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BEEL. RIS 7 ARER IS DI E T TNF DAY FERITEH: 2]
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ZE B 25%) THD,
Adalimumab {I2IZEMEL=® 2 27a—FAFETH D, KE T 2002 &2 RA
T AESARBEEN., A TIIERE RA TIHERBIThbRTWS,

WA (23155 TNF EOER

AR TS EEIREIR TR, KETIHL, JIA (205550 TNF FEOTA
RSAL 33 2002 FiEEEN Y MTX 20mg/m2/w 237 B LA EERALTHLFRRE R
BRI R A D OERFSBLEEN TS (K 2),

MIJIA (28155 TNF REOER LG Rt
1. Etanercept (Enbrel)

1 B 0.4mg/kg (K 25mg=1 vial) %W 2EIZ T (B 2FEH) 75,

B EMB2BEEPLDERLLN, B 3 A TTRIERBERET S,

MTX>10mg/m2/w HSEZND JRA 69 1 (ERRBIRBIR 6 4F) THRETL 7 Lovell LD
& DY, JRA ORERLE 30%L 2R L ESNI RS BES 3 2> A C 51 51 (74%)

(L, 2 FUEORHIRE THEOR MR EMSHERSN TS Y, Etanercept i3
IRTEAER JIA CTIRBRTH THDHIS, H%utwﬁﬁﬁ%m%ﬁénﬂ B
2. Inflximab (Remicade) .~ :

3 mg/kg & AE THERR L. %@ 2 :@?& 6 Bk, uﬁé 8 BEICRET D, ¥ AT
ETHDHID, WA T DHEELMG DDz MTX fiRABLNE THD,

JRA T 3mg/kg % 4 AES F)HD\ X 8 A0 FNCRELZHETIX, Wih
¥ 5 2 BILARIZE RIS AR OB L RIE—I—DBRBHBLNTNS, K JIA
TOT o r—MRE TR, 17 Fl (S HFTIRELBEEE 6§, RF BHELBEET 10 F, #&
R/VBAEIEL 1 6) CEEREL. 23 10 1 (59%) . B35 6 $1(35%) . &% 1 H1(6%) DK
BBHEIN TN, Fx OIEER 5 FIORRTL, &5k 6 BEFD JRA core set 30%
HEER BRI 75%. S0%HEZERBIRIT 50%, 70%HEZRBIEIL 25% THS,

WA (28155 TNF SO E S LBRA
1. BIEM

Etanercept THROLBELHV BWERIZEFEAO—BERR (7%) THY EELD
D720y, Infliximab Tt JRA @ 3/18 SICEELBIR S (BB S, BRL B MK
¥i/b . dsDNA DB L LB AHE) Lo, #ENRDPILESN - BENDHS Y,



BRROEFR JIA 17 B TORE CIL. 5 H (29%) {ZEIYEA (infusion reaction 3 i, BIE
JRYME 1 4, FTIEE 1 6)) BABEIh T3,

IR 35 risk 1 IFE IR ThD, ZEFITOREIE JIA T3 RA
TORFTIL, B, A=, &I 5—ED risk BBESNTWS(F 3), #iC
Infliximab TIIREZBERD risk BBV ZEMNHEAL=R Y, B EFOVRELHWE. Bk
FIZx9 5 INH TR R B EONEI22D, O risk IHERL T3,

BOAERBORLE, REHREICLART AHIZBETIRENHD, LOLERER
risk DEEMAIFEHLI-8E13/2<, SLE HOER, LREFLEROER,. BATRR
HE M, BFERBUIRARE DIEFIRERBRINAIZEEESTNS,

2. ERE

Etanercept, Infliximab VY4 LER 130~170 FEE#EOBRABEEIN TS, L
AL TNF 24510, BB EREIT 23 1L T2 potential 298>, TN ki, FEFDIERE
TSRO ER TAEES RN ST F EH N, 1 TNF RFNEEIZETHEALL
THAE productive 72K LB HRAZ LR BT S, FFIZ JIA TiE, SEAES
PHEREMBLLNGETHS,

3. | DIFE

L TNF FEEEITH L 59 10%R1H% O ESHHIBREFEEL . S HENDD CriEEL TLaR
BHELIRN I, ZOZ LT JIA ORIEREO SRS RIEL TV 5, Etanercept (D& 2
% JIA OFRBBNIRITL A HRE T, £V EHEN LR, 25T CTHEMEY VE
{2585 9, LizdSo> T, £58 JIA T IL-6R Fifk (MRA) BB LA D,

3R

1) National Institute for Clinical Excellence (NICE). Guidance on the use of etanercept for
the treatment of JIA. 2003.3

2) Lovell DJ et al. Etanercept in children with polyarticular juvenile rheumatoid arthritis.
Pediatric Rheumatology Collaborative Study Group. N Engl J Med 2000; 342: 763-769

3) Lovell DJ, et al. Long-term efficacy and safety of etanercept in children with
polyarticular-course juvenile rheumatoid arthritis: interim results from an ongoing
multicenter, open-label, extended-treatment trial. Arthritis Rheum 2003; 48: 218-226,

4) Keane J, et al. Tuberculosis associated with infliximab, a tumor necrosis factor
alpha-neutrizing agent. N. Engl ] Med 2001: 1098-1104.

5) Takei S, et al. Preliminary experience on the safety and efficacy of high dose etanercept



in the treatment of JRA. J Rheumatol 2001; 28: 1677-1630.

6) Quartier P, et al. Efficacy of etanercept for the treatment of juvenile idiopathic arthritis
according to the onset type. Arthritis Rheum 2003; 48: 1093-1101

7) Yokota S. Interleukin 6 as a therapeutic target in systemic-onset juvenile idiopathic
arthritis. Curr Opin Rheumatol 2003; 15: 581-586.



E1: HTNFRIEOHRIRE

— & Etanercept Infliximab Adalimumabs
[ FitA Enbrel Remicade Humita
KETOLER 19984 19995 20024F
(23t4R) (Fromunex) {Centocor) (Abbotrt)
BETHRRE 2004 (RA}? 2002 (Crohn) hEh ()
7 (JRA) 2003 (RA) _
¥yeth) (B3} {(=—H-1)
{p75+IgGiiFe) KAb
113 TNR~- a /TNF- 8 TNF-a TNF~a
#ehk 0. 4 ng/kg 3 mgkg 40 mg*
HTE HWEE HTE
20 24 H Z1m 2@ (7160
iy e L HY N
TNERE R R~ EE L hh h
fFiEthma 3% 13% 5%
e Tiib 3 XA 4y T WTXO A o
AR R B (CRED RA, JRA, PsA Crohn, RA RA
JRAGEBP)

Hab:monoclonalHiik, il A CORE8]. Psh: FEHERIE%

®2: JIAZ XM B HINFEREDO H A R5 A >

National Instilte for Clinical Excellence (NICE) 2002.3

1 &M% 8

- Oligoarticular % & < JLA (Extended oligoarticularis %40

RERZERESYS Mo

Ml LD EEHIFR andfor FERG0) 2 BN 3 & TELL

2 SR B

- MTX 20mg/m2iws 22 < & b 30 ALLEHALT b,

FEE: 5, EENR+HAIEROH LMY, or
@k AWM, PSLE 0.25mglkg/dayd FIZEiRT 2 b0

IR

- Biiem BAESE, EMCRER, 4, EERDE
BN LIEZ, BT o3/6¢core set TI0HBRFNB LAV LO

1 {EShPEEN S, 2 TTENGMIPREIE S, 3) R R UM) S O global assessment
BYCHAQ, 8)dRiL

from Guidance on the use of etanercept for the treatment of JIA



3 HUTNFRIRE FHRA R E o0 1) SRR Bt oD 58 4R 4RFE (Leflunomide & o HEgE)

(BEI10TF A D0 RER)
Etanercept Inftiximab Leflunomide
(=157 A) (=407 A) {n=507 A)
FER WHIRE 7.3 23 0.6
FASULENL R 47 6.5 20
PRV o 48.7 148 1.4
A R AHTT AN 53 50 10
BRNFFAT 1.3 9.3 00
YARF YT 1.3 6.8 0.2
kit 240 738 4.6

Ruederman EM. Et al. ACR meeting in 2003,
2002, 12 TOFDAREFRBE X7 AAERS)M L OHE
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IFLIRHAREIE B CRIER R

BER (EMNREEFEFEMRRRERE LR —K
RREFEMKRE DMEH ¥ =¥

. CINCA SEMEEE
BRRRMHER S BENBTERE Y —HE M 2E 5

. Muckle Wells FEfEEE ROMKBE/NER I BT
. TR Hh g Eh EREKBEFE/NER His RS
. Hyper IgD fEERE KIRERKR/NRF WA ZE

. TNF 52 75 {4 B85 & HABIE (i B
M KREAZREFFLERERENET BE E—

. Blau fEfREE FMAREXRERELFRBEZNEAE B/IH BX

. 15 calprotectin MLAE REEXFERMAKFIRAE FH 27






VIR

ZUTEEERNRADORBER BN T

BE ENKEEEDERBREE b —X
KRR FERRFENRY TEF =+

IRE, B, ARMNLBERN T EMNRER T OREERBERDODR
Wr- B RICE R T HIENB N, HRBE ) BBV T 555811, JRAJIA &
Virus-associated hemophagocytic syndrome (VAHS) 72 & hemophagocytic syndrome
(HPS) OERHINEECTHS, #03KT HPS T3, H& 4 (Familial hemophagocytic
lymphohistiocytosis:FHL type LILIILIV) NREE THAHIEBHD, FHRHIREEINE
1OORBFHLUTARMERBSE RSN TWS(R)  FEREHFTESL, 1-3 B
BORBER. 5%, HEVIEEREOWTN»E#D, INF L7 F—DRET
. BED 2 BRI EERE<HL, PFAPA (Periodic Fever, Aphthous stomatitis,
Pharyngitis, and Cervical Adenitis) T, RHkRLIHBREZHEITEIFHEITHS,
TR BIISLEBRARBEIBNIY, £ RBHGORIETIH ST IR HRE
BEREMKBEERTOILERSD, BIPERAD | 2THLHE IgD EEH
(Muckle-Well fE{&#£& Familial cold urticaria b i B {EBEFiX CIAS1) & CINCA
AEMRBEDERNEE THD, TOMIC, fEIHREE K% D Weber-Christian JE R
BRIT_EEBTHD,

THLTRBLUA DR BHDHNNTE VL L IR A B DN THRVWRERbH DL
Bbohd, DErEELRBMEBEAGES ., AW TERF ST, L
DRBEEBZ TEINL O LKIEBFETHS,

& EMEEBOus

7 e TERh P iE = 1:DE 3% 34 TNF-Receptor—-Associated Periodic Fever, Aphthous
REg Familial Mediterranean Hyper—1gD syndrome Periodic Syndrome stomatitis, Pharyngitis, and
Fever (FMF) cervical Adenitis (PFAPA)
T Eunah 5-208% TRELF 20RELT SREL T
SN 1-38 4-6R8 2:8MLLE 48
EEERER ggg{gﬁ\ fods)  EmERULEERE R REA B O ¥, WER %,
BEMRR i ;#¥IgDE MBTNF recetpr type HE{#
(100 IU/mikL E) (10 ng/miELF)
AiEF MEFY mevalonate kinase iB{EF  TNF recetpr type I :BIEF i
4= Pyrin mevalonate kinase TNF recetpr type | 8
BR 2LEF, AyO4qF. T5++F-




VURVTA 1

Chronic infantile, neurological, cutaneous and articular (CINCA) JEf&EE

ERENFREREAENSFER L F— HEITHM ZH 54
RI/NRFE bk IE

[#SH X IEERZES IRV THARMLVERBEL TS Chronic infantile,
neurological, cutaneous and articular (CINCAERR D 1 flZ2®EL -, FEOFREE
{EZF TH? CIAS] BIET L, NF-xB DFREI B LT IL-1 @ processing (B 5L T3,
FIEIREZF R RIGREE RHE VRN TFERROKEBTHS, SEIFR 4, i
ARIA L FRIEEAT 72O T, TDHOBBLELETHET D,

[EHIIRE 2R 10 7 AOLR (B ), FERECHLEHIIR, FEAE38E 0 R,
HARHEE 3050g. BRSBIZTHAEL, £1% 16 FFRNLORE, BE 1| »HODOK
L EFICHBE NICU (ZABEL, ABRRERT R WBC 43340/ul, I+ EK 64%.
CRP 12.6mg/d}, BEEARIRE 80/ul, BREBBERESRIIBMETExORERR ST
BERIBEERL 2D o7z, FAPAT O ANREOTANAFEIL T X TRETH-
oo BUMERTER THoZE, Bl 15 VEKRBEEMLHEFRORABRILE LN
ferk, FE-REICBERERALNILNG CINCA EERLBEL:, BEORK
TSR IR AR, R CT Ay, FAERMICIXEE Thok
3, B2 W IKEENE . BRBHIE K, BEFOER RIESORIEL) EITL. 2SSy AD
SRER CT A¥+v > CTIXEEOBIR TSR MR- — B CRg2a K{LERD
oo BASERZ, EQECOBRABRLIUCRBEOERE ., 90°/E thiy TORBED
WfEs Lo, tMOBEICITRLARERZRD TR, XERETIL, KIBEE
R E SR BIURE I AT 8RB RICERL TERL., BmiIBXETH 2
RWAKEDRH LI, BEFRE TlT CIAS] BIEF exon 4 |2 missense mutation %
BTz, RADBRICHEL TSV RF= 2, DMARDs, ®&EMFIRISE R ELZBWT
NHLENERRL, 38~39CEDRA, K2, BEERET RAFHRELIZ, 2% 8 » B DR AT,
B 77 cm (—3.4 SD), 5 E 8.3 kg(-2.9 SD). BEIXHENBM, AL, HNAAER
AR THRIBLA LN TR, MIERZE T WBC25000~29000/pl, #FFER 70~80 %,
CRP 10~14 mg/dl, IL-1p<10 pg/ml, IL-1Ra 2790 pg/ml, sIL-2R 2030~3250 U/ml .
IL-6 65~139pg/ml, TNFa<5~16 pg/ml, sTNFR1 2300~3500 pg/ml TH~->7z, %4
IL-6, STNFR1 BEE Tho7el b, 25 1 4 B BELDHT TNF #iE (Infliximab % 5-)



Tl E TH -T2, 2 7% 8 - HEE LY IL-1 receptor antagonis (Anakinra) 51,
BRIRAEIR, REM RLBICERICHKE L,

[ZLIAHTit IL-1B ILREL T Thol, Ll RELR—DBEFREILLIVE
Z% Muckle-Wells FEMRE# XL T Anakinra D SIERBEEN =2 L0, AR S
LIk ZABH TE R Tz, BIE, R 5T THEN, BETOAMASERMLE
NBDHT, BREREDHEEERIIAGN TN,



VURVT L 2

MUCKLE-WELLS JE{EEE
L 1 PR MR (B o AR NRRD 3 BT

Muckle-Wells fE&EE (LT MWS) X, 1962 4E, Muckle & Wells IZX> TGS, #
W5, ETERE RS LTI AN — 22 &3, BEREOERETHS ',
FIRBEOIROIIREMLHYD | MEFIHE, CINCA ZEDMOREBICHFEIN TS
AIEEMED B D,

Lieberman 573 1998 fEIZEE LTI~ MWS OILRFT, £ 208 LORE, BBRHY,
BITRE R, SOIXT7 I R OB ICLAERBEENH oA, FREI L, 54
< A AN R NS LD E MDD, *

FEGG., 1% 2 A BXVEBS BEBAER 55 A XD RSO FBBSHIEL N
2T, TR, Vo EER. TS, SRR, ML BDBLVIERAODE
IEREL TV, Siill 73, BHEY A VA, Castleman /72 E N E 2 bivfohs, Ak
FA LR — R R, BEERZRTICE S TVieh -7, —F . 1999 £, Cuisset
BiX, MWS OE{EBET 25, 1944 12hHBZ LA R %, E72. 2001 4E, Hoffman 5,
CIAS] &7u—=27L, MWS ODFZR T, CAS] BEFOLERFFERL: 4, CIAS] &
BFOERIL, AHDROT I0BESREINTOEN, HEERGEMRZ (FCAS),
CINCA DIEFI%ZE F, MWS & FCAS. CINCA #NENIZE—HENE BB EXN
v \5 5, 60

HEREFTH, V262A LW ) CIASI B TEENHD, ZORRLERERIZLIO MWS &
FEEDWILI, B, 7 ROBAT BEOBSERESERHIN T\, ZOEH)
T CIAS] BEFOEREIL. BTHEO 10 2FROERLIRR-TWS, -,
BT COMETHD,

BEHR
1. Muckle, T. J.; Wells, M. :

Urticaria, deafness and amyloidosis: a new heredo-familial syndrome. Quart. J. Med. 31:
235-248, 1962.
2. Lieberman, A.; Grossman, M. E.; Silvers, D. N. :

Muckle-Wells syndrome: case report and review of cutaneous pathology. J. Am. Acad.



