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bEDOT/NNEY o= FHEBEOBRNE RIZOWTHRT %,

I e
2000 4E M KRR F AR
2002-2004 4 FEIR T R e/ YAk
2004-2007 4 R T 3 K22 R SR T s e /N Ja
20072011 4¢ BORT o RFESEE Kb

COMICRHBFEREOD L. 7 AR BKZ ST O (SROFEROMH) ([ohtF

2011-2012 4 HARRAE iPS MlaARZERT (KA F2)
2012-2016 4E M T 3R/ NEEE - Bh#
2016 4F 4 A- FORERI SRR SNEE - B
[ s

M - RS, EAAE. 7 A SEEY

HA/NER S - fREE

HA ML 2 - FREEE
HAVNRIME A A8y - g R
AAE AR A& - RAERR

H ARG RIS A & - WP
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AR ZBDIBMED XN =X

AT A
S-2-4 REEUEMAZNERZHE

RIEIE. EERDPFEERA ML A Z 2T 2B YR 5tMie 2 PEkk L CTEE M2 MR 2 120
PLRAERRIETH Y MG EREO —AH ) . W%, SO AT — FOEL & ) 2%
DR THMT %, —FH. STOIEMHDKE T, 55 < ORI 72 KAEEIS B 23 F6E 9 5 i 1
= BIIET L KT Do BIRAL. AL TR AF R v 7y Fa =Lk EOkkL 4
R ENOBE G2 S, BESEIRNHmE DO LIRS 5,

RIEDHEREICHG T A0 TREHEMETH Y. ZO5FRMEETITEEGN T & REER
DM DOFBEE T 5.6 21F, HOSEM R BT — @ n TR 2 3B L 3 5 BBk 5%
SEVERR B & S 2 A NLRP3 BIEFREIZX S CAPS TlIA v 757V — 2 0\IEHALIZ X b A4
35 IL-1B OMFEAEDTRE L TEAES o F 72 ¢ - VEAHERRE X, PSMB8 #In AR %2 LA L
L7267 a5 7V —2OBEIKTICX 22 EFF VLEHOERDST A A A4 v oif A
ZRTo DI, WAR=ARZEFF U R EEHEEZHRO A D= A2 0 “IE LW iEHL
DOFHREDS SIEDMEBPEALICED S LR TX b,

X THEZBIIBOT, BUERIENDHNADEAL ¥ M, % L OEYWFBROENAZE H T
HDHLINZHA M IA LV THDI.ZDOFA M I A4 VORBUL EELXN)VH L0 EiLofRE
BRIOBRBE TR SNLD. %4 A A~ mRNA OFREY) 5 HFaERE D BEREZ KT 2 &8
BHOPZholee BRI ATT 4 T 74— KNy 7 %0F5HXE RNA 55t % D Regnease-1
% Roquin OFEREFRFE A Z NG LTV b —H . KIV T4 774 =Ky 70%RE LTI,
STAT3. NF«kB O RIKHGHEAL FI2 BT 5 IEREH LML Z ED/2IL-6 7 » 7O Y AT A0 K
SEDFHRICH DL Z ENbhroTWD,

YA ML ERA LN THRY 72y boOBREL B LREICES 3 5, KYBiH
&L HITHHAERIEICE DS Th17 MO LFHEICIE, BRI E TS 2 2 MRS
WHTH D, D7 Xy MAFE A EbI S & Thl7 il IgA AN D Kb BN 7o —
F OELINA S Dysbiosis E W) BHIRIETI K ROONLIHIEERT . T RKMORIEELIC
B ZHHIME T MilE, 20X M) U 2 BMRA LT 2B BOR 7 £ F Vkic X 0 5L
BN BB EER OV VR CIIEEGEEIR XA ZEPHL N Lo TWDE, INLD
OMIIENRIEDOERIIIRBER T OGP REWZT TR L, TS HRIEH L5 T Ol
BCERE, 5L TWAIEEZERLTW S,

CDXHIT EBERIEITH 2 5 2 IEORMEALTIZEC BRIEFH 5 WVITERBEER & w
I BEA B T DMK A D o TAEREMMINTE Do KUY VRV T LATIEIRIED A I =X LI
M9 5 RIIT DA ROV TS 5,

B
1991 4 3 1 SRR S PR B S  3

1991 4 5 J1 SRS BB I A

1992 4 4 J1 R 205 LB

1999 4 3 J1 SRR BBk B RSB LR T
1999 4 4 J1 LI 5 2 5 SR e I SR B

2002 4 4 3 NS FREES 7 7 — S S
2006 4 9 1 R A5 A 2 SR B SR £

2010 4 4 J1 SRS BEREA 3 MR EE

2011 4 4 J1 RS 2 205 B 2

20134 4 J1 SRS BRI LR

(g5

HA/NRR S, HAUR RS, HAY 7794, HARKRL
ART7VIVF—%&, AN o~ F28, HARFHEBIAE %
HARGEAEMIE R WA &

e,
A
E2N

51






T A4 N—bB







BIENEY JIA DB EIC AT 04 FREFMHED
FA4R—N] :}—534:K_f9_%D§¥%

HEE R
HAXRZEFNERZRNERZDE

[ RO WG | BAREZD T — VTTO TU4b%iﬁ%<@%é%$é$ WCREE L 2
TEF L7z MRV ~FHEDL, ZORBEICH LA ERERILZVWEZATT, —H T
mﬁﬁm\ﬁﬁ?r&tﬁ®ME§€%f%i@Aoﬁf#%ﬁﬁmiéiﬁ\w#u\him
A7 REZENZ 22 00VNE) I FEIKRODOLNTEFE L7z

BAETY JIA OEFEIE, A P MLFEF—F MTX) & EWENEFOEAIZL ) KELEH%
LEL7 39, A704 FEOBFIZLL Bo72DTL & ) Ho MTX & AEYHREHK 0 A
VI, & ARREORMAHEE L2 ORHIC, BHOBETOAT O A REDOVIGIVHPITE
bolz®, FHiHliL TAIZWEBnE§,

COTFTANR—MEETIZ AT70A4 FEAZMEHT L EHLZVOZE2S 2 AOLF A3—
MCHEZ L TW22& BIMLTW 22 CERIZD BBV T RISHETE 20 %, BI%OIL
WCTYVx v V%L TWEETY,

SETITNRY < FEMEDOH 42 S BROBIGIZBENT, A 704 FEOFHIZOWTSY
V7 —=Hhy MIHHVTELTBONEDTLE ) Do ORI CHEDOBEZ ZEMLT
W2l e BnE 9,

T A4 R— MM CIE, BEIR JIA & L CE BEiRL & A B ER &2 S, B g T AT
04 FEOLEEZFwM L TW22& 9, &85 (B, #E) 2H0IC#Hmae LTwnk2
&, BAMINTESHEIBRIL E LE50 70, S BET JIA IR 2 G BHES MBI L 7256 D A 7 1
A FEMAHIZOWTHERLTENILEEZTVE T,

AT a4 FEIZ, MTX USAOMBOPLY) 7~ F I X 5@ G A1T7- TH, EROUGE
BHAONLWIEAEIHEH LTI VORBH) vk 2ATY, FH OGRS O A D I
D EFonFEFTH AT FEOBEBEIIERINTVEDOTL X9 0 ZOEMIZS Rk
A E BwvF 9,

BT NEE S BRI O EREB K E LT, AR5 AP G- 0] Be 2 AR Tl R 12
u&biﬁﬁw%%ﬁ%u%fi B CAYFRBEF MM T, Skt v FED
D TERVIEAIE, —RED L ) RIEBER L VODPFEE D LE T RIR T EORIRIIE
iott@K\Em%%®ZTD4F%ﬁﬁk@?bk&%&wiﬁéﬁﬁ%WDiﬁhdk
ZZTVWET,

FEOVDHDLTAN—DMIRDB L), BRAOZTH 2 BHVEL T,
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(EEEVIR

[N
HBREERI A SRS R TR TR S

TAN—R]

v aa)F a4 F (glucocorticoid : GC) X < 2 HIA ) v~ F W B T S 5 #HH|
Th 505 HHE JIA ITBWTH 2O LRI SREEH 2 ]I L TS S 5 3 58 51213
HiPITESS & 85 (RO - 19 255 525, & 2 TIRABEI% - 2RO BSRERICNT 5,
B GC B 5-0ARMMEIERmOMN E > Tk X5,

GC 13 GC ZBMRIHEAT HHWT Fa 7T 7 I % KV E 2o/, M/MGEELR T
TNF, IL-1. NFxB R D7 Eh 4 > - F 4 bh A VELEZIGHIT2HTHREZRIET 5. &
JEFIBRY GREE, ) v 3kilEl, AR Y) LB (B R Mg o, BE
WAHETEAE ) O E 2 I3 % 25, ZOVERIEFIZIp oY) 8Bk E BEROWBADERH 28 CTAEL
b0 GCOIRRKDAY v MIZDORIEEFMNAFEIHL L OHIEROR R LT TOREH O
Ty U Y8BT G 4 BERIR ISR T 24 BRI IS IR ST 0IRE £ ThRIET 5,

—h.\ &5 GC 51T FHEAE, Ry, BEEE IVEOHE. MW, S0, &Iz & 4
ORWERID D % 720 F O J7iE & IS I EE 2B K T, ERREVBS 2 E3 5,

JIA @ anchor drug T#» % A b b L ¥ 4% — | (methotrexate : MTX) &, ®EFHH T TITH
1~2H»HEST 5720, EiEGC D A1) v b EAD L THEBENAFINCHELI’ O bridging  ther-
apy & LT GCHEFIICE D, BIBOFA - AENOREELKT I L2 LD TE, MTX
IR T TOBIZDO QOL 2 EIFAHENTESL,QO0L % EiF A Z L T, [EIRFEE - SeEpEE -
B RREE - AFMER (B L) - EEIAE R L HARKIEN D < 5 RN E L2 BHNCHLD
Br&E. AR IEELREE LHSAEEERICLTTOINEY) 7= 3 VEAZIIFIC
ITH) HhEFEE NS,

i) o= FBEICBWTL, HEY I FBHIA FI7 4 22014 TMHEHAEAT 24 FO
EHBGRIAEFLOFEB) A7 2HET L7129 2 THRET S (HEROMS 1) | L 3hTB
). EULAR ©##&Td dmg/HZ Wz %2\ GC G IZ RSBV TH A ERLRIIMD T
BhpolztEIN TV A,

Dk, sz [MEHRE] & BHAEMZ TMTX 28383 o/ | 2, fifgg
 [BERICE AL L PENICHBET A ZKEENSZF L HEAEPRESI N TV DI
BIICERE L. R oRIWERX K - BIEHESRICTEE L LTIT) GC g5, TH
HiT JIA OERICLE] EE 2 5,
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TAN—R]

KEDOAAL =7 ) =y 7ONYFREZED, BEEY Y~F RA) ZavFVy (AR50
A4 F)DE LD THG ENDIF, REFMESD 68 £, 1M48EDZ L TH o7, 1FIITEE
D725 2B 7= F D 29 i tEica v F VY 100me/ H S IRTES S, 3 HERIZIZE T %
WITTEDLEN I o2 MESINTBEY., ZOMEIENTHo 72 ERGETE S, 1949 41
ANV FEMIZMBD 15 D RA BEDOEFRIFE & HITHEMMEICOWTHE L, B4EICEIB R Y
OB LzavF 2N EE Ly VL A7 uf FERIELAEISAey 294>
Wit yio 7 —WEHY - REEEZZE L7 L2 L EEERIZIZ IV F U VICIZEE LR
TEHB X ORERLPIRIC X 2D 5 Z LRI, AV FEMBASBEE~NOHHZHD
BBV BHEELRZMBEZEE RS20, FREBDESANTHEADEY TH b,

PLIERN R 2 HI9Z, AW E (IVvF Y =)V 5-10 mg/m’/H) % kb2 ZA704 %
SHEMLL EICODROAD L VIIFENCTHEARGTLHI L2 [5G LERTLEH0E. £
NEBIBICHGTLHIC, TORY Yy FETFTRXYy MIOWTEZLIREITHA ),

A1)y M, BEEHRERORERMIC X DO THEMTH 5 5. SBERINCRE 3 5 L BHinE
R ESELNEA PG CELEICDH D, —MBITA N FLFH— MESINZHY v~ F 3T
BRIV T 5 FTICELS CHORBAMZET 2200, TNFEFTO[OLERILELTO
HEZMEHETE D, —HDOTF A v ME, BLROZAL (P OYEIENG, W0 RS, R% 3.
B, £, BER LY, BFOUHE, By, SHRE. KBESEE, Kk, mMELA. &
FREEE. BRI, BT 2REBEE. R #1925 5 WIZEER, AEREL L, SR E .
FRPIRE, IR, R, BRI E 2T B o AEERY 72 s A BIEE T & 2 W EIBHINHR
BICHLBE T BYYEICRE LX) RBEDO X I L ARFICIZAEMZN 5RO 2-3 5. K
Fifize EOBEED A+ L ARFITIIIRK 10 R EORHAS LR 5,

4% Pro-Con RE D720, L b3d A58 4 FOLEHERGOFA) vy ha@miiL 271
Yo afT) T 8ilhb, Ll [TXTOMEHR JIA 0BS54 H 5\ [Hixhiodk
H L] % EOmE SRR mOTICIEMAE D 5 L 13EZ I v HRFU Y YyOEAN TY AL
TVANREINIZEHIC, BHEAVT—AHF) IZHb. EVHLTA ANy ya szl
T AT0A4 FIZETAIMEAET D, L BOEEIR JIA BENOEG oM 5 2 & %2 Uif
LTw5,
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INE SLE OseilfEE—IVCY Hh MMF H
F4R— K2 :k—§¥($&~9—%D§¥%

HHF &8
BREAFEFAIREFH

SLE OEMmPHRIISEL AL ERTI DA TEE L SNA/NEFIZBWTH, F0 B
10 FEAEFFIT 983% IEL TV b, ZOFEIKT, SLE IZARROBILHEED S 18R ENEE
P BRIT 7205, TG, PR E, MM R E . KBRS BEIE 2 & AR R SAN T 1 72
FE92 ) 72 U event—free B2 10 447K IZ 66.8% 1238 X722\,

L7245 T, /NR SLE OE#E A, BT 2D 1/3 12584 L T B fisi s f 5 o ik i 5
DOFEEMATEIIE L, AEICDZ> THIBRO 2 VWHEAEZRMET L2 L TH 5,

THROUWHEL, I IEIRE OGP S DM APKE L EEH 2 R L2 EZ 5N E
B 7R 7 FFOJERI Tld Lehman Ot (1989 4) Lk, IVCY 2D FEHZHEDOTE 2, —
Fy 2012 SEICV— T ALK T 5B A 4 K54 A3 ACR. EULAR. EPE AR KDIGO
D 3BEREA H R I N, ClassIIl/IV V— T AF R TIZZDOWTND IVCY & MMF 2 5 #IR§
AW ELZe L., SNOSDBETA KIAL VDI ETF YAV —AZEANSLE TH Y,
MR SLE IZH T 2REHR T ¥ X 3D TZ L,

ZFD—F Ty RIFTIEIBMLUINEIS A 20 72 MMF 25, 201547 BI/hBb & —7
A RANDNHHFEDED S, 2016 45 HIZIE A 7 VA O AL ST BREHHE THAS
FLDOFIRELS 2L ol £ T HHEMHREBLZFO/NNESLEICH LT, T b0
IS & L CIVCY & MMF O &5 5 2 @R g X & 9, ARHAELAE (IVCY) &R EALEE
(MMF) IZZNZFho3EH 2 {34 558 2H- THE, ZoFHERLEE IO VWTOTF 1
NR=I2REHLTHL 2 R BMEIE. ZRIELEDZDOZADT 4 R—=F — 2 X ik
ZHLATHEHLE DI, ZENEFNOFMEZ MM T 25 252 2. a—T 4 2= LH
HLTW5b,
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IVCY DIZh'H
FA4NR—K2

ARE AF

BRE kIR R

M) 7~ =72 (SLE) 1. Bz &ke RlEarCBEL 5 2, RRICIXBIENRRE
R SEITEGMIRETH 5. FD K9 LREBIIH LT PSL 721 TXFI 72 22 o 7 il e B &
Z. B FES 2O R (IVCY) Lo THEICHRIL TE2BELR D 5,

ZORRIEIN =T AFERIZE EF 59, ke SLE 2 EOBIEH A PHEIC B VT PSL 12
Mz 5 %EMHEE LTIVCY OFA%IIREINTBY, L) EELEMICBVWTIZIVCY %2
HWW - ERE A2 F Ly (Ntali S, et al. Clinic Rev Allerg Immunol, 2011) .

OV — T ARG 5 AR LA L OBIEE I T OB mFEERIL. mPSL 2OV AFEEE A 1AL gk

FeL7-#EL D b mPSL 7SV A +IVCY 20 L7 BHEO A ZICE > 72 (29% vs 85%, p

<0.001, Gourley MF, et al. Ann Intern Med. 1996), IVCY IZB L T AREAEDH B Z L ITH

HEOLEETH Y B AL IVCY B X IV ZDHT V7 ASKT 5 IVCY I2B W

TI&, B AR 2SI 2 72 study DL EOHEDTE S LA WREMED D 5,

« NP-SLE : SLE 2 B1F A FEAE IR LR 7 & OFEIRIZH LT mPSL 73V 2 +IVCY T %

f1o281F BRMY <~ F2E5h 6 b RSN TS, RCT Td NP-SLE 2% L C mPSL

PVAHME D § IVCY # AR LR THELRYEZ R L7 (54% vs 95%, p=0.03, Sto-

janovich L, et al. Lupus 2003) o

F 72 IVCY &, 57 2 a2 3t E NS & 5 Bh &gt R0 th i s IDe 2%, PERRBR RE R 5 70 & DER
FTREBMEH AL v, LA LIVCY IZE S F CREWVEHRBOER D V., L )24
AR DL INTE T2 Fhon V=T AFRIZBITHHAED IVCY & 500mg/m*/ H D 6
G TRHE %0 BRFEEDID L L o Twb, TEREOE TSN LTIE. /MNESLE
TIHEAL L AR TEBIV LW EHIHLRIIEIN TV S,

—J7v MMF &, AT F MRS D2, IHFMOEEI T LI A Vv T2, K
KTH/IE SLE xR OZ &ML T ST v, 20720, @&
T MMF 2> SO 02 Ipfils 128 2 5 HEDIRR SN TV B, ZORHIZOWT H RifEE
ThHbo MATRERIGHBOEER PRI T LD T 725 Tldk . REZERTTIZL W,

/INESLE 138N SLE LR T, Z0ORBIZX ) AT, WRIEIEETH L, WAL X
0 B 7 THRBLEIC. o 72 I IE 2SN BETH 5

L7253 T, /hNR SLE OREICB W Tk, ROREWREETFHRICET 2T v A0A
HZWMMF X0 4, XV ECTEREINLIEF Y 20H 5 IVCY % JREIZIE U ClEicE A
THLIEDNEDLNS,
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MMF DIEH5

R Rifc
BRI A RS RE SRR RN B N ERS

TA4N—h2

V—T AR (LN) RO HET) 5~ h—F2 (SLE) OEEICBWT, GEIHZRIZL
SRR GFAETH ) BRIZ/NESLE Tl 2704 FE5RZ2RNRE LoD BIF 2 EHT
% &M 5 B CTRIZEMHIZEOFBW ML T NS, ARFECTLN/SLE IS REZR A D %
CITAEIT e o TIER KGR - WISEMZBETWDS (VY E Y 19904, ¥ 71 4R 2007
(A7 —BEBERIZ) ., THEFFTY Y (AZA) 20114, ¥ 27uakZ277 3 F (CY) 2012
EYYFIIT044E L FOF T r7uuF s 20154, 3372/ —VEEE7 = F )L (MMF)
2016 4E) o {EOBIE D 2 722 L13BE, VI FENHTNDEE L Ro7205 T A HY
7w F 45 (ACR) 225 LN BT A K54 VPR EREIN 2012 EDFETRIFLE IR TV
#HE MMF TH A9 o

FEAA KT A4 0 TIREMFEAREIC MM £ 7212 CY %, #3912 MMF 7213 AZA
ZHESEL 72 BlH LN/SLE OfGl % 0 U CHERE S 72384005 MMFE Td 4. MMF O %),
LAEVEDMH] & A2 LZNELEE OHIBHICHES L ZLIRED T T Vv, AT BV TIE.
WA - /N LN B9 5 MME R EFRAS (2014 4F) OF5H, LN #IS8 i oR i &
7% BAMNE BEMEAUR S N7z RIBHMICE U CIZBIAR IS0 2 M 247 21X L vo A
HONFEA MMPREE=FY) ¥ 7L v 2B NEEZ KT D00 HSREFBEM LS 2k h
£ MMF OF R %Z EI250 < BAHT 2RISR O N5 LiEET 5,

BEEEAHERRINTD ) —H D CY MR ENOBEBENEZ AT EPALNTEY,
MERFREICRIM LG A0OBEMREADLZD, REGEOFHRELET L, CY 7SV AHE
(IVCY) I3 & 13 v 2 ARl %2 AET 52 1240, FRICH¥IRICE 5T QOL N8 E K
139, BIEREBKIZE 5Ty MMF & CY & “WIFNh % BIRTREHEH" & LTIRREN Y
BFIELLEBENTREIEIHLDLTH A9,

LRt Z#FE 2. MMFE 13/hE LN/SLE O —E R TH 5 & 0 WMz bHigim L7z v
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el IVIG AoD2 ) IFRICXI S TNF FHERA

IIF3VEIF-1
HH &8

Bk E R

NBICTERE S % MAEREBERED 5 B, IR IgA MERICKRCTEWIRETDH 5. NG
BRI X 2D 5 50 R BB LA, ZORENIIBETOIAHTH S, L2dE0%
HEIZDFALDHATICE D S FTMDO—EE2 25 THEY, 2014 4ED 0~4 iR AIT10 HdH 72 0 7
BRI 3080 Ll E & D (55 23 & EHA) . BWEOKRKEITZ @8R 2 EI TV 5D,

Self-limiting 7 #IEHRRE 2 45 & 3 2 IR IS B VT, ZOEHE H 3O REREE D J &
ETHB, £2CT. TAEY ¥ (ASA)+5E 7 a7 Vi (IVIG) % 17 Line & L7224
BHETA FI4 oL S (2012 FI2KET) . 2014 FFIIL OB EREE L 26% (LK 1.9%.
¥ 1.0%. EAE 02% 7= &) 12, JETEERIE 0.03% 1294 L7 (56 23 I E A o

LA LA 5, fEl IVIG 2k B ANGEIAS 17.1% FE7E L. Z D 25% (EBIREZE % &0 5
EDMENRD L DS, ABNI LT IVIG F#H5-(66%). A F VT L F=va )L A
BE(AVMP) 2 &t 7 VvaaF a4 F(GC) (24%). HaiEiphl# (4%). Infliximab (IFX) (4%) .
M (2%) 2SBIMENT WS, 2D 9 H IFX IE TNF I3 5 F 2 FHRTH 1 IVIG
+IVMP A )G sz 6f L€ IFX 2 $%45- L7z Burns 5 O#i (J. Peditar, 2005) (285 %
D, INFETOEBITORED 70— VICHEINTE 2o 2O L) R 2T RIS, AT
IR RT3 2 B AR RBRAS 2012 4E0 SR F 1) | 2015 4F 12 A2 IFX IS AU SEBR G TR
IVIG R332 PBs e % B L 720

W T, IR TO)INGHEIZ BT 5 IFX OF ML 24t on TS 5, Hicigs
WAMERT 5720, R 5 ERMR i OB % E N7z, IFX 1 bmg/kg & .0 TH 53
%03, FEBEOPR G TR 5B BOS R2lH O BGWEICN 2 . HBV #7&4%. BCG # &t
Ty F 08B, dsDNA PURO MBIz I3 E 23 LEXH 5,

VT IFX 25380 TNz D FNNIEKE O TTH Y . ARFTIZAERHEE 100 BloLhEIZ IFX
PG SNE L) HRIZEHO L WRHMORRIESTTHTH D, €2 T, HANEY v~ F%
&y AARNBIERERY S NIBRFAEO 3245 TIE W L OliligdEse (PMS) BHE
AR L TREMDOEREIT>TBY . PMS O S KIEL 721,

R
1977 4£5 H FEVR R KA N AR R AR
1984 4E 11 A F BT
19934 11 A Wl
2004 4210 A FE VR B R ER I MES R BN E SR B
(~BEICES)
(st 2]
1991 4E 3 H MAY 7+ V=T kS ()< FHERENTEA) 199247 H$T)
1999 49 A o BV ZUNERRE CCEATESMIFZEE) (2000 457 A £ C)
[V A= 55 18 A8 T 22 9E )

NSRBIV R BRI e S 0 Bk - B - BRI - TEEURENIC T A 05EHE ()

- HOKIER B & 2 0 B3 2 il iAoy (54)

WA MR BBORIIZE RS AR T L LR v F B ORI - EREESEOEEELE T YT 223
SWBHETA FF 4 L OFEICHET B9 (44H)

- BT v F (RA) REMERE (IBD) BELMRE IR, HESE 2 EREE O (53H)
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_ L R R RAEI R D2 — R A TR EEEN R R & (DR —
IJF3VEIF-2
e £

FRET & GRS

FAEVERR SRR % (JIA) O BE TR ORERIEATT 256, TTBENB 222352
EN%\ o LA LU OFER CTEIENFZEI 2 0123 5/NEDZ% <13 JIA L3R 7% 2508
JFRE o> TBY, 20T —FEKNA & LCTRNERBENHANE 2D é%t%@—%ﬁ%
K JIA DBWE B0 —EEHNFIEIZE 5 TJIA X, LD TITNICHEBTLIHED X
) BRIRBTH ), ST B LT, BFEEIREOBRITICOD AL WD, RELTH
RLEHBLEVWHEVEBLEEZ BNTWS, 20T, LI L WG W ICE S 2 E e
MNELDOZREAEDE G- LT w5, —F . ANBFHI B W TIZ, W ORERZ FFRE 3 5 BE KR
T, JIA ZERNZMOE I M E 2570, JIADBREAINTLEY Z &340 %0, Ly
L. MRS ﬁﬁ%kwT$%¢5¢ BRHE DL i, WIS MM TR AR SR v
TELHDJIADEL FHIHBGMBLEVWER ) FRICT F oKk EEb 2 VRO
JIAIZBWT j;%ﬂ%ﬂﬁ$@ﬁﬂ SWIASZEHTH O REIIZH IR AE RIS X 2R B W 2
t&é% R\ MBI AT L CHREEAT ) 2 M%é%%@%éé%ﬁ&w%é%%éfﬁﬁ
D % \g@;ogyﬁ«®77u FDE T B/NER L BN BRI EE T A 2 L
;ofxﬁﬁw®%ﬁ%ﬁw%of BRI 725 T b, L#LU#v%ﬁ%$%$Wk¢é¢
%ﬂ@®%<uw%%%%ﬂ@tﬁtﬁ%%té:aﬁﬂ ELRBRBIICIE R < Al o Rk AR IF
X ZNNCI W2 7210 72 D L BB L T 5,

K%ﬁf@J@ﬁ@ﬁ%%IﬁtT%$%tk@l5K77U~%LT: IR D D, 5k
AT L & BRI % & BINEHE D5 SIRH T 5 o BARBIIZIE, ANE DB D% A D
E@kaﬁF@%mFﬁﬁfﬂ;%l%%%ﬂﬁﬂHWW$Hmﬂiﬁﬁ&%%kN%Mﬁ
FIERITEEREITY b vy — 7B IDES B ITEARS I ITCRMO (181 H 5 i%%’%fﬁk ’%ﬁ
R)INE—r—9 =754 NN=rRIIEREGESEINFRENCEIN+ A7y b -
?v&~%ﬂﬁmﬂ%r&5®%%mm2\ﬁﬁuﬁwﬁﬁﬁwM®E%&Pm%ﬁ%nkﬂw
IR RS [ KRB BT RO REI VT A, JIA & 2504 [ BEENIEE
BOL DRI} (Microgeodic disease) J. HELFEEE 72 ) 22 5 [FOPE (BT & vkt & PH %
)l 7ua74 > C-SRZIEL AERFOFRKE LTHI> TB L LEDD 5[ RKEE B RTEIE
RIS X %9 BORATIIITW ERtE-> F S &) Mkt~ e Il vy va— <) — - by —
AR R EWTOWT, ZOEBOBWHEM % K OFFTIR ) @3 L 72w,

T
1989 4F THRKEPEEI

4 THREERIFEAR

1990 4 e BRI LR

1991 45 SRR EVURB AR

1993 4 W15 B A1 B

1994 4 e BRI

1997 45 TR BRI VREE H
1999 4 ey 2T STV

il ERANP st L
2000 4 BB AR TS B

2001 4 THILE & b RBAAFHE R
2012 4 R

(&% - e B%]

Rt HESEEERAFEME, HERREE) v FE, HEMARAR=—Y F27 5 —, BARNEERARZAFFHE
HARNBEfiZAF®RE. HANERBEEIe a3, Mk 8 B J#%EZ R, Editorial Board, Journal of Orthopaedic Science.
5 26 [0l H 3 x5 Rbti B e R, TRRPEIVEIIE R EREM,. Il KPEEAVE IR EhaE i 2 &
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spEEssE n[eaction AEFIDFFE

OZM BF. i B [ B, T#S &5 78 B9, 50 5%
HLBNERBEERG Y Y —RRnkr

[H/] TCZ $%5-F5(C InfusionReaction (IR) 2SEEZ Y, 52 Wiat 5252 WIERDH 5, IR EFOR# % H
T L7z 3Cikid A7 < MBEDSER 2 F W CHRBIMICHET L7z [J7EE] 2004 45 7 A A5 2015 4F 12 H OB 4 ke
T RAEVERRSEVE R 28120 L C TCZ 3EA L7ERI &2 5 & L. BRARIEIR, MR, 4 bAaf v 7ua7 74
Wip EeBEt L7z IR 3 5-HEMIIcE wizo, BA%EG 3RHEFTICIR ZRI LA (IR &, 223k
Mol BE GEIRBE) 12 Lze [RER] FERNZ 40 BT, IRBEZS5H, JEIRBEIZBBITH o720 IRBIAZICY
K - AKE - SERSKL REDS ) DA T A MRS o 72, TCZ BEAMOMEME - 4 bAAf v Tu7y
ANVICREEAZRO LD o720 TCZEAKRTRTORER T CRP XM ERE R & %5720 $5-3HHFETIZIR
T 4/50), FEIR #T 1/35 1T CRP 28IEWHE & 72 o 72 (p<0.001)o IR i3 &BI 3 MBEICHELTEBY ., EIR L
DR O MEARAE O L TlE, IR BT WBC - CRP 2 BICHMETH 5720 T2 TCZ3MHEROH A A4 70
774 NTIk, IRETSINFRZPEZEICEMETH o720 14 M AL v Tu 7 74 VAL (TCZ3 bl HHi/TCZ
BAHD ZMETT 5L, IRFETIL-6 OZLREPABIIEMTH o7z (IRFF : pyefi 183 #iPH 45~1086. JE IR
B RULfE 1.0 &P 0.1~154. P=0.02). IL-18 & b33 IE IR BECTIRWEHITICH > 72 (IR B : Wpyefii 112 HipH
097~7.32, FEIR B : HhJufii 0.70 #EPH 0.12~145, P=0.07), IR BEOHTHIE L7z 4/4 4 TH TCZ Hutk (IgE bifk)
Rz, [Haw] IRIEGHIAEIEAROFE - R - KEIMKL, KEHZLY)OZAT O, FERGEPS H 572,
F 72, IR #H TCZ AR IL-6 25 LA L. IL-18 XK T3, BatE{b L7z CRP 25T EERIE W BE & 72 B FEBI A% 722 -
720 VI EOFER X 0 SREIIHI 2SR EE 2R EFNCIE, IR ISTEBEALETH S L E 2 SNz PUREAEICE L T, i -
B - AREMECEF L TCZ O EDH L BN REIMET L, #5HRE LT TCZ Mk EEY X7 55 L5
EEZ LNz, IRBIT IR BEBER O sSTNFRZ PHMETH ). BIEOFMHRTFE 25600 Lk,

ey DEREFISEUBEINESCBITD MY U TOREET

RMEEERE Ot 2— AR BOE F2 5. B B30, FE 5
R TRYI N PN 2 e i SE L S YU

BTE] &E5RFA RS (SJIA) OEBOFLIIAT AL FTHo7H P ) A< T (TCZ) OABIZL
D L OBEDVEFEATREE o720 LU, TCZMAT TSGR HE H5VIELEOATUOA FEH
THREBIHFEL. EOLI)RBEZTCZIANTH LD bhro T,

[Hi9] TCZ BUSHEICD 2 W12 W 52T 2 7 ORI Z AT 5 720

[77:] 2008 4£ 4 H LABEIZ TCZ %3EA Sz sJIA BHE T, 2HEU EOBIZEIMA D 5 22 %% B ITHIIHET L7z,
FOG BT (Good Responder : GR) #Eid. TCZ i 2 4E DB S CEMMIE SO 7L F=vr ¥ (PSL) <02 mg/kg/
H. FUSAE (Poor Responder : PR) BHZEMMIFTX v 0/ 721X PSL=02 me/kg/ H & w3 L7, Bkt
1Z ACR @ sJIA @ Inactive Disease (Z#E U 72,

(2] GR #1124, PREIZ 104 (45%) Tho7zo FHEMFH. TR FIED S TCZ HA T TOMMIE MR
ARBERZRO LD oz, TCZHEAFMIE, MIEKOEHEAREE 8 4. PSLIKEF I IEIR + BHi& THEK 12
Y BERDPBIE 24 TH o7z HEIRIBIEL T2 2813E BICPREETH - 72

MAARAETIX, CRP EELUTIZR 5BV 3 AT RTPRETH 572 IL6 126 » HOR: S A SMBFEMICAHE 2

BRSO IL-18 DR—AFA U LOEKTHRIZ3I rH. 6 r HRTIIEEEN R L. 12 7 HT GR #-94%. PR #-
62% L HEET RO (P=002), 72, 12 » H 0K T IL-18 1500 pg/mL VL EDJERIZ GR #E 0%, PREET7THT
HEIZPRENEZ 22572 (P=0.001)s ROC HiFEOMATIZ BT D IL-18 1500pg/mL 13 H H ik BAs% 5 iz

[E%2 - #5555 BEERICBWT TCZ EAR O KO BIL I ISAROFMKE T TH S WHEEATE V. MFEMRATIC
BWTIE CRP IR Z M D3, IL-6 126 » AR5, IL-18 13 12 # H ORE&EH» 6 Ktk % Tl ¢ & 2 W fetkaid -
o GRIEATT Y VSV AT AR EERWT TCZ ntkZ2 R IEMEICFHT 2 2 L0538 TH %,
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e T HAEFMHSRMEREER(CEH Ul LB 8 E R 2R DR KRRIE
BREREEE T HVIREY

OKE Wi, K TEM i (RS, 4 172 AT BR
BRAFERREMAGEZRIER . ZERY BRI DNVTFHE

S b U O 3N 1 & B R AR R % (s-JIA) OABHES L TRICKRERT 245, ZORFICH
LTIEWEERETH 5, 5T 4 12 LR HMHITHRER % &8 L7z s-JIA2 SFEBNZ B W TR O £ % iifT L.
Z OB S FIRE DFHERF IOV TER LD THET %,

