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MERE BAEFER (HPS) 13— REEEBEDNSNERRAICRET 545 R— R34
DEBEBMEBATNE I ENEN, BERIZTO—DTHS, HPS IS4 DFENSD
5708, BIR%EIE Tl macrophage activation syndrome(MAS) &I D Z &EMRH D, £
HRTOREFNIMIRA AN >/ NEREEEE (HLH) &MFidh2 (&1 FAER. &
 BWRE%, MKFODEHSHEENICHRARDY >/ SHHMIRBMICIER SHRAN
I, BETIEYA M1 D OBENEE -2 LD DEENRRAMMTINTER
BOT, THEIUIMT LA KB T3 <, HPS 28T 2 EMKR I TR,
EYA MO UEREET HREBIIEE,. H20VRET—N—FyTLTWEEEZI LGN
3, WRERHICHEL O HPS REEZRTEMKBEZRRTSLR1IOLDTHD., BEA
BEOH DI ENSRAETRIES AE5N 5,

B E HPS IOV TRV DNDOREHERETE 3,

(1) BEURORIE & HPS DTHUTIIFED etiology 3% X 5N B, B N A1 > TH IFN-
7. TNF-c, sIL-2R., IL-6 2 EDEHNMEINTWNS, HPS ZEIOFANDIT/IEB DI
FeEh, mMIRE/D. FPHRERE. BERYE. BIFELERLE 7V F U METH 5.

(2) BEBDOFRAE & FRFIC HPS 23K THD &, BEROEBHFEHH 5 WIIEEHIT HPS &
KT HONH B, BIHFICIZIED etiology DEEMEZ SN, HETIHBRICKS0EFLE
TTORBICLDEREIND SO, trigger(s)l IFATHEFDOEELL THZ DDV H 5.
INSOIEY — RIZEETKOZHDE, BREBOVETHONH S,

(3) trigger(s)& U T A IV ARG FITANIVRRAE). NSAIDs ® MTX 712 EAMERE N
TW3, BPEEBER. HPS WD BAM S A5 & HPV-B19 B 5| & £1272> T SLE
PIRAKIERZZEL. £ HPS 2R LZET28EDHD. BEHIREN,

(4) HEDZ IIRAD RA R Still JFTD HPS TH 3. FEEFHHH S5, DIC, AR
2EEIBEHAOHREDDH S,

(5) /NBIZBITS Sl FTOHME S H B, FENIBEZEDDIDILIRA IKALSND
HPS T® %, HPS TIE—MIZ cytopenia(¥IZ neutropenia)%K$ Z LMWL NDITHL . JRA ©
Z 3Tl neutrophilia ZEIH#MMNH 0. £/, LIELIE IRA OFERRDMN. HPS 12D,
JRA OFERYS HPS DEEREE &> T 20ONHRELIBNWI ENE L, BEICESETH
BDBHDNEL, JRA TIDX I RREETRLHNDIIR—ZIZT TIZ TNF-a D52 H
0. HPS RIEDBEL NIVE TS Z-Dhbaiizn (H2). BB TIdBliRESL
THREEFREEZET, '



(6) BEITDWTIIRAD RA R Still /FD HPS iZ A 701 REZMEEINS, JRA 13—
BICEIRTATOA R, IVIG TENEBLHDIEIPESITIRI R, CA. 2ETEH0D
BHD, MPEZHBAREDRANLSNTNS, BOTHEBEDOD DITILEDBRHMEBADHA S
NTWND, Weekly MTX IZBNTH 2 NEHRSHICHPS 2R THELH 5.

(7) RAIZXT D MTX 1A#EFICHE LU % HPS 1. EBV BREUTHED V) O/ EFEME R BTN —
ARBZMEDIMOENEETS, FHATHROBZVDIXEB Y IV ABHE (EBV-HLH,
EB-VAHS) T % Z & 2B bIHZidnhizin, ‘

(8) JRA IZBITS HPS. &5 Wi IRA DHEERDIREIZHB VT CsA & MTX 2 key drugs
EEZSNBN, F%&. SEOFLWEEMHERZ 1) 20 FEK) (R2) EASIN,
FhEhOAHENEET NN, BERZTOHDODIRE, £z HPS BERFFOFEKEI
BALDZ LMD,

X DFAX

1 BF/%RE HPS(CAHS)IX 2ERBICR 55, BYERSE HPS & EBV-. non-EBV-IZ
59 5% non-EBV-IAHS I3 2FEHBICHS5NDDITHA,  EBV-HLH {3/ 5 HERR
ANZEFHET 5, AHBITIIFEED HLHFHL)AY, 7z NK MERIERL Y > /3B M
5 HPS (NK-LGL-HPS) b EERANICHFRET 2, FEEICIITHEE, »5W\WidBHRE)
INEIZHED HPS (LAHS) 2%,

2 BERIIBNT MAS (HBWE HPS) 2 RAET 2 BHEISGREZRICREORNWREEA
IZHAR, JRABRTRBEVWEHEEINS, MOBEM (CD= collagen disease) THETD
MERTREZ SN S,



# 1 MERABEERRED FAE LS

2 W=
Hemophagocytic syndrome HPS
Hemophagocytic lymphohistiocytosis HLH
Familial HLH FHI(FEL)
Macrophage activation syndrome MAS
Reactive hemophagocytic syndrome RHS
Syndrome of inappropriate macrophage activation SIMA
Trigger & % WISEREE BRI

Collagen disease-associated hemophagocytic syndrome | CAHS
Infection-associated hemophagocytic syndrome IAHS
Virus-associdted hemophagocytic syndrome VAHS
Lymphoma-associated hemophagocytic syndrome LAHS

& 2 i L W e 26541

Fludarabine*

ATG(anti-thymocyte-globulin)*

Daclizumab (anti-tac)*

1 IL-6 AR+

Etanercept [chimeric protein of TNFR(p75) and IgG1(Fc) ] **

Infliximab (anti-TNF- ) **

Anakinra (anti-IL-1R)**

mycophenolate mofetil***

Rituximab(anti-CD20) *

*HPS DIFFIT. **BEFH DRI, ***GVHD DIBEHEIT.

T HEARERL/Z EDHREIC, AnohTng,
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1. EEN%EEGAREBERICHIT S nenory/effector T cell DEEITONT

SRRFREREFERAFR/NERZE AREME BRMEADN. MEES. ZEET.
KEfFH, EREC, MNRE—
SRKFELRRBFER BN Z A, BRILREE

B3l DRRZEIC TR DL RMES% TIRRM I THIRIASA Y X7 O—F )Lty — > 2295
ENS ETHBERSHEF 5 — THIKI X3 8BEEICL D3I EBI INS TEEISRRIN TN,
B2 2 FIOEEME R EHAERR L. KM+ THBNRESAROSBREERINT D E3IT, 1
RO BT o7z, 2 51& bRMM THIRON, (D8 BHEMEahIicA Y I 7 O—F )V %
MIEFS KRS, ATY— - L7279 —MBRICHRENEXREFRER L. &5ICERE/RT
i, R IicEmL TWTHRER—0 27 0—> 0% THIKZA44k Vbeta 8 CDR3 FEIRDEE
BRI THREI N, Zh5OF RN S EEEREHADRIEICAY I 7 0—F)LITEML 725
B REE S — THIRSSERICEEL TV 2 ENE LS hE,

2. EEMREHLD HLA HR & BRER OB
BRI REE IR # W KBEE. BE34T. MR
hEET. H T HHEE. SNIEZ.
KAaikE, BWRER. HEEE. HERT

FHEMR TR (DM BRI G L TEPMICHRMEEBER DIEEL - BIRERO%EE S DEH
HBHN, MERY—N—OBREFGIELE L HTREEZE TS FEREARFPKE TAKILESHT ZE
BILFEET 5. [(BHY] IDM OBERL R HLA) O R 5, AHEBIZHBIT 3 heterogeneity DR ZK
KLU7. [x5] Bohan 5 OBMIEMEZTE/=J IDM BIZ 1241 (B : &L=4:8 REF#HI~IK) . X
MELT, BEN ZICBREINTVDH 1,000 A\OBERADT—F 2EMLE. [HE] AN, £
#HEMNS inforned consent ZHWEL, KHMmM SV > /NERZHFBML, TDHDNA ZRH L7, HA T &
PUR M &A1 TERASAKI-NIH %, HLA [I B HLA-DRBI, HLA—DQAi, HLA-DQBI #f=FECFIIE ABI
PRISM 377 DNA Sequencer ™ (Perkin-Elmer #t) ZF\WWT direct sequence i TR L7=. BKHICH
SNT—F EREHFHIFIRITTEMEL 7=, [#2] IDM Tid..HLAB 2 BLOY DRBI*\ISOZ‘ J‘ﬁﬁ‘f‘ﬁf.
g = ho—)L <L THRCED 5Nz, 512 IDMBIED 7/12(58. 3%) 12, HLA B52-DRBI
¥15021-DQA1* 0103-DQB1 #0601 @ﬁ@ﬁ*ﬁ@ﬁ;‘ﬁ&b 5?17":___ (OR=6. 46, £<0.001), Z D haplotype 2%
THRBIL FIRVAEE B TAEICE KEEE L (RIS CKME9, 103 3L 1, 905
IU/L, K0.09) 2% ZDMOEBKRER, MBREIZBWTHERIIRD SNahorz. [#ik] &H%
WHWT, HF IDMEIZICTHLA B52-DRBI* 15021-DQA1*0103-DQB1%0601 D&V ESARIEAED 5
N7z UL, IDMEBIZD heterogeneity LB#E T 2R FENARITREE RN - 7=,

—20—






3. /NEES PR EIE T BT 5 BRI R

R ST B N BEEE H UT. SIEL. AT, & R
W, MRS, SEET
Il B R —_—

INREEMEREIEIRZERET L SFANEEI MWD, SERL I 3EAZERLEZ, Zh5D
FBITIA, NEIRIED S B REEERNAICH LT > 7 — MEEET> = O THRESE S FEZ/NE
4 By VERR BT D ERIR IR I D Z WG T 5,

UEGIBRE] HEF 1 1IZFIER 34 6 0 H TURHT AR L7=AY, NIBIRZ Qa2 a5 5 h A
HBITIET U Tz, S 2 AR 2 5 O L2 L. IRtV BRI O HEFT 2SR 5 N 7= A8,
S O7 4 AT 7 3 BINL 2 Ul & U= sl IRaEc & 0 BUE R ST, PIRZ & b ICHE
TR ENT WS, FEG] 3 VAN MUTHE O SBEA R 5 N Y RHS THIEEHRT TH 5, (77— Nl
)] 199 4FICHANRY) I FHER THIT L2 EREOR. RERETH > EfBL 1
98 04EMND 20 0 0FDRICHER /FRXHREINAL 6 U TOREFAZENSRELTT V7 — N
Bfrolm. [Tor— MRl 7o — MEIEKIZ L 76T, BIR7H. 81 0FITH o7z, BT/
BALHNI TR T Diffuse type THL Scl-70 FUEBMEN D 2 Bl EONIEIHRZEZ A L TWiz, Diffuse
type THL Scl-70 FUARIED D 2 IBBELL L D NIBRZE 28§ 2 AEHIE Z DMt & LT 1 438
P, BRI THREZIT o TIER 2 THo -, (B SEOBEIDEARNDIRL, HRITHEL TH
ST HEHNI261H 0. 2681 & bEYNIRIBHDE EMNDN ST Ll &£ 2 5Nz, 4
KaNHEUES 2 TR 70743 A7 7 I RFEEIZX > TEB/: Total Skin Score DHEMNR S
N, 2EMRKEOHREELTANTH D EEZA6NE, SRIIBEOTEEEICEDEI /07 1+ X
77 I RIBOA M2 LR TRFE L TW BENRH S EE X 5N,

