIMEREEIC X D2 5KEOEEHRAOE G L RSN TEY, 295 LEEMIZY 7 ak
A7 7 IR POV RFEOR WIS EEZHND. WTNOGA S8 22 50 i % &
BELFTAZ LD, B-D-ZAHLOEHBET=4Y 7 LHEEKF - ST A/ Tk 51
Lo TEEMEMARLS=2 —F L AT 4 AMEROEOHIHOLDOEREEZL O LERH DH.






B4 HERFEHERRS

INBEADUDIRF - BIREOE# B REED 2T & iaEICEE 9 33T
25 {2 A e v 2 = S o 2 =R

UBIET SRR E TR R R A R BN R, 2RV B R SR R A
P RBRIE R N R

ITERIETRRE DGR E R L DA MEIR, U T~ F « BIFUR O EERfE O HE AR 130807
LUWBIEHOFICE TE-> TV 5, FHBZW - FENEEOFA S 2 BT huidhsssk =
ERAMIETCRBET b, MRMBH R THREM TS, L L/ANERMER
IZBW T, THEEBTERRE) 1V RIEDN RS TR 1% & 2 ADVEN P L RED
FETHDL, 22T, BRBY v<wF - BEBO TERMERE] ([ToX, 2l - I6ED
A RTA ANER B R BEEE LT, Rk 20 H£~22 £ 3 I 72 0 RIEAEST
B EEEIERE N S 7o, Rk 20 FREELE. 1) EEHRME/NIE Y U~ TR OW T —IRE
EFA, 2) WAEREITIT 5 HHEEI O FMFEE DO 7= O OFEE B ORE (“RFEZEDIER)
BEORFIEITR o7z, AL 21 X, 1) MRV v~ TR B OERIER - JHIEIZ OV
T, XHRRE T AT 22 D TOHRBE ToOE, (2) #EEE - LR O
() OFEM, F21To70, £lo, P22 FEIX, —K « ZIREEFREICB N T
RG], SECBIOBEE N R S @ T EEERERRICOWT, BRI & 7B o ik
DO EE R AT o T, TREENEITHICA D & HIRIER X O imENa R A Z2h+
52 TN ERERRIIHI L TRV . A RIOMBRESE TH =72 2 1R IS 23 553
SNz, ARITIZFOELEZX > TN 2 ED, AFREIEOAS%OEMIZ 5 &b,
AT, NRY U~F - BEROEEMHREOSEREICL Y ZOHELIE T
ez b EEMERRER RO T DB R ORE, HEMRIZ OV CTHEF R 7
MBEIT) M TERZLITBENRZ N, ZORKE, KR TERE L THIBMER
REOZW - IREOTA K74 > OERIZAT, Il mENET L ENTE &
EZohD, SEIO®ETIE, RAPFSEOE & BURORIE (FZEREE - i) BLW
IR ZRERTH D PR MERRI R (Mo - AH), 25 7~ h—FT X
(WFge3 - I OEERMERE EIEEIC OV TOMIEIZ W TE LT 5,

KARAL =T8N T, RS HEEFICLARAZ —ERHIT>TWVET,

[#F5E5 4]
B R (BIRERZPEAREER) Shf MBS (EERSLZ bR U v~ TR
e AL (BREKRZEEESEE/NER) A& Mt (BUETZAREMN B TR S ER 2 2 —/hERD)
Mmoo st CRERER R/ NERD K FNE () SLE B NERD)
AN BZ (BRI SERZEE EATER N LR Ttk EIE (ABCRRFE i G R 7 AL
hEF B (R LTRIREBENER IR TETE (RN N R 5 )
(

HHOEE (DOWB/NNLREERGR S 7 —BRYSER) MR EY (RS2 &R & 2R






EiEtZ=—1
UDRFREREDRE
HEAR 72

EIRIRST 2 8 L IRBER A R

mﬁmﬁﬁéjvv%rf U, EEVERERMEEER, gt ) T~ b—T A &
EVERZ GG, IRAMER G HRR., S EL bz %, ZNENBZER OV T
HERZFINTHIUR, BT LZRTIHIRA L PR OENTL 2EENZ WD, £772W

MONTNZRNERTH LD HEEBEEZHTE LN LRET AT, FIICHEDTHoA
AINBERIE < B E THlx T TRART RS20, U u~F MR EITIEARIC B
O TRIEM] O [ZEESRE] THhHZ ExEM LT, HEHOREEZTo T Z N
KUITHD, bbAAKNRZEIETFEE - HEERMRUIZEGE L T D TH 503,
TRV USTFHERZEHEICLEZEOFEEZFEZK L TV, BITIZ, &% D%
IBTLERFA L M EETDH, Oz <BRERE LTRMHEIZ<0WEDLH50D
T, BMT a2 THWHLTEL S > BVLT 2 (BhiEE - JFHEL - - ) FEERERE
PEEROFE, LA/ —OFE BXGREOA %, K TER (Xy bR MOEE
BT oi7e oo 7c%) OFME, FERER O AT, EHEZEOAE - - - OfZ2 4
ITORT, ERE (KK - 20WE)) OFE, B0 - GET-CrEIR GREEE - 48
BE - MR E) . MEBEOAE, FEEIROGHE, VM - - - O mEMHETOH
| (&) Oftzz B (X To), B (EIEEOH VKT, HEfoa ) | K
ﬁ@ﬁﬁ%@ﬁ@ﬁﬁ c CROINTHFRITT RTERZD Z ST REH LU, LWL 1
[B720F T2 <YK L T2 TV Z & T, BENZRAMA DN 2o T2 SN2 568 6 H
X, MEBREERESEITLETREEZA AV LENORZDE, L0VE 6A%T4
Vkﬁﬁﬁéﬂfw<:&%%éoF%@k’%\ﬂﬁ%ﬁ%ﬁibfﬁﬁéh%éﬁ
L. ZCHT CTOTERNY ZHOF5Z L, HEAEDIRE (%) Z1ELLFHMEL TA
FIZORITFT TN 2, ZINHEEETHOIIHEOERSITNRLETH D,



REEZZF-2

BERREICK HRIENFHEE

JR R

BRI RIRE - & bR v —, BRI N R

BV v~F (RA) ORZW - WL S L COMEBERREIL. XU—F7T7—
FEIZ LD HEH SN DI MGE S 7 v 8RR T /e b BB E R OTEEMEOFEIE & L CRE
M2 E WV BEENHENLT DI, BREFLE L TER LTV, o, BANE
RN S NTIEFI DL < THER S L <1 MRl EOBEEFT RONETFET 58%E (Brown,
2006), /XU — R —IEIC L 2B T RLOFEAE (subclinical 727EEIEEINEDFRSE) &
RAEIAREE DHETTAEREE T2 & W 9 S (Brown, 2008) 1. R BEEN OAREE X R IE R 14
MOIEE D L) FIED, AW FHIBIFIOXIIZ LV tight control D B RTREMEDN E F -
722 L RS T, WA T VR 2T,

EEMERPRPERREI X (JIA) (2B L Th ., BAENEATHE - VeI AR - TR > 7 L
BEWoST-FTRIZRA LRFRICBIZEIND Z EXMEINTE Y, RAICEIT 5 EHIEE
BRAIEOM R A2 AR L U CHFZER D BT 5, BEEIIEOIH], B &% ETEHIR O
[EEEA HEE L CobivbivhNE Y o= FE2 JIA BIRIZ% LT RA EREED D W EFNLL
= tight control Z H¥E L TWD Z &3V 9 £TH 2L, AR OA MR, MRI
ERD L OGATHERTHZ LR S TE 5 UL, JIA ~DOBEHBREDIL A% K
XL EMLTDEDEEZLND,

B R SR OB B AR AF T 5 Z S ITBEEREICE Db AMEO O E S EE X
HIAEN, BRALZKREMOFMEOIX L SX L, UV U~FEICL DEZERTAOFMDIX
HOXRKV/INENT ER, RAICBW TR REN TS, Ao B « 24 v 7
FOAMERLEHEELRVEAENL N, Ny R A R k7 — 2 P THE
MEFRE 7R E TH D Z &, HBRICEH LERESARNOHEEZ BT WD & e EI3BE RS
BREOERATHY, /NNEY U~TFHEIKCTCOIEANLEEND,

WY 72 A O FEh & OFHIIZ B W TTERZET 570, AW TIH#EESE T
FEHNZ S SERITETE DR VORBURTH 5, BEEBEERMRED L DO—B) L5~
At I — TIEEK A O C BT 0BG HE & 15 DAL TC B ORI D & g &
179,






LS

U F IR E AOSEEDER T OB AR —
“FERAE MR EN A DSBS

M &) A

KRBT YRR AR B SRR B R P 2

LI BHEE S 1T, ERMERBERFEDR DT A Y — ARSI NS, Mo
AV —DIIHFET D L a SN ERER O —ON KRBT 5720 Z 5B RKEDOEET
bbb, ZOBBEXRBICIVRF IV LA ZHENMIEO T A Y Y — 2 NICERT 572
O, MBS, BN, BEE. BEE. HFME, DiEpEE, AEREE. BOEE,
FIRERR S 72 & OJER N BLAL, WREFIZHEITT 5, WAE X OEEREIC L BN o T
EIIkEx TH D, BEIL, BN EEDD E 3, 4 TAIC T AL bW EHERI S, FEFIC
FNEWVI DT TRV, AIZPEDIERIZIZIEIZDT > TWDH DT, %< OB2HER
BT HARMENRH 5, OEDDIERICOLKEZR SN THOFT A R L TWD & |
FEVWHBZKCEL RN bbb, B AL, A ZPEDT X TORAIC
WA T DIERTH D, ZOIERITETEZRT 2 EnD, Vu~TFHEEALERBEOLNT
WAHZ ENDD, LL, AaBPEIZRT 5BEEHMECEERIZ) v~THEO LD &
TRV RIEFFTRZRET D2 LTS JHALEDR Y, L LR, MRIZENT
FFHZADBHETH-7-0 . Fo. BACBOTINGICE> TR ANRHTE- 52
ELH0, BWHEMNELET DL, AIBPEICIT 5 BEE MG XSS R R AR T,
W2, FHRTIEEF LTI TWD L2, ORI OEENERRICEHNA Y BORED X D
LD, BOLY MU TR, FEEEEMSR D < P TE XA SR &y D R
R d 5, EDIENITINE DA — WVIRETESCHEE ORLRETE &\ o T2 R 708 D25 T
HEED, 2O LI, AABFHEOFTOEIL, BTN OB DL TIiE/a < B2
BEREREZL TS, &5, AIROFTRIZE N T, FFigOBERSR G0 0
MEEDHEIR SN0 T2 NS0, 25 %F = v 7 352 &N LaSHEREOZENIIAT
EHTHD,
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WST-1  HRICEIT 2 EF IR ROIBEREFRIC O\ TOH

OHME B, Mtk pliz, AF St
FHIAIANZ 2 & Bl RGeET Lv—F

[IZUoIZ] PRI (JIA) OB SIRRITRIEICHER L T D, SEIDILOIUTEETO A ZIEONE
DWW THRRET B 728D, 3 LUMRESCTRRE 2 LD AT Ball O B OIRERGHRIZ DV CTolT LTz,

[kige & 51E] SRk 23 4F 4 ABUELRFC/NRIBIERERBEZRGE L C0LEE 374 BIR 124, LI 254) #xi4:
L L, IR ORITRCT — 2 2N LT, GRA~OMBIXIRFMGAT & BUEOEME R (SD) OZEL LTHHTL
7=

(53] BB OFERMOTIEIL 10 5% @GPH3~195%) THH, 2T 18 #] (48.6%). MBI 13 5] (35.1%). ZRMH
6B (162%) Tdh-o7, MRUEASHTIE 18 FiH 12 ], BIE CIITAFNZ S SduTu=as, BIFVRCIiFk 478
DLEGHE L (84.2%) . WIHIIE @ & B 2 Bz,

AT E LCTIE, CRP MR (1.0mg/dl BA ) 132 FR R bR < 833% ThH Y | A REHEIR (46.2%) & LB (50.0%)
DFNTIIZETFED HAeh o7, RF - 1 CCP Hilk & b ZRIER TR R < 66.7%3 L 1060.0% T -7z, RF HME
ReE L & BB T 2B %o 7Dt L, HT CCP FrifidfatAl LWl %io7=, MMP3 1%, 2B

(83.3%) . &=H (56.3%) ., DRI (25.0%) ONAIZBEMER @728, JERUGE L & IR T 2R H -7,
WG CIL, 1RIF2H1TNSAID 2M% 5.8 (94.6%). AT 04 RIITEHHT 66.7%. BT 81.0%DEHITHKE-&
TNz, MTX I EEHTRID 22.2%25%F UBIHIAL Tl 84.2% DB G- Z LTz, NSAID & A7 1A RiXED% 50%
FREEDBA TR T LTS, MTX 13K 8 Bl B TGk L Tz, AAsisiE 11 1) (b U X<~778 10
B, =X BT I ISR TUVE,

T, 37 B 334 (89.2%) ANEMRL TU =, %IEEE L CEEOBIFT AIEMIHIIR A 7% L T D L O 2 il b i
7o HEA~OFENT0360.66SD THY, 2SD LLEN 1 ABAOLNTNBIEX ¥~ F 7 v 7T TH D,

[B£2] HRCIBET O JIA EFITIE, QOL #K FEH5 L 5 Zlbl 7 BRI 37803, FIRENf 2 7= L

TBIBIEE A EB BN o T2, AWFHHIEREIS MTX OE AN FREE SRR > TS EEZBND,

WS1-2  frfIADRRIEH EIC— U TEMMEA EEL 7§ U AR TICL S EREAICAHINLTE
BIETELE IS R I BIEA R D — )

Owim B—, KRR B A L Ml 286, 3K AR A iR Mm IEA
BENERSple 7 LV —BREE (BRA - /N

[BE] AP0 4 2 PRURIT— BB 2 EBRMWEME T3 2 7o DMMAI~DER 2 EET D55 01350,
ARl FFRHUADHBIZ LV 72 Y A~T (ADA) OZERANEES L7 BERE IR MERIE R (pITIA) D& A%
BaL7-, BIEIROUGERANCAT 0o Rz —FROICEE LIRS, TPRduAITeE b L. ADA OIMLHiEEsE1E L,
S DOICITEMPEANZ LT D Z LN TE D &) BIRGR O RGE 2> 7= 7235, DEFI] EFNS 9 iktett, 2008 4
70 (67%F) (THELE SRBRIR A FFRICUREZZZ L plIA LWz, A M hLFH—K MTX), 1 7727 =
v, b=y (PSL) OPFRFEE (MAPFRE) ARG Lo RSN E L7227 > 72 (CRP7.23 mg/dL), 2009 4F
6 ALY ADA O 5% B4 LT-, [ER1IC Epstein-Barr 7 LA (EBV) O#IEY% A0 LIZ7230, MTX OPHRIZATH7
Dofo, —HIXBEEIROUGEH (CRP 1.41) 78703, ZTORICHMR LA 12 AE TEIEL7- (CRP13.3), ZOH]
. T ADA FUADBEMEL L TV . ADA DI HRREEFHIERELL T AN o, 2009 4F 12 AIZBIfiRk OBGEZ HIC
PSL #H4& (1 mgkg/H) Liz& 2 A, Z0O% L VHL ADA FURIIEEME(L L, (K F LTV ADA OfiHEEN O A
L. JIA OFEMFEAIZAE) LTz, 2010 4F 11 AIZiE PSL % 1k LLIAIL ADA O TIRR A/ L TV D25, 8 - AlH
FERAEZ RS T D, [BEE] AERNL, FRIHHAL PSL O—Rif7e 82 X 0 1A L ADA OFZMEREIET 5 &
9 BRI R AU S 7, BEFFE LCIE, A7 a4 REEDRHLADA SUARDREMALIC T G LT-FIREME L AT a1 RIKIZL D
BEERZREGE L ADA OIMHIRENMR LR < o 7o Z EAMHERI ST,



WS1-3  tk TNFe®E/7O0-FIVET7 U A T B AU S BEE RS F IR SR A T,
BAHAENR]RE T ofc 2 BIDERKRAIRES

Ol Al ', Hegr B2 Fn& 2R KW %51
VBRERKE EES NERE, b U=y s

[Er] ZBIERASEIERRRIEBIE S (p-TTA) (26 LC, T U A~ 7 ORglE FRGOAME, Zatis Lo YE)
ReAfat L 7o Z sk LR~ Y0 BB ek LTz 4 BION, 75 b~ 7 G ORMAREN ATRE T - 72 2 e T,
Z DRI A R 5. [x15:] NSAIDs 38 X O MTX Z0BEFER 17> Ch, FIRBIE 5 BRI, 2o/ -
tEEEhIREE 2 © FTEpEHIFRREE L 3 BTl EOTREMERIE 2 A3 5 4 Wbl B 17 mEL T pJIA BE T, 4 A (i 1
A L3 N) OBREEEGELT XD A~TREEZBIMG U, [DFE] 1850sek%. 74U L~ 7 ZKE 30kg RO HBEE
(213 20mg, A 30kg LA EDEFHIZIT 40mg 2l TR T G- L7z, 165IHIE MTX LISk o> DMARDs OfFHI3AE L
&L, MTX, NSAIDs BXWMEHED AT 1A RIZOWTIE, #&564G 16 HE TIIHEEZ —EL Lo, A%hMEoRHmIX
JIA core set TfTV ), ACRPedi70 [&H3R% 24 T UL EAHERE U 7= G 2 Eff & W U=, [RESR] GEF 1 : RF B p-TIA. BR%h
REEND 15 i, otk TREREEER 2 426 » A. BHLART DAS28 1E 4.75. BRIARTAIZINSAIDs, MTX, 70/ Z 7 Ch-oi-.
MTX G TT %V L~ 7 40mg [@EF FIERBILA, 96 D EMAIK L 7ro72. 20, 104 38 T BB O B D
IRDVER LT2 728 NSAIDs & MTX A 5B L7225, JERITZLE L T D, JER] 2 : RF B2 pJIA. BIAARETHS 17 k. 55
P, FREBAFEL S 45 1 4 A BHAART DAS28 13 1.59, BlAARINANRIL NSAIDs, MTX Th-7-. MTX I TT7 &4 U A~ 7 40mg
PRI R THABRAATR . 108 D RMMARE L 72 o7z, 2D, 136 MTHIRICL DT ¥V A~ TG L o723, H
RONMTIERITYGE L, FEBICE Y EERAEELRLAE Uo7, [HEe] & Lz 2 1 MTX §FF) 11X, 74
L~ T7BIA% 60 A £ TICHT # Y A~ T HANHELLIZIC LD O, 7H Y A~ T I K D EMAMREI L, SHICE
BRAEFSZROTIRET 2 FN e Ch T



WS2-1 £HREFMERMEBEERICST 2HRRESICNT 2/ UXITDOMR

OERT 247, HE B Mk 2917, b didly 5 MH 55 Tk &e . b =M,
i e SN V[ DYaN i - S

VBRI N 2 B/ NRRMEERR G v 7 — TERIRNL SRR, R N

SRBRERR R, ORI, T THERS IR, * SRR 2 & bt

HELEN AR EMRPRMERIEIR (-JIA) ICBIDMEREDIREL, N ) XA~T TCZ BN RITTHEIC
DOUVWTHERT LTz, GHE TCZ VRBRES AR 144 38 (K93 4FR]) CHERBIZE LIG7- s-TTA45 5] (IR 17 i, 22 28 i,
TRERBAAAIE 8.124.2 F | MRHIRI 41232 ) ZxigE Uiz, TCZ i 6 #fiD Open-label phase, 12 i#[H]?> Randomized,
double-blind withdrawal phase Z#%C, Extended study |2 CHGMEES 7z, URIE. 1. HROEMERZE (SDS-height)
2. 1REREHAGIRE) 5 D SDS DZE{k. (ASDS). 3. ASDS & fid[R1- (FFin, PRI, FRmiif], A7 v A REH-&, JIA core
set IZ X BIRESEIE) L OMBAZ MG L=, #EER 38/45 1 (84.4%) 73 JIA core set 70 CTCZ A4 CTh-7-, 16ER
BRAAAIED SDS-height 13-2.67+1.97 THE R AKEREE TR0 DAL, JREREHAARE E CORBIFIIME & B 5 2 v7eifflpE 2R Lz,
TRBRBALAI) S 144 B ETOASDS 13 0.04E1.06 THHZA, (XX NS, ASDS-0.5 Aiifi (RREFEE ) HEH
L7810 f) . ASDS-0.5 LA E+0.5 A (BCRFEEDORENARE CTh o7 fE, 21 ). ASDSH0.5 LA L (BRI EN
FTLUIZHE, 14 60) @ 3BEZIWT, Fln, PSL #5872 EHER O R A FHY ST AR FIX RS 2oz, LInLAT
v RGP DIRVEN] () PSL 858 6.7 mg K, 22 ) & 2 ER (4 PSL #5-8:6.7mg DAL, 23 f5) D2
BECO ASDS & DOHIE BT CIE 2 BERNIEE AN L (p=0.001), BR HEAM: s-JIA FEEERE COTREIRIC
BT, REBEEOHEITAA LI, X0 RO TCZ HBADOMBEMENREREDOBLE S bR SN, ARETCI,
TCZ BALDOEEREDOLEIAT B A ROJE « FILIZH ST /R TH 7203, 1L-6 OEBREINEIEENTA R
EUGEA~TERLZ & bR IND, ThRDMaEiT-o T 5,

WS2-2 2 UXRTEEFORBEEERIEREIOIL TYIO AR ENU e 2 SEIEF RS BIEIAD
261

O fim |\ Koy B, vk B8 bk —k 2 /it "
RIS NRBEFIIE | RIS BEFRRR

FEHAMEO EH R ERPEMERIEIR (JTIA) 12 h U X7 (TCZ) 1MENT-IERRZ R A3, FISIXBIERER D %
fr Uitk & & IS DIEGIDMFIET D, TCZ £ 5 I BIRHERDOELAH GV STIA O 2EFIC S 7 1 U A A (FK)
BT,

FER 153 7%, FEN FoB, BEEIR CRIED 1218 B IR, AT a4 Redulsb U7 iRIE CRfig & A0 K LT\,
9k, MR EDOEIROTZOBTREEL 720 | IEEICTZZ X7 LA 7 U X2~ 7 OPL TNF a IR &5 A HALTZ )3,
BN T- D YBE ARSI STz, TCZ Behtk— BRRIHERITTHAR UEAE L7z L 912 A 27203, MMP3 I3EECTh -7, 3K
15 % SR C BAEER OHEIE A 38D 72, FKImg ZBikf, Lo BIEHERIT I L7z, MMP-3 & —HIEF L L7=n3, P4
BIEERTILdH DM 2 12 MMP-3 O _ERRH BN TWS,