EB 1] 4 5EEIC s JIA Z238E L7z 8 i B e S5ibEk ) b3 ) X< 7 (TCZ) X AEEEMM L7z AT a4 F
AR EP O 7 EIFICE RN @ L LA O A EF 2 E LS ORI D Wiz, BEERATIE LR E
R 7R mlEOEI L., FEOHEONEZ R )70, HmHT AT, B~ ruy 7 — YV 0FEHLZHZ
PO TRIER O PRI ICER ., BRI B S k) ol AT 04 FEQOHE L TCZ OG5 2k 5 2 &
Ty TOHFBREBERL TS,

[EB 2] 8 mikiIC s—JIA #3HE L 72 12 B R, WIRETHB DI P a— V2059, TCZEA BRI KB~
ZH L 2R LA L A Lo R L EEY HEL Twiz, BEERETIE LR ZEHICH > TR
ELrERe, AHOHEOREZED . HWHEA TR, #lREEoNMCEREZ~ 707 7 —V0R#EEZEI En
FBIEGRGHE L2 B F v, AMINZ ISR AARASAE L SRR I B S b o 720 Dk TCZ \Z & 5 E# % Blgh LR
B LTWA,

(L] 5P OFHEN LBE 25, sJIA WCEHFT 5 LB B ERIE. BRI e LA N
~NHEE LTINS NS D TidZ% <\ T8 BENIIHFE U2 ss B BB IZih- TR - il L, ~2u77r—Y%
F LT HIIEMBIS L > TENSPWEL I NE RIS LS &) BFEAHER & iz,

e SRDINEEREIRA 4 5105102 MEBSRRENRRCOVTOR
SREFEREE

OFFR KE'“. MR MK SR AT, BB B, =0 5. 68 3
i H—
EUMBERMREY Y —HEHER . BUMBERMREY Y -8R - UOYTF - BRFH.
BB R T Y —REHROREATIREZEN . BB RN T Y — a2 Ral,
BRMIAFAZRRENE/NEREF

[B5] m2@#ks%k (Takayasu arterisis : TA) ZAHEE LTHAENE DL L, SMICIIEERENEETH 54, HIEP
HFO Y A7 h 53 CTy MRL A E#I/NETIE—ERE LI v, —F, BEEMRAIIIER RN & MM O AR
FICECHOND, LA LadE, FE U TEERGPBISE S NMEN LIIRE L SNPETH S, SHFEA I AWEE FH
L L7/NE TAIZBU 5 A B & WA % B i IR L7z (] 9443 2002 48 3 A 205 2016 4E 3 1 £ TOHIM T, %k
ORBIEE B/ S TA LB Sz 4 Bl HEHRRHE Ot itk h O I KEINR (abdominal aorta ; AAo). JEIEBIR
(celiac artery : CA). LRI BINR (superior mesenteric artery : SMA), A DOHBHFMR (common carotid artery : CCA) OB
FilEB L O CT MADOMER AL L, T4, EFZHEORLERL ECWHERLIH 2 62 MEE E TCE L H %
AL 72e [RR] Bltid 10 1 FElorhgeii 11 % @ 7 2H—12m4 7 A) T B E 23S MM 2 300 70
Bl 4Bl 1 I CTH o720 FRAMFERIBADPLZWE TOHBDOFHMHIIN 25 HTH o7z, 4 Bl0 ) b, BEHERETIIERT
3B (AAo1fF. CA2F. SMA3F). SHEHT3H (Wb CCA) IR %Dz, FARIC CT AT, BT 36l (Ao
L CA2MF SMA2M)., $ET3H (I CCA) IR E B, MMRAHOMEN % ks 5 &, CCA TIZ2fk
JEER 3 M ClEEE WMAT 6 T LT CT RES M0 —B, L Tz, [£5 - M5 BB 4 FICid, MBS & o HIFMN L2
B R AR L o723 G0, BEOHE LV HCHBTEIICE > Tz, T/ S L AFORBE THEBRE LR L1
725 BEREDSHEV/NE TSR OB T2 RE T, B LSRR RO MR E 52 Z T L LB SN,
MCTIF/NE TA OWREIHERIE T OKMEFICL AT HIENNONTEY . NS OFES S RHBO/NBH T IEIT B
WA TRIE S BE L, EHEFTREMAGDEL L TTA 2L ) EREEIOBHICEHTE 2,
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prEmses ORAGIRERFO/NEY ONVFHRERE(ICH I OBBETITF
sREEREE XEOEG

EX-5 O T2 8HF R—'. WA o' Il &a'. &Il EX'. KH #7
FH SR kB FL IR MK kG FHS FEE F° A8 #58)
EMBERENSR Y I —BEU D FBERRR |
BN AE IR > & — R SRR AR R B R T,

RN AFAZREF IR/ R ERE

[l o] REIHEOELRINE ) 7 FHREREICEN 2 FROWEL D725 Lize —HHIELD) A2 Hd 5REPK
FHEOET 7 F VMG, FEIHZENR T CIRIBNCETHRRE 2o T b, b, GEIIHISENIRT O BE~O§5HA T
o F VB DAY & RAVERMEET BRI 2 1T LT A, AIUNEY v FHRE O BE E O A,
[HEE] RFRIE 4 Y v F —OMERBAROKRL T T 720 HRIME, JTE, K. &Y TADWT N OHEH EIA D
IgG T (£, 20-39) 2 (=, <20) &Rl WERIS—EOKELG Lo WERBROKREL 272 LT MR (RBRE).
BB, Kig. DAY TADT 2 FyOWTNh2ER L7z, JREROEH#IT EIA :0 1gG T (+, 240) &£ L. 4 £l # vaccine
failure & L7z, 480 2 2 AR OBUKML, 1 FHROTURMERS, BAEKB LT 7 F VHRICK 25808, AESRZRH L 72,
[#5] 201145 A5 2016 F 1 HE CIRBLAICONR M6 R Z 1T o720 9B Y v FHRBEFEE 74 (M3, F4) T, 13
B (MR4, B 2, K 4. AV TR 3) RMAT L7z, Bl e BB, HHAPOREMRSEIE, SLE3(3 372/ —VBET =
FIViMMFEL IVUEYL THFFTVV(AZA) + 2270 AR) V1), BEKERE LAZA+ AV FLES— b MTX),
SOHMWIREE 1 4 (¥ 70 LA +MMF), DRERAEEERERE) 7 ~F 14 MTX). ¥ =—7V Vil 14 (MMF)
Thotzo 27 BHROTUREE (Ftk/ HREE) \ZRRE 6/6. IS 4/4, KIG 2/4. LY T A 3/4 15720 1EROTAKERR IS
5/5. JAE 3/3, KIE0/1. A v TRV otz BEBROREN 3% KE 2. K 1), &Y 7 AR 1 21— 8MH T HIER
RRAOLEDVEELAERR I ot T2 BAKBIUOY 2 F VHRIZ X B RERCHEREOFRBOBEIIRD L ho T,
[Z52] SRRt O BE T PR B RS 2 3 28 3R T 7 F VAN TH ) . DEBITORETH 2 h%e et
bR I NIz, KiGE &Y TAD 2 HEDPAERERIIRE, JAE & UK, R0 2 ZE L 20 ER 545w,

rmmam 715771 U BA AL K BPIRHRBBE RS H LIc2 ST U
shgErsE < D—7 AD—H]

EX-6 OXR PR, mfy 3f—'. TF 8. Fh Hr'. 7R Ric'. HS .
A RS, B BEAE. B85 |mA° FEk F
WRMIIAFHBRIRRY . RMIIATHBRFI - FREREE
AEBAFAZRESRISAERR - PIOPIR

[iELoic] U vkt FEAKIEL (LINH) @-FHEB L OBREAOY VR B EMBE ORI L ), kR
HIE%R & 723, 4, LINH O PR E LT, FEAFHBZEE LMK FE8O vasopressin neuron ICEH L TW5H5 77141
Y 3ANME SN BT 77 4 ) ¥ 3A HifkAS LINH BFICERICHELET 5 2 it SNz 4l &4tk 7=+ —
T A (SLE) ICHRMEERAE L T F M0 ¥y MU THE. RERVE VMR TIER &L, 917 77 4 ) ¥ 3A HifE
AEE &I L2 —Bl % 428k U720 SLE & FRMABEAEOAMHRBA SN LD, 1577 1) ¥ 3A Hifki2 X % LINH
AU LHE IR TH Y, CHESR 2 SOME T 5, DEGI]18 micth, 10 mERCIsE. B, IR, N
MERKA. Pt ds-DNA JifkB L OHibuikbaE. BHifkiigEZ 2 L. SLE &2 sh7z, tho gk Bo A%
Motz RATRIIIEE THo 7200 BRIV — T ABR2ECTH o720 AT0, FHEITA T2 ) —VEET = F VT
BREIE Lz IREBESR D SIREDEIL L72AS, A 704 FEORIER &£ 2 5Tz, 15 D 5 KBRS
BinL., £RE2HE L7z, WEi%k7s <, 16 I LHRH B % i SNEKSTH ). FHLTEERT 8072,
B A R E B SN, KR a7 Ul E G S, R4 ICH RN L 72, 17 RO EH MRT T,
TERAEOBEEA L, T1 MG CTEABENESKTZED LINHICFELEZVIIRTH 72 EHI T T 7 4
) ¥ 3A FUEOBEASHIE L7 IR KANRER, TAESL Y VANRER, =FAMRAK (TR, LHRH, CRH).
GHRP-2 AT BRSO NSRRI £ 0 . AR BE. T F b o MK, RS IVE Y A &
Wi & N7ze RAEICIZTAE T L ¥ U BRSNS HREIRITNE L. BAE, GH WiFTEEIC O W TH M Th 5, [
FE]SLE (2 HURBR DAL O P95 BERE S 25 B 0E 5 2 ST ILER AR T B 2 A5, SCHIRIOICIIIR BVE % & & P R EAR 208
HOMEDNH L. TNOOBEO—IIIHT 77 1) ¥ A PRI X 2 HCRENRT DS LT A ReD S 5.
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pxmmmen =TTV M—TRZHFELC NRAS BZECREMD /) UESHE
mRgerss LD Th

OXR Tpx'. FBrf #—'. 2 & i BT R BE. =F B
KB 25 BA ERC. 238 A, FE B
RN AFHEREIER . AN AZ AP REZMHARHRERET?,
RREREMAZAZ R EREREF DB

[lFUoIc] HOREEY >/ SHRERERRE (ALPS) Tld Fas 20§ % 7K b — Y AOREEIZ X ) HOHER H O S
T MREOWZ RO, &8tz ) 7~ b—7 A (SLE) 2 &L HORERB L% T 5. —F. RAS B H R
P v SBEIE (RALD) (&, RASZRIC X %) v fE & HORIER B A 29 5 ALPS BRORRE & #54E M5 B
ERMEEMH (JMML) B0 2 D OJREDOHRICAE S 5 ALPS Bigpc B & w5k S b, 40, SLE Zp:58 L 72 1R
EHA 7 D NRASZERIZ X 5 RALD BF ##B L 72, NRAS B3 RALD |2 SLE # &0 L2z o Tic <,
RALD - JMML O#EME L L bIT, T ERZMARET 2. FEB]S L, A% 5 20 HRRICRSE, mERHA,
HT il % L5 C38E L 72 TCRop M1k CD4, 8 & double negative T (DNT) flfaoiénL v ALPS 23%th
NP BETHIRECTHE SN, 0% NRAS E =T ORMILEY 4 725 (G13D) A3HIHH L RALD & #kish
oo Tl F=ZvBEITT /) —VRETZ 2 FVTIHBESINTNZDS, 3 RIEIARRIARINE & B R HBLL 72,
4 7% 3 H IR O FEBGEAE &« BT O FIACRATEEAS I L. & 512850 dsDNA Hifk - Hit sm JiikFa ik o Byin b % 32
W SLE LB &z, BRIV — T AELS R TH o720 S5, JMML THiltk & 2 5, HEkHE% & HbF o E&-
(39% : FHEAE=<10%) #BD7e ZTDFHK, ¥ 270 A Z0EIMBEHIC X Y BT dsDNA Hitko Bt & #itkoE# 1L,
ESICHAREROBR G D, FL F=vor bEL 272 [##E] RAS/MAPK ¥ 7 F VEERHEE L SLE O3
FEIZ DWW T, B OB S 5 A%, NRAS ZHIZEPE L7 SLE OFMF MR T LR Y WO TTH ) 5HOER
RV BBIEPLETH S,

srmram DY ANTICEKD Infusion Reaction [C&D. RE5ZHRILICES
EpEEssE oad HRFEMREEIELICN T DRI ERADE

OZM &Y. S S, [ B, Ffis &5 I8 55 50 52
SVBNEREERKE YRR RER

[B] &5 R EAFRMERAEI % (STIA) ISR LT ) X=7 (TCZ) 2MRBINER S . £ < OMEHICRf=e A
FO4 FOBEBEZERTEL LI o572, LA L. TCZ ¥%5-F:1Z Infusion Reaction (IR) 258 Z 1, 5 % kad
KD 2B RVERD D Ho AFTIZ, sJIA ISHT B AEWHWEANIE TCZ OATH ) %52 W& L72ERNIHEREIC
W 5, IRICE Y —H TCZ 05 2 Wra LEBNII LT, UREREEIC L 2 F3 5 2 A 7O T E L %
A CHET 5. [ER] 13%To 201346 4 HIZ3E L. mPSL 7SV R & PSLIZ X A% ¥ % iifT L 72, 2013 4
7 A2 PSL14mg MR T TH#L L 720 PSL % 30mg |28 L TCZ 23 A L7245 3 W H® TCZ #5112 IR A3 H
(BZWk, PPIRT. BESE. SpO2MKF) L7zo TCZ#x5G-H (¥:5-B4k 45 750#) IS IR B L., 2 &Ll L ofERA S 3
L72720T7F749F =LA L, TCZ OfFeix 52 W& L7z, TOHROTMEBRVEL, CyA 2 Ea2 M LA
PSL O Z W EETH > 720 2016 4F 1 12 PSL13mg IR T THHR L 720 SediHI#I B T <3 PSL o A5 L
y RBIHRED RV E LDV HHEEHSTHRE L, RE~NOHHZIT-72 LT, TCZ DFHKEG2ITH) 2L & Lz, il
DEW A OB EO T I — V2 SEIC LT, TTIIEERE (FUVy 272 - AT R M) ZHifT
L. HREIEETH -7z ZeMrEE LYNNIL ICU THfT L7z, TCZ O#5- 30 HailCHilE (a7 e Fua
VWFITVEXAFFZ I VOFHE. TENT I 72 VONR) Z 1T L7z, TCZ 335 2% TCZ IR L ii# T 12 KR
ZRERE L 4 10 BRI A THS: L 720 IR ZHBE$, 203 @l o TCZ #5217\ 72535 PSL Ok 2 G L T
Who (W] TCZICE B IR TH 74 9F =125 0., TCZ OG- 2 Wra LTV AEBNIH LT, UR/Eres:
W TEEZS 4T o 72 Mo AW BA O BRMERE DO T2 P I —VIHEH) 2 & T RELRFEG PR TH - 72,
TCZ 2MEMTE ', MO BIEIHFIFITD A7 194 FOE Wk w5 LT, BIRMEREIE 20 L 2 5
TR S 50 51D TCZ Okt 5T W2 3s, RINOLZELRHENELZHEEL T Ezn,

70



2 E o FAEEF(C Ibuprofen (CKRDEYERBEE C2MHFARICED.. L4/
EREEssE SBCRDHBMINIcEHIEFIEREERO—ZZH

EX-9 O &a". VR HER'. B ' il EX. XA A7 FH &R
BH R\ ik B, ILH E2° Bl FES B8H =t BRE B0
ek . 08 &a
EUMEEERR Y S—BlE - UOYT - BERR . BBEARE
BBRI\BEREY Y —7 UILF—BRRE - ITIRER. BRI )R

[lRUDIZ] 2HRFAEEEEMEE L (SJIA) O2EicBW T, vz a7 7 — VIEHLEREE (MAS) (SRR L 2 WFEREED S
PRI L THTIE Ve —H, BAAFVRTIRAMINEDEFRELZ G, EYTVLF =280 LT v odEdbd b, 40,
AT IAHIE L U CEIRL 7 ibuprofen (IBU) 12 & MU E 2 40F L. ARIFRBIIC X 0 Bdy Sz sJIA ©o—7 R 6% 5k
L7z0 SJIA OMMIEEE LT, EYHITREEZ K LT WIEA T 04 FUEHSESE (NSAIDs) 235 2 L ORFEZ GOHET 5,
) 3 e de R BER CHbBEs, BIMI%. Vo~ M4 FB LD SJIA LW S, IBU0 mg/kg/day) BSBIAE S 7z, WIS <\
AFUA K20V A (MPT) 37— v, Bl LTRIO7L N2y v (PSL) ASBIn S iuEikizid Lz, Lo L, IBUBIAL »
At LY R ESIMI L, #2212 IBU 2 L S 7225 FERERE L S ) Ve VIEAHET L2720 SREICHN L o7z, 8
W MPT = Al Bh#EE: (RERe i ioB AT 88 - MAERCH) 12D JUG % < IR CILHiEE 2 FFA s 2 380, R CTIEIEEZ B L7272
W, ARIFRHE RAT L7 FFBHARGEIZEEFT, oJIA b PSL 04mg/kg/day ¥ i TE TV A, Ll IL-18 3. K 172,000
pg/mL. BIEWE 549 pg/mL Tdh 5. DDW-J2004 MMM ET — 2 ¥ 5 v FO A7) ¥ 713 10 5 (MR ER) C, IBU @ DLST
13 1546% & Btk R Ly IBUIC X B8 MEIFREE L B Lo A VAR, IHEARE, HOREmRE, R ES L 2 20T
RERTENTH o 720

(R BEICEE L7 L9512, sJIA ®ZAMDIZ NSAIDs 25 2 &id, MAS OEBEOGRICIMZ, FFHEERESREY T LV EF—%2E
T LMD D 5. AEOLKMIHROEIIA T OA NETH b, HEMISRMBEHRDPLHOFT & 201512, FRPELET
IFRIC NSAIDs O IEZBRET5 & H ) ABE% NSAIDs ORI IZELRETH L L E 25, 2HM sJIA ~® NSAIDs Ofe
BEICOWTE SR AL LETHA ),

ermames TYOFHRFIEAR 2 DB CRAMGKZFEE L. €D%& paradoxical
BREEEEE 6SPpoNnse e SR T A BRI E R R (DB R A

DAl Or <. R BE'S Bal 2ET. €88 6" T =X Bl #X.
KH &' R Fe
RREZFERAFRRIEN . RRZFERAZREHBERRERU OV F ALY 5—

[#% =] TNF FESRISMBANEEREDOY 27 2mD 5L Vb TWh, MADOREEISEDOHIIIHA SN L, &K
Ho/NBEO#mEIX V. Adalimumab (ADA) 5 FEZSE/NEBBRFAI O IRRT %,

EB] £ S H i 4e 0 13 B W, SR BCGEMEDH D, A ML FH—1F MTX)., L F=vurictk?
HRICIDIE D720, ADA A L7z ADAEARTO T-SPOT 3EM T, WE X MTREREZEDO Lo,
ADA BAE 2 20 A B\ B E Wk ASHR R L WS CT ©F LI ISR EIRE RS, Ml SER &, PSS EilE R o B
R & T-SPOT Obginib % 87z, BB E EHE M (Gaffkyl 5AH4) . K% H PCR Btk ik B & SRk
LW L7 RIEWRFIEE R Lo ADA. MTX ZHIEL, A V=7YF (INH). V77 ¥ (RFP)., ¥7
VFIF, 7T bV AFNC X PR G L7z, M Sh/ze MR IR T BR,. Wi
REDICLHEEMZEZREL 4, HHKINH, RFP O 2#E U7z REEEFIES A H . % 1 9 ks 8l Wi CT
THMIME - G8E Y Y BIOMER, A R3S O R & BB BT O EAL (Gaffky9 54:24) % 72D 72,
L2 LPUERW R #213BeE BER) C. PURiBSEOEH 2 (R4 \C8E %2 1572,

[ZRDERTIEREEC Z U < BRGeRe o BRA B (X AR TR BB T % [0 70 RS A T R AR 20 LR 9 2 SR RO & 1) ik
VY bo ZORIERIGA—BPEIT BRI % o 72 IREE 2 RHALE ST FRRHEIR R I S i o AL 2 L5 2 & 28
% 1. paradoxical response (PR) ¥ 7213 WIHE L LIRS N5, AFIOHHED PR L EZ SNize RIFTD. FIERF
OEY AR EA R IR X D BRI N2 PRIGER L7z ADA #5 TREMBIECHOBEL D ). WEFRAEREO 4
FHEA S A HERT 2 EAL D 5 ABNIFRAEZES TH D . ADA XZWT & MRS IR L 7225, AR08
T REBRIER O RA/TIA ORBICBT 5 FAFIEGEDOZIFICOWTERET 5,
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‘ b2 U XX TREHRO2EEEFHEREFHMEBIEN R (C DT DR MERIER
—HRE  SEHEODIZsHDINE Leucine-rich a2-glycoprotein {EDEEEREIE
(i3

O-1
OBEK [Eft'. F RK5. 88 MKTF'. HLE EDH'. KE i =,
BRI B!
SRAZEEFEMEHEEZR/NERR . EBEECEDRE ITTER
[izUoIc])

G GRS TR 28 (s-JTA) I2BW T, CRP IR BIE O A BRI ICIRIA S HW b Twd, Ll
MO ZFOEELELERMNTTH 5 IL-6 ZEWE TS MY <7 (TCZ) HET TIIREELEIZB W TH CRP fliiIdkE
WAL 5720, Fre R EBMISERIS % 56 L 9 5 4BEEDRD 5N T b, Leucine-rich a2-glycoprotein (LRG) i IL-6
DOHRE ST, IL-6 AERFEMIC INF-o R IL-1B 2 LDV A A A VICL o THFE SN AWKEERATH 5, SHKA
iy TCZ iHEP O o JIA FEFII BT, M1 LRG 7S CRP 1248 2 2 5UE JUSFHIGTERE & L CTHHTH % 2 id L 720
(%5 L 0 )5i]

TCZ HHPICHMRB L~ 7 07 7 — VIEHAGERERE (MAS) 260 L7z s JIAIERIC B VT, I{E LRG il % #E R
WCHE L BERIERR RS 1 M A4 v & RBHGE 247 - 720 MiEH O LRG K O RIEMEY 4 b F A4 ~fliid enzyme-
linked immunosorbent assay (ELISA) #:42 & D illlE L 720
[#52]

I3 LRG fEIZ RSB X O° MAS A HFIIIR 2 —B L T LA L7z F - BBREE W 2 & 12, inactive phase ICBWTHE
A L T\ izo s-JIA OIRBGEMIBIECTH 5 AST & IZIEOMBE %2 D TWwiz2s, CRP i, LDHft, 7 ) F v fli&
3B ZRD o720 —F, IfliE neopterin f, IL-6 fH, IL-18 fi, sTNFRI ffi, sTNFRIL i & iZ1IEOAE % B T 72,
[Hi5E]

TCZ HEFEH O s-JIA ERNCBWT, 1M LRG A% CRP (2t b 2 BV JE RS FHIIRIE & L CHH T 2 W etk AsRig
ENize SHEBBICOMPLEENS,

-

‘ S HIEFHRFFEMEMRICBITD b UAYTERS N TOREFHE
TR SRR TANEESE LTOME IL- 18 BDRRNE At

0-2 OzKH RRigE' 2, JBK [Eft'. HE EDH' FH MF°. FiF &K, a1 BR'
TRAFEEFRBMFTEEZRINER . RERICEDH DT

[H] &5 R AR ERER (s-]JIA) IZBWT ) A= 7 (TCZ) HFE5-HICIZERKRERS CRP A~ A 7 &
TURSGHE A & 72 5 4 T4 1E TCZ EHEFICBIT 5 s—JIA OFFEFHM & S 2 ORI & L Comik IL-18
fE D EFRA D W THET L 72,

(k] 38ER T <2 TCZ 2 Blgh. 7213 TCZ H5- IS L7z s-JIAA Blic > C, 272 5 remission on
medication DR F TILE 1L-18 1H % RERFICHE U, BRI & 75 % RS L 7=,

[ER] 14 810 5 BB REB L2 9BICDWTIE 1 #1% B & I IL-18 325 1E 1000pg/ml LT CHER L72e —75
PSL s HIC R L 72 5 Bk, Bk L & & I2iiE [L-18 fiAH 1549 % %>, remission on medication DR T % Fife
ML I IL-18 fEASSE T dH - 726

[Z %3] Mg IL-18 fifld TCZ #5-HIZB W T s-JIA WP & EFfE e LTHERATH L L Bbhi, T2 B
PR L 7HEBI O I IL-18 O BED R4 WS T 2 I EVHL IR ), SHRIFE T & OV LET
hoHEEZOLNT,
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‘ S HAEFHSREBEERICEHLUIEY IO 7 —VE M L AE R IC
—REE  H(3D 18FFDG-PET FTE—RBIZE T DIIERMEEREDHE

OBA KT, HL 5D, KA F. F)I| RL. BK Efl. AT BE
TRAFEERFRERRETLR/N TR

[iztoic]

%707 7 — VIR (MAS) 34 SRR I % (s-JIA) (25§ 2 BOER 2 B IHETH 5o AEDBHIZE L T3,
RIBH & ) B GEANAPDEE Y FOMOZUMEMERE &MY O SHBRERE S AR, B VR o MBERE L 05
DEEE 5o FAE s JIAEFNC BT 5 18FFDG-PET 04 FEAHE S i, BMEIICEHHERCH, &% &R @i BRI R 2 %
BNy =V EETHI LIS E 572, Ak 413 MAS R B 5 18FFDG-PET T RIZOWT, E5% 34 5 I EdR B b
VBT & A Lo T T 4,

i)

5 R 2 MM R b7 ) Bl d 2 e, BISIE. 5695, KREPRUSEM, B 7 =) FVIEZ B L, s JIA BEEbN LR~ & & o
720 AW, FfEkE 16600/mm3, CRP 102mg/dl, ESR 86mm/lhour, GOT 581U/, LDH9111U/], ferritin 6777ng/ml, sIL-2R 3069U/
ml, 1L-18255000pg/ml 725720 ABHBMAFERBL 20 ABREH MAS L BWL. VAZY Y, Y7uiR) »OFRAEE RIGL
e AR MIERITYE L, REFT R UENEON, BETTOL ZAHMRE AT OA FEOBELED TV D, AR 1T
L7: 18FFDG-PET #ACid s-JIA SEF O MM QP L & Wk, FHe, B8, B EOBH, LML Y 7 A M 2H T HEA~D
FRRERERDLID FBAY VEANDEWRERZZD Tl —HERN % ET 5 HMHERN T b FRICEHICERZ 2D, —Ho
SEBI TN & EE B MBEA O BRI Z D Tz, RS OFIFIERIC B\ T IL-18 OFEM RN A SN o7,
[£%]

MASHEBIIZ BT 18FFDG-PET iz, £5D~ 707 7 — Y OEMALZ MBI L, BB AERE s -2 2L TH Y. MAS
B B RIEREOBBN R FHIIREE LTEHTH L EBbhi —HCENEET 2 HIHERICBWTH, —HTIEM L8y =
VEETHILNORENDLETHL L bNT, WEOENEMREIILETS 245 E IL-18 EAHIZE L LTEHTHS L1
bz,

‘ A StillREHEMAR D HAE U e # 48 Hemophagocytic  Lym-
—HEE  phohistiocytosis D EH

0-4 OfAR FAX'. #Ah E¥. U0 &Y. i 2. TEF Z8'. BR A
RER Hfc®. B ERTC. KRH LS /\A /. O IBE
EEAFFRIER . JEBAFEX T« DIV 5 -, REAPAFRESHENEE) Tk

[ S] A Still % (ASD) TIHLER - IRATIEAREL 2 2 2 MO T WA, A, IEIRZEFEIC ASD % 584E L
ToBEfR & D AR U728 A4 0 HLHI B 2 R85 U 720 DREBI] R 29 7. O FR4E O REPE. ATAR 18 7 & itliRE, IFvh Bk
MOHMERNESL, KB, RERE, &7 oV F VIEZ 2o, Mk 20 HT ASD LBl s iz, ik, A7a4
F2SVAESE, TV Py BIOROY 7 02K v (CSA) #5110 THB S N, 110 30 IS & B IRE RIFCBFE L
720 HUR 34 38 4 HICHTEIREKIC & 0 [ H STl A, 121 Apgar score7/9, HIZEAKRTE 2.354g, HARE X 0 388k,
NG & 2206 11 1fEkE 3800/uL. /ML 2.8 J5/uL. FDP 26pg/mL. D # 4 < — 1561ug/mL. AST 282U/L, ALT
101U/L. 7 =) 9 ¥ 1,70lng/mL. sIL-2R 4560U/mL. IL-18 177427pg/mL #*& HLH & W L7z, NK {EH:1Z 36%
EERTIE o7z HE3 205 CSA Frfehiid, UV ARILATF oA FEHEZ M. Hi4 127 =) F >~ 2524ng/mL &
Y — 27 %R L72A5 Z 0% HLH OFSETEPICH 2 > 720 Hillg 18 12 KA T 0 A F&JE, Hillt 23 12 CSA &
BEEHEN HREIONE 2 L 72, Perforin/Muncl3-4/Stx11/Muncl8-2/Stx11 HHIZWIFh b IEH TH ) Kk HLH
BT SNz 5 IgM MLAE % SO F B PG b Bt 727%, TORCH % & O 2B YIE b B EMTH - 720 JHES MRI
TAEZ BV b=V AL HEEN . [H5] B4R, WO IL- 18 LG 7 =) F ». sIL-2R EOTREEAH S h 7
Z eSS, RPICEELOBAT L2 IL-18 12 & 5 W HLH &% 2 sz, F 72, HER, BMKIL-18 X 2,614
pg/mL &, BRERELCTRETELVEMEZRL, BANTO IL-18 BT ENH L L EZ bz, [l
ASD A PHENRIZ TR IL-18 S EE L & 2 bz, TR IL-18 BEDME. B =M HLH RBHiE 2 &I R DR
WAL EZDUENRD S,
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EFMRREEERBECHOITOEEANDFARTF

OlD BF'4, A 2. filg 8. &I 5. g =31, @)1 43,
| BT 4 HH K. B2 50 2y B5E°

FEEC EDREEBENE. TEIEDEBEHFOEENRE, BTEXT 1« DLV I —BENRS,

BRERERKFERENE

—hiERE

[F&] BAEMEREEE %5 (uvenile idiopathic arthritis, PAF JTA) & —#Bl&, BERIEIC X ) FHEIPARE LB S
VDD FTHEARKNTIZOWTIIA MG Z RO LM, —EDRBEHE TRV, [HI]LEHCBIT 5 JIA OE
HEEO TN T2 RET S L. B LU JIA ST B EHER DR EBIC OV THET S 2 & [RNEE i)
1989 4E~2013 SIS YR CHFEE AT o 72 JIA BE 102 A2 BAME WAL 7. YRl TR L 8
NIIEB B X P 24T - 7PN EE L I B B2 W A% 1 4E R OREBNIBRA L 720 b 413 87 AT NRIZ
VEIHEITY JTA A353 A, ZRIHEIA JIA 2523 A, 258 JIA 2818 N72 o 720 BRSSO AR, REMES o
B R 2 &0 BAKFT L, W EA OPY. —REREOHIRIC L 2 AT 04 FEGEOWT %2R0 5 6%
HAEE E 2, BV EKE Lz, RERE. BETRO ) biiko L5, 1gG @ EH. MMP-3 ., Jiskdiiiii e L.
FRIRPT RO 9 BB, SEEHOREBEELR. 20TVt Va8, SBEERE Lz, 25613 AREEL
BiAT L7z BEORGE, B X OERIZOWTIIA L. [RRIZHEFE 39 MLl 1. & 2 WIZFAERE O 1iLiE MMP-
3fE  130ng/ml L EASERER O F R F-72 5 720 AFHOTEFE 1L 20 NITHEFT S 1, iifk it 4 Pl CREEF % D 7245
8 Bl THW N HF DA DAL RG22 . 8 B CEM M REANC X 2 b FE oMz 2 L7, [Fiam] UFHCH
3% JIA OFEFEFOFIMR T S0 & % o 720 FIEERHS & OY MMP-3 A EREBI O F N 172 o 720 SR G
DANEIFRD %o 720

| REFRRICEIMABEE RN EE S EE ) Y FEED
—AE TR

m OffK BBE'°, M Fmee, MR 320, T8 42 (M@ (AL
S3 AFN. =R BAL IR 0. 75 JEseS
SFRERERAZNER, ERERERAERBER - UDOYFREE
ERERERKFEEREHRFHELE, B RS EERERE D O~ FE4

%

[ 5/ BIY] ARFRC B 2 5 FEMAFFEM I % (JIA) BEOFHRICE L. SBEFERINCRTE YV RIEDOFRERIT EF
BORWE T LHIERMREND 5. SR, Lk — 5 THRIEEIT) & &b, MBEREZAETLHEE) v ~F
(RA) BELOTHEBE #4179, [J71:] NinJa (National Database of Rheumatic Diseases by iR-net in Japan) 2014
(ZBER S 72 15023 B, 16 EARMISED JIA B3 128 #1% 4 533 % FHEHE 1 #E  2013-2000 4 (32 6). 2 8 :
1999-1981 4£ (32 61). 3 ¥ : 1980-1966 4£ (31 #). 4 # : 1965 ELLET (33 61) 12, 16 MU LFIED RA B 14596
Bl % ) FEEAEAR NS 1 (9498 f1) . 2 BF (4105 %), 3#E (798 Bl). 4 #E (95 f1) \240iF. #5HEM CTOHRMBHNE R
BRI 2 BET U7ze DRI JIA B33, SIEFEASREORET EBIAED CDAT IZAKE CPIgME T 1 7 4.2,
47 103). mHAQ b BIT7Z -7 (17015, 4% 096), AWZm#H (Bio) #HIISENERIIEEET (1H
62.5% >2 T 40.6% >3 T 35.5% >4 B 27.3%). MTX fHZEIL 1 HCTHME (688%) 72-7245 NN ORIL 452~
46.9% THEE W72 o720 HHERA BB L O TIX, B JIA B3 CDAL 2% 1, 2B CTHBEICEM (RA - 18 6.2,
2 84), class1 b EEZAY (1 B JIA 1 733% vs RA : 430%). — i Teclass4 b EELZ o572 (1 6.7% vs 1.2%) o
A JIA B3 1E Bio AR ZDY (RA 11 254%). —HTAT7u A4 FLEH L&V drug free SR -7z (2
# 125% vs 2.3%. 3 #: 9.7% vs 2.8% fth) o [fam] BN JIA BEE. L MaakfihT C b SIEE AR 1T &5 BIG B I 1&
< BIRERRED BIF/S o 720 M UBUER 2 AT 5 RA BN, SBIHEIM XK . Bio fiZIEE W2 drug
free BHE WAL, A JIA B#EIZ RA BE L1384 2808 % 0 2 W REEAVRIE S vz,
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‘ LR F SR MREERNERE (W U CTYIEEA U e E Y2 RA
—REE  DREIMGEETARTICEY 2T ENEU IV FEDOR—