4. [ESIRIEIC S FHEMBIE 205 LTz 1 224
HARNNRNL T & bR > & — B S bl SIHE—ES, B, R

AEGIE 11 52, 1EHG 38 i 4 H. 2490g TH%, ETHLOIFRERE, F7/—€H0. HKED
RS RN T S . RS R, SRR, SR, ZUESIN & HET. 3 BRI & 0 i,
ﬁ%ﬁ%fxi&ﬁ%@oi}zb. 7 K DRI U SVE SIRIE 2 e S iz, 10 A, Sl EEY
BRI ERD, BRBIEKT, 38 EHEDMBNEEL 2001 4F 11 A 28 H YR AL, FELOMEGEE CRP
D EFH(1~2mg/dl ), FRILDOTTHEGBO~80mm/M). i IgG @ _EH(2500me/dl Fith) 2787z,
8 CT LWl FEOKESILEZ, M o F TIRAMER SR OMmFERE, £ FEDmiKkREZ
peD Tz, MRVERK & FEEUT CAZ, ABPC, CLDM FOH ARG T, 2002 4 2 AL DU 37 EERi
BRTHBRE N, £z 2001 FEHIANS KFORIREK, BRPILZRD TV, ABi#kL 0
EEFT L. b1/ —BR LIELIER SN, KFER LHT Scl-70 FiikBRME & 0 42 B TR EE & i
SNz, 2002 1 HZALD CK LR Z3ED, HOET HY., BEOHALEILILLEZ SN

(7 AIZiE CKIIFEIER L) . MEIEDRRIIHNL L THB 5T, MEGIISEGREBICH D7D AT
O Rl o 6T S . BRI ELREAOBAHICE EDTND, NEOL LR
BHEMENTH B Z EITMA, RERBEBRIEFRHALZR S DD, KEZILRIEICHE > TRIEL /= &M 5,
HEEN EEZRET 5,







5. Low dose weekly MTX therapy 2533} U 7= #1744 Fr- BUZSREE A > /=B REHBED \ i

HRBEKERKEMBIRERNER ﬁmﬁz.%ﬁki?.wﬂ 5,
ALz, ARK
REEERERKFENEH kR

REMEKIER. BRR/LZERETOTROMEHRE. 5. BORMEEREETIEEAT. 250
HOWIEWAICHERT 5, SEBRL L. ETHEET 2 RIHERGEZ S L =L RBERE TR K E
ZREEBR L7z, ARBZIT low dose weekly MTX therapy 28t L7z & 25, WEEMHIT 2 Z EAVATHE
Thol,

GESI) 9 LB, (X&) AEAUOKEEL. FLETHROER. GRE 1 RFICERTICAN. A8
H. AL TRICEEEEAEER, 3 RRFICIIE L TROERNA SN, 1997 6 5 A YUREERIZZ.
ZTOBRBIERITETL . EERE LOBEmMCEENSSND KD o /2729, 2000 4 8 AIU#
K. (AR AEMIIEEZEMHEL. TIUTEVWEDARIICR LA IR G LK. A TFEK. &
RIXEMNCHUTERL, L. £F. F . GRIEIEMRL Tz, BREFRR) VUFRFIR
76.3 U/ml, HiHiAId 25.3 ITU/MmI & LR L TWED, Hit> hoAT7HE, Hi Scl-70 Fifk/z Eidn
Thbit, BRoREERTRIER. ER2BICb DV BREEMO L. 98, ET0ENNAS
Nz, HEBIFHEL. AEITIZ) DN BREEERETIBEOKEEMRERNA SN, (BiB) B
IBOFRITETHE T, BEOEEZTo T LITHHBENRBENASNDE LD IR0, low
dose weekly MTX therapy Z B THtAL 7z, IBRBIEOGXFOEH LA R LR L ICERL, LK
TREAZEMEBRERM &Rz, 8 1 EFBITT o RO K EHEBRAT R TI. HESBOERHNE
BUBRGHEOB L bSREEME 2o, [FEE] REFL. BBPICERLOARST, ABEREL
CHEENHE L2, BIEROBKRRIT. SERAKRRBEEZ2ETEFACKHL TREBIZED DD EE
Abhi,

6. HERENHSREREHRD 1KEH

RERI EBRBERET LIIVF—F KEHT. =HFRE
k578 e RERER—

BB RS MRS BEESHRADOVOEDT. MWHMOEREEE 2 ERE LT I2HRE
NEV, SEERLIE. K3 ERITOEVESREICEREGHGIRERVELE 14 BREEHZERL 2D TH
&9 5,

RN, 14 FORIB. FEFHFIT. AHEEN. CREER. 13 21 RFHICERBEEICEEL. B
PRARFE N 2 11T, 11 Fh, EETELBEERHR LW, REBEREEYBERGE2Z T, 20
RrOFEHEERIIRETH o2, TOFERICREOEBBAEEZIEH SN, AHETERL
zo 12 FRICRERBERHA LW I N, FADBRRKEZES L 2O EYMEICL2BEE DT
=0t ERTEHRET, RLEOTTEDKVWTWE, 14 FRICERBEEE S ABEEERAHEL, BT
Rie Lo == UM AR L 7=, AMmEREK 6200/uL. CRP 0.3mg/dL. 7RUME 52mm/1h, U~
FRFRME, FUgbikRYE, HLA B27 it WAV 2 Y U RIGHERBME. ABLR O BB MRI S22
RTEBRBEHREESLE. BEOBHANRD SNz, ELEEHAHEREICER O &R E ER
L. B O PCRIZEM T, WEMABRG THREERRIBTE I Nz, L& 0 ERRAENERER
LWLz, BRITIEX T O REFIKEEBEMIL 5 TIZES) T, methotrexate. prednisolone % ff
M U7 MAP #5217 L. 16HRBA 2 1 ARITIIMBN v &z o 7z, A

MAP #EBREY 8 WADKRE., ER - BEEMROKEZERIRDZHDD, RULMEDTLE (40~
60mm/1h) MW THY, REGHF 7Oy ZHETICHELSTEEDO I > FO—I)LHRETIERWN,
R B IR 258 % /28, predonisolone DFHEERAHTNDM, BRT S LKRUEDOELLEAS (K
WIHEVEDLSRN), ULEORBIUSEOBRFEHEIIONT, BREFOTERZHBD 2,






7. REREAEHERMERE O
BRI MR BH E. BHER. ES & WE B SHH6 KLES

BABALRHCISREEEZREL . BBPICEEHTAZ AL ZHBFLRR L ZOTHRET S,

BAVNBRIC BRI OB 2 VT TR, FIARHE, UEF 1) 1786, £% 7, AL 0EHS
WK - ZIERASHIEL ., BEEL > R - CT BROMER (2 BREFICHETT) THARMEE S22W L 7=,
15 B & 0 SR L ANMBI L, NSAIDs - DMARDs « PSLIC T > hO—)L LTV %, ANA - RF - RAHA 1315
HT, IHSEERE TIIRE OHIRIEREE (¥VC 63.6%) ZRD 3, HRE. MR FEMFE 98-99%. N
RRHEIE DHEETTIZA S N TV WA, KL-6 DE{E (2500-3500 U/ml) A3EkE L T3, [EFI 2) 14 5%k,
4y AR DE R - ZIEESHE L, BWBL > RS - T BLUHER (2 BRI X
0 FARHESE S 2T U7z, RIREHI L 0 2R8I A IR L, NSAIDs « DMARDs - PSL &Iz Ta > bo—)LL T
W3, LML, IRHEEISRLIETL. 7T RNV EEBRRFEZEBL L. 11 BROOBAT—
FIVRRE T ILE (RIME D 60%) 23807, 12 BB HETT U2 ER T, 2 R OERFTR &
W U Tt E OB B S, MREIIETL TV, ANA IZBETaH 58 RF - RAHA IXEHTH
%, HHSAERE TIIMRERES (YVC 25.5%) 23R 5., HE. MPEERMMEIL 92-95%. HikRMERE
DEAITHA SN TWRWAL, KL-6 OFEE (2900-5500 U/ml) 3FEL TV,

s MTERBRORBERRNE Lo ERRUEMBHEETH D ZEN S, REERREMEMGHESE X
505, £, MRHEERERZESGRAVHEL TBY., TOREICIIHCRENERE OB 51RE
INFz. BE. RHEEDOEMAIZASN TRV, SBETL TV JEERT2EA NS, i
BHELEBL-EEFEVWRABENIVETH S,

8. MENBRZEH L CHCREEFRD | ZEH
BN FEABBOE. NI, GIIEA. PAEL. I B 56 R

NBRARE D BCREMEFR AIH) 32 ERTHS. YR TRRLU-HERBERZGHLZEC
REEFAOLBHERE TS, UEF) 3 BB EREFE, FEERE. MR IVCBITOREE
BTRAMABR L. AR, FFEXKERLEN. TOMOBERRICREZEBORMN o 2. BRERKKME
T, RIERIE WBC 19,100/ L, ESR 87mm/hr. CRP I.1mg/dL. miE4 b2V AST/ALT/LDH/ v -GPT
950/588/830/281 IU/L. A I AMFRREIRETH- 2. R—BRETIIAMKIRZED ., &
BRI 1g6/A/M 3,530/419/152mg/dL. CH50 62U/mL. C3/C4 IEE@EBHN. Hiskdidk 80 7 (BHHE
B.OBRR) . FIEEGHE 8045, HiI haY R THABLIUS LKM-1 ik TH o 7=, FFER
TV Y BT CDS BtEY o /\EREAR DB, piecemeal necrosis. bridging fibrosis 257z,
BARTIRMEICHEMREAOBEZ2RD 2. BEXEAMAMOBHELELH/ZL. ERZWHEED
AR EBICKDFMT 16 = (definite AIH) Tho7zo. AIH FIEMEBEREH) LBW Lz, A
FITV R=vVO» @PSL) /IVAEE 3 7—IBLUET L Rovo> (PSL) ##ETHEBESIY
RAT RideksE LBt L7z, ARREHEZPICEVFHEENSHEELAR L. BE PSL /NIVAEEZE 3
=)Vt LlenitkERR <. 7 0RR) 2 A (CyA) 2Lz I AERRLICHEL. &S
BAfA 6 7 AT RO EEHA L. [BK] NEHRED AIH Z—RICTFRARE SN, HF
BATFO4 RRT7IFA T OMBIRINDEFANZ N, FIBOLDBAT O REFIHEOREFNI XY
LT, AERMEGEEEIC CYA A TH B rIREIRBR I N,






9. KEMMAWRO 4 KR

EMRZFEZERNEH BB, BERK. LB DD, LK., IR,
Et—k, BHEBH=. MEILE

B4R EF I ARENER Wi B

PR TS BN E R RHAH

AT RMAB A RBT/NER PIRZEST. ILAEE

KIEMEM P IEEIT, BB TR EEEEOREL - BHAZRAKICE L TREMOKBT, Hid
BEALOANEICRDENS, 2000 FOFHERXTRLIL, FHTHD CGRETRE TSR L ZRED
| XRZEHE Lz, D%, SRREBELEZDOTHRET 3,

EFI] RICARROBEZERT.

(#53E) it 2B & T 2 AU OBEFIIDRND, BEAZDBENICBENEET S,
FERN S, BEMERE. BEE. BEREIE > TR T VO TERIMNMETH S, FEICITIIV
EFCNEHTHY, FEOHKRTHZ7 I01 R—SAOREDFHTZ. BERAHOREHRZKED
R&EFTIR, BEFREZITV. REZENTILEND S, HPEBELOAEBLIUCEEANTRE
EHFEOEVWERKBEL TR—Fzvy MNENHB. TOXD BN HIBO AE THERNRD 5
haZ i3, HEADEERZEZEZS LT, ¥WEBOKREERFT 5 ETAEHEKEN,

1 0. CINAERBEEX SN 1 BFH

HECA SR NER WENE, WAT—H. T b FEEAT.
| SABT. BRER, BEARE. HWE .

