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mg/dl, C4 14.4 mg/dl, CH50 18.8 U/ml, it itk 640 (SP, H), ;iDNA#HL{E
116.2 IU/ml, HLIENA#L K unknown +, LET X hRgHE. RFFRICRE X h b o
foo WIE&V) . SLEECEMT L /=, ARZEE. drug induced lupus-like syndrome
EEEVEREBRE LT VWY, DLSTHERT I, 4R, BHE, £#E/07J
) WFIL CRBRETH o=, 10A278. I1gGH TV S ARZEDAR OB
D, Tz /IH25g:5 LEEZA,. 1 BEEICHEIrEHRL. BEE
H. 0TI a—CEBML pericardial effusion #58% /-, MFIEER R bHZM
£ 2569, MIDNAHL K 254 IU/mI & LR U . EREFEOHEI A5 Nz, L4
PRF-TFHRREELALD. 11AIR. DEAERLF-OWERTL., Ot
OLBER350 ml EHEH. I SICDER KL — > &Y BEHRE| #1757, 118
16845 7L K=vJO> 1 mg/kg/day DS £ BAL . REMR .. EEROHK
EEBHTVD, BE. X704 FARICLYLERBRERBRIFTH 3,

[EE] 1gGY T VS ARZIE ESLEENDRARMRICOVWTIE, ZTh % R"E
TAINRB LV, T /IHVBRADOTEEMER H3HFERE B E N TLH LY,
SLENKRA.2FE A LT, £l ZHO TRKRRLBEDI S,



5 BmaMEHIEIEMY L ERBBEICVNEFE LU
HAZRE L V) SLEEREL /= 1 fl

IERERF/NEF
REMA. BXEE

HARMIRIEM ) o/ EIR(SNL) 358, FHEDNY >/ HilElR. A MK
LEXRBLY D/ EIRREBRAICHIERTA ETR T, SNLRE2 FHICU U<
FRF. RGBT E G SLEAREL A EBhh 2Rk SAEHI 28R L
=

EF16eF LR, LRHMICERAFAOR ., FEHMNTR., 4> ~70
TYLMENFH o7, 3FLERT NE—EERBNDATCRETH > 1z, TR
6&F 38 (14F) 3:BEOR#H. HEEOEBY) o/ HiER. ANRRDH
HS5NARR, HEY L /NEERICTSNLERT SN, VUITFRFSLUHR
BhkIBRETERERICTABLE, TRE8E1A (1 6F) £50DMEXE]
HABLUSEOZHIEYHE, B w707 L ME. HZHERE. Uy
TFRFBEN A SN, FEXTOM FRKES CRBRAE - 121", ik
#;eEHICOBRRNES. 2H50FEBIEY > /VERHIR, ALK . CRPEB
. MFHEMLER. 2-5ASER, 71U FoRENF# 50, FIEOSNLE F
BROBKERER L, BEEREE. HELBRKE. SADHE E 24 KEE
{EFHSNI=1=0. TL F=>1mg/kg/day DEERA L /-, RS LURE
FRRANHENF#5N, TURZEEHR L ZHPBREBREAS A TULEWL, F
B 8 &£ 1 B ARRRFDREFHIREFRR I21gG  2,932mg/ml, IgA 345mg/ml,
IgM 366mg/ml, IgE 2,582IU/ml, CH50 459 U. C3 96mg/ml, C4
10mg/ml, RAPA 80X , RF 32IU/mi, LE cell(-), IC (mRF) 5.3ug/ml, ANA
1280X (homogeneous and speckled type), iDNA#{£320X, fissDNAH{E
7.1 1U/ml, #idsDNA#HL{E 40.3 AU/mI, iLU1-RNPHLIE 4X, H1SS-A Hifk 2X,
nss-BHLE (1) TH o 7=,

BEFRESNLEDBHEIC DWW TXRHEREMA THRET 3,



6 FEEBREICL 3 @R ) P IEERAERREO—F

BORMALKF EFEB/ AR

REIRE. FKESE. MERET. SNSET. FES—. S/IBLZ.
FA%H. SRaFTF. FKEEE. FUB2. FBER. BEHEER.
RS, HEBRT

[BL®IC] HiY CIEEREESRE G ~ERREICEE L TBBRNEE.
BRIEKE. O/IWRBRIESOERERTEREOBHTH D, 2XEOHOTR
BEFBICES b, BLECEHTIALBDOSND, BEREBREC LAY
DEFIEER L =D CETOXRNFELMARET 3,

[fEF)] 9OER

[£5R] RV >/ SHiEER.