Derm. 39: 290-291, 1998.
. Cuisset, L.; Drenth, J. P, H.; Berthelot et al.
Genetic linkage of the Muckle-Wells syndrome to chromosome 1q44, Am. J. Hum. Genet.
65: 1054-1059, 1999.
. Hoffman, H. M.; Mueller, J. L.; Broide, D. H. et al.
Mutation of a new gene encoding a putative pyrin-like protein causes familial cold

autoinflammatory syndrome and Muckle-Wells syndrome. Nature Genet. 29: 301-305,
2001.

. Dode, C.; Le Du, N.; Cuisset, L. etal.
New mutations of CIAS] that are responsible for Muckle-Wells syndrome and familial
cold urticaria: a novel mutation underlies both syndromes. Am. J. Hum. Genet. 70:
1498-1506, 2002.

. Feldmann, J.; Prieur, A.-M.; Quartier, P. et al.
Chronic infantile neurological cutaneous and articular syndrome is caused by mutations

in CIAS1, a gene highly expressed in polymorphonuclear cells and chondrocytes. Am. J..
Hum. Genet. 71: 198-203, 2002,



IRV 3

N Bl B YEEA (familial Mediterranean fever)
EREBERPRNEE BIEETS

B FpEtE b e (familial Mediterranean fever: AT FMF) i, #80iR TR B4
EEDRER BIRER Z R T EREAFSLHEERORER T, HPEEHLOA
EICFRDH LD, BBEEHIILG FEROMEE, BIE~DORESERSNL TS, 19974,
2 DORERRHS pyrin (B4 marenostrin) LXIXNAEBA22—F I 2BEGFICERDHE
Raiiz, FMF BEO—HiT, IBEE FIORBEL TOAEBRMETIoA N — L A0E
REEZBERITIEFMOEN TS, IBRELL TINEF UBEZTHS, HFigH
FERIELTIZABUNAOBREFI D2V D, BEANTHEBEMICBERGFETS,
BEERAEIR FMF SRR B AtE R IE TR, 38°CLA LR A 12 65D 3 A IRF
BT D, FIREHIICE S DIRBK, BIER O DITIER. M (R ) | B (R, 2.
A% BEEN) 28R 2B

HIEEE B/ REFENL. £% 60 A, SERLANHTEE DK 65%03, 2055 LLRINT 90%
DIFEEET D,

e FMFOBLEEGF MEFVEGRTHII6EREEERIIHY, 1007V h b
BRRESN TV D, #93.7 kbDIEEDS, 78107 3 /B TSNS E Apyrink =2 —RL TV
B, pyrindD Ay LYy —RNAIL, BMERO P THEIZFFERICHEBEL TS, BHEE
TIZMEFVEBGRFDTIY1, 2,3, 5,9, 100490 B R TFEENERIN TV,
E148Q, M680I, M6941, M694V, V726Ai 5§ commonest mutations &&iEi, FMFEE2)
LI HER D 0O BE 3~ TOREEDTI%IRO LN TWE, R FDTLVLREF
EEHFE R TERSTHEERERS—FH L TWIUEFMFE2Z2ETL TEY . 5 commonest
mutations LAAAOBLTEROHEEIT1%LLTEEND,

FMF E{EOFHREL T, RIEFNL D PEGREIHY | iF PEROE/LRETLEDFKE
ELTEZLIR TV, LAL, invitro TOLFHERBEREARAT TId, BEF LEZRDR,
pyrin {2V TEERBARANE N, BERRICH LU TIHHREICERTEE 260
T3, TDAyEL % —RNA T, KIBM T, R, FBEER, HEICREL TRY,
Vo RBRICIRSEEL T2y, BRECH, BRIERR T, FRERURIZHIERL TWD,
RIEMFARHAL THBA v Z—T2ulJi <R INF a iZRIGEL, Ay Yy —RNA
DOFEFRITHEFR TS, pyrin (3. ML T microtubules & actin IZRTENSRHLILTEY,



HASERAIZBER 5, 2/LEF 1T microtubules IZ/EF L. i E{bEICEEBY 525
TEMHBNTEY, FHEaALF U RERFEHTHIILIL, RIEBL~DFPEKE
BEHF ORI ENE X NS,

B FHIRRaAeFARBEZTHY,. AHIMRSELRET LT Tl FIE
DFEETHLGREETInAN— SV ADREL T 5, At FrORE&iIT, BEE
MEEEAT1~2 mg/day, /MR TH0.02~0.03 mg/kg/day T b, BEIZLDEE D60~
T0%DT2EME, 15~30%HE 53 BAEL . 5~10%75nonresponders Th B,

Ft& JIABFEE ORI 30~50%D, TIOAF—V A REL ., HERIBERELL2D,
Bt B B REMERBIZ DV TOEMIN INFEVERS (7R — 42— http:/fmf.igh.cnrs.
fr/infevers/ MBEIT/RB,



VRV A 4

[Hyper IgD EfEEE)

KIRERKE NERFEBEEY, IS HRAR ER?
REAE KEREERAH RERZEEREY
WZ:%%UE)
HEEEY EH B BIFRELY

Hyper lgD JE#%EE (Hyper-IgD and periodic fever syndrome: HIDS) i3#% « 725K &
SHERIL, MEFF IgD BL A DEELZHF-T-RBFREELRVIRTRBET, 1984 F
{2 Jos van der Meer (ZX>THID THEEXN T, mevalonate kinase  MVK) Bz FE £
PRE O Y HIDS &2 HIDS (257 fEh 5, LUTiZ HIDS DR W& Ea R ~5,

[R1ERE]

BFEE(38.5CLLE)
HERELRORBHEMELBVERT

Vo EnfERR (F5IZ ZHER)

REEREER (M@ot, T8, iE%m)

FEREIER (RLBE ., [295)

BAERRES L i3RI &

ek e

SRS (ESR TUE R L USKAH L & i Bk 18 00)
& H8A) HIDS T, JRH Ao B BRI

¥ ¥ K K ¥ X X X ¥

[HERERT L]

¥ 14 AL BB T2 B EIEF gD BE (>100U/ml or >14.12mg/dl)

* IgA B®iE (>260mg/dl)

* HHA HIDS T, MVK Bz FOERBI U MVK BREMHOET

HIDS BEDELIL | RUANLERE/EIMBEBAN AL, J94~6 BV V214

WA ITRERT D, FPIRIE, Vo " EhEAR, 5558 . BEERAE . BIEER ., EREERRY
A REEREHEV, K9 4~6 BORMBMEB O TRIROFZIEEZLIMNZ T, I IgD ix
HEBHITIIEEDOILLE W, § 80% DBEITMTE [gA BIEE LD, T, FEIERIC
PSRRI B MERE S, CRP BE, MiEP7InAF A ZEEE, ESRTUE, A bA
Fy R —2iEM R DRMEHIRGERD D,



LYBEFCETIRELFRE LL T chromosomel2q24 FiZhd MVK Ein F4E R
BEAINWFEEESZLNN, BERORVEFH S, BRE TIIAIE %5 RATHIDS,
% &% RB HIDS L X UXHIL T D, MVK iZ HMG-CoA MbaLX7o— L 28
HREBIB<ERTHY, ERBAVEORHEVBRBICEEEEX5LE LT
%5, MVK DT XRIBENIAN O BRI THHH, HIDS HITERERERDS Bie0h720
FTLEH IgD EEERBZNIEDD, MBILTET= BIDKRBLEEZHND, £-T MVK
BETERIZ HIDS BEO—E THHLBTOMOETOEEAgEDLID, —F 2R
HIDS OFEIiIRE T, REAH HHE) HIDS IZHE~BE THD,

BB RIEEITILND, RFF 2 etanercept Z2E BRI TWB, £MTFHIT
BT, BIER—4A BRSO OONRA~FTER L -0 RBETHRAIZET LI
BEMBIEOROLOLNA,

Bx BPRBRUT- BB HIDS OEFERBIL ., BEOBMETRDIES LU,

UESI)4 5 5 8., [EFIREERE. BER. EH. [(BEEE ) BTN TRERRT
£, MRREFREN 1gG2 Y7 I772AKBE., EBV BEMRERERE, [HRE]
REIV1~2 » BIC—EERCHSHEZ EOBBRELHRIEL ., TV LES
IgD (20~ 80mg/dl) | IgA(800~ 1300mg/d)it R 4 ICEE LR o=, RERICITEET
DRI OBAEIT R FERITE B TERERL, BRMHTIIFREY S HifER., ALBE
LR, B LY HIDS LBETLIZ, MVK B FERITRDL-T, FBVIL kB
kinase Z1—F9% NEMO B+ ZE2NER THIRER R BTSN RIER L
<2 (Anhidrotic Ectodermal Dysplasia with immunodeficiency: AED-ID) 25 E:8#5% BT
HY, MRIREHFRM 1g62 T I/7ARBIEELLR> T, R EITHDHIDIE
BROEFIIREI 7V ORMAICLVSREHOWFLTR D TRY, FBIRIZBNT
LEMMREE TV OMIRIEL B I A MRREORERRO AL
LT RBEIELBO L, BERIELMIE IgD LORB#E & HIDS O RZ A
RENZ VR, BEHIDS 3EREREN. REFIEROOIERNLEATNHLE
Zbi, REOBEABLICEROBISIC OV TELROF RN D,



VRV L B

TNF 32 75 4 BE A A 20 (B B
(TNF receptor-associated periodic syndrome, TRAPS)

AMKRFRFREFFERRERZEFSF NI MR &

TNF 5 75 {4 3858 5 #A BIiE 1% 8% (TNF receptor-associated periodic syndrome, TRAPS)
i, BETOIRBLEEREDO N ELRELTOIREMRETHS, INF OXHHF
T3#% TNF receptor 1 (TNFR-1, CD120a) 22— 3 58 F INFRSFI4 DERNBE
HTHY, HREFEEEEOBEHELD, -

1. HE _ T

TRAPS i3, BEHEEEIBVEREE (B 1) DT, familial Mediterranean fever (2K
WTHEREL, ZHUETIZ 150 FILL EAHEEN TS, I—ay/ SREIT 7 AL
KR, RO b RRBBFOK % G TRY, filc, 24 Y%, 7o NaRk
FUE AR T RIEEDRERDD. B R A ITEMOT T RELTHIDTH
AANDORIER a8 T= (Arthritis Rheum 2003, Eur J Pediatr 2004) , &R TiX. %
OEBEZRDBREIN TS,

2. ERERIEIR(EK 2)

SHIRBIRIETLHHBEL BEEMOPREDL 3 RTHD. BRNAEOETEE
RTHY, 38 CEBLHREEN3 H~HBER (@E 1 BRI L) bR 2R EE,
Tt 5-6 WREOBETEET. BEHFEEREL T, RBEOFH AR, MBIER-CIREH
DEFEREDIRIER . ERREDBLBER, BLOERERRERLENS. K BIE
T, B8, BUBa OO R EL ., HRR OB —F L THIERL
HOHEICBEIT b0 ML, thOBEIEEBEREL LB T5L, B
HIFARWIEE BERBLIURBEOCHFAREZEIZEREREDORB THDHEENT
WX 1),

3. AR

~ BT R CIE, BERFICI, FREE % (30,000~40,000/mm’ HFE Tidizv) |
CRP E& . 747V /=5 B, RILTUERE B ALNS. IL-6 OIERAZRBRL TRE
sadVAER ERTHIENZV. RROREFAL T, BRIEMXHAO ML
sTNFR1(soluble TNFR1) EESFZRHLBZEICHERTHS. BIERIIEEHEANICE



RTAZEL5D0, hOBMEBIZILBL CEEICEEES. Fi2, PMA FlIZI5E
KSR E D TNFR-1 DFEIRBD B LU R LB O sTNFR-1 BIOEE N EHE HRIZ
ART/NENZELEERET R Tha,
4. BHHE

TRAPS BE D) 15%I2380 T, TNF- a RF I > TREEENA IL-6 DIERICLY
FF#Ba CREA SIS serum amyloid A (SAA) BHMICIEEL ., AA TIAfR— 2%
¥4 B, TIOAR -V RAEBREO LG THRERETIHE—DERREHETHDH,
FOEEERIERIZL>TERD, VATAVOBREPEHIERTRENUNOER
WZHARTHERTHHEEESN TV A(24% vs. 2%) (F 3), SAA DLFL, BIZRbLE
Z0Red<, AT B, BORAR. RJE. BB, ABEE, . R, i icbabhs, B~
DIEERHONDBED ZIIA 7 —PREGHERIEL . FERMIZIIBRLIES,

5. 169
1) NSAIDs

RBEILL AN THA, FHRBCERZE OREERICT T2 RET,
2) FvR=yuar

AT AR BRI T HIEBREDEED—>ThH D, BRA T L=y 20
~40mg/ B DNIR TRE2 L DEREMGITHIENTED, AT AR ORIE AL, #F
RGBS OIOREL SIEMFI RS LB I ED  IEREFMAZDICLVE B,
SEDFE R B RELIp S TLBIETHD,
3) Etanercept

TNF- o FHEF#ITH% Etanercept (X, sSTNFR-2 DUN A REER AL 186Gy O Fe %6
SFEDERFAZEEATHY, TRAPS ORIEAN =X 2% RANCILE T 55 FIER K
AlENZ D, AFNCLVFERICHBBEIELHERSEHILTTERLVD, 2FOAROBEE
RFLEEFEIPD L THERTHALEESN TS,



1 FRENERERE

FAMILIAL HYPER-IgD TNF RECEPTOR-
MEDITERRANEAN SYNDROME ASSOCIATED PERIODIC
FEVER {HIDS) SYNDROME
(FMF) (TRAPS)

BiEkR BREda RRokitsi BRAREEs

SERAIAR 1-38 378 AEmELLE

Pt 4 £ R M3, 85 HEY iR BBk, HHN

BEMR ¥ hCSa inhibitor | IgD>>100 U/ soluble TNFR-1 |

RERETF MEFV Mevalotine kinase gene TNFRSF1A

BicFED Pyrin Mevalotine kinase TNFR-1 {CD120a)

TNFR-1: TNF receptor 1,  TNFRSF1A: TNF receptor superfamily 1A gene  (Drenth et al, NESM, 2001)

#®2 TRAPSODESERELE FITRAPSTEEENTWES TR TNFRSFIAOTR
EAD TioqF—i A
ik L IRAE (%) ER u R A H DEHIER
M 100 Y20H Exon2  Jewish
£ 94 H22Y Exon 2 Scottish/German 0/6
BRIEOBBIR 94 C25F Exon2  Dutch 0/4
C30R Exon2  European 242
gﬁg{uhli Y 315 C30s Exon 2 French 0/5
; n C33G Exon 2 Puerto Rican 172
ERRS 68 €33y Exon2  European 213
i3t~ 69 €.193-14 G—A Intron3  Scottish 0/5
Eet 62 G36E Exon3  Spanish
713 62 ;380 E:on g E:Itch 0/4
43R on ian
REFBOTE 62 P46L Exon3  European, Arab 03
RN 50 T50M Exon3  European, Kabylian, 118
Bigh 50 C52R Exon 3 Spanish
i filied 12 C52F Exon3  European 415
€558 Exon3  Belgian 3
. L67P Exon 3 French
{McDermott EM et al, Mayo Clin C70R Exon3  Arab 0N
Proc, 1997) c708 Exon3  Japanese
C70Y Exon 3 Dutch/indonesian 148
C73R Exon 3 Finnish
586P Exon 4 Scottish/Irish /4
C88R Exon 4 Scottish 0/8
CBBY Exon 4 Finnish 1/4
R9ZP Exon 4 Dutch 0i3
R92CQ Exon4  European 0/9
CosY Exon 4 Slovak
cosy Exon4  unknown 0/4
F1121 Exon 4 Finnish

INFEVERS Database(http:/fimf.igh.cnrs.fr/infevers/ & U k¥ & -3 E,
European: 3—0 v/ iOMBOABTCHE, /~ BM, * DodeCetal
{Arthritis Rheum, 2002)



URYT L 6

Blau FEREREL EEMY L IA R — R DN T
—NOD2(CARDI15) B FEH L ORR

EHRFRFREFFAREZNRBE IR BX

Blau FEEREI T R VR K, BEik, 5% 3 EHEL. LRI RE TR ELR
EBHRER THS, EERERVVFLOBERNEZET I, HEARSOHEBR
FICTIEEEME LR N SEEAROAIECIY, EBETICVT=3, ZRUERICES
B, BER SIS PEN LI, RO FRIILTLLRHFLIVIRN, £
I OBEHRTFLREHFREER T, FRAFLY 16 BREAFICELERTFIF
ETBZERBALIICENT, 2000 4, Miceli-Richard HIZ X0 FHE# = Fix NOD2

FARDISY ThHHZLNBESN TS, !