OKREA A%, BK El. ZF MF. FE ®L OF 658 )\ 5.
B0 B2, LB
FENRU OV TFEDS

[BrY) JIA BEICBWTHREEA L7245 5%) (Ist Bio) OE MRS 2 E A% 320 H  TITFIS 2 RN
AW ST 5. [HEE] 2005 4E 3 A5 5 2014 4F 10 A £ TOBICARIRICBIT 5 6 DD/NRY) 7 < F itk ic
BT SR BA % A S 725 BRI AEEAE R & (pJTA) BB E NS L L. 24ED EF—8ACToHmE
AR T & 7o (BRI & 2RI TR T D70 AL v F LR (R4 v F8) L2403, mEERTo
MMP-3, ESR, DAS28-ESR % lighist L7z B, SHOMEICE T Ist Bio Btk 2 ELL LB L T v i
BB U720 [REHR] 71329 (BB : I@=8:24) T. Ist Bio Mkl FHTI220H, 9575V A<T9
Bl (28%). T ANt T k8B (25%). £ > 7V FI=T 28] (9%). P ) X7 1361 (41%) Th o7 i
#E1Z 24 SEBIT 1st Bio 40 2 H (FFYLfl, 24-119 mo) fkFE L TV 72l Ly A4 » F 8 8 HERNE 95 2 H (Fh e,
6-18 mo) THIDAEW I BHAIANZEE L Tz, MRS BV THERIMGE 5 To MMP-3, ESR, DAS28-ESR X
TEBWTHEERED L h o720 HBHIEHIC ESR R MMP-3 125\ T b MEM D% 2 20 T 5 75 DAS28-
ESR IZBW TR b WHE 222 B0 T Wb, 1st Bio BI#E# 3 7> H K25 To DAS28-ESR 13 #kfihE © 2 A v FH=178 :
294 (p=0.009) & MkBEREIZA FIAE CHRBER O cut-off i 249 (p=0.0003) TH -7z, [#aw] pJIA BHITBWT
Ist Bio 3 A 3 % HE# T DAS28-ESR (34 M 216K CTdh 1) | iG#FA#G 3 5 H H T DAS28-ESR< 249 % 31 L 72 4
Tix, OB 2ELL LR METT B 2 & e LR E B TE B,

SFHCBIT D PFAPAEREFD 30 EFIDE £
— iR
T Ol . @ BB, EE BE. A A5 BE ST WS 107

m = 5. B s—. R B—. BN ER

BEEMAEREERE Y Y —/NER

W] SRS 77 ZHONS - IWEES - FEERY V3R (PFAPA) SEFEIZEHOKERBED—DEEZ bR
TW52A5, WA - RBE E AR 0% o ZORIRG - BATAT R, - BHREICOWT, YR TREBRLERZ &
DELERMZ Tz [FE]2013 4 4 H~2016 4 3 H 0 3 EMNIZ YFHCREER L 72 PFAPA JEfERE 30 Bl % £ & 8, Z Ol
AR Z s & MGG U 7ze F 72, MOAHT R % KYIE 7 SO S B & IR L, BB Wb ER L,
ESRIPERI TR B IEAR R L L, 3MEETRAEL, 12121 2 H ORI T 4-5 HEFIEDHE & v ) B o s
ERBEE 5720 TTIRHME STV D X912, MR ORERIT b FHIENF 50% THED SN, BIE % BEEIHEL T
WA AEEMEAE 2 Sz INEEKIIBHMREEZ RTOABLHTH Y, 77 ZHEONRIZH 6 8, FEERY >~ 3%k
RS HTEL Tz, RIEEZ 2356058 25% FEEAEE L, WZ# R, 3% - CRP RA %49 #iX PFAPA
ZENT BUENDH S L Bbih7, PFAPA OMAEFT R TIEX, CRPOLEFICH L TIET I 14 F A (SAA) O EF
S, EHE 7 & DM RKFEFE BRI AN THRNEIN DD o 720 T 72, BYER EOMO RKIER BT, 72 F > -
SIL-2R - JRH B2MG iz EA L TV LHOBENEE TH o720 P AF IV Y OFMEITHREICL I NNT Y F
BHBLD, UERTO—HOEFMNTIIMET LI LI oTEILRZFEPEEFo T, FRLZEAZ - E 57
PFAPA JEBI & LT, KEMRSHEMRE, HiAavEEgEN: ) » /5@id, NG % 580E L 7% ISR B X F 5 725l 255
Y. PFAPA 31D 8 i X B L TV A2 W REMEDSH 5 L b7z, [#5iw] PFAPA ORRIGE LT, M E5
REEIRE Bbh, T2, BESEEEVETERICMORIEEREZ IET ST D H 5. RAFT R TIX, SAA
OLANCRP O LH L EIZHEZETHY, 72U F v - sIL-2R - R B2MG i IZ IE W~ B LA L F 2 A H
bo WHHWICBLTIE, YAFTYVOFMBERIMWREICLIDVSHIIEESLEDNRS,
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O BEEREZ- T IIEONR - RER - WU ) ERE R
—WAE  (PFAPA) DRIEEDHRE

B Onm B0 S R DER TS BRI AT B8 AR
B F—E° A8 BB b —X
BINAZEFBNEEFZHE BHEMAZ/NER, BIAZFEENILSREC o5 -
EINARZEFRARRR

i

RS - 7 7 Z PRI - IHBE 2 - SEERY 2 SHIRIERRE (Syndrome of periodic fever, aphthous stomatitis,
pharyngitis, and cervical adenitis : PFAPA) X, FE#MFE. 77 7 HOW%E, WEEK, SEERY v Hidkr ERERE
L. FLARINCHIET 2 HOREMWRE TH 50 FHRIIAWTH 5755, FRNIEIEZ RO BEEMEREITRIE I L T»
%o RIEDRIKIE % Biid Lzo 51 2000 4F 4 H 205 2016 4F 5 H F CEM K ZEE FH M B b 2 © O BEFE R %
ZH L7z BHD S B, Thomas DFBWiEH#E 5 HH 2 SEHH & LT RUIBIEOME PFAPA L3I L72/NERIE 212
BlaxGRE Lz $72. BRSHEER NI REROMET A A4 7 u7 7 A Vb BHosE L Lz, kbt
DR, BEAEREIRASHLHL T 22 v &HIT L 7200 70 © NSRBI S BB E DA O B REBNE, FMEH i 24T
{27 TdhH 5 MEFV BIZ T 21T o 720 BT 0GR, MRS O AR, B0 K332, WIS ELR SoRIERE %
ETHD0H60% IO N2 | RRNICS AOBEEXAETEIRRD Do 72, FEHld% < —IHERAERS S & 5
N7ze KAEEZBHDOEL LDORRIIKIENIREZBDI2DS, MHFORRIIALNIRKR L H o7z, —HBw
TRIETHZENDH D, BEBEMONFEROAREEGEREE 2 SN, REHZEOFBREIZ 202 RN b2
DEALHEIET MEFV O 27 Y ¥ 3ICER%Z B 5 KA A STz, PEAPA T HE GO AEERR L % 2 5, RIERE
DFEM 7 BEELAS PEAPA OIS bOTHH L bhz,

‘ PFAPA DGR CHRIEL. REIRBR (CIEEINIE. BEEE~ZaH U
—RE oI E S fCIIFEMD TNFATPI BEED 1 4]

O &E'. Fa Bl T BX. )\@ BH. #2115
el AR Il fESR SEM ¥R TF ERT. KB =N 2 @
T B, NE R VR B TR #S
RERFARFREZHARFE TR EERESE AL ER R \JEA,
REHAAEND T DNAFRZEH

TNFAIP3 7213 A20 & TNFAIP3 (A20) #ifsfoa—FEnb % Y37 ThHY) . NF«B 0Lz HET 5
S LX) RIER BT B0 LURTA S TNFAIP3 OFSREA AT Y OIS, D fn T2 A SLE < B
V< FICEb o TV I EPMON Tz, TR ) TNFAIPS 2812 X ) # AR BTSRRI TREEN—
F v MEEUEBEZRIET L2 e s N L L, TREREDD R ZOEBIRBIZO W TIIR 2 HA°
%\ SRR A T L EP SRS EZ L, v A 3 M) T PSR S8R R E A L2 &
M. 4 PFAPA & LTEH STz TNFAIP3 EIED 1 BFHI 2R L 720 REMIZ 6RTENPST 75 %
P MR & . LM R P HEAPEOE B 2D 5 £ 912k ), F# L CRP FEASEBE L 722 & 05 AR E1T -
720 PET-CT MAFIC CHIE RIS R ER 2 D722 L0 5 T LENREREZ T 72 L 24, MEHRICHEHKOH
BN 2l 72 BRI RIS N—F 2 v Miz5tbe b b D TH- 7245 TNFAIP3 BENENE LTELLRN
Too BIETHEERT 2L 2AHFMT I NICF Vb v AER % B, TNFAIP3 BHIE & M2k L. B4 TNFAIP
SHEERE L LTOBEBEHIBL TV 5, TNFAIP3 BHREREEER—F = v MBEUOBKG2 2T 5L ShTw
%o LA L. RIEBNIMBEHITH D BUHE, HHHEZFR N TROTE ST, M BEHITRIN—F = v Mi
ELTIRIEMMYTH ) BWHICHF 2 B L7 TNFAIPS W ZHAERIEZ BT 2 WHEND . SHBEFO
EWPLETHD LEZ BN,
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RIRERFBRAE I SN TULE TNF 2R KBS B HIEEREED |1
—MEE

OZft #F'. FM 87" FE K& MA & W EX
LEXRFHRENER . RUILSHRE\EERE

[T U] Ktk #E2 (LU FMF) 13 MEFV % BT {n 1 & 3 2 WA iz m 3 H O RERR RO —
DTH 5o 4, MEFV IZZ B DI 2 ERHH ) . FMF & ZH S Tw7zAh', TNFRSFIA (ZEBEHOZER %32
B, BHRIER D —B L 722 &2 S TNF Z 2R PEERERE (LUF TRAPS) Ll L7: 1 KAZ R L 72720
B 5o BEBI2 M. 12200 & 1% 6 2 AKIC CRP @& 1E) 1 MR LL R ABOREEAS 2 113 1)
FHLERFREDFME &S Tn/zZ £ 226 . FMF # &b, 1% 10 2 AR U B2 L7z M@ T,
BES/NBHNIAZET 2 MO ABEED D ). 2 B MEREHISK 1 20 Akt <ARPZE JERASH N Tz Z EAVHIB L
72 A 51 MIFICTHILE B L UB 7 I 04 F=Y AZREL 72D % & o 22 FMF 235t b 1L, MEFV O RIRFEH
b, exonl0 YA DIBILIC S B DL R %2 307272, FMFE OJEMIE] & STz, 2Lk F > & Infliximab
1325 T\ Tocilizumab THIE ST 720 BEE S NBIICAE 1-2 [, ABIECCTARE L TH Y. MEFV @ exonl0 LIAt
DR Z O, FMF LB s CTwizds, #EHBORBIEA FMEF L) bRV &5 5, TRAPS # 5w
BIZTRAEZIT-7-L 25, WH LD TNFRSF1A O UAICEEMOZE R (p.Cys7T2Arg) %o 7-7-®. TRAPS
EEBW L7z, B, HAQCHREE 2D, XD TRAPS 3Lz 2%, B 2% 1 »HRIZ, CRP Bili%
PED EYYED T EM R BN He X . TRAPS 25tbN 5720, B THRETTH 5, [#%2] FMF &, JEiAIf S 15
3 555 MEFV @ exonl0 PAMIZRAH ), T F U EROBAE. o 3T LR ES H CRERRO
BNHLEE 0B AOREMREOZMNIE, BEEEETOLEROAL ST, FRBOBKRIIEHEZ T I2MET 5
CLENHEEEEZ D,

oy DTV T CRELBHICERUCMELA—F Ty MRORSR
—HRE g

Ol 2. JbA R—'. AfS @, L\ #F . B8 B8 I 5
B T, i T
SRAFEZBEEY - NEEZNEH' . SRAZEZ M\ F 0 E

[IFUDI]MERAN—F £ v MRIINR—=F = v MEORKET, NETOEMREIDRV. £72, BAZEDTLY VRS —F
TORIEIWD THTH 5. GRRLHIILSY VR =T TRIELZMERR—F v v OB RHALZERL.

GEFI] 7B 8. B3k %8 BEA: : fefafhily, BRVEMGE, BEHMEESERR. ST CHNOOENT 75 %80T
W,

BN « B2 CRBAMBLE AW BITZZ L, CRP LA 2RO AR PHERG SNFHE % OB E M A T 2%
ICEW R OERIFE SRR SN, B o mHIT LT YR =T ¢ L CRCESER 2 % L7z, o 088 H 0, DRG
FEII T 2 D B b o 7205 L SIE RSB DS BIE L7z, Bl A SR RIS ek & 2 o7z, BEOR/D
PET-CT THIFFREIMREE S L OBIBIARICERD D 0, &3 MRI TIRFEBAICMAEREANE % 38572, $7: PET-CT TIXAKIEITHN
TR D R % 500, R H 3 M L 7SRO CIIM & 2 R 2 3 Z 0 BAT 2 0 72, JBAR 12 C HLA-B51 A1k T, #4
MA Y Ta7 7 A VTIRIIES & OGEKT IL-6, TNF-R ROVEETH - 72, B2 R TIRIVEICEIR &2 RET 5T % %
7.

REWIR JAERERE & OERNEE LA ENT 7 7, IR, KRR % Bk i & HIlT L, THRBROGH D ZE L TAER O
MAEFIR—F = v M & TR H L7z

BRI KREAF VTV F=ya Ve 37— VT L, 2 I LISERS DR L L7z e LTV F=vyr vt
THFAT ) AT L7z, 85150 9 H IS0 L 72 MRI M CIE I REREE 13 2 R L 7.

[Fe]lbd VRF=FTRIEL, BB LAMERR—F 2 v MEOREBIZBERL 72, PET-CT XKME B & O KB
WEDOREICES L, BNBHCERTH o7z EREEABEEL LTATEA FRAVAREIENTH Y, BFEEL L TATEAF
A EFH G+ T A T VTR BT ROWEL RO TV D, BEERERE L UM EZE LMz #E 3 5.
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‘ BRI CIMEN—F T v MREEZIE, REIE CEERmESSE
—HREE BEattUIcBIEE)

0-13 ORH Man'. RE B2E2°, £ foF'. & #—". 5% —&"

MHRKRZEFHRENEFFRE . MRAZEZHHIERE/NERE, HRERAARERREREERE,
TRV REEERT Y — - CEBDEREY Y —I\ERERGENR

(] "—F = ]\J”bifﬁili@fi@lmf&kf BERFPREIBAEIR (CUREPN RS, ARBRERERSE, BERIEIR) B X OIRER
(BREIBLR) ZRBE T 5. SHICERBERTWEIBEIT 22T i(mt%frﬁﬁ@/\fﬂ‘ﬁb‘%bw‘: Sha. AR, A
WIgh & RIS COE L, EEIIRIERICE o 7288, LB WA 2 3E L2 BB 2 M9 5. DEBI]16 %, JIE.
201X-7 4R 5 1 A AIC 1 AR FEOFEE & LIENTEEF DN IBL L TWw7z. 201X-6 4, JEBk & EBIIRA T A ke ARE,
FEE 10 H HE X ) BEREBIIRE 23R S MY RHIZIT L BRSOV TOMBSH ), X—F = v MRZENAS 71
ForTHEGEFEL. UL, HGEMISEHRESHRL, BaTH & EPEE TGS, €0, PSL1
mg/kg/HET =770 >, 7AEY y2RGEINT 1 2 HRICHEESEHIRE Z#072720, Y rakX773IF
73OV AR (IVCY 750mg/m2/Il) % 1 WIfEAT#IEEIREUIER 35 & OSBRI & fifT S 7z, 2 ofkfy 1 4R
IVCY (1 A5 W, 37042 1) & 5ifr, JEBR LIENERBHIN R L722%, 201X-4 SE A B IR e &M ED 720

B KA e THREBIIR N A 73 240 &2 BT L OARRR I3 20E L7z, Ak, TIRENIRE O M & 27272, PSL & 5-Tmg/
HCHkgiL, aveF > L7z, ok, —#tkl 7"‘?AEDH"3V~J?E%XJJ:U%§J&§&?% 2727 PSL ¥ 5T
BEPRL, DAERIGHIR L Smg/H THERF L Tw/z. 201X AFIZERTROARTHRM, BH TIZ 27z, FEECHN,
Bl - MEM A o 720 CF Cld, BB Rum o BFE M 2 8%, Hb & 14g/dl Z)‘!B 12g/dl IZKF L7z, PSL M
EEFRETNMOMMRZ CBEE L7228, BEEHREH THETIML Hb 98g/dl ~#EAT L7z, fikL 7z CF TIXHEEIE
HREMEEZDH D, 297 Y Wk AR EORFREZ BB L7z, [ER]IAENE HLA-A26 UEBIETH Y, ]
WEZ G LTV ZRws, RO MERZE L HLEWEDOIESHFH TH 5. MBI L TEDFERAZ &8
RIHOBHRBIENREE TH 5.

- EFEREN—TFT TV MRERORKRGEZZE U A20 )\ TOREED 1
— % ERE ErEA

OXTE FE', JIIA sk'e 34k BT RR HE?
IREAFEAZEBHIERENER | IRBAFAZHREZRFFZNRRET, FACEHIU v o°

SEB) 11 & 8o RGBT A & BBOBER—F = v MR D 5o JENARB D Fsh & £ B 95 TIAE, WBC :
11250/pl, CRP : 0.79mg/dl. ESR : 37mm/hour. RF &%, t CCP Jufkbatt, Y132 BRI A SR AR S MR B i 4k &
LTSN T\ 72, NSAID & MTX (2 X 0 E#EZBIG L7225 BAER2Fes L 72729, PSL1I0mg #%5- % F4a L T
Wb, MTX ZBEA L7289 6 BB ICHEEZ R L2720 MTX 2411k L. 2O, tocilizumab #3#& A L, PSL
FERTTRETH o 7o F OB 4 40, BEREM 2 M L TW72as 15 IS BRI ME 2 (EAL L, TUBGT AL G
DFEREFRZAD LI oz, Ty RELOBERNT 7 5. BISEE @(E’?‘Iﬂlﬁ‘&%h N— -7‘1/ MEAEEb I
f:éf)T%K‘?ﬁﬂ"gﬁV\]ﬁﬁ’Fﬁﬁ‘%ffﬁﬁLt& CALHET 7 I WIRE R &57’_ MRS AR T 7 & 2 B 5 95,
SEIBERIZED T, BER—F = v ME LB L7z HHIE. ﬁi#@%ﬂ@%ﬁ”’i’ tocﬂlzumab »* & adalimumab (2 H
L7z Z A, *ﬁﬂ%ﬁﬁ L TIEERML. CRP A% MiFE L T\ b, HLA-B51 Bt T, Wi hEEz s Bbh
LRIEENSH D Z EHh 6, TNFAIP3 BT 2B L 25, mE L OB c.252delC (p.Trp85GlyfsX11) %
BEATOHEEMICHE SNz, T2, KMIMY Y 285kY 71 v MEFICT Th17 Mo BRHIED iz, #
£) TNFAIP3 #{5T1d TNF-o ¥ 7 F WALERBOPIHIER T £ LTS Twd A20 22— FLTBH, 20—
WREMIR—F v MRz &L 4 OBECHRERR L OBEIERH I N TWAH, —F T, 2015 EEI1C A20 D71
AREZE Y R—=F = v Mk SLE EPOBRIEREZ R THOKESRREZFIZRI T I LG SN TS, K
JEFICIE 3RS D Y IHEER—F 2 v MROEREZZELTBY. FA—OBETERFELLHEEEZ LML,
ZDOBRIERITIZZEEZDFED SNz 72, ARAEHITIE adalimumab 2SRIERRREII L TRIEEZ R L TV 525, B
K L TRIRA T TH 0 i IL-1 FEESFORBHEII OV THE L T b,
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Sz 52E2 LT/ \ERFAE B R R E DERREE

Oftll &, 8l Bk, Tk T2, 2 EC
BYm AR — U Y FRERE Y —

[Br] /ANED ST L BEIREE OBREE X g0, [FR] 48 %2235 L2 BEREE OBHE
5 16 MARMTHRAE L2 4 % (B 6, 038 2 L7z [RR] FERER (P = BEHERF2S) 1312722 5%,
IHBIERREEN L 361 £ 104 R TH - 720 BWIH (HEEDH D) &, @M%V 7T~ =72 (SLE) 27, #HHEMER
HEREER 8, ¥ = — 7 L JEBEE (S]S) 6. WA AMM (MCTD) 5. 258U/ BEEMK 3. X—F v M§
2 HEIE 1 B TH o720 FIERORER (EED D ) i1d. BFEIRDIT 16 ZTHRdEL . DUFFE 15, AIBE 12, L1 /) —
B4 5, HMERR 3. SRIE 2, OWNK 2, Ml 2, D 1. Bk 1 % CTh o7z, B@hOIER/PEFIE L LT
b L h o 72 DI FE 28 % CUU N BIMINE 23, ALHE 20, JR&M 13, MERRA 9. LA 2 —BI% 9, ) v HEilERg 6. oL -
WS 5. WESPEEPT 50 BUEVEE TS 4. FEAEIR 4. WOIRIEE 40 BOM S - 850 4. i 3. FIPI%E 3. K
BEHIE 3. EMMES 3 Ak T, BASTEE TR - sk STS 1. RAREEHEEIEIX SLE ICHRFRINTH - 72,
SEVEIE S O PIARIZ 75 H% (14 5% 585E D SLE. MCTD T 35 i3 i) . Wil (11 mFHED MCTD T 33 iRbi5R) .
E) S E (15 % FAED SLE T 30 iR R) TH 0. wIh d fEHFI MR IZ 20 o 72 HEIIATOA
F2342 % (9 B2V AT 4), SEBsIH]/ eEREAS 13 BICHH S 2704 FiREMHEIZTL F= v
HT322+208mg/H (5~80mg) THo7zo WABLEREOERIGNO N (k) (ZBPEHAT16 (37.7111), #@EE
A7 (325+85), A6 (425+100). AWAA5 (354%96) Th o720 FLH & FETHAERN M2 HBIEIF 25 28
e MRS IR 34 7%, MEHII 37 &, Mide 49 . Wik 53 . KEMRMMEZL 54 % CTH . &BISLE TH o 72o [#55E
AR LEANCBAT LUR 2 22 LABENRIE SLE 2SR D % . JETH L EEESEERICED 28E08ENEh
100% & 66.7% Td > 720 SLE 3% ¥ ) —F —="=H% <, /NER L WED RS L CTEGFHROUEICH ) iR &
WOV EDEEZ D,

—hiERE

\

AEARBATERID JIA DOERIRE & T DR

OB 4%, Beh AT, 7ot A%° W BF°. St B2
0-16 [FEIEIENITR N - da
BRESXAZEZHREFH . BREXZNERENIZEEY Y- BREBAZEFINER’

—h%EE

[15] HEBM JIA ICAEYSFREFEA SN, BROBKESL QOL 133#F L Y Lz, L LAYZNEANIL JIA
MEBLXPAESEL5OTREVZO, MEFEOWNRIERET B Z TRAMABIT L2 SE 3B HL KRAHDSHEA L,
AW RANC X 2 IRHGRE SR S 2 5 7 — A AR v,

[HW)/MEFEEFZO LRERTH 5 190 JIA BZEOWHKRGE L 0820 L. BITHEROD Y 285 %,
(53] ERE 24 SEREE/MBHZIC JIA & LCTHE SN2 2246 Hlo 5 B, HEERHMERAT 19 R0 JIA OFEBERE ISR S
Niz7r—% UMBTFT— %) RIFH L7zo F72. HIRBEL L CHFEREOERZ 5%, 105, 15 /%0 JIA ORkbi S E % il
HLCHRL 72,

(i) 19 melel/ME RIS L2 JIA X 92 ICH 0 MBS 5.0% % 15720 19 i B 5 o 5w A
WX 93FETH Y. TR 191 FOREREM D AEL 2. BERB RGBS IR L%E < (31.0%). RF
W% % (195%). RFE Btk Bfis% (184%). VBfi% (184%) 1XFIZFETH 572,

19 TR D HFERFIZ A D L7z BRAEIR TlE, 63.7% ICBETER Z 780, MOERTR L 0 BFE TH - 72, AT, RF Bk
L 19 BT D E < (35.8%) . 4 & FLITHIM L T /2o BETIE. 19 8RO 41.3% 2SEWEWRAICIRE I, £
D 47.2% IO IEFFEH 2 FFHD LBEH S hvTwiz,

THPEPHEZE 5. 107, 15RO LILIRT 5 &, 195 JIA TIXEMROHE TR MK (226%). T4 - 156 -
BAL - AZOFEIIRIE, -7 (321%)s F/EGMIEL S OBHLFIIFRE L HITWML, 19EHTRD FEE
(302%) TH o720
[iam] 19 R I/MEMEBE R % L7z JTA ©% FEHAMREIHR L Tz, L7205 T, AWK 2 PO L
7 IRIERR T ATL L & BUb i AN AN F 72035 B - #kBEH0 2 mB O BI%E & BRASUEETH B L & DI, Mkhbetk
D& 5 EHRITIEFEDOITAELET NS,
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‘ FEAEF R A MREEIR(CN T 2 EMFHRA B I HEA DRI
—HRRE - ZRRE(CRI T DiksT

OF B2, KE TR i #—'. 5E & 3/l 8z Fk 5
BEMUAZEZE/NER . @R/RILCCBERT Y Y —RRRER®

(5] HHEEREMEME % (JIA) 09 HEMER (p-) JIA, DA (o-) JIA IXBIEIRAT O SELHREOH.O &
LM TH Do B  AWFNEANOBAZITINRETHLZ ERFEIMNEY) v FROBEEZHTVLIDL
Bbhsd, BEETABICBOTJIAICHLEREZAETSDIE7 ) A<7 (ADA), =% 2LVt 7+ (ETA). b
) X=7 (TCZ) ®3HTH Y., B 2 F 13 FHEH T, TCZ IR AT TS5 35, ADA, ETA 3 (X%
) HOESDVTETH 5. FHHBEIUCH T2 BHEMER L LCid, &5 5% B, BCEFGELENEZ S
N5, HOEGHCIIZ RN, BEORBETHRGTEELR EOFENDH 5705, BEERFZOBEET TIEe w03
IS, RO F = v 7 LG, 5 THE VoM THELEHALETH Y, FICKREHAB T Toigl
O ABISEY R OMREREICT) 2 EARO 5N, [HI] SR I 2 A Yap i S5 ) OIS 5AE B
DI - EPLRINZBIE L, BUROME S & 5B OMEIZOWTHRET %0 [HE] 4RI B W THEE JIA 0% %
o, BAZ TOMICHCENEACE > 7R Z IR ET 5. HOHENESE MR LA 2 WIEBNIBRA L 72,
HOHGHE SRSk 2 S OBl - AR - SERIMGIC X 2 ZBHCEOE A DUE L, FEFICBIT 2 HCHSHEAE TO
HEBRIRM, 3T O S bOAERTH, EHRREFEEICOWTHRET 2. [W4) 16 61 (B 2460 © LK 14 6, p-
JIA12 6 2 o-JIA4 ) [ R] DL AERIHHEIE [HEEEROMRE] Tholo [FH] IOV TIRIZITEHITH
EASER SN Tz [TESTER N LT, SREERiAYEE L 7ER T AOK T2 &L BE OISt s h
THBEY, TNEEE 272 EOREIEYI % STz, ABHNICIEE L 2238 A1 Rl > S ALk B # AT~ BAR Y
RH LD 2% SNTHEFNI 2 b o 720 [SHORE] RERIEH IS L CREROII % 5LEkT 5 ¥ A 7 L h78 i &
NTHELT, BHEIREHENT 4 — FNy 755 HEICOWTHENLETH o720 $-S MMM TORE %
BIREIC LGRS 5 2 LA EE L Bbh:,

. TOFINVTZEBA UTCEFRETR R IEREERD 3 4l
TV oam m. il BE. AW —=. A A, @5 A

|
RE TR M R R

[Tl 7 F 2= 7 (SEC) &4 ¥ ¥ —u4 F ¥ (IL)-17 103 2 PUR8AIT, S SR B AR W fF
SNDFBOAEYFIEA T 5o AFTIINERE LY S FEMERED L OCBEEEGZEE (PsA) BEICHEG PRI
720 BURERUCIIAT IR & (JIA) e EAFEF TOMAPIIR S N, L2t X AT AHTH 5. 40l
AN JTA & UCHE L o EW2p i Bk 20 5 D A 4 v F DT SEC 28 A L7 PsA @ 3612 Wi+ %0 [5EH)
120 B k. KREMIREASHANAE, SIE DBEED D 5o 13 MMFICHAE L. 14 IR JTA SRt B 270 & 387 L 720
15/ %BFICEA LT ) A< 7 (ADA) 2 KERE o270 16 %LV A v 7)) F ¥y ~7 (IFX) IZ£H, ¥
B L OB ROUFE R BD 05 AU 72 IFX O¥E» DR GHEOMEM 2 E L7270, 19 I SEC
AW L7z BARMNCHEE O — BN 2 RO 72 AR, K2 PERGE L7228 IFX L RSO R EZ RO T b, [iE
B 2) 17 e Mo 13 RERFICHSIE Ly 15 MBI MR IR, JIA SEERIfI 2270 & 357 L 720 NSAIDs, 5V AL 7 7
Y)Y AP IFX ERIERIC TR, ADA ZFE0 2R R 25580 H g, 17 R§IZ SEC ICEHE L7z, A 3
PHBEET ZH5, REREIR. BERE HICER LTV, BES 3119 icth. ok, BEHHAS PsAo N DR
O LI BTN 2 520, 15 RIS UR I, JIA [ & 3T L7z NSAIDs, MTX IZHBUE T, 16 ik
AR & B A L7 ISP G- L7z ADA X ZWRER), i THW/ 22 At 7 M, T A< 7, IFX, b
) A TIIM AR R ER), 2V b X T RIIVIZEIER B T 19 I SEC ICZE T L7z, AR 2 20 A8
T 25 BHEATROUGEZRRZ LW 0SB SGEEIICH 5. [FE]3 6L b SEC BAZOR B #hE -
BIBOG & b BLEE ST ERM 258 L v as, WS 22 2B UG OHBLIZED TW v, JIA & UTIRAET 5 #HERIE PsA
B B AR EA OGREB X OF OBIITOVWTELT 5,
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EEIERERRERCBIT D ERSEDERBDMEEDLER
Olig FF. (Ll =75, B BY. H A—. B ER

BRERASMEERT Y5 —/\BR

(T 5] RN RE JEM) OERECHEROFRZ 32 TH 5o BRF I TOE OB TR ICD W
THEMER L7724 7 A b2 VM@ 2R A, BENEERORZEZWRZ S LENTE, RREOFAOZENE
B0, Y RANARTERLFCO RIS ENTE, [WRE 58] UkeI@k o JEM BE (11 #1) 0%
AL RO BEPHER, BRRRGE 2 MG L7ze [RER] B (1160 3B 361, Zc)a 8 Bl FSRE4FEhild -
118 5% (6-157%). MBt=zZ E CcoOMMITFEH 22 » A (055 7 A) T, EFRIETBEIEMIC X 2 51TRE 4 B, Hw
3B, BRI 2B, B 1B, BAEE 1 BICTH o7, FEREHRRE 2 DA/ ER 5 61, 7 L v ¥ —BBE 8 .
7 =M EEBBITT O F 4 = 7 AR WEINA D o 720 BEREERIZ. ESEEAE (11 6) 1[CEO S5h,
5 10 B, JE9m 10 . i 9 B, BAEIfT AR 8 B, 7 a4 =7 7THIE & THE 7 B, IREERIEIC X A 6 ) 2
PEIE ST 11 B, BRI 8 Bl BEIRKEE 3BICH o 720 HEMBERIZ 11 S A S, IR E 9 Fl, St
PEREMERE 5 B, AR E 5 B, TR E 7H%TH o 720 NERIZ 6 1725720 WISk, &6 11 # TPl EO TN
MBEET. WADL WERAL & Y. FABIEIA 2550 5 B, Al AELRIER O e W EE 5 B, FUEEE B2 h) 11
B, G GRS NS 560, MIEHIR S 560) WEEEEEIEER 6 B, 5 8l THEE (7% L A
B0B 9B Tholoo EHMMEDOHNEENZ 10 4], HEEOMEL IBICRD72, BE =2 — 66, B MRI7
BNZHEAT L 723 BE I R e b o 720 P39 141 # H (15-23 7 H) OHKRTOIYE, BRI X ) 289800
DY 11 B (FEFG<6/18 8 Bl) BRI 5/6 BlICA SN, [#iaw] JTFM IZE B 0B & /- A% QOL F#
WCBFRT % BB ZEROMESEIRTEX -2 & ¢ BIRE OEHBROREE, RKIESLFRERE O IRIHE & 5]
B R X OEY) 2 In ORAEIZD D), HFHTH -7,

—hiERE

 RBREREMIUTY M—FRCBIBY 0T+ R T 7 S R
—WEE  SIERAOE AR S FRORE

OXM #th'. F H—'. AR BYE. B2 8. R RE. ¥ P2
DI #e R B
BAMIIAFHERE\ R AMIIAFHENERGEREY Y-\ BaERtz> 5 —*

FR] 1980 FRFICy 707+ A7 7 3 FERERE (IVCY), 2000 FRICAD 3372/ = VEET 25V (MMF) 28451, 28%TY
7Y b=72 (SLE) OF#HIIUHE SN,

AR, TERNV—TABROTA K T4 YTk WAV =T 2GR M/IVEAOEREA L LTIVCY & MMF 23 & h T b, 5. %)
%0 SLE BHIZBWTRHA 5D IVCY 12X A EE A O THNTH 5o

LU, Tk - BRI TIVCY PEA S BE BV TORE0FME 2 Hoh 3R TH 2,

[H )02 IVCY %38 A L72/NERIZE SLE B & Fk - BRI IVCY 28 A L22fBE BT, IVCY BOKE - THREELT,
[hiE] 1997 4205 2015 4F 3 T2 BB T IVCY % EA Sh7/NBHIRIE SLE B 47 409 b 13 8% R 72 34 2% BABICRE Lz B
FREEARE (AR 322%. MR - WERSEAR BH) 13124,

IVCY BABOBEE I, FROAEE [, BRMM, REEE oMM, SRR BB ZE. S50, RRBEHICBIA7TL
F=vuy (PSL) &, &, ®%ME, SLEDAL ¥ dsDNA fifk, #ifk, ZER. eGFRIZOWTHHR,

(iER] MHOBEBRICHEAZROT, WL b IVCY EAH OB IV RS 5o 72,

IVCY BEABOAMFERE T TOMEIL, ARCTHIMEM A (5-46), BHTR 24 7 F (5-56) (p=0.78) TH ) A EZEZBD Lo 120 Rk
B0 I FI2 A BT 157.3em (1358-169.8), B B T 1558 cm (144.3-163.1) (p=093), HM:Tid A BT 1654cm (137.2-1700), B #ET 1533
cm (1508-1715) (p=090), SLEDAIIX A #T4 (0-14), BEET4 (0-14) (p=041), ZEFRIZ AT 004 g/gCr (0-1.18), BT 0.22g/gCr
(0-265) (p=0.07) THMBICHEEZ RO Lh o720 MFHFEL LTI TMMF Off2%h o7 COMORFEE THMBETHEAEL D
Dhdol,