(RBE] 1994 F12ABRICHER/EFTAOEICTHENR S, SHM., RB#.
IEERHORIED B 5 h28AURRESFHC AR, RERY. FlteRE. nR
HEH SNHEMRENTIRIB/NMNERNEGERIE B o/,

[ABRRE] $iB37.1C. SR RIT, BIRMEE : AMiR. BHRIEALE -
R, TBY >/ SHEEANCS gnnk % 2 B - EEEH T,

[##1E] wBC 6900/mm>, Hb 11.0g/dl. PIt 31.9X10*/mm*, ESR 60mm/hr.CRP
0.0mg/dl. GOT 231U/L. GPT 401U/L. LDH 3711U/L, Ig6 2250mg/dl. ¥ -glb
27.0%. ANA 80X (H,Sp). CH50 38.2U/ml. €3 111mg/di. ASLO 1304U, ADNAse -B
480U, PT 1.28INR. aPTT 54.9%p, HHMPEFRE] 6.304. RBRE HBm3+. FEQ3+.
AL L, VW=FXF7oFaT7T5 > G HN T U Fitkige 1. 4U/m

(BB1E) . 1gM1.0u/ml (FB1E)

58] ASLOEMERIE £ 1% 5 MR 5 BMARKBAVEDNLY, L —T27T
SFATTS M MANLTFIVEHEBETH I 2 L b 5 BEREBE IS
LY CEEERAERFCLIRERY. HOEREBE U -, BEEBRIC
MUTIRAMPC 235 L. BERECH L TREABLEOH TEMRL £,

[#558] BRECfE S HMER - BEREEBH AL EICBFEDZRICBNT
BRREEDIVEFSHDLEZISN 1,



7 7RAEYTar bA—-JLL A /=subclinical Sjégren
syndrome® 1 {§j
MNOBLF. MIEF. B & BHRZ=E. &S &
RFRIC EHRrmikiizel

[(IUBHIC] RBLERPTREL. AIBREXTOA RAIICKTE
¥ B subclinical Sjogren syndrome®/NEIC¥ L. XTFAA KBRS
BMTTRAEY V&AL ECA, RIBREXTOA REIORIE
EEREBEOQAY FO—IIDTRETH > E1GIEBR LD THRET S,

(EEH] 126%. &R, HERICFEORAL2HGOAMAME X
HKIGEERZL. LRV ORRTRHRE. RBEHEKLE,
LHrL. BEBICHEVBURERL, BENFREBNTHEBNARS
o7, EBRIEKDBEBM oM. MKnEEYE. RSSAHTEKEE
., SSBhikERE, Y2V TAPREETT, BETHRERETT
o2& ZABERI~2mmDBRRIER £ 28 ( stage 2), /NERIRA
BRT/NENEE B ICSOMELL D BEkiRBEZRH = ( grade 2),
subclinical Sjogren syndrome®ZEiDH &7 X E U O AMR%E BItA
L. 7V R=VnV0EBEiTo7/. &8P, 7L RZvVDVORE
BICHEVRRALBHINOBFBREALSNEN, 7RAEYU Y OPRE
EEZSVYIL. BYHRECROEEZAEHKEKRELE, O
gL RzvovEERPIELE. REFRAEY D HERPTHS
M, FEROBRIIR SN TV,

[#%38] /R DSjogren syndrome TIIERERDBEE RS Z
ENEL . FEFADL D CFEAFRBORBREZRYRTHRBOERN &
L TSjogren syndromebZETILENHDIELEEZA SN, F/=
BIBREXTOA4 RHKFEDSjégren syndromelCx L7 X EY
PBEUNTHD I ENREEI N,



8 BREE Behget iZD1/M\EH

fEMARFERE/NISEHE
KIWERT, MEHE=, MEETF, HELTF, FARHT—,
FiRRER, E#—k, HIFA, A=, MELF

Behget RIS SO RENKBETERBICOE>TRELB T, IR
CRENGEBTHS. BEBRBLIBICHEBHETL, NEHGART
& L 7= Behget HO—NRBIEBR LD THRET 3.