NOD2 EEFit, TRV A, REICBOTORENREBSNTETWLANOD 77
V—EBD1IDO>THD, 2 NOD2 {TFELUTEER, v /a7r— I HBRL TR, g
BEMIBHL TS, 1040 BOT7I/EEINEY N KIRLVEORBEERICEER 2
fEl> CARD (caspase recruit domain) KA, EA{LICBEHE 4B NOD F AL, #LTC
AR IRIZIE leucine rich repeat 2STFTEL . #ME O Hl k3 BE 18 FX B 43 B € @ Muramyl
Dipeptide(MDP)% 52342, &L= NOD2 {X RICK %#4r LT, NF-«xB % {& L4
HTEDBRLMBIISNTNS, BIH, NOD2 i3 & BRSO3 —E L THIRNIZTEF
FL ., NF-xB ~HI# 2 15E T 5, 23 E T Blau JEIREE TIE, R334W,R334Q,L469F D 3
BRO~TORRERLBBEIN, ZhHOFRIL, NOD2 12X5 NF-«B iHHE{L%
MDP 7Y DY FIEEFHITHERTIZEMNIERAEIN TS, * Tid, NF«B OiEMH
EBREDLS W TAZFEFRES I EEIL THEOEA50 ? (IHERN, BEEHNEVS
AR BBRELKNESITRERZFHETHOTHAID 2 BERN6, SBETIHh
HORBVZ T ARRZEIZ /LN THEY, 5T, Blau EEBESITRARY,
NF-xB DE#EALETA2L2073 NOD2 OEENFHOLND7a— 1 HBICB W THRAE
ERELZ R THEIERIL, FNFNOEBRICBIAREOFREEMEOBELE
B KERBEE,

FHEEY VAR - XL Blaw FEERELFIL 3 E8E0 5, BARAIZEELIL TV,
FIEEBRHEARORWEBR THD, YK EROSBLIY, BEEEILVaA -2 2D
1 BHZBW T, Blan SEREBE THRESN TV ALOLFEL NOD2 BRFRESRERLE,



INEEBIC, YRR EREUVNEREPRLELT, BATOEFEEH I La(F—
TR E G EAL . NOD2 G FRERRITLI,

INETRELIC10B1, 9PIIC T BRELEHI~T rRARERENOD2 IZRD
P45l Blau FERBFC A O072 R334W T, 7RY S BT N THRARRER ThoTe
(H496L. M513T, T605, N670K, D382E) . SLICHTRBLTFRE ONFxBEMLEEL
BEUTZ25 Wb MDP JEEETEMEIC NF-xB OO LR 2Bz, PO
B, Ko OEEMEYS VAN — AL BlanfEERET, NOD2 EEMNKFECLTEE
THHIELETRT D, Tz, FDREIX NFxB OFEMO LANREETHIEERE
TLHDTholz, BER 41X, NFxB OIFHEBE DLW CHFEF KL S &
ZLTHBDNESBWIZE X 5K, BRBBREIEMA TS,

STk

I Miceli-Richard C, et al. Nat Genet. 2001;29:19-20.

2 Inohara N, Nunez G. Nat Rev Immunol. 2003;3:371-382.

3 Chamaillard M, et al. Proc Natl Acad Sci U S A. 2003;100:3455-3460.



VRV L T
7 calprotectin MAEZ ££5 & WA ME

RRXFERXEMIRH FH =7
BERTER 7 —/DREER A B/EA

% calprotectin(ca) A FE &> BB MIAE 1T, FLIRHLVRBECREL KETHHL
UMERREE LT 2002 £E1T Sampson HIZ K> TIREESWA-V 85 Tk, BBRHI?E, A—
FBLHEINATEFY 25D 6ERABTHINTNB(ER),

FOREFRBIT, REBRY, IFMIE, i, Vo~FKEEARL, MEXLBERE D
FENRGER ., LR BORERERY Thd, REF R Tk, CRP OREMEFFCMIL
LR Y ORIERIGERD  FOMIZ /MR, BB, BHEZESEL LW EFLS
B0, HICRETEITRDOIL T, FFER2OIE, MPEEERY calprotectin D3
L BETHD, &F TRIFIIER FRO 4-10 2. %E13 1000 £ EIC EREL T
A, RPESNITIRESN 3 PICIIEEGE THoT-,

BERFIIEN 3. 4 ODBTHITH5, BUER 413, 9 RIVERERBEHRBHVEE
BT F LBMEAN T PSL % 24 S ETHRL TV, BRI FUER LM
OB HRIEREZEL, FFEIE. BM, Mt TEEERD TV, BIRGER 3)1X, fLIR
HIVHBRIET 200, 8 VARIZHIRIE, &1, Vy~FEFBEEL CK EEZER
INT W, Z0%, BECSE X, FERU A Hi&KEZKEL. CRP & CK BB FEkR
Ui, 14 R, E8HBRIETERBEHOMNE, KEREEETLZRD ., YR THED
2 Duchenne ®UFH A7 o—LHIBALT-, BIERC MBS & MKt cal DEEZIRD
7=

AFEBR T, cal DB BREIZIAMBP O cal BB ERORE LEEIN TS,
cal {ZFFFER, BER, 7 ZF /3 AbD cytosol FIZHIEERIN VT LFEESEB T,
S100 BEHO—FETHD SI00A8(MRP8)E S100A9MRP14)DE S FEEL L, WV
BB ESHEALTWS, MPERTEBETATIVC/E TS, BEOHEMNL- M0
FHEEHR ORI cal ITHEELTIRY, TNOIIEDFRIER LRI, EHRORH
WA ERESRITITILABAL., IOV TIERHRRZIRESZ 2L T3, LAL,
AREBOBERBIL, BRRZES. XKEOHSBREBFOREBSHMAELLERY, oL
% S100A8/9 DERHEEL TWALEESN TV S, S1I00A8/9 B BIE, TR RAD
FECHBEREERZLICI2HMRESERR, FPROLEANRBR~DOEER
MEN~DEEEDREREZN L TRERIGOEEERALTFE2LEND, & cal MLEED
JRIKEL T S100A8/9 BEAD B K ITELYIT catabolism (2RI 2R FENRHEEEN., &
FHOFELNVBCHEROBELEZLN THAY, REAELT SO TEERAR
DE DL,

(3L7k)
I‘}Sampson B et al. Lancet 2002;360:1742-45

2) Saito Y et al. J Pediatr 2002;140:267-9
3) Hambidge KM et al. J Pediatr 1985;106:450-51



EFIDERERERR TBROEVKE)

EF1 EH2 EHI3 KDl EH5 RS Y
8 18 9 14 35 21 i8
i3 8 & B % B B
RERE <-38D <-38D <-35D EX EX »HY
HF A A biol &H bl b A Y T8
BIELR fi1k:37 3 L L ik 03 18 2% B M R {LABAE
" TR TR
Ve FER BE B 8 RAE ¢ A& BaH % Rz TH
TR
CRP(mg/dl) 4.1-14.3 10-20 2.2 1.7 4.5-14.6 B
hemoglobin{g/dl) 8 9 10.9 125 8 TH
& i Bk 2000 3700-5000 1500 5000 3800 T
BEZR(%) 0 1.8 1.9 4.3 H
i PSR mol/LY B! 180-200 82-96 160-200 175 | 120-197
R E 6 22 mol/ Q) <0.2 6.0 il E 6.2
M ¥% calprotectin(eg/L) ®2 6.5 1.4,2.55 9 6.1 1.5 FRMTE

1 EEBME 1018 g mol/L

2

EME <1me/L



— e






1. CK EF CTEFITEBNRFIR A ALN - B EM R LD 2 EH
—CK ®IEF| &0 L

IR P L ER L 5 — R s R
AFFEART. BRI, BERE, R

EBHRATIIHEREELHER., MRI CHEEOE{LE2RBOLIZLEHST CK
NEFBEDOZLEHD, SEIFEDIIREFEEE EHK (IDM) D 2 FIEEERLUT-0OTH
&1, CK BETH o EF L LBRET 5,

, T4 B R (96 DAL THE), 3 EILEIEEHY. 4 5% Gottron {#i&
R, HITHEE ., EEXTERWEOBEROMEIRFHIBHIRL 4589 B TABL, AST
42 1U/1, ALT 19 IU/L, LDH 401 1U/1, CK 91 TU/I, Aldolase 8.4 IU/L, IgG 1920mg/dl, #57E
R CHIFEME F— MRI (T2) TREBEOHOVEAMESIE S, HERTHAD
FTRHVEEHREBWILT, L F=yray 2mgkg BOBRBLAZRLNZ-AEE
RHZFRL, THFF 7V PR TOREREOH HETEY MTX AR CHARIELE, 7
T MTX 1k, 8 % T PSL Hik UBEILER 2 ERITEBL TV 5, c;t 75
ZR .6 BRIZR5TEXD Gottron M, FREDRE & & EREA TERV GO T B
Hl RO AL, EO®BMBEIT RV REABEERWIREDERNBEHY, TEEFI .,
AREBAZZ2THLMBERE TEERCK ER)RBBEIN TV, 7 mSEm2.
AST 32 IU/, ALT 12 TU.L, LDH 371 IU/I, CK 49 IU/1, Aldolase 14.1 1U/1, IgG 1740mg/dl,
FERTHFE F—2, MRI (T2) TREBEOELELABE S, HFERTHED
AL EBHREBU LI, LRV 0y Lsmgkg E 7Y FA 7V TR A EIEL ., 3
r ACREMDBH TR, 5+ A TR AISIRER L, miFic CK E% T
AIENRHI RS A D47 7o) IDM ORBIHZRER - TRV EREZE TS,



2. BEICEBLTWAEERZD 14

BBt AREA RS BATE

FEFNEERK 3 & 5 BETNORIE 13 BROKIR., FrE 10 FIZHEBEEREER, 11 £
IR, REERILHE, EHESRER. 3FE2A| £2FHRB R U
HET, FEIAHHEA, BEABEL o7 IHE THFE/RRIEREE R L OZHT
THATOANRARERBEZ T, FE 4 ASRTL . TDHIERALKE.
heliotrope ., Gottron sign & CPK BEZ Y, SOILEHFDE TICARKILZIED BT
BEEGLMEST, HERTHRBHREBUTL, BTV N="1, 60mg/ B TNHE, KT
BRI L TET A= AR 52 AL, HETE CPK BELGERHNT
BELT, UERLICI V=Y o EE, 13 4 12 BICHEOHE, fiHETEEHR
LERRLHET, v i="ny 60mg/ B IZHE, SbiZ7a7x A7 73R 50mg/ B BRAEL
TEML -, A L CIF 7l AARE 2 H R, D@ Ra TV R=
YurELR, B4 8§ Bnbi a7 X7 IR, 3VURY 150mg/ B4y 3 BRtAL
T 15 F 1 A, FABKRUHE TR, CPK b&EL o7, BREFIBTL L=
Yoy 60mg/ BICHEL . SV IEGEHML TR IEE LT, BB R LIV =Y
&, FE 5 AL I7aARIBE, A ATHEBLIZBRSP B2-MG HFEHEL T
12 BFIEL7, 16 9 1 A, SARBERUHIET, CPK BELLVER LA, 7LV F=
Yoy 4mg/ HIZHEE, 7VWF 47U 70mg/ B BALEAREANEREE L LNS
BRESHERLF L, 8 A fHAET. BETEBESHHEA, BREHEL, F&P.
AT aARRIOBIERNERTHYE TRKIIR 2 IBITL, MELHEL IS, 5
AEEBA L TEIBRRICEEL TV, 5% IE OBREZZELTWVD, TBHF
B DWW THBURTEE 2V,



3. /NRREERHK IDM OF k& BIITEH T A early intervention

'BER B RFERER RS EEREREF D E (NER)
'R RBRERHZELE CEXRKFENERBRAFRFE

R RHETS ' BHHEE | AiEFHEE °, Bl 1 ',
BIGE T G ERME | SPRE | S RE L MR

<ER>/DREBHROIDMyTIIRERHERIZKAITTHILM0, MIB2EIZIE CK
EMXER T, WERER/ BAULRWHIHEEZ, £72IDM TIIE AL ~TANA B
PERITIEL, 71 Jo-1 FLFKIITIT LB TRMETHS, Lichi->T, IDM DOBEIZH-->T
. BERPHEEREICELDNT, KEETROOHET§TAZENEETHD, HF
TIXEZ M IDM 8V, A7V —=7 LU TiT>7 MRI(T2 S&ERE &) TH#H&IZ
BmiE S EEFRHTIE, ELOICHERETIToTEW2HEEL., BHPLOIEEMN
AxRE->T%, 4El, ZORBZE IERNT AN IDM OFRICHEEEEZ DD,
Hx DLW B AT ADE LRI,

<HBRUVHFE>ZO 10 EMICY B E2Z2 L7 IDM 17 §iI(5 8, &2 9 B, RIEFE
6.6 ) A HBELT-, 169K off % end point £ 7= Kaplan-Meier £FDITEITV ., FTETBIZ
Db 2R F% ., IRFRBAAREORT R bRETLT:,

<HER>IEFETIE. £ PSL ARR. 14 #1T MTX {#A. 4 T CsA ftH, 3 FIT
IVCY DT T, £E T 17 BT 6 Fl (35%) B5iEL (EHBR BRI 5.6 ),
5 BT 29.9% ThHolz, IR DLAEFE2RT5E, 2, IHRALET
O, fiEhiik, CK ., IBREAE L, BROFRETERICAE Ui, L,
1SRRI B O I CRHER T RSBEDOTEIRR (5/6) 13, KB ICHEREHFIFHD
SEIEE (/11D LA EITENR TV (Logrank test P=0.0053) ,

<FE#H > HIERBBRRIOKRZ O R0 BN LOIERMN AL, IDM OTHE2UETD
AREMEDSRIREN T, T DI, IDM DRI BT AR B OEEN T R/ NER
EIERETILENHS,



4. Baker’s cyst &7~ L RIEE NA DO—Fi

BAERKRE DA DHEF EHE /. FRRE. @8kEE
RRZFERREHMBBERIVFERE Z— B #&

[FUDIZ]IBERICAE U EAIT Baker’s cyst &FREIN., HEERED S HEIE S OfH B
B3 ARIREORIEIZLALDEE L LN TS, JIA BIRIZI51T5 Baker’s cyst DR
Bilid 72K, 5B MRI LB EHEBREZEITL—Fliz o2 8E T2,

[FEFI]14 5% 10 7 B D&k, NS —HR— VIR LIERL T,

[(FRAEE)ER 16 F 1 ADHRE R MP BEICEREERSIMIEAL, 2 ATAERT
NA LBErENT 707 237 N AMIEBEREZ T TOERBEER B L7,
4 BB T2 L TA/ MR —b, T axty | SV m A X B85 BLA
L7z, 4 A TRIXVA TROERSDY , ZEAMHKITIBML ., 5 A LAICE TROBER)S
R IR - TR IR D= D U HBHIARRL T,