JEBI 2, 47%, BB BB, BIERCRIED 9B, AT aA REfIy 7 aARY v MTX, 7V A8 v
72 & IR ST ST A L BIESO A TR OJR 2 7 2 T2, MMP-3 13 100 LU AHERS LTS, 8 ik FRIEE IR
DAL L HIZ CRP, MMP-3 O 52788 TCZ ZBith Sz, — BRIEERITEN-4 2 & BEEROE L, MMP-3 @ |
FAFROT=, BIEHEREILET 5 Z L2 b UPESE 47, FK & Img 7 HEAMG L, 2mg & CTHiE L7z & 2 A CRIETE
PRITHEL L, MMP-3 HIEF L LTe, AT a4 FEEEL TOD0NFRIZERD TRV,

2 451 & & BEETERIZEHENE Ch o 7o, FK B GEBIFTEROER, MMP-3 DX F3A bV, fER] | TITEEER TH
LM, —HALF L7 MMP-3 OF EARALNTEXTED, EE L TRIBBIZE L T\ 5,

TCZ ¥ 5-rPICBIEMER DEA LRI B AT STIA D 2 JEFNC FK 8338 LT-, DEOBETH Y . £ orbaEis
TlEHHH, TCZ BHHIZH 00 b T REEHERDFFHET 5 sIA JEFIC FK 32N CTd 5 AlREMEDVRIE S 47,



WS2-3 258 JA ST BT ORBMIEDug-free BffE S UTciBBAHORE

ORI F0E " 2Rt #7208 BEES, JRM 1A S, RIS 0, LR e BF A
Arp g Tk ERS B R Y

VEENERRIERE NI L & — IR B ANRL, CREACKE R /NER

IRFVEREE 2 — ANERL, CRATFBE BV RERRERT NERN ORI BEER ANER

TEEVR RS A PRt

[BrY]

SIA (2% 3° 5 b U X=7 TCZ OEMFGEN O, drug-free BAFD FTRED Z 05T 2,

CSEIAOVRES |

AT A REHMETTCZ ZEALTZSIA @95, 6 A LLERGEEIEE L7z 20 5] CRSBIEIN 4.4 ) XI5 L L,
TCZ DIEETFINEZ, 1) AT aA R/ ULV REEEET A RIEFREZIIH] L72OHIZEA, 2) EAROARATrA NEZ—
TEHIMHERF L2 I AT v A RIBELZBIMA, 3) PSL=0.2mgkg/day F CRE L CHEMMERS AIHE C AR & HERE,
FlERE TP ONAUL, 4) TCZ H5MR%Z 3w fE~ERE, 5) PSL Ok, 6) TCZ Ok, LDz, ZDIEK
FIEDFHMIL, 3) ~6) % end-point & L7-EAFEER =% Kaplan-Meier 1 CHiat L7=,

[FEREOBEZR]
PSL=0.2mg/kg/day ~DJHEITHITHRETH Y, PSL R IEFRIL, TCZ B3 £ T13% . 5 £ T2% | 6 T
55 % Thotz, Fio, TCZ HHHROIERIZEFITAEET (BRERENRE 3 T 73% . 5 4FT90 %), TCZ RfbT
1EZRIT 5 45T 23 %, 6 4ET38 % Tho7z, LovL, TCZ AT TORFHIMNR RS, SHRIIEL B CIX
TCZ FILNEEETH -T2, Z ORFRFIELBET A CTlX, TCZ HABZDIMA IL-6 OEINZZ LN EnD, IR
RE~D IL-6 DRG0 Z EAMAI 2, TCZ DAZMEZRERZ2 b DIZ LI FREMED B D, £z, ZNENDIRFEAT
> T OWIRFRED T2 DITIE, R RFEIESEE & b7,

[l
AT aA REHUE SHA 12BN\ T, JRBICS CToinEFIEA D 5 Z & T, TCZ 1% drug-free BAFE AN FIEETH 5,
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Thomas J. A. Lehman®
VHORERIRSE /NEEL *Hospital for Special Surgery, Weill Medical College of Cornell University, New York

B RPAEVERERIERIEI R (s-TTIA) 13/ NEHHEMBIERIRBD—>TH Y | JIIFHEITES M E RIERERA /S S N,
HIZZOJFRIFFFE AL TVRV, BRA L HITHESOREC Y v FillliiR7e &3l L7 BARER 2 2 LTV A28,
BRI~ — I — I E SN TRV, F2, R ES 20 2 SOREBITIEIMI AN B AN ESHEE TH YV Z O8]
IR E AN TR - T D, AEFR 2 IPINRFRIZ 2 ERE L, Wb T r~7a7 ) U RIETHY, BITsIA &2
Wr U7 B 228 Ule, SEB - 45% 5 A8, BEAERE @ 258 4 20H OFRHINIFR 2R L T 5, JHIEFROIERL 6 T8
BafizL By Ho~rua7 )y (IVIG) #5 L7, IVIGARGTHY, TAEY UAEE - IVIG &S - v U FAHXF
Vo AT A RV AEEA T LdGE Lz, #ORTIOEENREIIEED T, BEIROER b HEL L e o7, FO%A
TraA FNARICER Uitk Uiz, BURRE - A7 A Riktk 149 » A, SERY L Hik & & HIHEBERDT-,
ZORIIBPHBL LT BT B CTABLE 72 o7, IRERFEM & MESIR B HBL LT, JIIRFRO TR &5 2 IVIG #5-L
~ AL RGTHYEEIVIG BN U, UL L, 6 120 BICHBOm a2 7z, milTREagE, 2,34 @
MCP & PIP BEENICNEAR 258D 7=, WlE, A5 e BIE O IR A% AR 2 720300 B 2 72 EARIIERD 727 > 72, MMP-3 |3 204 ng/ml
CEfEER LTz, s-TIA LU L R=Y ay 2mgke ZBtG LT-, 7L K= 1 VBRSSO CiEEN L T-, BEEINE
RLEGE L, RIEKSHEIME LTz, F&0  JIRHOFFRRIC s-JIA L 2Wr LTERIZ/885k L7e, s-JIA &R &
\ZERIRZIT C o D T2 DEERI SRR LTz, TREDOFLNT s-JIA 1A T v A RCJIEHRIZA v~ a7 )V KRERSTH 5,
Lo L. EHABI CIEmREDIBRIEIC A — =T v 7T 550 b b 5, BIERE L LTO sJIA L aMR~REE LTo)IR
ik & ORI LADHE GEEWRE. HERK, ~ 27 a7 7 —IEMAERRE, B 8) a0 TEE - BT %)
R B L & OHET D,

WS3-2 £BREFIHRSEIERIEIAEOERICHELUI) IBHRD 1 6

O Bk ', e B2, iy 2 ' (M k' B K FEp s R 2R A mE
BT R RS AR B MR s N e e AR JE
IERRARAFERE ANRRE, 2 B R

(U] JIRERITEEE,. 385, U v EilElR s &g RUPHAE RS RIE R Lk A ——F > 7 L, BIEE -
B A BT DB BIFE L, AIBAOERCB W CHEEEZ T 2HETH S, DEF] FEFIL S %k, &R, BEEICR
BIOE, FHRIC R L, ABZATH &0 ARESRZ TR 2 T e, ABRY BIZ 38CHROREENH Y | ST/ N
Btasiz Lok 24, AR ARIEOIEE Al S, migkRalZ T WBC 19700/ w L, CRP3.2mg/dL T Y Hfi~
IR T oz, FISHE, A7 BARER IR 2 AR RSl L7=28, 57 EIxR ooz, M <ld WBC
20300/ 1 L (4FHEK 80%) . CRP 4.07mg/dL, MiEEEEITEMETH -7, MBI CIIAREY > Eid Smm KIZHE
FRLCW e, HEREEHY o ik & UTHAR CMZ #5-% Blhd L7 MFEVES, 55 4 9 B X0 $id:%1% PAPM/BP ~&
BT, (RERTAIEE S HEL L7272, ABPCHCTX ~E AW Uiz, LI b RE IR LAV IathiEEA~ L AT L=,
%6 B3R, IREREEIEO TR, REREAR S HER L7225, RS OZWHEEE LM~ S, 4 8 9% H ICHIE/R A
R L7728, RERIAEERPRIEBIEIR B ER Y, SHE MR 28 Lo & 2 A, HZ9E & BRHEDRTR & OBERIC T2 78
B CEE AR, BEROEENREDNT-, T T AL T, BRI RE ) o7, AT A ROE b iE
L7, ReBYIRRE LT 9O M BICRE 7 a7 )  KREREZT L= & 2 AfEMER & 7272, 5510 %W BIZTHE
DOIERREE P HEL L, JIIRHF OFBWIEAEA T Lo, BRENIK LTy m 7 ) o OB G- %217 > 7o IR L |
DBF IR C O HBNRA 25807, 5 24 i BISIRBEE 7o o7, [BER] JIIRHR\CBIER 2 A0 D41 7~8% &
SOILTND, SMEINZIT TR &/ 2 < | EHEMIZIIRBIEOIRBIE 72 ERBEIfiS RS SN D Z & 23%
WEEDNTEY ., SEHECEIEIR A0 7 & OEEIID R, A BIE AT 2 A1 25 ) IR Tl s ERg
Hige & ORI NEEZER] S 777E LIRRIEOBPUERE 2 595,
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OIl g !, REMR JEth ', K Bi= >, Bm !
URERTNIE /NERE, 2 B AERAEARE AN RIS ERRY: N

(#5] EHAEEIERPRIERIEIZR (-JTIA) 1, RIFIICIIMNC T2 2 %0, SlElFkx ik, 481U v~TF
B L OREZ MO 5 S, FEEPIC~ 7 1 7 7 — IR URERERE (MAS) ZFIE L, BT s-JIA &7 LI fEf] 2%
B L7=DTHiET 5,

UEGT] 10 B0, RN F2. BEHTR 2 R UBESRRI ABE & o7, ABTRE, REAHE & BRI B, K,
fED3 8 0 | AT AN D & 2 BRI A GRD 7, kiR ClEamER 21,000/ n L, (4FFEK 88.0%) . CRP 9.88mg/dL,
ARUE 88ml/hr & EEDIRIERT RAFD, /MR 24.7X10% 1 L, LDH 302IU/L, ASO 833IU/mL, 7 =Y J > 6235ng/mL
Tholz, DX, SR IE CIEEFITRIT R0 572, Jones DZWiHAEAT- L7272 (ASO EFRHV . KIE
W1 DENER 2 DZFD) UU~TFELBML, JUEFE 7 A U ZBla Lo s 24, BIfiRIISGE LI i
B ERHE Lo, ABE 11 H BICHMER 13,100/ ¢ L, MR 16.6X10% 1 L, LDH 1,191TU/L, D-%A ~— 73.09 u g/mL &
MERDWAMF], GeliEER DO _ES-. BEEEE 2780, 7 = U F 708 44,080ng/mL & 1 L7, [7HICHEE L7 EimE <
ITMERE ARz, OB T sJIA 12 MAS Z0f5 L7z LML, 7L F=Y v 20mgkg/ B & BkE L7= & = AR
B & 7poTc, SHIZAFAT L R=Ym L 2PE G0mgkg/H X3 AIF) % 2 [T L7z & 2 AT LT-, Lk
T R=ya AR LTS0S, FEIE 13 1 ABROBUEE THIRITEED TR0,

[£22] AREGNIFIERE, U 7~ F 2D Jones FHER- LTV, BEIRIIKESATOLTHY U o~FEE LTHE
HILASO B S U v~ F#E Bt 2R Chh o 7o, RN MAS OO s-JIA OBWHIE D54 L 7572203 s-JIA
OFIZWTOHE L S 2 UD TR ST T, s-JIA 2 FHNIZ2WTT 5 7o O ORERE )~ — 7 — ORI N L E LD,

WS3-4 ESEIADE \TENSNFEE SN Fabry O —B 86

OffiE H—"'. Il FE', B ' (AR 21 /e R Bk 2 WE Rl
'ENI R BIERITEE 2 — Bl - V) U~ T - BERL CENREERTE 2 — iR

[IZ T DIZ] Fabry IR D Y > ) — WIFAET D a-galactosidase (o - GAL) @ JEMAK Izl v, Z0ETHD
FENRE D Gb-3 X° lysoGb-3 23l SIS, 2 Ofifasflia-Crii & A (2B L, TR, DR BanE, K
HREDIEE X 1o X PetAEVEEEAORRE TH 5, FzbiE, TRORWAZLY JIA ZEDIURIT STz,
Fabry 5 & 2Wr S/ —BIRBI AR L7 O THlRET 5, DEFI] 10 5%, FHIE, 7 e X 0 B TRARIEDR A 27 2. T
Wz, ITEANER - BIEAVEHZ TR - M E TH R < BRI ST, 9 RIS
BE (35 2~5 ko> DIP) OJfAOHEEZ RO BALARFREE 220 | FRIr e O RFEFBEO/ N « BN T A &b
YRR & 7eoTe, BT RIS, T o720y, WPEEROER L G207, I 61T BIERIROEH
ZRD, BEOH CHNNWTLEIIFEDIIRZFHF AT, LrL, MR, R, BEN#FROMAE CIIRFE 2580705
7o UHNIREMHRIERE A, /A1 MR T 2 bUE R, TVINY R LI E Z AL,
ZDO%, a-GAL IFHEEELL N CTHh D Z EHVHBA L Fabry OB WNIE 72, 7o, D THRITRZRVE L& 2
AFagE L BRI A AR A SR, IR FOFFEGHEIA Lz, JREFIIRO B4R 2 F L7 & Z 5 Fabry R
HIZRAT R AR, BERMFRRIEZBIA LT L 2 A, RIEDFAMIUE LR b IRE L 72 o7z, [B%2] Fabry WHOBEED
% AT ABNTIBIEBE AR A, DER, BEIE R ECRLIND Z &L, LnL, TENHLDEREDELL T, Jrbiiic
FIEE VDI TE, KR EOMUERERR L T2 2 ERRITHIAT 2 HR L, FIRISEESCIE 72 &Rl
WSO CIEYE T 5, £, BTETICE KRB EFICE O RIARL L TRAMESNDHLH D &9, FPHREGEICIT
FRPRS L & B D OFERATFERRIE OB R D2\, AREITIRA-ORENAE AR Y 7~ T HEMEISR S5 ATRE
PERBHDEBTH Y . EHIBWIO—2 L LTRATBIRETH D,



WS3-§ MFIEREEARICERDREL D NOD2 BEFEE (D382E)EE Y 7L RHASAERBIRAAEIREFD
7FBREA

O b =81, JIlm @)% T4 BB o B> F&Rm B i REL CAKE FARL
EUE S SN

VTR KRR T NI, AU FERCY: BIEE ) U~ TR 2 —,

SERENERSABE 7 LR —BIERE (A /N L P TIERZ E Rkt 7 LL— - BRI

[iEH]
A% 6 D ARED BCG Btk HEAINLOUIROEIE & BFAOIEIR 230872, Atk 7 M HRHIHEEL, 25 ORI
BB~V BCG #LO%IR, CRP EF-Z788, Mt CHRICHNC R ERIEAEMAPEMERIEZE (SJIA) &2 &4,
ATaA RETAEY UG SNz, Z0%, TENSHEIREGY NIR GRSk L 720 . FIBT CITRERTRE X
OWRIIE CORGHRERT R DIBMEEREREES & OBM L 7o o7, 7ok, FERET R CREEIERAIIGRO -7, |
% 2 MARHZ—H AT B A RIBENE T L 727203, Uk b 2E O R %) FE L CRP O_EHOEERDT, 2
72> TH H A TEZROT, 25k 7 0 ARRCHBEOEEIEIRZ RO 2720, L F=Ynr> (PSL) &4/ 77r7 =
NZEDIBEEAToT- 8 2 A, BRREEIEIRIIUGE L B M T RE L 2o T2,
3 R IR ZE 2 FE LSRR L 72 o7, 15 CT ©. WESKEIRE 722 D 3 45k D & RED IS & Y1k, JEES
REWROYEST, WHAIBEIRD O ARAEE 2 3880 KENRIIEWRE & 27 L7, PSL OHELKHEA  FLdh— ULz
ZBAIE L. CRP DSRaMEAL LT T2 OIS FE & 22 > 7273, PSL OFEITLEV Y, IKEEIZ CRP OEHGE & IREIEOIR T 438
MBI, 6LV A 7 ) v~ T EGaRA L2 & A, CRPIFREML L B AEOTEEIE S Bif &
o7,
FRE I E IR IRBISZ 221338 2 e o TS, 7T ERRIHID CHICER 2R S 2720, B ERIEMIREBOER D7
OB FHREZITo7-L Z A, NOD2 EInFZ8 5 (D382E) #3807,

[(B£]
ASEGN T RKEARIIEEREOBWHERER - U, F 72287 JIA (LT 2R B2 2 L Q= —5 T, BlawEOS @ 3
FE SN DB - KE - IROPFIEHZEIIRIZERD T, 1BEMAIZ L 25813 H 5 b D OE g DIER O DZ <
IF—iBECTH o7, KiLEZFLE LiziE R 2S00 2 AZEREPEBIEI 2 OB I ZIEF I ENITHE SN TV DA,
NOD2 DT T b DI Blau JEBRED 1 Z5RADOHRTH Y | FBG FEROENITR > T, KilE
KRB NOD2 BIGTERITERT 5 DO TH LIS %O EET 5,



WS4-1 BRMANEEICS 57=6IC Tociizumab OIEEIDIZRSEELU - BRIEFHIFRMREEAD 2 RER

OJF 4EE | B L 4ah Jer ' TR BACY B IRAC ORER B Rl 2T A2
HH 00 fEH 2T
VBRI MRS, CHRRTERERE - E bR L ¥ — P RBIENIZR R /R

FAEPERPRPEREI S (LUTF JIA) (23T, ZBIETR JTIA O¥EAFNIZI Tocilizumab (TCZ) . Etanercept 23BIAERAR] X741,

AR DRI FRECTH D, — S TR IIA (LLF sITA) 1Z38 ] STV DA AROEENT TCZ1 Al TH 5,
FEGIE 2 5% 10 23A 28, 2010 45 12 FISBEEN, AERTIZ 2580 HifEk B, CRP 5RO 7= DIZHIEITHEED 7=
WCABELUSIIA E2lianiz, 7L F=vry (PSL) 20mgHIZLDIERTHUWHERL, AT A R VVAFREL ] T
L. URMETHH A4 (L-DEX)  Smgday O, LAL727255 PSL 35mg/ B IZIR L7-ANFEE, RIS 2380
7oo HEATBA R/ VVAFEZMIATSHL, 2011451 H 8 BIZESe L 7o o7, #i5fetht L-DEX  Smg/day %5 % fikii
U732 LB, BIER, 238, MR A AmEko L& CRP it CThH o7, mHEAT A K
IZE o THHEBIEBIMEZ X DIV, A7 A RRNES G0F L7720 TCZ 238 A LT, TCZ OARNMHIRE % AN
3572021 H 21 HEXVEED TCZ 8mgkg ZBRiG L7z, TCZ3 BG4 7112 L-DEX3.8mg/kg (2= L7z, LaL
TCZ4 [B] B4 5ERTD 2 A 10 HIZ WBC 45400/ 21, CRP  1025mg/dl & B5- U, 3E\EFRDT-, $2I2HIA L7z TCZ fiLh
BE<] LHIERELL T Ch oz, TORITTRHURTH 581 TCZIgG HURM M TH > 7272 DB D TCZ #5-%#k
ft L7z, CRP IZHHEHITK) 0.4mg/dl £ TIK 3525, &5 1 BHEZICIE 3~4mg/dl £TEF LT\, TCZIZLD%h
RIERD D, TEMIFFHE L QW EB X H729, 3 A 10 HO TCZ9 [e B 5L 0 TCZ #5-0E 3~4 BTk
HABMG L=, 3 A 22 HO TCZ12 [A1HBHERNZIZ CRP 0.01mg/dl (ZKF L, PSL OED flREL 72 ~7=, F7- TCZ
M AEEEORIERERZITE ISR TE 9, CRP &ML TCZ AZhf i O surrogate marker &% % HiV72,

WS4-2 2 UZXRTRERICMASESELIc 2 BEEF TR MREI RKICH U, AMBKRREEEICT
BREUSIC 100U A R ALY - TEDA D OFET

Offis F52 . B F—2 @Ak B2 /MR ' Ml 32 RS H0, i i Ok 2
(CUSERANE S

VAR THEAARE /NERL, 2 BARERKY: (R AR C SW Rl R

YRR

AEl, Fexid b ) X~ 7RG CEH TSR E L B Lo~ 7 0 7 7 — IR VIEGRE (MAS) &4 0F Lo
VPR IEBIEI R STTA) @ 1 Bla@s Uiz, AEFNIX, NSAIDs NARBRAAHE £ 478 < GBI L7272, AT 1A
ROV LR 3 7 —0HifT LTz, LIDLBWRB AT Th 727280, BB T R U X~T7 %28 L7, 1 Blok
OIS LT 20, & 2 AN, ARICT 2 BB G24T-7- 5 Hi%, HE - R AR - HEx
TR UBeREs e U, BIRATHEGEREE (AST/ALT  1017/3751) ZiR®7I=/-MH ARt 7e>7-, MAS L2l L.