EGIZ 11 BR. FR7ENEHN QONSFBYEL, LREE2AN
DEBOHERE, &5 (ULEL THRQBHMINA2 UFEL2SL L. 2
HIRERISE ASO DBERE MDY I FHEEDN, FALU L ERZY
YryogoxsERasne. LBRTV: QTRQRE, LIJ—TEFQL
_BREREABOL. 1 HBEOAROEORBOBERDEBENL SN
¥, KBT 7 4 "—EHITUE & C RO EERES T Behget HOEENT,
LRABNAESNTARLE. BRIEOT 75E0OR%, THROSHMETH,
HIFSEEORE, DESRELEORENS, BET Behcet & BHL
fo. BURRS, A THSRICIRG L-BRAER S BN, BBERDHEN,
R, PLBIREE, salazosulfapyridine EES > E DRBREREL 7=
ECB, ERIZEONCKRELLE. 5BME, KBY 7 A NA—ICTHEDR
BEERL, BOBIMEEM, FC pentoxifyline DARZEIRBLE. B
W, OEFRLEELE. LRRIEBLE LS CHELEY, LBEREE
BEELE. SUDABIUEMBG LY Y FEFRSLLAERDET %
Bk, REUMOOBETIREFLEEDAN LI END, ThED
LEFEE S Behget fE L DEENEDNE. RERBERTRIEL, FBRR
FTHB. 15, BRIZHLABS BHETHY, BT KoBMsPTHIR
WEEAEREDIEN oI




O FEENMENAREIBER D 1 B

WEAS MR RER
BEF OMGEAY. MM %LV, BL REY. SM BT,
WE EAY. B EgD. EE EE"

SETRBCTRE L EMESIREBERX(PN) 2B L IcOTHRET 5,

EREO BmOLR, FRERH., ELTHIER. B TH- 1=, SRARY
1 5 BRIIC 38.2°COREERY. AEICTRMBEIEI X LEHINIRE
#FIFITIE, 0. EFTRICER. £FEERH. BEDO-HERRAR &K
Y, BEEROBEICT, MERIORE &S T THERDER A SNEM -
==&, SRBAARE L > oo AP, (KiB(E 38.6°C. £ LT RDIER.
Bk, EBERO. HITRFIEETH o1z, WBC 24900/ £ (Neu74.5%,
Lym 17.4%) . Hb 9.7g/dl, Plt 61.4x10% u . ASO 1438.7U/ml,
ASK 10240 £, CRP 16.2mg/dl, EEECMEIEETH-> 1z, RRE
TREEXROEI - o, AbRR. MEREELXEZEIMERDORS 1T 12h%
REELEBOFRZ(IHE, B@P. TRICEHZBELEIRBZHRUIIOHK
BERETEZR BHOMERCHMIBOBRHLIEFRLAROAEERD
PN &2287F U1z, iAEERT L K= 2mg/kg MofE L. BRA% 4 B TREL
ERDEREZRHTI,

PN [CBERERENERTT L0 NEIAHRREN D, FEHTH ASO,
ASK DEDHERE L Y BERRBREN KT LTS & REEI N,
Fro. EIRNEBICRE LU PN LML EIEYS /N7 RIEEHT. b
WERBRDPN &EZ bz, NEOREEOD PN O|E>I D% EERE
FlEEZ ONICDTXBRAIBREMARET 5,



10 RUEIEIEM B TIT Uf-Swe et iE[RBED — B IR I

Hi/NRER BREUITFRYD REREYD

O/MNER FIZF) K@ EAD /Nt g—Y
2% 7Y =HN 2 ux= o)

[i2Loic]) Sweet FERBZ.1964FE Sweet (CKOMBTRESh

IEBT, R, SAMHEENINEZERE L., ARPHOCE., TFHRERO
HEANOHRBMEET 5, 0-6OBOKHEICHFRL. NRBIZP (Y,
SEMER, BBPCOBFXOERERD., RLICHEBCERELKIO,
11R6 y AR ICAMEREERRCTREELE—BRAEERL O THRE
T3, [ER)EPRORBR, £%I7AEBMNSREMHEL, 182
TARBKORBESEIELICK oIz, 2KE (BIB1E) HFICABRLU.
BREBERKD Sweet FERBLZBEHUIC, S&ER. 2. [HERIGRE
BiE(E. RFRAS FHl, PFFFTUD, XU PLFE— M YA I0T 2R T 724 K, iF
HUEIIVACERETYHII/RIRUVAD YR EZRL, FRIES ABR
Elsolco FHOFA4AKVERNBRLU, BARE R o1, L6 F11
ACEHRMEE. MEKE. REESOHMEERMNMHE L, MBRICH
SZTRUNERIEZH L. MEAREL LB CHI/ARRIVAEZTHR, &
BREQRACHBLLL, MERBAELUI, TRTHFIOAREM., BHE
#. BOMHRUI, XF7aq FRAIBEENEREET o). AHOTE
J—FEBROEBL, FE8FE1 AETL, #Rt. TRUNTEE, B
REE. BOUICREBEEEBELORENS BN,
[ %) Sweet ERBOETHATIE. LIFL..T KHICMEREEZD
NE3ZTERLEEREHE . UHURMBEMEBEROL 6L IR0 BE
(X, BRBEBEATREIZIONARD o/, BTIXSH B, BERMIICEET <
EZQPEO—DEEXIDNT,