[ A\BeRFERiE]25 PO BRI AR 2RO ILSMITREFRT Rl RETIE, #T
G (B, RF 489 1U/ml, RAHA 2560 1%, RF-IgG :#5t%. MMP-3 778.8 ng/ml. b
7 A2 B 204.5 ng/ml, HLADR4: [B4% ThH 7=,

(BT RS AICRITUBTERE CIiE TRERMNICHER O N TE
PEREE A O MAEAE -, MRI Ti3 A TIRENRIEHOE TICEHESEETS
BERAPR2RAEZ R, Baker’s cyst DREERE Bz, 8 HIZhefT L7z MRI TiXEHE
EHORRIEFIZIIBREOAR LTI ERELRO, BEERETLARHIE
RRARETRDT,

[#53E IBaker’s cyst &L 7= JIA BIEFI% 5 & L7, Baker’s cyst D PIEI-CREBI HiilEy
DEFAEOBENIE MRI LB FERENFR THI LB,



5. RF[&1%, ¥ CCP ARG FIE R R B E 2
— Bl R B AL —

HRR/NRIRBERE 5 —
NRFE RER REREE
BRSE BEBEAN HARER
BER AHIEE

[B89)/NRIBHEEAFRIZIBT JIA OENITE LT/ DEE 2 5 CCP Hiik%HiE
Lz, [ BE]

/NREAFEEB A

SLE3 f5,DM3 #il, MCTD(RF 311 51, Sjogren(RF BB

FHBEFRER 16 FI(RF Btk 2 H)

1 1 F A AR B AE B 6 B, EARHA B My 2 6, € it

/NEHEIRREE JIA @ 23 i

sJIA6 ., oligoJIA10 B, polyJiIAS HI(RF IBHE 5 #l). PR BHHE 2 ¥ (RF
B2ME)

[# & )anti-CCP Hifkiz oW Tk, ftid RF BBEBIER RF BBtk 3 BT anti-CCP Hifk
PGl ied o, 258 J1A6 B Tid e TR, RF BB JIA2/18 THtk, 2O 2
i3 CCP MM TELITEIT L FIRBERMRES Th o7, RFBRPEIIAS/S TH,
RF BB BEAY JIA (32T anti-CCP HLERBM4E TH -7z,

(#3% Janti-CCP HUABBME X 2 RAFE JIA ~—H— 272055 LB 2 Hhi-, RFEEMETIA
T anti-CCP HUABMERMED 2 HilBY, 9. B BBEOKR T, EEFREDOHEAT
RIEL, BENDL 1 £ 7T, AFFERESERODEVNIH ALK H -7, Hi CCP
FUEZRIETHILIZLYD RF B, $1 CCP KB OREFIAFT L KRB L TR
UM TET:,



6. £ JIA TMEDICH CREEIFEAREEELh R EHEE
FEFAEPXL- 4B RH

FEREEFRREE/NEHNTE BRNBSRCRR, MBI, W/ RIEK,
8 Fe. SREmM, TR E, TEEE

BERS/NEREEF— NRB RIRERE
ERERELRFHBRERR NAR EdHo, R, FEEmnkE

RERI) 4 me& B, (E7F)/IE. GERER) Gl BAEE, R, (RIKE) BCRERR
LRBERITL, RBE) 2003 £ 10 A 26 ALVEEICT2HE JIA OIRET,
AST, ALT, CRP @ _EHHY, JIA BEALL TmPSL-pulse BLU=rRT7HR, F4E 12
H 25 BIEEZZOBREE AST, ALT O L&, BERHOIFEFLEEEIN I/
1E, LA UAFSRERESIIETL, BELRDAOAE 1 A 19 B ERHCBEAR, (A
i By iR Br BL) EiE A, PR 8B T8 i dom fhED SBRBRIEH. EEITFELIW,
TOMFFRT~EFRRL, (NRFOLBREGRI N AT —EHE, tIrEr,
BB REER D LF, PT, APTT, HPT 2RERE, 7=VFIER, aJfE L2 L ESF—
10100 U/ml, BFRTA VA, CMV, EBV 728 k& T, FiER A, LKM-1 E, &
IhaRITHELREE, (BFRERE]ARARL. EH MRUFERXR, 7V EEK
T2 THIER, IFER)RMETRB, ((FB) AR 3 A B XVFFEEEENE, PE+CHDF
LT T 7a AR R aHE . mPSL-pulse Ehti, AFRIEIEEBEDL, AHEE
<ERMR, FE A FE B 3E C BUFROBIEFR T, EEMETHY, FTEABRMEESHE
7=, EEFZHEOERLARIBRICETL UT> TV, (B8] AR, BH
RIEFTRITERON T JA ICRICEHT D ru7 7y —UERGERRIIT ERNL
EZ T, ERENCBIFERT 4 (FH) L7278, JIAWZ A 693 FHO B &2\, FHOR
FH &L THRERBELIAR A, BRERB LY B CRZEHAT A (AIH) T2 GEELIHITHR
L. BIEFFR CRIETAIENHD, OB CRERBEEHTIILENEN, ) 2EL
7o, FIREHE L2 LB/ —REREI L B CREFARENBESN, BRET5
D, AIH ZERICB W TRIICABRER S HET AR LM, £
T E T LRBIRICE ST RA U ReB b,



7. AV7VFR V2T Fe5ERL T2 H TR ESE SRR (1A) D265

FILRFREREEFREMER D RERE
A B MBEEA RLAH, WTEF. ERET.
RERER, FHEE, REES, REER

FEF 1:18 F &, £% 8 » AR, REEREEL 25T JIA L2#shi,
e DGREMEFIAR-SEEHBEOERSETE CRP OBEENFFKEL PSL
(OSP+40mg/day) DB REE THT-7-OFERK 15 F 11 ArbALr7IR <7 %M
PEL T, BAMABIAT R KR 364°C H & 143cm(-2.98D) & EH 40kg(-1.8SD)
Steinbrocker : stage4 class 4, ACR20 {ZITEL2A 57205 CRP(5.3—0.1mg/dl), 7 /b
8 (69—10ng/ml) DIE T LEHIZBEE R OLENRHOLN PSL DFEE (40mg/day)
MAREE Ao To, L LS EHKIC 1L-1 8 IL-8 O LA 2SR OB, . M
ELRAREORD 4ETHIELT, |REPIERITV AT L, 4 7 AREEEZRD
TV,

JEGI2:25F B, 3 TR, ZEASHRELLDEFE JIA LTEENT, 1999 F)>
52001 ik CyA IZEVIRAE. BERLDUEBL CWESNBEFO® CyA FikLT:,
BENSERBRLIVIO— LV RBERST D ER 16 54 ADbAVT7VRI<T %
FRasL7-, BHBATAT R (kiR 36.8°C HF& 134cm(-6.5SD) {KE 35kg(-2.9SD)
Steinbrocker : staged class 2, #5FAE% DD CRP KT (3.9—0.8mg/dl) . BHEH K
DOWENFBHLIL, 6 BH T ACRSOLHIEL, —F, 7 /Lo B(1271—770.9ng/ml) |
MMP-3 (846.5—2402ng/ml) DEALE TIXFBRD BT, 2 B BEREERIZE
BEOME EREZR/OTH, LIBRIZEHER < 4 ERERETLTVA,

258 JIA HLTO—EOHRBBHLNVEER ., REEARE TRRER-K
SR DLNT,



8. Infliximab J&{EE1T>72 RF BBtE % BIEE JIA O 4 FlZo0T

KIREFKZ/DRBFEEE D, Tt tiRmRE NRR Y
R EF D MEEL Y MAREY EH %Y

[HE 1A RAIZX L Tinfliximab (2R FE RS, FOEHMEEL T T H#ENHKRNT
WD, AFR JIA IZBITARIIBROBERIH THS, SEFH 413, MTX BLUH#ERE
IZHEHTT 5 RF BHELRAEE JIA (3L T infliximab EZF T O THRE TS, [®
HEBEIRIEE 1| FLU LEEE. MTX (10mg/ELL L) . DMARD, NSAID, PSL (5~
10mg/ BU L)X OHBIZThHarv ha— AV RR TAT oA R BERRHIE TS, B
FERFIIIRIESIC P EE T QOL BELIUETLTWAH, T2 BEEEROE
EBlZy, [#% 5k linfliximab: 3mg/kg #AEMX (I KFEHE (0, 2. 6, 14, 22 BHRAE),

[EFER])BIR LE=1:36, MEKE/FEEIDER:15.6 F 12.7~18.9) , FIYFIE
EWR:13.0 F (10.1~14.6) , EHRFHE 2.9 FE(1.8~4.4) , IELEEH K :6(3~9), &
HRBEEI%L:7(3~11) . Steinblocker,/Stage-1:1 i, Stage-2:2 {5, Stage-3:1 %I, ESR:
23/mm (53~10) , CRP:3.1(1.2~4.7) . RF : 201.21U/ml (498.0 ~35.9) . MMP3 :
437ng/m1(172~905) [# R (58441 2238 B TOFM) 1 R R ORSRERE, @1
BlaERE 2~438 B CERICRE . EBFHEII S TERICHE LM 15~208E8
THERLTBHMEMITH o7, CRP, FRILEL. FHEE—FELT8bH 708 22
B BIZIE T L7z, &R ERENT 1 Bl BREFEL /-, f/PMRAE. RF, MMP3 [ ZRERFAIZ
KT L=, BEET X-P T, 1 SICR/AMEL TV - EERBR DS EL RO T, [BIRR] T
F747%—RRIER 1 H, BREBEBBEGEEV:1 Fl, Wb Fuaa Y oEe
PTERZ I A2 X ORI THEIRE S FTRE Th o7z, [FE IV EF»>EH D
Al TiLdhd78 infliximab (IEEVAYE RF B2 BIEE JIA IZBWTHAD THHI LR
AREN, LrLES%, RERBREBREEIZOVWTIRRNBLETHLEBbH
7a



9. IERPICEEDOHESZE LI B FEERSRIEREERUIAD1LE R

BEERAF/NRE L FILTRFER/NRE 2
HEAR B2 NFEKTF . BEAT ! KAX LTRSS
FRIBER 2, B2 e 2

HWE S EMS BRI % (JIA) OISR, EB VAL AOBENE 2 G- BER
BEEEE-LUEAFERLDTHETS,

FEF:5 BB R, T/ 15 4E 10 B 31 BXOERDY, REREBIEDDEEZARL
oo MAERIRGICREE T, MROER. BER. SRRORBLALNDIIIT2-
fofedh, 11 B 10 B S RA~BA AR /2oTe, YRR, 4B 39.8°C. LEBEETS
BEERL ., - R ISR ENERR, - AT - KAESC R B R R DT, ARERRER R
WBC 32800/ 1 1, CRP 25.7mg/dl, ESR 119mm/hr G, UERITENALNT:, BIEEE
BRESEET, BRBICHLEERALN 2ol E0 b, JIA LBEFLZ, AT/
AEEERBLIEZA, EROWUELSHLILL, NV ARERATAARAREITY,
W& T ETTRECRRIBIERR Th-7-43, 12 B 22 A O EHIRE T GOT 23061U/1, GPT
34401U/N LEBARE Lo, SHEFREICL2N LT RE, BEEEERK TAETL.,
BRI R O R LEL L, FFEEEE PO 12 A 31 BLY 38CE0REA,
BBBHEL JIA OFREBIL, JIFFEEHNC O MR LM/ MEERA LR, B
BEREICCMERE M EMNERD, v sn7 7—IUE M CREERE (MAS) DA BEASHE
RENT=, AT AR SV RRIBICHEO T 7aAR) AR R a 1T o725, BRD
WREEL, MER AL EL S, BRI JIA, FFES SO BRI EEBREF THD,

EB: AR Th-o7- EB VCA-IgM BSIFESERICEBMEILL CHhaAZE, #]
FEREORFIE TR TH 7= EBER 23 MAS HIEFRFHZIXBE ThofZ b, YA LR
BREZIVMIZRE LRBT ANV ARFEE TERP oI LR NLERES D JIA FIE,
BiBPIc REN-EEFEESS MAS ~0 EB VA VADRERE 2 b,



10. EBRBXS AV —EERELZESHLEEE~I/n7 77— UTERLE
{ERED—5

Y e ST IR NER, D TERE R E R N E.
) FEBETEYALYTF—ar b i—

LMBIT Y BAE—? HLH=M? kREHY hog-—"
BEHEAIY EHRERT? BRE—?Y T4LESEY mEFEHE—2?

SEFIE 18R 11 » A &R, BTEIC THsREN - (L5 - L - IR E O BUR & R 57
EEEM SR RRE A L 2T AN T, NSAIDs PSL-mPSL /{/VA- y a7 Y 7R
AUV BFEEEN, — BRERLEBZORBUREAL, LLKE) - EEEE - ERE
RETEERE TV RESME(149700ng,/ml) - BHBIUVHNEREE TCORR
BERD, v /a7 r— VR LERBELE SN RS LRIE B i BBl
o7,

PRNVEF VBT XY ALY VMRV R gy a7 ) O 5 &M BB EE TRV
v a7 p—UEMNAGEGRIIER L LM, BB TG AT R R R 5 %k
PR, BEAEYREICLVEBERIRS AL —EEREBHSNT, v-ZuT Y
BT TREBEINTOWELZDODREBERELZGIAERBIESCHIZHEL T,
Campyrobacter jejuni 72 & OFATREGEIA L Tided, 2 GM1 ki Ttho
72 AR T N —EEROFRBIZE /27 77—V OFEEERE S L TWEEE
b T35, /MR TOEHFIORE T DRV, TMENEREZMIBET D,



11. MHEMERATFIRIERIELSEIZ SLE 2B EEEM-U7- 1 5

B ARFEEZER/ TR R
T BE 22 AE FEXE
WE Ee RAR & EE HN
AAXRZEEFHARERELERBRANF =@ 5

NIUHIZ)SLE HRERECTRAE (AN) X3 R4F#EnDS — L | SLE 16%#% AN %
BIELTY ., BRAG2E O-OBRELIET LIV S TRERRXERELVT56%
L TRERT 2, B4 XA (DLE) R E (ANA) B0 -0 R BB &
{7 AN FIEA 2T SLE W EEL W L1512 BRBRLI-DOTRE T 5,

NEF 15 BT, 14 BEICHEE - FROKRBERD ., UREZ L. ANA320 F25R
». KEABEITV DLE B ErEn-, 15 B EICBRERHES LS /o b et
Wiz (IEHE 01-6.6%) , SEIZEEBADZRD, AREMELEL, 3 5 A T 10kg (FEM
LT (Ol -27.8%) , AN DRUTE#EE L, TRk 15 F 12 An6 3 5 A FEEERICA
BeL7- ((BFelF OI-23.6%), BB, lEA B KL, IRITRMIERE T ANA Bk, Hi
dsDNA FLEBHETHY  BRAN, AHIKK S, DENES. B8R, BfERE
DOFERLHY, SLE LWL EE SLE DI BRI TABE L7z, ABRBFRER R : Mgk
%, WBC 3600/ u 1, IgG 1858mg/di, ANAL160 & (2+) . dsDNA39.2IU/ml, ssDNA
41.01U/ml, FLANL LAV iR 46.6U/ml, AEIT SLE Z2UREHE 6 TH B #imiz Lz,
ABE #8108 A B LD mPSL /L RHRE (500mg/day) 3 B E X3 77— #ERpRIE
i% PSL15mg/day DPRRZ TV BEEL 7=,

[Z2|SLE FFRRITMAANEEETFIZEVRIETIEEZLNTWS, SAEERT
OREBHRLDICREMBOMREICEEL 52 5MBENSWOELES R T.O0E
RREMAYTATAZ—OELIZREFRIZTREREDDY, RENHIEEETREL
SHBHEEZLNTV S, REEFIE SLE BIEERIRBIZH 7008, AN BFFERERD
SLE #RIELT-bOLHERIENS,