AT A RAVVREREE AT LTed, 2R L B A RO 7o/, e (PEX) &7 m AR v - VKRR
TuA ROFLZBM, —EDOBEEDGRD HIVTWES, #lalH O PEX X 0 ERSRO b o T&E /a8, Hifl
BRBRZFIE (L-CAP) (ZE W L7z, MRHO—AT 5 [lifT L= & 2 A%, IEIROUEEFROIRGE T 7z, SEFk~ 1L,
BioRad ££® Bio-plex > A7 2 & ELISA &N, A " A >« rEhA LR 28 FROASEBNZ BT DB T =— AT
OHERE 28122 L=, PEX 2LV IMIET O IL-6 R° IL-8 72 S 13deEE AT, L TVt A Mo > - el
A B EEERD BT, ZORERERNE 2 T, L-CAP RAEMFAIRAI ORI OWTER L0 TINERET D,



WS4-3 £BRIEFMHERMBERICHITEII/OT7— O dtemative activation DIEE)

O &0 THAK B, /T 7ok, L8 Frz, Bl Bs, BT A
IR ERORAIETE 5% /R

(XL D) EHREAEMEEMERER (JIA) OFIAE LT, EMEL LIS s ORIER 2O ATREMEAVRIZ ST
BY . ERICHIEER TH 5 inactive phase (23U VT H B RSB T 5, Ak~ 1X~27 17 7 — 3R HVE
e MAS) 250 L7z s-JIA SEFNCIW T~ 7 1 7 77— alternative activation (ZR54> 2 AEFEEMEMYE D117 s &
HIE L., s JIA OJREEIZRIT A~ 7 17 7 — 0 altemative activation D&EENZDOWTRET L7,

(J715) MAS ZADE LT s-TIAS Bl OV TREIC HO-1, sCD163, IL-18, IL-10, IL-33, ST-2, IL-6, neopterin, sSTNF-RI,
STNF-RIl D% ELISA EI2 X W E&E L, CRP <X° LDH 72 EOfE#EE~— 75— & ikt L7z, F72. EBV-HLHIO0
B, JIIER (KD) 10 FlZ W TEMEIcIsT 5 HO-1 IREZHIE L, Heisfi L7,

(#&5) alternative activation (ZE84>% HO-1, sCD163, IL-10, ST2 IZAMH D72 59, I~ — I —RGEMY A b A
A NIEFAL L7z inactive phase (233 VT b mAEAMRHIE L TV, IL-33 13 1 Bl & BRrE 26 CRITHEELL FCh -7, HO-1
M & R L MAS BATIRACIZE BICHRIZ ER- L, W& J<HRI L Tz, HO-1 X IL-18 & [AlkR, KD Tl
Z. EBV-HLH TlZ s-JIA & KD OHEfEZ & 0, 26 2 SO EPL LBk 2 245 2 ORBOERNZIE
WIZAERTH T,

(BE2) sJIA CTIIAMEED A2 57, inactive phase ([ZBWTH <27 17 7 — O alternative activation 235FEgE L, ZDH
T CDI63/HO-1 SRIFRIERIBN EE /o X 2 7= L T b &Ex bz, [MfF HO-1 1E, ¥27 177 — D alternative
activation % BT DI TH 5 LB 2 HiL, s-JIA IZBWTEORFREE KT 52, {FEitt~—b—L L THEHTHLS
Lz, &5z~ 7 v 77— O alternative activation, FFHZ CD163/HO-1 R A AEHET I s-JIA 12392 B
IaRiE L LTRRE b, 4% DERICHNEEN S,

W34-4 F-18 FDG-PET/CT A REBEADIERIOBAEHREICEREZ A 5N 1 ER

OFklie] #im] 2, et Fem ', M Al
RN SEERIRSE NIRRT /R

BRI ORERRD Y 0~ FRIFIR ORI G 2 T8 TR E W, KR PET/CT M IHEREICIREBE CE D72 A 7 U —=
Y ITHW B D FTREMED EVY, 4Bl PET/CT sz AEEAOSERIZWNZ Wil 2 s L2 DERIC OV TELET
%o FEBNE 11 RO, W 6 H LIEFRENA D IR U, RIEEIC L0 Bix PRI IR S v, FENIEI TIE7e <,
WrgtH I CE A 205 2 RS O TH o7z, FEHIITRPKOFIR & ONR & T2 OFEECRETE- 72, AiE COIMmiK
WA CIXAMERDEEZ TS CRP DG EFROT-DIATH -7, [FHREOFTRINGL 7207 L R=Y o U5 E R S Ui
I, LLHIRICE D EBRT D720 9 HICURHIRZ L etz Wie (RN By, RPKITEEERIR, JERERC
1B5EE 1 H, TBRIROZEE Y o Hia Bl Ure, Mg, R RE 25807, BfioEIRERE 258072 o7,
YR COMFHRAE T b IMAITIER, CRP:1.92mg/dL, ESR:31mm/hr & BEFERIERT A RO T- LISMT B | iR
pEPECoh o7z, PFAPA HUZRIRBAZ X MR L Lo, Biae (BN KR 3A B ERARPT 3RO 3Rk MR i 4788
7co HLA L B52 LT, BRGSO BRI A BID T2 ARG I3 b e n o 1o, BRMERICIRIRIN 2R
CF-18 PET/CT & Z1T o7, ARSCEIENN, A ARBE B, RN, B mATIC SUV=1.2~1.7 Ol 74
FEAROTZN, EEIREA O D PTITERD e o7z, WO TR, EHOFEAI TV, M2 TT ¥ L A,
NGBS IR 2780, SRMEMFETR LW LT-, ZORRRROIRFHIZE CRRIBEONIRA 285, N—F =
v NFE L LTNIENR 8 5 & Bt il L7z, BIE, ARRHIC FHAME < REEL G IR C b 5 7o OXHERTED F2
TRABEERP CTH D, FILERFETHLX—F =y MiRZE#R L7+ —7 v 7L PFAPA H)/afalEi s Erc s
0. ZOERIZKNZ PET/CT MENSKEFH ThoTm B2 bz,
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YWS-1T  DHHRK DB TRELVCEBHETUTI =T 20—

OFRY B~ HifF TAEL BAB . 5L A5, AHe JET-. AR BOR. TS SR EE ST
AN Bz, B R
BT SRR /R

[ixCdiz] NEEFERE Y 7~ h—7 X (SLE) OFFIERE U CTRHEIZRBIZABILIING, JRIGERE ., B
PUABRIE L & b ICBHRE CL— T ABREZRD D Z ENE, Hox ITFRARHOFREE L DEREIR T, LIRS
X0 RIE LIEB A RBR LT-D T, SUIREZR L & b1 %,

UEG] 5!, 2 i< B2, ITRIK IS TRIEARE L feo Tz, DMEREDIK T & LEEITR H V. FIRAL H7 =
T 2 UG CIEBRITHERF SIS, DEEBEIE S BIIE F L7z, —J7. U dsDNA HUADREMETH - 7-72 SLE 238t Y
RNy

[(BUE] BEEm, MEIR F20VEIRS 0 . DFIEF v e v 7Y XA R LT, DVENTERS & RBE, BIFiZRIIGR
DY,

(i - PREA] R 10,700 /0L (Lym22%) . ~EZ w1 6.6gdL, If/M732 55 /uL, CRP 1.08mg/dL, Mfi&E7
24 KA 913 ugmL, FR7L 119mm/1h, AR, MR, HREMEMFES YV, HREHUA 320 %, HT dsDNA iR 480U/mL,
FHADIK F 27872,

(Ot A ] G, RIRAE & BITIR T, BEHRIZ N B LFEEITE, BIEEROHRATRE 3D B CLFE R
IIRAIRE CTH T,

(] LoMESE, EEIKR, AL, HTdsDNA Uik, FUbUEREL Y SLE L2207 L7, Bk — 7 2B classIV-S
(A) +V Thoto, YHIIEEE LTATF AT L R=yay - DOLREEE 2 a—R 70, ZO%T L R=Y 1 Ok
L a7 A7 7 IR OV REREE 1y AR T o7z, DIGEREIXIRERRAAE ., dEOCEGE, DIER bR~ (2
Do Lz, ABE38 A RICIBREE o,

[B52] HEE8 CRIE L7 SLE ([COWTAII TOSTIRZHD, T ORHS ARG Uiz, WIR2HEE, M S 2O
it & W ST, BRI E D ERIRIEIR O Hh CRIRIZ Y 40% T, Z DMODGERIT 5~10%F2E & REE Th -
Too MR « REGEITHEAFRREREN F <. B CPURREIZIBWOTIE 90% L EREETH o 72,

[iaE] ASEFN IR 2B 2 KN TEB Y . TSRO EIZB W TR TH -7, EIIK DA Y —
=27 L LT, SLE HE 2 HEHEMEZITH 2 & THMZW LIBENTREThH - 72 & b7z,

YWS-2  JIA SERIAEEETH ofoBmERRRR RIS RIS A D—HI

VR BT, OUE T2 KA AL TR Ak VBF R b A, i !
RN TS MRS, >R PR NIRRT BT By
M A /AR

(1T UDIT] EEEOSIERIEIZR (PSRA) 1E, WHEIC K DMk RBZIC, I, Bl FaREOBEiRE &
U DB TH D JIA %5 D IEFNTSEEBIEFTARIEIC L W PSRA 22 MBI NHE S s, DER] 8 #H
W ROERGYER, BRE X . PUAEME CHIBIRIUGE L o7, 2 I, BIfRIS K ORBED B L7, iif]
i INBEERIONEIRSEI & 720 . F - 2 - FHRBEEORALIFRA, Ubi S Shiz. ABERE, RIE 39°C. FIBIHIHEA
LCEY, Y »3E - S Ue o 72, MR Cld, CRP 14.03mg/dl, ESR 110mm/hr, SAA 1090 1z g/ml &
PIE~—T—TEEINTHIIN L Cu7z, MMP-3 13 719ng/ml & @i Cdo o7z, AIMEKITIER, M/ MROEMZFRD 7. ASO,
ASK %, ZNFH 1211IU/Mml, 10,240 fi5 & FEIITHIN L Tz, SEALEHEMEEERIER SITA) 2MERNCHIT B
23, FMEREDHIN L T2 & IEERGDIH -7 B2 AR LY 10 B ERGE LT BIEHERANH T
WD Z & D BRI SOCERIEIR O FREMEN BN E B 2 T2, Fo, Y u~TFENL, BEMEOBSREZETHZ L
N BWHEESL T2 SN EBEER L B2 Bz, FUEWE. NSAID O#5- 24772 -7-75, BIERHISSGE L
7= DI CTHBERAD S FE I 72> 7-. 7L K=Y 1 (PSL) Imgkg/day DNARZBIMELT- L Z A, shiEENI IR 57
<720 BAfR HIHR L7-. LarL, PSL % 0.5mg/kg/day Ol L7- & Z A2, BAHFRS A L7-. PSL ZHi& L MTX
DOOFAZE TR~ T208, AT A NMEEEZRDTZO, b ) Y~<7 (TCZ) 20 L, BUBERITZEL T\hD. [BZ]
AIEBNE, RIEMS A B A ANz IL-18 BEfETH -T2, TCZ ~DIEHeY A " A 7774050 slA
\HERIL7-RE & B 2 S,



— %R

[TEFER

(ORFHEKETY)




O-1  FERCCERMRCHITDVMEEEIEFE SRR ADIRARAIRT

ONNjg WO &, I . B EE1. B B3
THEE - By)EE 7 LA — - BIRRER

[#5 5L BAY] FHEMERRIEREIZE JIA) OFIERLCOME LIESEN T, FAED Z N E TOW SO Cik, £
ERIIN 42-54%, ZBARTRAS 25-32%, /VBARTRAS 18-21%, &/DBEEA R HA 720, UL, MBE Tk, BRI
DBENFAIT COBIRTSER 2 2 < 2R LT\ D, &2 THIEL DB NTA OFFEEI LN E T 572010, SR TR
LTWD JA SEBNZOWTOfMTE1T > 72, [J71E] 1988 4= 10 H O 4BBaAREREA S 2011 44 A 30 H £ CTIOURCo
Z LIz JIA 81 fillc o, BHEMNIRGET Uiz, [RER] BERCHRET D & 2850 24 5 (30%) . ZBIAFTRLAS 21 44
(26%) . /VBAFTRIAN 32 451 (40%) . MEAHE TR BHERSEIZ (HLAB27 Bith) 4 611 (5%) T, VRSN EZ Th o7,

IR, ZVBAERL A ([2oW Tk D, £eld 29 i, BYE 3 Bl & % < | FERFRIRO P RAEIE 2 7% 5 20 A LFD N
Lotz VEEEAIORTY, TRARBIEEDHEIE OB 14 H] (44%) ERZ T, HVC 2 BIEN 761 (22%)., 3 B
256 B (19%) . 4 BEIAY 541 (15%) Th-oro, MEBEEIT. BRI RHZ <. W CRBHEiINE ) ~Tz, FRIER
FRREEI O HBAFIZR I3 e0 o T, YRR IEIE, 27 B (84%) WUBTEAEL L I Th -7, EDfh, 2 il (6%)

DMUBEEIEAEL, 2 B (6%) 2MBeNER 161 %) 23UBERFICh -7z, ABIFIRID 1/4 OIERIT, Wi 5%
1R B A BIESE N ISR 21T o 7=, WD MMP-3 {1, %) 98.8 ng/ml T o7z, WIRRFOHULTALNE (160
L) 121961 (59%) Thotz, IRADHER 4 FIIERD B, SHHEGURECH 72, ZREEIRICHER L7=fili%,
2T ol AR ZE A UTERNL, 36 Th o7, IR THRVL R v 77 0 MEBUEERGE LT B H
IRUTIEFNTZ A B Ch -T2, [FEOEER] BRTRIRL TS A DI b, DREERIT 4 5% S, FHCHEBIFRMN
ol HBEERITRZEOIREECH Y | MikEsR ) b/ NEEFER C o 5 YLD A~DFEI 3 L b s,
PWNZ T > TL, INER BB OEENEE TH Y . F2, JA BIERGHEOE A OV T, BV TR S
ALCTWDIEFIZ DWW T OFHE S MLE LB 2 b,

O-2 iBIRtIRRE KL fc B REENAYE T IR eI RIEI R D — 2 2

OFtja ", Ghi fz |, J=ak s faok BEnk!
VEARERKAS R NERL, 2 B FEROEM B U U~ R 2 —

GEER) 115, (Fai) 2009 4R 5 A X0 Z2 @ BEEIOMEAR, HImAReke Uiz, JA 2¥ESETMBREE 7o 7223, TIA
ERW ST, K BBRIREAT o T NERDSUGER T, AP RFIOEAZ 33D HILTU Oz, 2010 426 A, HBEIC
HARE U 72 RELZ 6 20 e AR & RS OREIR, PO 25887, 152 MRI C/2 /& BAEIOTEIROAIE & 58\ METRZNIE 278D, Vs
REHW Uiz, —77, EEAETRO RV EIT 25807, RF<3, HUEEHUA<40 f#%, $t CCP Hif&<0.6 U/ml, MMP-3
110ng/ml, RF-IgG [, Hi77 7 b —AXKHE 1gG Hilk 1.2AUMI ChEEZES NS S MEEBIEERER S 52 /-, 47
Turzxr, L R=Ynrr, AFRLEP—F MTX) (2XD JA ISHHT 215082k Lz, 1E#A dik L, gt
HITE L, MTX OHEAETT 72H5MER, IRk L7z, VI 20X20mm, QFT-TB [ (B:& REGHEEG BETH -
T2 EDMBITHIBAL72) D72, INH OFHENAREBIME Uiz, BIRAENC T, BRI A 320 L T =72 & fRk2
TJIA S¥Wr L7z, F72 Ziehl-Neelsen Yt It CThH~7-, =& r/v 7 N EBtR%. AZRBEEOEE, KmiddkEL
TETCND, (L) BHEBEEIROPITIE, JTA OIERSEEEICOAHE L TOLIEFINEZEN TS, ZDX 57
JERIC ADL [EED & 5 BT TIEl & 1B Z i CRIEUII A TH L L B2 Hhb,



0-3 EREF R MEAFPEKRAMEC ) BB E F T R I RIE R & BTEME WPW TEIREFE LI —HI

Ot Efd ', JRIRF R ghk MBI, A 49552, AR st B9 90
BRI /NERL P RBR AR v 2 — ANRAEIRRL,  RBRERIR: /N

(IZCDIC] BEESERMAFERBE (BLF SCN) 1%, FLAhEHIRH L 0 SiE B 2300, BibG CI3EBERRLR
MDA, « BB BEER CORMBIEE 2R L+ 5, BEICIIEYYEIC X AIETHINZL) - 72758 G-SCF %512 TP
EEL TRV, RYIT#IZIZ MDS/AML 72 & OBREMERE ORI ZET 2 L bt T s, Al Dot SON (1T
DEEEIRCEEEREMERIEIR (LT oJIA) EIE(EME WPW IEMEREA OFFE L, 77 L— a LB A I L LT — %1%
BR 7o, iEIZ SCN & oJIA Z0f5 LToiE 372 < . E72-TENE WPW IEEREA 7o 2 L b CTh 0 #iET 25, [iEHI]
14 5% R4 16 B B2 OMERYYEIC TARL, £ OB BRI T SCN &2l & G-CSF (2 X DinfsBalz /2 -
720 BFH G-CSF OG- T I DNEGUEE O NN G — B IE L 7 o7, LU 12 sRED DIREER A
DIKT LI ETRERERICBEETRE 2R 25 L 912787, MW, ROSHERETRE S LTH Xt olEf%s
1190, a2 ITEEEEE S U, ARLERZ EAR R 208 5 MgiBasize s e, $t CCP BRI, MsgsBaIfi— = —IzCifn
W 7T (grade3) ZER L7722 & oJIA DFFE & B 2 bz, BUEXT 7 a¥E 400mg O L, EE
TR A A CND, Fi2, BEEERORGE I 2 FIFREM: Bt A U, e WPW IEERE L 220, 0% T~
L—3 a3 RO T SIS, LIRS, FRIRITZEE LTV D, [B5R] 44, BEERRGEICBIEER 23k 2 Ci= 2
EMBRUSERIEIR & U CREIEEA T 72, L, TOREEEAICEIR < BIEIEAEER, HT CCP HUARA it &
7otz BAEHERIIMISEEIRI N ECH Y . E-RHIBEMEOBEEIERZ 272 Z &5 JIA 12 LTIl ¢ldze
WIEIR S & 0 54 S B 7 DI FEBIEOREI S~ — I —E ORI EE TH 5 & i, SCNIZJIA X E WPW
JEREZ DR Lz &0 ) MR ST, IERICRZ2HICH 5 L Ebhiz,

O-4  RERISH EFETBREUC?LREEIEFITRISEEREERD 16

OfEA 21—
KRBl /IR

BFIIBUE 8 ik R T, 3 i BIE DD BIFRS R ERIR R (JTIA) . WIFEIRAIT. ZEMEBIEIEIR, MigdRE CORIER
I ES. MRIFTRNS, ERREBWTL, AT a4 RV AL L NSAIDAMTXAPSL CIaERAR, 3 7 &R ICIXECI
WD LIRS T ERENIRERIC TEEE L COVET, AYE 6 HE T, AR A 2 [B0E! 3 [EoBIFlER & HIERIGO k-
FAEFED, PSLHEIC TR LE Lz, UL, AFE 6 A 7 B D, ARBOMEIR, BUX, EFEZEDLHLOD, RIEK
JEAS EFAT . MRI B3R 2780, REES 212< <, JIA OFFR L5 %, PSL B &I CRIFIREIL, = OfEFID
91T, MIEIRE CORIERIED FAH72 <. FHHDDLWITEED T —RATHHDOTL L 20?2 £o, ZOHEDIRE,

T 0 —D A < —7 [TEEIERICIR D DTL X 902 TREROZL AT T8RN 2 & T2 BoRW= L E T,



O-5 INBH T ABROBBEARECST 27/ -IVBEEIFIVETFFATIVED
2074 XAT77Z RV AREE DRSS EICHIT LR

O o', B 1 40M T ERT ZET L A A A R JEE anik
VBRI /NN PRI R T R S e 2 —

HRAFFIEDOL—T ABRITIN T, FMEEARRE - MERRIEE LTOY I uT 4 A7 7 I R YVRGHE (IVCY),
TYHFATY IR (AZP) 12k L CORIGARBIBFHEL ., ENOH~OEBFEEE 7o T D, Fio, —T A%
DHEFPRRIEICRI LT, AZP & a7/ —/Uik 7 =T/ (MMF) OFERZ T HEDNBRA I TWD, HIEE
FEFEIE L — 7 AR UEREE AR AL LT 12 7 B IVCY (I MMF (W15 1,000mg/day 7> 55K 1,500mg/day) %
OFA L7210 5l AIVCY+MMF #f) & AZP (mgkg) Z0FF L7z 14 61 (IVCY+AZP ) 12531 T, # RN REE2
L, L7z, 7 —7E bl BEDOT L K=Y (PSL) Z0HFH LIz, 12 » ABOB AR Lok, 1iiE
C3. C4, CH50, SLEDAI, PSL OJ&EIZ L VA L7z, #5F IVCY+MMF B0 10 5] (B2 6, 28 8 1)) 1XIHRELG
12 i A% OBARBRIZIBWCRINERT ROUEE 7619 5 6] (71.4%) 2BV TR, ZHULIVCY+AZP #f 14 61 (B2
B, V12610 D10 FF 4 6] (40%) (ZEEEVMEECTH -T2, £7o, G LTS PSL ORLIRIEEILE 12 » AT
IVCY+AZP #£A3 20mg/day—11.1mg/day 2%t L, IVCY+MMF #fi% 27mg/day—8.7mg/day T V) . PSL JHEANAA i V]
\ZdH o7, 12 ABEES TOIMED C3, C4, CH50, Cre, Alb fi<° SLEDAI |[ZIXMREH CHEE7RD 203> 7=, IVCY+AZP
HECIERD, FRERE S THLaMEROAEF TSR T 12 » A FMFRSERTNCIEE R 1 L 7ER A 3 BERD 7223, IVCY+MMF
FECIXEE A FEFRITRO R T2, flimm MMF [3HEFRIE L — 7 ZABRIZIIT 5 IVCY & ORAGDOEIZIT 5 5
BAEE LT, BP%ReZET 5 L COIRNRIRRIETH 5,

0-6 UORAT 7RIV AR EZICEREEZEEE0 SIADH Egiichic28HTUTFIF—T D 1 6

OBTEB B, AR AFRR, I —, AW B
BHUWH/NEMEERRI S O 2 — RGeS

FERGNE 9 mic i, 0 T B & T IRBEAS B UM CFE A, PLERBD, JREE BIRGME, ARMRRIIE, HUHUAREE
ROEHMTY T~ h—FT A LBWT SNz, AT A K2 OVAREMTTH, 7L F=Y 2R L O RNEERT
N—T 2B (ISN/RPS) 4-G (A) 2L, > 7 ukRA 7 7 I RIBEILEE L S S BHTIERE & 7e o 72, A%
Wi T LI PEEEORBR Clhm a—, 24 B 7 L7 F=0 7 U T T R L7 VT F = U AETEFHFN T, X
PRERIEIR B RO EEHE MRI T LS (EH Ch o7, JFFIBUEIR & L CTHL CL B2GPLHUAR, HTL AU B UatER & HI1C
Bt CHL Y VAREHUNEERE SO, BAEMROBRLZZR L, EAFREARRIZY 7 rAR A7 7 I RadiiiE IVCY)
DILEL LT L, 500mg/m2 D & FREFECRDT= DR (3 5K : Na35SmEq/l) % 90mlh THkA L7z, % H DR E 60mlh
LD DTHST2DMEMAT K DKHERO T8 LB 2 fm % Az, Bx H, S7oEEEY 2L, F 12090mmHg &
CHRFE RS T T 60 i M EPERMIE 2 5\ ERERA 2 Bilas L7238 MRI AT RLIZIER CTH Y . D% IMIE Nal08mEq/l
EEWHL T AN L, K Na MIEIC & 5 it eiEsE & & 2 Na OBRMIEZTT 72, 3EVIEIE 3 B BIZIMi Nal29m
Eql £ TER L., EREEDIFITIER I E T LT, & Na MEDFIN & U CGERERIEIC L 2K b ez, %
JEREOFRF Na JBE 219mEq/!l CHARRFLEL D 82pgml & EHLTEBY 7 ukA7 7 2 RAHREEZOND
SIADH &l L7z, MEOHREIZH 7 vl A7 7 I REGIZXL % SIADH BROFFREOEEDBUL S 4L, & DISTEMT
ELT, 1 7 aARRT 7 I ROIEHBYGHEEM DS DI R T SO Z & Te3 28, 237 rARAT7 7 IR
Pe54% . FIRRBIEOSWIEREE D 2D TEFIN S, 7 Bk A7 7 I RS ADH WA 889 4 mIRetEnsfeii S C
WD, ANEFIZEB LTy 7 BARAT 7 I FRGIIE L CL, (K Na MAEFRBO RTREMEZ +0B 8T 5 MR & 5 & b
niz,