11 BERABEDLNCRBEETERD 16

WA, THEE, BERE AR, TELE
AW, MEEX" BIEA? SNIE2. WEET
D BTy 7 U ERASRRGERRR R
2R REE O WRATIAY EFHNEH

t
2104500 Ho8E £ U, SEBEBEEHCIESREN, bR
s BRI NCCLARBASNA, LOL, BBNSH< HBESSL, M0
RIRETWBC13500/ ul. CRP3.3mg/dl. —BRRKRICTER (+) #Bm (+)
LOBRTHo 1, TOROEREMERTENLY, EREBE T, TA168
LA RRRZ Lo, SHRBEH. WBC11000/ 1l. CRP2.5mg/dl. —iRiR
RICTH (9 Bl (+-) THok, LHL. TA23AIC, BEME< HBEA
Beitiof, ARMEAFRRR. BETXECLH<. WEEX-PICTHHS
FTREZEHEL, REMRIE. WBC11100/ i, Hb 13.0g/dl. Plt 32.0x104/
wl, CRP5.0me/dl. HEAKITE. BRRICTHE (+) Bl (+-) . AHRBC
3-5/HPF, WBC 10-15/HPF . FR#IE LE0-1/HPF . BFM42-3/HPF,
NAG23T#H> %, RERFHBLEE\SEERET o1k, CTRXEMHAL
o ¥, BTO—. IVP. L/ JSAIRMEARL. GaY U FICTHERIEH
RiE{\BoNGEM o, TOD%. HRE VN, REERCTHREREIRLES
hd. CTRXZHiEL7, —A. ABREBRPDNAG. 2MGOD tH. ESRD
R0, BEREEABEREBTUL, TORR. FRKIEEL<. M
HICHEREDLE T SMRORMERD SHREFRETH o1, IREHIIC
FREEDOT. MERSOETEANSSNLLSD, WA TEBREL
Lk, E0#%. REORZITERUMERESTLLL ZS, REREMSHE
Lkctesd, BERICAHUAMENERLER. 704 REMAL. BER
BHTH S, s



12 2 5BEFMBEGHUIYF (JRA) ICHLX MPL XY
—h-2oOXKRYLHRAEEEBI -2

HERBRBBPRFRNEH FTHEAE. FHILS
FEXZEZRNEH BlRERF. AFB—

BAOABRICERMEDL SR I RAICKHLTA MM —F 70X KY
CHAREERALOTEIORAERETS. EM1]1 981 F4FTh (R
15 BR. 198757 ARE. BLOR Y 73 FHICERMLT., 7L
KZVOLE2RETIEBREZRYELA. 199 0FELY SEABMRIET
L. 19 93FEAPSKREAHRDLEDICHETHIRELL o/, ZDEHX M
LXY— MEEE1993FE3RAPSHBLAYERICESYT. CRP 9.2

mg/di. 1gG1724mg/dl. WBC12200/ultEAEVEREER
L. SEBADLHBLE)OREE G- CORH1 995ETA &YX
FrL¥H—F7.5mg/we Y70 K 5 0Omg/difAREE EBRB L.