12. Mg/ MO EEBRTTP R R T<h—F
A0 1 &R

LR X RN RH
& B, BEFIIT, PAMEW, IR )N &, e85, M

HRE S RE LRSI EHBE TSR BEL, MARHE M /MR A 4R35 (TTP) O
AHREDNSFHT)F < —F 20D 12 BERALHRE TS, BIRIL 6 ZFHCH
SRS ITSA (ATH) A REL . BB = — VLV EBER (SS) ., ZRME{LE
(MS) ELUFH SS BRLIE, MEICTE 4 EROEELROICHLALT, MFHE
Wik, C3, C4 fEIL, 2Ll EICh 0 EBRARE TR, WIRICRIE Chot, Bt
ERLRER. EXME, AR DIRE S IRMERED, vWE BEED0EH . PAIgG/H
Yo SRR R L, BARICT WHOIVEID L — 7 ABALBES N, FRIC
/NIRRT MBRTER S M BB OBERENRD b, 27 aA R/ VRIS Mk
RRORERIER Ky 707V BFEE I X0 f S i E Z L . R Bk
LB RO AREICLVHEELZT L, HCREERBIZBITS TTP ©
SHFIOBEILTNTHD, FEFID/NRFIOFKEITA D L5 2 DIERRER L A%
DREBRIC DOV TR E RS ML THRE T3,



13. /MRBFBEEE SLE OMEERICBI Y A/arr X7 7R 4
TNV AR 1 [B] § [Blaa—ADF 3t

1) FRRPFRFREFNER/DERES., 2) FERIELHBETLAF—F,
NV FARZEG I =y
WHE—Y, ERERFY, THREHM. 2R B2 HELH=8",
BB, TWHEAEY, FEB—Y

[HFRELEMINIH DL —< 63Dt A7 a7+ AT IR A IV RBE
(IVCYNZ SLE DS TN A L5108 o B, B Tid— B 5 B 232 <HIL
E, ZIT, xR AOBEEZLEIZ IVCY DFEE, 500 mg/m2 (R K 500 mg)
A 1EE8EIE L CERED SLE FEFIZHEITL ., £DOA ML a4 meTUI

[ x5l 51512000 F£~2003 EFTITY BHIARBEL . FIHATERA1T>7 SLE 9 EFIDS
., BARAEET R WHO class I 24k, 2T CNS V—F REEHFL7 4 FliCxtL
TIVCY A 1| § BEa—REMHITLI, ZoDERIOIBRAIOKREES 8 BIR T RO
BREME. ROATaAFERRLRE. BROFEZFIZOWTRELZ,

[FE)4 PO ThbBRR ERCIVR=/arOREBNAETH- 12, Tz,
500mg/m?® "Cix#% 5. ONE KR -2 H i PERERE 2 72 & DBIVERIIRRD R oT, — 5,
N—TF RERDFT RPEE Th-o7-1-DI1Z IVCY BT 5 Flodn 1 FiT
IO L CHBMEELLD, bHO—F TRV =Y ar BRI E GO
THEOHLIID, ULV LEEREL L TW1A,

[£ 285D IVCY & NIH FikX)bian &, B¢ ha— VU RlEE%: SLE fE
BlbhdEEZBND, CY B H AEPHERA~DEBREYDHY, £ BILFTRE/RRY
IR REELL, B, MR TO study 7o bNEEE Z LV,



14. £BMTYF<b—F RAERIEL. 7RIV BEZTH-T2FY
VIEERED 1 4

ERRFEFE/NEH HiE E, ZERE. ORTER, TR ]

[IFUBIZ)F R - oAV AEFROBIRERE CERPIcEF )T vb—
FZ(SLE) 2 FIEL ., 7 ARV ARIEIC TR BIEREZRRLI-OTRETD,
[ESI7 Bk, Tk 14 4 9 A EICHEIRBHIE, BEIEVE. A5 | REOERAH
BT, —BBRRLESZORLBHREHL, RRETRRERAALNB LI
ofe, 10 A TAZEBRSHY, IEEZZRHITOIABHBELYE, 11 B ERIZHITWN
ABBENTA, BIBRZRESCIRE I TN T, REBETROAESKIIEE L. £
DHELREBIFE ZOMOIEROYELLONRNZENLEE 11 A SREXZLL,
BEERE- - BHEM X REETLEEFS - BEKFEEROI-HDBEERMT
ABEL7e,
[BRiB137~39CORE- TV VA - BT FLBE - BB 2% - LSS - BIRR 2% - LI BRI/ - L
T - (BT VT I ME - 1gG BIE R LE - & E S mE - Uit BTE -
ds-DNA HUikE - 51 SS-A HUEBR % - 1T SS-B AR LIEEME OBV SLE ¢
L, AN AV AR (1gG) Bk Tho /-l MBIV BB E P IE EREL L
TWBSEEZ LN, PRMBIERZ#EIEIE SLE LLT, ELICAT ARV AFE
(mPSL-pulse #&ik) #MtALT-, OB T L F=V'u (PSL) 23V IOt ARIERIT
SIEZA FFHEEENHBALAHIVI 2L, /e xR 2HALE, E
R-BREFRREDICHR A IZWERAZRD, PSL #8iE LT, HIEIXHERFED PSL &
AR DA TEREEHERL T,

[F£LD )7 AR AZEEEYE SLE (028 v g an T3, 56 &V %E
EBEICESE SLE 2 S LIEFNZ R LA T oA RSNV AR R LS AR Y U BiEE T
BRI REED LN TEOTHRE TS,



15. FiHHREELSHL SLED 2 #

BIET Y REEFR/NER
WAL BELATF FEET SIEZ
AN & ME BHELR HRES HERT
EWRFELEHHBRA/DER AR

[FEUDIZISLEICB W TRIEMREE S 25 2EAOHEEIILIRD RTaARA
WA M ERBFIEDE LS EPHRIND, SER4EIFRHEFRESZS
L7 SLEIZ S 7017 4 A7 73RSV AL (IVCY) 21T -7 2B BR L= O THRE T
B

GEF VESILIZ 12 B0k R, REZRBICRE BEHR, FROFES SRR, 36
B TRENROLCHEAHRL-, thEC TEMAMDE, 1 DNA ERBRMEENL
SLE &2t & PSL ONARE B ZE, ERIT—BEREL P FHEHREESEEL &5
IR E R K AT MR D LN O Y B~k Xh i, ARREF, UGB AET. A
FRA A FEMY-mTRAMOMEETE2RED /-, HRCERERE CIIMBRE
MBROME - MROBELRD, MERICEIIREHRIEE L BETL . MR
EATOAR7YLAHVCY BT ol ZAUC LB - SR ES LLICHEN T D LRI,
SEGI 2 13 17 O, 11 mRHIFEER, WAL CRIE, MEIZTSLE t2lfahs,
PSL &M RIC IS Qo ha— L B EETH -7, 17 BRI TR
DHRREEFLEFOILBEL, SOICTREE., m/MRED ., BRESALND LR
SRIHDERARER ST, BUEMOTRHIE T BLOERERBOSHITTET,
B, A TRBRIOBEEREMFEELRAD:, MREEEERE TIE FRFET
CHEEEOET ., THRIIEESREOESRAEEDR RABLNT, IVCY A
L. K- EBESoENLLI,

[#EEISLE OAELL CORMHBRESIBEM CTHRRALINS, UL, -0
REHREEIMELEBIMEOMERCHRTAIENE, ME RO LIBEE
ROFERDIGR B LD, ZORDAE TS RRER IVCY k3L
RGBSR BEEENELN-,



16. BRVEEEIEMY REiR 740 —FZ SLE ZREEL = —F
LN
MWL) RS- VL ER Y7 —
LDFoF. ERIER. kFREF. BENE. RmE

R ARSI BRI\ VMR B, S R L i R LT
FRTOD TRESNHEBTHD, -, SLE bRKRIZE O RIICZL, REFIIC
LEREEBMOBEENRBDHON, U HERVBTIER Tho= 154, BRI 23K %
REBENRHD, B CHREOHBELTRBOENICE A THA., SAREEAMY <
RBEIERZ H CHARMETHY, AE% B CRBBIEL RV SLEA RIEL - — Bl &5
Ui e, (TED) Lo AR, 1999 2 (10 80) S, U BRI 430, B4R
HONT HBEEE, AR PRIC TR BEL, TORERBRERELLD
2000 £ 4 A V)B4 R MEAT SR EREEAOIZ BEIEAE U L S R LRI ST, 2001 4E
12 B7>5 2003 4 10 B E£TERARD 72835, 2003 £ 10 A, 11 BiZ low fever 2853
B ERERINER., HIARICTHET S, 2004 £ | AEEFHEIER, FIELmS
TEALBERR S, REMRE BB T AR LA o7, ABRREFRME MRE i amBkiE/) ., LE
FREEEY | T DNA fiik-puzhifs L8 -5 G MiE., (KA MELZRD-, BHRE
TIIAGHRREII RO T, BT RL G0 T SLE LREL., BITLICBA
Gl WHOclass IT Téhoir, AT ARV ARIEDR , AT AR - S &% 6 H
L, FEREROM LR MEMEMEDOSRELZD TD, EAMEERYSHiEE
SLE L OBEIZ SE LM EREMA TRE TS, BE, FEFMICLERMICLESR
MERFEMY L 3 J e SLE OFT RIZERIL T3, S AMEEFENED L SHiR OB
pEN#EL SLE BN EFHEFICANTEYHNIC 70— L TVKELEBHD,



17. ZIRYE Sjogren SIEEEEDOE DN MCTD @ 2 & 2 f

MBI LD ER Y — B ER
BERASEA. KIERART . BIEEE, RS

TIRYE Sjogren SEFERELIT, FIBMARBEALHDIOIX O ERIRIED VT LRI
B ERIEMSR SRR G L TV DERLERIND, ST/ EBERLLT
i¥, Bk A Tl SLE SBHRAEY U ~<F A58\ DT, /bR Tt SLE & MCTD A%\
b Tna, i« 13, Z kM Sjogren FEEEEO A B EDNLS MCTD @ 2 JE
FIERER LT, B TRERL-FEEM Sjogren EFEFEDEFLOLBBNERZZTH
&+5,

[#E61 1JRaynaud BRI TR SN 11 kR, HL RNP HikBR4E, BfEk-V ]
KE> HHIET - EEERE LR ﬁ*iﬁf&ﬁ%&mﬂﬁﬁm\ 72¥ b MCTD &322
W7, HRIERIIAToAREERTTICERBERL TS, 15 REIVRELE TIRE
iR, DEENELRIERZRD S, 16 BFICE TREEMIT. Stage 2 THY, ki
Sjogren FEMREEDEEDN TV,

[EEH 2)Raynaud B1 %, S HET, REME TIRERS 2 I HRIBN SN 105 %
IR, FENEIR. H1 RNP BUEBMEICIN X CRmERED . SRR %. 7K T. CK Lk
FEDDMCTD L2, BT RISHIZT Stage 2, H AT XML B THY, lip biopsy 12
TI_EKBEERD -, HRERICHL TAF AR EER LR, 28,2 L
SS-A/Ro. Hi SS-B/La HLiEtifatE chH -7,



18. /NRIEARIE Sjogren EEHBEIZRITIERPOFANIAL

1) TERFREREEEFRRR D RBEE
2) YU IAXTERI V=
ERERTY, TREMY, FRAE ", WEHH—Y

[ B BRI TS =— 7V AEREE (SS) BEOEEREFRS THY, BIRIRTEL
ENBHAMAIA NIRRT ORERICOBBERACNICTIHOEERFER THD,
T, /MRBARIE SS BEDERFOREEYT AN ZRIELT,
(& FEJRHBIIEEE L =— VAR BRI W 1 (1999) i 7-9, FEIE 16
AT O—IRMESE, FHET 10 SRERRUCERE FHRTFL . SR RE 0L L
BERAW, Y AIHALBIEIL, IR T AyF Y 48D BD Cytometric Bead Array
System ¢ Human Inflammation CBA kit ZFv>, IL-1 8, IL-6, IL-8, IL-10, TNF-«,
IL-12p70 ZRELT=,

BER AT PI—ELTE,
[BRITRTOY A hABREEN, SS BE TiX IL-12p70 DADY AP H A%
EERALVEETH-T, B2 IL-8, IL-6,TNF- o BRIETHY, RERF TIROBER:
BOTHITiX, TNF-a, IL-10 HE L EH LT,
[E£]SS B OERRBFTOAELEIIZIINGDOREEF AN BEEEL T
BRLEZ LI, IL-8 i3 F 14— TV SR EERFTHY, SS BAE ORI R
FATO IL-§ mRNA OFIMOBML, [E XA BB TOELMIBOENAHRESN
T3, IL-8 BIEEK R BT~ T MBI S L QWS RIS R E N,

HE, ZRME SS BEIZHOWT, BIUMER T OMARIZ OV THRETZMNATWD,



19. BAEE CTRAEL. JIA BEEh - Ei fEE O 34

TEESIELRERE 1) RETVAX—#, 2)BRAR., 3) MiRNT
EIERYKRFITFY, AILREY ZGREY  EEE Y,
RAKFY . RENK—BRY NREEZY

BIEAE CRAEL. JIA L2 -TAEENICL 1 bbb d , BEE Th-T-IERI% 3
BIREBR L =OTHRETD, A D4 RLR 4 S rAIVERORAEFHA, HEIC
THARRESShSRET S, TORLBEHOBSHBAHEL, REFTOLEMLE
A7 R, (LB BRI L B ERI ThoT= O BB L5, 4 5% 7 » AR, Uk
BETLAX-FHT, JIA DREVICTRIAZZ LD, RIE TORE CHERMMIZZERT
RO b bbb, ARROFRMMIZT, FERAEEL, BROFHR
BEOFER common ALL EB2Hrati, fEF 2)9 &R, 9547 B LEEmAHEA,
KEFITBITHICHERL., 3 PERETHEL TV oK FRON T, 9% 5 # B
SVERBAHBERAHRL, 3 AELLEREERBODHT R, EE/NEH
ZR LT, MikmE EEERT R AL, BEEFRIZTHE RN, JIA &2Ei&h, NSAID
EAL, Wolt VIRBRLISL DO, BURBCBEMEOBEENHIRL /2, BEftE
BEZBHBRERTIN., BERETICCERRBIN, YROERBHCEA AR
725, AR EITEROFRED DB BIEFHRELZITOLZEN -0, BEAR
DfESF. B-precursor lymphoblastic lymphoma stagelV 2 E2MrS 7=, SEH 3) 10 BB &R,
10 5% 4 » B R RERAEE HER ., BB B AL WE LW, 10 5 5 » AKEIE
Z2L. XP LEARERERALI, SREICBN LD, BEOR R, SO ETEE
BRmRLZHENT, [BE) BB TRELLEA, BHIZIX JIA CEMEELD
EAINIELNEEZ NS, Ll JIA ORBEED 2 BARG<EERE THIESE L
L&, BHOBZMIGEROTDITIT, BEREEFLELUEFTIL., R LEHRET
OEMBEROLTEINALEEZ LN,



20. BEERPIMIREN. L REEIE L0, VPD+ L-asparaginase H[E# 5
ICTHERE IR L 7= E2A-PBX1 [B4E preB ALL %)

WREBRM/RARERYEF— SR RER RE BE
®RER ANHAEE

UEFI2 mE IR, BEERE %242l | + A RiLDitiRE, £ ZEEEHY, 2 AMANHA
E%7, ZOFE LDH622U/ml, CRP1.8 Thot-, TDOk, HhiEER, FIEIER. moming
stiffness 3340, HATHEEL 721 1994.1.25 LEF2, ABdinoiz, ABTEFIEES, AilaEs
(2w hARB 5§ 7-, CRP7.9 RF22U/ml ANA(-) $i DNAAb(-), BREIEE. F
BT, RETRAHBEL 23R EEHMAMIT~F ri b, 199421 LviX
voltaren600mg X 5 CTHEARITEREI L /-, RIHMICHFER AR 2.10. 58 FH)ICT
ALL CD10,CDI9,HLA-DR(+) &2 #f, 2.17.&Y Predonisolone 60mg PIAR®D k.
day1 VCR2mg,Daunomycin48mg iv, day6 {Z L-asparaginase10000u im % weekly (Z3EH,
1 HREI%, BHETHEK 70%FFL TS, THE. VUM FBLRLITWRE
TEELT, 5 o— 2%, BfFEASNT, % B REFESITITT 47XY, 1(1;19), +8 LH
BAL. E2A-PBX Ichimerab ik tHXt1 7z, [EER]E2A-PBX! B4 preB ALL 4| CRAZRU Y
TFERE KT BIIAE B A28 TTHD, ALLBEMNIZ, VU~ FBFBEEDOMD
EREY, FBR, BE VT~ FEREL TOIERBLNTHD, AFICBHTRE, &
fRLARTIZ VPD+ l-asp BB ST THRE, BEE OV vFRERBHELL, Tnb
73, Predonisolone, L-asparaginase % & i AAI T 5 THEKLTZEiX, Takei HiZLY
L-asparaginase OFEHIYvFHEETTRELXHDOE TEXLHLIREELEZD LT
BRERTEVY,