| AtEM. HE A

D ERE RS ERRE 5 — Kl 9

REGNE 16 B, AEMRELRSHETS S, FEERIVERBERBIB SN T W, | » AKE,
RERERTERR, | B, 8. RSEETAR. IR 23 h., PSL #53h3db, PRASNT. 5
BE, TWNAERICTAR. BEEREZSRGEL. B CT ICTHNEREA» SNz, COoEKLD, EEH
BEEE, R EVHETERT S, R, BERDH 5N, MERIZNSAIDs ZHnSh3 b, EROEEIC
B5T, UBELRE RS, ERMHEAZE0EL. 12 BRHICMBEICTEEABR L. MmiE g O
BZENS, & gD IEERBZ DN/, 16 BMFEFICURUB 2N ZD L0, HEX D CINCA EREE
(chronic, infantile, neurological, cutaneous and articular syndrome) 23%&dH 1. 2001 4 12 A
BEMBEABLE 25, ABRFEIEIX. BE 129. 2cn. fKE 25. 6kg &V TN H-4SD fHE &E/MET, BERR
ISRTERERZR ., BR2RDz. ERSERS. BEHERE BEOHLFREEZED, SMESRIIRAE
N1 ETHo 2. BEERIE. BIEAZ2RDD20ATH oz, MEKRETIE. KREEAREE L.
1g6, ADEE. IgD DIRESEE. CRP, ESR O&E{#E. FSH, LH, A MATFODEMERDE. ABE
. FRIPIZ ISCTHRORE. . RPOWMEZZL. FRIHERVER TS ENIZEZED
RBLU%, 20024 2 ATALVDEORTOA REEZIEITL. R RBOBRRBE S, BHE. &
R EDERIIFREL. EHEIINWAT, BEPIEL . STHIVIZH. CINCASEMRE & & 1eD iEIREE &
&, EEOHEMUSADZN, EHZHbEDTHRET 2.
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& (HER9)

fEH RIS R | MR fEiR BETFER KK
1 |& 15 155 |BmrRs. Bk, 5E. B [M6941 (homo) |4 (S8, homo)
2 |& 9%% 19% |RIMRS. B, B M6941 (hetero)
3 |& 9% 12  |RMAERE. R M6941 (hetero)

4 | 65% 9%k AR, R, 88 M6941 (hetero) |52 (B, hetero)




11. BEREHIEERLED, AT04 RAESIOZARY COBHICKVERLE
Weber-Christian 5 ® 1 #i
HRERKZENEH ik B, MEES. NEER, BARRMR, BEERA
FEE, RRER., 2MAE

Weber-Christian &I T, L. &%, EE. WERVOEFICHOZ> TRONSBEREOLHM
HOEPLVHADORREEZRBMETIHERRFHDKBTH S, 4EH. 10 BRHFRE THHBMBIERICER
Lz, A5704 RRIESJOXARY D OBBICEDERL., TOREELBERA RO TEHZE
% #1828 T &Z /= Weber-Christian HZRR L =D THRET 5.

fEG] : S63.2 AHH), EEIICEERD 2. HRNEE BWKE L TWE, EREHR. Fficsit
BUJz, 315 HEK D 38~40CEDRABDELEOEEZZ L. BREFEZEONEN A o7z, K
EERIC TR TR 288972, Weber-Christian A EZBIL. X570 RICTHEEMAKLEZ. —
R 280 5 bBURR, FRERENHELLZDBEARLZ, AB# PSL10mg/day RO#%5
THORM KETHEERE T, PSL60mg/day IZHELZ., LML, BMERED. Mm/MREDRED
DIC ZftFE L7z, FOY. "N VIZTTH#ELZ. TOH% PSL. 7HFATY icTcar ho—)b l/\
RERBAR U7z = 0iBBE &2 %, iBREt:. 37TCHROMBEFHAERERDEAR SRS, 38 CLU LR
BRI ARIR S T35 b HRIEEBDEN> 7. B DIC 2%7/=L. FOY. FFP iZ T Lk L
2o TRICHEHIZRBDTWED, 512 yTKERBOHE L, X704 F/VAFREEITT S
HER LMo 72z, MERH, I 0AR) UREEZBA L. R4 ITEE. FFgEtkE L.
RALBOTLHFRERFRI-ONARICTTI+O— 725, BE, 25 R THEOINERLRL, HELEE
ICXERL, —RHERZRD. FEREB IR ENEBFOATH- 2,

12. 2% 1Y 577 b—FXIZBI} 3 anti-ds DNA antibody @ avidity IZDWT
BAERKZENIH A+EE. PRRE. BKER

W—T ZABK T, Hi dsDNA FiER B L2508, TOHEMEBBOBEEIILTLHFETLR
V), Hi dsDNA IgG itk DPifAffiid, ELISA E2HWEFy Mk filgah, EHI N~ Unit 2H
WTHIEE N5, i dsDNA IgG Fifkid. polyclonal BIIEDESTH V., HMEANWSN TS ELISA
HETRD SNBHAMEIL,. TN ENORSOFHE (avidity) WA D, FEAZBIE. INETO
ELISA EIZHBRZMA, MEOCHFRBES. BHEBET TOHEDENIZELD, 1 dsDNA IgG Hifk
D avidity ZHE TS ELISA IEE2BRL 2O THET 5,

(1) FRBEICOWTIE. 1/100 FHRUSMCKEBEORTFIZEA L, /100 FRT, BRHEOH
REF/TH, VI0H/HRT, EFMEELRGERREZRIBENH o/, DT a;t HiiRD ELISA
Fv TR, I%ﬁ@%%’a‘:ﬁr%lﬂl?%‘(%ﬁ TH. dsDNA FIRE LS TR bifRnt, miEFic, i

(2) mwmmﬁéwwﬁﬁgé\QM&&#BL%MP&&@@%WT@%LEOammamml
TT. FU OD (optical density) fEZRTEEFMEE, FERBETTHKTS L, Bix->/7-0DEZ
AUTze CNRERBBRECIOHEENDOBNVWENETDHIENTES I LZRKR LIz, TOHE
1d. ¥1 dsDNAIgG Hith DIV — T ABRREICB I 2 RRRNEREMBAT 268V FEELD DD L
EHICFE—BEOKBEZEDHR. PilRBEERLIEHREL TNS,







13. VVEOmPBENEINRR LA TS o l)—TABROIIEH
BMAFEEZR/NER H—ER. FIERREE, ABFIER. EOE—ER. REHE
INEERBR S EEMRRT EmH M

BUDIZ N—TABROBEIENICOEZDATO01 ROERZEL., SEAENHHIOMAD
WEERDTLENZWN, TOBIZ, FRAEFICEZBERIIOVTIIREHORBIZIZE > TRERM
BERD, FRB4E. SVIECOMPBEZAET S EI2E> T, BURBEDIRENESNE
W—TABROLBEZRRL O THRET 5,

REG 15 RIE 11 BRI EERMNHE, #EREICTSLE L2 L. BERFRIZ WHO 2
BIVb THholz. PSL BEEITOENERNESNT. 57041 R/VUVAREE, CPAREBERE.
U ORARNY EEREITTHREZTY, FROI M O— )V &2 FoTER, LMALIZOXRY >
BREHMN 2 FRZRB LD, BEOBERZET LR, ROSHERRICEERRE2ED
oo TDRD, OARY EHIEL, IVIVEORE~EE L=, 250mg 7 2 THRE5 L TWi=
B+AREBEAROBEMI/ENT. 300megs 3 \EERAOEEE2B IR/, ZOBIZ, IhiE
EOREZITVY., BEHEOEEDREEL L, TOHKE, BEARZEBMMERM SR, SRERHT
BBLizolk, IVVECOREMPBEIX. 250mgsr 2 DEEIE. 0.67pg/ml T. 300mg 4% 3 T,
1L.7ng/ml ERES ERL TV,

SVVECO/NREEBERBIZBITAHEFEIIDOVTIE. WELRIIEET->EbDIRRL., VBT
BRARERDSNBNETZO0BEKBHETO—RNEBEERTH S, FEFTH, MPBEEDRKNE
EETEPREIB/ENab o0, BELEENPBENLERLTHS, BEARDOBILVENESN
2o AERNI. MPBEICHREMEETI2HOROMNESINIEE>RAETZ N, UL LEESFO
BERED, MPBEOREZITVWRESEBZRETIIEE. 2ERNOENZFERAFEERLD T ENE
Az,

14. BRAAMAREDRIHHEL 7 SLE O 1 fEH

RS ER AW BARE/NER HO ¥, MEEZ. ARBBS
RRBEKERKE/NEH ks

FEFINE 12 BB, i) BME. EHRRA) 10 RFFRED SLE. ChETTS L R=> (PSL). 7L
T4 ZONRICTEREMHERL T, L L, PSL BRI, SLE OBFMROENTABEL =,
SR 2K cR2EE2RD . REFRR) TP 4.8 g/dl Alb 3.0 g/ldl UN 29 mg/dl Cr 0.9
mg/dl T.Cho 306 mg/dl C3 23 mg/dl C4 1 mg/dl CH50 11 mg/dl HikkHifk 28.8 IU/ml ssDNA
350.5 IU/m1 dsDNA 366.0 IU/ml —HIREH 19.36g Ccr 68.8 ml/min renal biopsy: WHO IVc
ABEE#%@) A7 K= (PSL) ZHERLZMN. RERAIZ—H T~8gBERHTZED. AF
NTVRZVOr1glday ZBED/IIVAEEE 37 —IVIETL. ZDOH.PSLSTET LT+ = 6T
THEREL7z. LAV LUARE 3 » HUERIBY 528, #i&E. BCHfEMOEEIIEDZHDD, &
EEME (TP 4g/dl ). BIKME (600mg/dl ). REN—AK5gMERLE. 22T, ¥V
ORAR) > OPRAKRESEBKBL. 5.5mg/kg/day. N 7iBE% 120ng/m] BE THRFL 2. B5%K
—45 ATPSL6T £ THRERREE 2o /248 EEBIMAE (TP 5g/dl LA L) SEASIMAE (450mg/dl F2E)
REB—H 3gRELEPEMEZRLE, TOBRDII7OAR CRIIFRIEZMER L. PSL 3K 5%
¥—ET, ATRHETRERELZD., TP6.0g/dl BE. REB—H 1g A TETE®RL /=,

EHMARBREBRVFGL 72 SLE O—Z BHIEERL /=, > 7 O0ZAR) > OREGENER BN,
BEHBIIOWT, I5RZBRFEANBLEEBEbNE,






15. FHO&EHEEEHEZ2 LB SLE O 2 EH]
BRI /N AR ) mAE, ZEW#T. SRR, FE W N 8
ML R BT HIREM, gk

2TV FITF—FTZ (SLE) i&. &. PRHRE. BRERXLELBEBEOHEENE L., BE
T BT BN, SE, BAE, BT TRICEEEERE - BRSLE O 2 flERRLIZDT
HETD. UEFI 1] 135% B2, 10 RENS, BRALBINHIL., TR 11 4F 6 AIC4kEERITR
FEAEIR, MIHRERMED S SLE LBMich, 7V RZVn P THo =, R 12FE 1A 780
SW FROKRD. &, RANMBR L7280, YRHZABE L7207z, SLE O2HERDRE L 2720,
PIVABEZGOEATOA RREZBB LN THROBENRR L 2N O SEEREIRS L. &
BN B 21T o /2. LD LT OHD TS S KM ST 5729, PGE1 O%R5Z2MMBLE. T
D%, THOK., BRBRKE L. BESL RV O ORRTERZESNTWS, UEF 2)
Fpk 18 £, 1 ARMN SEARHERAHERL, 2 A 24 B, REICHKN. BEEMIHEREL, REA. RE
mzRD7/®H 3 A 2 BICTARRER o=, BMEBELD SLE LWL, NIV AEEEZEDZATO
1 REEZFBL . BEOKERET &ML RIHR Liz/-® PGE1 2% E L7 & 2 5ER
OBREARD SNz, BARDVFHGE L ZOBEREBITL. —TAB% WHO(_E) L2 Lok
B#EEIVUECRRZBMLUZ, TOBRINS OFERNERL 220, BEN R TRIBBEZH
THb, [EE] SLE DIMEEEFICLDEHOER/EEL., I SIE(LT 2 EBEBHRIIWEZSHEN
b5, BHD PGEL1 HEOHRENEHEZEZ SNz,

16. HAEBLTYF<r—FA (SCLE) 5 SCLE-SREZIE(SSc) Overlap FEEBENDBITL
141 '
HA&RZEZRABEHER I LmbehER fREREA

TG 1 68 K. SIENC. WALHEE EHRIC K. ﬂ%%ﬂﬂf@&%h’cﬁmm@% -
FURBISIAE, FSmUAIRYE TS 0 _HISS-A/RobibkRett . HiSS-B/Lobiihlt. RMART)—7 X
N REMENSHEBERETY T }\—-“"T‘(SULE subacute cutaneeus wpus erythematosus) &
#9 5,

5 EHICHIRPIARTIREYE. 1 Topoisomerase | 51l (H1 Scl—70 Biteizb, L1/ —BHRHE, &
HEHET O T 2. BRIERM 5 SCLE-SSe Overlap SR EBITT B, 728, [UE/NEWIRE
KRTIREERRMN -,

RERZE : ZBHR

g BAMKELTY 5~ h—F A(SCLE)IZ. AXBREMICHR T 2ERMED LBBRR/ Rk
BHH0IE. BREBRIKOEERENTIEERTH S, PREFERCEREREOEEREE
EDDILWEESLE & ST W5, HiSS-A/Ro¥itk & EHICEET 5, ML L /ZLE subset Tdh %. SCLE
(3SjoerenfERBDKFHR E L TRAMEEHINZN, BEELDOA—N—F v TRENENVNZ S,
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£ FE16)

WBC 3,800
Neutoro 57.7 %
Lympho 25.7 %
Pit 20.5
CRP 0.10 mg/dl
TP 7.6 mg/dl

r % 192
1gG 1645 mg/dl
lgA 238 mg/dl
IeM 162 mg/dl

| G, 102 mg/dl

| G4 14 mg/dl

CHgy 45.0 U/ml

ANA () (Hep-2)

ds-DNA 1.5 IU/ml

fism hitk [t
HIRNPHi$4£85.5 (Index<15.0)
$1SS-A/Roitk 52.6index
$15S-B/Labifk 33.8 index
HiScl-70 $14429.2 index
biCLbitk 29

Fido-1 Hilk ()




17. RIEFELRZA0L MR, T REY NV AERE. AFIVT L RV o NIV AR
ENEH L 2HHT)FIN—FTAD 14

BRI RFEEE/NER ETHAHE. G2, K BT AHER. FEXE
FOR. WHER. HBREEE. REERT
B BHE Wb/ NER HEREH

2HMTYFI N —FAGLE)R2ZHMERICHED GIHEZ LD T, REHRRIIPRHREIL—TX
WHAREEIMES/NETERTH 5. BLITKRHERRZAH LI RFH 2 IV AEEIVCY) & A
FIVTV RV 02N )V A #EmPSLP)1#E %) L 7z SLE fEFI 28R L =D THRET 5.