(i) ABE CIEMBE CAREY RO AR G D o720 Thbb, Tk - BERO IVCY OFA S HIEROBA L FSEOMEL BT, H%
W12 IVCY KM 0 SLE BEOTHE - WERHIB W T, IVCY IWRBIIRE T REBHTH 1) MRHREICE MMF 2L T 5,
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HEMBREXRZGHUICY T—J U ViERS: D AR

OXE Aml'. AWk —B'=. SfF ' FF MN®. B ’5h°. TE R
0-21 L X BE E°
KKRILIRER Y 5 —I\R - PLUILF—UDRF o~ IBEAEARZRESHRR\ R 255

—hiERE

(#E] v = — 7L VREBER (SS) IEHM, MERIROMBED KA Z . Bkt RIRIMERZ 089 2 250 B Rk
PHRTH DA SS TS L IERMAREEN LIELIER SN DA, R OA PRI E s T
Wb G, FAIIHRERB 2 A0 L7z 5 Blo/NREIESEE SS (2o CTERRMFEE 2 MRE L7,

(] Mbe. ALX/NEFRRB X OV o B b T L7z — kM SS it dk x % LI HGT L 72,

(i ] — kit 24 BIFp, 5 BB Je 2 58D 7, PERNESE 2 B, 22 3 B, SS BWie4EinIE 8~13 1% (FH 1127%) T
o772 ANA 1 320~1280 fi5. IgG i 2,052~3512 mg/dL. HL SS-A P, $t SS-B Hifk. RF IE&HERIThMET
Holze NEEMBIUETEEE/MR 70275 7 4 —1346) THifT 2 1L Greenspan  grade 4 & 5\ & Rubin-
Holt ? 434 stage 2 LA EOFT AR 5T\ 7o 3HERIT SS S Wi 2~4 SERTIC UG, MRS, ks & olE
AR LT 1 PSR TERIE SR FERERE IS SS DB & o 7245 4 BlIL SS BWi D 9 » H ~2 5 I MR LRI 4 %
FHELTHBY. WTNOER I, BT 3EMHE EFRICZZ L. GO AZ 1BITHED L, ERHEHRES
WS O BRI 10~47/ul (T35 25/ul) TH 1. EI1IE 54~212 mg/dL (¥ 897 me/dL) T - 720 Mk
#ix. WBC 3500~7,900/uL. CRP 1.1~152mg/dL THh-o7zo &l 7L F=vur (PSL) OG5 TEP LA, 2
11X PSL 60 mg/day OS5 T3, PSL 75 mg/day ¥ 721% 80 mg/day ~O¥H % FE L 72, 4 1T PSL (i
HIETERD, 9B 1HITIZ4ROREZEDz. T2 1 FITIZPSL OBEFRETTFF+7) Y 20H L
72

[Z8]/NBIIFE SS (XA FARIZ B Wi g2 & PR AR & % 385D, Pt SS-A ik, $L SS-B $ifk. RF & & o H Pk
ERETH B D DD AT SS ASHZIEEIR Z FRER E 52 D125 L AMER E U COMM MR RS FEIR E %
D95 EAREEINTz, T, BRI IR B MR ECh LAEA FAPHEETH D HHEICHRE
FTHIEFMD VD ZENHLDE Lo 72,

YV I—UUVERBOBREXICHT SEAERTZESDAIMEICDL

—WEE

Ofetf, f£F'. BS AF 2 RE AR
FIKAFAFREFHANBRET . /\— 51 JRbe/\EH

[lZU®iZ] ¥ = —27 L VR (SS) 1%, FREMICTRIR & e IR 2 & OV Z BN & § 575, SFERREED &
PEd 2 HORIERERTH 5. NEHI SS oIEIR & LTI, SEEIRE R 2 T34 7% {, FRFFE M R AE IR (ST
HMBRIENR, BOEiZE, FEAEiR, FEE, BREL L) TRETAIHEISZVWEENE. TOHRTYH, FHFRVEFIC
BT, 2HBRERLARE EORERICHE T 2560 % v, S0, B ICHBOBE T HER?SH 5 5
ADBE (T_TLM) R L CRERRZZGONRE ATV, OB OIEIRFERH & MEIR OB O U2 a3
LZRNREFHIL 720 T, ZOHKRNFHE SO THET L. [HR] BHAeLR cEbeho—kk SSEES A, T
Ttk FERAEEILTE 112 5% (9~13 5%), FHRBRNMIE 72 £ BAOERIITY 18 % (16~21 %) TH 5.
BERgEE LCid, A7uAf FEHEBY O A VY 0%, SFE (MiPREE, AR, ASERY, EM&GRE)
OWIREEZ A LTz, dERE LT, BREOBRIESLARE MR TEY, #9) 2fERE EoRaiERZ A L
TWBDIE5 A4 ANThHo7z [HE] AT FREBE sV V3B 2/ L, 2 E T L Cwizdids
W SRR A~EE L7, IR, 1 2H~6 A TH o7 §HliE LT, BHIH DHERRE (Quick
Inventory of Depressive Symptomatology : QIDS-]) # AW C, MERICE T 5B 4 HH # &t 16 IHA O HEFE AR
FliE 7 FARRREZ HWCTHCTHM 2T 572, R, b5 0FEETY NIRMHEE 2 825 1+ A TIE
IR & EROE o LIZFRO bz, ZofE, HPOWMEEREIYGE Shni, WIkBGE, 1~ AEET
BIRBHIL Tz [BE] SSOEHO—2 L L THEIEBEND 525, FERELGFE ZR L 2# IR ICHEETH
5. 4l 5 A SS BEITBWT, SAEBELEG CIEIRSGE & & ICEGBREROUFHR L BD:. TOMDFEHT
BIRBZ LS, ARPLEREIIH LT, KREFIEEEIEO—D & %% 2 HEkAVRIE S 7.

85



EEHIRNS 1 NBRICE2 U EEREETE R BN IC B
—REE R EAHLTUE 1 Al —AERIRDEATIIA SV, BEED

BRI C—

LI H#—'. OMX B, KEH 4% . Hh AETF. Fob Bz

Al 1. St B BH &a5 0% 2

BREAXFEFHmEFEMERNEEZEEY—/\ER . BREXRFEFZIEF I EBRITRETR?

0-23

GEBI] FEBNIE 12 5858 7o HHB IRV CRERERIZS L 220 WEBA CRTBEL ol oy h—bHl% L T
ETVOMTHZE L TW7zds, M E BRSPS L, EBELHEEL T ah o270 0R Mk % %%, K&
A5 B 9 & Beb e MRI HidTo #5 2 DR LR S RIZFRD e o 7245, I % % 5 < BEb WS RHEA25.
JEEEE B5 70 < WHERIE 2o 2 o 72 ASHE 5 0 & SEAE T B R A5 4 & I L. KL-6 578 U/ml & Jigdh CT CRIE M2
15 7% R8O 72 72 O F A S RE A REE B2 I 15 98 0 IV RUE I 9 & R0 & JIIE LY FHCED H ABE L 720 ARt mPSL /%)L A
ED SR, 7SV A 3 7 — VT CyA #EA L7z #2H. ABEREOHL MDAS Pifk 124 L SMETH - 722 L A%
HIL 720 3T MDAS KB BRI O PRI ARG I EDL VI LS W EMHRKO LB L WL HIZIVCY ZEAL
725, BAR E TORMTKL-6. 72 F ¥, Pt MDAS PUARIIAL T 278 LT 7o, [ 4e] E7E 1k Bz 55 4212
EHET A REER RIS EETHETH 5 2 E0% P MDAS PUKEMEIE FHEARKNT- £ SNDHBETVAL FI14
A% ¢ PSLIZMZ T CyA ® &, IVCY D&, Tac DADHER CyA+IVCY % EA R s IC oW THEESNT
W5 FEMMRE DS TH XN PSL+CyA+IVCY 285356 % 2 b dH U, vk Ao T5E 2 b
HO. EH O NIEFE 2 E% v CyA. Tac OIHEER IVCY O b - MEd =¥ 5 v A5 7% { HESL
ENTWR Al YR CREER L 725 SR IR RE VR R 5 22, TVRIYERG R A PHERI 2 M L. S ORRBICH T 5
BROBBRPEADI A I VT, B5mEEOREIZOVWTEZTA S,

- RS EHROYEEE SR TR OB S HEINIREY
R OmE m. cEm BE. mH S, B BE. B B

ORISR 2R

WE] FER MR (JDM) 1E. —#BMICIE A 70 4 FIERLQEMHIEIEANOHEREOSES R 2R ETH Y . B
WREREMBENGLBED DL v, —F, HMEMME (IP) RE TAKLESEOEIMIED /=D, HHICHET 5 H
BTOHEHET S Lo Ly A7 04 FEICHH SN2 REHHEEORIIH 4 TH 5. 4. JDM OGRS BT %
TIERIHIFEDBIN & B PRI W TR BBNIHET L7ze 4 - J71:]2001 4F 4 H~2014 4 4 A2 J]DM & S &
N, BEETHERE T RBEERATH 72, BEE, P27 RA7 7 3 F2OVAHE (IVCY) i (11
%o B4, 7)) ROIVCY FERATEE (144 0 B 4. %2 10) @ 2 BEICH VT, Btsk % nIclRIEIR, o, PHE%
BHBBNCIRE L zo SIS 1 ERG O 4 %, MWERICI a7 2 ) — VRV 32BN L7z R 5E
AEEFO I IL TVCY M THE 95 % (25-14.6 1) FEMIATHE 5.3 (15-133 74%) &1k % . BEDL OSBRI T TOW
Moy b IVCY Mifr#E 2 2 H (1-19 2 H). FElfTBE3 » A (1-72 20 H) L& %h o7z, MUEREE LT, 23
ZICAT UL F2VAFEE b, £ 7L F=vuy (PSL) 2SHRHRIEICHV O Twiz, #IHHEIC IVCY
PNz, IP &P (64) dLIEATOAL FIEEOARIS G 4) THhorze IVCY TR TIX 8 AT W
7Y v (AZP). 24124 b P LFH— b (MTX) 20 &, JERATRECTIE 12 4412 MTX, 2 %412 AZP 23EH &
NTW72, IVCY O I%uE 8-10 0T - 720 HeftBIEiRG o B RIIWRE A B2 ILRD R h > 72, J]DM OF#IE IVCY
TATHE 2 %4, FEHGATHE 4 ICA DN, 9D 5 AIHEHIG 2 LN TH - 720 BIHHEEEMRICE - 2 BEIT IVCY
WATEE 3 %4, FEMATHE 2 5 CTH Y. MBERICAHEEZ RO LD o720 T72. RAEEIC PSL Z ik L 2 728513,
IVCY JfT#E. FEMifTHE 4 BT O THEREZRO Lh o720 [RER]IVCY A DM O BEICOAEA X /zH5,
IVCY FEREATHE & i L T b mAMBEROFE, T, EiHEEEEM 2 LICEZ R0 T ., IVCY Oms 1Y)
TholbEZ BN, 5% IVCY ot G m, fHARENTIZEORIUCOVWT, BARLIMADVPULETDH S,
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HLA-B27 ESERIEIRDiafEiEiR

ORI =R PR Z'\ #blg B @/ A8 L &sh' )l 81
0-25 lLE e 20 B 8k 25T U &0 8K AIERT. #R FT

HH KB BoB BEY

FHERCCORRERAR . FRENENAZERARN. TERICORET LILF— - BEFRE

FHECEBHEBELOBAR

—hiERE

[lzCwic] AREICISIE L7 HLA-B27 BIEBI I 213 N REETHE 0 X 5 ICHFHERZE W ClE 2 WS L 0'%
<V HENARHOMAERE LTZB L, WRICHERT 222 05H 5, SRERAHOME%E LUz 2B LzhT
HLA-B27 Bt OSER & REER L 7= D THE T O LN E L 2 M2 RET 5. R EFHE] 1999 4£200 5 2010 4512 BIEE
= EFRISREE LIEHRAEICTY 7~ M FRF (RF) 2B T, HLA-B27 BEMEEE L7258 TH 5, BB 561,
WBRERNI Y 0.7 5% (34-124 %) BIZHIMIZ Y 58 4E (1.3-9.04F) TH o720 HATHSR., KIEE., WBHYK
FEEROL, MBAMRAHT HL, B IS OV TE 21T o 720 [RER]IBITHR L LT 20Ty 4 )V A&, 1 BITHME 2 720,
FN e S ERZSIE L 720 5B 2B TH o /2o F725 B 2 B HLA-B27 BEKBORIRE 2R 12, W%
BRI R BAR - 50 EBIEINCRRE A L7ERIDSFNENABTH - 72 (BHED D)o T2 4 61T 385C Lg%
RO7zo MPEHAERT L TIZEHTRFIZBETH Y. MikdToE L Tz, ke LT HLA-B27 BISEBIfi % &
ZWENTZ4NE 10D FIETH Y, 161X NSAID & salazosufapyridine D5 TEM L7z, [ERE T ED]I/NE
HNCFA L7 HLA-B27 BB Ei R OEFRBR 2 S Lz 10/, BIROTEMZ e 3 5EH T, RF B, T
BHURRENE., Mt HEO%E 1L HLA-B27 BEEHi K2 &N T 2 LENH 5 L EZ LN,

BEEIT J—DE2HICERTH o fCAERMEBREEED 3 4

Owglr &/, 2/ 2E'. BE B, S| 82'. tH Fc R Bic®
w281 T S BEET Y Y —BReER . B8 CHERE Y Y —EERNER,
iRV N 0) =t e AU S

—h%EE

HE KM B (Hypertropic osteoarthopathy : HOA) (ZHEMIEE:, MR ER, F7 7 — LR EER, T
RRICEMHT ABEIETH 5. $BE. BREGEMmOFERE, FTROMEHKZED, HKEIZAHTDH 5 24105
PO HCREFIERFEPEZ N TS, THE TLEREIZHE) HOA OB IED v BB TREER L 726 R M DR
HBUTHEED HOA DER 2 83 5, [ER 1116 B IR & ViEMEE. S0 NBYRERIBREICN T 5 7 L Uik, 10
L DA 1RO, BESERED D . H2 CHEBOWEIET LAITARRRRIRELE 2oz, 145, Fe - B - 2
RAF O NERR AL < 720 U B8, BIFIT I — ClL TR I B S 758 & Wy sl 2 R 720 MLIRMRAS T SERT
EAD Y. HHIEPSL AL, BIEHEROSERD . HEAEEOWEEDS LA Uze [ER 2] 26 % AL
JE. BULBE. AERBULENE, 25 R RREER D 0. P2, WREEHoERS v BT o — 12 TRIETR
O - WG S ) . BEEBOMEEMDS ) o Xp TREFICEIESRZED 72, E#IL NSAIDS BiG L. B
FETUE L. W ORI, PAERICHEW BB oK, EEH Y. PSL 2B L7z [ER 3]16 il
WK IME G SRR, SeaE P RRIEE. 4 RRRIEM . 5 R ASD PASHMT . 15 il VSD PASHMTiIfTH &L 0. 1
WA CIIERT L E AR UGE LR i), YR, BRI R o 7205 MEOED ). Bz 2 — 12 TKRE
HEPI M OB . PR - SREOMA I % L, NSAIDS Bgh L7225 A Al W o BURI3 et 2 20 o
720 FAE NSAIDs i3l L, oz, 3B b F7 /) — B OEBOMRIEHHIZ HOA 25ELTHEY., &FIT
EHHEED Xp TR IFPITEETOBNE L2 AL D, 3F1E S IEMEOMIEGIIRD L h o7z, ML a—TlX
3 BICRAEIFE P O Mk in % 58 7225, BIEIEN O MFEEMNIEFRD e o 720 BB 2 RO 761 b o 7255, JIA
LIERL LGB THo7 BEIZI—DBMICEHEEZ b,
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INEBRRICHE Uz E D IRK 6 B DERRIRDARES

OFfPr fdith'. 8 —&'. ™ EF'. BHF Z2° 8K FK. I8 EE
ERERIASESINERISHAE . BRSPS IR 2 e

—hiERE

[FF] B89 BRITIRBRO R ICEET HULH, TRE, RS SR I N 28T, IREREEROK 90% DIMitH
WNTWE., ZOORERNTORIED focus & 7% D LT, BERSLHCKERBE L EE2HFOMERENEL L Z
EICEoT, REIVEAN L TIRLENF I ZRIENLEIEDNRE D) REDIFEBORETH S, T/, B EILB
WD BRI % /- L CHRERICIB AT 5720, REIREZERT L. [HR] LR TRERL 72/ ED S &
9 A BH ORIR IR, BRSOV THET T 5. [ & Bk Yk TRER L 72/NEIIZE D 5 &9 % 6 Bl1C
DWTANT 2RI LB, BET L7 [RR]6 % OFIERERIZ 6 5 17 7%, B 1:5 &R
W holz, BBERBIER—F = v 2326 (LR, JIA 2816, KEREH 16, TINU 16, FHEAREHD1
BITHolz. X=F v ;D 2HITIZ1HI2HLA-B51 BtETH o 720 IEHEIIAT O FREIRD4ABITENRENA
FUA FEH%E52MED 02516, MTX 932 6, HFinL <2 4 )V ZEPEH DS 1 1T h o 720 W21 85 5
BN 26T, Z02B1EdLIF—FE2MHL TV, i 6 Bld 4 Bl THBIEZ D, BBIEROUEZ 2D
Twah, FRAHO 1HITIZAT a4 FulREHBHICHNEZ D720, Fiff (LPEA+vitrectomy) #ifT3 % b
WIEITEFD D 008 NDOUWHEIZE EF 5T, JIA DO 1 FITIETAMHEDEIIIE 004 L GGHOREICH 57228, L
I — FORAIZE ) BEEROWEEZ DT CTRIMBDIEEINTW S, [ELUNEH O 5 E ) LD PR
BAFERIZLIEIT 72 A ORI S L \IEREEZRET HUENDH L Z EPMHERINT Ty AVRAT AV
ADFEHALIC E 2 58 ) EEAIVNETIERE SN TOWLWREMED S 5 2 LA, i, LI — FEII@AR
WADEREY 4 IV TIZOVWTIESHBOBEEEZ 5N,

Nav 1.9 B -FEENEE SN/ NEUERBAIFEDOHARARSR

OFO B7 ' I X&'\ B A7 W R miE RE°. X8 3R
A% @ FE £ IR B BE 2

MHAZEZBEZRMAPRERBEZRVNEHZ | REXFAEREFRARREREZDE.

SEAFEZ MR TRE, IR IGREE, BARERXZ TR\ TR

—h%EE

[FENECBW TSR 2 27230 EIE, VS FREZ I UOACEEMRER EZIEICb 0, 2050120
BIENWERDEGT 250 H 2. & 070N B TR KA OFK O I NEGR OB OS2 72 & % 25
12y i —OBRERE BT 2 BBORZICL THHETEE, BIEFIME LT 72,

5 & HE] M EH I 4RO, 1iRTAH S L, A RERIZDOTF VNS 2VEEDIE Y — FHA LR
720 SERMRERIERGIC DL PR ICR DDz, BRI R IE D BALRIE S 10 & % ZRRIC DU SR I AE U B
2O B4 OFNE & HACEIE D 3B BRI R G, e L OIS WS E OFRER Y | PRI
B B O IE R Rk, MRAERTIIE U v, F 722 ORRREERERE® 2 L (B Rk EEEEnt).
BB LRSS 2 0030 Sz, HORAEMER B (R, & gD fEfERE. TRAPS), BUEMEY
< F. Fabry . SSEFRE. REMR. 3O ERESZE L2 BT REGRR 2 & RO S 2 DU
Fiz oMV L2 HARAND 6 5% 23 HOREHE LRI, KMIME 727 ) AR B X "2 7 v — A #HT
ATV O RN B IR T2 P L.

[R5 ) 7R O BZFE IR OFER, F P T AF v A VD 1OTH S Navl9 & I — F§ 585 T SCNIIA 12 2 Fik
D3Ity AR (R222H/R222S) HHEE SN0 SHIZZOER (R222S) 24T 5/ v 74 <7 AETFIVTIL,
WA 2 L) b i - IR B TH D I b, F vy ABBUEE & v e m AR BT T
F BRIGEHEMORKEEDN ) v 7 4 VI ATHBEIWINT 5 2 L RSN,

[R5 /N R A & FEVEVE L PUBERG 2 25 U B 6 KA DBEFIMIITICB VT, Navld 23— F§5 SCNIIA O3t >
AZERAEE LTze BUE T CICHEEBM S MZHEFNIE H AR HMISEAE L THB Y . AREOEPN TOME IF BV 2
ERTHEND BB RBIRO IR D 720 12135 B OER BRI LTINS,
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INBU O FiHEREERE

(ORFFEXRECTY)






INBUDNYTFIHMERRE ERODHPE

HE= MfE 25
SREBFI BRI AR R R

2 FOFGEEIZL ) 7O — AL L2 2 OB, BRI A BT A VRGO & T 5 EM R ER SR -5
VAT DI ENTE D, ERiCE - TH ML S N BB SRR o8RmELRZ I LRt shTw
%o TOKI) BBURT, BHESOBEENIMA, MARD LN TVLDOHh, WEZHAMBASBEOH A~ TH S,

LAEL A MHZMZ 7R o = FEEHERICIE. 19 BDOBMA LD D > 720 HH % 3O2OIIHT. £HICH
MORELR Lo ZNEDEICTF 2 —F —LOBEILE. A 74 FOUGRT2RTHHER AT LM Z 72, THER T
FEDFEHZ B EAATOREZM L HGHmZITV. BPICERZ2 RIS LN R T 0% iTo 720

ZLTHN, BFLODEIIFEIAT ) F2—F—ICL5BERHLD00, WHICE 2 HEMNRID MADOBESR
FKehdb, TELBFWHMERN, YA AL LToORM, BR2MMEI3EL2 “bo0EZ K OFE. WHE
KOBM A B DD, S RIOFHES OFHmIE TR TE BRI BIEE L2 wv,

D Lo TV LIIFEARRIC BT 2 REHMERI BROMURE i /N1 4 O E o> TH T4 2558 D kAR
B onZ LM DES ) 9 ?

Mg/ \MEFESEZE U 1 4

BHEZT  SEK B2 3T =0 Ok BAE Y BHE h&0'° KE BT
REB MR, 168 oT'°. 1 BF'°
BARVNRU OV FHHERSE 1 I . RAZERREMFAEZTINER, KRERAZIERS,
RWRIC EBRk. AR MEERR Y S—BE - UOYTF - BRERS. BRI
FREZFERAZIER, sLENEREERBE T 5~

B4R/ v FHHERE 1T, ANEBER 217 R L LTtk R EEOT e B L2—Flicow

Ty ZOBEREEOEN & B SEHIOWTHE Lz AEFNCIOWTHNTHRE L 2ER L AHBEE~OZ D
HRIIOWTHET b,
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2 - BB EICED LT, oA eEmaEym (UCTD) BZERE 4

thiF RK'S KIS BA*°. OKXIR TSRS, TR #BANS (AR A=,
FiE MEN=°. B K2

SERIC EBREUDYFR . IR DY FIHERSMF — LTTRA
WRMIAZAZREFHANRERE/RERT. HLSIRREERKGA LY T—
INTTEEA BN AR EE R TR, e EAF AR RES IR T2
LA S 2R

[Z U] A MNEY o< FHHES T, T L7272 S 2w b O O BERE B E R E N % & % 2 5N d 13 R imic
DWW T LR LT SHEk4 IMEATERLINEL, CORDEMNDOKEBREMA THRET %,

BEBI] 13 s Be TRV A —BR03H Y 9 ISR 2 i S 7z 11 IR TR BRI B w2 Hs I L
L2 ERICEFROERE PO DY, WL - BEMOMR L SEE BET S L9 Xk o7 EFWEEENEEDN, EMEOV 5 i
AN SN PRIBESEZEWT, LA BB 22RO, FREHHUNOBEEREDING, TR & o idilo %
Hotze INERRO MM % b 7245, MAFWRIZH STl o 720 IHREEREREIZRE 2o 7220 W CT CHRIENMM %% Bz,
MR CHRAE SR E MR O E RIS o 720 FIKBUAIX 320 1% (homogeneous 320, speckled 320) T o 7245, i B
Pk, $t MDA-S Fifk, i RNP Hik% &, o HCHKIETRETH - 72, LI T HERETIIRT 200 ko 72, BEHMHEH
ORRWEHFEOREEMEER L. BRICAF VikE EWTRICIE L BEMRMEL 2, SS%EEICTE LRV 2572,

ki L72RA ¥ P EZ0BOREB] BWITOWTIEHMEREIETH L5 L) 2 BHRIZOWTIEY 70827 7 3 B8OV AH
(IVCY) DRIEICH L Tl o720 2013 40534 (ACR/EULAR) 22§ 2 L. &4t ol Ens, L LEEH
fEIE- E D LAEVIZD PP b O THREEL B L TL o, IVCY THIfFSNARRO—HT, FPHENLEMEZZEET L L,
ZOMBIIEEIZTRETIE LRV, £ COBRPMEN, TMBEXORTIZHETE Ld o7z, 2O, Filiifo B A% 5 Ui
BEFRADB W E D WEPFRIRELTWA Z L2 HR L. DEAROM AN & U CliWE ORBICHER L 2456 B Hplg
LT HEE Lizo BUET TIC, NWEOEITIERD Th kv,

AT0OA FEEHlcRBIFIARICOVWTODER~EECH#RUTC
mgag  MCTD DEIZEL T~

Btk REAS. OFH B Fik BB 2l BT°° 88 MXT5
TH B°e. FE me©

ERRICEORUIYFR, EHEERARIIERE, EEERARIERS,
ABRERIAZIERY, SIRAZIVERE, BERMILAS MR V2R,

IIORFER TESRARRIERY, $B4BNRY O FHHERESHE

M2z B8 SPEFNENUT O L ) RIERNRKEET o 72, [EBICHEERE L TWaD MCTD O 14 521 568, - BER %40 R
T 4B ] [CRP BEDOATHILENT Castleman WD 1 B11. [£FMAER - MK E 255 140 [#HE Crohn
MR BRBIRAE 2 G L7z 18 RBRBIDBHESEIOWTL TS T 3 7 — CEEDIRA L 72 E R R0 7 1% 58 s .
CNEOEFICBVTHHNTERT 2B T =< E[AT0AL FOMWEE L7z ZOT—<IZEIWTHNTHEL,
WAID 1 BN WTHEET L 720 SEFIE MCTD @ 14 308, 9 M52 SLE #Mik#E %2 L, A5 124 K7V R 2 7 —)V# PSL.
IV E Y ERME L. PSLIEPIC (RHERG S 2 A%) CK. IgG. RikOmMliz B0z, MAER CHER b Z{bh b - 72
A5 ESEREVE R &FIT L. PSL20mg/H ¥ THIE L72. PSLREHVThOMbUEE Lz, Dtkd PSL BRI, HRLG
B1EADA 29E50R, 45 2 P ARICEEFREFREH D R L Tz, MmN B L Cld, HEMHSE 1455 22 ARIC
IVIEYRLE 20 AAERL, 2O/ 2EHRICI VY E Y ZEIEBML 2. WEFIMNEECTH 2 —J, PSLIC L 2%W
G REWINA R 2300, BB OPE IR Lz ANBY 7w FHEMEICHZE L, ZHSMCTD Th b Z L2 S, i
FJistL LT (1) PSL % 30mg/H F CHmAMIRT 5 2 &, (2) MK %2 IVCY ICEH L. MMF 28l G2 2 &
RPEFEENTz WG 5 4F 4 »HEER S IVCY. MMF O#5-% BllG U720 BUE IVCY6 7 — Vi 7%, PSL6mg/H ¥ Tz
LTWAA, FESE) ITLIERO v, [F2] MCTD 120w CHEFFREEH OFRSGEME, HIREMILT 254 3 v 720w
TIIHFERN LRI D v REFITI, RS - RROFHIZHETH ). A 704 FOEKHTHEPRRHEZE)EL,
R PSL ot G R 2 WS &, FW 2 HRMIMAR%E & 72 L7z MCTD OB TIE, WEOELD D - 2B I3 E )
BB S 2IC L, RBOBMTAT O PG HEB L ORENHIHKIORRE Z 2 T LED’H b,
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—fiziERE ((RA Y —)

(OFFEXRETT)






BRIENRZ ff D TeR R IR S B F I RFFEIEBIEI R D LEEAREY

Oxtfm ZFRE=. WA —BB'. #BK Ffah'. FE N, 210 KRT
YP-1 s &—8'. A& FZ2EE. A0 &' & #7'. IUH #3X. 88 I

IEsEARRbIVER . BMERmEEIERE

KKRILIRER Y 5 —I\R - PLILF—UDRF ey 5—

RRY—

(W= - HW]E MR, AEEEAIREOEFRO 1 o2& LTHLNTWSA, —B/NERHE BRI 3B G
AAE . S A T, TR E R LSV & A ARSI 25 (JTA) O RRIRIR & M [ o v TRGT
L7

(77112008 45 1 H~2013 4E 3 HIC AR L, BBHERZ 2 L T 2atkmimm (BRitEd 5\ vid ) v 3) ol &,
2015 4 10 A B @b o B ET B X 0% BIEIR JTA FEFICDOWT, ZtEkD S FAE R O B R 8 M A pT W % 4
FHRBIHGES L 7=

(RG] 2tk iy <l i BSR4 31 Bl 11 B (35%) 1I2#2®, 5 6 6 Pl CIXBEEINIcEmEe A L7z, Zoll
BlE JIAISBIZ IR L 7L 2 A, M, BEROERICAREELZRO o7, WZREOIME LDH (& 1,900U/L vs
211U/L (p<001) & HMYRHEECTREETH - 7225, HIMIKETD 1,000U/L #iBZ TWH DI 3FDOAT, JIA Fix4H)
IEFEH#HPANTH 72, ANEZOE Y, M/MIE, CRPETIIAREAEZROT, HILHHE 3 B CIEMZBIEICAMIL I
FERERDO Loz T, FHERICH LT MRI 28 L2HIME 3 B0 9 b 2 F THEHEOFICEHEEGZ, 1
BICTIIIE B L O BKIBAIEAN DR AT 2 RO 72, HIMLFEOZM RN E L TG SN2 58095 6 3FITIE, —K
TS, - RO R E AL R CRPIKT 2 RADHBICHRL T,

[(Z%52 - F5EE] S A B C o5 BIE (I R B CA IR L, ARtk CRAEAT IS Z L & v ) R sty
ENTw5. I LDH &, MEREOFRE, FMIMTOFEROFIEIZEMEAIMNE 2 RS 525, FBEMHIIEI RS
ZRDLTNIENH S, JIA & L TUIIEIAIN 25 B, MRI TESREGLWEEINZE, PUEEGEEO—#MER)
R EOVT N2 ROTETIE, MERETEE 2RO R THEMPMEITIRETH 5.

o BRI AV EF MR R MR (CHITDYIRIDEYZFHRAZEIRICED D
IRAY— EKX

OFA HME'. =M BF°. SRE $Ue. G B Pfs 55
T8 EEP, BH BEX
RERS STWVRBINER . SVBNEREEREG T 5 —FRnihl

[T U ®IC] BiRUEAE R S PRI T 25 (BERAL JIA) B\ CBUEERBEIS D & 5 B (Bio) 13 FY ) X
<7 (TCZ). ¥ %NVt 7t (ETIN), 7¥ VU AL<7 (ADA) O 3#ITH 5. WHAMOAEHIEIER IR, EDX
I BRIEBNZ & D Bio % BN % 22D W TOIREHI R S IIFK 4 138 O Bio BB D % ERNIT DT BFIH
THBME L7z

[et g & 4] 55403 2008 46 1 205 2015 4 12 12, dWwH/NRRMEESG A ~ ¥ —THIE O Bio 38 A L 724
G % B < JIA. TCZ, ETN. ADA #EAREIZHT. Bio BAREOFHE, JIA O5FH, MAHT R, BIEF R &% %)
BUIARET L 720

[ 9] o521 45 1. TCZ23 %1, ETNO . ADAI3BITH o720 JIA O433IZ. TCZ. ETN T RF Btk % i At
% { (TCZ13/23 (57%). ETN4/9 (44%)). ADA Ti3Fkehl/NAFI K% 22> 72 (5/13 (38%)) o Bio HAKED -1
4EHEIZ ADA Tl d Eid o7z (TCZ1057%. ETNIL7 . ADAI36 ). ADA % 10 i LL L ofEBI TRIRS ., 5%
PUF 0%k 9 i 8 1T TCZ 25#IRE N7z, HU CCP Hifk, Bio HAKED CRP, ik, MMP-3, i BHi%k. JEAR
B TCZ Thedb Wl & 72 o720 TCZ 1X ADA & i L CRP. MMP-3. HJ% B4, MR BIE B BV CTleaT
MBI WETH - 72,

[K5EE] ADA 3B TIEFEA 07000, AR LEL ST, ZOFEED SEROEVIER CRIRS Nz, RYE
WREBT 2REDZVHIIRTIZ ETN @ X 9 2 2B OB WBEAI O DRG0 ) A 7 2898 T & 505 AMaHciddk
HHEEDOL W TCZ 3% BIRS NIz F-HAIM AR AER T2 WS, RE BtEL SRR BFEHEO R
JEBIT TCZ 3% < JIRE N7z,
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b2 U XN TIRSEE (LT D EMAEIEDIREY

OINEIR ='Wk JETT'. AR |0 BN fmRl'. By —K?
EMARESINRER] | (SN AR E S R B e

RRY—

[B] AR (JIA) OWHEBIHL IL-6 ZHARPUAE tosilizumab (TCZ) AW HNMTWS, TCZ ORI
& U CTERAIMAINE 253880 5 N 2 255EIE I 5 2 T TCZ I & AEMIAMEDOT & LT, 1. [EEAKREK
WX MR OMEOITHE, 7213, 2. AROBET AR S b RFFZEIE b ¥ ) X< 712 & BARGHKIIE O K 3B X
OB IZoWTHET L7zo [7EE] TCZ %58 (4x 5% JTAQ Bl X OV% iR JTAL BI) &, Moo AEMyarBHl e 5B
(% B RUE SRR MBI J 4 B0, R—F = v MR 1)) F7213. WA S-3E (S R JIAS B, £ M
Hif JIAL B1) 12T, BRI BT B MiEMAME (C3. C4. CH50). EBiaik, Bubuifi, rmeks.
WA DO WTHE L7ze (K] TCZ #5-8E1%. 10 Firf 9 B CHLiEMAM S IERME L VKT L Twiz, 2SN D 2
BELIEE L, C4 BAZITIE T 2 #9077, C3. CH50 120 W T A E TIE R WAME F A % 2072, TCZ x5 I2Bw»
THRIEEAER, PIBPRZRO L h oo FEFED C4I1E, AMBRKS X O/ MU E 22072, 72, TCZ
WRICE D IEFIL L7z [FEZE]TCZIE, JIA BT 10 B 9 FICIERBARIERZ & 232 e PHO e otz
DR & L CTHRIEEARERIC L 2RO E DM G IR wEE 2 Sz, TCZ 2SHifkEA: % ¥l L w2k
PEASHER S B A%, BRI R BRI IOV TS BROME RN 5. F 72, EHIAIC X 2 5 H R B0
faR DT 2 2O WTIE, HERTEX 2 h o7z,