21. wAa7FA<wREIZIAERBLNABER S EFIORKRES

HRRFRENRER =R
KIREFRZENEHR FHBEL, MARE EH &

[#EE w277 X RPN HHBEH RSEB ENITIFON TV, RRICREE
naZ eI D ishote, UL, B~ i3 mycoplasma pneumonia 1gM HL{EZME T 5
Immuno Card Mycoplasma BB M v B ALKER, v M2/ 7 X< B3 8%
VU BIZELEREL, $levA a5 X v BRI FESBEHRIIHmTIERWEBS I 0T
HET5, UEFI 11 5B ABZHi A LR, HITEEHY/NEE AR, WBC 13,600,
CRP 8.0, R~ (27 TR Hlkiptt, BERoa— T EERE D, FIER
BEZTERE, EF 22 BB AR AOLRE, ERZERD. JIIBFOEVLD |
DIEEIVABEE RNk Lz, Ll BERAL., FRBHELRAB AR
5, H¥)., B ThHolmRE v A2 7 FA=HESEMELZD, FIREHBRBIETa—
AR DT, HIARIREIZTERE, 20%, ERPOKBIZEAEROAEEL
Bz, [FEF 3)4 BB 2 ARRIHLEBTERBH T BUEL T EROERE - BT
EROFKEE, BEVATFAVHEGE, v/ ZX <5 (PA)320 1%, HiZHE
it RO a— T CEENKREFZARD, MRsED, FIERRSCTER, E
Bl 4)4 B 2 y ARIDLHREN, BAHY, TD%, EEET AL BERNE %25 X Kb, R
BEv A/ FTXHIERE, PR, B oo — IR ERoT, v (27
FAHE (PA) S 80 L LR L7, BB CEBH, [FEF S]18 B 1| BERTALEA
OE], BRERTRE R A k. BB~/ FXvREEE, v/277X<Hi&k (PA)
- 640 f&. EB VA NVAHifE BERRY Y — FiTUERRRH T, BEf =a— it BRE 220
ofe, FUERIRGICTRR, (BB /BB CERLBESN FICEMEEE R -
RRERASLZH SN TEFBEEIIL, =277 X< BPITEIBE AR & kh
TWLAREMERHD,



22. A HUVUVEREREPER. ROGERIEAR PSRA S MERERIER &
PSGN ZRAEL7-— 5 IR H

' BREBTHEMSRE/DRER, P ERBRFREREEFR SR/ NERERE
REZESFCNER), '/ BEVEZLT  BEYRFEAERBRFEER
FIER L\ RAET \ ANERE L R ZRRER L KBE
SHiEFZ . AR °, RIFE S B RE ! M’

<JEBI>6 B, FrK 16 F£7H LAICEHAL, AERINRICTICERLE, 7 A
22 AELY 37CRIROMENHIER, 25 BICIIEREEORAPEEITHGAL ., &4
DFFRELRY, SHERR ., IBMEH 254, 26 BITARtEA2>T,

ARy, SRR, R BEE R OERBEEOKRE £ ATBNkHIRA 5D, B 27 B
IIERBEES BB L, ABRRE Ttk WBC 7,600/mm3, CRP 1.8 mg/dl, ESR 62
mm/h, ASO 618 IU/ml &L BB RL7-, FRIKEIEI D X-P TIXREFT R MRITE
XEEEIDRRDROHRERD T, LEa—REICTLRADOFT R LERT PR
RIRRILIER T o7, —F. C; 16.8mg/dl. Cs 4.9meg/dl, CHso <2 LR A M A 2R,
REM 3+, REB+EROHE, BILE, 2R, BEIROL o, IHIERE,
MR R IIRE ThH- T,

BEIIEE Tholed, BITRROFEL ASO RIEND, BEERICHL TiX
PSRA %, ¥ RFT REEGBAEMENS PSGN H3E 2 b,

BT TN 720 pbF Fud A B %I, BEEHERITHR 2 IEEL
oo ET- ABRRENLHARIEL T SBT/ABPC 2 BitEL . €D% PC-G IZE R, BHIEILT
B EEET > T D, (ERFIEIX B TER{EL . KT RLEEHAIZHD,
CER>A BV ERERRIERIC, YUvF 8 ARF ORISR EITIRRIBEOE R
PSS R S, A BL PR RICHERE X PSRA EFHINTWS, &
FEBIIT PSRA I A BEL VW ERERUIA S SMERER IS 4 PSGN 2 & L7-bDEEZ D
n50, FEOBEIICNETTIHIGEE Y A BV VERENHETLRERED
ZAREZ T TEFILL TIRTR TS,



23. BREERREMLEREELLE 6 B RO—BF

HARFEFEHM RS LS LRbNRH
HE #6, FELRAETF. PTHE &L & U8 F—.
BA AF.BLE EX WRE EF

EFIL 6 B R, AP 5 BRIHLREA, HIRR ., M) REEREEDIERSZ
LIERIELEFIN TN ERIET T AR 5 BRlCESZPLCHREHO B
EHEHBELE 6 WBICHBERBISNARER >, ABICBIT 0ERE Tt
WBC14800, LDH958mIU, Pit4.6 . TG242mg/dl, 7=V F >~ 943.1mg/dl, U 8 2m943.1
EEEERDID, HOEE YA/ ME#ED VAHS 2HEVWBRZRIEE
FTLIEBRA BT RIERD 2o, ABRRICHITU /- MR E DR R, AS0650
X ,ASK2560 X DR {EARGUNT vWE IEHEO FRE., BT R EARICZEWTE
B/ g RBREICBREOI REREREEED TR, Zhbh Peri-Vasculitis
OFFRE—H L TWAZE, EEEEH D IgM L8 . MEFEEITIITH IgGIgA,C3 DILEEL
RO LA B bR E K ME K2 WL, ABZ%. Dalteparin 3% 533 L[H
BRI AIEVE %% Z Urinastatin ° FOY O i #BEL 7=, X, BEBERYPEITHL
TiX ASPC LT, ARBRBEIFHELESESR B IIRBIRMIZAT OAROH
B2 EZAE 107 A ICREBERDT, Z0%, BOXTOAR, TALY <=
VY G ARIZE > TEERBIIHELRBE L2577,
BEEBRERIERTARBLL THAMRREBTRRLIVFBLREDRETEL
HEPBFEEBRRICRETHMEROBEITIFink bOHEREEZEOBOTHTH
Al UL EZLZDTRE TS,



24, MEmMEEZEHFU-ESEMBEIED 1 5

BRI T SR B B R A 52 R
RErHT W ER 4 Be AA ki
% WX WE FE WE BE Em BT

LEFI)10 BB, [EF]ER WO GRS, 80K BE{L., 8EE Y 1ERE
RAEE, [(BRARI6 B EREFVALNDIDICRYVBIEICARL. filkfid kL
U scl-70 JLED B, LDa—REFR R NS, £HMHEEE, il EESD
Wrah, FIRF DSBS, 7 BFICSRBA AR, [ARBREBLICARER
@] 2S B REIARIEEL., MEOEEIIEILL ., EEiLREKER, Total skin
score(TSS) L 39/104 Th-o7, FIEBLUBEEILE EELO-HEAIRZ 380,
FHRITGRBAHY, BREITIEBEL3BD -, Raynaud HR B THo7-, B OHEDR
T CIITREIUE D 5120 1% (B/MER) Th-7-23, 20hd B CHEIIRETH -7,
PR ZE DR R Tt Lo —RE CIMESARIERUEAS 45SmmHg &S8R £
EEAROT, B CT, REEBRETIIRER RIIBDAI o7, ABith. SAEMH
FEEL TRATaAR SN RBERB LY 70RR27 73R (IVCY) 7SV AR IR BAAE L.
HERFRIEL L TV =" o (PSL) 20mg/ B & 7 F4 7Y (AZP) 50mg/ H DHR%E
1otz F-MEMEEICITRO PGLAIDHNARZBLEL ., 5 RHEE IR TERN
(ZUR{K PGEl & LTz, By A %ITH ., REOWELITREL ., ZIUTHEW UL D FE il
FIRRBIFIE W = UTe, — RO i & EE O BALZ RT3, 9 miF, TTS 1% 7/104 &
EBICEL, BRI EIX 30~40mmHg sEEL., ERS RoHhinieoTr,
IVCY 7V 2R 2 ERTHR T EL, BFE PSL & AZP ONRE L T3, ZDH%
b, FRKIIERERY, PSL OBELTETHo7,

[(ZE]IVCY N"AVREERIILD LT 2B AREE NG ELZ RIICEATLILT,
EROUE LT TAIENTEAFREEIRIRI N,



25, EAEMEEIYFERDN., HARER CRELH Ao —
AD—HF]

TEEARFARE, AR JIEE, D)IEE, FFERE)

fRAE SRR NRE REE

BAEEERBEZNR WG, . EALCE AR #HeETF

FEFIE 17 BB, 10 BFICFAEE JEREZEYD  HEICTIRA LB, 71
F=yar (AN 10mg 2@ EFEALBBHREEN T, ER 8 F 4 A, 14 BRICH
BB LARIERIELIZM. 6 » AR FREBEERLEE T ROEBEORFLHL R
2o AFIINBRCERELAM, K 10 1 A (15 %) BE, 22, SEOFHEIE-&
&, B TREZRD, ThET, Mhd RA, EHUE, T DNA FUERHE T, 208
IgG (551mg/dl) L#{E C3, C4 DBEDET 2RO, BEARNZTIMFINBERL 1
EHABFNIP XN, T OB LERMIT BT HERL,

BREE: R 1243 B (17 569 SRR - 8- TRROF A, TR, H17H

EAHBU, BEERIISRD T, REHROROTREELHITL .

RIE &R 36.5°C, kI 80/45, MBI HEMLOR HETERD, irH L3, I
Lt S HFERITRETHITEETH 7, MR SER ST TRICTE
Tl REMS: MILDOTTECIMEE CK EOEMERDRVNE, TART—F
DOERFEDHM, IgG. IgM, Y/ F—2i, ACE DHEMERD-. HERTIHHR
PN F— %R B ES AR TSN OISR R EE R
MENAZFEICBTSEMIEE CD6S BtEY S EROBEAZFRD ., Aafk—
VREZWESN L, RETIIAERBRLZROEIHRERDEHMHORER R
RO oI, 72,5 A LORHA RS-0 E X MR TORFEITIRD
hole, ZAIMNBEHIETIIHELUSMIIHE R L7228, #iBiZT CK, ACE
DEFEEMEF BB HBR L, KRBOARTIIFRIC T AR — 25 R
TOHREZEG . 4 FRORBTHEAARBBRELERERD, B8R H
RIFER TORERIFH THLBMUBER VAN~ ZRBEOHER TIIERE
R THEEUIHRENADID, FIHICEEERBE) U <F LTRSS h =08,
FEEY AR - A TChoTFIESHL RIS, HAERPTRIZEN LE
BTHHEEZ LN,



26. NRVY T FHRBBE AL ERRECHTAEOTLUN
Rk — RO R RBBEORN

FTRAFRFREZH R/ RRRE
HFLE=E smkiE— ERERF ENEHR THESH MEHH—

Rx OBRTIHNEIvFHERBBREORFHEBEIIHL TV Fax—boE OB L
VHERAR EZITR>TVEE, 20 RIIBEFIZL>TRENEDHS. SEFH~ 1THR
SRiOFRRBBELET L Fer— ORI SEL TOAhRETLE.
HRIAT AR R E S TCREBEESBTEEN-1.55D LT ONRIy-F R BB E .
258 JIA 34, SLE ¥/ E MCTD 64

[FE]

TrrRFoRr—MEORFIOR 1 | 20mg OFEGBLOHIA LT LLIEFEHRIEZI D
DY FVA DR ER | FBTT2-o77.

[ER)

TLrFar—rMEERIOKXKBEIRNEEE Z-score(-52 ~ 2.DITHL, #5 6 »H
B D Z-score(-4.7 ~ 2.0BLIVEE 1 FEE D Z-score(-4.0 ~ -1L.NIFHHFMICHEE
REITRD DT

Ll &5 1 %D Z-score BILEIL, B EAIDEER ALP (FBREIH%5% 0.944, p=0.0004) .
BRAGET B ALP/IR TP 7AF LYY /U (BAF DPD) He (1H B3 £R %K 0.892, p=0.0042) &
MU MBREDH T, BREARFOR S DPD REEOFE ALP Z{LEBLVRS DPD
ZALELITH BRI o7 .

[Z£]

BEREBTLEL TOARBECHT L NeR— MR TH T, NRIZEW T AE
BHICBEERBLOERBTLEL T8, ZREBICHEVRALVSLVETCET T
5. ZIRHEBA TN DE0IC peak bone mass & BIEL LI AT 4+ A7+ F— M B OIE
HEIETRREITIROZENEELE ZHNS.



27. SEIMERDHDEBE ~DR I
—/NREYY <~ F BN ROERNIE—

BEVR B R R B IE IR SRR N R SR IR S
AR EE TR AR AER S BEE.
é_;iz, ATEFREE", RIFETE, FOREIE, BHEAT, HHIEE,
WBEET, RUBE, sk, ERRE, SIS T, #oFEE”, WHEL

INRYTF T JIA DREAER O R BT 4 THhEN, FRE L TIIIREWRD
HFENBEINAILNHD, MEE 3 A YRR RGBT A DR 4
EE IR, AE CIRBIMREI LI TEL T, IREITETCRAZZLIEIZND T
SENEROFIER RSN, YRR H MTX & LIS EL | BIERERITERIC
SELSIRERITZELL, ABREHEREBLIUKBEGREITIICE T,
ZOINNYvFHEBIZRLNIBERITIEE T EEHETHY, -E 2
ERBWTHEERERTHS, YRBRBA LTI r0—-T o7 LSRR DHD
BEOT a7 —NLRE, RRCE BREERELNIMRELT,

[5#:11980 45 2004 £ 7 A 31 BETHB TRBLILEEIRRBE 27T L xfHL
L, ER, BEESEHRIL.