BB ARNEL TERFICSLIBEERIGEL Y. RBLEDLGERHIHERKR
L. FLEZVOCORBICEEIILAEDY . CRP3.0mg/dl, | gG 1

529mg/dIEBREBNRE KL VWS . [EF2) 1986 F4E%h (B
E10mM) XR. 199 2F8ARAE.- 1993F &0 A ML FH— MEE
#BAL CTCR PaA~8mg/dERET/IRIKENEL . LAL. 19945

11RAEPS SEEHANBH SN, ABEERMTH-L 1996F1 AICI
DR, BREEOHLVWLEEREELTEHRLA. X704 KINULIEESR
EWEN—BHICBERLAY., JLFZVOVRENEEEE /. 2D
1996F3B&W AR FH—K7.5mg/we ¥20RKY 25 0mg/d
HEABEEZFHEBALE. ZTORRERELELECEY . TLRFZVOCOREILS
RIHL. BRICE-TW3. [EFE] AhLEH—F. 270K DA
BEGEMREB U Y v FICHTI3AEEE L TEIMMYRES L LD, 258
JRA2EFD L I7OXRY LI TIRBHEERE > TV, BISES DR
EXSIOXKY OEBICESICRINVBEEEZIS N1



13 2 70XFRY PACYA) EXTFOA REIOHBAERENIFINL /-
#AMLEREEMEEY 77 F(JIRA)D2ESFI

BEEMIIRF/NER
FAREE. S8z, RERE. MEET. Sn3ET. FES—
FILE2. SEHFF. FKEEE. FHET. FHNER. BEEE
HERESE, BERT

AL BRIJRADAEFICI L T X501 REICIA TCYAORBRE#BA L £,
ZOMER. BRI NE L, BRICEZARNKY . X704 FEIOREH T EE
ThHot, NEHMEEEIMA T, 2EFIOBKRZBEHRET 3,

[EFN) %R, 2875 BRI HBRSL & S RAEE CRAE, PSLAR. xFLTL
K=varmPsL)/vIL XfEi&k, UR{EX 7041 FEIEFE, 7XEY A (ASA)ANER.
XML xY— AR, 2EFSHEL EERALY. BR - MEREZVVIELTWY
7o 5804 BERICPSLICHNA TCYARBR % HfAE. BRICLIARIELC., B8R
1%,

[fEfI2] BR, 2k%6 + ARFICithiRE: & MREIENERR CHRAE, PSLAAR. mPSL/Y
WAFEE, URIEZXTO4 REIEE. ASARIR. £HHIGELE*RALEM -
MNERRZE#H)EL Tz, 21145 BEICPSLEASAICIIA TCYAR R # FtATE .
ABRPEL | BRI,

(%]

CYARNILIS—TY D IBRICEENERENFIER%2E 5. BRBHERELEH
BiICmE &€, BATIE1986FICET I, X—F v MR, BRYEEZE. B
SARMAM, FRFERB, 2 70— UEREISECY H3, BEKRST S LEIER
ELTERBEIHEL, PV EARDRIEShE LW WS BREMNFEETEHE»
BOWEEITHY ., $-EBRETHIRNOBREEOFEENEHIKZ VDT,
EMMmMPERE#BERICAEL., BEBICEEREFEEEETIVEN 63,

$E L 2ERITIE . CYARBRFBREZNh Zhor B LUB,y ADBAT, £ £
2BHEREL THShTWABREE 23D TVWE WL, ZOMOBEIERE LTIE. 2
REBICBEERBO I,

[£&0]

HAMS BRIIRADEFICPSLECYAZ AL, EELBIMERL L ICEBEKARR
NRELB, COBEEOEDEICOVTSHBICEFEEEL. BRITEKET 3
PEIHDEEZLNT-,



14 RENPAHACTIABREERTOA FRBEHALTVS
LHERIRARABHID24

EsRPHERb/NEN FEHE, BLS5F
B EEEARE - VUOIFH & XEF
AEBEXRZEFHMEE  NF 8 FEH B

[#E#11) KD.138%EBR,

[ZH] £253IRA. KBREFRERMLEE. BHRIERL. R7F04 RERAE,
[REE] HReTREFLL,

[EEkE8) 19855 3A( 25k 4 W AR ). THBIE LMIRBICTRIE. EEX
NREHC T2 BRIIRALZHIE N, aspirin+BIBRBERTO/4 REOH/RS (3H
B) ICTEBRICAY., 1986F7TALV1987F7B ETHNRSZZHEY, 1987F7H.
EKERL. aspirinBOIREICTARBATI b, EREZ2 o)L TET,
1989F LY RIBREARATOA RENREEHH, L. RA704 R&FEEERY.
ESR. SAE. BHELRe. EABREREREHETEERIE. FENSAD.
7 UJL¥—#). DMARD( auranofin ), #AEAZAT5H. X504 RERTE
¥, predonisolone 10mg/dayLl T CRHRIBARE (A% 4E) RUIRABEZEZR
. 1995548 L YMTX/LAEE (7.5me4y 3:8 1 [E) HtABLE. =R511:8
LY. CRPOIET2TH. MTXirE#R. VI1EMNTT. predonisolone 20mg:EH
BE5-12mefR AR EICEBRLEE, MTXOEWERIRIREND LSS, BHTIVE
(AN :

[fEH 2 ] S. M. 13:%&R,

[ZH#f] 258JRA. $RZHHIML.