INB2HMETU TN =T AICHBIT DU EEEFIE 2 FROFE

O/MR HER'. Y HEs's 0 &8, ol 8f'. LA o Il S0
YP-4 KH BT kB L kG TS BH B i F-'° AF £9)
EUMEEERR LY S8l - UOYTF - BERR . MEMIIAZAZ RN/ REEE

IRRY—

[iZtdiz] /NE SLE OEEIZBRA L IZIZFRABETDH 505, 25704 FEIGEERELR EOBIEH S ) /NE~oEH
REEGRHEE L v, 20720, MEGZEMRGALHEBIEPEETH 5,

[752:] 2008 4E LIRS 21 e CHEBR L 728058 /N B SLE 8% 16 2 O WEHEFIIG 2 SERFIC B A %8 A7 a4 MG,
SLEDAI 2o\ TR BINICHGT L7z B8RRI FESE & I 1Y P56 (R T 2280 dsDNA $ufk B o F5#e)
TEHKL7,

] BB 560, 2011 #l B 5id ISN/RPS 5% Tclass 11260, 281261, 3K 560, 4% 4 6], 5% 36
(5 RUHH 2 B), FEMEAFRLE A AT A F29VA (MPT) & REFHEY 70k A7 7 3 Mk (IVCY) L AEBG
oI a7/ — Vg (MMF) @ 3FIH TtV #MiFEL 7L F=vu»r (PSL)+MMF TAT- 7813 5
(AT) ThHo7z BEIZH, 4W 14, ZhLUNOHBELIT-/2 116 (BH) Tk MPT & frbi, 9 X
MPT CTEMEA L. FEIZ AZA, MZR, MMF., #2701 A Z20OWINrz2 i L7z, 512283 IVCY = Efif
BAZH, IVCY BIERE S 7T F 4 7)) v (AZA) 223 V) E Y (MZR) 2B L7z. WHERLE 2 4ERE F TS,
ABETIZFIRBNE 2 D25 7225 BRETIE 9 BIASEMEARRED 5\ IZ PR % 8 72 (p=0.0021) » FFIRBIIZ 4] THLIE
PIHIZEAS MMF ICEH S, ZOBOFIEBD D> 2o TORER, FIE 2 ERFOIRE Y 72 ) PSL % 5.3 & SLEI-
DAL IZEEFSE (T4) BB L ABAEZRD LD -72 (p=025, p=027), F/z. 24EMICBIT 5 PSL G212
WTHMAFN R AEEETIRDO L -7 (p=008) 5. A #TIld PSL #5713 019mg/kg/day. B ¥ Tid 0.32mg/
kg/day & ABIZBWTALRL R MDD - 72,

[(#£%2] EfE AL LCMPT, IVCY. ARBIGHH MME o 3 #I6F %D, SMMEREE L L TiE MMF 299
FEBIEICEN TV 2, F 72 FFBIANO MMF (2 X 2 E#0 AP IEICHERITH > 72 MG EZ T51247H 2 &
T/hR SLE ORI FHAUE S D W RETED R V.
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o PR ENITBNA SN PFAPA SEIEEE 10 flIORRIBEERB
MRAT—  ~BHEEOMEM(C DT~

OLfE b, 1BF BM. T4 B R B, 5 82
#RINRILC EBERTY YRR R

[T 5] PFAPA SEBRE XT3 2 RS H OIS 12— S 2 b 012 < 4 OFERE T 4 D BEIZIE U THl S
TVWBDHPEETH 5,

(58] B SR B 2 & kA 2 H I Y Be B 8B 2 48238 L. U FH & BE38 L C PFAPA JEfRHE & e L 72
SEBI O IHHRRE 2 B HINC I Lz MBI 2013 4E 1 A A5 2015 4F 12 IS 4R 2 017 L7242 10 651 (38 1 3 43,
R 76 T, MBROVHEE 58 % (2~8 %) 72o7

(RG] M BRI S 7z 10 Fr 1G4 802 5 P T2 Sz 1 BN BARIRPUEIN O 72 30 MERSE TRk
L, SHUINEHICIRBIE Lo &8BITH2 7ay h— (Y AXAF TV 7H, 77FI 1M ZHMBL, 9
L7 (YAFVV6H. 77rEFVLLIH) FREPASN, SHNIARET B9 5 12, 17, 21 H). &5
1B (E»S 299 R) B#Z L7z H2 78 v I — IR0 1 fliZRAE I o & e L7225, REOHLEIS
IO RZESN, BUTEEEEZ EHNICEREHIHN SN 10805 b 1 BIDFAM % T L72OMRT, 5D 9
BHINRHYI BRI RE CTH o 720 Z DTPEIE I OB X RN SR 2 BB A 22 L 296 L % THh - 72 (29
Bl 1 BIATR B 2 5% T2 o

[£ 4] PFAPA SEMBRE A $ 2 R H OIS S TwanZ &b H 1), WAschsmbdib b omis & Flkr LT
MEH BB SNIHEBTH > TD ., NN E L IZE S 2 WHITR SNz, 5% PFAPA SERERE OIEHIR
STOMESL VLT EE Z b,

., BELHE (DUITAURY) [CHERPEOREEZROCRERRME
MRAY—  Sjdgren IEREED 1 4l

YP-6 OXE B HIN KR, & @mx'" 88 6T @A B/ T% =X\
BH B =F BE°. 28] ZET P FoxH &
RREZFERAZIEN . RREZFERAFHERRRU OV FRAEY 52
HREZFERAZ \FREREY 5~

5 - Sjogren FEMEHE (SS) BT ZHENRLSE (HY LAY AZ7) IZMEESWEKTISERT 2 &b, stk
JEDO B 5122 W Tid b 3512 Almstahl 5 D, (Oral Microbiol Immunol 2003) 12 & & F %, FEFIFER 1 8 7 20 H.
R MBI X 7ZRFE A ST, 1 PRZ CHINEETICRR 2 B Iz, 20B Ik A & 0
WCHES 2 D T\ 2015461 H (7 320 H). 39C G o%esh, HERAT 1 BEH &, Dk 37C GuioMsh & &
BIEE BB ED D L9107, 20164E3 H X Y 38C # A2 HIA LN, LEEIMORAIAHIE L. 4 A,
FEEAEANT T SS-A/Ro BufRRtk & HIB. SS ZEV T AR, H TR - S FBROMEN - 7% L. WBC 6,530/ulL. CRP
0.03mg/dL. IgG 1,512 mg/dL. ¥iEEHifk 320 F5. V7~ b4 FET 16 ITU/mL. SS-A/Ro itk 662 U/mL. SS-B/La
itk 51 U/mLo AR OFENCIE. IRIROBE I S Nd o 7245, MERIRFEE 2 2072 (Saxon test<04
mg., ZHHFIER & 1ml/15 5 MERRS v F 79 7 4 — W PR RUY AAKKTE, VS /N R AR fe © B P
50 7 DL EoMlgREH D)o LLEX D MER 7 12 5, FIRA 37 0 5, BEEIRA 27 3 5T definite SS & 35l L 72
NIRRT ZWoF51E). 10 %, 478 E & ICFEM L2 OBMERAEIC T, BIRICHEERI 2 -5~
AWHBOBH ZED 2. BAMERIZH L. prednisolone. Azathioprine % Bi# L7225, CIREEAETIZOWT b B
BZBERIB L. FE AV T AYAZEIEEREOAL ST, I 2—F VAWK, AMEEKE 0L KT OEE
2% ho ABITIIERSWEETFOALST, I 2—% 2 ARWBROBG 23D, WHORKNEEEIC X 511
BRI PEAL, BR AR POSIE AL DS S 720 SS DEFRE 512D\ T BERHIMEE R KRR DA TR < BiEI%
Y 7 U BV 72 L ) BRI 2 L 7 O BEEATRIZ S 7z,
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REEH & DOFEERRMZ 58D IZRIEEFREFD 2 4l

OftEd HT'. & @=xE'. R E°. 3r1 2FEF5 k@B &', U F°
ERLTFERAZNER, SRgFERASHERER) VX FEALY5—*

RRY—

WRL © FREH AR (FME) (3 1 20 & BB 58 2 Bl & 3 2 W vt R MR B COSREMERERAE T, A28
FERWER T L LTHIENE D, ZOFMIZOWTIEMEI DR, HFERIERD & OBEMESHIETH - 72 2
Bl % REBR L 720

SEBISER ¢ DER 1 (13 5%. &) 11 sz k. AR L2 5B T, 3B LY. Bl4H 3~4 Hui
5 BHIGR S 2T, M Z D 38C BoSt#a AR I L1230 72, /5K CRP @ LRI M THARR B TIER
b U720 HRSHHEBEREDSSEDN/Z2S, X ) 1 5% (125%) 24X v ¥ —% %%, MEFV Exon2 E148Qhetero,
R202Q hetero P& # A, TV F ¥ Img/H D512 X ) BEGFE IR HH &, FMF &2 L7z. ES
2 (16 %, &) 13wz k. UHHBEHMIABAIT, 4 r HEETHIIWE Zo/ce SOTA LY, 3 HIHE
BEONEHE CRPO EA 20 BEEIEL 3+ HIZEOMBTRO. WEICHEHEIAIZ2~3 0 & &1L 72,
MEFYV Exon2 E148Q hetero, L110P hetero, ExonlQ M694I hetero D% %# 8D, v F K5 %2 FiE. 15mg/
HTHEIRE CRP oifil255 57, FMF L3 L7z, 20k, FREROZ(LE ZRICRERMIIARHINE 2D, =
WeF URIhE otz ENETRIEREE ARE OBEEEZED LD o725 167 L 0. AR 2~3 Harh o5
BRI IS TR OB A ME A R0 5 L)1), AREAMEFM L 8IECEbL 72,
BRABAMI-RL-RBBEILMEFMF BED 9 5 7-15% (H5HETIE53%) KDL LHEINTW
b0 WHETFMF 285 6. ARL OB ZERTRETHS, ARzHIET A burvidaveF L
VI ULZAMOIEETHY ., RIEOTERIEDH ) & SN b, K2 HIF FMF SBIEXHARER D 2~4 HTH O, A
FRPCBWTZI A ba by r A bRV Y § 5, N EEZ M2 HE T 5,

o RIEE CHIRFEREBZ RO, B2k CICREZZE U fc BEiEF E T
MAZ= BIEIRD 2 fEA]

OXX AEF. Lt &F'. B 257 T& B 26 5
TERCEBRE 7 VILF— - BRFER . TEAFAFREFH SR\ TREF

] ARG O B E RIS AR AR SR 28 (JTA) BE RIS/ U KBTI T 2 2 L 03d 5. [HIW]
HiEE THfERE 2 BEb L, BB TICHF 2 2 L 72 BIEAY JIA2 4 ofb@ 23R L, BIEEL JIA o ES 20 5
MY %o FEB] <FEFI1>15% 2 »HRICHEBRZ DN T Vb & L ol EENEFTHREREAZ DT
MEARAS - BHER CT - MRI % $4T L 203 B RIEAB] & S 7ze ERBEIEAE TEBRE 2 BEb 228, BEHioL >~ b
TUTREN L CGREBIE L o7z T4 PARIHRIREL LURFL Yy —TOYNEY) T—2 3 YRR S
NIz LR T HPATHIANA B R 20 ATFERZND LR R oz WBA JIA 25T /NS A
AR L 725 MBI T JIA B EM E S, UNE Y F—3 a3 Y&kt LT ize 1k 7 2 HRICHER~R E LT
e B OFM LR Z Ly BEER I KA 20 JIA 238Eb T, 1% 8 22 H THURHAM & o720 WIHE, 3
PN, WiTE PR, Wil PR 2 LR 13 BIETCRMI R ORT WAH ) . ZBIEE JIA LB L7ze <JEB 2>1 mIRHIRAT
RECA TSNS A D R WAk F. 17 6 2 H THREDOPATICA M /2. AR CEREZ SEb 7225
LY br Y TREN R SEBBIS L oz TR BhRl B "ML 2T HBICTEREMIT Tz 17
2RSS R /N JEAAE S P R > & I PR IR & BB D 1L T B Bl i R~ . BEER MRI 2 408 S 7223 88 2 i
WP L o720 1k 11 22 HRHS T BRI T D JEAR - BB R O MY BB TSR 2 23 JIA Z5Eb LT 4RI
L0, MIRBAET - R OBE 5% 0, IR JTA LB L7z 2R & S EEBO/NER B X OIS Tl
FHRELZZ SN, JIA OBMICEDS 2l o7z FHED OBWIHEE X TRER 1 TS iZZ L 7T2rHZ2EL. fEF
2 TR AMRRZZ L 11 2 AMER L Tz [BR]ITA ZRIFER - RERGRSER L 2 5 BTHEOLEITIIK
WIEN PN TO M ROA LR T 2 LENH LI L2, BEHBED AL ST o FHMTIE R WG
FHEIZDEFE L TV LEDVD 5o
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o EREOBRICHUTSIT T/ —UBE D 1 FILCEREAET >
KAS— L NEBEESEMTUTY h—T20D 1 22

OVR JER'. 44 42 I B9 FH . LAk hovE. I B
XH BT Bl S BH B FE F0 G @5
EVABEEMRTY Y-8 - UOYT - BRRN . EMIAFAFRRENE )\ RERF®

[IEUDIZ) BN — T ABROBIHTA FF4 L I2BWTIE, OF ARG — 7 2848 3 - 4 BN 2 B
AR, Y7 ukA7 7 I FREFEREE IVCY) &42503a3 72/ — Vi (MMF) bREZICHER ST
b0 LA L. NEMIFEDOEZHEMETY 7<% b —F A (SLE) IZHWTH. FEO BRI #Y) A &) 2R TH
o Aol fREEE QIEYEBENOHVIER KD -0, 4BV —F AL (LN) 2 S0EBOFRICHY LT, MMF
TEMEA L 72/NEISAE SLE O ZMF % K8k L 72D THET 5,

[EB] 21 mesctEo 12 w2 SLE 2 38%E. #158H1Z LN Class 3 (A/C) #5720 A7 104 N0V A (MPT) TE
EAL, 7L F=vay (PSL) LT7H¥FF 7YY - IVY UV THRIN T W2, 1375 7 2 HICHER L 4Bk
El ol BAERIIEGR S, S 5I1I2H#E D MPT B X T IVCY ~OIEFEAHR: 720, MMF 1000mg T A
L. LI PSL 2 s L 15 il L7z 16 RIS MMFE ORI & 1 2 [0 H O R 2 3872, PSL I3
F° MMF % 1500mg (38 U CHB UEMEA L 272 19 %K, HERERRICI D, BEEAK - MRZ/H)H 3
B HOBEBRZ RO, BEMTIE LN class4-G (A/C) TH o720 MPT3 2 — A 17, PSL30mg & MMF % 1500
mg CHM L. MEFNREITHERL2ICHFEL. EARD 300 H THK, HEEMEAKD) L7,

[#%%42] FRIELC LN class 4 % 2 L 72/NEWISIE SLE O — & PEFNCR LT, S A#E: L LT MMF 2@ L. &
A 720 RIRITB VT, 2015445 MMFE A5 LN 123 L CREBGBEH & 2 . A SLE OEME A B L OHERL
IR W S NIED 720 AFEBNZ/NBIZAE SLE 123V TH MMF AN EMHE A LTHEMTH W REMEZ R L
TWho IVCY O a5k AT IR EE & S BHWES. /NG SLE O %S5 A & L CTo MMF OH1 R OERER
IVCY & MMF £ D5 > ¥ WML RBAL I N5,

Capillary leak syndrome =2 U F M HhskD—7F

Otk 8. U 2t HE =B, Ak =7 58 BT
YP-10 [BEIEEESE AN -V = RN S =L
FEAFAFRESTREINERES . BTEAT Ay F—IRRE, FENIDERRbRR

IRRY—

(5] 23R % (PM) B 2 A #CBEE 3 2 SEMEMKETH ). KT e TR 2 S ok, 1
BWMiR R LR RBRG Y 2T 525 AEFITOHmEIZD RV, 40, PM IZ Capillary leak syndrome (CLS) %
BLIEMNZRB L7205 %, DEBI]12 @S e WH 1IHE. £EMRRSIMI L. WH 11 IGEEZS
L. CKOLERZBDLZENE, EIYEIHE S B OB W < PSL (60mg/day) #5250 S ize HRe b i
Rk & CKARTF Z2i8072%% HH 2312 PSL 2 RE L2 2A, &HBEKEHHETORBREED2720, FH
29 |2 M Bl & 70 o 720 KBEHE. % Skg ORTERIINATA ST 7zo IENAHEEN ORI T LM T BEE I 2 T,
A & I 2 s & L 72 22 A B VEVRIE 2 320 7275, Gottron B~ F b0 — 75 7% & O 8 15 S\ Y 72
BB ZRD o T2 MEHAE TIE. WBC16300/ul, AST273U/L, ALT178U/L, CK3577U/L, 7V K5 —+¥ 321
U/L, $utdifk 80 i (Homogenous), Pt UI-RNP Hifk - §T ARS Hifk - $it Jo-1 Hifk - Jt MDAS Hifk - HT SRP Hifk -
PL HMGCR $ifkiZ & TR TH - 720 MRI A TIE, T2 5% - STIR Bi{& Tl RBE, FRE O A S 2T T
WEMEDEE S 23RO, BB > THAERE D ASN 72 REIRAHS TRV &, Bk, Mk, MRI
THiRERTHRZRDIZ DS, PMEBWI L AT0A FALVAEEE KBS Y70 7)) YRELRHEBT
BY, HEDPS CLSICX AMENBKIZE ), ETHOMTFET & FYRREACT 2580 720 FRIRREE 2 & e
WEEL RS L ICU COEPERAIT > 72, MR EMEMIE. 7V 73 VHiFIC X ) E5RBIEEEL. 5 HiRW
ICUBEELRST, ZORIZ. 770 A A2 LATE A4 FOREZBHIBEL 2. FIRER CLS OFRIZ R Y
NEY)F—=a Ik )V oSER Rz, [FERIARER T, SHISETT 25 - B - THBRORIEIC X D .
PEERAICELIZED CLS 2Bz £ 2 5Nz, CLS D&M TIEdH 5725, BAaMDOE Y J]DM/PM O BHE &
LCTHETHILEND S,
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o b UXNY TR 3FRICYIO7 7 — VAN UERE ZFEUIc e
MAT— HRIEFEMHISFERIEND 1 fl

oM AR, & 2. #IH R2. RO B2
THER S RS E IR

SEBNE 22 B2 Mo 11 AR ISR T HER Z23E L. 15 F CICHEBD 4 MOFEHEHE DKL TV, 16 Mk
FIRBIEN . THOE. ke, FBEASBIL, SHRA RSB K (sJIA) E3W L. AT a4 P28V AHE
T L2 Z0%B 7L F=va Yy (PSL), ¥ 270 AR ¥ (CyA) OF5- 24757205 7 » A2 sJIA 253 L
el bYA= T (TCZ) #EALz, Lk, BIMREHETER. sJIA K LT, TCZ @ 2812 1 Ho 5% & PSL.
CyA ORI E- % 4T o 720 2 4E [ sJIA OFERENA SN H o 72720, TCZ # ik - ik L7225 IL-18 » LA 13380
5NY, ZDH% PSL., CyA OFG-DARIZTa Y ba— ) L7zkEE, SEMBERZ AL, LA L, 22 MR Fs3,
& HGEE . TR - BB ATHEL L, SR T S 7z ATR L, sJTA OFFE & B S, MERICH AR L7,
TESEHE TL-18 13 5000pg/ml Bl E & FHHE LTz, 2704 ROV ARATH D BRE B L., My IES SR 2 IR 2. I
M 64 5/l EAKT L. AST7881U/ml. 7 =V 5~ 10570 ng/ml % EH 5~ 7 10 7 7 — VIGWALERER: (MAS) ©
EBEEBW LTz FEF AT VSV IFUBIATIV (DEX) #EE CyA OFHB ST HidT L7205 Lz iz
O, MAESSHR % AT L 7zo MAEACIREIIMAET 2 3 00, B HETHEH L THROENIRE 2202700, 48111
] D MHEASH 2 47V, BTGB IR B IR T L7zo MAS IC & 2 MERE LD 720 12 W 7 Bk ERIR D (IF ek 162/
uw) DA G-CSF 25 LTk Lz, WEOHELORIC TCZ 2 B L. BPitk 2 AR — B 5- %17 >
TWBH, BED L ZAFRBIEIAD TRV, TCZ Ik 3EEFGE L CTHRE L sJTIAJERICOWTHIE T & &
BT, TCZ DE, KEIZOWTELET %,

o FHRICBRB Uic~ o207 7 — VR UERBE =& # Ufc 2 BRIEF T
MAZ= RSFMBIEIRD 1 F

OHBD HRES. LT 1/E. 1T 1B B N, 5 FE. A+ &
P RE
BAREMAZ/NER

[T UDIT] &HTEEEREEE%L (s-JIA) 3~ 27 87 7 — JEMLREERE (MAS) 2605 28NS, IF
BEPLETH Do MAS O 4 » & L TII/MMGEA R IR BERE E 0 HEE T H 5 25, s JIA OWEFEPICIFEESR A %232
DHLZENRLIELIED D, EHINFE L 2EPHA I N5, 40 s—JIA OFEFPISHITFRRREREN IR L MAS O &
BEZTER L7225, SRR R BERE &2 DAL D ZEAL D5 22 W 7280 MAS D5 3L HE 25 72 S TR RE DO WM L 72 &
BWER L 720 IL-18 D LR D2 E D SFRICHRB L7z MAS E5HL, 70 AR Y Y R{LAF0 4 Fix5 %
B L. FFRRERE E O E %2 R0 72 1 Bl 2 R L 7272053 %0 BEBI]9 M Ko 5 I s-JTA & Z M & mPSL
POV AR TR LTz FOBFRE B L 1E3 A PSL %5 %, 15 HHilC NSAIDs #5-## 7 L Tw
7oo ABERTH & 82, BeBIETRASIMBLL 72720 s JIA R Z I LBAARE L7z, ARG 21T 72 b 0 0dss
RO, 72V F UV ER R0 s-JIA TR & HIWF L mPSL 7OV ZAHEZ B L, @R ICRE L 720 ABEEED
IL-18 1% 5868 pg/mL T& o 72 mPSL 7V A## 2 7 — V#7125 PSL 1 mg/kg/ H¥ G5B L72 & 2 5. fFHéRE
REEASIHBIL 720 MAS OGP L7225, RERRL IR RE R E DAL D24 A 72 < MAS OB Wi Bk % 5 72 e o
7oo M@ L U CEAMEZ ZELNIRE §_XCHIE L2290 RS I E L, HEREEF k2B L7225 2
NERBRTEHRLZ Uo7z FEREEHRBEL TS IL-18 BSFEWNZ LA L Tw5a Z &SI L 72720 Rl BR
JA L7z MAS T 5 L5l L. mPSL 79V A3 % BaG U720 BFBEE IR KT AST 735 U/L, ALT 2311 U/L &% D),
R %E L 72 IL-18 1% 69,241 pg/mL T& - 720 mPSL 7NV ZFEEDOR BRI+ Thhr o 72720, MAS IZXT 5
HHRICHECTY RERA T a4 MG ¥ 70 AR CEiEzEm L7z L 2 A HRRERE & ot & o 7z, [#ak
s—JIA OEFEREE I MAS OZ W AAE 2 5572 S 720 W IR RERE & % 5230 7 BRI IZ IR AT £ %0 B CORE T R 135
WZHFBBICBRE L7z MAS 2 283X & T, WEBOFFMICIZ IL-18 DWENEH L& X 5,
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o B CRERAZFD TR AENET U e BV EF SR EEE
RAT— % (sJIA) D 6 HERH

P-3 O FE'. Kiu Z', 4K BR &)l B2 3L Az A &=
WH B &8 Hi*
RIsFHREIVER . EXR#ERIBER T 5 —/\ER®

[#E] sJIA OB IIM % OAPHEICIEEILETH 5.

BiE] 6 %50 (AR M dEz L (REE) V) o~ FHRBOREREZ L. (BURE) 6% 5 2 AR IC IR, ks
B, BEOMIEDL) 7Y M FHICXHEIETBE SNz SHiEZ WBC19000/ul (i H1%k 86%) CRP9.6 mg/dL ik
69 mm/1h IL-18 17342 pg/mL CHHERER IR0 5 h o7 AF VT L F=ym ¥ (mPSL) 7SV A 1 7 — )b T iR 22 fi 2
L PSL1mg/kg O##ETEM LB L. L2 L 3HM% (677 4 H) 12 AST151 IU/mL ALT470 IU/ml & fFi¢#% 5%
Rz B, %, BEELZ QM LEORERILDBD LD o720, BEOZOBAR L. 74 VAW, EFRWR ERRF
WERIT) DEERERE L, %2 B OFSE T ASTI312 ALT 2604 TBIl3.0 mg/dl & & BAL 2 i 72 7230 Y 12z kE L
72, CABEmsRT R K 36.8C A B IRBEIZ BT, MRERREIE & B2 i IS8 e % R 22 ASFIE K 72 L. R4S C i3 WBC11800/
ul (seg54%) PIt26 J5/uL CRP0.33 mg/dL HEMEHRHARIZEHE 2 L AST1491 ALT2896 ALP397 gGTP515 T-Bil3.0 mg/dL
DBil22 L #iE 2D 7 =) F VIEH 72 57278, sIL-2R 5943 U/mL & &fli7Z o 72, Wl ¥ 7275 7 4 —THE PR RIE %
b7z (Bol) ke o 3 HETEAMIC PT61% &A% FHEIM & 2 ) T-Bill0 D-Bil4.0 & B4 L7z, FFRELAELEE T IRIF/NENIC
SR JER R & I REE AT H SO NF O 75 5 72, mPSL 78V A#® Lipo-DEX, ¥ 271 AHK 1) ¥ (CsA) Hitii
THEFEL, 7V 227 — VT LW T IFREE L #E 013 Z L < M4 5 H R + mPSL 78V A TE# L 7.
(ER]AEGIHR TN T O FRLY), BEARERIED 2 A BE LAOAMEL L TR TE Y, ZOREMICHTREE,
HIEASELT L 72, sJIA OTHREEIC TCZ 45 T TRAVER L { BMIFAE L o i d D v, REFIETHREORE,
CRP FADZL o772 IL-6 B A4 Y OFFETR VIR % 2 TCZ EAZ—H %Y CsA Wik +PSL THEFRFL 72,
3] SJIA OFBIPIFREE LA O A TRIE LAMICF RS ICHEIT T A0H 5 2 L ICHEETRETH 5.

., MEFV B FEEGEOEBREFHISFRMEEN(CHITD e F
MRAY— > DOBEWMEICET DRt

O BT, BA RX'. &5 £N. BTt . HE St B B
EH &

N

RRERARZNER . REBAFAZREARARFEE )R

[lZr 2] &HBEEMR IS TEBIAI % (systemic juvenile arthritis : SJIA) &, H KRG UG O EIAS 4D F 7 i g
THLHOCKERRE L ZZ SNTwb, SJIA BE T, IL-1B B oG L & B 2 MEFV &fn T OZER %
DHEIRETEANL D EVEOWRENNL O0d b, MEFV @nTER%Z b OREEHEHEZ OBERICBVTH
MTHAHIAnveF U MEFV BInTEREMEO SJIA BEICBWTHOEHTH 2 WHEEIC O W TIEHE» 2V [H
8] MEFV &5 7ZERBEIED SJIA BEICB T 5 IV F ORMEIIONT, UF5IEFZ MW L THRETT 50 [#H]
FEB 113 6 M FSIE D VR T MEFV & fz 1@ L110P, E148Q ICZ %D 1 . JER 213 13 M8 iE O L3¢ L110P, E148
Q. P369S, R408Q i2. JEI 31 3 ZBEAE D BT L110P, E148Q, G304R 12, HEHI 4 1% 7 358 @ 2 Jg T G304R
2y ER] 51 2 MBIED B IR T E148 ICE R A D Tz, T, fER] 1 Tld MEFV #fzT2RUAMZDH . NOD
2 % PSTPIP1, NLRPI2 L\ 7240 HOSHEMR B &L BT 5 2 OB TERZAD Tz, & 5 ER T IL-
6 ZHAPUAOHRFEZ L., ER 14 TIERBATICHRE RO TV 5, ER 2 13— EEEEEMRIGEL TS F
PRE D, FIRRFIC OV e F R G2 B L7205 ML L72RE 2 2 B I3RS TH o 720 JER 3, 4 13 HR
BROTVIHEF TH 572705, TN F VBABRIIER LS REL TS, EF 35 TEaveF VEAHK, A70
A FEGEHIETTREL 22 D PLIL-6 ZBEBRPUADO A TEMZHMEFREL T2, [#ia] A7 24 FX° DMARDs. 4%
M3 70 & OWEFRH LTI O SJIA JEBI T, MEFV #{n FEARSHEOR A 1E. IV F U B3GR % G # 0%
W E R DEL I EIRBINT,
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o FAERF I CB BN DA B 7Z 58 #EER(BRR DR UTc 2 513
MAT= AR RIEIRD—A

Ofife =, B4 =E. N BN SH BT & =0 88 514
ES
KIRERAZ/NER . Tor/NERE

[IFUDIC] EHREEMERERIEBIE & (sJIA) 13 ML WEAORIEZ V<7 07 7 — VIR LERR: 2 F50E
HAEGIR, FEE T I EER R ORI B IEBIDAFAET B o PET-CT (2B W THBINICRIEDAFAES HIEBIE <
707 7 — VI UEREE 2 J6hE LR 3 < RN IIEDFFET ZAERNI RO MM R 2RO T v e Hid S h
T 5o FEAERF, BB ISR L 2 8D 7oAl H T Ly SN INBL L7 IE B & SR L 72720 809 %0 [iE
Bl 12 2o 38-39C BrFE#. FRY) Y oSEilER, B, M. KRB, BoSm st LATEIC AR, P
MTEDRA 7707 x ¥ 285 SNz FERIISEEMIN Tdh o 7225 BEHTE LSS 28 9% H M BE IS ABEhF O ML
FeACid WBC 28830/uL. Hb 11.0g/dL. Plt 555 x10"4/uL. CRP 11.74mg/dL, LDH 206 IU/L. 7 =V 5~ 337.0ng/
mL, IL-6 93.3pg/mL T, &H D RIEL B2~ 7 07 7 — VIEMHALEBRIFI G L T ikd oz, Ga v ¥ F 7
77 4 TREG ROHE TEFITEZ#D, Gd #5E MRI TRBE OF#®IC T2 &E 5. Gd DGz o7z, sJIA
WL, AT aA 7OV AFE KON H ORELHRS 2 gtk SERIZEEE LA 704 F2#k L7z, €Ok, MRI
TIRKRBEEHOPT RIZEEE L 722588 W12 Gd 35 MRI TO#4 % ) RS OmBELES B, P2 ) A7 D
$e G-z B LB Lz (B8] AETRIYED RIS E D SWBIIRIT L2 WREDH V. sJTA 3%
DFEBITHECIREDZAT 5 bbb EeEL LN, £, v 707 7 — VIEHAUEBERE 2 G063 5 sJIA (&, B
FEIRASEEAL 2 AEB] & 0 & I IL-18 23 2 I 238 5 & B E TG SN T2, AFERTIE IL-18 IFETE TWw»
s, IL-18 M D B ftih SARMEICRAT L2 WREMED S % & £ 2 b7z, [REE] SHE D RAEA T #i HIBBICRAT L
T2 REVED D B SJIA JEBI 2 REER L 720 SJIA OIREDOILRICIIIEDIRAERY 4 P A4 P OBEZBETL I L HE
HTHoHrEZEZOLN D,

o X704 F)IVVARICIKHEEZFIIEL, MRA CTEFEMENIRIREZE26
MAY— 1= JIA D—7

m O B+, fa 52, BEIE AR, )| #h. Ah 2. 152 5.
AL B )\A S5, G BA TR RS
REBAFEFE BRI \ER

FAEVERE SRR 25 (DUF JIA) &, BAEio A7 & T HRRR % & G il & DN & 22 ) 155 & 5 KEtER R
Thb. G0, HFREEP I Z SE L 72— 2 BB L 7272059 5. JEBNI 3T, 55, LMol
IR - %R, HEZZZ L. WHiREMO sJIA LR Shzh, A7uf FEHCHBROREZEOLT, 2
Wit R PAE M ETA B CROB L Tz, TORMEEROE, 20WZ ) 0T 2872720, Ykr iz L.
B oOHAG L MEEToOE S v FAE=F Y O#E, LR MBE ) A7uf MEHORESG LN, HEEFRL
7z. mPSL 7V A 1 a0 — AFEHith, %O PSL &85 & MTX MRS THe 2 HERIZIR U2 bust
B & LC, mPSL 7OV ZHERTH 225 2 8~/ VEE T2 0 Lz~ Uik 1AM, A LT
OGBSI L7z, R MRIWC T DWI CAMBER A CRE T, MRA TREIIRS B0MEZ 720,
O I 52 & P S &R L 72, R BRI B ikt LoD, A~ %) Y ERBLEIE, LY — ), T SEKE O
HAZ X D RERIZEE L, MRA TRRD TWBEIIRS 58 ME DR U7z, AREFNIE, BRITEO®EGEHRIC L 2 BEH S
HRREIZI D, LB WEDOBE B O EDORIEICE o2 e Z 2 5N 5. JIA 2B BB &I THiT,
WO SR TIEZ BEIRL JRA O 1 BIOATH > 72, WHEIZAEH L TWawas, JloZREHiR JRA ofkHRE
BT, MERAEICIRINAE DO EPHATREINT WS, ZOHPL, REFIT sJIA OB EEL 2 L Tn7z28, ks
L Cid pJIA OEHEDHAE L TO T RMAVRE SNz TAEF TR, X704 FEGHR5AMEEOIRE) A 27
Lo oD D Y, AIEGIO X 9 B RIEBESITIE, HHEANC MRA 25 L, HHIC Y472 > T 552 e
WEOHHEZERTRELEZ O,
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258 Castleman JRDEED—H

OITE R, £ &', L8 F 7', 88 &#N'. % BN, mE EAA
P-7 NI B—2, KA @', )IE &'
BEETNREELY Y —RAesh . BEERADRE/VER?