O-7 BARETHREUVCEERI—TABREETINBHRELEMHTITIN—T X 3 fEFI

Ol E3E, BEp Efd, AU 488, JITHE #—
bW B/NRMEER AT o F— Y - SR

INREIFIEOREYET ) 7~ b—F A (SLE) 13V—T7RABREFTL2EED S < BHIEIK T2 72 3EF S L S
%o BB THNE L= SLE 53 #ilHF 18 51123 WHO & L < IXISN/RPS 73 IV RIA 2 L, 2D 5 5 3 FINFIERHI B A% &
LTV e, 2D DIEFIOEFRARHESCBHERE TS OV Tl 32, JERI 1115 %, &I, 2EEER S HREET
FRE L, BRI &ARMHARIMIEIZ N A, Cr3.0mg/dl TEALZ RO, MEIL 140/80 TH-7z, A7 A K/7ULA (mPSL
pulse) FEFIZRMAEZ £ L, PlERE#RL L >>7' L K=Y r (PSL) 40mg & 127 =/ L— hETZ =F/L (MMF)
ZBALA LTz, BARICK LIRENT (HD) %177, BHHRIE ISN/RPS 38 CTIV-S (A/C) Th o7z, WUIEIREE.
a7 AT <A R2ULREEE (IVCY) ZBM LT, T O T SLE NI a s he—v Sz, BIE 19 %
T Cr 0.8mg/dl £TEIE LTV D, JERI2 : 155%, &, BHEHRIEE & B CRIAE L, LB L ARIRMEICINZ . Cr
15mg/dl & EFRADAL, MFIL 160/100 Tholz, AT A RV APRERGHE AR IAEDEIT U, iAFEASHR S
& IVCY %N L7, mPSL pulse FIZ AT —T VA & 7= L, PlEHK & & 612 PSL 30mg Zfke L7-, BHEARIE IV-G

(A/IC) Toh Tz, IVCY THMPEA, MERFFRIEIZ MMF 23800 L7-, BIE 18 i T, Cr0.8mg/dl & 72> T 5, fiEfsl 3
14 7%, B, FE Mo, TRKOEIECHRIE L, il T SLE & 72 S41 PSL 20mg A35kA S 4172, Cr2.1mg/dl, K 6.7mEg/1
& ERBHBBNT-, HD & “H AWM EES, M~ EE LTc, AT vA K7L RAEER IVCY (IZ X0 SAFEEA
FREZATVO, MERRFRAIL PSL 20mg 122 MMF Z0FH L7z, BRI LN IV-G (A) Tholz, T HDIRE TR
oy ha—L S, BIE 15T Cr0.6mg/dl £ CRIE LT, [FB22] IVCY OZRIT Cr LRGSR HI8MRE %
BT DIEGNZBOTIRNZ LN ERH D | /NERIFIE SLE 1238\ T H BRI R E~ER S DIEFIO A TH7IIAR
BTHDZENHESNTND, L UBIERHOBREFITHIULIVCY & MMF (2 X 2587 e iifiliaiic L 0 &
HRETHRZUGE L 2D &2 bz,

O-8 SRNRBERBARERICATOA FORBREE A BT L — T 20D —F

ORWN —Z, FkbE BlEl, — G, I0F s, IS 27, R B, M Al
FRZERICY: /NER

[IZCDIZ)] IBREOEANC LV SLE OTRITEICHE Lz, 72 R o= o —/L 2 ke
L. BRERETFHROUGEIIRE S EHIRLZ, L UBSEAIIZ SLE BE OIELTRNED = L138EL . BT HRISOMEE
\CEASND Z L, TNDEMIRFRICIND FTREM 8 D Z & % EULAR 1B L T\ 5, Alalfkx i, Fthier—7 2

(NP-SLE) JEGNZ, 58I EMBEENE L L AT v NEMEEZ B & LIoHERpRE 2R A -0 cis+ 5, DEf] 15
W I 2 RS LN 8 SR TR E R I L DI AN P E L IR Th 5, FENTINZ FIMORESS, DS,
FHEREYD, BiZhiAds KO dsDNA fUiAE E, AN 258D SLE &2 L=, BYREAT I class Tl Toh o723
PHESTEMEZ LIE D TIREIEICZ L . BREAREZ RO 2D -T2, KRN EIROF5SE SLE &l L. PSL Img/kg C
TRIEZBIME LT, eI 3dE L AT aA REIOEZEDT-,  2Witk 3 » A ORI CIREA & ORI Z DT, HHiK
FRAE Gl & R A OB Z 38, JEEE MRI CHER L OSEERA %2, MRA CHXMENROSZE, CT CHUINKP L,
RI TONEVEICIMILTTE T 258D, A%, NP-SLE & Hkr L7z, MifEssiaz 0 L7= mPSL » L 2k, 51& 5, T CYP
500mg/m’ /)L AR, X 512 MMF 1500mg/ B & 3877 72 SoeMiielh CRARE A U, MigAYEAR & A 4~ —T— D
ZHER LT, Ok PSL oIz L, CYP b 3[BT T L7z, BIfE, NP-SLE JEf% 1 4F4 1% L7275 MMF
& PSL Img/ H CHIRZ RO T E M AR L CD, [5%] SLE BIE 5 4E B LD TRILLINE A S " ELAT 5, £
DT AT FE G A I LT 7= iR DE RN EII N — T AR A5 RITAThIL TS, 2008 4E3630D Multi-target

therapy & A7 1A RARSENEX SN2 H D TH D, BAED NP-SLE T & FHIOEMEA & HERFD low intensive therapy
AN CTH 5 ATHEMEAVRIR X7z,



O-9  INBUIRFMERBICHT B5I0U LD

Oftiy 72, A 2 Y0 AR ZE ' L e AREREY 2 B i R TRsE
o BO, W Foc B R

VRIS R R N 2 — SR AR R Rl /R

SRR NERL, CRE O EREALE 2 — NEEL S ASIRER AT /NEEL

CEEIRERY: BN IR

[55] #7052 (TAC) 13 Y S R(VEEED NS = — 1 VA FE L. T #CVER USIErEY A b A L PEAE
RV A NA CEAZIIT S, A CPUREE, REESEROIER. MANEECEIHEER R S0 | BIET Y U~z
N—T ZBRITHRE - RO B, NEY U~ TR CHEHT AL TS, AlEl YR/ SLE BIR
V25X % TAC R 2 st L7z

[efg & J77] 4FFC 2007 4525 TAC Z4%5- L7z SLE IR 14 £ ORFTRA, 7 —4 . TAC MHEE 2/ Lz

[#55] SLE14 4 (K134, BIR 16 12 TAC 2 LTz, SERREEAERIT 12.7 5%, THORRIRIT 7.3 45,
TAC BREAHR OIIRNE 3.3 4 23~384) Th-o7z. SLEJEFNIIT TR LT G- Lizh3, 14 6 7 #11¢ C3 23
EH L. 95 64l 20mg/dL LA EHEINA A HNERN TH o712, ds-DNA OIEFALIE 3 B HITZ08, ZbDZ LU
Zhotz. JREFIK T2 BRI L7z 11 300mg/dL/ H O FRD 5S0mg/dl/ HEA R & 722 0 E5h Chh - 7=, #ataH, TAC
12 L BEWER & b B IEHIAMRGS 1 BlicA bz, 2 OEFNIRE BRI DA LR, dmg (TR LTERIC
FERDIFEIL L, 3.5mg (IE L7z & ZAERIFIRE L. 26|27 FA4 T U ARRTH -T2, AT ARERIE CH
B U7z, iR A i 1154 3~5 20 TLE L, AR 3~5Smg/dl # BfZEL LTEY ., BIDZ 03 ZOHEFAD
TREECHERES LTV .

[BZ5 L OS] TAC 1% SLE OfiElk, MERFEIZH LA TH Y . A AR 4R A 2 BRILH 5. BERIX
BETHY, avTIA TV AR THD. Fiz, /NETHAIEE 3~5Smg/dl 2 AEL LThWeEZ2 b5, /N
SLE TO TAC (XA CTH DA, WSS DITEFIOER—NPLETH D,

O-10 UHRAMOKIFE T ERUICHRIY BBERAOEBLREERY SLE D—X RH

Offex R o, BEF . mifs 292, A =
FRZRRSL Z &b i o 7 — Yt

JEBIIE 13 ek i, FEE, WBC 1500/ L, Hb 8.8g/dL. Plt 3.3X10% L &ILIMERIE % FRRICUBEEA & Ae o T, Bl
DOIMmEKE R, 7 = U F 1 1080ng/mL & ¥ MEREESEGHE (UL HPS) & @2 L7z, IERAHAIE (C3 23mg/dL, C4 7Tmg/dL.,
CH50 8U/mL) . FUtZHUARGHE, $1ds-DNA HUARGIETH D . HOLEE, EiiEARBIEOKITHH Y | EBV-DNA %7 A /L
ARAIENE T 572728, HPS 4 0F L7= SLE &2l L7=, aPTT63.5s LIER L TRV, i) VIEEHIA (LT aPL)
IXLAC 2.76, #T CL-IgG 491U/mL, $TCL - B2GPIEERHUA 47.11U/mL, HT PS/PT HifA>2000U/mL & VT 4L s E4 7
EETH T, Ml T 7T A TIEOEAMED MO T ZRBDHT=A, S 72 MARERSS MRA _EO fiAREI3GRD
ARy

TR & U Ol e ER Y DU IMRIEDOI R FTAF AT L R=Y YL A (BLF MP) 5% i1 714, PSL Img/kg
OWARZEBIAE L —TEDRE RO H DD aPL IXEEANGELE LT, MIFEACHE, GuEWaswas, O MP LA i T L,
LAC 15 PR E IR F L= Z L 2R LT, ABE34 H BICE AR AT L7z (WHO Class III) , Z D7 % PSL 1mg/kg D
ARk L7= & 0D aPL 1T AT, MW s 10X 10Y u LERETHERS LT-720, 27 n 74 A7 7 3 /UL Rj&
% (LR IVCY) % 250mg/m’ X2 B L W BtA, 2 U BV WAREEM L, 4 B HOFLE2 51X IVCY 13 500mg/m’ X 4
WREE LI2hS, RAH 0 Th o7, 5 RIALBEOE G TIXIVCY OFHIZ MP L Q0mgkg X1 [8]) AW Chit
fTLizE 24, 8IEIHD IVCY (500mg/m’X 6 [BISHEY) &4 THRECIE aPL IZIEH L L, Wit > 577 A6 IEFE L
7oo AIRGET, MAEOEIITERD DT,

aPL BB SLE OREF] CIIMARTEITER L7158 & BAERIF O TRPVETH D,



O-11  ZMHAICAX SPECT TEREFREFRDIHUVEREHAZED 3 ZRHI

ORER 77W, xR Jo, /g Fhz
FRZAR)RSL 2 &b R o & — Yl

W ClE, RPERN g BN SPECT DA CHREFT R 2780791V VIFEHUA @PL) Btk 3 L3 HI A/ BR L=, 2 #lik
aPL [GPEAN A L7z Ceg e U 7~ h—F & (SLE) ORZWrEEAT- L Q=23 1 #liX aPL B3 LT
D 2 4E%1T SLE ORWHEHEA 72 LTz, W T A LOSER] S SR O K 7r & DIERITER® 5 H DD, MRI-MRA
(MR angiography) TIZ¥LH A 780, HIRIZ L 5 MARTEDBZENIIE B 72 o7z, TIVH OMERHERIZT A Y V5D
Fufi M TR L7=, SLE DMK ONRIEFEHE DT ORAERIE, MRTEREOR S E S DA IHE 2 B 22T
D 7eDIT, 3B E BBAEMITIEAT LT MP 7L AR DIEE 21T > 72, aPTT IERE & D-dimer EPEDFEE)Y, aPL
DI EZE RS 5 3 FIcHs@ L7z Ch -7z,

BTEROOI T D HLY UIREHUAIERERE (APS) DOR2MiEE!E (Miyakis S et al. J Thromb Haemost 2006) Ci, ERARPTHL
& U CEEIRIMASIE F 72 3R AGOHE R D72 LB O EDRBD D Z LR L SNTWD, HRATHESE Z iz
/NI APS OFMTEAE AT 7= 3 7= DI TIEmE B U < ISR CIMASRE OFAE A RE] L 722 U 7e 7203, F4
P - BRI AT L0 R ALY RS 2R T D 72 DIiE, T O EE 0 £ E/NRICH TED B DlLiE)
Tl e&E 2 5,

Fox OIEFICFRO TN SPECT CORKMIHIE NIk, AR E 7 XMEROAAENEGT 5D EZEZ LD, VET
AEY OGS 5 TR N/ E LI 2 Lovd, MERITEEN L Ebn s, Wit EiaiEoF
TEDGECERWNGATH, IEIEROIFIE, MASEZ "3 5 MR i i, & OWK SPECT 12 L 2 MR T 235388
LAUE, APS EEZTHXVDOTIIRNAI D, TORNBZEMEEFTHNE > NL, &RERO B Dlitisk TOIEFIDZE
HEMPBNETH D,

O-12  BuiEzR&IIC TS iciig it/ MR 1 EBHRE SHUCESETUTINF—T A0
14 mZ R B

OFRRE Kiili, &M %
H AR L o 2 — /NERY

FEGIE 14 52 e, BEERE - FBREICRL T _E b0 L, FE3 AWDNLERO B DIZSEDD 5 LWV ) FFZ DX,
IEIRB 72 LTc & ZARIA B L SIVUBRCREN 2 Lo, RBERED S (AT L ClIIRRSER LM AR R 72 T
FUIE BN o728, HEEE CT » MRI W C/AER SRS Z B E OIMIEZE 2 3Rk H I CABE & 72 o 72, ABERF D I
2T WBC 2100/ 121, RBC 345 75/ 121, Hb 10.0g/dl, PLT 1.1 73/ 1 1. PT i 71%., APTT 129.2 >, T-BIL 1.6mg/dl, CRE 0.8mg/dl
&M/ IMRODZEL 720800, IR ILER £ © VAR f-SCHRFE oD R D, BREE O BHRSRERS 3, EER B 23 DTz,
BERIRA CIXR T I TRO 2 S T2 VBRI CMERE RGN A DT, X HIC ADAMTSI3 {EHEOK T 2780, £7-51
dsDNA HUASCHLY UAREHURD L T - 7728, el M ESREER  (TTP) <PhtY VIR HUAEWRRE (APS)
AL ag Y 7~ h—7 A (SLE) E32Wr L7, AJEFICIIMFEIE (MiEtk) <o TTP #4fF L7 SLE Th-
7otz BMRITIER IR RIC AT B A ROV REEE 7 a7+ A7 7 I ROV AR R T o1, ARk
Z 1Bl T L7220 33 Ao i MR - L ADAMTS13 {EPED SN2 BTz, RIMER &[RRI 1 Lz,
BRI AR AT L2 & 2 A, BEHRERIEN —EITHE £ - TIAE LIEZEZR & O IMMZAN RO FREMENE 2 b
7o LOSNLTDRMDARERIATHNELT deposit OARERAILEIROIE « —H(LRH DN DEMLE 8 Y SLE MEOREMEZ L 638
Wiz, BFEEITA 1 FDOT 7 v 74 A7 7 I RVVRERIEERT> CODPBIERIE 5 7 A Th 2B FROIkEI T/ <%
WL TWD, SLE TIIZ L OADHERALILD DY, AJEFITIL TTP, APS, IMFZE, MERE R E%< OGIHENRAD
AUTzo SUBRAITAERIEIRS> TTP 2 & 0F L7z SLE TIL TN & T2 8iEN L < . NEFICHIERERIRE A T L7203
AD L AT B EHINTND, A% bIEEREHREMET 5 TETHD,



O-13 EBHRICHEMLIRKEREZUARICERUCRSHRESIERRD 1 226
~ B SRS EEREADERE~

Of%gits e, BPe 2. R, AR 8o BAT 21 41 Be BE RF
BRGNS RIRE /NER:

JEFIE 14 584, 11 5% 9 7 H IR R M MRS ESEBER  (ITP) L2MWrsi, 7'V K=Y r Y (PSL) OWARIAE
PR S, BT, 1gG 2486 my/dl, HUEZHUA 1280 £5. HLDNA HUAGHIETH 7=, 1275k 6 W AR, LA/ —8
4 - RBEETROSHEL L, B AR - 28 - HGEE - BB A A b, 2T ) T~ h—T X LB X
7z, PSL BRI ARV MEIROBEEEZ 2 L 7273, 13 1% 8 7 AREZ PSL AR IE & 72> TN, E0% A #% X v #EEl0D
FHEA T L8, RATEEDFHET 5 L D17 0 BREAD B L7272 ORIEARE & 22 o7z, JREBOHEE Ll L AT =
A R7VAREE 2 7 — VI T SV ARIT R o 7o, SEADRESE « ILMERB D O T2 2 & b, MR h %
AT SITeFITZ L, IiE7 = U F o mfl, MabiliERi o EADEITL, 27 m 2R o (CsA) ORI
BRI EnTz, RIEEI 0 AL - 215« ERROIRE & ) o TR IR & 7 & O DFERETR b L L=, BTEIC T
TR IRIEE & e U4 BHIFR M. S v,

YRR, LA/ —Bi%, Hit RNP HUAINE L O IRG MR GHERRE & 22 LTz, [RRBOTEBWEICR L AT oA RIEH -
MAASHGRIETNZ, /a7 4+ A7 7 I K (CY) 7 IVAFRER 2 7 —/VHiAT LT203, i@HOARRE 2 L7720 CY %
[ 50 mg/day (2800 2 42 9 @R G- LTe, DFERITRIINEHIIRRICESUE T, BROE LT —U% it L, 20%
L 0HI1 I AR LT BN IAEEME R & 7e o T, ABES0) X 0 BEASMEIEIR A 2 & 6O, MBI T L7 FDG-PET Cifj
TR & BURICHER T 2 70 & DT, AR TR IRIED Z LISV I « SRR 24 0 K L7z, 58V VRSN 2 1 H
TR U722, IEMGE NI 3FR A U, BETIME 2ot & ARMMRIEE I X 5 T oo sEshfEE I8 £ CICRif 222 LT,
BREFIE, PO EEN - BERRE GRS - $ERIMRIEIR « DMER & o 1B RIEIRE S LT3, ZOFIAE LT
BINDDIEAT A ROREYREETH 5, EEEEDDIMLD &G CEMERIEN A U2 AIEEERH V) | FIE
RED LY g A & 3@ B 72T REEIN O BN E AR D BEIER & B 2 v,

O-14 EFLEMAMENSFHRUCRSIHESHEBRO 1 2F)

OFIZHF brr, R Has, B 7]
RS /N

(2] IBRAVESEAEMS MCTD) 1, &M=V 7~ h—F2 (SLE), FEfhZ. SFVEREERRAT ANRET D
REBTH D, /NEGHITIIONT SLE BIEIRNHLE 725 Z & NE L WEOERNEET 5 Z & b2, SEFkx i, £
T ARMHAME 2585, HT dsDNA HUA R O Sm HUAILICEMZ 7R L7223, R B S SIS BB R 2380 72
o7 MCTD O 1 2488k U7z, 1R %25 O DIFREIC OV CEE A N 33 5,

UEBI] 145%, 2ok, 2 22A 008 0 Fegid 23 Y o FilER 2 EF b Uz, BRRIBE, IRAGTRIE, USRS AL,
FHEME( L & YRR 7 23 2. 1K Alb UE, & 1gG MiE, ARAHEMIII0Z 5T RNP HUA 11510/ml, BESTRIHUZDTA 640 15
ZEHTe, MCTD & 22Wi, MER W T &/ NERIRERITR L D & = — 7 UV AEGREA O LI LT, RIS 1
RS Cdr o 7273, P dsDNA LA KL OWL Sm FUiATRG M, BRI, SEEAIREE O —T A REE, LA/ —
JEPR & RICOFSHIMMAIL T, S sibEss X 0 e & O OFFRINES LTRiE L B 2, SR @A RN AR
EEOPH L7zmPSL /SVARE, TRRAZ T T 0T ¢ VBRI o R Y SRR X B AE R, Pk
PEZBRAAG LTz, FIBE, RIS L7223 IEMARMOUE R bied o7, BAERTIIL—T7 X
XIS I classll & T, S35 7 7 U o LR A L T DI ADURAE RO T ANEINEICZ U< . IEMEEE
DEPHIEEN ThH -T2, AR TS MEROMOAIIREIGRD e o7, KEAT oA RANZ X B HEREIT
5 &I, PSL O & HZ MMF OOFF 2 B UT-FT. #2212 Qo il i Lok LA & Sose 2 78 7=,
[B2] (EHHAMIE R &7 D — 7 ZABRAROIFIEN T CTd 5/ MCTD BRI & 35 2 Hviess, OTREMEIHE< HT
RIEFE T D ROSVEI R > 72, TRECERRPT A7, AAFIERUZEAEI L T e b D TH Y | iRIERiELD b
IR ENTEE CTho7- L Z X DiILD, BIREEIC OV TRAHNTHIE LTAEEEIN LTV 2 EANETH S,



O-15 MREREUNEY -7 LV EEEEO—HI

ORI BAER 2, IR 2, FW B S DIen > A F#L°, vk —RB
VHERRLAABE /R, ACEE A SRR ANRRL, CAFIRRAEEE /NER
CIRHEE R R /R

[ixt®iz]

Y — 7V UAEGERE (SS) 1. TEIR - MERIRA T & LIV IIRORIEIZ L - T, HRES KOV N O RZIGRER 2 S5
% HOSERETH S, NEHIRIEGCIIREER & 0 IRIMER TRADL D Z EMZOR, e b L < IRt
fRRER T 5 Z LI Ch D, YR CEIRMIMET & CPK _ERZ785 7/ NEHIIE SS @ 1 fil& 3%,

[iEH]

LR, 105~ A 275 A~ RICRE L, ToAa~A L UNEESNT, 20%, TIEROBGIMET., L3N
FLEE, FB7eidE CPK E5- (15730 IU/L) ZGRDTZIZDABENE, ~A 277 A~Hiffli (PA) 1£5120 f5& EH-L T
Teo 77V 20 A T UNIRICER LT22MERITUEE T, 55 3 ABem BI2I3E CPK 23 23390 IU/L £ T B L7z, %
FIMESTGALIERS J OWREUTRIMRIE & & 2 #e 5 3AN T TPk Lz, BRI A 29 CPK 137 D% 4 ITIE T L.
5512 ABSR B /MR T b EGE L, A CRRRBOBELBE LIREZEDZ L Z A, B OCHURDOH TlIHikziug