[RIEE] BHCP+MR, RHCRIFFH,

(ke8] 19938 (108 1h A . TERIEMA. B, FEmER. it
IREACTRIE. RELARBR/NREHCT2ERIRALZH, aspirin@O#SICTHE
KERT Y. FHEREEDSH. —Bhik, VU~ b RESHONT,
ibuprofen(C T;ABBEIL. HIENSAIDPDMARD( bucillamine ) &5 & /=55, fEK
HESY, 1994F7TALUYMTX/VVASE (2.5meg4y 3:8 1 []) HHABAA,
NSAID+MTX 10mg4y 338 1 BITEER I Y bO—)LTEZVESD. 199582H.,
MTX#%—Bhitk UT. predonisolone 30mgi# BiX 538, fERNES SN,
AT70O4 REBTIRAKEZZRY. SilH#iis LT, mizoribine 75mg—
25mgiE A +MTX 5mg —7.5mg4} 338 1 [ (C Tpredonisolone 5mgfg Ai%&
CREBLSEL. RENPROEELSRMERIRENDE S, BOHTIVIL,




15 EBHBRUMITE, MSICK BDICEELERLEBHESE
2 UIcBiatERAO—B)

ERETFERNRE . SRk RR?

EHFET", gEBRX". BHFEAY. 5F K. & LRV,

FRSHCF? | BFEBRFY . KTHF? . KBEAF"

25T RAT, SBOBREFBTFERLTSHHEERD, KBTI L k= (Pred)
EX bR LFE— FMOBANED LIcliaF £ 8ET 3.

<TEP >8R, BEEME : IMIFARIFT R, RFE : 2N B, RBEBEBH
HB U TEBIRBRICABRR. stil IBIRADBIFICTZ AEYU v (Asp)BAtEd 3 b
BMEREZR L, MUVAFVICEE, BRUI, SMRICTHERD, THARCH
EOBERH Y. PrediZ¥5ICTER, £DTHARKRGERIB)PredfBPICE20HT
3, Predif &y /07U U (yg)ivicTER, Ubh UEBRPICHIE &0
hAB, i, 61D A, IFVNhAESRIEBIERE R, TO%Preddit
T3 b145% L SEBRAERRIEEOBR, WAIDE v gl THE T/
WA HSEIT Ul fob SRR, HRIARRE:. H5R%. RS, BIANM. Him
e & TR E RO, BKEE, OO OEROABNB Y, Mk
(- T. RBC, Hb, PItIET & GOT,LDH, Ferritin, CRRO_EHMNER T, HinEE
FRELYUDICEE2H LTz, NSAIDZdIEL, DICOiAM L, Pred 2mg/kg
(40mg). MTXT. 5mg/B%BAME UABHERER Ucht, 1 ARk L TH RN
LCRPEELHZE LY. PreddOmg(2. Smg/kg) (CIEB L THREBT. Tl A
Be @3 fthEICxt T MM OISR, BB - BECH L IESRIEERL, W
BOICBOTREETH > fopt, LDEBHY V&Y V7 ERBFROBEREE
BT THRERDT, 1BRLYBRLZ(CPredERBHTH B,
<FBE>XRO3EE OBRBOER - REFTR(I, Stephan>DMacropharge
activation syndrome(MAS) (C—3d 5 LEZ Dhilc, EADOEWER. iR
ROSHHEICINZ TREBRECHES DBNESNAEGE C-EABIT. 4%
HMSOREASHTMELEBBRENNETH D,



16 VU b REFBEDOSBEHBIRALFHIICHTZIBTLK
—vor#5oaas

fEMRFEEFRNEH
T, MEAR, LH—k, BROAE, RHHAZ, MELF

o

(B8] U b FEFRBEOEEMNTTY O F . RADOBEY 9<F
CHUUARICEREDODONB, EE. COLSTRAFICHLT, B
MO RT O RRAREE. AVILFE—F LBRIVRZVOVOHB
BREESNTNS, LML, AV MLFE— bOREYE. gFEEREORM
FRICBUTIIRBEANS O, IERTOS RRARERIC. @87, LB
LRZvOYVZ#BL. BBRELTVWBXFHICOVTHRET S,