RRY—

Castleman J§ XX ARBHD ) ¥ SEER B TH 5, Castleman 7 IZERNEE L CHRBE &L £ H5RI2510) 5
i BRBENEER L7z U REiOEIBRASEE E %5, EFHIIAT O FEHLE L72EWIZ L 225 0ENLEL
ko T2 FFIEOLEHR Castleman 7% REEE L 72O THET %,

JEB 07 » HOBIR, Atk 4 » HRRICTH, HIUKT 2 ZFRICABE L7z, IR, RS EEHTH - 72,
MR © WBC 1.7 x10*/uL. Hb 9.8g/dL. Plt 1.4x10*/uL. CRP 13mg/dL. Na 119mmol/L. Ca6.5mg/dL. Alb 2.1
g/dL. pH7.29. HCO3 153mmol/L. BE -11.3mmol/L & 2&E KIS E, M/MUEE, 7T ¥ F—Y 22072,
CT K &G O R V1 HiOER % £ 8380720 ABBICPRA S & 2SR L. N TIP3,
MAEN 21T\ AT 04 F2OV 2L T L7z, BEREY ¥ 8Eim T, BT R ) oo ZEi -
M DFRHEVERLRE & BN 25 H B, B0 JEPHIC onion skin pattern % #8@ 72, 1Lkt o IL-6. VEGF ®» L&
eh, BIRPT R, JRBFT R X Y Castleman B & ZMWi L72c A7 04 K2V A%E3 7 —VEfFL ) XA T2EA
L7z

B NFER T D4 H R Castleman FEiZ AT 04 FROTY 70 XF) ¥ 7% EOGEIEH 280 LT X 72, % 7-8m6
Wk L TIEEAE b2 ) A 7RIS & 2 ) . CORRERPHE SN TV 5, BIZEHR Castleman HO— 2 & H
TPHE. MK, BEK. FEEL. MV/MBRARAE. PR, U oK. BREELZ ST 2600H ). £ 5 % TAFRO JEfE
fEE LTIRB S Nz, ABFED Castleman i3 4 AR L 72 CIEFRO T AR - BRI R Z S0 T
%o

o AV TS5A V7V ARBICBEEH ST Drug-free Efg7ZR L CULE/N
MAT—=  IBHAFE SLED 1 Al

B O i—'. 2R ApE. B @AET . o AR #E 8T
= mANE R TN
BREAFEZBEFEM BRI\ TRy Y —/\ER | BRESAZEF IR BMBERIREZR®

GEB] B SR 18 micth. 8 MR HE & MERIRD . MIREF % 2RI 8 17z SLE. 1. BIBAIE 2. EHIK -
AEMEIAE 3. WO 4. Bk 5. Pt ds-DNA Bk 6. PuBkPufk 2560 15 7. ik 7 HE» 3B & iz,
mPSL 78V 2 3 7 — )V CiE A X, DIREIE PSL % #ike BEM D 1T L. Vv — 7 A4 Class 3A 725 720 HilE % Bk
BLIZS K LTHBROEHEFEHIFRH Y TYUR R 2 /A #17. PSL 03mg/kg/day F THIE L TWVW28 4 I V7T
DZBIEoTze V=T ABERIDHY, 5583555 PSLIEELY T 572DIENHF OBINETTO, WD2Hh
B D CyA ZBATLHE L o720 LML, IV TIAT YV AREDH D MAPREEIZIZE A EREDTOIRE
DN T W20 FRED S 4 FEIEEM 2 51T L. class3C Th o 720 WIRIZEHE L, EHIREDL BEdh o 72720, Wik
LT CyA i3k L7z 4##o PSL i3 017mg/kg/day Th - 720 LRIk D 1-2EBOZH T, KD S 4
FEPLOSVEBL T OIEREIR SR D BT AT 0% ko Tz, HEDHEE I L TWzBE, REFIOLF
RN RANEREHEEE Lz Bihx L2 BUED EERETTI A U —d SN T RN o 72 R L TZZ LA
SERIEAM S 22 < HEEFICHKEIZ 2 WIREBTH o 72, TWEH S FHOT— 7 ThH . Pilsbufk 320 5o AT, CH 50 41.6
U/ml, #i ds-DNA $ifk 391U/ml, IRk 7% L, C3 - C4IEFK, BREELRZLTH -7 [FZL] SLE 1 PSL %4
FrEDOMET 5 L BT HER D WL, BRIERIZER L T T HIREIAE. $L ds-DNA JufkBitE255% 5 7 & %
IZ& o THA TH 5. BeER» BT TIEEEZ PIE T X 2RI H 525 /NE SLE I2B W TIEA
BCTHb SRV TIAT VARRTHEREPEHCHTH SN TV 2B D 53 Drug-free Ttz 3% L TW72/hE
WHIESLE B ZRER L 72D T, ZORKMEHREL., ED L) LERIIERETIETEXZE) ROPEZTHAS,
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o IPIR AR 27 4 S BERASHMICN UMEEsHiE. 2704 R ULRE
MAZ= K VOORRT7Z R)UVAEEZEHALU2BMHTUTY b—T2

T o R
Ot =18, £ 413, 2 &6, BREA =N, ikHF BT, =5 B85,
EIK ERe, 28 =
WEERKZEZEN BRI NER, HEERAKZEZE N EREME - S a5

[iFtoic] &8t 7~ s =72 (SLE) ZWiEIClilgiimz 46 L. A THRSFEHET . Mg, 257a4 K
POVASRE, Y7 UKRRAT 7 I KOV ZFEI L D Mo YEE % B 7z T/NEB 2 RER L 72,

GEM] EFIE 14 %8s W5 42 A0 & DRI L. YBEHZZ L7z EIBAEE, AR T, Bt dsDNA
PUAESE, PT Sm PUARRE, AIRILE 2 326, SLE & B0 L7275 RIEOHLIC L VL HEHOA TRBBIZ ST Twi,
WL 6 0 HBRICHE, Wk, M. FFRA L) Bk s T U RHC R E WA S, i CT TR F AT Y 7I R
R iR ML & W L7z, [EMEZITV. BOIPSHERIE (PEEP) 2fib, BEClfEscifid, 274
F2OVAFRS, Y7 ak A7 7 3 B2V RBER AT L. Z20% S MBFEIEHE L, W CT Tl micmiE $ » &%
Z 5N D EWIUE O MBLE 20, MAERHEREZ BN L TIT o 720 AR 1 EB#IIZIME IS4 124 L7275, &\ PEEP
RO AT 2 B R L 2 5 LW L. AR 2 HBIBICRKEWBRM 2175 720 A ICHIEOHEE % 80, 1
FEZIREOBE 2 WO Uiz ik U7z ABE 4 BEHICIMEANEE L, CT bIEFIL, ANTIFEEA S Bl ik & 7
0. B9 [ TMESSHIE 2T Lz ABERHCIRE A, MR % 520, )V — 7 A O &F H 1 RIS A8 & i L, v —
TAE S class T LW L7ze U, 7L F= V2 L CREBBIZE L T A 29ERFER R (B L Twa,

[F & ®] SLE 32 R ED RS EH M RIEMRETH 5. HTh, OF AWM 35 2 WA BRI 24
PHETH D B 72012, OB 2 ERANADPLEE 7 5o BT SLE 124 ) BRI U, iiEsci
W, A7 0 F2VARE, Y70k AT7 7 I F2AVAEEOHPER & OWEHDH % 2%, /AR SLE (2B WTid, Hilile
HIMOHFEZ DB ORI NFE TIZR L, BRTEORESLE NS, Ml L <. SER o mEsimsg:, 5o
A ROV AFRE, Y 7uRRAT7 7 I FOSVARBEOIIER SN BINETH L EE 2 N,

o RERBRRINARAE 7 228 (CE2h S NTci U VEIEBI A EEEE (APS) 7=
MAT—  fS525%T b b—F R (SLE) O 11 m&/2fl

P-10 O#% &2, £H X0 fmE 38 8| kX 2% B, FI 8.
BE mic. it XE
NTTeREAHLIRRB R

LI NBOPY Y IREPURIEREE (APS) o 50% 3 JESsH T, %k APS @ 80% Ll Eix SLE %\ L SLE
FORBICEHTALEESbN T, 40, EHERINEE (DVT) 22248812 APS LZHi s, OHIZ SLE & BT
SNz 1 EL B 2 R L 72D CTHET 50 MR ER 11 4)E. QT ERESRHTT7EEL Y 77/ u— VR
o 20XX4E1TA7THX DM FREFEES D, A THROFPEIZARICHBLZ25 1 A 16 HX . LBEEIHRE & RTRE
EPMB L 72720, EE L ) LB 0BINENEHR A S, IR I — TR 5 T BRERIR (2 )4 3P 1 B IR M 2552
oM, DVT & LTT—=7 7Y YHREBGE SNz 1 H 25 HE )AL SIEIVEHFO - OMBAT &2 0, KA
FEHI SR AR L7z S8R L. A5 3SIRIZJEHA T MP BIEICER D 1 . PIP BEINIIMIBEAR Y EEREIE. 52
SR MBI TREEHEH D FATIETE LD o7, WBC4600, Hb 119, Plt12 /4, CRP 1.1, IgG1712, C3104,
C412, CH50305, RF<100, MMP3 16, $iAPufk 5120 £, $iHm v+ ) € Pk 19, $i dsDNA Hifk 253, v—7
A7 vFa7Z7 5 h(DRVVT 44sec, V) IR WA 21.8sec), Pt RNP Hufk 106, L SS-A Hifk 224, MRI (£ K
FrR ~ B ER IR - 2 & M A O BB IR AR . /55 2-4 48 ¢ MP BRI PO . JE 7 R 5 R PRl )
By 7 AT 131g/2min(Batt)o ASPIZX % DVT &3, SLE. ¥ v — 27 L VERRSEWTT —7 71 ViH#
(PT-INR 2-25) THRFMBIEE L TW7225, #iRET (C49) . M/MUET (577). OB, TENT & —2H
L7272, SLE £3W L. 7L F=ViE# (Img/kg/day) % BHMG LB L 720 #6556 - MEEO PRI & & 2, ER
DOFRRH 2 e SPHEIER L CTHEHELBHABIENLETH 5,
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o U VEEBIMAEEREZEH U, B4tz 2285 (C 214 R ER a8 IR A AE =
RAY—  BERERUE2EMIUTY N T 13 BERE

P-11 OKH 7' ek 8 i)l X' W e W &a'. FH &
AR HEXR' BH R &RE EFTC S SRKES. ik 5 08 &8
EUMBEERR Y Y—8BE - UOYTF - BRFRR . BURBEERE Y5 — RSk
ERABELFESEART) IFRRER. SEMIIAZAZRESHRNRENE I\ RERS

[lFtoic] MEEHHTY) 7= F—F A (SLE) OHEFTEIOIEICBVT, BARIZL 5V — 7 AEROFMIELEA T
RTHBH. P ¥ IREIEBEE (APS) S0 TIEARITAE S Wi, AR OZFRCHuEE FSE O RSP 5 ke o fa b
FHE SN TWD, Biebld, 2704 ROV ABEICE ) APTT # ERAL S 825808 EME T o 725 ARG oL
PUBE R D IRIE % LR\ AR RIS EIR M ARE % 558 L 72 APS &8 SLE O — 3 BB % #XEr L 727280, W53 %,
[(BURIE]13 5 Mo X 4F 8 HITZE, M. BIEIRE 2 ZFRICHTEE AR, MmERkd, KHRME, JUEIiRRBE. 3t dsDNA
PuikbstE, IREA %380, SLE L33 hi, /20 APTTEERE 688). Vv—FA7 v Fa775 b (LA) Btk Hih
VYA E Y (CL) Pufkbatkicma, MR ke 2 2o APS B Sz, ~3) b, A7 84 B2V 2%
27— VHiATHE, L RO oY iEk E o o tmkEEE, WSS EIRIIE IS L. LA OKT . $UCL Pk,
B2GPI kDBt b & B 720 ~/%) V&I L APTT38 B & il i8fs. #ERMSHE M % JidT L 720 BRIV — 7 A&
1II (A) T thrombotic microangiopathy Fi 2 k- T\w7ze A8 YHEH# S APTT OERIE 4 (. AWt 7 H I PUEERE
FREDIRIE Lo UL, B 7 H HICZRRA TROBEANEBLL . IR#PIC B S 4 RBREIR b & JIB L 720 S 512, 1
¥ CT Tl FRIBIIRIMNIC A % 7250720 A% Y2 FHBI L, 7—=7 7 ) YPIRICEE L72o A7 04 B2V AFEFIMAIE
fabrD7=47b§, 1 PSL40mg/H. 337/ —VRE7 =TV 2g/H, ¥ 707+ 2773 FREHHE (500mg/m2/
H) CTHEE L7 5hER 10 2 ORERIT, SLE OF%. APTT OFIER, MRIES %2 RO TRBRIFTH 5,

(R ] T EE CTOMBIARIC & 0 BAEREHZ LA DALo APS 12X 2 BEFEMAT R I L LT L L, BB o2 L i
B OPUEREIEE ORI L 0 2MERBE IR IARAE 2S5 L72o APS & 9F0 SLE I2BWTiE, BEREDIEFILIZED 53,
BAEMOBISE L VEEICTAI L, WA Ny R ORI R IR T ZTARETH S,

o 2N REEREE O-1) BICREURIV—TRA 77 FIAT7 IS
MAY—  KEMETO SO E > IME

P-12 Oz#& ¥, I 7. fF &K
SRR S BRk U U FR

Diefl] 47 58 [EFF] %5

UfE - 555 - BEERE] fFddR&z R L

[FIEEE) Wil #kiC7 b ¥ —PE % 45, ErHIC MDS

[#M] X-10 H (4Bt 10 HED) . e+ TRSHE L2, X-7 B, BE/NERHERE2ZZ L. FOM & %M0L5 &
nizo ZOBOMREFETHEERERE O-1 2B &N Tw b (Vero HFEIZBEM) . X-6 H. ABHBRIZKBICERDTH
HLBH (X5 H) ICIETFTHEEERNLED 57z MHERD?SHIEANEMN SN, FWPLRRERERY 207207
ICABE & 72 5720 Vitamin K HES 2T WO O8GE % A O 725 MEMRA L ORBRFEREERW TR L7 L2 Lle
BIREBITR . BIEROMELFEO SN ed o7z X Hy BiR %2 BE L Y BRIENEINENANZZ. FH. SR~
TNV INENTZ, V=T ATy FaAT T T b (LA BEFEO LN TE Y, FEEH»S LABHEE T ber ey
ME &I L7z 97 CICBEEIRRRE R IIUCEMITICH . MIGH LA OEE IR TREEZ A H8H L Lz, R,
BEEFRRERFEIZW o < ) EZHIERMICUEZE L Oo2od b, EFRBITKMARFTHZ 2 MIIERITE /2L Ty,
(X-5 H) APTT1158— (X H) 694 f— (X+22 H) 674

[E42] LA \3IRYE % 2RI — ML EE SN 220D b, FOYEVDW AH) VIREDUMERRE ORI (374
DHMAIE) IZIZAST LABMEK 7o b v U MESE L CGEICHIMERYFI SR SNLEE08H 5. Zhid s
BFEHTIE R, TRETONERFEAZHHFETHIHREIHMASINLHETH 5, L LMK, — i
WELA=IMRIEE VISR EL TWERD, BIIICE > TV RWHALZ VWO T Ll I NG, b,
—EPEE IIE MO CHELREKRERFE &AL 2KETHY., FAShEREKETHS 5 THELEE N
A HET 5.
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s MEMBEEXNZTZSORMERZEDIRT/INEY T —T U VEIREED 1
RRAS— )

OFHA B, MW &I WIE 2E. O BE
IR FEFEBE R\ 2R

(B> = — 27U VR IR, MR & f O IS/ IR S5 S MUz e R 2 2257 4. B Otk e tkR BT
Y PEAELEDIFIRAERTDH B o DB IIBIEROFZ AT - X V2, BAPBENRLZEDBLVE IN5,
FANBMO Y 2 =7 L VIERBEICOWTIZHEBRICH L T—E0a v Y ABH LN TW ARV, SRIFTL IEHY ¥
<707 VEE Eo Iy =7 L SEBEREE BRI S N, DIREEREZRDEL, BEHICEER: LT BERIIZD
WCHRE T %0 BEFI] 13 O 5 IR R ZZ ORI TR A < 78 7Y VIE % $5# S , BEREA L %o
720 MRS H E IgG : 2960mg/dl. PUEEHUR 1280 1%, RF & : 172IU/ml. $t SS-A Hifk : 256 5. $t SS-B Hifk :

RGEEBMETHY, Y=L VEEREEZ 272D SRR, DR ERERRLIRIMER L <. — B4k TR E
2L L7 6 ISR TR K, ZHAMCRIE L, ARSI L7Z2HF RO MRI 70757 4 —I2T T2
TN BREFBD ST 2072, BEBZIITL Fova yORNREZHEHR L2252 R TW22% 6 IR
PEREE R TR, S 512 10 IS5 2, AT Y Y RBERCTHBR L2720, 7L =y riZ, IV I Eros
AWEERBM U720 LA L 11 R ICHEE, FLBECHIR. 12 MR I M B THIR L 72720, il % 3
VEYRHIa7s /) —VBETFNANEEBL, HIETL F=Vyur+3a 7/ —VBE7 2 FVTNERTH
5o TNETOMAEATIE B MRL Hi#i MRI TIZREHRSA SN, MEP RNP PUiF. $1 DNA HifkB L U
77T R) VAPikD ERERO T, MOBERE OEHIERO TRV, [BERIVNEHO Y = — 7L VIEREROR
P L Tid, BAMERZ K72 L, RWEDTRWEAIE. 2704 FROCRIEIHIFIZMEE S b 605% v /NEHO
V=7V ERERICE LT, CHMNEZEZZOMET 5.

/IR SRBHIE CHRAE LTy T— 0 UV EIREFD 1 B

OF:)I| BBER'. Hh B8, £ &' I\ aF . KF HZ. A8 BFA
WAE 4. TR RF. BN £, BF 8/, ¥l BR'. N =7
fEE 52—, MR AR
BRERREEHSREVNER. BRERXEESREFEDDICAEZEHELE Y —?

IRRY—

<IFUDIE>/NRY 2 =7 L VRERERE (SS) &, MBEIRZ 303, B, HEBLOREMLEE TIRETRET S 2
EHL v, MVMERA SRR b SS DIEZREED—D & L T SN T W55 SHEIMK S FIED S SS Bl To
WIFRERIE—E LT R\, MMGRAME SR BERE TH89E L RIS SS DFFBIRATT R 2 B L 72 Ef 2 55 5.
<JEBI>12 8o FIRIEER & /MR ABE 1 » ARi2 5 FRICERIEAS B, & Clii MR (PLT) $08
IR S AR AR, BB, B HHIERB X OB E TIREOMAE R L, &R IRERIF. WRiH - B
12 2-3cm KDL HA Sz WBC 4.900/ul. RBC 419%104/ul. Hb 128g/dl. PLT 09 x 104/ul. CRP<0.06 mg/
dl. 1gG2635mg/dl, IgA 168 mg/dl, IgM 108mg/dl, CH5036.7 U/ml. $Hii%#Hifk 1,289 f% (Speckled). Hi DNA Hifk
Rk, $t SS-A Hifk>500 U/ml, $i SS-B Hifk 27.6 U/ml, Hlil/IMRHLARR; 7. PAIgG 574ng/107, Ak 6 H HIZ PLT
03x104/ul LA LA v ~ru 7Y A5 Lds /MU U 7 - 720 B i Tl A AT 5 4.8 X 104/
ul, EMEREZHY, 7L F=vu > (PSL) 60mg/day (Img/kg/day) #I1#%5- R4 L. 23 H HIZ 29.3x104/pl
(B, BAf% PSL RIS AE Vs PLT 834 4 1234, PSL10mg/day (0.2mg/kg/day) T 7.6 X 104/ul &%), 7L 74
= UPEHEZBISA L 7z BB MR Tl B FRRIERR & SEEMNICE AMDO/NERS D o FERED H 2 ER0M . EYWE &
LCHIELTOABEDS 1 [, SS DM RIZA SN TV, PSL 5.8 % WA 5 & PLT ¥iid & 1gG L7254
5NA.PSL AL HIETE T, IHFICHE L TWb, <BD D IZ>MVMORAPESRBR % 2 L 72 SS O HFEORM
HEEIZOWTHEET 5,
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% BEE CFIAE UIci MDAD idlmEEF MR BRRD 1 4

O E 8!, Ml B3k~ #H =FE'. Tk 5B, #H B i #3°
P-15 ax —='

E T RB SRR T 5 — B | BEAAZESEURER,

ETRBE SRR AR T 5 — SRS, RESASESROS - BERARS. SEARESENTRS

[1ZU®1i2] T MDA5 (melanoma differentiation—associated protein 5) HUANX A B9 12 555 R S8R 0% 20 Kz )88 555 S 1)
KM SN, PERARZZEETEMENERAZ LELEEHTAI LMo NTWAS. Sllbib itz Lk
PEBIEE CHAE L, BVREM 2% & 0F L 7250 MDAS JUiRB S SETER S i 960 1 Bl 2 #4885k L 7= > T3 5. BESI]
15 /2. DB OB L R FRIERIEIFE & IR, Mk, REWA, TREEKBECZ. MiiEk7 <, CKI1EH (85IU/L),
H I ERIRA> (3100/uL), Ifigks & OF CRP LR, &M H CHURREIET® o 72, BRI AR PR FEVE B ST 28 2 BE Ve L
7es, FEHE 3 4 ARRIZSHR SR 2SI Bl MRI TR WSS 5 3IAW &, B2IE AEMET L & &b TR AL 8
LB L7z W CT CREMERE, 1M KL-6 LA (1210U/mL), 7 =) F Y &fE (664ng/mL), #l MDA5 5t
KBk (1814U/mL) %O FHARDB TR ENI/20, AT704 F2OVAHE2 7 —V#IC, A7 K, Yrn
AR ¥, IVCY @ 3#IPEH T L7z, IVCY4 7 — ViG55 X 0 ALBE, J62%, WRBLEAUEASSMBIL, > 7 ak2x7 7
I FISHT B850 & HIE L7z, A3t CIER 2 BN T & 72720 IVCY6 7 — V5%, B EMIRGE # iR L T »
%. [#%2] B MDAS JuiRbE BN BEI & % 2 ) BEAE W E SN TwD, REF TRV BIEIERZ 2 L7225,
ML MEREL, CRP IEH T, MRIFTA D Z L <, BIERIAEAE SR RO L & &Rk > Tz, —77, MEE
BiJe & PERZ I R ORBIRETH HIME 7 =) F >, MEREET A M A UPRETH Y, BELEREICH-
72 EAURENT.IVCY BOBGIIMI IR 7 LV F—OIEIRICER L7228, #5525 H DL EfE U CTRERH
LTBY, BHEKICY 7 ax27 7 3 MUGEEDITT 27 LV F -0tk 2 s h.

o 71 MDA-5 Tkl E R BN, BEMEMKRZFRIE UCERER
MAY— i (XP) O—4l

OFM 2. BR B2, NF R, 55 8. A8 8. )\K AT 7/l &
HBEAXFAZREZRARRER

R RE (XP) (Z8HHRIC & 5 DNA 15 OB ERER &2 63 2 F R e ARBEORE T, SOHBEITICHE
HHGKEREZ & LERIEERARRET . —H. L MDA-S JURRG OB B 2% (JDM) (dEaF%
AT 52 MET R E R E ST 5 2 LD b MBEMEREICHT MDA-S JufRB P AR R M f 4¢. TE
PR % (IP) 2 & BF L. WiB X ONEHBE OB R L 7R 2 #R5k L 7o JEBNE 4 7% 10 22 H 8. 656 » HEE
2 XPA B TEBRZIERH S N R IE A BEE BRI SNz, 46 2 HEEL D RHE, I - BRSO SE.
MiFHe - BRI 2 2. MRS CIIATBERE R E . R, 1gG LA 27897225, CPK. CRP & FLAIZRED T,
FAEH CPURIZREYE 7 5 720 T MRI AR TR 3 X O BIE. B B 2 o BAEI U % 5RO 725,
RATIIRO o720 47% 9 22 AR ERCHFEUFE R % (JIA) 2 DM ICX 2R BOWRMEL RS
7otz ORI RIT o728 25, KL-62449 U/ml & FHHEAE T, Wi CT A TAE T HEZ Hul & L7z NSIP 784 — » O]
BN 215 % 380 720 JIA T2 IDMICAPE L2 IP 2588w, AFILVTFL Ry a YV A% 2 7 —ViEfr L. %%
BELTY7uxR) yBILOTL F=va YHRIEEZ 75720 LA L. KL-6EOETIZR ONT, [HERLG 2
BHEORETY 7 0KRA 7 7 3 2V REE AVCY) 2 G, D%, $t MDA-S BURBEASHIBA L. E4E R 8 7
2% (JDM)IZEPEL 72 IP Wi L72s IVCY B4 D KL-6 fifiid 4400 & F TLHA L7225 IVCY BlfEE 5 » H 1T &
LT ORI KL-6 fHIZRT L. BEMEMEOUEZ 580, L MDA-S fufkd BUAL L 720 ASEFNI AR 22
VA Ma—=7HRTy b UBEEEZROT, BRI Z L. BRICEE L7, £720 XP O JDM., IP O &G
FINFETICHED R BEESORAE) A2 L5 IVCY BRI CT (2 X 2 i omMEciEL T, M
RIS EEL 72,
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o 3 F e EiEIFI 2 EAN AT K D &I LS EE MR E 4 clinicallly
KAY— amyopathic dermatomyositis M 1 /24|

ORF ML\, #5 SF. M 5. THF 8. BR BA% RE M
B B
JEEXFRENER . BERRGREV\RRE EERFAT 1 Dby —Rh\ERE

W HAEMEEM K (JDM) O CHAI 2 B AT % 52 L 225 S eIk % G20 72\ Bl R 14 485 7 9 1k K2 R 7 2%
(CADM) &, HHIEPIEOME MM % (IP) 2 LIELIZHEIET 5 2 LA L SN T3, FEI2H MDA-5 Hufk (Bt
CADM-140 Huff) Bhpl Tk, BRI 2EET M ELM % (RP-ILP) # 2 L PHEAR TH %, 40, 4 3P0 MDA~
5 ufkBs T IP % & 0F L7 CADM ERI % 1 BI#RER L. FHIC 3 AISeEihlH 2 s A3 5 2 & TIP o#EfT 2 Hilf L
720 FER ¢ 9 IR o BUEAREZE AT 2 7+ HGEE 3 SRR D & U BER B ~RIA 525 . JRI 72 Bz R AT b -
B2 & BT B2 5 JDM & 3B SNz KL-6 (775U/mL). LDH (551U/L) @ _E5-, Ja#B X < i~ il 2 o0 3 @
KT 2RO ED5 IP DEHEIEED N YEARI& 74 o 720 RS CPK &, i KRG % MRI M T e 12
A7\ &5 CADM &3 L7zo HEMERIZ A o 7255 WEE CT MAETHH 2 ) &5 2R - ZHE % 38
. BRI AT R 54T (FNR) T Pa02 60— 70torr & AKBEFRIMNAE 2 7~ U720 WPURBSAERAS CIIEREE O i tkREE (VC
72%) R LTW, IPAPFCADM I L, H3WH LY 7L F= VAR, ¥ 27 0 AR VikiiE A 704
K7V 2% BIG L 72e 85 7 9% H 2P MDA-5 Uik 2skatE (152pg/mL) % fi¥. RP-ILP O &% ZE L. %8
WHI DY ROV 283 IVCY) #BME L7z, IVCY 27—V HEH#K T#. LDH. KL-6 ®IE¥1b. Wi CT
MAETAY AT AIREEOWEE B, BRINLGH T Pa02 111torr (BNX) L BEFEILOLELI SNz, IR,
TV K=ok, 7 AR YNRANOETZAT) SR <65 W HICBRE L7z, BUE, IVCY 4 7 — VT
# T PSL125mg/day F T L7228 8 72 < FaB LT b0 $T MDA-5 Hifkid 92pg/mL & KRMRIE S hTwn b, #
22 Hi MDA-5 Hifkfii & RP-ILP HIE I3 ASH 5 2 E D SN T B AFERITIE 200pg/dL LL D 241
MDA-5 Jifk 171789 % %2 > 7255, RP-ILP O#E47 % Z R L RIS 3 IS il # Tl A L IP O3 A i L
1B7-, AWHE LS BOBETEHIIOW TN EE 2 BT 2 RET 5.

., RIESFFRICEMUICEFHENBHN - HF MR MERBEEHRXD
MAY— overlap &EZ X 5ND—ER|

P-18 OsFH &(F'. &tE TR, i X', M &' Bl Bl 51 RER.
B B BN BAL A ER. BN A KB BP. Ik —BF
SEEFR+FRBRIVER, KKRILIBER Y 5 —/I\ER?

[#S] BEME B2 (JDM) KT 4R 2 s 2 5 e T2 HORBERATH 5. EAEIPR L. 1Y
BHIFSESNIT LIE LSS E I ERE L LTRESI NS K5 - BIEIN - BIEITM CHAE LISIE 3 LRI L 72
IDM @ 1 &85 %0 DEBI4 4 » A28 S5l R & REBER PR IE 2 v 15 HRTRE. 25O
WEREHIE, 152 0F - RREERB L W FIREENN O KB A Uz, 2 RIS 3+ A, focus AHADFEEDS
Holee BROBRERMEZZ L, RBEBIED L WIFHEFRE L IRE I Nz, WAL REH OBE) S Wk %
D, 454 r ARFICYRIEAN & o720 BT, FIEEN. Gowers Bfi, BAEI W EhIsiHIRR, MP - PIP - FRAEIEE. F
TRBAET RN LAY Gottron 5. B - B - REBIFITICALRE 2 32 720 M@ CK70U/L, 7V K9 —¥ 12810/
L. Pukzdifk 80 f5 Btk Td - 7225 RF B & UF RNA-RIELRE: - 50Z k- Western % - ELISA 12 X 2 2845219 B
L RHRBERCHAIZT TN BETH - 72 (HRERIRS: - FAIEREIR) . T MRUIGEMFH ORER 51
Z S M EB TR O T - 720 BEi— I —TIZMMTFB & O MCP B2 R 72, 72 RKBRE AR
T CD4 BB o f B - 4% PRI % 326 720 By 2 feis & kM & JDM & 2 Wio mPSL 79V
AHEB L MTX H 1 152 & 0 BB X O SERIZYEEER % 78 L. PSL 1 mg/kg THE T k. 16#
BtG 1 » A CRHENSIEE $ THENE SN, B PSL#iRTTH 5. [Z£]IDM @ 26-67% (2B - BIi%
WEPET B A%, WE P CHEEEERICL D & I Nb . AERNIT/NEE % SO IEICE B OB oL E A U
TBY., HHBFABICL2HREAFERD I —FAIERAEL TWD 2 E0s, ZEMBEEERFEEREE% (JIA) LD
overlap 258t 720 FLEEI 2 S G155 1 5-Mi 25K 8 © JDM OB WS BN B REBI 5D % o B2 S REIR R B2 8 iE
K25 DM 252D 5 2 EHNEETH b,
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EBV Bh&EEfhER = ot Ulc#ataF It Bk D—H4

OHLE BOH'. B FKF'. KB Kif'. BK B b5 875
P-19 MR O BRI BHEE BR B SN Bt eI BR
SRAFERREARDEZ RGN . SRAFERRRARSEZRMEE - B8 - BEnREe

[1Z UDICVNBIBEIRICB T, SRS TR RIS b7z 2 sk 2 S S, IFRkoBEIEEIERE Y X
7L 05, Al NRIIFEREIG TS VR 8 5 9512 EBV B SRS & e L 72 B A RE B 2 2R L 72
GEBI] 26 e B PEe 12 el IS RBE. MK T, KESEBILEEHRL B SN/, A7uf F, Y7 0AR
Vo Hr=ru7) R Ry 7R ETIESNSL D, - BREHEVEL TV, 20&ENSIE AV bL
Fr— b MTX) OBtHZBEBESN, 23/BICIZT Y A< 7 (ADA) 2EA SN2 REAKILOI Y M a—
WHHEETDH o 72, 25 ilig, CT THMIZEFE T 5 Z MR %2 529, MO R, EBV B8 M lES; (EBV-SMT)
LM EN/ze MTX & ADA 2L LEDBBIER SNS . —HONERIE 2 K L7272, 26 IR
Bl ic THES 2 Fg i S uizo SR G EMIT RIZED B h o7z MR BEMRICH L TIEATa A FEPLELT
J = LENTWES,

[Z%]EBV-SMT (ZIEHIH B TH 5 25, I BALE R IEA SRR E TORIENRE SN TV 5, IREBHE
% EORIFIHIREBICB VT, B v R E (PTLD) #4H® L L EEEREO SIS LITLITHEEE
% %o BERFIFIC BV TH MTX R TNF FHESE & BV R & OBEER S S N EIROER & L CREN
T EOBFIDZFEN S FEFTH . BRIIC D72 2 0EIHIZE OG- & EBV-SMT i & O BE) b 7z720
TIEPHIEEZ IR L Tw 525 SRORERBII T 5 ERFEPHEL 2o T,

[EFENE o #a B ER B E Tk, LIS LISRMM O REIHELE 2 23 2, I L 3, BEAHEoY A2
REM AN A BESIHERIEO e 2 SHICE X, €A 2 —= 0 72479 T LHPUETH 5,

o BILY DH FMESZSTc UL SREBRICHL. UNEUT -3 D
MAY= = UTe—Hl

OAP A2, 8k 80, PER =T, LK $th'. R B Ht =P
T B
TRAZFAZREZMA/NTRET . RTEXT 1 W25 —/I\ERE

[FElue TR EZ & 723 AR 2 MR ROBE R ABNC TA SN DA, NEHIFIE DRI B W THEE OB
TREER X7 LD v, SRERUEMHRBETEEOMHITUER D HE T REEDAHEBIL L 72ER 2 #5722
DTHET %o DEFI2 BN WH 1ICHH EHOMMRIFI I Lz, WH 11IOEREZZ L. s B
FEHBEO LR L 720 F O EADRH Y, BEEIES 2 L IR S PSL (1.2mg/kg/day) 5 25pMh S iz, %
DOHRBOFH AT ASMBL W H 29 IR H I U BERRRE L7z SREERE, BATHREETSH 0. DEEAL i
MMT OART, Wi RBR o 5 2 & B TR, W T 5 % 3860 720 Gottron f#fE - ANV o+ b a— 7B IERD Lo 72,
TR B2 B D BT R e o 720 MM . WBC 16300/ul, AST 273U/L, ALT 178U/L, CK 3577U/L, TNV K
5 —+¥ 321U/L, Fer 438ng/mL, Bk 80 f%, Bt ARS Hifk - BT SRP Hifk - Bt Jo-1 Pifk - Hi UIRNP Hifkid &<
Ktk Tdh o720 MRI MRS b, B PR THRLEED S 551230 - THREFRE IS ESE ST b ) . — St - TR
M Bbiz, YOI M TREEORREIR & FEMERER O LA, MRIFTR2 O ZRBUEMREBW L2, KES
vxru7) 5 EATUAL F2OVAERE2 7 —VITWIEH 4512 CK DIEF AL 87z, ZD#H% 5 7 a ) A A
BEZMIBLATOA FEBR L2 UNEY F—3 3 X ) BEMER 3 A KO I35 2 [2E1E URATI1X
WheE o725 WETFREDAEREL 72, FREOFHMKIIZL, A704 FIEZHBELE N IS LTTa—( v 7
RLUATRZS LA & o BB E #kGE L 7zo IR 3 2 A R34 IS FRSE O SE 2 B ik 2 BitG L 72, Z
DFITIE I A AT, HBBALG 4 2 A BRI EOTE L 2 0 B L7z, [ER]IRAOHRICBVTITA
HENDSATERIZECEEOH THEEOHRH IV 22550 B LREREDERL YN LY F—2a Y OLRT
W3 L7z OMENL v BETHRBEORIBE IR 2S00 5 2 b2, B EREDT Y ba— L7231 T4l
B I NEY)F— 3 VORI KIITH 5,