CREG) SRR 13 4F 11 ARKE 228 REL, e, FROPE. mEESEMICKIENHEL 2.
AIERICABEL 7 LIV F—HEBR 2 S BEE L BRI N ERT T, BHERHO LTHEMN
HE LUz, 35ICHAEMET. BB, i DNA Hi&BE. BRERMS SLE 2L,
PSL60mg/day DHARZFIA L 7z, fERIE—FFokE L 0K MR E AN E L /- /2%, mPSLP 217
DTz, FEROBENR SN, FE, WKEHER, WARENZRED SN2 12 A 4R AR LS
o ABREF2ERERR, 37.6CORBMELTRERD, MEMHNETCEITALE. FFRA. EF
B, mE TRAOMKEET 2B, REELBEOEHENE. HEFEBE28D7-. Kyt
B REERE TRMB RO - BiROBEEZ2BDZ., BERTIE WHO 2% classVb, K
FERTI/MERBICY > NHRENA SN, IERICLDREHRELEBHL. mIEHEE
& IVCY+mPSLP 275 & & bICHSEHMEZMAA L. CHTXVHH - MEEEE B ITKENRD
S5z, [ER] SLE OSHHE & U TORYHER TR EBEME DRIEIC L 0 Bifh L RBELEL
%, EiREEZHK LU ZBAITIEARTMNGE I ENSNA, FEFTIIm R BEEIC X 5 MITHERD
%E EBABIIRERBFICL D REHREEDEREZHIH UEBEORIENAETH > . RIHFER
2% U THEBRN RN BEFRICBWTEETHS EEX SN,

1 8. MERAAFEFERHPS) DEKNBRHN
BN K EE 2R NRR JRF—%k, EhEE hRE=. BIBEE HEEE
E—k. /hufg—, NEILE

MERE RAEHRE (Hemophagocytic syndrome: HPS) idFE /2 & OBIKEIR. B 7 = F . & LDH
MEFEDREMR. BHOMMRARGARENSREMIZBEHINS., LML, TOBERBITEFICK
DERD, HPS EBMTHDICERTHIEbHS. BRil. YR T HPS 2 LET7THITDONWTER
KRR 21757, [MR] £ 18,5 8K T. EB 1)V AMEE (EB-HPS) 25T, EEAR
AN 26 TH B, (HER] BREOHENS HPS LHREBHINZETII7TANS 9AEE L. HPS
EEW LR R TR HET MR E L T, FHPEREDT 1000/ 21 EAF. sIL-2R O&EE. FrherEE
NHSN-, #i2 EB-HPS TIXLDH., 7xVUF >, sIL-2R A&V &EEERL-. FHE BHLV Y
V51 RiufeE, &7 4 7V ) —4 2 lErd EB-HPS B0 A TR® =, NK FEHICDWTIHEFIRT
KERERNB SN/, EB-HPS DS5HH4HITT L R, VP16 IREDHRBEEL /=48, D 3
BIIEILFT TR LU 7=, [#558] EB-HPS BEZMEROHEED L 2T &0 5., iy
K5 THB, —H. RRATAIWNZANFEAD HPS FlE LI UITIERBINTH o7z, ZOHE. HFHEREK
DD, sIL-2R O L&, A ERENBW LEETH S EEZI SN/ ERCEL TITRRMEL <.
SERORFANVEEEbNS,
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19. A8 6 ARICMRARERR TREL . HERERTK 2 FRICEIERINHERL &
EFERFEEBINIAD 1 4

FTERIEHREY LI F—# HESAT. B W, # &N ER B BH A
FTERREREBREEH B/ N REE FEFE—
RN KIETF

EFNT 2 /K. &I, 7EMR 39 8. 2965g. EEMRICTHE., BEIEH. £k 6 » ARE TRE
Thol, BIZARE. RIZTY bE—MKBRICER., £% 6 » ARICRREATHRESH 2 BRI
L. TORFMEE 25 OREAHER L, BRE 13 WBC 17,800 /ul. Hb 8.4 g/dl. PLT 8.5 & /ul.
CRP 1.6 mg/dl. 7 x'JF > 15870 ng/ml. HfE TIIEHALMEARKEZRY. EBV - CMV - HHV-6
Bkl 3 2 TREF/NY — > TdH > 7z. Hemophagocytic Lymphohistiocytosis & L T, HLH-94 7O
k 3 —JLIZHEVY Dexamethasone. Etoposide. Cyclosporin A, 3 & T\ Methotrexate FERITEAIC &
LIRWEHIAL 7=, BEREROBEFIT 4 BOERER WTNbRBAL RS EFMENEATHD.
REERRN - 7)) 2R, TOHE, HHE2ABL . ¥ 2 £RBHEITIT Cyclosporin A 4.0
mg/kg/day. Dexamethasone 0.02 mg/kg/day. AY) >¥ 7 7.6 mglkg/day DIEH THERF, FFICHEREN
KRBPREEZRDD I ERHDHOOHEEEICKEIZR <. CRP I 3~5 mg/dl BETHEB L T
Jzo 1% 28 4 ARE R RS Ml B LU BE O fERR ¥ 2 R L. BRE 13 CRP 13.66
mg/dl. IgG 1341 mg/dl. RA 18 IU/ml. E7)VOE 666 ng/ml THo/z. ZDEZXTUF > 56
ng/ml TERIZEDEho /. HEMFRIEBEEIA ELB. Methotrexate 5 mg/il (= 0.5 mg/ kg/i)
OHIRZBRIEL. —» ARICIIESHOEE S &EMIER L2, MRARERE &G EHSREAREER
DEEZE 2 5 L THKkD 2EH EEZXRET 5.

2 0. MEFHEOHEZRL ZKEHRO 3 6l
L A N R W —ER. BB JIRHED. MEFRE. MHHE

BEHRICBOTIHLERECHERRHROSHIILIELIEBAN L2520, mMKZENEHHEDR
HEFTHS. BRLBRBBANZZTATEB EEZXSNZMBREDERK LT 3 HIERRL =D TH
E95. EH 1. 14RBI2. BERMTREL, KB - hERD - HET - HEEREE LANRLITH
ShEizofz. Bld, m/MRED (7,000p) OEHERDRE. ME7 ) F 2 #E 765 ng/ml, I/
REHE IgG (PA-IgQ)BH T, BT ICERARM/IMIARREEADE. AT704 RISV AFEITRIER
BT, MEMRMAAHDED SN ARYy- /07 ) VEEIVIGIZEHE W TS 7 O AR > A(CSA)
BAfh. KE - AEIR, PIEMERZ. m/MREIDOKEEZRD . EF 2. 10 KRB, HHET - KD -
FEERER LR L O R EHA SN AmIRE 2,600/ ul, IM/MRE 119x10%/ pl EEADERIZRL .
BHPICETOMmMBRRSDARKEREZRDE. ME7 ) F1E 679 ng/ml, PA-IgG IZRETH - 7.
7V RZURNOHFE5 THMRE - I/MIEIZEELZ. MEEHRROGHORD, A704 FAIZ
T BRIBIEARBRTH o270 CSA #5285 L. fEF 3. 13 RKIE. K% - B Z EERICAR.
ZFORBENBED LRERY, H - KEERCTREHA LK. 7L RoUEOKREHE 1 EH
BITZER /MR (7,000/u]) Zk=LU7z. BREIIERR TEZEREIT 18/u EETH D, BHASH
RARBIIEDEN /. IVIG IZHT 3 RKGIEARETBOOP DA#HHRD SNA/DHDATOA RN
VAR CSARSEL, WIThOERBHELL. NEKBEHRICBITSMBRBDEFTTHDA, £
DREMFITIZETHAE - BENH - MRARLEOERNEES L THD, EFITHT 2 RIGHEDE
BN LD BRED I ENRBEINE.






2 1. MIRARIERER (HPS) 2V RLREALE2A6 L HEHEBEG) U<F (JRA) D14
AR TEET. MARE. RBET. BIL 2. MM, I

FEFIE. k1 1438 (324 A) ICHPSIKRBEL., AFITL ROl IV AEEIT TR
BELM, FE4RICHERRERZNHEL JRA ZRIEL 7=, YOI TR - e 2T
2, FE 8 AITUBMBA TS NAR L. YRARBIIAEICSIEHEZATO01 REl (PSL) BLUVHR
FMHFR OBBETWRREE Lz, DBk ThEEMgEL T\,

Frkl 241 0 AKX DFBRERE & amkBONA SN0, YREABRL L. ABRRORERN
R (WBC900/x1. Hb 10.8 g/dl. Plt 42.2X104/1. AST 134 IU/. ALT 431 1U/. LDH 4701 IU/.
CRP 0.5 mg/dl. Ferritin 264 ng/ml ) &V, BEE. EHORIERABIUHPS 25 /=, BHZFH
K CTIMIRABBNH SN0 HPS LM L. AFINTL R=vo o IV AEEET> - & T A
fE. MEREATEE Lz, LA L., FEFI PSL B ERICHAROMIaERZEDET (CD4/CD8K1)
DFHEAH 5N, FRR13FE 1 AICAY ZMRICBEL, #ERICTHEASNTHRE 2 AITKES N
Too FEM7SRRE - RERBRZMA. JRA & HPS LOERHHEHTHET 5.

22. 10 FMERRBTH > JRA 2HRICHIELHFEAL 22 L7 EB-VAHS ORAH
EIREERE > —BRR - BRER INKE—, BRET, B #

3 %k (1981 4F) ICHE. RBICKVIEET JRA OBWiEZ T/, 8kt (86 ) X701 KD
WEEBRBLE, 87 £& D YURHCERE. 95K (87 £ 2 A) KIZMKARERBHPS)ZELLTZ.
11558 (89 4F) DABRBIIKRICAE BB LZ-DREIZATOA REPIE, 20 K (98 F) I
BREZETHIELEHNRREZZITTVWENKFICERRA SR oz, 22 K E78 o 7ZFEE (2001
) 7/24 \TEEH. 39CORBANHBL. 8/4 KRB HHE. BE,. EARFEELRADLDEIE
FFzEEONURHCHAN AR E 2o /2, MIERET CRP. 7 F > OHEM, f/MROBA, BER
W, IFEHERERENS HPS 25 - /2. BHRE., U1 AEHKREN S EB-VAHS, BXUTh
IS FFEREE. DIC &MLz, NIVAFERIE TV R 75mg/H. 782, @, JIERICT
N E LA U 7z, REITHMEMAHIR L 722D M /MMR. FFP OB Ol 2175 7z, & 5 ICHEE.
BREENELL. ABE8 HE (8/18) IZIIMiKEEE L IEEKESEMNHEL2/2% 8/16 X ATHRZE
BfE L7z, HPS IZX L Tid CYA ZHth. BRI L TidfesmaEN. /MR, FFP O#R%
fIofz. TNSDOHIFTK D KRBIFEREDOHRENA SNz, 108 ITHEFEREHEITL 2. I8
HIE BT A TSI PEEORKEMROBEAA SN, BRROENZEMES LHEILEZRD .
BIIFEEICE DO RMERE S ARREBLETH o /2. MERABRKRIIAS N>, BRIETHHE
. BHEVWTNDOEE TSV RZ2BRLTWS, ZNE TYUR TRERICEH L /= 5 iEF O HPS
DI5 4 Flid JRA 2HBTHo . TEAFDOIIITRDRTEFDH D M5, HPS ITEED
BEEDHEEIIHNDST JRAZERD 1 DOEREZEZADIVENH D EBDNS,






23. Y0AR) Y AREPICERELE L 07T 7 — IEEGERR - 51V IREHUKE

BRESPE L SLE D 14
FEH LB R NER 0 —
FERZEZRNAR HEH=H, BAE— HEZHE BRERT.