(1280 %) . HUSS-A A (32index) DHMPAETIH Y . SS DIFEEEE -T2, 13 T E 7 A L A YL A S E I 72
/MR E CPK E5- (7356 IU/L) AfBeDT=hy, FHIE G THOT . IRAFANBIRED A Tl LTz,

U THLOFFEROBRIZ $ . MRI T FENESET 2 FRIC T2WI B85 BHEk 2380, ks L < IS0 » s e X
i, 13 mEHRRCHEIT L2 57 A N CHERIR S IME T, P TeOy MEERIRS »F 7T 7 4 — TRV IAMK F 2387,

(B£]

WTIOAEIR bR T D Z &6 R EHROZ I RITEEN TH D, £, FEARFFRMEY BRI
R ZETHD Z &, 2 EHOMKOTE Y — R CIISEA GIEN D5 72 2 & BEERMEOFERITEERN CTh 5,
LB X 03 SS 32T L7-, B SSIZI81T A BETEMERTR DA I 3~5.6% & W5 ST B3 IBIEMED & 1E 72%
ICRBND EOHELH Y. SS DR EEI LT NI LAVRIREND, # 0 I i 5RO R 238D T2 35 A i,
NRIZERWNT S SS 22 ED H CFERIREAE R O BN D 5,

0-16 [MIREAMEBHRE R I O—EiEEE % 2 Ui subclinical Sjégren SEIREXD—

Ol BC ', Bl 20T ' JHRIRY 542 %, (uE !
VRIS G R v 2 — R o # —/ N
RPN SRR o 2 —/ MRS o & — N MRIR

[IZUDIZ] Sjogren FEMERE (SS) 1E. S WMRD Y L/ SERIZH & RIEA TR L L, 8k e 2975 B Cafeta
ThDd, LinL, NETIIIIMERN AT 285532 < | subclinical SS & FEENS, Alal, 4RBE & &R FRAIPEIE
KT 72 subclinical SS D BViBZH LT 5, [ERI] 5%k, FRsthis W EEERR (ITP) E2lrsihns, v 7
07y e AT aA ROV A TR IR CRIRIT e o 72, 11 ke, S, S Repe b, i Msi %
RONGEE oo T, VRIECHEAERZ: L, WBC7280/mm’, Hb8.7g/dl, PLT0.6X 104/mm’, Cre0.36mg/dl, CRP1.26mg/dl,
1gG2789mg/dl, IgE36611U/ml, CHS0 54.2 IU/ml, RF65IU/mI, Hifi/IMEHAR (+), ANAI1280 1% (speckled), dsDNA #iff

(), SmHUk (), EAR G+), i ), BHZERHTI TP E2WiE., 7L K=Y (PSL) ZBiE, #L)NIIL
AWEIFEE L, RERIFRME L7, UL, PSL ZWisi ibf%, ARSI TR L), 17 m—8iE
ERE (NS) L7po72728, SLE OAIFE 5> CEAEMRZMIT L7228, SEdetldfat: ., MEO Y o eRiZiMide <,
WV T -T2, PSL Z R GHICEARITEMAL L1228, WilBEICN S OFR 2RO, Y7 uAR) U EEAL
TN SITEME U=, 3T PSLJEICHE, fi/IMIBASON S OFFFIE72V 3, ANA - 1gG 23 E5H-L7-, SS-A - SS-B
PRI, MEEIRS T CliE AR « 8 FIR~OER ARG B2, subclinical SS E2Wr L7z, [ L] SSD
BORZEIE, EICHEMBRTHY . MNP R 7 o —VhEEREE 25 Z LI TH D, AEFNX, M IMIR &S
DT, BRI B LT T2 O W58 L=, K9 SS DM DIBIEE & A0 2 70, B # 2 L9V SLE
DORIEIFEEE T D,



O-17 MR Sjogren IEIRBIRMTIBEEREDIODT—F 27T I —T8E
1 | MATHREVICRHTEEDRESR

OFMR ELF 120 /k —BR°, Bpep a7, S50 BACS, (4 (A2 0, AW EEET ME s
bk 2201, ARE OB, R L MR IS AR AR e, Pk RE

VTR E R T LR — - JBEYREL, 2 THER: KRR RN /TR

YRR KT EARITERE NEREY R, BRI N 2 —,

SRR KFDE BEPRFTER R e NS, ¢ BARBERIRE /NERL

T/ NRIEEFRR G v 2 —, SRBRERIRT: /NERL, BRI S L bR G TIER

O TR A EIRRE PR

[ER9] Sjogren JEMRE (SS) 1, BUEROA TR, SEIERBIMEREZEED Z MBI TR Y, EE IR E
WX VBRI E A ET A2 E bbb, o, WU LOVEER BB S NECH LN, /NEERET
R E R AR 2 DB D72 Enn, BRI S 2 EH RN v Ehote, £ 2T, /NESS o LY
W UT-BWERRET D2 E A EME L, £9, & UTURABREZG L UTORESNIZEBEFED 2 SORBWHEYER
K OP7-12383% 7= Sjogren’s International Clinical Collaborative Alliance (SICCA) DFEMEDRIE S Z et L=, ik /h
2 Sjogren JEMREZIBIUERTE DT D T —% 0 7 T N—T DA L 3—DE T 5 8 fitigk & = DRz % 1995 4ELIKE
W% L, SS Ll SNTIERNZOWT, RFRIINCGREZ T 72, —KMESS &HIE SNTHERNZ OV T, 3 2O
FEEIZ L D2, AT H O TR & A fRet Uiz, 65 0 BFF 110 flo—kIM: SS BEDBER ST, b D]
Fw FFE 3 DOBWHEEEIY XD TR L2856, RWIEEEIIEN I, 83.6%, 50.9%, 67.3% ChH -7, i & DO
PREZD & DIEAR 71.8%, B SS-A HUARE 721350 SS-B HiiA 83.6%. SICCA OIEUEICERA S D THUREHUA D
SV U= FRFENE] FHE2EDTHOPUABERIL 85.5% Th o7z, —F7. IREMEE O MRIT, Tifi/- LIzfl)vR& bW
A— X T A Y BPFERAETYH, 20%IT\E 2 o7, o, BREORITIRILE 25 & IREFHREOREI TERAMEL |
FRZPERBRDMTOI TRV, [ThiIl T TH A T LI TORWIINE oz, EEL  BHEOBWIEAETIL,
e b BWTREE DS VEAE B UGETRMEET S . /N SS O 15%IF2Mr Cx Aeno 7=, /N TITHIATROIE i, BiER
DRV 72 S22 T, /N SS BRI AALE ST ORFBASE L EZ D,

O-18 ZFHISETI ZHAETIONL TMERHETY RFYY) UL AOHARENRIIL
111 SRP HUARS 2 FEEARD—HI

OFAS 3R, B 02, 5 0%, S5t Mev 2. A BORS, AT ST A1 B W R
O RIARE N P RRIRTIN R A EIRRE /NER

FEGIE 14 5k ot FI B IGE DI THEORR MR T 27860, ITEZ 2 LT, £ OEBIOIRBGE TG L 72 DSERITHE T L,
e IR & BN ORI T 2387, F O MK I PRI KR ON CK20000+ 7 /L K7 —E¥ 263+ 2 47 1 £ 3000
L EARBRARERE D FRBH Y | R LB SRP HUARSEIC L 0 | BT SRP FUABESL /K LB S, AT A Ro3
NAREEAT T2, LI UIEIRDE 79572, MR EAOCTUBRTRN AR L 22572, UBEABERE VBN AR R R 2
THY ., PO MMT (£ 2~3 FREE, Mg FREEDFRD T, ABERH L0 mfEscHis 3 ARt T/, A7 A R/ULA
BE, T2 RV LV REE T -T2, LI 4 RS & T 3 B, A7 a4 RoVLRRHE, =0 Ry
NAREZ 17— & UTHAT L, MAEARHUE 3 HIEIXS 77—, AT a4 R2VVAEREIL4 7 — /TR T & Lz, etk
R CHE I E 220K 1 AR BIO b S BN RTREE 720 . ZOBNINL, BITIFREL 72 o 7o728, iBFE
& pole, BUEITMEB D AR L 0% L H ATRETH V. CK200~300 THEE L T D, D& D&Y R¥¥ 90
B RS 5 TECH D, P SRP FLRHEZL T RILEEE T T DM MK T 2380, AT a4 ROAFHR
FERIHIAIOIENZ LN Z & THDND ZRIHROFEIETLITH Y | 3 L QOL DIK F DA 72 & T ML 72 S BRI
kSGEb 05, WELIRFIEITMENL SIVTOZRWD, A RFE A ITEEIAN K S A HRs: & o7 1 4 RX
VAL, 2 R Lo OV ABEOOTRIC X WIEROUEE ST — 02 885k L= - oWs 12,



O-19 MRIBRETHREADRE2UICEFEREIHRD—HI

OFA O, BRI S KR B2 A R(R7 1 e 072 880 Al S 0 i
B BN R(CH e, KA %S

MERRIRNTIRE AR ANRRE, PERIRAE RS ANAERE, CERIRE RS R

MRS BRAA JRERES, CIEE R & — R R

FEBIE 5 5% 9 A B, 3 5F LV BEmICAIEE S L, 4mREL 0 Iy ha U ES B L, TR CTRIEMZ & 2T,
KIEHE MRI A CIEEFIIREO T, ARk b 72 W AICAT B A RAHOLBMG STz, EORITIH S 72 i /K FId7
WH TV KT =B h2 IZ B/ L CE A, BIERERL VRN Loz, YRR, T &, Bl = > b
1 AREE RS, JH & KRBBOFF 1L MMT4+ SR T H 0, TR & B rTEIEHIR 2 388 72 A AR R 21
Z Lo lz, MERAETIIT /L BT —BIX 191U 8 A A2 78727 CPK @ EFITERO 727 -7, T MR f#& T
lE. MBI Z > T STIR 8 TR 54 7~ LIEsgZ TRV TR 23860 7203, BN SEE OH5RIE H N 7= T il DOPT A,
EEL TV, & CUHBERIERIER 72 & b BRI ATV TR Z & O T AR A T o T, JHERAERR A CIIA SRR %
BV RER, TEIIREZ L O ML S, 2D ORIETFHRRIC LB IO\ AREI I BT O 11k
I & U L SERIFM A TR BERRICFE LRV R T o 72, BSRRICIIT DEIFEZIZ-OU T, 2010 4RI Yoshida
DFNIERERE T2 14 B2V T MRI 38 L OV En Bloc 2B COMFET 21T > TV D, ZDOHT MRI TIIAMERIED% 2
2> A AHECIEATA L 0 B L VB S ER2580, AERFEEI% 2 2 A LLERECIIAA & il ClRFEEEI S
B0 ERZROT-E, F£7- EnBloc ATl 2 7 H AMHE CIIHMAE RAE A 2 7 1IN B 258, 2 22A DL ERE
I & AN FRREEC ER- 2R -4 WA L T\ % (ARTHRITIS & RHEUMATISM Vol.62, No.12, 2010, pp 3751 —
3759), AEIOFEA DIEFNZIBWT S, FHi/NKFIZZ LOEIIOFEFNERERR T o 72412, MR CIEAER A
DOFTRZE 2 L TW I rEED S 2 bz,

0-20 /ORRUY A DHANFFEEERREICENEEZ DN IcEFIERBRH R D—F

OB | ke, ¥4 a0 BLE], Mt Al
SEFSLEERIRE /NER R

[IZUIC] FEMERER % UDM) BEOIETIE NI A7 27— 0 LF42 LIZUITERD 5, Ui skigs
DOMHIFHIC L 5725, ALT EEF CIIFgREEE O G v e SN D58 b o 5, A4 1E, 7 AR Y A (CsA)
DOPFNC L W AT a4 RARIGHEDORFEREREE DU EZ 157 IDM O—FIZfBR LT, Z O EI2iE, IDM KA O H#
BEENDD &2 iV, EF] EENE 11 kR, 46 11 AE L0 FEICR8, £ O RSHE L-,  B4E 1 A9EE
(B DB & KRB ORRADNHEL L, BRICRHHA D) D K 51272 o7, 3 AEND, FEFET D, MU 2B S0H)
TEb SRR e oTe, 5 AICEAEEHRD BE 2 4aH S AL, YBE SRR ABE & 72 7o, ABERE A7 O /KT . Gottoron
¥z, Heliotrope . Raynaud JiE4RZ 7267, IMIGACIE CK 11026 TU/L, AST 494 IU/L. ALT 289 IU/L, LDH 1398 IU/L,
TV RT—E 153.7 VL, vW iEH 200%L4 =, KBRS MRI CIEEEH D 5 KBRRIZ AT T STIR {8 COIANL B E S 258
Wiz, FEMIMRAGIIERD R > Tz, FERTIIFROMAEEFIZ CD4 i T MilaoiRziEz2iRoic, Zib kY IDM
EZML, 7L R=Yrr (PSL) 2mgkeg/ H OFHZBIME LT-, @2/ CK, LDH, AST |30 L7-25, ALT |3ck#
w0 T, CsA OO ZEIT -7 L 2 A, ALT OFWetiE 4Rz, AMEEROUEEZ fEE0 . BifE PSL %
JfE, CsA 28k L Cnvd, [BEE] 4. lipodystrophy AOMFIOMETA 5, JDM OJiHEIZIE metabolic syndrome ¢
BEH-23 R S CuD, metabolic syndrome 135 NV 77U v T4 RIEE A > AU UAEBiEE H 725 L, IRVIFCHET L
a—UHEAERGATS (NASH) %3] &2 23, NASH A0F0 IDM I3HHATH D L OWMELH Y . & B2 DIFIEDFIANE
FND, FEEREECIFE IR ENSDILAEFII L TiE, CA 2T & THD LE LN,



O-21  SLE MiaEZBRICAA Stil mOHFENEEHDNC 1 6l

O AFRR, BrEp EAc, JIE B— SH EE
SV B/NRMEERS AT v 2 — YR

FEBIE 19 EEOZET, PRk 14 4 (11 550 ISP BBRIRICTREAZIER IS4, SLE S22 L7-, FHEE LCTIERn
IRA MRS EHRRIR CHHH, BILIHL RNP HUARZMETH Y | LA/ —ERBERDA Y, FIFERHIL—7 A% WHO 4
Al CNS V—7" A%, IVCY % PSL, V' U B (MZR) TH% L. PSL4mg £ THE% b SLE OIFENIZE L
T2, Rk 22 4F 5 IR OREDFi#HEd 5 K 91272~ 70, MBI TV, IFeliies LA, 72 FrBk
OIRH B2MG D EFEZRBDTZ, @A MIA LV OFTRTH Y, UV AZ Y LV AEEE T2 Z AR LTz, Pitk—
IF PSL 20mg % AR L7223, R % (IR L5 OF PSL 4mg OWARZAT > T, 9 AICHFONIIEEADS HEL L . MRIIZ TR
ROWBDOD LT oT-, FEENENHEL - HRT 2345880, Y O HEIROME R b=, B Stll Dz
WA Z IS\ TIEIR 4 THE T L, /NMERS 2B LTz, 72 U FURRIL-18 O EF SR 72729,
B Still 975 & [k DOIRRE & 5 2. NSAIDs 2 Uiz, —BMELVL 7273, 5272 fifliZ#EE L <. PSL 20mg ~H& L7z,
ZO%BWENE CRP HZITRHE L, 1B DI L7-, mPSL 7 UVAREEI TV 71 ) LA (TAC) OPFHZRIAEL
7273, TRUCHTE L CHRGRINEES ERAFRD D X 91Tl otz, 1RIEZG LIZL 2 A, G2 VT F= Ao E5., i
FERD LA BB, S N ex 2 LT, T TOEREFIE L, AR X OB AR A i T2 Rl K ONEHT
BEZ AT LT- & Z AIRBEITLE LT-, DLST Tldnx Y 7n 7z b MZR DEEE 72 o7, B{ESSRIZT PSL20mg
OWNAREST>TND, RO GEHER 2179 FETH DA, DLST FERM 5 MZR FHEIAEE L <, TAC IXBHAARFC
JERDEAL U272 IR - SO TR, BERRGE & U Cid, EREA L LT SLE 2635 2 L LIAMIERA Still
E L CHET HETHARD VA, BN Still JROBWEFEEI BN IR BRAMER ICE b, SLE IZAA Still
WE AU D LV D WEITD 7 <L ANERIOEEE, BN OV TE T ORI B LA N2 THRET 5,

0-22 PYARATMLESE. SIRKIBEZE20) SLE SHERICERLTLS 1 BIEH

O FlL', Z2m 3. /M & o R OASE a2 bk B, REp
VESARKCY: BESER ANRRL 2 RARKE AR /NAVEL, BRI R BUEEL
FEARRE: RS TH(ERRPE

(XU OIZ] EFARE D O CHAE U, PINRAERAZE, PINRETCE, Il i ERED 76 L S, BRI BE 2- 38
. SLE & OERNIERE L TWDIERIZ#WET 2, [EF] P15%F 9 mk B [BEHEEE] 7 5ty =L o =T 8GYE, 9 ik
W VLR B19 BYYE (IEAHARMAE, LmERB> & V) [BUHERE] 9 iREAB AT L W #— B 258D Tz, AR H
VEZZ L, BiizfafShiz, Y EEENCIRREN LA S fe o7, ZOREMIE, EEaEsicmg. FIIRER D
EAPAZE, AREZNE, MsiE (EIRIE 499mmHg ) 23538 Bz, PIIRETCEREI R LRI, ZZH#8R - 8
R - ZEFIRE IR TNz, Wi Eicst L7 a 22914 7 U o BENEROR G 23800G Sz, 10 e, it
&0 A5 ERIREERRT & PIIRAALOPAR R L SI— AR T ST, 110, 12 78%, 13 R R i Rg o
kDT, 4 EVL if TSz, 15 kR SRR HBL, ds-DNA [0 728, SLE 23EhL/z2s, JRETH. HOCHL
RIIEMECTH Y, AT A ROSNHEORTHIG Lz, Bz E U T, FUEHUROREGETH Y | FERIE CHUk
T o7, S EFSE LRI L THB Y (mPAp8027 (m50)), BIfE7 0 A& %A 7 U HNARIZ T2y b
— N Ch D, [BE] BIRITHE 18 e 7 PIRETCEEERIIBIERE HE O TR Y EREDOHRTHH A3, i
JEIXERE LD, BRAIEE, ds-DNA HUARRGMED S SLE & AU K Al HE RN E 2 S b8, fho A Ebt
ROPRATUIREMECH Y | ERNTTEE L, A7 rA R, SEIfiIR O G ITBE A0 Ty, PIREAZEREIZ DU T
/Lo =T REYYE & OBFEHOBEDH 1 | EYYE & OBFEIZ OV T ORGBUEETH H F72/ VLR U 1 )L ARG
OEMHIRIAEDS 1 FT<F L7228, TOBLIKEEZRBO L Z ENnd Y, EERERLEOMELEZ bhb, 5%DIE
P OREITE R L TR Y . RBATETIULENTT,



0-23  F7)V)L—r INBRRIERE CRMICE STl ARICEH U/ MBI O—-H0 1 Bl

BT
OFn ., Af BEAR, hill E&, B B, 2% EE1 o dmEsg. B Bl BEE 297,
ikt %, AR BE
NTT 3 HAALEERE /NEE:

[iIZT®IZ] Crohn % (CD) 1MGAHIEE « AR S EOBRBEEIR & BT, PR IS E > TR S
NTND EEZBLITWDEN, RIZITHRRAROHHIZITE > TR, ARE A X, BARORGEFIZ CD 2 3E Lz
— G| ZARER L 7= D TR E LR A N A Tl 5, DEB) 14 5% 5 4 3 4k [35R] 3680, M. T, (REE [BFE
JBE] SRk 19 45 7 H KV BEAROBKI CLARTF o U E2WNARL TR Y 4Rk +r u—hTh o7, [FHE] B
BEDMEAYS [BUREE] Pk 23 £ 2 ARE Y | B A Z L0 4~5 BERT 5 38 EEDOREALTRD, TOEL Y T,
HHFL L7, 5 A 20 BICHERE RA4580 5 A 23 BICYRSIRE2. 3 7 A T 3kg OFRERDH 72 LTk Y CRP
88Img/dL, hT7 A7 =V 146mg/dL, 'L T /L7 2 10.6mg/dL, LT/ —/UFEE S 2237 1.1mg/dL To VD RIEMES
BRIV HIOIC AR & 2 o7z, [EARRGE] ABitk, B P EENRSTRE 2 5T L, FERPNREE ClalifAs
(IS & RO T DGR SR OIEERR ) B DA TRWHEEIZIXE ST, /NG 72 VNS b eI T L7z, [ ZRE
B a5 CD DEEDNTZ T2, /MGE TN — PSR & AT LTz, [BIRGOSIEE, Beaits, B O E R
WEFEZFED CD O & 72572, TPN, AV T VU RROFGEBG LI L 2 A, JERITR 2 12855 L ED ®AIBRATEIC
HEEA RO oT2, 6 28 HE D EMIRIEL 720 7 A 4 B XV ABHEEBM LIS, FRABEBL WS, [B£]
ASEBICIIFBEAIR T 42— CD ZFIE L7z, CD IXHEEITRENFET D720 Tl BRIkt~ 725
AEPHEZ AT D Z E1TF BT A FIRIERITIER IR CTh D, CD ORWHINHSIC K 28142 & k2w 2
TH Y., /N CD OEAIE E R LA NSRS CIXR2Wis-2o0xd ., /INEA 7 - VWNIEEE, /MG 7 v 30— N
RN NELL 222D, ED LX) RHEPBAIND, AIEG S ZWIHEE DT DI/ MG & 7 v — o NRBHRAE DA
HTHo7-,

0-24 BEREMXBAOEBHICHEEIETRIEEIEL—HI

O et S0P 222, 78 IAG 2, &R K2 /NBF i KT A0 KM ez ' Tl B ?
VRSTIRESARE /IR, 2 RSZIREARE /NER

[IZU D] BFESIEMSEIVE (pneumatosis cystoides intestinalis : PCT) 1%, AFEREPNIC ZRMEOSIEMFEI N BT 5 1