[HR)27 &F 20 £V~ FHIEBHINTERVVEIZ AR, 7 41T 5 U BB
BELTRIBE AT, 0B JIATA, YNVaAF— R 54 FEERBHITEE
1RiE%K (CICY4 B, _—F = bip 2 B, ROCHEREEI A 1 5l EoREMERIER K 1 Bl Tho
7o, JIAXEHE 3 F, LEEE 2 fl, DR 2 fIT, LRI LEER |
Bl Th 7o, S0F8E 20 HlOS HIRF H A I HEER A b EBER B OER B E D
FDITRIAEN- 88T 9 HIT, ThoDBEHEOZEAIT CIC4 #il, ~—FzvhF 2
Bl 2 B Thho7c, SHEIEREL TS L, B8, B, DALOWTIR), BE
THRIEFT R (CRP, ESR) , fitZiitiE, HLABS1 W OB N R ThoTz,
[(ZR)VPRIVFHEMMER THEEIRADOHDBEEZ XX, JIA DHZLTHL
AR =LA, CIC DV FHEBESFICENEZEDIVLENRHD, ORI
BBEfi ., Pughiik, REFMROFEESEELEbh:.,



28. [EEMBRMAEEEKITHBITAANL R —MMTX)DHESSER |
DT PEEERERO/ERL

RIRTIRE DR R fE HER¥
BHRRE NER B HER

WAVTER 12 FERAEREN R EEEEEI Y~ FOERERFEL QOL MLEDE
RTHRABRALR I 2EHBELZITLES, ZOF CHRECBBERLLT
off-label ERSADMERNPEELZBBE THIZ L MGEBL, BEE (EiKk 13 &)
ICIIEAREHAR VMR EOFRBERINTIERLOMAERVCHEORLIZE
THHE) (ZEFRE . RKEFEZSEIRDICSESETEE, NIV~ FHERIZB D
THREFEALTOWIEISAEEHOTITAAVTAVANER LT, B, ZOVARD
EERIBMLOEFRIZEZTON TV T FEE/FRBEBEMRITBITIAMNLFH—]1
(MTX) O EAME | OFRBITEIT = BHEEREREERL., NERESBLOYY
~FESOERELF R TEAFEHE BB TAIEST2OT, TOKEEEORE
ERAS

B EMRE L TIL, [HF S TOBKCORAKRR), TRBOEMENRE), [ER L
OEBEMNE (B, ZE&M) 152t F U RIZESERT L, BERICIX, ZoE
i, QeEANCRFEEBERMERICLERFRBESKEL . KRBT HHE
BEBHLE, @QPubMed TRELZIBEEXBRICSWT, kEEREEHER
(AHCPR) DB+ ADRETTE F VAL AR B EL . BRI R THEI
FhUIRXENZREL:,

FHEMERRERT RO TAERIL L S E R EREEIMESE T RIRE L
BRI AL BEH BEREEN AV ONAM, FORELHES RN MTX THD 5~
7.5mg/BO/L BNV AREDFEDHEEND, MTX FEEAHBRAR CESHRICN
TTFERLORO T, BARENREFLD LT ZENEIREIN TS, FBHE
DAVTFAT VAL B ZORAOBIER LU TGN ATEREEE R LI AE
TOREENVPECHEUTOMERLTHIZLTFAL 2V, 20T MTX IEFHE
BB RIIIAER LV ADBRETHY ., SEORINTEHE, B2 ST
+RREENBLNIEEZ TS, BEEFBELBRSHLOWBORER, FEVIEE,
FEEFRERERITH T2 MTX OFISSMERBZBDHONIZEEHFL TS,



29. EXAEOEEMSREMEE % JTA) BE I T 2@ IES MTX i
VoW

RRZFERRKEBRRIV-FRA L Z— Bl & B &

[#E A BEIH T2 MTX BRIEEOF L, 2HRAMICHEIIIN THD, BRI,
BRAATISUNT, 1990 FFEFERT T MTX 10mg/m2/week DY REMAEMEI REN TLLE,
OS5 BRITEEN LN TEY, 2000 FLETIX, 20-30mg/m2/week DIEHIZ-OWN
TRROBEN B RIND, 2078, BAETIL, 10-15mg/m2/week DR 5 BN K&
MTX &%, T ERE A EMTX BETHALE LN TS, &5 FEICBED
TiL, 4 OEYBEORTN L, REEERIEREN—RITHS, —FH ., HHE
TiE. AL DNEEREZRDT MTX OREGEIIECRD 12 BELHEIN, &5 5k
HEERERIIFES LTV, 22T, 5 EF % 13, 10mg/m2/week L EOMTX %2 &
LT3 JIA BEORKZB L UEDEREIZ OWTREEMA T,

[ 5 #% IMTX10mg/m2/week & REI 2SI 42Dl HRE O 18 AR D JIA BED
FRR B E D RFELVFALE L/, £/, Wallace SORFHIfE> T PERELAIEL. B
ML=,

[FERE]IZEBF 20mg/m2/week 22 53R 5 BOBEIZBWTH, EERBIERIIED
bivehofc, MPRER. BEE | FREIZ OV TIIEL D EZAROLNRIN, B2
HEOIZE LD 24 BEEEIZ VT, 2FIREZEIBIC A>TWi,

[ZR]HAA JIA BFIZBWTYH, BKEO MTX REETRE T, 8EHICBNT
i3, BHAE MTX FEIIEEOBRREO— 12258 Bbni-, £YFaEieE
FOEWTHD“BHAG” 213, Diakéb 10-15mg/m2/week P EDREEEZBR L5
BlEBZ D3, FL JIA IRROBBZENC, ARV TH I RIEREA,: MTX #
EHEPBIRSNHETHDEE LB,



30. MAP BIEH(Z EBV B Hodgkin Vo 7 lEZ R AE L7~ B4EMER R M
BEEi & D 1 6
EWMRIICLAER EESH REDFER ) BHRRER2)
FEFHT M B SRER )N Y RuE—?
FbRFNERESE SRE MBEE BEX £
HiEAESHER ARH BHBSF
BETIAZESS MNER HEsT
FlRFHEFHOPEREE —8 B

LI

RS RE EERR REBE R OIRRIZIL, P BROAV N F—F TAEY Y SLR=Y
oy i ABEHET MAP RIENEHTHS, RATIHEEBESHIVvFBE~D
MTX OF RV, BV EREDOREVBRRIND, SEDbIvLILIL MAP &
BEHRTRIF AV RERRIELTJIA O 1| fl2RBRL-OTHRE T 5,

IiE il

10 &, ZR, P XFOEBBIUHEARN RA, 2 BEMLEZEEESHEL, 3
REMHIIEEICT JIA (BAEIE! RF [Bi%) LB W&, NSAIDsIZ TR L 3 ah 7e<,
MAP BIERB A CIERITERRL . FO%ED MAP FIEF ks a7, 9 sy, SHETIEE
BHBLR LI AN RLN., BEEROHEEL o772, MTX & PSL DIEE,
mPSL 7 VAR, Vv F R FREIN-, BEERITEERL 08, EEEEEES
IR U e D AR B A CYU R~ BN L2 o7, CT, MRI TIXMRIZHER. fRE.
FERROYV NEERE R ARICTREE LR AT Y ELDERL, EB U
- VARRFETIX EBERI(+), LMPL (+) BB THY, EHAE~D EB U4/ RREYDEE
B&NT-, {bEEE (DXR, VCR, PSL, PCZ)2 7\, Ii&#24Gy BEIZ T, #LH»
WZARROEBIHE/ LT, IRRED CT THI EOM/IB Ao, BIET JIA X
T3 PSL OLTERBBEF THD,

E8

MTX AR D JIA IZRIE LR ) YR ET 5 fIlE SN TERY, 2T
WBHOBELID, REVEFTHY. INETORSEFOELDLERLEOME
B



31. H#E 0 THIELT- Hyperzincemia with systemic inflammation?® 1 1

V RERTIVLER RETLVAT—#
2 fEpg ARk N R R
SHFRREY AILZREY BaERY ENBRY ARESEY BHRY

EF) B0, BRIBFRE]I9E 3670g THA, £ TRIVEFITHRIZAROER3
A B XYRELHEL -, WBC 4400/ 12 1.RBC 437X104/ 2 1, Hb15.4g/d], PLT6.8X 104/ 12 1,
CRP10.1mg/dl, BEHE MK 1473 FFEEEEIETholc, BEELZ BV IIEMERE
TSI EREMARBALLVRERL R ZOBEEIREEVIR U ESE KU, B,
REOLDLIY CINCAEEENEDLN., CIAS- | B TE2REBLI-MBETRIERINAL
ofe, £tk 6 » AR NBRERL 2D, [ERIFRAEAE 45002, 84R (D HIER,
FFZINTIZ 6om. B dom fb%n PURE SEERICBRIR OB L SIS B IR DL B HY [#
AT B ]WBC5600/ 2 1, RBC408X104/ 11 1, Hb11.0g/dl, PLT10.1X104/ 12 1, CRP7.39mg/dl,
AST103IU/L, ALT98IU/L, LDH980IU/L , IgG1571 mg/dl, IgAd6mg/dl, IgM196mg/dl,
IgDO0.6mg/dl, 7 V> 1500ng/ml, IL-6 27.8 pg/ml, TNF- « 5> pg/m!, MIFHER 664 1
gdl (EEF&EH 65-110) . RPESD 13 u g/dl [EBRBRBEBERANBELEBII V= w3
SN rarRRY sy Fad Ny GUFREF R E LU BNE T, ER T A
AEMSEIZ 38~40CHDRKEMEETAIRVRBIIEHITEN o= A% 8 » AR
BBV ~NVOETERDES CT C/RBEZRED I FEH IV E M NEFHLE
RO IRRICRIGE T A% 9 A TKIRSN, XA FOHEEREZLALIEVH
LETET,




32. hyper-IgD and periodic fever syndrome (HIDS) 2385 1 2 /R4

FREXR/DRH
B, FEEST. BEEA. REHEH. MEEH.
EAMET . ARRA B ME. REFE, BNATE

HIDS I mevalonate kinase (MK) DR EEE 2 L, A S BERIESFL genotype D
BRELLCGIEERSNTETWS, 46, MR EE TIFICE 1gD EERL
ZZONDEFEBRLI-OTHRE TS, BIRIZ2RITALY 3840 EOREE
BOIRT IO a7 B AR R R HEOWERK . kR EZBEN T,
2HEREIIRIF ThHotz, TORE, CRP ® L& (10mg/dl 12E) #3BH5LRAT
REGDEFTHY, HARSICRKISLBRLAELDEEI LN TV, 4 BZ5
b, FRROIERDS 1-2 »Bi2 1 [E1(4—7 Bi##) I1ZERDILHT AT, B
AFIE R TICBERT DL B L, BEFHTIIAFIRIEIL 2\ A5, Vo 3
MEREABRFE R 2RO, ANREMEIZELH -7, S CEBERITAD
Tz, MAFHEHE - ASLO- H CHUFIIRME, oG ¥ 7 75 AFIERE Tho7e s, ik
TIioAR A O LEREIL-6 ORE LR AHERENIFED T, EB VAV AL DNA E
B2 BORETH o7, —F| 1gD |35 0~ A TS873 4 g/ml, 35% 2 75 99.5.
pgml.4 8 1 »HT 2009, gml, 4 B 3 +AT 256.9 u g/ml (25.69mg/dl,
183.51U/m) LAEES DS EASBITHEY S, B L T&7-72% hyper-IgD and periodic fever
syndrome (HIDS) 2388 oivi-, MIRF DA ERIT 100 LEE ERTH-7,
mevalonate kinase (MK) RZDERTI/BERTHS V3771 % PCR-RFLP i
TREBELS, RELO7UBERIIRBOONED T, BIIE MK OfOERM
OEBFERLBREDTHD, SEIBRHZELZ L R]E TS,




33. IFBIVBREBAEBVIRL . 17HR TN INF o« ZBEEKEFE
(TRAPS) OO—4

B EER 7 —BERRRER
IS —, BRSO, BBAET IR &

B RHERBERBEL TERE&EEFARESNL, BE TR CARERE.
ZWENAZEERG TTETWD, RIEFEFITANEHIVRBAZEDIRTILENE/)
BRI FHREBEZHEINER 7 40— SN THAHLZNWEBDILS,

Fibid, R TREAHIDAY JIA £H5RLL T7 42 —XN TV 2 TRAPS O—H#il% &
BT, /DEOUT - HER, #IZ JIA 25 OIEMBF| TIIARRBEER T30
EahoLEDID, f

FELT BN, | REIVREREROEL, F 2 BIZEOARRZ LT, FEET
HHEARPE 1| FKOWERE R EZLMBHL0, TSNS T <& 4iden, 2 &
7 LA —EERMEL O &2 M RREEIE RSO T RE L Tzl &8
HOBTEHITTRH, 5 RFJIA LOBMETH ASA TREBEIh TV, W&%iﬂ
R, HAKOTYD 13 BOAREEE L, 2058 ASA DIEERLIZIV1—
W THREEL, HPRiZi20024E8 A4 RROESLFAR. BRO-D 14E B D
ABZ, MRl THEIEZR L2z, FLARTERICEDREIEROU BN H LIS,
FINT 20 HREIRFREL 7o, 2004 FED 5 A | BRTRMIE - ZEERODESR . 38 CORBHIR LI/
H 15 BB DABLEAa -7, ZORE S THLIRBEERBRVNIOL b5 T REL 5
RHEZEDIRL  RERIGO B ER LB EMOBEMEE R R IEREE, %(C TRAPS
g, BEFRREEZIMRT/NEE MR EICKIEL, TRAPS OEELLTH
BENTWD exond OEEBATOTRIEINELDREBRLIZH LU, AT0AF
(0.7mg/kg/ B ) BSAL , 3 A XOAEBAL T,

FEBIIESERELIEFADIINCAT AR BER TS, 207D EETF U TR
LRSI BIE, BRI AZLABEDODILEELEbNS,



34. PFAPA (periodic fever, aphthous stomatitis, pharyngitis, cervical
adenitis) JEREED— 5 R

BRESRERREDERY | KEEERXENEB FHED
B HRARNERY | RBREXEREFHRBREREEFHEY
SHBAY, HAESY HBEELY BEREYY B4 #7,
[ 3 v

{IZUIZ IPFAPA SEMBEBE LIZ T 7 4 £ N, THERR , SHERY v EilEIR % - 7= B
ERBE R THEBTHD, S EF 4 1L, PFAPA EFEHICZL T2 EbNs— 5
RERBRLEOTHRETD, [REREEMEOREE ET2BERUEH]FEMX 14
F4 B G mhe) REXRTERLV SRR AR, D% 2[E/A OFE TRALR
DR E5iT25, BIBERE L CREFNCEICT 748 HBE T8, FRLSAOER
IiZEAER, FOTT7ZIT. RO 2~3 BRIV SOREIZHER. BB TR A
b, FEARRC I - HERSE AR - 1898 - TU ks - SRR Y o R ERRE AR A D 2L A8
HY, MERE TRRERLORENZDOLND, ik 14 F4 ALDER1SE 6 A
FTOEREE -MRAR, YUIIEERECIIREEOEERPIELE 2 TV
0, EmK 156 6 A O AR, FAREFEHETIC A RRE, $hiRT —FOWEF
ERDI LB MM R BERBFEEEILIIT ol LOLFEERMPIEE, &
IgD FEMERE, TNF BB B MEEROBGFRIT LT T3 A TRE DR
Haotz, BEADER, ROERLYD PFAPA SEBEESBLRENSELIL THHLE Z |
Yk 15 6 8 ALY H, 7 uoi—ORIREMEL T D, BEDLZA, FRATIX 2 [E
IR ThotRBM 1 [E2 7 A LB LTEY, ELITNREGIT T TETHS, (&
£2)PFAPA FEBERHIM AR B RBRL FRBFTHIEINTINDA, BFAM
23 10 EZ B X 2 ELHOVRBBAYLIEREFBLI-VIRRB THD, R OREHE,
BIWEHEZERBT5L Hy 7y A—IBATHILILEBbRT,



35. SHEFEEICREMMRRZEHLZFR

BERZICCLAER BReETLAX—F
" fJJ% HEET. &8 =& A 9

|~ P ITYRMIED 10 7 A OB, FRESRICRERL,
A 26 TEASHEBRL, 47 A K, R TRIEART . I M AT TRERR
W, BEBERELATANERI, T0O% ., RECREBEL, MiAE B, sivelestat
sodium, mPSL pulse 3 7—/V, pulse #FiELEL TREDAT AN (10mg/kg THRALE) 53
BEINE, TTFIUANATR., A7 AT FHE RSV FLEL FA AT @A LR
AEROT bR, HEE, B, BHIEE T Hinfluenzae . 15G:73, IgA, 1gM.
IgE REELLF T .-globulin 400mg/kg ®’E, U /SHRAENL B cell:2% T cell:79%, %%
5 f7 B . WBC:23300(stab 0.5%, seg 95.5%, lym 1.5%) PLT:47.2 77 CRP:[& %
KI-6:13600 8 -D-glucan <3.3 IgG:429 IgA:<1 IgM:3 IgE:1.61 CD3:93.7% CD4:87.2%
CD8:5.0% CDA4/8:17.44 CD19:2.9% CD56:2.4% CD4/8 {IXTuARBE&LEITLTE
ik, THRSAROSHFMEL EEFINTEL T, MIBEAEERTR, B
OUVTIE, R0 B MRS 1-2%L 0724, s a Y DIRIEIX>-5%, v -globulin
% 3-4 BRERTHIL TV D, ARDS L7220, ATFRREEEZITV, LIEOBREREL
DBELELUT-H, FO#% room air T Sp0,:98-99 AR TALST/2 -7, CT TiL, B#Ebix
HENHO0, TR TECAEOFERRVEE, MEL MY ECRIEER
HELHLOD, BRL TE TV D, KL-6 I3, Bl TV AL D0 3000 Ak, RIE. AT
AN 2mg/day ZHEiT TDH3, PIRIITER, MEMERAOBE OO | FiARLRE
LT3, -