109



BEfEaEBROL A/ —RBRICVILTF T« )UDER Chole 1 4l

ZE FZ1. 0k #E T LA X, Kk 2T KIE £ Bl e
?aa#ﬁ—?—li—?— RIRAESIEE SRR ERIE . HODh o U =y 52

RRY—

[ZUDIBEIRICHED LA ) —HEOHEBEE LT, BV 23R E oG HERA S T 505 SEROFIH
FELFTLDTATERL, ZET Y ALRVOENIZE D D, S0k 4 IZRARE SR (MCTD)I2HES LA /2 —
BB LTI VT F 74 VRN LEH LRSS RO L e RB L 220 TG 5. DEfl] 15 mit. %%
PHEE D LA 7 —BI%, BEIEOKIE, BEEE. BERARREO TRIETKEZEDz720, UFHIBM L ). B4
A BWIHEHEIZ X ) MCTD &3 Wi L7z MEHEM CT TIRBBEOT Y 79 ABREE RO, HREGERE TIZ%
DLco 60 LT LTEY ., MEMEMEDOEPEEZW L7zo KL-61% 287 U/ml TH -7z BNP<58 pg/ml. NTproBNP
43 pg/ml L IEFEHPEAHN T, LI — RIIMEMET R 2RO Lholze L F2vBR Y, THFFT) ¥, XFT 0
AN, b7 20— VEREL. HRERE EIEIEEE LD, LA ) —BREIEGF LDV VT F 7 4 VEREL
720 YIVTF T 4 WEGH) 30 P EDOY—E T T T 4 —FRIEEINCYE Lz YV T 7 4 VERIBRIE LA 2 — Bl
DOHFEE & FERRE NI L7zo LA L. AFITIE—REMIC, AR I o My 2380 Uis B o it 23K T 9 5 steal
ﬁ%&%i%ﬂ%lﬁj— FLRD SN2 YNVTF 7 4 VEIIES., ARILE 2 & ORIVEH 1Z729 3. NTproBNP % 10

W Lz (BR8] V7 F 7 4 VI IS R % sk X2 5 cyclic GMP % 43f#$ % phosphodiesterase type 5
(PDE5) DOMHEFTH Y. PDES IME M. MfkICZR2ICEETNTEIE2H LA ) —BRIZORRNEE
ZABN5, HETIE PDES FHEHIOL A 7 —BRIIHT 585 » A0 Tldde <\ steal BRE 2 Wil 4 2% 52
RLEHOFNG T R ELEF Y ADEMPLEEE Z Sz,

X \OVEEFF — T RABIEICEEEZ G LIRS
EA RE'. OB BN 2H EF'. #1t =/h'. IH &' RSB mEA

sk IE°. HR F2°, R EXC

RBREMAZ A EREER . BRURAYRETINERE. REAZEZE N ERERE N PR =S

IRRY—

GEBI] 9 » A4 2. DEBEME] HAKRE 2612g, 1EMARE - A EUIBH CHit. [RIEE] £ BB A (MVK  .382delAG
hetero), & : 77 YWV A(MVK p.Asn205Asp hetero)o M &EDHMIHREDOR AL Lo [GHHE]ALT LIV F—,
[ReE] H#s 3 & 032 - BB L IIEMCHMEEZRE DKL, GiEICTHEORE, IR o VEEEM X ) ERdhgtb
N7zo WEKRF/NBRNC TREFHREZ TS, MKD (¢.382delAG/p.A sn205Asp compound hetero, MK {if
1.3%) L Wi SN Do M0 3 HEEE THRBE L TW2ds, A% 32A A X 0 5 - S0 OGS A58kt TR -
ARz ETHLSHERZ & v, EFIREARE 2o 2720, PSL PRI Z Bt L 7ze fERIE PSLICKIE L

0.27mg/kg DOHMEFRIAEE L FEVERE O PSL B & 05~06mg/kg) (S TRBRIFTH - 7225 A1 8 2 H I HESL AR
UG U722 S ARREE - ISR - RERIMA RS H, A% 9 2 AR ICHEH I X 9 PSL RS Rl & e o 72 72 0O B
W - PSL #R$e5- BT ABE L 720 4801d MKD F1E & # 2 PSL0.6mg/kg (238 &, L2 LIERGEZ L < IR
b B BEE CT Tl/MERIZET R 2 2072, M - 4 Ly A8 A% SREYINE S CHZEEIRIGgGE, BALE
TR T DRI D e o 720 ALE R TIZW & 0 e sk 2e PR 22 B iR, 5 i RE 134 (. #ERD
WAL Ly XD b, —BEIEHEIUIHIBRE L. BRI 2 B8 R 225 & PR BGG L 7225, WARE 53 0 @
WEREFCTH B [FELIMKD TIESUER ORGSR B e % 40k L7DER O H 0 . AIEB] b [F AR O
BICL2b0LEZONG, 5. FEYRIERORE . B EFRREONEH GRS D & o E 2 k0E 7 +
O—ALFEEEZ Do [KEFE] MKD (SR BRI 2 S baHER S Bl L 72356, BIBERDAMIEEEA LY
AR EAE R EH WA DT L UEID S,
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o —EMDTEEZETOY JZROR
MAZ= EED—)
el O B A KB, MR B, B R S BIRER. Lk R

#H St KE BB, & SH°. WM E
BRI \BR . BRI AR

HIDERRDEED 1Tz CINCA fEf&E

[# 5]

CINCAJEfEREZ 7 ) A € Y) VBRI R BGE R (CAPS) OEERTH Y, BUMELLEE%, BT I ol F=Y AL xR0 5
KEThE, SH—BROEEREET0 Y 7 2R, —HHR—ZAA—H—OWELELER 2R L7220 HNEE 250 THET 5,
(i 1]

141, &R, FAERMIC CINCA EBEH LB S, HRICTHFF X7 % 4 WIS LTwa, A3 HEAHS%E, Wi - TH%
BOTHY, BOBNAR O 084 - M EICAREE % o 720 MiEHRATIX AST : 701U/L, LDH : 5321U/L, CK : 270 IU/L & &HifE D
FADBD SN0 ABEREE A IHEAMET L, BRER Bk - RRGEE O W AR B 72, B CT TEREEIRIGEED b Nk h o 7oA
DERE=Y - LREEZ 70y 7 5580 b1, Adams-Stokes F1EL BT L. BRT—HNR—2A A= —%2F#E L7, 72 CK-MB: 2410/
L EEHHETH -4 baKR=2-T: 106 ng/mL, BNP: 7041 pg/mL L &EETH Y, OHREIHE) DR EZZFIRAZ MR L. O
R EERE TR O ORESRD 5 N2 RIFTH ) LERTIRNNFEOKEN L EFE0 LM 70y 7 2R 7z, BERO
DY v F 797 413, O T TR Ad A% COBBILAYRIE S iz, Te ¥uY) YBTRIEF ThH o7z R=2AA—h—HEkiZ
FREZDTHOOATRE L, AR HHICAR=A A—h—%HF ABE19 0 BISRRE & o 720 BEROOER TIEEIEER > Tk,
EM7ay 7 3%ELTBY, BNPRIEFIL L. $RABRPIAT o IR fED Y 4V A5 EIREETH - 72,

[(£%]

CINCA JERERE CIRMROGHHEE LT, 7384 F=Y AL BHBIEOHEL RO 5 2 LMD 5o REFTILOH O % B T 7225
REEZETU Y 73—BEOLOTHY), BRELLZOMOT I 0L F=Y AZRET I READ NG hot DEEVEEEE 7Ty
7ORKIZLT 384 F=Y ATER L YA VAGEERYE TS - 727% HIMEEREER 020N R L % 2 72 JELMGERIITDT
120 FBRICTRBBIZE T TH 5,

NFFARTOFRN Bz UTc CAPS O—3LI2H4)
Ol# £, & H=. 5K fe. ZH F|E. B+ KEF. RE KE

SERERIERIAS R

[1Z L ®12] CAPS (cryopyrin-associated periodic syndrome) & (&, NLRP3 #{n T2 BICBE LU CTHRAET 5. HYefh
HEEREIERZ R T HOREEEFER OB TH 5, ZHAENIE U T, HELED NOMID, HFEED MWS, RIEFIE
D FCAS I EN D, ZOWEIZ, A ¥ 7T~V — 2% 4 L7z IL-1B M@RFEA ZIEAR L L, IGHICIEH IL-1 B
VHRTH D, BIETFEREEXBBMEOMIIHEI R, EORBMEET L2 THUTHI LITH LV, LT,
HFFXTTHBEL TS MWS OB S IA L, BEEF UEETEREY 32 CAPS OFLIBIZxH L, FHiiE#E L
LChHFTF X TG %R L7:—Bl 2Bk L7720, #5325, DEB]AE 10 7 H &R, 32 %D MWS oFF &,
A RARRE 72 B & DB BARIEIRASH AL U P2 4 BBRTE TRUC A FF X~ 7T &5 L Tz, IR E I NERR T
JEAR 39 38 5 HIZ a1kl X 2 Ba BRI CTHAE L7z, MAR., RIZFRRMELR (BB LA, B URIETE
HERDTz A1 A HICRS YA VARRGYE, A% 3 A H L5 H AICIEFHEMEREIS0IC X 2588 % RO 7205 5
B3t T, SR TR S 3RO o 7o TERENEROGIC X A2BEIERE LR, IR - HREORED
B otz 8 W HORBMZZ OB, M LEST, U504 BRAMEIIRO VWb Do, CRP216mg/
dL. SAA 126pug/mL & SHERIGD LA %R 7z, KFRBRAEZITH REEZROT, KEIUSO FAHDIEBLE L 72720,
JEIRIC & 2 SIEDBEAEAL L HIBT L7ze A FF X< 7 2mg/kg OFG-ZBGAE L SR ITHRESIK T L7z, DIRED
8 WM T O GMfEE TEL T 5o [FER]NOMID XK LA+ F 23722 SR L -5 13d 525,
Y7 CAPS OIERD BT 5 Bl TR A & AT 5 728t 1d v NOMID ®° MWS 1, #ECICE Bx L
BWEPREZE) o SNODOEIHEDBEL L T AHIEHENATSH I LT ER L ELTRT I EPEELEE X,
4, HEERE L7z,

IRRY—



(4

o VeEFVZEERUTCATOA4 NRED RIEEEE D e TNF BhER S
MAZ= (KA DB

OFF &' Al B0 KB BF . mH =& 1e 55
EEAZEFZHINEH AEERFED O DEREI T 5 —°

a2V F VIZREE D TOREDEIZM S TS A, TNF B2 KR HERERE (TNF receptor-associ-
ated periodic syndrome : TRAPS) TOHMMEIIEE L ZnE ENTwb, 4, F4xlZaveF U 2L TAT
4 FIEEDEEE 7% 572 TRAPS L BB Z R L 72D T TIZHET 5. R 11 & B R X » ERAEO
JEIw. SE, SSERT REEIC CARIMAZ 8 D K L 2 5% 10 5 HBRIE B T 7R % 417 TNFRSF1A #fx T @ C55R
AT UERZ DT TRAPS L2 S N7z, TOBITFBEFRIERIC PSLImg/kg WIRICTa Y Pa—L&a2B I %5 T
W72 A 8RR AR T & B DS, I 2E b 32D, IR PSL i IEIC X 2T > ba— L < & D)
PSL {8 Fl BB IE ) © RS B OB 22 &2 20 T 720 10 IR ICHTE & ) YR AL 2 ) A7 a4 Rl
HAEZEOTHWTA 7787 x> 20-30mg/kg DG ZHMG L7 L SARBITRO L WIRIZZR 572, L2 LAWY
72 IR ERAE IS <2 M i 309 & EERIE % . CRP RS2 &Cid Mz 2 B0 ke 72812, aveF v &2BINL7:
&2 AREROBBUZIZIZN I LLREFT R0 LA B L 72 B PSL0.14mg/kg $ THELTHB ) FhU oA s o
4 FHEEZLELTIFLRIFAL TS, BEIZBVTIZaveF U2 BOa Y b a—VIZEMTH Y PSL iR
BIRWTH o EEZ 5N,

Helicobacter pylori BERORESHSHONIcE#A1ERBE Behcet fmdD
RAY— B

P-26 ONR BX'. B HE'. B AEKF'. o Bk’ BE &7 FHE 2800
RIE ' =8 BIE'. #l £T'| By FR' L BB 55 Bt
B TS UNE B0 N HC A B
ERERAZ S SETEOEREY Y —ER | BEENAR L SEFEBEREY I—IEANEE

[1Z U] 5% Behcet i (BD)IZ/MNETIXENTH D, HEFEHIFEL L T v, AT 04 FRERRIEE, TNF
HEHEAERD TR E 7 505, TN SRR LR WEEARE b FFET % Helicobacter pylori (HP) Y DR HEEEIZ L -
TRIEPUG D L 72 HEEMENGE BD OB 8B 2 #8E8k L7z DEBI4 8. . BUE 2 FFRICABE L 720 3 mFIC
W EAREOBAED D FEEICEAETEA Ly 2ATA Ly AR 2 2 15200 72 DINERKRE, BWEifoOBMA% Lo
WBC 15,700/ul (Neut 73%)+ CRP 6.89mg/dl & RAEKIS LA 2580720 K& Bid7 . HLA-A26 - Bl 352>
7oo EFERIEALE NS T . S, KB ICHUHE S 285 2 300, BT TR ¥ BRI R0 K
HMRRE DB - 7225, WIFMIE R . IFRYe CRBURIZED & 225 720 5-ASA XX TH - 7275, PSL 2.0 mg/kg/
d X DRER - IEPUSIEZEICRE Lo av e F 20 LAD0 PSL 2l L7z 2ATR L2720, aveF
VIEHIE L7 A Y7 F YT L D FEHICEHE LS ROBE FTHIRENRRE T, 7Y AR TICEE L7
T, THFATY >, #2710 AA, 5-ASA, RIOXRZa X &rH L7225 CRP0.11~1.85mg/dl. &7
IEA4 FA(SAA)542.6~2187.7ug/ml & SE S B EARERE L 720 PSL 0.8 mg/kg/d LL M= #E T, R
DRI, B % 072, BT RS NESMAEO TR CRIE SIS D &5 2 07208 F oM R
A RO h o720 i HP $EL. WHERA TO HP BRI TH - 724 IRETEER L HP-1gG 2°F 1T, HP
&G & CHIT L PPI. AMPC, MDZ WHRIZ & 5 BRI# 217> 72& 2 A, CRP00Img/dl. SAA 61.2ug/ml & ZHIZtL
FL7zo [BE] BHE LKL THE BD BETIIAEIC HP EENL W E SNTW DA, HENOE N 7 %2
RLUZHE T2 HP &G~ ZETIVIZEBWT BD OWWEBIZKICHE S T5 & bbb Thl7 3T 5 &HEsh
Twhb, HP REHEEOIEMER & LT, Thl7 ~NOBESLENMEEO L L B EENE 2 515,
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AEMET gy ) FEEDHFERZEUEN—=F v MRD 1 Bl

OJ\X JE'. LA BEF'. &N &Z° T/ fAE'. Bk B’ B EdE.
pP-27 L &R &R '
LA VERY . FILASREOIEAE (FRR)2 EILR+FREERe

RRY—

RN R BT 2 5B A TH YV HELREN 2 ET 5, SHRME THRY v fE o2 E L 72X~
F v MEO 1P EREBRL 72O THET %0 RN 5 e DIZMs A HBL L 72525 1 20 B TR ICHE
L. B E LD 72 0B AR RE & 7 o 7o DR B B0 O B AR AR S C IR I 2 4 2 M i 50 T M ir
RS A ROENE) VN E R T E LI VIR o 72205 oM CIEENE ) > 2 IR 5 T
FRIZZ L, HEESIZA T O A FAH TRRMICEE L2 0f0B B Uz B H RIS R L. FE
AR Z W4T % D FBOHT R TH > 720 WEERALA 5 ANV R ZBIIDIRERIIHRIE S o 7o BRI CI3EN:
ML % 72D, TN R, &8 CT M CIZRE I RIERD % 2o 720 IRFHY SR T RIZERO 22 h o 720 HLA-
B51, A-26 Fatk, SRS b BEMETH o 720 #el i ZREFBEEE A BUIBIL . RO IV T 7 & PRl & 1k
RS SIEAESEE BRI ETIIR—F = v MEOEWE 2 D, ICBD EESZHEHE (2014) TIIN—F = v M§
LEWENz, BER IV F Y EGICTUEROWEL RO TS, CBNERZMAZ THRET 5,

Hirschsprung JRiEFER(ICEH UICIEEBERELREIEERERD 1 4

OBags 2' &l R’ s foF'. Kl BEES & & FE 5°°
p-28 RIRAFAZREZM AN ERETBE . HREUESEREY Y — - CEBEREYI—/EHRE
HPRRRIICER R\ ESARE

IRRY—

[iZvoiz] BrmsaMt2 58 B84 (chronic recurrent multifocal osteomyelitis : CRMO) 1%, 12 IR0 3 1B $ 25
DO—2TH Y, Bk - EPEIREE - ENERELR L, MoRERRBOEHEIRE I N TWS. BT, B
e

SRS, 8RR S I IVEF B & YR S OV - IR CTRIE L 7ER 2 55 5.

GEBI]9 e, I8, WAER T b 2 HTHRRIEM: & BRI 2 520, Hirschsprung MR E & B s, /NMEtIkke
ANTHLM S %% fifr Sz BUE, ATICMIZBSE S h, R— MEEIC L 2 0BRSS & DR OB B & T o
EHEINTVDEY, TNETIEREBEDOA LY 2R R— MEGEEFHRIIEO TWD. KB 6 22 AR SR E-
TAREEIE, MEBEE, EFHERZRO:. 2otk WS XL REICHEEREZROZ/20, JIA S v
TURZHNZZ L h oz, MPZHOMEMRATIZ, WBC5900/ul, Hb120g/dl, Plt222x10'/ul, ESR 66mm/h,
CRP 261mg/dl, IgG 1941mg/dl, C;161mg/dl, C,46mg/dl, sIL-2R 980U/ml, RF 37 IU/ml, ANA 320 % (homoge-
nous), MMP-3129ng/ml, DD 05ug/ml, FDP<3ug/ml T 0. KIEKEO LFZZ D7, FRHREITIESR. &%
MRI T E O R BBl G i 2 B & O EE OB JeT ] 2 528, PET-CT TIZMmiMI M2 Is Baf, BeBam, M
RS, R HER RO, CRMO L2 L7, 4 7707« Y NIRTHEBRG L. —BICRERIZEE L 22
5, K= MEEI > THEROFBRBAL N TV S,

[Z£2] CRMO D IHEN D S il OB Wi 12 PET-CT (A H Td - /2. AERITIE, Hirschsprung FEHFHEEICE S
A= MERERELTED, IEOTBICRLERRPKEOT Y PO —UVHPEFICEETHL EEZ HNT.
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o SACIDEYPZNRFNDUIDBEZZE LU TV b FRFEEZEH
MAZ— AR FIERIEIR DL R A

OdtA R—. #IL &S, WA T 15 RKp. B S—. 5 I
SHAZEZHBEEN - NEEFDEH

[1Z U] AWEn (Bio) WANE, MYICHATAI LX), BMmEZINH LAEGPREZEET L, L2 Lk
A5 Bio BHI RN BIASTIE & 72 o T B o FAE I 0 Bio WA O ) B2 12X ) BRIF 2B ROBEHATE TS
FER] % R L 72 O T3 5o DEFI] 18 s . 3 mkiRi 12 IS & IRERAS B o FE A 3L L 720 45 VS BB & Bk,
MEREZSS ). T4 4 48 MP BAffi. 45 T-45 2 48 MP BIfS. A2 45 45 BLIC % i 720 ik 160 5. i CCP
PURREME, V) < b4 FEF (RF) Btk 353 MRI B THIBREA: 2 738 L 720 RF K1k % B iR 2 AR AR 560
Bz (JIA) &#BWiL7zc NSAID, A b ML ¥H—F (MTX), 7L KF=vur (PSL) IZX B EME B L7 A
WIOSTEIARRTH 0 . AREEIZE R L SATWEED S BB % 5 72 MEHATH 1 . 12 3B 1stBio H5H)
DTy TVUNVEEAL, MTX, PSL, #2709 A& (TAC) =8 L CEMT RI3ctEH Lze Lo LBEEIEIR I34F
Bt USRI E S, 2ndBio BAIDO A 7 ) F 2 TICY Y B 720 —EOR RO 7225, DAS-ESR 4.07, matrix
metalloproteinase (MMP)-3 264 ng/ml TH V), ED 45 TiE %, b EMEHIEL, SrdBo®AI b Y X<
T Dz 720 MTX & PSL. TAC OFFHIZ L D 2 4E B 04 BEIZ T, DAS-ESR i 1.82, MMP-3 id 39 ng/ml & %
T U720 BATHEEFSHE L, BT IRIAEL o720 LA L PSL O 1l (2B 4213 TR L 720 4thBio 817
NE YT MY B2 T EWOGHEIIARTH ). DAS-ESR 294, MMP-3 640 ng/ml (ZHEAL L7zo W 540 ¥
2 & LT TNFo FHES T 3#IH @ 5thBio #AIDOT ) A< 7 (ADA) #38EA L7z, HBEICEIFICS L, BEEE
BR3P L 720 DAS-ESR 1.92, MMP-3 31 ng/ml & 7 5 720 3 5 MRI Bi{% _F 13 & % 7% B o #4713 72 v o ADA
WZEI 0 B R B 2 DGR L TV B A5, MTX+TAC+ADA ONEIC TEMZHEFF L Twb. [$ & ©]5thBio #5412
CHEE L7z RF BEYEL A JIA 25 L7 TNFo lEED 3H HOERG0ERTH - 72, Bio BHIOYI Y Fr z 1%
AR EHERIRTH 5,

o b U XN T8 A UTz RF B34 CCP A% BEm AL S F 4%
MAZ= FMBIEIRD 1 4l

P-30 Ofie mxT. Ml 5. BFsF Bl gl =, 898 — KR S8
IR 7. I F=2. MK SR
TRBIRI RIS PR S 5

U L oIC] HEMES SR (JIA © juvenile idiopathic arthritis) & 16 AR IZ8RE L 6 AR UL EFF3 5 BHRAR
HOREEH OB TH Y, 7HREICHTEHSIN S, RF Bk, U CCP BRI % B JTA (XS24,
TFHARTH LI LB OLN TS, Shl FHEARKTTH 5 RF Bk, It CCP HEBMED JIAIC N V) A~ T %
BALZZOTHET %0 UEF]I12 . 20XX-1 49 AU X 0 ZBIE - Wi 1 Ao B - FEERISIRE L 72
EEBEAE 22 L, S EIOBH TR E A TW/z25 20XX 4 1 A TR - BEERESHE L2, 2 A
VAR B B - BIETAE ARSI, 3 A M X 0 Wi BAET I b Rk ORER S BL L 72, B E MTP B i & i hE O 5l T Hif
IR L 22 ) MLEHFEICC CRP 3.34. RF 296, $it CCP $ifk 388 (M) . kik 1 KefIfil 101 & &l TdH
0. JIA b 4 BISURHIA- S 7z, 14 BIERICIERR. 10 BIEICER % 20 720 MRIRTE CldEsg MRI IS CTAM
B JE RIS, RS o LR & BRI 2D, Ly MU TIRAERT F L AN S RO B kE G2 D, &
B Ga ¥ v F TOEMI RIEFAD 2 H > 720 NSAIDs, MTX. PSL Z3#EA L. B - BIMIER 3 deEmm
Holzh, RIESHWEBMETHHI &, FHEGE2HEDLILE, 2704 FBREDLZDIZP Y YA T#EAL,
RETR - BIETIEAR oot & MR A AT Lo YeE 2318 S iz, [FR]/NAOL BER JTA Tld MTX 7% & FHIRGHR~
DOEFPUCED AR TH HIEFNIIRT L CHEWZEN BRI D EIS & 25, EWFENEFNE LTz s AT b, 75V
ART. PN A THPRBINTVED, MEFTRIPELETH Y, AFE~NORELSA 1 EHEZGO N ) X< T
BRINU 7z, F720 PEREZVWHIHSGHTRLZEL, BELZHNEALTED TV ZEIFHEEZ BN,
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FRR(CEH LTz CCP UARZ It D2 BB AN S I R I BIEI R D
WAZ= 34l

\

O£T BF. 7k BE
FmAZINER

Pt CCP HifkiZBf ) v <~ F O FHRARK T & UTHRBGRIUCHEHTH 513 H A TIEMEE G BT o Rtk
HENZ EDMONTEY ., B 7~ FORIERT ISR D LN T-TH 5, Mgz it & U CTHE L7240 CCP
PURRETE D% BRI AEVE R S VE RO 22 (JTA) @ 3Bl % 35T %,

FEBI 11321 MYV I =0 16 BT, BREAMNEL, LEPRRIIEO D Vo £ 6 20 HRIIPIREEED 54
I EEN L W S, A L IEGI RN & AT S 7o 6 D S B ATHIA L. 7 MRS RE Bk % BAEIR JIA & B
SN A 7707 2y ERIBE N 1SR R LEHIMAH D . DI, GHORENE O NG h o 7z 15
WCHZ LB SN2 380, KL-6 OBRE LA H ). MEE CT IS TEMIZA Y 75 2% B 7z, i CCP
PiAkiZ 3558U/ml & B TH - 720

FEB) 213 2 K W SERVEAMEIEAL =7 D72, 2 4 BIBE 2 4T SR ze BRIV = 7 120E S 20K
TR, MGG T &M s, S MEEZ2 S50 L. EBHE. VT F 7 4 VORRICTNERTH > 72, 1
w11 2 AR L D BEIRATII L. 2 2 A%, YRt 22 LB W WP, ARBEICIER, 2Uk, Rz 0.
MR A CTldPt CCP ik, RF @ EA- %580, RF BEZ BIEIA JIA LW L7z K CT CTAMIC A Y 7T XD
H0., KL-6 D EHZHD,

FEB) 313 6 K o FLIBMNCARERM MM £ 2 FHE L, A7 04 FIZT—H%ET S, REIC X 2HREEY
B, THFA7) v e vuodirood OIS CTEMRZHEREL Tz, 5 imiEd 52 M%K% 5E L. $1L CCP
ik, RF BRI JIA E3Wi L7 2704 F, #2710 A 2O TRERIZERL TV,

3H1& b YL CCP itk RF BMEOZMEi&T. BIERF ICHIHEOM S5 2H 5 Z L hstbhi, MEmENY 22
AE—T7, FEEEREBOADED S EBERIICHIRAAE U5 W) BERD ). AETH PRLEEISM 2 &
FEB % B L CHRETT 20D H 5 L Bbhiz,

s RBENZFEULTOD [PEUSDIRE] i oF S EEEEF 4T F 4 EER
RASY—

oS

P-32 OATE B, Bl &N 1T & EU #XES. =8 AT, L 185,
s F2. FER RE
EAERIAR R

(T LDIZ) EWERRATE X b P LUFES— PAE B L TR VB, BIERIERSEEE &% (JIA) &, 80
DAL DENTH o7z 7L F=vory, AT FREKESR, ERAOFHE. VY T2 3 UHEED
HFUL T, BRARMICERS LB E, BHEIE - BV EL, GFREFE) 1995 EICR T ITHNLLIEDT B
FOI)—ZAD1E LTHA TSN ZEHIIBMTHRIEL. ZRDEDOTATHRITOVHEEL % - 72, Kb, B
Hiw. R, FEOWEEEHIR L BAL L7220 RADOFM L ABE. FUREOKA L DR, HEBOFICE L7z, #
BERFZDIONEOBRBESESPEREOHIW TIN5 2 L 07k ) Eilh2IC S L7z et Tl Bkl 2
WX BT OREN L I N2, SOHE T CRMAEPBENTIZR S 2RANZES LIF TN, F42M1
L TONB % FAMEDS TR - TNz HlER a2 T, O3 AEHEORANE ZIF AN T N2 RFESCRHIES L
oo BRETHEEL, FEXTRMREZD LD, TIERFNITHIKL., FHIETRED, WBA~OKH, HBIcEELZ L1
BB L TNEREAN2E, FROHE, WEOE L HHEME OESWITEH L TO LENRRWT L%, (FFE)1970
EEFNOLMEFZEEDPRERD»LHES, BT T, V< FLMESVEDS, BoFMARGEs b LICEEXRILT
Who BIRRE TR CBENLFE LTRIELZDE, REMICEREZIZ 200 X2 TN RAZHBOME EiFA
ERVARASHY LTV HEZ TEICEZRATYENSTH S, JIA ORBEIZ X 2 RERE., Mo, ik
EFENICHTBEINE)TF =2 a YOEERERLTWS, TLEEOHMBENSIELL JIA 22 TBY., 2hdrbd
ARV Y= FEHMELZ HIETEMICED L RETH L, (L) RED 0 FELIRY JIA 2F 2 L, REOHER
LB REBZOUANE LD D025 BROPELRELEZ TRANT 5, T D 2 P HEHETORY F
B LIPS H B ERET- b MEHE CHEWRETH %,
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o RIS T T DB ABVERRICHBIFDTFvAILE - 54
MRAY— 7. IRV v UZ M ADEEMH

Ol &F' X TFF. B £1T &N 48" BF T
KiE B T B 2E 5
TRRCCORR 7 VILF— - BRFER. TERCCORRCEBREZELY Y2
TEAZFAZREFMAR )\ TREF

TRl FXYANVE 547 - ARV XYY AL (CLS) 1&, AMLVAKCHEELTWA, H5WVIRERTLTEEEOH S
EL DL SN L TIREAIT) EMEKTH S HATIE 29 FRBEIZ 40 BB L CTB D MFeicid 340 CLS 2 L
TWb, [HYRMRLEGHIN T 2 Bt ORI EAEE W JIA O BIRICBW T, CLS MAZIKIF L 72720, ZoOfki#H%
WET Do DEBI] <HEB 1 : 3B >RMISH T 2 ARH 720, CLS A ZKIFH, 7V /L= a3y, 2717
VT VA ZITWEDHECTTE Rz, <JEF 2 10 28 >R CRIMASH T D - 725082 S M 0A%R <« FRILRFIC
N s lrolzlzd, CLSHAZKIEH, 7UNRL—2a v EXAFAHINVT LA Z@BLERMLEMOT, 4 AN 2
Va VI A RAZ BIEARY, BRINDSZT SNe <JEB3 1 118 >R EE . FRIMISH§ 5 R2A%E <
W ZHER L7270, CLS At A2 AR, BRI D &Iy ba—u, 7Y L= g v, Filffiit s I 2L —
avEFV AAPL 2y ATTA A NI 72 a VETVRPLRINEZIT S Z EATE Rz, <GEF 410 i >
BIE CERILASH T D - 7250 1E D MO8/ - 72720, CLS I AZKIH, 7V —Yay, F4ANGT 2V ay
ATV, BRI IILE 2R K RIEAMER S 2 & TRIAATE S L) 12% o7z <FEBIS5 : 8P IE >R FEH~DR
Wi OA%ii < | FhE FE TICRREM A2 E L7270, CLS AW A K T2 1/E% LA & B TR oBEEZEOBHHA % T - 72,
I ARE DR AN AR IV R ITREEE E 7 4 ¥ v F AR 2 BIR L R L, B T IEEEM CEBTE 5
Loz, [£5 - FEICLS IZEMPLIEZICADETELWIERZIRR L, A LERY M L7200 EZRICE
ABHZETHIEAZ BT 5, BIBIZHEUC X 5 HIRIERG 7207 T2 < MARULE 1ZHE D 95 &2 2 2 K5 L T 525,
CLS 2Rl el & 13 B 2 MR 7 70 —F THETH 2 LIC LT BEOA MU ADEIR L. BRI %2 H#
NOBDLY) DR 25 2 EHBMFFTE L. SHOBRFICEY, ZWRETHE T2 2 L OEEEZ HRMERL 2.