BN ENRIRBTH D, AL {BEEMRGRICEDF LTEGI 2850 L= T2, DEF] 11584l 8 miRFiED
WEENERIGR, AT P UNIRICTTZ a0 —FTh 7228, 2009 4= 12 A FANCHERmAMETR L, 2010 45 1 A {1 L7z
RGPS T, S R DERE TOE MRS - DA Matts 2 ) #5807, 'L K=>r (BLF PSL)
20mg/day DINARZBHAG L7z & 2 A, IR Z 78D 7-7-8 PSL i L Cid &, 6 AIZ PSL % 12.5mg/day & CEE L T\
oo THZALVIER (O~ B HELL7-72, 7 A 23 B £V PSL 20mg/day (ZHi & L 7= 2MEROUED 2
b%ﬁ)SHZHuﬁﬁmﬁﬁﬁulh&ﬁotolhﬁ@@mﬁﬁV/Fﬁ/Ti FAUIREER 2 R DT A% % 588
7oo Fiz. 8 A 3 HICKIGNHSRE AT L2 & 2 A, TR R/IME 2 78 lathbtil 258 7= 7280, s SEtEE
JOfiE &2l Uiz, A7 vA RBRROAEEMEL H 25 2 & L0 PSL Wi (8/7~PSL15mg/day, 8/10~PSL10mg/day) L. 8
H 4 B XK EREREFRE GLhr, 10h/day) ZBAtGLT-, TO%, RixI@EOFRF 2135 5 bARIZRG T, 9 A
14 H ORGSR CITEIEMEASEIT T CTEAE LT, £, EEMERIGRIE Matts 1 & EARAHERE LTz,
(B3] AlEExld, EEERIBROFSETIZ PC ZRE LIz 1 flARER L7z, 4R PCl OFIEIL, {EEEKREK A
BRAT v A R EIC L 2B RIEORIEC T B T ENFER TR0 EHEER S D, B EN2ERTH D
0, BIEIROIEFERGRIZ BT D E G OHED—>2 & L CRIHICEW TR LERH Y | STRIB L2 INZ TS 5,



0-25 [FHIRTHIAELI= HLA-A26 BBHER—FTvRED 10 RBIR

Ol fiiz
IR B AT /TR

INRHIDAS—F = MR, IRIRED D e < FEV R EIRFFRAPERD AT T DGR H 0 | ek Hi% PFAPA X°7 1
— R & OBERINE L 725, Bl HLA-BS1 DISMT, HLA-A26 137> MICA 72 B\ < DD fn -7 & ORI
S, NETHIFRIOBREDSEE L o5, JEFIEELE 10 BT, 3L a7 74, 5 L0 H—ERPR
RICEDFHEDN DT, T % PFAPA Z8ebiL, RN 25T TR Y — RNIIEE L2, AENT 720
BANIZ XA - (KEHINAR RSB U7, 8 k& W HTLFAEIR, SBIRmOiEs, BERERZNHEBIL, ~—F = v M
ZEEDI, Ve T UWNIRBRIAIC K W 7 7 X E ORI EIEAOERNMG LT, LR TR FIEERA A D08, 51
MmpaErk, PIRSER X OVEIGE R CIEEIEOM LA IS E Sz, 9 e X 0 8B 2MERT & 70 0 | BEREE I XA LR
o7, BRI o F MK F sz, Uik, LEOave Ty T K=y vy BXUOA T DU T
JERD > b — LN afEL 725> T D,

O-26 EEFEMIPS #iFaZ L o CINCA FEREHANIRITE Y 1 OfRRERRER

Omh 2\ 7k ' /AR PR, R ®=E 2 P fek !
VRIS iPS MNAEFZERT BRAIS BT, 2 RO BERISERE R R

[#5%] Chronic Infantile Neurologic Cutaneous and Articular (CINCA) JEMREI X H CAIEMEBRED 1 ST, BEOKINEL
IZ NLRP3 5 f-D~T 08 A G925, B8 NLRP3 EAITHE ~27 07 7 —U05 IL-1 8 OEEVIE5 & EZ L,
ZHUCE D B TRIENEL D & SN TWVD, FEEDLIEINLRP3 BRAA L7 EE X 5TV = CINCA JEERED B
DO—HIZBNT, =T TR YT I a—= 71280 NLRP3 (RHEfEE A 7 280 6 b Z LA dfE L TE T,
LA L, —#BD NLRP3 Z25Miial K - T, W1 7 BE COBRIERSHEL L T D020y, FEUTT X TOMRTRED
R T ERBBD HNDONIRATH -T2, BV A 7 BEDOHERE | NLRP3 ZROF T/ L T2 Z £ 8T
XN, IWRIEOFMTIEE 72V MR B o7, [F5R] b MRHERBICER SR 748 A3 5 Z & T, fbZhetts
F#2 induced pluripotent stem cells (iPS #Hlii) 2 ERT D EAMABARE 723, — DOREHELHIED 5 —>0 iPS Hlakkn’
RSN D Z L 2RI LT, TV A 7 BEHROBHESILE V. NLRP3 s DA RN H 5 iPS Ffak & 72\ iPS #l
Japk A 157, iPS ARk & MER LS TRER L, CDI4 iz LW ~ 27 v 77— %ifk L7z, Lipopolysaccharide (LPS)
THRA LI 2 A, BRHYV~7 a7 7 —U THEIZE IL-1 B OBUWHTED HiL, NLRP3 B8R 24T MR A0 5
WHE A T 2 Lo T, [B22] iPS HIMAAFIHT % 2 LIk 0, ST 7 g Tid. — NLRP3 £ R4
BT AN RIEICEGTAZ LALLM E RS-, 2T LY | RANOBGEFERNMEE SN ABEEREL I NLRP3 £
BEGET, TS I7ERBAE LRWVEE L LT, BICERIND Z & Lieotz, AHIE. T 5\ o7z NLRP3 28N
[FIE SHZRVEE KV iPS MR, Bk b, BERERHNZ1T 5 2 & C, FAROFNEZ BfE T TETH D,



0-27 RBEBRKRVBRFHEGREERAKRE 20 floxed

OfH FHEF-. K& B, Y5 Pzar, S0 s, I B, gk e, 1K R
NEOREERE: AR /NI - REARARY

[F55] BURS M OVBEURIERBIR B RMAIRIE, B THURIC L B HE RN — 7 EGERECERE 7 0 v 7 ICBE 59, BUR
FREBORIERDRENZ ENMOEN TS, [BH] NERAERZNER - ERRCoOSRE B ORI & OB
FERBRHAR OPUEHUAR, H1ds-DNA Uk, Hih o4 U B HUROHERS 2RI U, Fio, FURIRERES TiE &
RV IMRIBMIE 2380 L7 2 Bl DWW CTHERET 2, [xF5] 21 4 ORI & OVBIFIRE IR B RHAIRD 5 B is&osk
K2 HHH 1L £ 20 5] (B2ckb 10 010, AR 1 5% 0 7 A —16 %2 7 A) ZXf5RE Lz, 6 4413 nes TRARIEW
ot BIARBIIEE T Y T~ F—F A (SLE) 8 f5ll, ¥ =—2 L AEGERE (SS) 71, BV VIFEHUAIEREE (APS)
25, SLE, SS. HAWEOE1 ], ~—F = v MikE 16, FEEZENCNC o> TR 1 B E E, [FER] #aiE
B OILFID 5 BIANTA Y EUFARBEEGIC I T R & & BICHUETAR X O ds-DNA Hiikss EH-342E
B 6 BRBD D=, D H B, 3mBEIRE 2 AN ZNE N HF ISR FE & Bty WS E 2387, [&
23] BURUR M QNIRRT R RHA I T HTAE I & Ofikit L - RGBSR N EE TH 5, FHTHLIEH O
TINVT AV B HUROHER I IBIEIRRE BRE DO TR L 22 D FHeEn S 0 . BNV TIE, L0 EEREORGEE
BAEVELTH I ENREI N,

0-28 RBRFESHEIRCHEROEBICEY 21RET

Oim #75 ' BR8N 2 TIBF ', fr B7° SO mifd? Adk g2
HEEIRAEACRBFIERT A 7 1 T Nt o 2l NERL LR R /N

[ B8] B A OHTIRE CIIAEMER R OB JipE, F5E, MRS IMIEERE (PIH) OAUSEHEEIZAE L S, T SS-AB
PUERDIRIEBATIC L D52 BEE T 1 v 7 ORI R REREIR DO FIED R &R S D, BIRUR A DHEIRD O A L7 frE R
7 Fu—LikEEE b, [J515]12000 45 1 A5 2010 45 12 H 0 2 FR CILBE R A RE R #—TC
TR WS BR AT - 7242 2012 JEGIH, JBIFUREDMHTNR 25 61 (12%) ZXkt5E Uiz, RHAOILHEEE - 15K, &0F
SE, oifulEg, HAEEE, W RHERD ANA, $TSS-A HUR, 1 SS-B HAZHIE L, WOBIHEIZ DWW TR L7z, [#
K] 25 JEBIOWNFRIT BT MY 7~ h—7 2 (SLE) 146, iU SAEFETIMERRE4 6] (SLEA0F3 6, > =—27 1L
FEMERE 3 B, IRAMERE SRR 3 61, BaRgih2e 1 51l, RHA 17 SEFNE PSL NARIYEH Cdh - 7=, PIH4 fil, FirElE 3 4,
AR 2 31, ASSEIERTRE 1, EEERIRIMARIE 1 I Cdh -7z, HZER 25 BillX GA 39.4+03 # (£ 4 ). BBW I
2726 +464g (IRHAMARENL 6 f5]) Th o7z, ANA IIRHARGNE 24 i, VI 23 6] (96%) B35, HT SS-A FuikIERHA
B 14 BRI 12 SR (85%) . B SS-B HUAIIRHAEGE: 3 iEFIAE TR BB, EOAOHEIXE K EASESE (1
B) . HER 24 RERILAPNICIEARS LTz — Mo DEsEMEHINIGE 2 #1), 2 7 ALINICHIEBLL 4 7 A IPICTER L7 BRIRAL
BE Gl 25 241THISS-B HUARGE) Thote, BEEET v v 7 BB TERNT 2> To, SR THURMIEOMERR
EAToT2M, 5 AU CHUMBIZ Db 2Bt Th o7, [im] BER A OHTIR CIIRHA & Lok 2,
F 7207 EOPURRBATINEIT 5 & o2 HERITESN 7 + v —23n sk b bz,



0-29  #i AQP4 HAMEDIEFSE BROBFREREIUARHEEIRD 1 6

OREF #r-, Prp EAd, LI AFEs, JIE - Al ESE
HOB/NEMEER R G F —

[IZTDIT] HrRFREZ¢ (neuromyelitis optica : NMO) 1%, iAo L OGBER 2 ek & 95 B CErRETh
%, NMO O 9 FIAFH L, FEETHICHEET 5 Z L0320, dTF, Ji7 27 7R U > 4 (AQP4) HURDIHRE~DBIL-H
STV s, AlEl FREDGBTEE T 6 RIOFIED & > 72 NMO O—14 T, autoantibody ELISA kit % HI\V N CHREEEIIZ
L AQP4 HUREARIE LTz, ZOREEZMET L. NMO D% L OBWRE B LI-OTHRET S, DEF] JEFNIFIER
1 DLNETH D, MR, /o TR, A5 5 BHELL T OIRJRRFEE CRIAE LATEICARE L=, T AQP4 ARSI
T MRI CHffilZ 7 HERIZ R SSRE Z 78D, NMO A7 R T L& EZ Bz, mPSLpulse #, HBEIEREL B2 b,
3 HAZIZEIE Lo, mPSL pulse 7%, PSL 23BRMG S 4L, YPiai2 Uiz, HilED PSL Akl L CTU 23, HT AQP4 Hifk
fE 1133 (index ) T2 [AIHDOFEREEZFHED, PSL+a7 = /) —/UEE7 =F /L (MMF) %BittL7=, PSL+MMF T,
HT AQP4 FLIAMEIT 90 B> 5 40 AT L, PSL #5878 7.5mg 75 20mg ~HEMN L7212 2 59 3~5 [BIH O F%
BRIz, T T, IBRIREALE L U, BECEEA SIT2ht AQP4 HUABRED 72D MIEAZHA AT TV N, HUAREEERH]
DIz 7 AR AT 7 3 RRERERE, #FEEES LTPSL+ T HF 4T AL BIEREIToT-, ZHHDIRET
PT AQP4 FUMEZARABIC LR D Z & 3 HR, FRRIRAIER T 2 2 L0k, LirL., BT AQP4 HUAfE 19.7 T, thirre
RIZT 6 MEOFIHERK Lz, [B£] igHHt AQP4 HUKEZ T CIXFEO TRIIREECH -7, T, 5L
AQP4 HiiR & NMO DA OMBNZ DN T OME DAL SN H M, AEFIORGED D b MIEFHT AQP4 HLAMEZ 1T
T, DRI TR OREE DS, TR~ AQP4 HUADAT LoT U NRREE 705 2 L73, f336
DERDOOE DL 72 D AREMENE 2 BTz,
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INRA Y —FER
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P-1 T BRIZEF MRS A (SJIA)DAERIC Posterior Reversible Encephalopathy Syndrome(PRES)%&
BHU. OBICEBEETANAERIELIZRHI

O EHE', Prdh 5 ', W &7 | SER B R RE L KR B AF BT RE S
RPIL R, el B
VWERREE BEAEH ANERE, P HEIRSIARE /NERL,  FEERRERE /R

FEBIIE S mAc VR, 8B & IR |2 CRIE CHUAEARE S S D A0S < | sTTA RIS RHIFRIT, FIiER 20900/
wl (St 1.5% Seg 77.5%) . CRP14.35mg/dl, MEBAHT MRI Ciig{liBaE 2 B0 BIFR ORTRY & 1HEEHRh R A 7887, sJIA
DZMITAT B A RV AZEE, 3 7 —/VERIGATICBEEE & 383 L OV CRP B LA 2789, CsA 2t L7, 3 7 —
ST LT3 HE (5FEBILA# 20 H B) . PSLimg/kg NARHIZHOSEEN L BIEIRER L OVCRP _EH-278%, PSL % 2mg/kg
(CHE B USEIR & A AT e LTe, £ ORI PSL 2484 12 L QW o7z, 1RIRBRAIA 47 BBICT T/ U A VALK
% H MR SRR U 7=, TAEBRAET: 49 H B, PSLI1.25mg/kg 35 KT8 CsA PARHICZZSRDEER., WEit, fREE 5
2B, BEES MRI CIEm{AIRIEEEO B -FVE NI T1 CREXER. T2 TR 5 DORA %D PRES #5E-7-, fith
SHEEDIRA /721 ADC EOIK T 278 R A2 b O FREME © 5 2 DL/, FIERTOMEIL 108/68mmHg, FIE%
140/100mmHg & 52 5, CsA WiRZHIE L, &g a s ha—/L &2 70, 2 HIRIZI3EEm & HEE BIEE LT,
10 HE DI MRI CIEpZAEHE N L ADC EOIK T HIEK, 25 BRI TIEIIHA L. PRES L2l Lz, T6/%5H
ff% 147 H BIZ PSLO.34mg/kg & TiiE LGBt & 7o o 70, 1854 2 2 AEH X 0 SEFEIOIFR 2 3F 2 H28R1272 0 | BEE MRI
FRAE CIXBF AT RIS ASL VRS ClIA TR SASEMR SERR T | I O iR T 25807, IRIRE CIEil 52 e i
W AR T, B 3 0 H B 10 SR OIRERAE A R4 IR 258D 72, BEER MRI CIESRF 72 < | R R
BRIRFL A DR B AR R, MEAREE  RUEEE I 22888 & H R CERIE D/ N— X N &30, TNETORHELY
PRES & DIMFEE D Z A — I\ THEIR LI HBEEEE C A A D FTREMENE 2 Hiiz, TR NARZ BIAE L, BUWEIERR <
Jibdi B HIHAR LT D,

P-2 EF MR R RIS RIA) L OERID R SRR BE R D> —

OBFA IEfR, JEA B—. HBH $h—B8, {155 FERR. fEM sith, A f—. fi
SRS RS el NS B

(#62] B ORIERRIL BRI E R A2 RS BN/ 568E & 7o B CRIERB Ch 5 AL BIL B 7B L
Bifgd 2 BIEREIR O 7= 60 FEMER S VERA K JIA) & OERIASNEE Y FMF %258 5 — 288 L7~ OWET 5.

UEB] 7 555 8.4 5% L 0 3-4 5 AIZ—E, 39-40°CHDFEDHIEL L CU N2 7 RIS BN % O /C R BRI FRERR i 73 HH B
L5618 9 A M BIIFEEA L RO T 7o O M A B I HR 22 i H IS BHAN AL & 72 o 7.

(B AP RIR 39.4°CARERVD 72 USESL Y o SE IR T & 0 . AFERNIC T 7 # k7 < IREEFS R RPKIE R &
RO T B EIE OB NERE I BN 238D 72 B 137 <, IRIEAT R B A 2580 o 72,

[##5] WBC 14300/ul (Neu 80%) , Hb 11.2g/dl, P1t70.2 J3/ul, ESR 72mmv/h, IgG 1464mg/dl, IgD 16.5mg/dl, MMP-3 195ng/dl,
SAA 87.9ug/ml, CRP 4.9mg/dL 1t CCP Hitfk [, 2 Dfthd B CHUA S R HLA TiE B-27 X0 51 13588 727 7= BEER I 3 1
BEME T, 25000 A BRI 2388 7o A IRBIET MRI C IO IEE & FLERR A A58 7.

[#a] BIEIAR JIA & LT MTX,NSAIDs,PSL (MAP #8/%) TR Z LA L, BIFiRIIEGE L7225, AR ED Rkt
L7272, BEEIR %2 & 729~ A CRIERBRE O 21TV MEFV a1 E84K 285 (~T nfEh) 1353880 bz, Z Of
REY FMF 23 2 MAP JEEAZ IR L, 20 e F U BT OIRE A i L7- & 2 A BB T8 U 7=, Lo U BEfE%
DNEHE L7272, MTX 2B L 2L b F U 208 LT 2 BIE AR J¢ 1 3dks: UJRIIESS B 2R TUR L,

[B22] AJEFITIZ MEFV {51 E84K B (~T m#y) 23072 b OOREARRmIL FMF & L TR T3 <,—
F/ VBT A & L CHABETFMF & JTA OA MRS Sz,



P-3 xR TO—)VIMERUEF R MEREEADBBETCERBRA EFAELIC
2 FRF0O-JVIED—HI

Oy B!, B Ao, Vi 5] Pl gk Ak g GHR RO, A &Lt
VRO RS NIRRT NN Tl SRR
SRR LRNZ RIS Sl R

¥ N AT m—/VISEI 1974 FESHEE, RAETEBIETRE. B0 O QBRI LA O Tl TR THAE 7w
Yt (KPR OIRB T, TOREIL, AR TIZ I O P0 LMK SR MER S A T 10— LS BB |
THZLIZK D, BRICITERGNE, WnFRIE, /W iE, BIEWE, Bz EORBRAHEL L, i FRsE
EIREE O CEZE A FIET D, FTo, ITFEARHEADER & L COREFINRBREND L HIT20 | FANOREMAT 0
— /U K2 BRI R OIE LB 2 DAL TW D, Alal, EFEVERREIERIEIR (JIA) . EZEIIRE & 5 Hlii7e B
CHEIRBORGETIZ Y b AT B —VIEDIFAEDA NI 72~ 72 20 IO LMEARBR U=, 1 i L 0 saf@En msiL
FhEMEE 2 U AT 1—)UIIE & B SV T a3 82 1IR3 5 & R D 72 DIRIR 2kt L Tz, 6 mERHC RA B%ES
B JTA Z39E L, MTX ZHul & U7oIRR IS & B2 SIEFT LB DAL, 15 RHIHUERIARIRORE, 25 pEaUk
DI ABE LTz, BgATRE O SEEIRE EBWT L, AT a4 R2VLAKNCY 7V A 6 7 —/VEAERE L, %IRE
1L PSL KON AZP ZBRMAE L7z, CY 7V AR T X 0 B L infliximab 238 A LS, Zh3d—W0 CRAEEED 2 b o
— IR TH -7, H23 4E3 A XV infliximab % tocilizumab |ZZ5 1% MM B3 13TE2E L7203, B EERIZE BIC
HER LT % LV AEOTR A A5 K D127z, ZORBS COMBHRAE CHMAT a— /LidEoV L, & AT r—
JVIIAE & 72 Uz, ARERISHT DIRFBAAE. FECCBIEI RN T A0ITEA LT 2 & K0 & AT B —/VIIJEIEAR
HEVDERRER L L TEZ BN TWNAN, FOBFIZOWTIIRA SN TE LT, £7-H O RBROWMEII0,
AR A CRIER BRI 72 2 FFOLIANT, B CAEmRaIC B3 5 ATREMEAVRIZ STz,

P-4 1 CCP iAW HHE T & ofc ZEEEIRIEF TR R D 4 R5BRH

O/MMII Wz, STEF 2RI, WS Fob0, SRF1 fk, ERY SRAC /NG IR, A0 B
HHOE: R ANER

JEBNE 4 5B, 2011/3/30 (272 JRZEE OFRNHEL, 3/31 DA S ORISR L, 87y 2 & RAREIC /e 7272
B, Y ITEBROEIEANE %2 LT, 2O MEIL 37.7 BEC, AAEBIEI O RIEIHIIR2 6 U | B IR CIRIEN iR
B a8 7, AUIRIERRAEIAR & 2l SR B AL & o7z, PUAERIOR G X 0B AICIIME L, KM IR L
THATRMBE L 7o~ 723, ZERIBEENR ) D IR S e o 1o, PUERIOB % ORISR E 5 2 & BEAEE L
T 2 RIS BRI U7 25RO AR BIEI R 3 8>~ 72 Z & . AR it CCP LA 202U/ml, RF 7%
46.8U/ml, ANA 78320 fi5& EH LT Z &7 80 G AAFEMERRRIERBIEIR O AIREMENE 2 D728, 4/14 1/NER
\ZHER & Ap o7, /INERHERHRE, B AP R Claiz (Cm FRIE o rTBhfi R 4786072, MEMRA CTliX. CRP0.94mg/dl, ESR
3lmmh & RIESIED B BTz, BRI, Bl X #p 7 CFBIE O BIERE ML, MRI CRBIFiOEE - U'n
AERD, FIHPEROBEREEI 250 5 BfICRIEDNTFIET D B 2 7o, ZHHOREN D, SRR RS LR
ROBWTE Ip o7, 527 (RN RFIRBEC Tl o 7= PET CIEmiRUE RIS - IXBIEN - ISR « RIS O 07 R
RO, BIfEMTX 12.1mg/m %A, naproxen 15.0mg/kg/ H. PSL 0.15mg/kg /F (- TRERITIEPE LT 528, BT CCP Hifk
Bk, REBMETH D ZEMnD, PHRARTHD ZEHEZ DL, SHOMEELRBEBENVNETH D, RADE
PEREFI Y 7~ FIZHB\WTIE, 2010ACR/EULAR S3¥EFEEIZHT CCP HUANE EI T\ D70 & ZORE - FREFED 5 B
U =T ORMZKNFIA SN TN D, LN LG, F0IR-Col CCP HFUiBERII D 7e < | EERIEN &5 2 D,
SCHRIE 222 N 2 TS5



P-5 HRCHIT BT LV IEREDAR

OfA #A, Ha BR bl BE, A L, B8 01, 2¥ BT B mifd. B 217,
Akt 3. AR BRE

NTT 3 HAALEERE /NEE:

[1IZCDic] R, NEOY =— 7 L U EERE (SS) 1E A, SLE ISR SHEDFEBRTH D L OGN RSN ko1
7o T&ETe, LinL, /NESS OEEARBIE SS ORIFRELZ KM LT b D EE X b, FEREZ 3L T5 2 21T s
AWERNE ENTWD, ZD70, EMERZENR SN TWRWTr—ANEL HDH EEZ NS, AlEFkxIE, SN
BWTEM L7z SS D 4 JEFIZHOWT, ZORFHRBIZ OV TRAIE L2 N2 TEET 5, DEFI]  EBNT 11~14 1% D
4, EFRIIFEEN 2 B, HONIERR |, 55 1, BAEE | Bl Shkx ThoTlod, WEEERA I E T L0
IX SLE 25 0F L7 1 BlOHRTH -T2, A TESRICRE SN 72BIh | BIFEE LTz, £72. 4 69 3 FliTE FIRER, 28
FHEAE ETAYEROBEN S - 72, 2HIMEHRE CEEAMAE (8.0~9.5g/dD), & IgG MIE (1952~3184mg/dl) %7850,
EIBIZY U~ b RIETFBH%E, HTSS-A FURBHE, SUREHTUARGE CTh o7z, OB/ NERIVER S L < I3ERIRSE R 5
B TSS LW L=, WIRRHCHEMEIR 23860720 > 72 3 BBV T, Z D% OFGE I 2 Fl CRZEER 27280 5 K
N oTe, Fioy 1 FITREHPIEAROGI 2RO, [E5] /NED SS ogsiEk s UTH FTIEIR, FEo#H
HENE L YROEFIZEWTH F FIROIEIRZ Tk KO EICRIERNE -T2, 70, EEMEREIFER-CE AR
72 EOSEIRIMER LERD bz, ARIER E L TOMR « AREORZEERIT/NGT SS OFIFIER & 720 12 <, SRt
JEGCIXMIERAE CORmEAIME, &y 7827 U VIERZRO X >t L irotz,

P-6 DRETERBRABREZLII-TABROD 1 ZRHI

Ot SCBR ', R A& | SPA FoE | AR L am 2R il B R L R s
A HTE] S R RS, DN R, A Fiz . ML At PR T, AR 260 ¢

VAR ERRE NERL, 2 BRIRTE BAKTERE AN BRIl AR LR D,

S HALRAFR AR, BRS¢ AR A B B

N—TABRIL SLE DB EZE 50%IZEHFT 2B TEY, 2Oy ha— WAL X Y AG TR A S
%o Fio, 2EHEITHSRERIAER % RPGN IXZERIE L, 00 b3 H OFGE CUGET 5 Z & 7o BB ARITHE T
LTHARBERTHY . 20K 4%IT SLEICEL VBT 5, Ak~ 13X RPGN & 2 L7z /L—7" ABEROD 1 Bla#R5R L7z
DOTHET D, FEHIE 12 5D, BIFRRSCBEREOZE R L, 1 IERRTEL D #Rra (SFE - JREJD 78 8 &R 7=
OifEZZZ L, S MEE - JRER - JRIEMm - St - EEREIKT (BUN: 40.9mg/dl, Cr: 2.6mg/dl) - JLALERE A58
DATEFRIABLE 72 o7, FIRA « BIEA - 5 A0 RERRLER 72 812 X 1R E 5 7o MEIRMEEJ", BUN » Cr ©
FH (ENnEh 48.8mg/dl, 3.1mgdl) « MK T (C3:24mg/dl, C4: 4mg/dl, CHS0: <12U/ml) - HUEHUARHE (320 1%)
B, —T AERDEEDON T IO SRR AR & 2r o7z, BYRA, FAmER - i/ (i 3900/ ul, 59X
10% 1), FRIMPEEI, Hids DNA HUARE (77.510/ml) . Huehihbit: (640 fi5) 7>5 SLE ORMEEA- L, 2ok
HREREE DT 2 3R - 1= O IS « MIHEHT « mPSL » L AIRE/R E 54T o1, TORER, BHEEDHNELZ TR,
WA DMOBRERTR b SE Lz, TORBERE T L., IREIEOE AEREIPEIEL— 7 28 % (ISN/RPS
classification Class IV-G (A)) &2WrL7=, BLRERASOYHA T2 < ENEEMRADSEHEIR TOFRK & & 2 b
72o RPGN %29 2/ —T ZABRKIIHTH DM, W - IBENEND Z &I XL R A 2> TLE ) /REMEN S
L7, WICEIRICES BERH DL B D LB X LT,



P-7 1 LPL fUiAIC X BEAEMAEZ M+ ofc SLE @ 10 w2l

Ok £+, AR AT @2 ME ' R ' o 2 @k 8ot Wl T
VRS B ANRIERMIE A, ENCER R L & — TR TR

SLE Tl3fkx 72 A CHMESHET 5 L b T a3, 4RI lipoprotein lipase (LPL) (Zx13 2HUAIZ L 0 ERIAEZ X
7o Lo & B2 DAIVDIERI AR LoD Tl 3 5, 8RN BERLEE, Wk B, (SAfIRmIE, PR, Mt CT CfH
EVERiZ % 2788, SLE L&, 2 77—/ Methyl-PSL 7 )L ARE A i TR0 U, BAR BRI TY
BetEIT & 2p oz, TR, EFUEMAEA 8, TG E 11120mg/dl & FHEETH Y . Teho fiff & LDLcho % 224mg/dl,
142mg/dl EBREEECH -T2, U RTZAUELS ETIEIA v/ e b VDL, IDL 238N LTV, LPL &H & & LPL
TEPEDFIAIME T 258D 7=, ARIGHIBRE T TG X 1000mg/dl BT T L= IER Lz, =2 R4 oL 2iiEs
MEAT L. FPPAEORGE TR S ET H D LT L C LPL & E &M, LPL iEELUGE L, ZHUTHED TG 6 15
b U7z, BERIER 3ETH DD, B iR L, TGIEDIER Z21f-> T\ D, & TG MIEFRIERFOIMAE) 5 LPL & 55
BIZEUET % B CPUAD IgA ¥ A 7R S, ZhiE TG MIEDFRK 7 Th 5 LB 2 b, SCHkEE%
Iz #wET 5,

P-8 HintERE LA RIC S LB SRS EN RIS NIc Y U AEIREF R 6

OB 24|, fehh B2 BR8N 2 AR 5% Bl B, SOR mifd?, A B2
HEERAEACBRBIIERT A T 1 F N 22—l NERR PACERT R /TR

DEFE] 10 F &8 #odi, [BEFEE] B 1 IR0+ IR ai, ik 4@ @ 224, 922, 11 2H)
REFEVEN MRS PESEEER (1 F 8 20A) . MBERE SR G F 7 W A), BEWEREIE (BEE) e [Z06EE] & -
TEEAERNEZE R 6A [BURIE] 2005 - 4 TR 2RRCIiRGI T 5 b, L% 5 AR89, 2010 429 F
R, FRged DR TURBTZ 2, AER EREERIT R <. RIEROSDOTUHE & B IRME & 0 ik OZWr CABL, HE
WVE PG L0 T LT3, BREIERE CE T, MErRERRIIRGF Lz, CT A% v o Tl FIfEHZE Y
HOREA LS & RS SREE R SRR S AL, A TIEDSRE LR DN EeboiTz, TR LA /2 —BiG, MM oML
F 7R R CIinE 1gG2894 mg/dl & 5 FDP-D O _EH-& 1 | 1BMERIE L o] S D ME R 269 2% B CafEthii &5
Z7, [REFTR] ANA40 {5 (speckled type) . T ds-DNA HifA (-), H#LUI-RNP (+-), HiSmPifk (+) SS-A (+). SS-B

(). Brlo-1 ik (H), FLhHRA VY AT —BHULSc-70 (), Hikr e A THIKACA (B, FHEICER LA —
BSNH SN EEAIRAL, fRui b, B RRIT 2, BBEERO R A RIRERAT R CIE, B BURHRRHED R0
HMEREE Ch DR BRI L, KL-6 256~300 Hiif: TRl L, FDP/ D 13000032 DD IgG fEIE 2000~
2500mg/dl THERS LT %, BEERPHE ORI JERAERR TV V2L, Total skin score %2 ACR D2 HHET SSc 21T AE L
IRV, HERRE & U TRRETEHI DWW TER L TV D,



P-9 RSV NEWTH oIk MEEE SHUNEE S LED—F

OL#F Fiz, JEAK IEM, fEH W, Vg . @l e Ml B, ol #h A Wie, KH HkE,
BNIL B
BN EFORAEITTE 5% /AR

(XL®IZ) MimiHE (PAH) X TFHARREHMERZIE (SSc) OAPHETH LA, Ty N U 2SR HTEE
ThDORE 2 O HE S TWD,
GiER) 10 55 L 0 FZREE L, Raynaud BUG 238, 11 5%IRHC SSe L@z, 7L R=>yu > (PSL) mBHAEI4L.
LItk LR S Cunens, umﬁi@%ﬁﬁ@ﬁmh% 2 PAH 35 DIVSEHEI & 7 o7z, ABEREAF L A
2713 29/51 ;5. NYHA 538 11 EEChrodz, M#HEREORT RITRRO T, Ll 7 —7 /WA CIIMERE 5829 (m41)
mmHg,, Flifi&H#HT 8.0 AL TH 7=, HOHURIIPL US-RNP HUANRBAES ~ 72, AT A R UL AEBL O 70>
F A7 7 2 RVLAREE (IVCY) ZBMG L, #BFEIC PSL Q0mg/H) &Y U EVONAR (150mg/H) Z1772-77,
WRL I e RrZ A7) (PGI2: 60ug/H) BEXOREL X (125mg/H) ZBHME L7203, THRICHOHE IR
DHE L7272, PGI2 % 120ug |2, A2 % 250mg [ZHEE LTz, 7V AREE 6 7 — Vi TRERCOLNR 7 —7
IR CHFEIIREIXIER L Uiz, —F27 T 7 0 — L, RMEBERIMITEOUE btoXTD4FAwX%$kiU
IVCY $EIIRMR 6 » A XTI 1 » A2 &I, LIMEIE2 » A ZLI1CEH 9 Bl T L7=, Bafdh B AEiEIZ L H0%Ek, E
IRFEENHEL, 2> ha—WCEE Uiz, BUERERLE 18 » ARGE L7-23, AF v 2a7d 11 SECREL, Mt
FHERIS L O MEOHEE $ 8D TR,
(F&®) AU HAESScIZAPF L7z PAH Ik L CHIb TR % & bz, /MRS 2RI D72 < 5%%
BHICOAME ZERMEOFHBALETH D,

P-10 AHFEMEEMERESHUCESFREYLOMR—20—F

O&T 7. Wil ®
NN 2

FERIE L oA R—V A1, 7 RoBEk, Bk, BiEE 3 £e L, AL af F—2 2 LRI RE < R
2%, BABITIEBADHENMEEERS SNVTWAD, FHAFRIEFICIImCh 5, WIFEMMEMER R 250 LT3
JEV LA R— ZAO—Fla®iET 5,
JEGIE 3 B, FHRICRRLEA L, 3 7 ARHZ BCG #FRA1 TV, 4 7 HRHIRENE 25 O MR 25807,
A C BCG B DORBFEMEEG A bz 23, BTt Sivien o 7o, FEEL FIBE, CRP @ FEe L. ek
LRWEFEARAT A RERBES N, IERITEGEL, 16 VARRIAT A REIHIESn, 26 TAELIVE
TS O EEIEAIEAR AN HEL U, 3 RS ITR UYL, TBMEABE, CRP O EARH V| AiIEICABE LTz, & CT T
ﬁﬁ (Z—HFLR ORI Z RS, SPEBLIGHIENER R L 2l Sz, DMSA > F 77 7 4 —Tld CT OEEKIER
THAL U 7o REI SRR T 2780 72, PRSI M TON @, YRS Shie, BIR CIIMEDEAR &
NM}32\7U7U7)/@Lﬁ% B0, ARG CIXRV I I 2 IR S i b 0 | T 7N A B
Gt oFERERMEIE RN HIE AR, E7-. ERIET MR T /R OZENERENEAR I vaisse LB L, RU&E., s,
@ﬁ@é@mﬁ_kmf%#%%$%L&W%@%a@toF&i PUAE TR, PCR Wb S iviens-7z,
7 RUBERITERO 203> 7203, BELDORZFERZ & BATEIR X 0 B ERIE LA R—2 A E2Wr LTz, A7 1A i
PRI K VIEIR, MR, TR ALIEERCNZUGE LT, NOD2 BIE 1 OR BB RITRO /2o T2,
HFEFIEY VA FR—=V ZTHBRELGIL 2 503, WIHORREF T CH D720, T b A78M L CRlb8lg
THVENRD D,



P-11 ERTART#R—RFIN BT ofc SAPHO FEIREFD 2 Fi

O/ Jfee ' )1 8T B (el 28 R SRt AJF R K BRIE L FOR BERA
e R S ghigE B!

'ENIRB BRI v 2 — il - U U~ T - BEYRRL, 2 ENCRE R 2 — kR - TR

Y ENRCE R v 2 — SR

[iIzrwic])

SAPHO JEfREIL, Synovitis, Acne, Pustulosis, Hyperosteosis, Osteitis O 5 JEMEDIH T4 & 7D TH 5D, WK, 18
PEFFEMEZ B B BE OIS B AR R O R e M B B 22 &L BRRIGCEHG P RUC 2D O 22RO LD
BT DERD DB EERE A G T 2478 & LT SAPHO JSEMEREDMEE Sz, FA7-HiX, SAPHO JEMEREE I L, &
JREEE - IEFEEHIICTE R 7 4 A7 41— MUKIZEH U7z 2 BlARBR L 7O CTHE T 5,

DiEf 1]

10 %, 8 ERFIC FHADI « IR CIRIE L. £ D% 2 AFEHRI 2, REO#EFEHA| (NSAIDs) 72 £ X D XHiE
FRIEEZTC& T, Yoo —~BNZ2th, CT X° MRI Tl FEEE BB BT BB R A B =23, 55
1B AR CTEEN Th o7, EIERCRERT RITERD 2 - 7275, SAPHO JEfEREE W LT Lo Rrr— MEEE21T-
b ZAh, BRIZEKRMNHEA LT, B5% 17 B CRRPHRLIERSS BA LIz, =2 e FEA8AL, K
JRONHR L, RIERUSHIEFRL LT,

[iEfs 2]

12 @A, 10 ERIED Y B—JFHICx L, AT VR0, 07 U Fo~T7 ThEEZIT Qe Bl FEam s,
L. Ga v F CETHEE, LREBIICEBAEDT., £0%k, FEITHEENEL L7, SAPHO JEMREL ML, JiH
IR IR CAT BA R, 7 0) AAZMH L FEROUGEZ T2, AT A Nlde & IR L,
Ty Rax—ha#h Uiz, #5 4 BRIC FSRITEA L7203, %525 B CEmO IR LT-, BRI 2
2MWATEIZT LY FerR— R LTS,

[B%]

SAPHO JEHEHIRIR R C, RERASCEBEERAZ ERE L, ELO0OIERNIEITT 5 2 & bfiTidiwy, BT
NSAIDs RRAT 1A RBHNDIVTZA, BITEIL TNF- o BHEAICE A 7 4 27 31— MURIOFMEDHE S Tn
%o FIZHORER LTz 2 SEFICH B AT 4 27 4 x— MUANIHIEER & BICEBEN R E2 R~ L, UL, 2R
IE—FFTHY . ERAT 4 A7 43— MUFIBIMTHERFT 2O Tid/e <. o 2 A5 bt CRIMO BRI 4155
ZENREEEEZ DN,

P-12  ZEOREIHIEEEZEUTC Churg-Strauss FEIREXD 1 41

OYED HRR !, FaiE e | 2ol Rk ' @l M. B sE L OhEE e
'BLRITRE BEAHMTRARRE /NRL 2ILRTRSE BB A TR

[#65] CSS ITKVE S & AFFEERIEZ 214 5 AF SIEMEREC, /N CIIFERITH & S, DEEI] FEFNE 10 0%
2, 93 1 AR HRE SN %E L pranlukast D523 72 KTz, FHZRPIRERIG S &1 5 (DIMESR L 3EAD T
MR ST, ABERE WBC 33,480/ 11 (Eo46%) . CRP 11.3 mg/dl, MPO-ANCA [3f&METHh 7=, 2 ML i< 5
BN ODURTE. BER, SEHURRRR AR CSS DR 7= L7, Predonin (PDN), i~/ m7 U REFIEDZ
BT8P CTHY | FROIFEEIROEIE U7z, §#E cyclosporine DRI A+43TH Y | steroid pulse + cyclophosphamide
pulse #RiEA AT L. #9ELE LCPDN & tacrolimus OPFAREETT 7=, 2Dk, BN, WA ROZEH R SGES
. PDN JHENFREL 22070, [E L D] /N CSS ITRABNZ AR TOMMEOMENZ < | BOEHRRE 7= £ 5 Z L33
bDEIND, FmHZR R RREO A D HEE Sz,



P-13 O FEO/KEIEEZU. Castlernan fR(-E#AB0E) 28T UT: 3 FRB 261

OFfE &1, kil Bk, 49 7| AR 8O Eal 2ET L AN B @i R i BT
BEH P
VBRI RS AN, PRRIETINIRAE BRI BRI NIRRT SRS TR

[IZCDIZ] Castleman Ji3 Y > SBHIEMERB CH Y . BIFIOKEIRE & 7292 L0305, BN a2
B, AN, EERRMICEIEME (RER) L2 (&) (2o bnd, IEMIE ORI &3 25
ITNRTIEZ L, CRPRMIE IL-6 D L5, IRLTTHE, £ v— Ry a7 ViiEls EOREFT R AR 5, 4
B, AfE, FROKFEELY 2L, Castleman 5 (EEMIAR) E2Wr U7z 3 B B AER Li=7=, #5935, [ERFI]
3B [FEaF] B Dl - FRoKE, (REIRE [BEE - 8] frRcdma L, [HE - 5] 2 mtE s
ODIRERINARES Y, [BUREE] 2010 422 X 0 OFEPN/KEANHE « B2 40 K LTz, 2011 4 5 A TR 0BRMEK
B L7272, SR ABE L7-, [BUE] & 95.5cm (-0.6SD) . {AH 12.1kg (-1.7SD) . A& 36.5°C. £ 120/70mmHg,
AR 120 [E1/55, KR, & - IFEPICEISMEAE D V | FEES, MBI Y o \ElERS » | MRy - B L, DUk
FIEIZERH AL ORI D V. [T ] WBC14,000/ 121, Hb13.3, Plt43.4 J5/ul, CRP1.33mg/dl, 7RUL 36mm/lhr,
1gG1,397mg/dl, IgA84mg/dl, IgM83mg/dl, IgE4,967mg/dl, IL-649.9pg/ml [F&a] 45FAEER L v R AR 2 il T L7=75,
HRRAMIRR-OR BT 1gG MR DTEE T e <. B CREAEIEI IR ER Ch o7, 8N 23D o HilEiRA 7R
WiZTh, BigRERE1T 7=, 18F-FDG-PET M TN Y o/ i} OVl RS 2380, 15 CT M CaEPIRD
MaM A g8 Tz, HBIE D o R EIEMER R OERI DT80, FEY o/ Hi R ORI AR A 6T LTz, FRY > S
OFFHEHRRECTITY > SEOFEAREE DM, TEIRRICHT « 8438 L OV SHPUTAD 7 (2 et S D IR O 2 72
Wiz, WEMIRALO Castleman 553 E 2T L, bV X~7 8mgkg KO’ L K=" 1> 10mg/H % Btk Uiz, HifE 2 M
D b A~ TG 217> T D, [#55E] Castleman JIZRFRANZRAT RIE72 < . RIEPT LS CRolbr S IR 70
JEFI BN D, RVEMEATZC A 2 X DGR 5 70 EOBRE R AIHEER & 729720, BRI EE TH D,

P-14  SERAZEEICK!) CPA &4 oT-8ia1% Wegener REFIEED1Z R HI

OaIl 80", P 581, B #t ' R B MR Rk Ak R WA R SR
i H—!