TREM, MEH—

EBNE 22 5%, B, 12 RRHICEIFAL - R& - BRI L1/ —BRRATREL. REFRATRE (B
MmERBA, HUKBUARENE. 51 DNA JiERGHE. MBHEEOET) 238Dk, SLE L2H L. /MR
BOEN—TZAT7>FaA775 > MO R2BDH. Y VIEEFEERBOAH E2H LI,
ERERIE WHO )V — 7 ABRMEBIED_bEoc. AFNTLVR=VOY - ’MIVAEERVNT L R
VOYVICTEREAL. BRI VY EDRTESEEHA L. 19 RRICR#G9.5C) - £ MR -
LHEEEERD, 7x)F U HE#(1039). M-CSF #fE (4581 UmL) &0~/ 07 7 —IiEHILERE
ERELZEBEILE, AFIVTL RO - NV AEEKR URMEATOA K« SV AEERRS 7O
R ADOBREBIZEOUWEEL. S 70K > A ORRZ#REGEL -, 2001 41 A (205%) koM
IR (5.6 F/pL). EMAEIE. 51 DNA bk LBEM%2BD=, 3 ATALORBLEH (R
@) 2B LI L TABEDREYK . MBI A, BEL(38.3C). FHEOD A, EFHIMOLEF. &ilLE (158/95)
Z. REMR TIIBHMEDE/L (BUN,CRE L&, & KIME. Cer 61.2 mL/4) 2R, EMHEMEI
fTl7z. BRECELOERELT, 1) —7ABROBER. 2) *JO0XRY > A ORIERA. 3) Hi
) VIEBEHHEGRRICK 2BERMBEOWEELZELENOZOBERERIT L. [(KR] BORERRT
i, MERORERVHEORMEILE2ED. Hi) VIEANKERBOBLDL LI IZORARY > A DOF|
ERICXPBEEOTHE bbb, YIV0ARY 2 A 2HIELFIREREZRHBL &I ABREFR
HEL., (L) BREFANSIBEEORRZEELRT, A&van77—vﬁﬁmﬁﬁ#mﬁ%
UL7=R2IciE, 27 0RRY > ADERIZELWERAEEZ SN,

2 4. 2HRNRESEBEGAICBIT B RERTA Mh1 2 OB
S TRVA NN ah INFREE, BBALTF. M BT, AHERX. BRSET.
SN2, Ak & R BHEE. HEREEE, BEeE

£ GRIEEHSRIEBTL -1 N IZRFZOFRIIFRATH 25, REBRITIIREED T bI1 2.

BIcA > 7—014F 2 (IL)-6 DBEENFRRINTNS, YR TRRLZ s-JIAEF O M1 VBRI
DWTEHME. B U7, [HHE] s-JIATRE (BIR 2241, B 1561, FIHEH 7.6714.80 %) EXHR
Ll ME7UFOMEICKD., OBER: log(7UFA#H) 0.0~1.0 , 9. QFEER : log(T
TUFE) 1.0~3.0, 1841, QEER : log(FxVFfE) 3.0LL. 1045, OIBIHELE. BB
EDHA NhHA . TEEYA A V2BEICDWTIRELISAE (L > —7 0 (IFN) -7, IL-6. ¥
A 1L-6 224K (sIL-6R) . BT ¥4 TNF (tumor necrosis factor)Hifk (sTNFR)) & CBA(Cytometric Bead Array)
B (IFN-7. TNF-a. IL-10, IL-5, IL-4, IL-DIZTRIE L. MAT sJIA DIEBHEICHES TEHL S5/
FA—F— (HMEREK. NEXOVME, M/MMRE. AST. S k3> RY 7 AST. LDH. CRP. FDP-E, wJiE%
IL-2 2754k, fu B IMG. log (BR B IMG) I DWW T, 3 BRI M ELEE % Kruskal-Vallis REZAVWTITo /. [
B] 3BMICBNT .00l 0FFEZZ-RLEZOIX IL-5, IFN-7 (ELISA). sTNF-R. LDH. CRP. FDP-E. log
(BRBIMG) DTHETH o7z FERBERICKEKEEL TVNBEEZISNTNS IL-6 XFEEZRS
BROWHODEEMTIIEEERLE. BHHICLRTSEINTVWSAMMREITIBHEBITHEELLTHD.
IWMEAEELL TR NAaMo7z, (K] 2FREEERRERSRATIRMET < U F a8 m
WS TRESEY A ML, YA RAM LTy —0H%E, RHPB 2-Mc D LANEEIN, Xy b
1 RIcBIF2EYA "IV IEOY—H—ELTEHERTH 3.
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25. 2HRUNSRERGRDO B

BRI R /NRER HOBT. AHER. MREE S)IEZ. KAk
& ORR WHEE HEEE HEET

Gk 5748 WE #

Al U RER 4L

&i%ffé@% SHBEEIEOL HRNERFEMEBEHROE - BHICBLIZTHECONT Xp FREHLI
<FH#E>1999 £ 3 AL D 2002 & 3 A F TIHBEMERIDZ 50 RICTHEEERLHERDY U< K
1 EBEORHEROI > bO— )V HSHER=DIC LR 2 2B L7 L SENES RS AEE 19 REI %
MBREUT. EHIL3RNS 18 5% (FH 948 ETOBR SN, KIE4EHTH o, HIW. . it

FHE B R, RES%0Xp ICTHELAE - MEZ(LE 2704 RE5R. BRI OBEIC DN
TRA L7, <HER>HF - BERLE L CREMER O E G B 280 - SHm T 9/12(75%) 12588 5
FURBAH 3/10(30%). MBI 1/10(10%). MBS 6/11(55%). MBI 9/12(75%). [ BSHS 4/12(33%). FRAH
3/11(27%)\Z BIET BB /IME erosion 0D Xp LD BREEG D, 7=, HHBEHBEOR RN Xp L&
EHDSNIHERITONTAT O RRRER, F151 BABEL- DDA T 0 REEOHBIZERD 5
Moent, BB, BEHE(L & BRMFORICIAAMEEIRAEED S, <EBL>4 5T /NERETE
HROF - AR E U TIIERECRESSORENH 5% SHICL 5 RBTMERDZF01 RIZTHE
HERPHIRRDL ) U N RBEOLHERNT > M O— )L ASHEE T B ES T3 L OBz
IBEST, FHE FESICEEOERLEBL5L., ABAFBICKERAEEZMRNSTEENN S D BEFICD
WTIIERNZRL > N > OBRECERINM., UNEVREOBEENKETHZLEDNS,

2 6. ARDS ZE2LEFHEMY UITFO 161

BRERFEZR/NEIH WA H, S9F2. AIIHER., ATEFHE, ERHEE.
F ML BESERC. AMERE. BREFER
Rl REEER : Y=

EEEBES)YYF AT JRA) OEBHRICRSNBEYA M4 VIEIRY Y 07 7 — IEEGER
B (MAS) MRENTH S, FRICSENRREREYA MhA U IEZEE/-THREBE LT systemic
inflammatory response syndrome(SIRS)A3% 0. % & L T acuterespiratory distress syndrome
(ARDS)DH SN TWS, RUEYA M VIEE Z-THRETH D25, JRA £HE T ARDS 2K/
L=Efl 0B& I3z, SERLIE ARDS 2B L7 JRA £HEEFERBRL 2O THRET 5.

EGIE 2 BB, R 14 E4 A TALD. MRS, AREEESHE. 5 AITIZRRICHE D RBBHE
L. EEICTHIMEREM, CRP L&, ESRALEZEHINZ. 5 A 17 BIRUBHBAABR LR, JRA (£
BR) LWL, 17707 x> 30mgkg A ZBBEERIIRIFTH . 177072 50meg/ke/H
FTHBLEN. B8, BE%. CRP LR EFRBOEMLNASN, ISHIKAMR, M/MREDHRDIE.
MAS D&t &£ L, AF04 RIVAREEZBITPEL TWEEZ A, 5 A 29 HERICKHK, Sp02 OET
AHE L. B 30 BHICIIBITE, BAHEER, F7 ) —F LRI HRENABELL . Bl X i THhiK.
SIFF MBS R EENS 5N ARDS OEREZE Lz, Y1 M1 213 1L-6 59.6pg/ml. TNF-a 46 pg/ml
LEEERL, E’ﬁ?ﬂ@?ﬁﬁm{&%ﬁi‘@ffﬂﬁﬁmz;6%&&%1%2@7‘;75\9 J=. A5a4 RV AEEE S
ZORARY COPATHEICES T,

AP T ARDS =7 UioE & LT, Y. BRMREENTHO. JRA RS EY A MA~ T fLE
ckBEEbNS, JRA DY MhA 2 IERR MAS BSBBINTH B0 FHDOKSITARDS BT
BendsdEEbN, FEBERCEETILENRD D,






2 7. 258 JRA OBEMRRHICERMEZ &L TES ; WERRER OB

LA /N R H WE TRERT. B4XT. 2% R £HECE
SABT. SRER. PN

A R S B

ARSI INE A EE

S5 RA BHBRROAVBEERTH I, REDWICELETEIICER T LMBRINS.
AE, RENS 3 EEZBL-ERBICABBBECETENREL, BHORBEL 2EZEEI3 55T,
WA % fa1T U7 SEGI 2B L 7=,
<JEBI> 9FBIE. 1998 £, 5 RFEICHERARHADHBEDEE THEIAARL, BREREENSLHH JRA
E LT NSAIDs (Aspirin BiH|) TOBREZEZMBLEMEB ok, TO% 5-6 BOHRKICHETGL, KD
REDERIRL, Aspirin HERICTERL T, 2001 10 AMASEHRL I bO—I)IL AR ERD, 2002
£ 2R/MEMX DENVZAFER. RBE, CRPERKEEM ELS7N, H—PABXVBENHELA
HICHAL D, W EBREAFSOBRINZBMNICYUYR~FNABEE /L >7~. CBC, GOT, GPT, LDH,
Ferritin, ED#ERMN 5 Macrophage activation syndrome EEZXS5NBFHRICZLL, £/ (T EETH
WERICARBRIZR low density area & KEMRAER, BAFKOY DONEGEESHERINZ. JRA JEERF], E
TR & OER, SSIKHBEHOMEEBBEINBEBEY) ONgi2HH L2, <KEFR> B
macrophage/histiocyte MDA (REIM/LL) & hemophagocytosis IZd % reactive hypersplenism, L
B/ BRI MR NLEELE. U /N8 ; reactive hyperplasia. Ak 5B TiE Probable JRA
(incomplete Still), active phase IZ&#HL /= autoimmune- associated hemophagocytic syndrome (AAHS)
EHBmLTWS, LMALEBNSEXRBEIHIEEDATIIHEHADNT, m2ICES congestion HER
THol RTINS, AMES OBMELAFER LORFADEID THRBERFNF TH D0, HEKEWRIKIZIE
BlEEZENS.

2 8. JIAITHY % MIX @ — & 5 EK, RER, RRUEALBMESOREH.