36. diffuse progressive pulmonary interstitial and intra-alveolar cholesterol
granulomas (PICG) ®—# 'R f1

BHNRFEFR/NEEFEE
B R, MR T, LG RS, B —k BHF OB=,
EMKEEZLMREE KH #7

EMEE T O IF B BR) 2 B RO LER BB L= THRE T2,

2 6 FADRR, 1 AL THERNF REfERHESI, AE TRABESI TV,
4 1 ARRIC AT T MERE CRIBMER RO - H BRIV 22 ERALTWE, 5§ 1A

BRCEEBINA R, FFgEEE . BEMEDCHEDHURIZB I, % 4om
fRxn, B —CHERBLCza—EEO LR 2RO, EEREZEVRELE
PNTNOFIATHLEESN, TOHBIBME X R4 WCER{LLZ, 2 5% 6 Z ArFHA %
FPRIHEI RO OBRITRDEBOFZINRHY, ETREELICAF KRBT, /¥
% EEiL 50 |57, BRREAFUELIL 96%., FEREFIIIBTE o7, DHBEIT R EARRDR
Dolzds, BEL CT IS TRE CEER/NEMRBED RE D H 32 h | it R E Ui &
fa% 38 MBI E RO DET RS0, KL-6 11 14,780, SP-A 11 192 LW T htb
BIETH T, BB DT DRMI AR ERTT U, HREMEEORT REL TOM gk
DWFELFEST-RREEDONEE ., DBk LR OBE, Q) BROEREES e, VN
K, v 7uT7yr—U ORI, OFREEMICERRaV ATV RRE -7 PAS BHEOD
RN E 23, OMEREOIRE, O R THRIRNSIBMIIZED
Y—T7 07 bR, Ll LA diffuse progressive pulmonary interstitial and
intra-alveolar cholesterol granulomas (PICG) ~—E 3 3FF REZE X b7, PICG i3/
RCIIHRERBTHY, FRE, FE BERRETARENZ W, BEREFLEILN
TeDTHE TS,



37. SMEREEEZERICREL-SHERIRMARIED 1 ZEH

KIRERRFENERL) | T80 fiRMAER/NIER2) .,
By BERAEFE SRR ES)
BHERLD ., BEFRELD2) FAELD, KAXED . KA El).
HHRETF3) . BARFR3) . B ED

CEG 1S m, ZRIEHFIER, FE[BBEITK 154 10 A LVIER. £545EY
R I-DRTEC AR, & QIR T BE, M 0nE, SUEitEBE., o/ MRED>
728X SLE b, R, FOY, A7 uAFHRZMAEL-, U LERIZSET T,
WRHBN ABRL 2o T, [ AR EFTRIKT 372°C. 25 FEHY . HREER -5
B+, BE - BHECERER, BEHER2L[ABRBRES RIWBC 26150/ ¢
I(Neut 91%), Hb 12.5g/dl, PLT 7.6 75/ 12 1, PT 96%, APTT 44.0 . TAT 5.84ng/ml, D-
HA<2— 783 ug/ml , FDP 72.7 1 g/ml, ESR 25mm, TP 3.8g/dl. Alb 1.5g/dl, P-AMY
164U/, BUN 15mg/dl, CHS0 <5U/ml, C3 22.5mg/dl, C4 <1 4mg/dl, ANA 320 f&(X
A7), 1 ds+ss DNA, SS-A-B HUiF: (&%, 1 RNP HiE: G, Clq 4.7 1 g/mi,
LAC 1.05, PAIgG 129.3, i CL—IgG:<8U/ml, R : Pro(-), OB(-). BH#i#k: WHO
classII (BEE8 CT) IRBARTEEPAZE, NRERAR- FINR - L ABRANEERARIZER 77 PAZE BEAK(+),
FFIEE : BIR @ low density area #X7E, FElS: [E XA, IBRIIE, RS ERRICIE (BIERK
% gradelV) [ ABRERBB AT oA RiZ—BEPIEL, EERERITH T2 EE S MR IE
IR LT R a2 R L7, BEEE RIS L7 03B A i S TR L 7=
TeDATOARISNREE, THF ATV 2FE L2 Ridla, MEERTH0 [B/A)
OFF R THREMIISRE, Fi-2MRERIIED TR, [E21R6IIT IR E
REORERTRICZ LA, BERFIFEO SLE LT APS Tit/pt wind £ X T3,



38. HOHmEHlEA LX) T<h—F 2D 1§

HOH/NRRRERK &1 7 — R REH
BH EX.KH S

BEEHLsELVERRIUVZ R CRELE, BDREEEABLUNL—T2ABR
BELI2FE) T —F AO—EFILERRLIZOTRET S,
s 14 5%, &R
[RIFEIE s ARiEVEH B R, RERESHY, FE. BHERODME~A
L., R7o—EHEHREELL T predpnisolone BBHtESITz, £ B OB TR, IE
EAELARVEESHE, ZROALNYBR~ERLT,
[NEEREE)SE 157cm, FE 49.9kg, MR 36 [E/4y, mE 122/70
SoTHEEDY | FEUNTIZRIR T 2L 3T AIRT 5,
BREY, BEREEREDY, LOBWEBBET 7750, EMIEERICERELELY,
ERERBEE RS, BIEENVTIINE ., FREBLIUVRBERIILROHLIZEELE
T5
[ ABxretRZEFT )Pt 83000/ 1. ESR 37mm/lh, Alb 2.5g/dl, BUN 74.9mg/dl. Cr
2.42mg/dl, AST 431U/, ALT 76U/, LDH 610U/, v-GTP 932U/, T.B 8.8mg/dl,
Amy 1498 U/l, C3 9mg/dl. C4 2mg/dl, TAAZIIE 640 & (Specle). HT dsDNA Hitk
274U/ml
BAR  V—T7 R WHO classVa, FEEAR MM E X
[ AB & RB 1A E AR, BBk L/ MRED LRI TTE, MIET 25 SLEAS
Sbhi-, MEBIVEKPORBESR FRE30, SRR ZBBTELEL
bz, ATeARKERERBI UM ERE, > /nT 3 X772 AR/ VRRERE
SLE (23t BIEBIC S0BER IR B L 200 | BEMEBRRAIEENEELLHh, BEER
SEPERER LU, AERELL ThORIREE, BERRE. KESTZL
FEL, o ARk LA, R DR TRES Y, B EFLL., TRICHFR
~BFLTNS,



39. EAHTOBEBEMEYNLIAR—LR11HECARDIS(INOD2)EFEE

FEHRFEFR BEDRAE BE X B0F BX EE F0,
RE E.OE R R BE T8 R,

BILRFEFH NEH &K E

FLIREREKE DIRB 2 %3 7 0

FACKZFEFE NEHERIR S8

ZRIRIERKFE HREF EHF FE

BmLPRAEBE HEF KRB FIE

FEES N AR = AT, ABUBNIRIEL, T FUEE R -BfRkE 3 THET
DHRERTHD, TE., BEEEINIAF - RLIFEBEELL TB, FIRERME
B0, FREFBEREEAA LS Blau ERHOFEE T4 CARDIS(NOD2)T
HY, NF- k B BEFENIBEELL THBZEMREEXN, CARDISNCD2)EBEFRE
EEEMIN AR =V RLOBEBERIN TS, SE], Fx IERETCOBESEY
A2AR—Z 11 FZDWT CARDLS (NOD2)EB{EF £ exon 3 —J LA LTz, 4 f
iZ Blau EBERHE THEXIN TS CI000T (R334W) EEMN, 5 SICFHOBRETFER
C1146G (D382E). A1487T (H496L). T1538C (M513T). A1813C (T605P), C2010A
N6TOK) B BREM /272, CARDIS(NOD2) B TIZIITI/VEERE 25 Single
Nucleotide Polymorphism BEEEFEL., F#OBRITITEELZET D, £0OH, @F
BARAN 100 MZ2WTHYy—F7 2 AL, FIROBGEFEFERULr —RIRD
bed o7, -, NF- k B @ basal activity tZ 2\ Tk, €@ TOEZRE T Blau JEEE
LERICIEE B ER RS,

SEOE 2 OMELY, HFEESY LA —L 2L Blan EEBEENELLIZ CARDIS
(NOD2)BIZFREATRL, [EEHR NF-« B FH FRERLTEY, BEARNKED
FRBFEROIENALM Lo, 5%, EREEEL. BEFRE LR DM
FEEDIEZLRDREEMA TVLTFETHD,



40. 3mRmFEENRBRROREBLERKE

BERERNFRFEREEEFR O R REHEE.
R/ NEREREREYE. BRERFEEE"
HIEFEREE", FHKEIE, B &7 FHHER. RBSELL, FMIEE, FiEH,
BEHRMEZ, MEE T, SPEZ, KHER, BZFE". MHFRX

BE30FEM. HREZ2 LD RBERBROIL 3IMAMBEFNIZ DV TEDRE
AT LT, B4 OEBIZBITZ 3 RAMBEARESEMNIZN TSI T DL
BYToh-olz, HA30 F1(17.9%) ., 5H2F3 20 #(26.0%) . ZEEE! 6 #1(10.0%) .
ERERY 4 F1(12.9%) . B 5 $1(26.3%) . SLE1 #(1.8%) ., $AaAfRF— R 4
%51 (100%) , ~—F =v b 1 §1(14.2%) | F8EE 1 5 (33.3%) T Sjogren FEMRRE, KED
WRKIEREE, PN, MCTD 72 & DEFNTR0 o7, 3 BARERIES R JIA TiEIE0)
23%< MAS S0, FECHRELEDONE, -, RHOBBOOLEZEEHAICE
TTLRARI T H AT R THOBIN H o7, ZHEMERBIES THEESBHIMNEL, 15Tk
RF 2FSEGER 9120IU/ml) 2RO BELEBRICEEL T3, — 5, DBEEHR O
2P RHEMOBERENR THY, KSEBEEHRLOEBFPHEL 27, KEH
ROIBARMBER TITE T AR, EEERE. MEEREREWTHLIERICEER
THEPHEZR L THY, ZEETOHMbERICEN 7=, SLE O 3 BRmBEFIX
1 FIDOHTH7=05, BEIEHEOEFENERSCRBERE2EELRYD. 15SROBEELIE
FICERBL TS, PA3AF = AD 4 Flid WO 000 B0 JIA 8RRy, IRE
BB R E DR OB RICIVEBICRE B STV (EE-BAER) . 1LIEH
(1 BN BHEICRD L, A £ 5% 3 4, ZEEEH], REHZ% 2§l S rafi—
VAP S—F ey MNE 1 F, SEEUE 1 B Chofe, 2FRIIH BRI RE - AT R
ET2/MRBEFEE LEAFIHRE WV 2ERBEE TEHHELEV 2B ENE S
TRUIGERBPENAN L THS, REOKBENRALNE, HELLTREFFMRE
EBRECEEL TWAZEL RIS NS,



41. BEHREICESEBRERZELZLIES

BAXEZEEFHMABEEANLARNEH 5 RE & B UR F—.
B4 KR HE #EX BE KD
B AXZEEZIHBREROCEAE £ EA IR &F'

U BEFRES/NETHLALNID, BB EOR EIHAD, RALITR

ol DEMEREE TS, 40, BEOPLTLRELHELL—FIZRBRLIZOTH

&T+5,

FEF 12 BOKR, EREEAROEFIIRISEREETRR, FBEANCIT, BB, KB

ERIT2, ABZRHEE 36.7kg, FHBU L AHER, FRIBESLIUCFMRELZED T,
ER AL ACR 1285 FM SREELZDEERELL TO 13/18 257, BfmEkEK
6000/ul, CRP0.10mg/dl, LDH167U/, CK64U/l, 7=V 111.6ng/ml, ESR6mm/MER,
IR T 72, RF22.81U/ml, HUZHUERME, $1 dsDNA HUiE 4.0IU/ml, FKIREERE

E#H, 7ARF—EEE, BE CT E¥. MELEY. HERERE.Q #ESLrEBORK

YSEWCRTAREICRERL, ABRBLI a3 730 A7 avey UTERLEB

FOF =D 2L, BARMREL ., BIREELRRELE,

AR 3 BRAZIVE TP, RPDBERAADRNIIIZRY, 2B H. 25 A KIT
B/ 28.5kg(BMIL3.OYETHEA L, MBR A LA o7, /Aabat’ 2 HERLTHLER
IIABE 3 P AEIVERL CTE/o), BIKCERER THY, BRVEZULWEE, #7-%Y
KiEE 125, BRBLIUEMH 2L DR FITEIIRDR o, KEIEBIIRD A
1B, MEOHAETITML_ LREOEE S I URESHE TIOR8,

DEEEBCT, BRISMEDOBE V&N, BREOBRITATHDI L, BBICE
BERROME D HHZLDB DT, REXZESHAV VT E2ITV, TOHERLEL
W2 IZWEL, 7aERLEHAL. LHOBRRBIURED R« 28R, R
PUZEDBITHFTREIZ 2D ABE 5 v A BITIBBIL -, REER CREDOAEEZE->T
Zan
(B8) . BAORICRENERICIVELEBHRSELL T, BEGRESEEL-
bDLEX NS, FEEREL TRABE (B0, A ARN) eI
REAAUILE2D, BEMREORMEDEE T, DEMNERNSEEELTE
FREREETEENZS,



42. /PRBHEGRED ML S EREERIZ AT 7R A

'BREBRFRFR EEFREWER SRREEEREESTF MR,
‘EORRPHESE CEYRFEABRSRFEEE

FhlasT | RHER | xR T | FARE | FtisE | RRgE T,
ERMEZ ' AIE R S S REC WEFRT'

<BH> DNEOBRMHEIHTRIE (fibromyalgia: FMS) D #2528 C, /MR FMS 0%
#r R RETT D,

<HBREFE> PRIVFBRFAREZZL 20 BERMOB L EES CHIBL,
KE T2 FFELSBRBLI FMS SREAE(1990 S)ICBEAINTVWS 21 HFroERAD
R MO EBRI R EEEELE,

<HER> 52 fl(B 15 B, & 37 B, T 129 BB HBELNR-, KBRNREL T,
EEEREEEESR 23 Fl, £FMETIT =T R 9Pl =—VIASERRE 7 B W
e 5 Blirl Thotz, B ADEBEIIT. 0 873194, 0~10 4516 B THY, FMS £
BRECREA T 11 MLLER 1TR (B 64, & 114) Thole, 20 1 RULEZ 0 5EF
LR BE (x MRE) . U (P=0.0009) . TREE (P=0.0006) . TBEL (P=0.0011) , BEBRHE
= (P=0.0049) , #15-> (P=0.0122) . BEFOESR (P=0.0183) 22 560L 11 KRULEETH
BizErol, T, EHEE 1 AU EOFITH->TH, FMS OBRWHI R AR 22 F AR
FHRZBHT DA o1,

<EBSWBRBEMNRELEZSEORE T, ERASOEBEN FMS OFEHER THD
BER, &, BREERYCEELLLNE, ERAOEREIT, /MR FMS ZE0RE
BOEBRLLTEFRLBDbN:, —F. ERAOKEREN 11 SU EO/NEFIERARSE
Fllt~BE, IV BFOLRIE, SHERBLVL FERCEERRE DT ERFE
FZBEERE P -T2, Fie FMS BRBIZIFIZETEL CO AT RERTRENT:, KB
T, Vx— SV EERROBRIERAOERBLARIIRDT,

< F53h > ER S OEBEEH AL, BITER OB ER2Y ORERFLEYIAA TN
\Rmit FMS B EEEZRNTOLERHD.
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