REENE R SR M R BIER R & DR ZE U fc Pachydermodactyly @
RAT— 1 {5

O #5F 2. B #°
EFRIIFF Y Y—/I\ER EFERAZ/INERS

[1Z U ®1Z] Pachydermodactyly 345 4E 8 (207569 2 R o g a8l (PIP) BAENHBo B4R EIRE T, B
MBI B FIEICE G LT3 EEZ 6N Twa, O TR PIP BEERE % 320, BT R35 A5 PR 51 B ffi 4%
(JIA) 2gEb /- 1 Pl &R Lz, BEF] 14 B8, 10 B X 0 Wil 45 3 48 PIP BioEE 2 HE L, 13 BRI
ENR 22 L7z, 2 CHEMERDSHEE L, 14 I ICBER JIA OV CTURIN L o7z, g 3L A% 2
& PIP BHER T O A I % 5RO 7248, BURRHI T 7 <, BASIWT Bl B & 528D 7 22 o 72, ML AS TlE S FT L
EA 5T, B CCP Btk MMP-3 @ 153 380 Ao 72, Wbl X AR I mi 45 2, 3 45 PIP 50 E BH 2 Bk
HRONENR % 8D 7. MRI A TIL A 3 5 PIP B E P O BEBAKK \HEIE % FRD 7278, MOl 2 < B il d HFIX
ROLhodz, BEMJIA #HKETET, AT FILEEKLE 7L F=vo v 3EBNR L 725, BEiERO
WEBIFASNTHIE L7, HERAERIRICHZ L2, MTHEELHATEY SIS H -7, FKEAERIT
RIEDPT LT RIGITTH 575, BHERA PIP B BRF LA 28 ROERZ 2 L T/ 2 &, JERRPKE
B, WEBEREASA SN o 722 & A5 Pachydermodactyly & ZWi L7, FE2MEEEERLEL 5 XD ICHREL, +
S AMNIRENHAT A FEEME LTWEY, FEHEREOMEZA ST TV, [#%2] Pachydermodac-
tyly Tl F45 PIP BAfioJER % 25 225, JERMENCBERRLEm 2 % <, Em O A ERDSA S, s
HETRIEN R L, WERAE TIZKEBHBOIERE D A TR EHIEEICIZBRESFZO O N wR L, B JIA
LI AHRGEEET S, WHFE PIP MEEEZ 23 254, 5672 BT o822 4 Pachydermodac-
tyly DFEINCEETH 5S.
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o Bttt ole, INEESMIUTY =T AD 3H—a3RHIHBIT D
MAT= BERAA NFBEREBREEROBINC DV TORE—

P-35 Otk AR'. AM BEF'. 1B8H &8, BE N i 817 B KRR
PE R OB Et 7 =T
HEENAFEZHIERR R HEEN AP EF BRI

[lzr®ic) Meaegtko) 5= F—F 2 (SLE) 3ERIIV— T ALK ST A0, YR TIZEH THZRICE
AR AT LT b6 2014 4R, 2015 4EEEC 3 BID#I5E /NI SLE ASARE & 72 1) | 2 BIASE: S ki T C B M 2
REAT 1 PNIEEWE ST A T CEHAEMEZ T 5720 —BRICHBE AR TR AT CERO LA RER Z L TX )
ZIEMASTE 5 LEz b b —F, $HEMRIIBAIRE CRIATITRE T, B2V E <, FHNTRIHOREDWRETH 5
EVIHFIEND B BRE IV —TF TR 1. 0% EQOMBPTRENR TRV, Bk EITIRICHEZ v, 2.
AT A3 2 W A IS BB B 2 S BIRL T B0 [EBI] FEG 113 10 522 (58 25 BUNR Y 7 < F 424 THREBI
) o MM BeE BH %2 520, P Y IREPUEDSEMETH o 7o KAVBHEMR CTBIER) 72 L% 3& L 72 BEHE 2SS 1 |
KEOR LD i FIREEMRZ BI, V— T AERIV-S (A) B EBW L. IEAGERIANRICY 70k 2A7 7 3 F
POV ARG R B LTz SR 2 1% 14 i e ABERE X U I % 520, Mg o &6 258E b, A7 a4 KoL 23
FaRMAT L7z MBIEBHIIXHTE Y. CoMBmEn 2RI lzRRo o722 L HBEHEFT A FMEE Lz
AT, V—TABR -G (A/C) LML, IR RN ZIC LH-RE A LA Lo 70k A7 7 I M0
AWEERAIT LTV Do FER 313 14 M. 83 M. WA, Bkl E CREEIk% S, Ml o2k c.
FREFATEE, IMAEARH, A7 0aA RSV A, Y27 0K A7 7 3 KOV A2 ifT Lze Bkl T8 ERLEmT
T — FOVIE AT, R BB M 2 ATV, b — 7 AB R I L W, RIS TREBIgF Th 5, [
EW]SLE Tid. MU/MURA P » IREPURE R A2 G035 280, F 72, Mgz & iis 2242 X % il % &b
FTHEEND Y MBI THEEL D CORBEAMOBIRDGS VEIANCH > 720 BB EREIT72260L
b, Mo Wi L ZOHOBIER  FIROHEREIT) T LA TE 720 /NE SLE 10K LR EM % 113 2 B
W2y BIBCE AR —2 OB L 2 1G5 & E 2 bz,

oy EEREMBEICEANCR IO REREER UL TABRO
MAT= " —f

P-36 Ot &R, TH R % = AT &F. FHE #E. 20 TR,
RE B
LB ERZERNERY

GEBI] 17 sdetk (E5R] BEMBEMN, 2, &AR [BURRE] 10 MR, THRERBE, WERATHE. RBEEmATHILL,
BIEE CHIMLEREA . C3 23mg/dl. HUEPUIR 10240 5. HT ds—-DNA HUK>400 {54 5 SLE & Bk S 7z, BIzPi SS-A
YUk 256 15 BT SS-B Pk 128 £, #iiL + % 728720 m-PSL 7$)V X 2 7 — )L & PSL40mg/day PR CiEE % BIG S h
7275, PSL20mg/day LA FIZ IR EE7Z - 72 BRERAE L GEFSHRED 20, BIED S 8 » AL B A Mm%
JifTo WHO IIa ®#ZWi <. IVCY A&V A (500mg/m* X 6) % AZP % MZB it L7225, &EARHEIML. IVCY
(1g/m*x6) ZBML72F%. MMF % L 7225588800 © PSL =W, BB - JBW - BHERE 2 & oRIFE
HZED Tz, IREAZHIN L. MMF3000mg/day PIIRE LT 7225k 70— ViEBEREZ 2 L2720, SENS 7
%, 2HHOBEMBMNTYRHNIARE L7ze [HAFTR] & & 146.1cm. 1A 61.75kg. MEGE 31%. IiLE 135/88.
BRI - WERALBED D . ZEERALED. MR Wk - k. P REEES ) DRAAT ] <t >WBC 8440/ul. Hb
136g/dl. Plt 33.1 J3/ul. TP 50g/dl. Alb 2.3g/dl. BUN 99mg/dl. Cre 0.38mg/dl. ¥ A% F > C 061mg/l. CH50
445U/ml, C386mg/dl. C4 13mg/dl. HUEEHLIK 1280 fi5 (HOMO+SP). #T ds-DNA $i/A<10U/ml. PLA NI F ) ¥
VPR =8U/ml. ICClgb5ug/mI<R#f >u-TP/Cr=40g/gCr. (JRiLi&) FRinEk (+) HAiE () [FE#] ISN/RPS
SHEHIV-G(A/C)+V LW L.mPSL 7SV A 2 7 — )ViBIf%. L =X—Z 10mg/day & TAC3mg/day = BrH L. 15x 4
IR\ D58 L7z Dtk 7 4E . BOPURIEZE L TE D HIE MMF1500mg/day+TAC2mg/day+PSL4.5mg/day
+1L =~X—2Z 5mg/day THHRIZ u-TP/Cr=02g/gCr ETH 5, [#Eik] IHEL A LD LML T2 H
MOV TOHEIHR S ND . IVCY % b HIAURDFiHL L. A RZEHIHIF TIREEEMETH - 72 SLEISH LT,
ZHIBEHE L 2T\, BREZHERFELAT 0L FORELHRETH - 72,
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o RT7O—CEREZE2I DRMEBRECHREL. X704 N ULREE
MAZ= LZVUEY - 500U ARHABENEN CO o LEFE/IL—TAE
KD 1 4l
OXIR E—EB. g =2, B 75, #il 5. F5 B, 5K .

A B, fix Ko
RBRIERIAZ )\

P-37

[IFroic] BEN—TAESR (LN) OEFEAFEICBNT, 2704 F2OVAHE, Y 7u 7+ 27 7 3 NEHE
(IVCY) #:, 3372/ —=VBET7 2 F NV (MMF) 2 HHOZZEBEN A K94 VAR ENTWD, —F, HELMEIC
LT, VEREE SR IR OB T ORMED &, X DV ReEREREA - EfERRESRO O S, 72, B
AT uA FERGICEZ2REH S EELMENTH Y. WiELZR ) KR CTOBEMHMERAEE L, fE, HIE LN
W35 I VI EY (MZR) - # 70 A& (TAC) BERHREIC X 2 EREA & SEEHEFRF O AR 2 M EAE
Bashoohs, IE BI] 15, KM 3 25FE. 2R, WIRMIMR, BURE © 155 0 2 Ak, &5 7E%
RO, IEEZH L, BHEE. ®IUE. SEECOK, JUEPUE LA & Bt dsDNA Jifk B - AR I % 320 &
FEREREE (GFR12.3ml/min/1.73m2) # 2 L 722 &5 5. SLE -« Btk r 7 0 — BREMERIC X 2 2B EOBK T4
B2 MR SHABE L 720 BARIS TR H AR % 0 5 Bt N B PE 2 L %2 528, LN class 4-S(A) & 5l L 72,
AFNTVL F=vay (mPSL) 7SVAHGEE 27—, #BEEE LT L F=va > (PSL) 60mg # H¥% 5 % fiA
T2 EEEMAR (UP/UCr=10g/g - Cr) I3k L. & 512 mPSL 78V ZHEE 2 7 — V3B BEHG 1 2 H %25
TAC. 22 H#H2 5 MZR 2B L7ze IREFIZKE A (UP/UCr=2-3g/g - Cr) L. I{E#FT R OYE % i)
oo BB, ZA704 FERIEZRE L7225, A PRV I VHEEEE PSLIBEEICI W WE L. B4, BE2S 1
F8r ARGBL TV A DY, BIRREIZZEOT, PSLEZWM P TH L, [FL0] & 70— YEfmiFs 29 % HiE LN
LTy A7 a4 K29V 2 MZR - TAC SRR TH o 720 AEREIG. AT 0 A P50 R 72 0
B, FHELMITH T 2 MBS BN L ZE L7256, BEHOBIE2L b XV RERRHRELEZ b,

o Ak 7 208 2 I B B E TR UMEREASE & multitarget therapy =
RAY— 4T510)L—TRBRD 1 4l

P-38 OfFEE m5h'. M RFL JBK ZEAN B RE'. TN R\ & YT
AR i’ BE R¥'. B Ba°. KIS B
BHAF EFIREREES R TR BHAPES IR RS B RRErt e,
EHEE R

(#E] 28z 7~ =72 (SLE) IZBUF 2V — T ABERETFHELAT 2 EELGIHETH 245, BMEREE
FHRRICBW SN AR v A IIABER: L ) BEEN 2 5 L, BRI HEN: U72ER 2 4885 L 7 - o8l
%o EBI0 M8 2 A, 2 MMEHe 3 2k Z EFRICHIE 225 L. MiRLZBHSNABEL 72 o720 AREREIL
WA Tld Cre 0.82 mg/dl TH - 7225 ABi 3 HHITIZREA T 278D, Cre %444 mg/dl L 28U LA L7270,
SRR E &R S, BT H AU BRI ABE L % o 720 ARERE X D FRBMEENT I 2 BAAG L. ARehE
DYRPT L, ARG R & i %2 2B ITRAE L 72V — T AB R E B L7, PSL2mg/kg/day #5120 2. ZH g
Mm4Esc#e (DFPP) % Mif7$ 5 2 & T, ABE 18 HHLAIZEN 2 ST e & o 720 RELEREED#ITZ
BE Z2, SEGETUSREBREE 2B LT MEREEILELEZ, AT 04 F7UVA%1E multi target therapy
(PSL + mycophenolate mofetil (MMF) + Tacrolimus) Z B L72c Y27 BHRA T 7 I K20V ZWFEZIREDSD R L H
MRS D ) A 7 w2 &, o, TR oMERH 5 2 L 5B 202> 720 DFPP IZA7 4 [ (ABE 13,
20, 23, 27 A H) HifT L7z MMF XA HREMECTH D . BREZRDO T2 Eh 5, fiHEIE 500mg 4
2HHEBL. T 7O ER%E 3ug/ml & L THALEHERR MEREA 7% EORIERA %2\ 2 & 220 L CHm L
720 Tacrolimus d b T 7Hi%ZZS#\Z#% L. 5-10ng/ml OFPHICIND 720 EATEENLZ TR EO KL . fiRMMo
YUFEERDOTWD, T2, BEETEIAEZREHIIEALNRTO R, [FiE] g2 2RI AP B B E CTRE L 72/
WD —T A I % KRBR L 7o BV I R 00 M8 A R O B BT, multi target therapy D@ 2DV T ICHkNE
BesFiWET 5
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5 SELSSRERZ DI W\ ARBEED S 2T ([CZE 5 1= Crohn 55D 13 B4R
MAZ—= {5

P-39 OXPa Z'. /X H4E' =828 #—'. ZB xA'. Bl B8F'. &)l B
E=iE B FA AE WS MRNFe
RIEFHREIER . RIBAFREUEEEAERE

(1% U 12 Stk By SR 3 B AR & B MMEIANC & 1) . HF12/JE Crohn 951 10 7 LARE O E54E e CH © %> 7 B
MZEBO TS, LaLad 5, Crohn FHEBOHIIZ DT 22535 B FHi R & OWILEHERE K & AHE L
L CRUIHFRBIEG S, BRENLIEGIDD 506 $HET 50 4l KA IFHLEHEREZ K & %255 % Crohn
WOBWII RS 7o~ Bl R L 7D THET 5. DEB] JEGNI IR B O 1I3RLE T, RAODEREZD
LHUEFIR % 580 72 A%, BIR24% 6 A RHE & . CRP 1~3 B CHER L IERUG b BEAL L 2o 72720, 57N H
NS BEBHRA ABE L 7 o 720 YRR A T WBC 8200/ul(Seg 72%) . CRP 6.55 mg/dl. ESR 54 mm/1h. sIL-
2R 635 U/ml, FDP 6.0 ng/ml. D-dimer 1.3 pg/ml & 5 SUSFfE, MK~ — A — LH O LA %280, WIRIMIIET
R 7 72 o 72 DMEFF MG 72 - 72 (Hb 243 ng/ml) o #5308 % 8 L CHALZHER 2 D 2o 7205, ABER O &g HREH
PV HEAT L 72 B8 i e M Al K L 72 Il s & MK %GR 720 SEFI AR 545 RRAWIE B B IS 28205 5 725, PRIE Ik
BOHBRBUIF L. BICHE SN/ DLST (75 R, Autr—)v) dEWEES 72, BERYGED RN & % % Prli
74 VA, C. difficile HUF /toxin, HFEZIZVINEBEETH ). BEMNTH > 720 KIEMRREE BV T ENLE
WSS & 11T L 72R5 R, /N IR 2 a5, MEOEEBEIT 2 8072 I mBCim, S IRus 12 %
FEAIAC & 23R RFT A SSRE, FE L2 oS 0. FRICEG CHRED SSEMBEREZ O, 77 7k
b A BNz JEEEEVERE E R IR A IR LD e 2o 72o IRBHIVRE LD A 572, Crohn ii L B L. 2
WL, it (5-ASA, PSL) TEMEAZITV, FBRIFTH L. [#E] NEORHEOFR L L CHLIAEIR
WCZ L CTHREUERBILTENTRETH D, FLAHABOMPUA 7Y —= 0 7L LCHBEEREIIEH L%
A7

BEEETO NRILT « UZAED 2 6
OFFRE BS. &Y fiF. ##8 dLF. Wk X

REASRE R

[iZLoI] BT a MRV 7 1) Y (BT EPP) IZE R iina R L, DRBICESTH 2 O H#%
HOEFTRMAPND Z DLV, 40, HIORBMOKHZ EFRINEBIERN L ZH Lz 2028 L7279
WwET 50 FER 1113 R QIO 2 1) o NI 6 EADEBI R B ICTHORET 5 X ) BIFAZ TR
Z0HD. HERBRBRICARTFEOBWMLVIFAZERY B L2720, KEREZZ LA ZHirond. Ykt %
L720 G RCTIRIFICRE 27803, EPP 8w, RIMMEK7T FELV 740 Y2WELE A, 4408ug/dL RBC
L LAZEDI2D, EPP L3BW L7z # - RIEOWICD . HIGBBEERZ B 7/2720, R 7T bRV T 1)
YERE LA, EAEROE o7, BIE - WROH - B0 B, BIERO A FECH #5 IR OZE R (pI186T)
#RD7z, FER 2] SEB M. FROKZ EIRIGEER 2k, SFEUIEREME% (LLT JIA) oftvcL4RH
Wz L. HHREDHK. JIA (RF BUELHES) E2M L. MTX ICX ARG L2824, Bi%kiIR
WU FIBIROBZ T, 6% & ) HERBERICTFROBM LW EERZEVRELTVD, LOFRZERBD720,
EPP Z 58\, RIMER 7T bRV T 4 ) Y E2HEL2E 2 A, 876.6ug/dL RBC & FH- 238, EPP L 2 L7z, [£%2]
EPP 3B B RO TFOMADEHRE %5 2 LWL L BEWIEE ZZ T 5D My, 2% 7 =7
A REAENE R R 7 4 70 EOURBI A R TR B O L L TEE L EZ 5,

IRRY—
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microgeodic disease [IZEMHDEBEESH & £ DB MR R ESE
RAY— M

P-41 OF& FE'°. R Ric®. Fix F—°
BORMERARC CORB Ty 5~ MRMILAZHERb

[1Z L] microgeodic disease 1 FHa D FEHiE D HIERRORERZ R L, HAFBTEMRT 2. & - S HOBMMERA
ELIIEIGERT 2B EEZONTVS, FPHRREIFZEETH L. ZWITIEEE MR 2SHHM X MEE L) HHT
HbH. AR, 26 PHICEHY FEBIEL, EHHERBEENC %L, BEROFRICH MRI OREI %2780, »
DOREWOUYGE & LW OWE R JAE L7 —ER & BB L 72, BIFIICIT - 72 MRIBEORT R & &b, RIEDHHREIZD
WCEET L. BER] 7. CH) BECORICHEROER, ZE2sHBL 2858, A% 1 Ak O e bk
k0T, W, ERE RO, MRI L T2 BFBEHARGRTLESE 1, 5k RE, L4583 43S, A561
HEEEE S, AT S OB BEN K OV R B T RO OV F A EE S % 2% microgeodic disease & 2T L7z, KEEIC
SERIZSREL, 3y HB GH) gLz, LALMRI ETESIMET LAAEAEL TV 6+ 9H) ok
BIBRCHRL, 720H% (10 H) [CEME 1 - 28D HREL, MRI EDREMOERET 28077z, TR
FEIRTH 525, MRI RIFFHREFICL EETZ#RO, 1 2 HKRICHRERSMBLL 72, VItE 8A 2 B4 L, ek
A e o7z, 160K Q8 H) TIZRM EOMWEIZEM L, MRI Ed Wi 1 BERHEINS ZREBTOAZR
O, FROBEZITHELEL TV, 14E102H% (12 A) ITI3EKR, MRI Lo RS #HE L VItE 85 % ik L 7-.
L2L24FE12A% CQH) [CRMOFRREFEANIL, MRI Eb TR - BHEoOEES 22070, 2E6»H%
(8 H) IIHERZD T, MRI b EFEZBD TR -7z Bl I TREBDAOF I35 % D 7 { CRMO &7
EMTH o7z [FHR] BREC I, AEF TSRO TS MRIFIRZRB0 T2 ThHs. TEMO
gL, AW OME, X512 VItE #A OGS, BRI OBUMEBRA SRR IAATET 5 TR D 5. 131
R ERRT REBFE LN SN

RIEZH (C DR 2RI C R UlcmERD—A

O#Ll =8), FIH ==. K& BN, =5 £E. | AB. &8 £. E[ 2.
FR AHE, ShE BE. B EE. B BB SH 8
HEARTZ4NTUEREE > 5 —/NERER

IRRY—

FEFNE 13 B o JEBE P DA TRIERIIE 2 05275, BIEDME & Tz Mo 72 IRBHSER. SRR, BIRTHRIC
REIRD o lze AP OERZ B % o 720 MEEIIALIEIBMARZ b DM OJAE. § 7% b b BIIRIEIMAE
KTH Y REELFHBIRIE L Z 2720 KIS OIERDBZ Lr o722 & 5 6 BRI EitE Bk 95 (cPN) & %€V, PN
R PR (A&R 2007) 2l L7ze 2ABMERE 5720 7L F=> (PSL) &GS TRERIZHI L7z LA L
PSL Ji i (PR Ve B, REEPEALIE & M & U CRR L 720 WPk iR CRr i L 722 2 A, MEREET 5
M REDBREMMED L L L CTB D 22O NEIIE A - BE L T2 7205 & RIF LATH Th % HEBRICIE
FYEARIIERD ST, FHIREEILE ZROBMITH o 70 FHRFICITENT 75 25 THB Y. BRI E 2L 72
ZEPOLR=F v Miikhto /o AL R THAEMLI2E 25, Hill & F U RBLA 2B s iz 374
HH Y PR IS B IRVE M 98, ZHERORBLRIEHIRMEIN A R & OBWTH o 720 Wil X 0 & mHEI IR HHELT
L CTWw/zo PSL#GICTHEREIT o 720 FERDEPIZHEV, PSL dE Lk & Lz, Hikfk, 2FEMERLTWD
A FEE - KLPE - 77 % - T - B ERE O MBI R L BEHR THRRBIE T TH b0 M RICB W THERN Z I
HY— =375 BRAEIR & 36 A TRHEZEN 2 AR E OEHRTHRE ISR E B2 52 b0 Lo LAKES]
D X VIRBLEER 2 Al SN EE L R S H 0 . BTOBEZHOICHEE B IR ).
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Etanercept h&ER) Ul B a4 B RS ENE X HE IR D —H

OHE EDH. 88 MIKF. KHE Wi, EXK E8. N1 B
RIS EER R R RS R\ RR

[lTCwIZ] B RAEHiITEZ JBIRJE (Cutaneous polyarteritis nodosa : cPAN) & B DA VRS HiTENZ % Rt
&L I~ RIBIROBEEEME %% BT 2B TH %0 BEBEEDOGIHI % {AGTFRIIRTTHL T, FARE
M0 K U AR S IR B ot 2 & 2 HEBRE S 2 v Al HERTE cPAN ICK L Etanercept (ETA) % 3
AL, BIfR#B% L > Twb—BlzHnd s,

GiEf] BN FERERE 8 i o DU OKLBE, T - JEBISHIREIC YRR & % o 720 MLEARAETI1d WBC 13410/
uL. CRP 14mg/dL. SAA 1494.6ug/mL. ESR 61.0mm/hr & %% KGO i & ASO 2380IU/mL & A # B &R O
FATIRYE ARG S 720 Y0 7E I & e 12 BOGPEBI B 98 (PSRA) Z BEV IS % B BUSIZZ L < #&l T MO f59
AHBLL BT BUSHALBEATHIR L 720 355 MRS TR MALER. MilCE 5§ 2 KIEAT 2, PET TIZMIAICE 5T 54
FIRERE % RO 720 BEM A THIZEMEINAE %% 388, A H A THARZ O G I C & 2RO 9 2 cPAN
EBWI LIz ATUAF, Y 270KRAT773IF, YZ7O0ARY) VEIZXDIEREIToZH, AT 04 FORRIZHEN
5563 HALBE. MU O 7 & ORERABIBN PR Ly 2805 SUG S BEPEAL L 22 WIRIECTH o 720 F9E 11 7 AR IRk
T 2 173 2 D OB R ERD72720. ETA (04mg/kg 82 ) ZEA L7z, DABERAERIEE I UGS
L. A7 94 FIZ#RP Ik ge e o7z, DR S BRI SR, SO OB Z MR L T 5,

[ZRINED cPAN IS 2BEIE. A704 K, Y2082 77 I8, Fry=x7a7) VER%IF 5055
BED % < Bex B DSRA SN TV B, NRED cPAN 12K 5 TNF-o FHEEO A O W TIZMEEI3
Bl SN TB Y, HERHEREO—D L/ bNI S,

(R55R] BTk R B AR i 2 S BIR 103 5 TNF-o FLESR ORI RIE S iz,

RRY—

o TEEIME S REIIA Z R (C URAT 1 RIBIC K2 B MRREEIMAENTE
MAZ= b UTe—fl= iRl OERRERIC DN T =

P-44 ORA BX'. #H w2’ Alll 8L R LT AR BB HH B
WE F5°. RE K. M/ 8
RRERRENAZ BRI . RREERER A/ TR e,
BHETEERIA SRS FAE IS S

SEBIIE 22 B M. 15 s X 0 KEEiMEZ BBk OZ W<, PSL1lmg/H., % 27 1) A A (FK506) 35mg/H (IfiLr
JRJE  24-35ng/mL L AKAH) OIFEE UETZIF T ize SRR E B O Z % AR B SRS H Ik ALBE
5 REASTHMR L 720 F 72O Gd-DTPA 33 MRI TR EIC—3% L 72 w8 5 & 320, SIS B o T
L 272, ABeth. FK506 35mg/H D PIIRICHN 2 PSL15mg/ H I8, X S8R & LTI V'Y ¥ (MZR)200
mg 8 1 NI Z PR L7z MZR DI i EE 2 a2 L 72 25— B2 e L T2 & (Cmax 0.75pg/mL) . £
FOWBLERB LIS 2 /A E ERICHT T2 2 A, EHEHESGICBWTIIARIFTH -7 (Cmax 1.60ug/
mL) o ARFEFITIE MZR OULIL - HEMIZ 222 B4 5 2O BA DG LT b &% 2 S, KEEiTES B IR 255 Wi
£ 0 IR R O AR (0.8mg/dL) . HIRIC & 2 IREEHENED —H & 72 0 £ 700mg/ H & 7z Tz 2 &5, HEH
LI OWIRBIMFEDE 2 &Nz IRBRIAE O R EIE. B R EB %O HFE, SUEREOMAREIIRD VD
DD, Fifid HARSRERIMNIE . FEu, O Bl % 7850 BVE R BE IAE ASBE b L7z o AR T MR & ) URATI #f=T- O exon
4 (W258X) DR ELER %D, URATI KIS & 2 FHACRBEIMAE & 35WF L 720 URATL IR 1204 $ 5 IR
BhrS U AR—F—T, ABBOALSTEHAD N VAR—F—L LTOREALHEMEN TS, D URATI
RABDAEAEDS, MZR DI H L EE 2 — MR U TIMEISE W 22T BB D Z 2 SN REFD L S %2 b5 v AK—
7 —ORBRPDHRVIESITIE, AREGOIF) E LG HETHL L b Twb, F72 URATL Iz T O
A EIRMAERTH HRE7 4 75— b L GEIEHITH 5 MZR OIS & ) BRUGRBEZ BB S5 & L, #
WHEAHOEEIZS 2o TWAH E W) WED RSN TV S, RFEF T, FlIZ FK506 IR S A7 - 72
XD, ANTZ 2= YHEEANC DTS OB E R L2WEEENE Z S, RO RS,

121



ADAZ2 BnTREZEE UICEEE2xBIRA (PN) D 1 4]
OfR ¥, 5 #Fe DI #7285 B9 ] X'

P-45 RIEREFARZHREZRARNTREZ D . CBEFERAFEREZRERHZDEH
EWRY C EOREREEER - UDNYTRP

RRY—

Adenosine Deaminase 2 (ADA2) 137V ¥ X 7 L F FRBMEER B X M4 N MRIC B 2 HIHN 7L LT
FEREL . FICHER - v 2707 7 —VRMB» LA SN S, ADAL REEEAREASED TN EETO—2TH 5
A5 2014 SEICERANRHEET L BBk (PN) E3W S NHEMIZBWT, ADA2 BIZ T BEPHE S Twb,
Qﬁﬁ&d\@ﬁ%ﬁﬁ%\%%ﬁmﬁfﬁt%&%&&f%szi%TWbTAMUEE%ﬁﬁ%E%LtPN
fméﬁiTé SEBNEIIAE 17 BT 9 RFICTEB & TR CFE L. RIS TSR JIA LB S /2% &

PEPIHIFR I DEBRNREAAR 5D 72088 & %5 720 10 12 < ST i & %Eﬁ*ﬂ*n’rxlﬁﬁ’i’%ﬁ L.MRIZT%%
PEMERE O R E 87z, PN 28\, IVCY B2 EA L T—HIERIIFE L H V72 16 RIFICERREB X OB
M ey a7 ) AMEEEEZ AL Tw2Z L5 5 ADA2 KIEFEZ 5. ADA2 I F 217072 2 5
MEHRD T 8y v FAFOEREZFE Lz, MR ADA GMES X 0V ADAL, ADA2 &ZiGMERIZE Tk, BIBICE
WT ADA2 WD AFEWNALT LT 7o, # ) 2 i MR RAL N — 257 <, BEICBRIHEMEREZ S LT 5
&b [ S MR O M B A PRED ) A 7 25 LI Ly IER IS ADA2 TEMEAH 5 2 L0 5,
SEM AR AE (FFP) ®iisd: (2 ¥z 2 84) 2B L7z, Mg o ADA2 5P FFP fjEfk ORI 2
%“&UVﬁ?iﬁ%&ﬁﬁiﬂtLT@M%éﬂ&#ofﬁ PIGERE r HEGH L Th 5B ot & CRP 0K

Biifus X Oz a 7)) VEOE T O EA- Lo 7o —EDBIRINRIR 2 3D T b, 51413 FFP fiFcHtk o
EW&%TMMM@%&GM%%Fﬁ4/$&®§K%WJTé?%T&éOPNh£HéAmwﬁﬁ¥§£@Z
)=V R BB & O R EREEIRO - OICEETH B, L LAFIIBIT 58507 ADA2 RIEAE
DHRHFZINDNSTH Y, ADA2 RIVEDERGZIETTAWSEIE L OILFENIZEE L T2 ED 2 TETH 5,

11T mCHRIEL. 15 M CTHEEUAZRIIERD 1 41
O=Er B+, BT Bf7. it EF. BlE 8N, i 185, SH L5

_ T =K. m,ﬁﬁ BA. FiE R

BHAERKRZ/NE

IRRY—

m%ﬁm%ﬁmﬁ—auﬂ%%ﬁ'@bmﬁui®ﬂriAW®1%ﬁFa§bnfwéoL#L\mﬁuiu
BT BNIEHIZB W COEBIRIRE @AWY# WEDHELDH Y. TOBWL BRI THICERPLETH L, 5
M, Fr2d 11 R ERIIRR & W S, 15 %I ﬁ“t%%%%%ﬁ%ttoﬁ“h B oA M
4y-7u774U/7®ﬁ%\iﬁ%%ﬁ%ébﬁfﬁ%?éoHﬁﬁhlﬁmﬁﬁoii‘ﬁiuﬂﬁﬁmﬁ
L. #BH XD REE DD, PURSENIR L Z2AERSE 2 <. FIROBRSHI L, BES HHICABRE oz 5
B W O3S, MEREORER, ERRE RO, NEHRAEE & ML FEEO6HHICy v 7Y v#fhahiz,
JERIEIE L. FE8 HH X 0 FIROBAREE LD S iz, LAEPHER b&#otomﬁﬁh5ﬁ8#ﬁolﬂﬁ
@M%ﬁ%ﬁ%iuﬁ%f&<%ﬁbfwto‘%\%%@ﬂﬁ#mﬁt\m%%WWLtﬁ%%ﬁf\w%%ﬁ®
FelM S MR L7272, 84 HHICYRICARRE olze PURIERG TUHIE R <, NIRRAET BB/
REHO6HHTYyZ 07 Y5 8Nz HGHIERBEE L, BE 11 HH X ) FIROBEEEE2 ML 72 E8ikiE
RO Ao 720 BEFBTOFA ALY - Ta 774 ) TR LI2E 2 A, HERTO IL-6, TP-10, MCP-
IEETH D HHEERIET 2RO 5N WTFRHJITIRESENIZBWTmT 2 2 epHE s Twa YA |k
HA Y Thotze [BE]10 L EINEHE O FRESEE X IEF IR . AREFNIFIEDS 1L R TH Y, 15K THIE L2 F
NIEBITH %0 2 E BRERIOBRI T, y 707 ) VHEGIZLDEEL., BEREBESA SN2 LT Sl
WEDBWINCE o720 A M AA Y - TR 7 74 VOKRIIZW 2 TH L Tz, EREDONIGERIZZ Mbﬁﬁ?é
ZENLV I, BERFEDONAVAZHTHL LV FHEDD S, NEFITIZ, 5% SO/ NEE L BR
WL Do Y4 MHA Y - TO 774 VOB EBHO—BE 55D EEZLNS,
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o Large vessel vasculitis ([C KD AMEIREAZER DA (I U/
MAY— | JVagRIgERBERIC LD FREMDE CThofc 1 4l

OLE #T\. (if &, &8 KN Bh AR 5% 29 JII§ 57
I3
BERIWNEERLY Y-k - 7UILF—8 BERIVNEEERLY Y —/\ENRE

[H /] BGEDIR B S 14 o BEREREMI LA U2 8ia S Icet LT o) o v 8RR E IR HAl (EWS) IS X 2587
WM 2 AT - 72 513 e LVV OFRFERGE A U2 BRI SIICx L€ EWS TOSEE TN B OB
WEDPERNTH o 72/NED 1Bl ERET 5. BEFIER]5 . B 2ERNSTHM. 1ERD S M KRR 25 H
H L. MRIRBAMOPBT ALY HENBERELBEEREL (CRMO) &3k & NSAIDs 2/ LR L Twizas, 7
A HET2 S, M % D Tz 2B RIS 2 IR S B L~ b 77 o TARAKR A B L 4 Be~H A
&7 o720 WBC 14300/uL. CRP 9.18mg/dL & B L. BzKIZ B PRI K CREBEER - ASHE N L T\ 7z, Blilfisg > ~
F7 57 4 —TEMOERDP KB L TB Y JEREE CT TIRAMBIIR BRI @M L T\vwizo PET-CT T3 /AMiS)
R PAZE IR > m AL I & AR BYIRAR 22 5 0 A RE . e OV/C IS B IR o I BE |2 S & FR D 720 REIIR & 43Ik il 4 o> SRk
XERD Do 7o Wi OFFHAT FL Tl /NN 2528 U SE - ASEE3E L T\ 72, HLA-B39, B52 25F % TH ) KEHIR
RAEEFED spectrum @ Large vessel vasculitis (LVV) & EEZW L7z A M MLFH—1F (MTX) EZA5704 K
(PSL) %A L CRP IZFaMAL L7z EMEFEEHIICA 7 ) ¥~ (IFX) %A L, PSL 2k L7-. S84,
MR EEE L7225, EMicE,. BERIFFERASZ MBI L 72 E N L — VRiak D Ze#dki L. FL
F—IAe, HIFAZEED KR L. HCIMLTORBREEN T IERIZSE L7225, air leak (35847 L720 MR CT
TROWREIWEASHH U722 & 25 EWS IC & 2 508 Sl & A OIS X 2 BSEAE T %2 17\ air leak (X755
L720 MTX, PSL. IFX #%#k#i L C 1 4883 %25 CRMO, LVV, BEEMEAMWOFRIZED TV, [HRILVV
2 & 2 Bk B 8 0 BERS AR 12 2R U 722 A MRS IS L EWS 12 & 2 R/ E L AREM T L Eh 2B R 7 G HEGR I
D—DTH5o

ARZERE UTCIFBEIRIES 72 4 S P AUIME R D—HA
O 1Bt &K B, =it S B JBA. &l &0, bl .

B 22— D8 A%

TERZEZBHERE 7 LILF— - BREAR

IRRY—

REBII 25 I o 13 MFFEEE D AR X L UBeH AT 7L F=>v1 ¥ (PSL)10mg/ H AR L Tz, #EaH,
ARFIRIZ L B L2 5N TV RIS (1000/uL F2E) 2o T oo JESMER Z MO 7 LIV F— PR R
DA% < BBIED Zedp o720 — 7 AT L VT T 2R OF I, FRPAT. KREEEEHIREE . EATED LS 3

BRI, 3 HAETA O OFE#E TFRCHEIRZ 23, R B ICF B AR L % 5720

A BRI IR ER X 6679/uL. CRP2.Img/dL & bt &5 CT, &L I — TS A Rl 2 720, MG
T L TR O P RIBIIR O e AP % 5D 720 MRERIEMAL CII B FEHAIRERE 2 380 KERERREIREZ 95 D RIS
TE T B IR~ O FH W e AR R % R 720 SFIET RIZRRD 7, & D MligieiZe 13 7% < . FIPILI-PDGFR Z %
% <. ANCA b BEMETH - 72

BRI 2 MAE R OGFNIEY TE X 5 &h o 7275 HEREKIES 20449 R IS L PSL % 45mg/H & L
72 25 GFIRERIE 100/uL i f T TR 4 12T L. iR - iAo, BRESBEH oM 2807z, MEEETH b
MBS O, T 3 — ESIFROERSA REIEOUEE 2 30 2. AT RICH D, A 2 A 50
SEUCH T E SR WIFIRERIN S 24 ) h R RO — Pl 2 R L 20T, CEIWESZ MR THET %0
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FIULRYTZEANUCHEAMBRRELSERERD 1 Bl
OXIE B, KR BAE. Bf #—'. H2 & R R, FF 5\

A Here

RN RZAZREZMAREENET/ NEERR . WEMIIAFEAESREREZH ="

RREY —

[1Z LI HREL R RIRANCBCTHRRY) T FRETH B DNROWEIZE 51w, A704 F
R RN AERITH W SN B A, B4E, HFERIUEO BEA~O LY A O/ HEORESHR I NS, 4
Wy Bl %A L 72/NRBIOHE IO TEETH ). CIIEL S 53 4,

GEBI] 15 . B8 11 R SWMEAOEIE - S$RSHE L7z, BAERICE Y IREGREZH I, 25704 F
SR LT SN T Wz, 14 RIS PR OBIEI S A I L Y BEIEA & e o 720 UBefIishe, S & FIRIkE o+
W WEA-ORERR - 3808 - RE O S AL B RO F4s MP/PIP B o - EIR% 58072, PET-CT Tid& &k
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