BRERFENEH BHER, SPB2z. METHE. ERES. & G
AR, WESERC, FHERRE
R REEER $®ZRE '

MTX BR¥ETId 10-15 mg/m?/w @ 1 B 508 JIA O RIBETH S DI L, FH T 2-3 RO S ER5H
—RET, LABRESRIIRATHEK 8 ng/v &0, £, ERUF OBMKRS BHFEBHIITHONT
Wiz, EZTRAIE, JIAIIHT S MY OREFEICDODWTREL . .
<HR - FESHX BEZIT o7 JIA 31 Gl CEEFEH 9.9 5%, BHRAM 2.3 ) 2R L Lk, HOREE
DEBERNT 27012, SEREROBEM - MEMSMTONHEIBREF L. B EROFMIL, E
FDFHAE, WREM, StAERIORE - FIEREMSKBENICT 2. <BER>BZAMIIFEY 16.3 A
(2.7-45.5m) THolz. HEREGE (0=19) & 1 EREH (0=23) TIIHZE, FE, £ BREHMICEERERD
BN, EHRERIZ 1 AENERIZENS72(6.7 vs 9. Tmg/m*/w, P<0.001). EREIZHEIREIES)
21%, BZh 26%, T 53X THHDITHL, | ERSBIIZNETN 39%, 26%, 3BY¥EENTW=. BIEHARE
RIIFEIRED 3R L | EREGHIT 9% EARITEETH 72 (P=0.02). MTX 5K (ng/n’/w) & 6 K
(n=11), 6-10 K% (n=16), 10 LA (n=15) D I W T TRINT B &, YU LOLRITZENEN 18%,50%,
93% LEEGRIKFHICHEML 2. —7%, RIERRERRIITNTN18%, 38%, 1% THD, FEREMRGH
%, TNENORTO%, 38%, 81% THol. iz, EEEME (n=19) EIEEBMEE (0=23) DRERAREE
IZENENSS, 35%5TH o7~ (P=0.02). <& >MTX 10-15 mg/n¥/w @ | B E + EBBMNIR 51X, £FB TIA
CBNWTHRETHEIRBRESFELEDNS.






2 9. HilIL-6 receptor HKIZ K ARBENEBY L -2 HNEEHBEHYITFO 14

ENKFELZE/NER WikRE, ER—XK, FAEBR, BHPRE, MBI,
WHEEZ, fHPH=. NELE
KERA B R E— M maAEIL, FRmE

LHREFEWHEE) U FURAOEEMIIHRBITEN TS 20BN, ¥ 707 7 — JENLER
HMAS)ZDIRL =258 JRA ORIBIZHM LT, b MEHIIL-6 receptor HiikDIRENEHL =D
THET 5.

<BEIZE>SIK, KR, 258 JRA DD 1K 9 » ADSIEXTF O REHIKERENNSAIDs),
A70O4 R, AV bLF—bMTX), SEIHE, JOo7) D8RR EDKRE, K#EMMmB L UNA
TOA4 RNV AFEZT o BT DRBRNFESNRMN o /2. 2001 F 5 ANSHEEL, HIRROMIER
BRENHERL -, 0 IL-6 EABETH - 2720, F4ET7 AL S5 IL-6 receptor Fitk D5 2 (A
Lz, 5%, RACHEEENKEL, BFANIC 50,000ng/ml U EH>%ET o) FAEEFEE
TETLE, 2FRBOEAREKENFON, BRHXRy RETERICERD LS IR,

<EBZRZ>HLIL-6 receptor TihDIHR 512X > T, 25% JRA BIBOBKERCRERN RIZEHICK
& L7z, P1IL-6 receptor TifkII 2 HR JRA DHBEICZHHD THEAE BN S,

3 0. FERNMBESKRSENERD 1 LIEH
WHRIRLZ & ERY > & —Bsesnt WILME, SHR—R, RREE

ERZHENERIAMBRBRMEOEREZEITRIRELERS TH S, HERICHKEL., HLEEZ
BB AE 2T LEAEZRBRLZOTHRET 5.

EF 14 R, BRI A% 2 BE V2T, BB LRVET, 4 BRRFEDAIC 1~2
E. SIOWM. 50, 8% 3 » AR, SARTKFEMBEAR. FLEFE. nEKRE LBmIkE%L. CRP
Bk, RULTTEB X USEREMOBBRMREML ZEHINS., BHRMHIEET. KEEREIDE
HEHEMEREBH SN, AT704 RNRICT—RERT 3. 5 » AEHIREE, Yhibil. R
PSL VR +AZP THEBRE L. KBRS T2 BRI RIIERZRIET S, 14 K. 55 - 1B
SHEL. RSLHE, AEPELZEHIN. ARkihs. 2HRBRIRF T, BRERALE, £
BIZHBERDOBVWEE L -RERALENA SNz, RE L, HRMREEIES cc123/3(P71 M52). K
mTHRILTTHE, A>T/ VlfE. §FHER superoxide FEHEDTTENHA 5 N7z, PSLimgkg i<
HMEBLEEZA, ERBIUHK. MERREDOEEIITHONIHE L&, L%, PSL BEL. BE
DEBERITHEE - HREZBRVELTWS,






31. BU RIS RPEHLER—F v MED | BFHI
EMRFEEEER/NER ZEEE K B LERE BEBRK. BBk,
EHB=. NELE

L 1RTHBEUR—F v MNEEREL. B4 ORRINS L UHARIETEIC b EN—N THR

ZROERL., BRENTHY) RI1 REENZERLE 16 BB FRERET 3,

UEHI) 16 5B F. 1996 4F 6 A URHIZ. BHIEEZE VIR LAMNS YRNET follow SR TV,
ﬁﬁkf&? {ZFEYEE’J)ODK_&DE%’CFJJDU —ERZITo TV 2000 4F 6 AICIIBE O, 7L

ibzuedl O Ies; ] (Rl % 1T L7z, 2001 4E 6 A X D BUWHIES. ABARRICK

6%31@2")%}\&}% 7H 18 Elkﬁ)&l‘;’%bto colon fiber TIIBRITHREMG & TITRBGICERIBE AR
Dz, 11 A 14 BROKEBLUVEAORZEZEB T, AZKRYY R~ K 100mg/ HONRZBEBL
Zo U RYA REARN. R - BAESEEHERUBRRE & EHEORITICK 28, EguE
ZRDTWEN, B R REBBERBRBICKESN, IKKRELS CRP - B - 1gD DET
MBI NI, 12 A 26 B colon fiber T EITHBEOEBIZIZTIFMNEL, YU R REEHH L~
EEZXSNz. BRREIEM &L THRABMEDFZN TN O K ERBEENH DM, EF T
R4 RGBS THREZEEREREICELIZEL., 3 - 6MNARORETHREERRD TV
W, 2704 RIZEPMNTHEL. 2002 E£4 ALURBIIARZSIEL =,

(ZELK] Y R RRTOBFHEN S BETIERS - HRANETINTWARN, SEE INF-o O
EMHERCE 4 OTIREERANS SREBHE,. N>t K. AIDS. XR—F v MEREICHER
SN, GHEZEDTWS, SEERER—F vy MRIZY) R ROBERZEA. EPERLIE
leRB iz, SB%EBDFKBOMEBIVUYY RY1 ROBERTH 3 RMERBEEICEZ LN
SREBEEBEL TV FETH DD, BHEMEORESRBEBTIIREFRABEREEEZEITVS,

32. WRIE. FREHERICH L TS Rmesiti L B A ¥R s o 2 i

BT AL KFEFE/NER SNEZ, # HBF. AHERX. FAKXHE. SFRHE.
F Mot WMHESE. MEgEE SHERY

AL BRBESR BE /N A PN :E 3k

BABCA S BRI R RE¥T

B A MK S MCTD) I2B W T i 72 E A HHE IZRASIT 10~20%1 & 5, /N2 TR
BTh5, MiEmERE., FREEREZ S U -AEICH UnESRE2TVWEYH L 20 THRET 5.
UEEF] 1) 13 5%, $BI2. 2001 46 11 A R#, R, FENHEL., BIERICRIGR FiEbUE. 51
DNA BB & 0 SLE 28V MBRAR &R/, B#, £R%, atin, ZRFEERZED. & v 7
o7y e (1g6 4770mg/d1) . FilEHidk. Hi UI-RNP bk, E®EIE. VU FRTFEZRDE,
2 Xp TOMEK E SR O EBDNLII— g MERR o 2, MFETEBEZITVATF
TV ROy 7V AEEE @PSLP) . T2 R3¥H 22V A gk (IVCY) 2 jEfT U7z, FERESER T SE
L Ig6 bIEELUE. UFEF 2) 9% &R, FR13EEXVIFERBREGES R, REHR, TN HE
UHIE S IC KIS < Hiksdidk. §i UL-RNP Sk & 0 MCTD BB I /= EBHE TH o /. Tk 14
4 4 ARNEIMESE 2155 X NS ERITRRE b HGHE L YRICARRE 2o /2, ARk, ZTK 2R
D, FEREORE - ARERDE. & v V07V e (1g6 4400mg/dl) . Fikkbifk. H1 UI-RNP 51
. EREIE. VY FRTEE. MEnEE $EEAEE 7. Inlg) 2RO 7, MFTRFEET
W 1gG & FRIRIREE - B MR & RN CHKE L /=, & 51 mPSLPHIVCY ZHEfFL. £ D% 1g6 1IER
L7, [ER] MCID TOMEImEIMnERLEDETICEVEL, RADFERE— I ZLHEDTNS,
FEFITIEE v VY07 2 MER X M TEEEEIFRISER, MEMEEE2 L. mETHE
ik miFEEOkE & nPSLIVCY I2 LK 5 RENGEENGHINBELAN TS 2.






3 3. ARRITHBITB/NERIZIE SLE DHFEOER L DERITONTORE
BRI AR /NER REBLHT, BMZET. H BT, SHEEZE. Ik,
SNEZ, FAKHE. & R BOEE HEES. BOEY

HRHZ BT B /NERIFE SLE OZE L B BREONR. BIKSICOWTRM LT,
[RH5R]1980 440 5 2001 4R 1T FeAE U 7= /NBHATERE SLE30 51 (58 2 4, 22 28 Bl SRy E 4548 12, 1+ 9. 93
R )o [FEDNARRIEICL 0/NBHIRE SLE BEE 3BICE L=, [ RS 4 [EMEAIAFILTL R
=0 (mPSL) )V A+ (HeRsREE] 7L K=/ 0> (PSL) AR CIBSh . 11 2 10 41 [BEAEE A mPSL
POV AFRIE + [MERFRIKIPSL RO+ I VU B MIB) b L7 HFA 7Y > (AIP). 111 8 12 51 : [
FRBAIMPSL SOVAFRE+ S 7 07 4 27 7 3 Rk (IVCY) 7V R 585 + (M R3] PSL 4% 0 +MZB+
AIP & U7z, LRCOD 3 BERITHRMEBALAN S 5 ERID 3, C4 1#, MiBEAME. 51 DNA Hifk RIA) f. SLEDAI
A7, BRI, PSL BEREREMREHFMNICHEBER L, BRI SROBEERITITNZN 10.5
T2.85% 14. 622,05 11.3+2.4 iR TH 0, IRFRBAAEF OFAME, 51 DNA Hifhfliic SR DZ R i3/
DT B T BEMBE & L8R U T, HasBAtA1E 3 £ T 03, C4, MMM LR, BIMA1E 5 4 T8 DNA
HUfkfifi, SLEDAI 2 37, BRI DK T /s EAMREHERICE ZITRD SN/, $/-5 111 BTl PSL iR
SEN DD BIKSOHBHEE b Diaho J-, (B SEOBRH T, NERFE SIE OFIRIEEK

B L UHERFIIAIC BT RSL ISR BB B 2 W Y 2009 5 & & TRIFREIIR 280, i

PSL DBEBRND Z A S h =,

34. BR7 - BCSREEBITNT 5 cyclosporine DEEELEIR

BRBRFEER/NEH SR, MEEE. RAER. ERREZ. B M
’ MEESRRA. HRAMHE, AHEKR
R fREEER #2RB

T BARY > (CsA) 1 CD4 THIKICVER L. IL-2, IFN-7., INFa REDHA MhA D EEEH
SARENFIEHAEZRIETS. X—Fzv ME, BHEBEHVUTFREDV U TFHER, EEHE
HE MG BEDHCAEMERBTHAREMNRESN TS, NEREBE THEESEH ) U F
(JRA). %, 28HTUTFYR—FR L) TEHEOHRENDHS. SEINLHTBRERBIN
HOAEEBBIZICAN CsA DERIMEIC DWW TR L=,