'ENIRBIERI S 2 — Bl - V) U~ T - BERL, CENLRBERFTEE 2 — R

SENCRREERIIE v — HEERL, RO ER RO T R

[IZ U IZ] Wegener RIZEIEEIX, EXGESCHT, Bz F.0OZBSEMERSEIEMIRA 2 TERR T 5 A Cafe i ¢, it~
—71—& LT L DFiEffl T C-ANCA Dt L 725, AlEl, Fex i, AP THAEE & 72 LTEFICR L, A7 rA R X
OE AR A2 RUERZEDEFE L. UIC X A 5GEZEIC L W ASE LT 1 252 8k L 7= T4
%o UEFI] AR 14 O, ~A 277 A<l KIEGIS D e T 5720, Yo 2 —MEREGRC 7 +
m— STV, BT > 7 AREEIC TR PR FE S, KB SCNRBHT TR N ICHEE MR & mes
IEDBER L85 2RO T, BRMMGERNZ TREDIRAZTT O b, WHFDOHRIZI D =2 — LML SN T LEWEEE
WX D52 IaoTe, FDH%, C-ANCA DRaMETH o7, FRAIEIR & BEEEMHIRZE DR OFERD T Wegener A ZFE
LS, BRHCTHRIIRR S LT, ATFAT L R=ym bRk, 7 ukRA 7 7 I FREFFRE, I3
7 x ) —)VBE T = FIVEOZHINIIIRIEZ T o To, B THRZEO 0RO BRI IS L7223, BRIB(L L7
PARIUGE L oTz, R, KEUIBIC X A2EELBE L7, I =o— LOFIZ X 2 AZEEOTIFRKIC L H50E
FRZE DS S AL, AT L7Rd o7z, #Rh, A ClE: L7ZBRC %55 E D8 CPA 720, Yo 7 —ICfadis s
TERETH D, 3 12 WHIFEE LT, [F5RE] AEBITGEIHEFIOFERIZE Y, ZOTHRIIKE {UEL THDH,
—IINZEHEBI B AAAEL, AR TIAELED—DTh D, ANEFIIT C-ANCA D32tk Th o 7272 DITEINENL Dl %
R 5 ERRYEThH o7 F, WEFEO IR OGRS & 2 ZE UIBH O FMATN TE oo T F R LD, RE/elislgio
BRIZH T, ANEFIO X 5 ICEIER 72,08 20l 5 falatE 2 BB huE, [EPREOSIHIZIL X v B oi8 )70k
I ADRENEN B D &5 % iz,



P-15 12 JUFIRTEERUERRICRIBAERDIHAME RO 2 5

OF 5z ', Brg 2 BF A, RN B BT ZET A B B BT RE EAT
VR FERIRSE BEAE AN BRI BEAAE /NER

U] JNRFRIZHRT 2 y 77 U o RERE IVIG) 1280 A0 30%FREE & W vibit T = BIfiRIE 7-8%I 2
U7o, i, EHAMIIRRRIRICRTT 54 > 7 ) % o~7 (IFX) OFEFREDSBAISNA, FAMECHIFT 5 & [FlE
WCEWERICEE T D MEN DD, Al IVIG I TIFX 285 U7 SEANE IF7 R CRfiRig (2 BIEIJE 2 58 T
ZARER L T- DO TR B R A T OMET D, [[BE 1] 2 &R, 4-6 W BIZHET 4gkg O IVIG ZHidTL72H3, HEE &
DOIEFFRIEIR 5/6 13FHGE L7-, 8 #HIC IFXSmg/kg Z#5%, BEIZITAENL, MBIk, migRaEsrR b Lz, 18
JFHHEEL Y 37CHEB T 260/ H L0 38 CLL EOREA RS, [RIRHI I BIEE 257 2. MRIIZ CRIMiIZ% L2 L,
JNIRHREEIDOBIFIR L B2 AT a4 NG Lo, FE BIEIRITEONCHE L, DB AT 1A Rl ik L7273,
FERFAZ < HBIRRZE DO EDF bR o7z, [FBE 2] 43BN, 4-6 7 HIZAEET 4ghkg O IVIG Z AT L7 2MEK
EFRE L7, 798 BIZ IFXSmg/kg 28 5- L, 10 95 B ITAFEN LR 2 ICRIERUS BEEM L LTz, 29 97 BICRIRITARVDS, i
JERNE A D AIRBEER S HHEL U, RIERUSASEEE ESF-. MRI (2 CRIFEROITEE 2 50 RiJe L 2l L=, BIEK D%
FIMERER A T2 ~ 72, NSAIDs OHEF TROEEIZ2 L 34 95 H B & 0 IERYGE URIERGSE L UBIEIR R & 780 72
molz, HENHEDOGIHIRO e - T-, [BEE] JIEREOBIEINCADF 2 BIERIEL, BB & v o 72 KBFFEIC
RBDD Z ENEL FIRIERUEDERN S TGAIZAIF LW E STV D, Al 2 Bl X 912 IFX BeG-H3 22870
1RO IEHHR CIEBIEI R O A OO FRTREMES m W E B 2 bivd, —J7, IFX TIEEET Y v~ L 7 n—IiDO2flfidi T
0.4-0.6%|ZBAffiZ¢, BAfR A RO T D, PR GRACEG% 3 HUL B U 7o OBFRIEEEUE & 5 2 bivd, LU
IR U CITEER G- TH 0 . 4B 2 FICIXRENWER O FREMIRN & B 2 72, 7272 U IFX #5141 21JRGYIE 2 F80E
T OMEMRMEDH O . BIFIR A RO T BRI VIRIEBIRI A & & O TSR N EHE & 5 2 BT,

P-16 ZELQERERBAICHICDZEUCTIVY Z7 RREFED—HI

OtH By ' /IE iR A 16EL &if &'
VRKHIRS: SR ANRRL, 2 iR SR AR ANER

FU®IZ] = =713, ¥ FREOFEORMREDLy N, BEBWIIA AL, FETERINR
W, 3L, ok - PR EDSROBYLT D, AlHx 1L, 8, £5l<HE, MEORERE Eis L, 2o
B LTV =T RYUED 1 B8R LT TlE 35, DEFI] 15 mai. @, S9mAEL, SRIART. AR, R
Feifn, WEEEZETRERD, WHEEREEE A %E > 7-. WBC 10,700 /.21, CRP 1.05mg/dl, AST20IU/, ALT 151U/, CK 130 IU/L
MR, PUESNRRZMG, BH L0 U o EilER, ZEEPREAMEL, EREEAROZ. # 4 WHNDAEFEIIZH
PERIBEHELL, ZOHBEHTIRN>T. H6JwH, JEktaE/e<, WBC 7, 400 /u1, CRP 124 mg/dl &¥E. HiAEH%
AW, ERERYYEE S Z, v-globulin fEFH L7z, % 8 IWHBITY 7 v F T IRYYEEZ EE L MINO LOFH L=, ARihs
FRIMIZ T, MiE Yersinia pseudotuberculosis HUIAMII X 1280 15 & S E R L, T/ =T YGYE L2 Uiz, 5 11 % B IR
B AR, SRR 720, F13WH L0 A 77 a7 = CNIRBIE L CGRRIBA I & 2 A, FFHEICRORRIE
79 5 bUGEHM 2 Lz, DIEWRIRITLE L CWeds, 8 26 JiH, 58\ ZBIEYE, 792 & msisitsl. 2 31
JHEH, 51, WMEREDGRD 120, MBRCHERTE 7272, ZOBIERITR~ C0GEE L, 5542 9% B 4Bk, JERig
PeUg 52 JWHIERE Uiz, [RSm] 262 395, Rsem, Vo SR, PSR/ EOZEEIRE 958, ik
s, MR, BIRIE, JNIRRE, U7y F 7 BRYES 28T 508, A— S—HUFEARE Th H /Lo =7 EYYEIC
L ORELBIE L., MESIEREELTTOTWHRERD D,



P-17  ZREMOEHA-BERESH U/ UVRDAILA B19 BEGED 141

Odbig 72, KRl Feds, bR E 70 AL Ak Bia, bk IE
BRI

[IZUDIZ] 7SR T A VR B9 BYWEIL, A-YMERIBE DML, R, T2, R RMEIRIFERE;, Bz, aplastic crisis 72 &
BRa e A OB I T ZEDRHMBLNTWAR, HROGIHIFHTH L, A, »ILARTA VA B19 YLD 5%
BB ERMEDR K - PR % & 72 LTERIZRER L= 0Tl 95, DEGI] 4 mdcll, 55 199 B ISHEES - Ml
FIBEASHIERL L. 55 3 955 HICTEEN & 25500 D BARERIZ /N T CORIEAHERL LT, PRI 2 (T L, 45 5 9 BIZI3T
THEL T2 o TeTo D UBHIARE LTe, ABERE, 38 CHEDIEN L M AT CTORR AR < F 2 7=, BIEIDNEAR
1RO Tohs, BT - BRI EAL A & U | FEIRO T DB EI T = LN TE Ao Tz, £z, Wit - il
AN R B 230 7=, IR Tt WBC 10890/uL, CRP 3.5mg/dL, ESR 83mm/lhr TéHh 72, %5 6 %% H D MRI TITE
FERNTA C RIEMR 2 3R T, FIBEHEI BT IER) Cdo o 7272, 55 11 93 H O MRI Tl N O SIEG T A RO T3,
HRHEARE O RIES: & MR O R AR 7=, ABTRED MG VAR T A /LA B19 IgM BEETH-7-Z & i
7V T A VA B9 DNA MR S22 &b, 7VLAR 7 A VA B19 B K A5 - Baffigk &2 L7, &5 139 H
12 NSAIDs WHRZ BRLG L7z & & ARACEIRITUGE L, 5 17 W BIQITENIATRE,. 28 18 YW HIZITAMTRIAE L 22 0 BB L
72 NDAIDs (% 4 HRI# G Uik L7228, FRRIZA SN TORYY, [E22] J5-57-#i T/ LR 7 A )L 2 B19 JEGu
IR OBEL 3 BIOFH T o7, HFMIL T WD 36 5T, WITNOIEF S KNEER,, & 7 A, BEERZ2 &0 A
VIHIE UM TIREE & 72 o 7203, BB E 7213 NSAIDs AR TR L T e, ZFRMEOIR. R TIEAL O % A7
Bt 7V T A LA B19 BYYE A BRI AN D LB B D,

P-18  ANKRICHITSMEHEABRORE

Ot Jehk, ek B, N S, 1 RE, BE dik, R HE. e W&, R 6, 20 A
FORERREE /NERIERR

(XU OIZ] AR IR TR S MG IR 2 Tk DR T 5, AN M OLFIEERIEZS b & 1gE IEZ R & L,
BRI IX R TR C U o IERaE & Ak, U o NER BETHIAROIRNE 21 © 18P PO SFIEMEIR 28 2 T AL
TLERMIEERTHD, TORRIIRIEARRTZN, 7T LAF—LOREZRE L Th2 1 M A ORI 285 L H 5,
LEFEAIAF IR LAT aA K 7 a AR Y &2 U2 SNARA IR CHEE A 7880 B ae & fif T L 7=,
UDEGT] 116 B R, BEHEE L TREIME L T NE—MERERASH D, 7RENSLEH FIRROEE 2720, IEET
2T uA RRIRIC TR L, B8 « FUkic X VRG22 0MIRANC AT B A RGN THOI Tz, 11 5, GAgER
% - @ IgE MIEAFRD, AR TARMENR L 2lr. AT a4 RICCTRIRBIME L7228, BN 2% 7 0 2R Y Af
H& Uiz, PRI TRMEIMAFEEER I 3R, EE i MEm A2 L7223, AR IR TR 2 IZHER LR LT, ATF
ANOHLES &V HEHNER AT o7 & 2 A, B MBI 2R Lz, 215 BN, 3 FRitE) & 2 I CHWZHELT 5
91270 ZOBMERE FIREICIEREZ 780D K 912 o 7z, HEZZ L, BRI CHEAFBRERINNE « & IgE MAEZR
B, YPBETHEISTS & 72 D IRE RIS ORI 2l LT, B PIEREH CH Y AT A v 7 m xR v
AT TR A BbG, BRI L0 IS KR H 0 | ORI A T o7 & 2 AIEEIUGE Lic, HENHRIER%.
KHADOFH TR L O BB D NBTERREIET Th 5, [BE] AMEIFHIAT 2 A RA~DISNIRWAHIET S Z &
TRDHHRT D, EMmTRITEARMC B /2720, BRRERZEIRT 52 LixEhTh s, S, 5 - RAD
TRUATEEDN B V) B A el T Uiz, ST — & OEE) & AR IREAIZ W THRET 5,



P-19 BRIEREZ2UCIEMEERM S RIEEEEA (Chronic recurrent multifocal osteomyelitis; CRMO) M
B2

OJkilfs W', B 4 1 45 7 | A R R Bk Eal 24 A Rl 5
G SN I S

BRI EIRIARE NERE, P RIGRIEABE /NIRRT IR SRR

RRSLZ &b B & — HUE

[IZUDIZ] 1BPEFRIELHIEERER (CRMO) [ THERMEDBBER 2 LRI DBHRIEC & 723 H CRIEEERE Ch 5.
—NIZERD 1 HFTEL LD R & W o 7o IRRERA 2R A B L, BBV ChDH. Al FEEE 3R MR &1
572 CRMO O 1 BlERER L= TliEd 5. DEGI] 1151208 « BIE [BEARE - FHRE] ftd_& 220 [BR
JEE] 10 5% 5 A BB ERO B3R 2 BT TUV=. 10 5% 11 A ERCHREN, A5 | BEords - IR, T
JRAHBL U7z, MiEfsds © CRP4.4mg/dl, ESR40mm/h & SIERISEME, T MRI CRERSMAL; & BEREATIC T2WI &5
BIROIFEZRBOT=. FIE CERMUMHRI GO0, RS I E~ORIEIZEO L TH Y | FifEO KA
[FRCEE. - FEBIT R oTo. ZDt%, EEEHOKR - TR - FARDSHE L, RGO MRIARE CEBEROPT A,
AR CRUGPED B IR 23860 7=, MIEEERITarEThH 72, 11 5% 1 D H IR YBEE AL, 18F-FDG-PET-CT T
FEGA B IO MU B TS + BB E A « AN B0 - mRIES 1 BHC HEERTTHE 28D, CRMO &2l L7z,
RIBBSMAEARR - BERERNC EREA RO, H/HKT2372<, CK35U/L, Aldrasel.7U/L & fRFMERER O EAMR72< .
AR THIRHEDZAL B 72 . SRR OBWHNITIE Sl -T2, FHEAT aA FHEFIRIERE V& Fox— &AL,
FERIRPRE L7228, B 5BRA 4 8 OFEMC CRP0.38mg/dl, ESR34mm/h & SJERIGHEEFEAE L=, [%£%] CRMO |34
BT HMRIZHEVERDSGET 2 L SN TWDD, FRIIRRIEIC L D 7 I A F—3 A0 REEE 2 Z 96 b
WEINTEY . REMSNBIET D5ATERENNETH D, AEF CIIRBEIE COSGENME LT, 1BRETT-
7o ROADHT, STRCTOMEIT /<, BHEORIEIHED “RIEOE(LTH D LHEE L.

P-20  PFAPA TEBICHIT 2 MEFV B FEEDRREEZOMRKRNEE

OXE &', il &K=, Kk EM', TH B%° AN 1R
VERORE RS TER Rk /N, P ENDRRE SRERE 2 —

PFAPA [TJEHAMIEEN, SHER YD o ~EifERR, WHEE - Wbk, 7 7 Z MO PN%e7n 8 2R & 9 2 IR, SEMIRECH
%, JIERERERE RO D BInF-EE AL SN TORNWT & — RIS/ NEHILIE Tl AR E RO &2~ 72 &
fthoo B CRIEMRB L TR D2/ T 5 2 E R BTV D, PFAPA JEBNCIWT, UIE LIXGEENE 2L
(FMF) ORI Ch D MEFV \ZERAZRO D Z L NRESNTND, £o. MEFV 255473 PFAPA LBH#E L T\ %
L ANBTAME L R 5D, THHOFEFET, MEFV 5 PFAPA BIEDEEOFIE LT S 1372670 E LThH, £
DIFREAAEAd 2 R EHE L 7o > T D ATREMEZ7RIZ LT D,
Fxlx, <VIET, HDOHVEEIET H5EE FFRICYRI A2 LTEFIOH T, PFAPA ORSWiEHEA 7= ERIZ DU
C. MEFV &LFEMAT L=, SONT-ERET -2 Z1EH allele 72 b ONIFEVERI EHNZBIT AERT—X L L, %+
DEREF LI,
RfGL LT3 EVERIX 84 5], PFAPA &2l L7AERBIE 12 4, 1EH R 50 il Coh 5, KIHIME Y genomic DNA Z4H
i, MEFV 38514 exon OIS % f#AT L7-, PFAPA JEfIH L110P-E148Q ZE5% 3 4l E148Q-P369S-R408Q 2%
2 i, DA E148Q HAlAY 2 5], R202Q, S503C £ ¥4 1 59 DIC5B T, 3 B TIL, MEFV G TARZRO /2T,
L110P-E148Q2 | & E148Q-P369S-R408Q1 #liZ%f L =t /L b F L NIRZBIAE L7273, W b REE I C& eho iz, —
7. FEFERHZ AT 1A FNIRE G- 238772 7 B TlE, B CTH0n e fifBSa8s LTz, FEEVER] 84 5] & xR 50
FIFPIZRBNT 2D OZEFAHRE 285 L7z, L110P-E148Q 1IFEWIT 14 1] (16.7%). *HTIX 5 B (10.0%) (2.
E148Q-P369S-R408Q | ZFEEMIH 6 151 (7.1%) (TR HAVIZs, R TIIRED H2RioTz,
VL b MEFV &5 1 ORFEDZE )N PFAPA SEBINZ 35U T RBHEE TR BTz, T b OFERIE PFAPA O AEEAHIAl 1 &
L C MEFV ZEBNEERREZ R L TCNA Z L Z2m LT, 5%, & BITEFIZEEC LR Z2 BRI TETH S,



P-21 NLRP3 Leucine-Rich Repeat (LRR) [CEEZEH T dE 2 AAEEAEIREED 2 fI

OARE —E KIE Fo SpA B3 gk k7' gk S80Sk m%E L HA M
&f JefE?
MR KBRS SRR /NIRRT, P ENORTRE R R L 2 — /MR

[1Z T ®IZ] NLRP3 B ORFIZED 7 T4 A U o BhEE AR L R SN A EEEA 2525 Z L bin
TWD, B FH% O Hot spot 1% NLRP3 O exon3 | T 273, exond, 6 |TBInFARL AT HIEFHHE S TWD,
YECIL, LRR Z4#A9 % exons (ZERAFRD, MBI 2 7R Uiz B COEMEREEED 2 5128805k L 7= T4
%o &) SR 11X 10 5k Z R, 3 s DI A1 O FBEFIEZMR D KL TV e, 9IRS FRNC 5 0 AR 518
PEABIESRBRREIZ 238D 723, e T UWARIC L U BB U, DRSS EI TR L7, Tel-Hashomere F2MHikk
YeZeiiiirz U, ZERRMERI R & ol U, R 2 13 3 i B, R OFFbilER ER- 20 | BRI 2 F 80
FAEZAE L TD, JFET. PSL NIRICK ViS5, [J515] NLRP3, MVK, TNFRSF1A, MEFV (s iftT 4
1T MIEA B A B I OBEIMERD S DOVA b A A A% ELISA 15 CHIE L 72, HEK293 i1l Z ASC & NLRP3

(B AR OB | 7203 Pyrin (AR OERAY) 2 @R S, NF- « BIEPEAIE L7z, ASC ZZEFRH,
HEK293 PEZAEEE L, NLRP3 (BpARU K OVEFRY) Z—mMsBl S, ASC IZ & D speck TERUHE 2 dt Y& Yu il Clg
L7z, [FER] SEB) 1 1%, MEFV B{x12~7 285150 P369S-R408Q AR AZFRD, JEF] 2 1I~T n#EEMED
E148Q-P369S-R408Q A #4580 7-, F7-. MHEMIILIZ NLRP3 s 12 ~T m2AMED G09S B 4387, ik IL-18
W, ER 2 CIERVERE, RIEREE HICEEE R LTz, M IL-1Ra 1E, WHEFICRIERNZ ER-25807-, H3 PBMCs O
LPS HIB4IZ L % IL-1 B PE/EIIER] 1 T EF-23867-, NLRP3 0 G809S Z5 5%, HEK293 #2181 L 7= in vitro DIHPEFE
BRAIZIBUN T, NF-k BIEMEOF B EFIIRED o7z, —F5, WA L Hig LT ASC O speck TERUBHEE AN L T
. MEEREERIERTH D L EZ b, [#22] £ 5 NLRP3 OFSEEMHTIZ I NF- « B iEMEFZERTS1F T2 <. ASC D
speck TERKIER G A HTH 5 & bz,

P-22  [EIFMUDIIFERZMIESN MEFV BZFICL110P, E148Q cis EEREBLUIC 1 R

Ol HEf ' Ve f2—R5 ' B AN s HEsc' IR F2 vk —RE A IE!
VBB S ANRRL, 2 NIRRT R

[IZ CDIZ] MEFV s 153 1 35 A A 5 | & L 23723, FEMANNZEIROBFICHIRD D Z ER3H Y, AN
BN D alRetE g S Cnsd. DEfI] 12 52 2 ke L 0 F, REEEIOIEHIZ 38R, IR, &%
0 LAY o~ F LW ST, BRI D E T, BEVEEDIRN ENE L, HEITAIC 2, 3
[BIFREECHI O e I I 22 o 7o SRS 2o e 3 25 RIEERD ien o 72, Fushilk « U o~FR+ - HT CCP Hiifix
Pl C, MMP3 [ 33ERH i 1392 ng/ml £ TEF L2, AV hLFdk—h, IV VEY, 3TV RLT7 7YV,
NSAIDs (2 L DR CITEM Lo, a1 &217-7-& 25, MEFV @ L110P & E148Q O7 2/ i@z [7l—7
VIUZEED, &2 —HOT VMZITT R/ BEf A SR 2807 o7, 2LbeF % 0.5 mg/H CRIAET 2 & B
JROOBEE L FUENUGE LT-. TO-OMANTHE TR LTz, S5IC 1.5 mg/H £ THE L & 2 AREROFREMETH
JeUT-. RHIPIENR, MAIEE, SEROEEUE, ANAL60 1575 SLE % & L CUBENE TROBEIZ SN TR Y, RiTHY)
EUFPEY U~ TF LB ST, ZORFENEICRETY v~F LS. BIE THREE CIERHE L110P, E148Q @
REERZAL, RITELER U T =257 AEFIE MEFV &n AR E Ve F o ORMEN D, FEEmHrh e
variant EE5 25 2 ENTE S, [FRE] BURMEY v~F LS QOB OIS, MEFV B T ARA7RD, 2Le T
CSHNSIERI 8 5.
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C REEZ3|

St VRSO L LS SUFIAVEIS—. EFE  BESERZHRIERS. :
WS: =023y YWS: BEFEFT—o3v T, O:[&E. P:RRXY—

‘ » \ S Bz S1-3, WS2-1, WS4-1,
e M= P_12 YWS-1, O-5, O-13, O-18,
P-13, P-15, P-19
HE T P-19 . .
BR EA O-19 S EZ WS2-3, O-9
5:E7|< i 0-24 55 ERF O-19, P-1
BA N P-21 =H Bx $1-2, WS2-1, 0-6, O-7,
0-17, 0-21, 0-29
B BA O-15 - : .
ot Ws2-3, 0-9 A 5L O-15
I $HE 0-10, O-11 i% ;; P-17
W 8 WS3-3, WS4-4, O-8, O-14, H P-8
020 A BT WS3-2
 —K WS2-2, YWS-2 L% Mz WS4-3, P-9
XY R WS4-2 fJ% A& P-18
BER 52 P-1 FHII & P-14
ZE FE S1-1 WH &% P-4
GEEFE 512, 0-6, 0-7, 0-21, 0-29 AL 2 P-10
XE = 0-22 SR Wich O-15
A OBEA P_11 iy /NI EET=F—1, WS2-1, O-17
H TE YWS-1 LU #HFRER O-24
AR FOF P-7 iy & WS3-2
BE IE P-22 I WS3-2
BEE =%H% WS3-5 O-17 TIRE Z8 0O-28, P-8
FEE S Ws32 fﬁ ﬁ_ﬂ% $3-3
T+E & 0-2 W = 0-8
WHE RIT P-7 REE RE P-1
A - P-3 RAR 163 O-19
A Al P16 RE #a3Y WS2-2, YWS-2
AF 1B% 0-28 P-8 XKE B P-22
, . _
a1 =:: WS3-4, P-11, P-14 *f BAF P15
A8 fz P-4 RER Bt WS3-3
AR IEfT P-7 KH P-9
—¥A G 0-8 KH %5 WS1-3
RE 1588R P-12 i; ?iﬁ% 0-24
FEE F— WS3-4, P-11, P-14 H O-27
Pl S P-3 A FHH P-21
R 2 P-¢ KIZH #id O-19
P RE WS4-2, 0-2, O-17 A BT 0-29
Bl 2288 P-19 KR R WS1-2
=m =+

FE =B WS2-1, WS3-5,0-17 AR S P-17

#wr B¥ 0-28, P-8

fH &— P-2



fE IEA WS1-2 A5 BHE WS3-2
B ER O-19, P-1 JRE —4% P-21
RZAS &3 $2-3 2ARE HE WS2-3, O-9
T R P-4 R BE P-6
BE &A 0-28, P-8 AF 78] 0-22
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