(MR EHHE] URTCsA 285 L7= JRA3HI, SLES#H], JRA & SLE @ overlap fEf&RE 1 6. K@
%140, BEHEE L. 5t 11 Fl2NRELEZ. FERIZS. TENS 23.8 RE T, HHIXB T 4 4.
RF 76, #BBIZ0.67TENS I3FETHo/. 2F7L Ry oMk EINTWz, CsA DEZFHE
E LT CsA BRIARE B CsA B 5B OER, 2504 RE, BEEOLLE 5 BEORA 7 THL.
R, PVER. AR EPTIHMEL . [BR) CsA OREHBEDO T 1. 83ng/ke. #5-HRMF
B3 36.2 B THo7=. 11 FITD CsA DFIRIL. ERN 26, B 76 LOF1LH E26ThHo
Z. PRBRIZ1I~3NATAHASNTWE., FEBBOEEIIMINDOSTHEMNFITH - 6. LA
EHHICHERTHo 2. MPBERS T L XIVNEED 50~100mg/dl IZETSDEIH3INATH-
7=. BHEREZENE L AN, BEFIELZDIE Cr LRFITH 7. [BR] CsAKREEZ 2ng/kg
NS LM, BEBEISZELRN, HEAVEENASNEN-DHEEBT2HNLL. B
Mo HLBEORERNMVELEDNE. . I 7LVIRSEORE T 80ng/nl BLETT~
XEEZONE. CsARERE. X701 REERESICHERZEREBRb-.
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3 5. BEHO/NEBFREEE ORI RETHOZT LDH & HEERE OB
FRAFEF MR WAHBT
FEKFELBNLH BRER WOB—. BRERT. TREM. MHE—

BEHO/NEBEFERBE ORI SBEETHOZTEDFEAEEROEREZHS ML, TOHHE
HERHIIEEZENOELE,

<HFESHRIE, 10 BEIBINEBER W I NN ERBEENSBREZTOEENBE 8
ELlFz., BELEBIZENTNEBRNEEEZERLZ. FEARIT. BEIIHL T, AKREEETE
T BEZPREREN, BETHOEBRR., ERORETOLER., MABEBREOBEEFITDONT
BITHLU T, RRIISEBTHICHTSER, BERRALETH . <ERRUEBLZSHRIL 11K
NS I6BRETORME IR, B 2L 11 L4EFOR 04 THo7-. KBAEFLEETUTFIM—
TANT 4, KEHRN L4, Px—FV ERRN 14, BAMEARBREN 1 4 Tho 2. F&E
ERBITHORZITEDAHIL, RIUILERTEHZEENIIZITED SN TVWE [EEWNZITEDH] ©
TF—R, MRATHDIENRBRIETHo0, ZHNTEETHZTo> TV [BEW - THNZ
FEDH] OFr—R, RRAEEETHEZTEDIDEERL TV [BELTWBERE] 0r—X
D3DZHFINT-, (L TOBERE] 0 — Xt BREFMBOEFEDOT v v ITEBRN, Wb,
AGERERNS D, BIEDIIIRDEN, HREELIEEIRBVENS B S EETHEH
CEEL, BYICEBL TWE, [BlEL TWIERE] 2RRL TWier—20Hiid, HEOREE
EBHITRRAETEETEIIINTE2EAZREIE T, [EENRITEDH] KE->TWEHONWE,
FIIEBNICHEZOEFRZHEVNSBDOIZLED ETIREZ LS TV, (BER - SHHNZITED
Bl Or—Rid. RIALEERTHZEZEEN. ZHENITER, BETHLZEYICHDEETEY, HE
THEROANTZED S LWARESHRTW RN 7=,

36. ALEMBEOEFEMET I IS K- D 24
PLLAZE/NER A B ORLAH LOEE. #EEH. WEAT.
BT, EERE. WEHER

HLIBHIREDO TV A1 R— ALK, SEIER., BB E2=METHEBRTH DNEEMR
FEMEAEIZR (JIA) EOEHNRBBEEERD, YR TRRLE 2H2IERT 5.,

GEF 1) 9RIB, %6 » ARICRS TRIEL., REERTHI I REHZ2BOE08)L a1
R—AEBW LIz, Wo s VBRERLZD 2 BEICZBESRTHERE L, NSAIDs TidshEiz<
PSL2mg/kg/day DEIMIC K > TEMZEHF, TOHMIX 26 L T PSL OBRZHA-1LHM%. M
JER . REEHEATBE 242 VIR /=8 MTX % CYAICEE L /2. PSL % 0. 2mg/kg/day (8mg) £ TRE TE /=A%
MBERNERUZ/=DBE PSL 2B L TREP TH S, BEBPVIUTFRTFRUETH 228, &4
FESS. HA. MMP-3 O LR %D MEZMICIE JIA EOEHIIHR#ETH - /-,

GEFI 2) 2B, 13 »r ARICEEHEREES (NED). TRELE. RBOERTHILOA R
KEiZRD, YO R—T X EBW L7z, BREESICERDEEEE 23270 ER Tl RS
RIEBDHTdH > 7z, PSL2ng/kg/day BAIAEEEDONT KB B L UORERISITIYE LSHTalE & fao 7208
PSLO. 6mg/kg/day ETHWR L /=& 2 A THMHRINERL 7=, NSAID Ot BENERL, PSL 2HEL -
DB MTX10mg/m2/w 26 U TPSL DBEZHEA TS HEFT TIZRE S HL., FEL DS HTR N,
FHIBREET Y U F R FRRMEE o 73S RAE K. HA MMP-3 D LR %389, HibikBM TH - /=
LIBHREDOTIL 1 R— 2 AMBFEHNIC JIA EERNT B EIIR#EE X SN, BB OMIR
EHBROBFENFENNDITRZHN, BICENRBE L TSHICEE, BONIESITIIERICES
ZEIRARRIRTH B EEZ SN,







37. JRALLTEBNmMEEINTWE, MNEHI IS K- 2D 24

BREKFEFH/NER ERME. A ML TEHME. SRRz, RIER,
A RigER Y=
R RER Az —
Kot Fmbe/hNER RgRE

EFI1] BIR (EFEAHS.62.9.4) [FEE - PFER) BEdREIEAL [BHEE) 1SEL
D B, T F BT EICR IR S 0 (ERIETT 5 bRWRIEE). H. 2. 5 ThaEs & BRI,
A7 A JRA(systemic type) DRBUT. MTR KB 1 PSL BIIAL 7=. = D% polyarticular type IZ#47.H.8. 9
KSR TrO—ERo, YRHZE norning stiffness(+). PSL,NSAIDs, MTX 12 THngEd 5 b,
REORIITHL THSBENEBEL WORMNH o/, H.9.7 KOG, H10.2 &
ERICTHERMEONFELZERLEEYII1 R— 203K, ACE E%E, BHL(-), H.10.11 &
DEMHE, [REXEIC THEREZHER. 00V I1 R—S 2B REL T,

E#I2)] B2 (E4EAR H.6.7.8) [RIKE - BAR) LT RE2 &40 [BUREE] H.7.3 &
EFHROERTHRIE. H7.10 2B0OKBHE. H.8.3 KOFKTFREL D BEEMEENO =D UEHE
SRR, FIZEHIF S (+). JRA(polyarticular type) MW T NSAIDs, MTX Iz & B ingpasa. Lol
JRA EU T BEBIBBRICEIEL < £4EH 1 TERO - FHEGMORMEEENHRL TE/~/-9. 1. 12.3
AFEEEBRARZITVYILOA R— ADOZWHEE. ACEER{E. BHL(G).

(B8] 2EFAORBEL T, JRAEL TR 25N LHEMRBEOREEZE>TVWE I E, BE
F@HA 1 RAMREBNC L, EEAFHEHFOFHMNFRREBBORESICH L THSBIBENENT
HBZENBTENE, IRADZH LEETH S norningstiffness Z 2EFEHRDE &, 2K
EFRAD JRA ELTFELARW-DENIED THES EBbhi,

38. ZRUBMMBREZGH L -V ERED 15
BEFRILZ & OmBNERA, muEER BERE. BIHAE. JIE #

=TV EFRE SO ITHRERVEH L EREIX/NETRENTH S, SiS KERMEBEMER
EORUESZERBR L. BEFAIISE L. FRTELA, BREAMTRE. L R=vor
(PSLYKTFE L2, WRR 84 2 H, UBMM ALz, EERIBA S NN 720, Figkdik, 5
SSA Hitk, i SSB HikiZWWIThbBtE, YoV > F X e, /NERIRER EH TREZOMAENS
SiS LWLz, TABU D OHHTEMRL, PSL OBEBIASTE =, M 11 4 3 A SR, SR
BENSHRELUERELTPSL ZRF 6 AXTEA L. R 134 9 AR S ERBREMOHE. 10
ATHEMNSRE, 13 A0S OBEER mROANBHELE. TOEMNS ETREMOMEETE
LU, BHHETHHER. ZT0%ETRICHRROERNHER L THITREICRD, BEBES
HHEL, 15 BICABELZ. ARk, M FEOMBEHET GEAEN), THBREBIENASN, L4
=TI ORFROBEELEZ SN, HERSERIIED Shho k. mkRZE: BmER 9,330/m3,
FRUC 40 mo/hr, CRP 3.2 mg/dl. BEWERRZ: BMmER 472 /mm3, ( BEAZER 58%), EM 292 mg/dl, %§ 8
mg/dl, MEEEEE Bt MRI TRINEHICRE L, KR GEEENE TS BMN TRO—H
THHIN/AM o /2. PSL KBREEBEE, FHONTMHEL TAHHIEEL CRP bRMILLE. AFI)
TV RO @PLS) 7V AEEZGRA LS PSL @i L 7=4, $ERATR, WM FEROBRE, ST
EOREBICIIKS AZELRE. SjS IKHRLI-SREBAREATIE, PSLEERMRICERLLTVESN
TWaBH, REHFTIE PSL Smg/H THERFTETWS., [BEIEFITHSNHRBERIT, HBEOAR
STEWMREMBEI LD, EREEICHRVEHZELEEEX 5N, 1PSL 7V AFEE A
THIETPSL ZIERICHEBT D ENAIENTH - 7.






3 9. F4E Sjogren IEMRREERE ORI ERBEE
FEREREREZTIEB/NRIREE BIRERT. FEEH. HkE—. TREH. FEHE—
SRR b IR NER HENE

(%% - B8] Sjogren SRR (SS) R HMOETHBEBTH D, FMMBRII T b2 E DML D
HEREELED ZENMSNTVS, SS BEEBRT S Hlo T BV S sBERECHET
LHENDD, £ T, YR TRERLZ—KH%E SS BEOBBEBEEEL E LOHRET 5,

(5] SR CEEBO—KM SS 30 Fi,

(E] chon55, R, EREUIOBERELBDEBEL] 4HTH ok, BbENo-
bORBHEFRBA TH - /=, TOMMEROEE. MBROBENEROEFCED SN, Th
5DREQHE LB & REDQRD 5 HEh- HBE T 5 Ro/SS-A Hifk® U 7 v F RO HBHEA
B, ORI - EERIRO R O HBBEE I B THEERZM o A% BIERED (<4000) VHIRSME SR
=D BB BEITS VERNE SN,

(#52] SS BBFITBVTIL. Hi SS-A BIADAMRIROBARE OF EICED 5T, B ORERI
FRBADSHEZEL OOBBEZERTILERSS, £/, HMRBOOH2BEIEGTRE
LEDNB,

40. Fahly b o % FEERN
A& K2 E 28BS A bR mEmET

7RIV R 22RO R, L6 &0 bEULE, SIRS DHEARESN TS, MRY TTFH
 ERBIZBT ZHBERNAE AT L TR EIRF 21T 7.

(L] 1B 13 6 GRBIRAETEER /2 L) . IR S 5% JRA/JIA ITBfT L7 1 6. SLEREL—
7 A MIRARAEGRE : ALES) @ 1 1, K52 81 (1 k3 ARDS &4F)., PICHE LUNI test PCT (RIJEHESE :
B-R-A-H-M- S#) 2RWE. |

(K&R] JIER 0.91+1.06 ng/ml (mean+SD;n=13). 1 HlDH 4.10 ng/ml LHETHo7, JU 5 A
52 5% IRA/TIA BFTHITIZ 0.9 ng/ml, SLE THX 0.5 ng/ml. ¥ (ARDS &4) 1 HITIX 1.3 ng/ml T
Ho Tz, HEUEGRIIC 0.3 ng/ml.

(8] PICIIAINY b= ORBMETH S, PICIEY 1) ABYE, HOGEMKE, EXEET
IEmE Y. RUmiE. MIEREYE THE - BT 5. SEOFHEIRE TR, NEVITFHERD
EEHICIL (IBHO | Fl2R<) PTC ORI ARn 5 7. ZHSHE T PICHMS 5 N BT,
MBERREZ RS TREAD 55, £o v A M1 SRENBTING & 51735 L BEICH.
CRRICEDBBPYEY— I —DBEHE L TEETRETH 5, -

(k3R] )R T, PTC OEMIAR W, FiH1 M1 S RERTROBRES —H—ICRATE 50
NS S,
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4 1. BEE. BB, RIERTRAKRHEL MRI THRBRICRESRNS Shic 14

— B RAERR ? CBIEITFRERA MRS ? —
BER By R IR ER VR EERALR, SR, WEM—. MEFMHIE, BEREE.
#OESL BBERC, AHER RIFER
R Rern S FE

BERZE TRIHBAER, REBEZ RS TR2HSRERERA D DR RN, YYEEHREEY
T (JRA) LWL 722, Rl - BRERT RO S MERIEFERE, MBHEFEEREINMSEBEAL S EDRlHE
N IER Z B L 7=,

SEFIVE 13 Rt Wk 6 4F 3 AARBEERIHE, BETHICER San BOKBSNHERL . ¥k 9
F 3 AARBEERNH O, 5 ALURTIRA &2, TAEY 2B L. DB, EROBHREEES
MORLz, ¥k 1345 ATALD., A TRICBHSHESNHE. BHELLU BB TUBREERT
DOABIEEZEL =, £ETRICER. EE2HLRVWAEKLE. BHLA SN~ FEF. 4EKE
ERZRITUSHEEZHIES Ao/, EiR 4E 1 ATALDERERRE. £REAGOERMN
HBELFET 5720, KZ, BiLDMBERERREZEN 5 AURNCAR LK. BY O FTHEEI
RESRBEE R TEEOTROE TIEHBRBLNZEFLHBBEICRAEESNA SN, BREBHHICHEY
NRZ2RBO, MBRETIIRULTTE, (R &, & v /07 VMiE. 186 &fE. 7IVRS—FD
BELR BIALOFTIE G I - IMOER, Z2UF 707 Utk FEsREEMEER (ECP)
DLEAZRD =, HFEBERIEL, (K LR, IC OMME LMo/, HERTIIREOMERBEDY /3
REEZROEN, HEROBEREZR SN2, fAISMDOMERERED D WIZIERBIN
X AMIFEERIIMMEBEA Z2E X TV RO 60ng/BZ2BMBLI-EZ A, KL, CRP. ERERIEIR.
MRl EESORBFHEMZR D FHIIMRI EHHGEEPOEUERENH D, B L E AR
BREMMEBER RO, HRBETENTH 2. £z, ERERTIIHBMNMERBRILR
BRRMo T, RERR., 70)F707) 0, TOMBEFOREORE LD, @500 ME RIEMBEEE.
H 2 WIRMEREFEFITMO ) T FHRBBEHLIZERTHE EEZITNS,

42, BEHREREZETAHLEET)SFIR—TAD 14
BRAEE2H/NER FIERREE, RO S T, hAHE. KINETF. tbk @i
BEBE—ER, NRIBRE, AR

2HMTUFIh—FTZ (SLE) . SEESEEFCECHAOEBEMEEEIC L D ZEARREN
BIZFERAHADEKBT, KEYIIYTFHEOBHBERLZH-TIETEHINS, Rald. R
YLD SLE LWL, BEPBZRD T, BBEEEREZET5—FE2RRLZOTHET 5,

FEGI 15 5%, B, ¥k 134 9 A, FHEREOZDYURNCABE. BE%. MEMNGEL. B
BRILE CABEEESHE. 11 . 256K EHR. FHERES. BHREEHRNAHERL. A7
O RS, 12 A, BEAKELSFITEEZ2D, BAB. O, WHANK. AR, A8
iRk, ErEEE, U NNREBELD., SLE 2. 25701 RBESICKVERKEL, SERER
SN, ERI4ES AKD, KEREMEEL, Ao, (MERRE) W 7700 (Seg 95, Lym 3,
Mono-2), R 404, Hb 11.4, Ht 35.8, PIt 19.6, TP 7.3, BUN 16.8, Cr 0.6, CRP 0.3, IgG 1414, IgM
102, bikbifagsatE, C3 174.9, C4 36.7, CH50 54.5, ssDNA 6.6, dsDNA 4.3, RNP 3.0, Sm 2.1, SS-A
6.2, SS-BK0.1, Scl-?O 3.5, Jo-1 B&tE, LEMIRE () (RWE) ZEB - &M (-) , p2MG 3621meg/1, Cer
66. 4ml/min/1. 3 EWAMER L CEBECHBEORE BN 200, FEMFRNHERL. KE
MBMOBEEBLIUHMIS>DEZRDEOT, A504 RIVVAEEZBBLE. 2k, MEEME
BIUOBHERIIZELE. LHAL, IBEREL, EEEHHEMEVCOLIDID ST, KERENK
EVT. BEICHESELTWS,
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4 3. M IL-18 FUAIRMEZ B0 e L REFERERIEBIER (1) FETH

BERERFEFE/NEH AIEFMREE, RIHER. 9% B BEREE. HF b
FRMIRE, REEsRE, AANEE. )8
R fREgER #2RE

FEGNE 1R 8 AR, ER4E1 A 108 (1/10) XORBAEFEFHHOET 2R, 1/15 EEHE
IR - UK., REBFRT 5729 1/18 BEICABE (WBC27500, Hb10.7, P1159.9 /5, CRP11.5, #RiL
72mm/h) . PIAERINORIGRL, HtIER, MEREGSOER - %, &5, HMEZROE-D JIA2Y
RZEEN 1/20 & D aspirin 30mg/kg/ A BAME. 1/23 LFHmBE (CRP20.4, GOT57/GPT37, LD995) &720
aspirin 40mg/kg/ BIZHRT 2 bFFEEHE (1/29 ; G0T446/GPT140,LD3695) . aspirin 12k BFfEE
EEZ 1/30 &0 flurbiprofen 4mg/kg/ HIZERE L7=A 1/31 IIXE IC A aEEAL
(GOT602/GPT307,LD5690) L, CRP8.9, fu/MR¥EK 7.9 77, BEER% bW DIC IREEE Bb /=, DIC x5
EKBHT L RV O ng/keg/ B E2BASAL 7248 2/1 FlmBkiEi4> (WBC2900, Hb7.9, PI13.8 75) &/ 3%
BT, BEEELRYD /1 HRADMHN TRE, B INniz. MERIIEAFH#EL TERDHLNT
W=,

FIEFNTDE, retrospective IRIBEERHN L TH. 1/29 R7FMiE T Ferritin:12178ng/ml,
IL-18:210288pg/ml, TNF-« :82.3pg/ml, IFN-y:4900pg/ml, IL-6:83.3pg/ml, M-CSF:627pg/ml &@&H 1
N4 U MAEZERED=. Lizhto T, AEFNE NSAIDs Ik BFEE,DIC &£ X5 & DEEBORHEL
HEITHED (NSAIDs A trigger E72oTWB )7 07 7—/T IO BEIEMIL, 372bH MAS £
RESHERIEIN, X704 RNIVA, GAREDRHIBRENVETH-ZEEXALNS, BIZ, EHE
& IL-18 DHERZERE T B/, FIRICK DB SN, B, U >/, ftiie & ORI BIT 5 1L-18
DHRFRBEIEITLEDT, TOBRBERETS. BLIRE2HE JIADKFRBICBNT IL-1813BHTE
BERBEEF OV MM THBEELATNS,






44. 7T/ UANVABRBRIBHBREREEREL, 5B RMITERLEEEXS5N3BREH
BHRIT &bk BEBE, FIHE, BEERE. BRHAN, GHEZH IS 1
MK FEEI/NER INE L

UESI] 8 7 ABIE (FKIEA] R#, THTGREZZ2 L. WE. FUDERED. FHEREZEES
N7z, BREFRIOER. MRAREMRBWPS) EL TS L K=o (PSL) mg/keg/day Ick DikEL -
2%, PIEBRERL /=R 2 EBRBEICRMAB Lz, ABtE., R 39.4 B, KETHIE & 2RB
HPEALSE 2380 BRI, B0 U o /X & il U 7= ABZRFRRESAT RV WBC 4, 220/ 1 1 (Lym 11%), Hb 8. 6g/dl,
PIt 8.6X10%/.1, CRP 7.7mg/dl, GOT 120U/1, LDH 442U/1, Ferr 206ng/ml, FDP-DD 6.0 g/ml, IgG
2,084mg/dl TH o=, EARIFFMED Stevens-Johnson FEMEREE ML, PSL 2mg/kg/day 51k Dk
# L7z, PSLIBRICHEWESL, BB O NEERE. FME. AmERBODSEOHRL -, i
TlIpigbukRatE, BUFEEHHAE 320 6%, RKRYMY > N\ERY7&w & CD3 20.9%, CD4 9. 3%, CD8 11. 4%,
sIL-2R 3,110U0/ml. IL-6 854pg/ml. MiET T/ U VA 2 BB 512 f%. BEEKNMMOTF /™
AIWADNABHETH D, 77 T IVAEEITHES HPS & LT, PSL 1.5 mg/ke/day % B LiERIZHK
#L . PSL#RIC &bz, FERIMICRE, ME VO NGEE. 5. PR, iR,
CRRIELAZBRVIELZ, 7AEY 272 & NSAID HEA TERIZEE L =0BRIIBFIETE Ao /2. B
REFIZ y 707 ) DREHRE, ) FRAYFUNENTHo7z. 2504 RIVUVARRIZBEEDICH
RUT=7edHIE Lz, NIX DRV ARE TS BG 2 800k U=, BRI, PSL3mg/day &2
2072 FyIRANT 7SIV EFATE I ECEDUBHNEFICRBL TW5, [fEE] &6
BOIBRTERKERNS 2HE JRA 2Z X . PSL.NSAID, Z)V 7 785 0 Ik 2 BEE T IR,
a2 ha—)VinulgEEizo 7z,

4 5. JRADBWITERY 5 1 BRI, HEEOAMN S ORES—
RBRIAZ/NER NBFER. itH—K. BOFE—ER, PEREZ.
e, WS

MEaETE. HEEEE ERIOBRELZBIRZERL. JRA & JIADBKICBW TR ZEL ZEHT
HolEOTHET 3,

GEFD 13 BR. (FiF) EREGH. AEEER. KRR BIER FiLiRE I Lil,
(BURIE) 2002 4 | A EAK D EFRHH. HETEBRIC TN N2 mI3Reg. 2 A 9 BiCixf
%, BITHER LU SBRBEANZE. ARBELUE. ABE. MEEIFE UNEUT—Tar, 72X
EY CHRICTIMESINEZNRIGELS, RFH ERLTWS Z EM S YRHEERL &> 7=, ABRREREE) &
& 36.9C VU NEMAEY 2H5EFQREE R, K THEE. IRER. FHE BEER flol
HIX0REL, HITREREERICEED DBITE L TWEDY, R OEEIIRD M. A
JEREEHOAFE RSB0/, BB MR : EBHO atrophy CBEORBESROKE. B2 F £
BREESRICAEER. EARBETHRERRAOLRBET. HUULIF : EREEHOREERE
(ABZESRRZFTR) RF 25.51U/ml  ESR 68/101 TRF 25.5 IU/ml  RAPA <x40 &7 GAL RiBHUE 9.7
AU/ml (ABRE#E8) UBtimRlg, YABY Y Z2fIEL, 1 7707 2 > ORRICTHEEEZTo /2. AR
PlIS%IC TREEEIIR L @Y, £ AR DBFALVESFE (@HEK5. HRENE) O
IRZEBARE. TOBERKEL. ABES 4R AITER. (&) SERIIMRBEERE. HEGELER
ITHRBEL7Z T 1A EEXSNDERERRL =, REFIIRESGCHESOL S R KB OERN 5 F
FELT. BEFICBVWTIRAEIIADSKZSOBRNEMATERET 5.






10.

HEMNRY v~ FHREZHN
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