(FEF) 13%. &F. REE. BEECEHRITRECLEAN, FRTE
B oH LRELRBOEERERY. FR8FE 2 AICIIAFRES. mAIFHEMN
. mfRuEmoLE. EiELHALL, JRAZEDN, AEMS 3 A25AH
LRRICEBN SN, MRRICIIEEN. AEROBEENED SN, MERETIE
Vo2 b REFBMETH 2. FA4FY2. OF VY 2/ELEMNERD
RERHZSNAEMO. 5AREANS. BEESEELBTHROHONELS
[CfzY. MFEMRETCRP, MM ERLTEELHSAI6AICARLE. A
PRi%. 7AEU>60mg/kg/BETHEBLUAHMER. REMR LS ICHEEIH
Sh. FFtERELHRALELD. 6 A3AMSFAFYICEEL., >F
J=IVEHRALE. F4F38 0 0%5R(318mg/kg/ B ETHEE L =R
B4 ICHEL. CRP 6.08mg/dl, Mk 69mm/hriC LR LD, TR
AmhSFL R=var Rk 7.5mg/BEHALE. T RZVR BER
3EER. REMROUE 2. RERABRPTHS.

[£R] BIBHERATOA REOLVRIZE(Z. SBERICHEDT. BEHATEE
LBbh3, BEOBERELB/IRICHDSE=HICHENEOERF & D6
BEEDEDECONWTRE LA,



17 JRAOMTXHEE (Fr7— MERD5)
BRI AZEZRNEH RERT

2E7HE LV IRAOMTXERFIOREICE LB L -, BSREGIEBR1661.
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EHA7 707 CERE, 4177071 BRA%K2BEKND4R S
AELIVGE2ICEEER. RERCORZF.2BH -, 5SA30B@EFHE
HOBEOERERFBROA 2K LER, BEAXRTI IOz RE
FTHINERBEMHBILTIVWS, GHEAMEB1992F K TJones O
RFEMER R BLEI LD o 1,

1980, RFOZMEE+FBAILVEERBLEZICAONDIE
BREAA L ETD—HIBEEINPSRALTRE N B LSICE o7,
PSRANDEAEIERBRFEENTEERTRHBICR AN, HHLAOR
BOEBERTHESINANSAIDSBEDTHI EOHEN SV, KHIR
FAJRALOEFHNBMBTHSERBEBIVENHZERhN
5, PSRAICDOWTER . Af. FRENUBRHNETELZESDRFL £,



31 NRSLEXFO4 RKIFEFICH T2 70U LZDOTHR

KERAFEFR/NEH
SHER. R #—

(D) BETC. YBHCHWL TR, X701 FEFEDLEMTY T2 =T
ZSLECx L 70 ZXRY > /213 JVE L EBWTRTO1 ROBEERA
T&=, SE. Zh5NORENFHFILIRLF L X704 ROBEL THHETH -

FERICE VT, 2 701 L ZFKE0GD R TH - 1 ERIERBRL 1=, @EFD fE
111 SSRRBHCSLE o e LCTL K2 VAL, AF0O4 KIULAEREIC L V) BE
ERTVEY, MEEHCRBTHBIN Y > T EEBICARE Bk, TLRZY
AUCINA TS 7 AR %BHA LY, EEROER. X704 KREEHIC
Mhih =0T, ¥ I7AXRY > ERIEL TRHG06 Z5A U, #5620 B
#IC133mg/dayE THIIE L TIERDESED 338 S h., emg/dayl"I8E U 7R CRIBE
HES U7, & 5 ICHIDNASTED35.0UML b 5 170UMACIREZEN 588D S hi=7-6DR
&k o7, IBRERICZA 704 ROREHRIEEL Ko7, BWERE LTI, MiEH
) WO LR BB DA T e, [EAR): 1RSI 208 A THTBE.
ZREBIIBE E BRETERE UTABRERVEL Tu M, 20 IDDEENA
WCABRE LY, 22074773 K, P7OXKRY) UASTHREBDEWE=HIC
FK506 ZB8iE L 7=, K506 2mg/day CHUZN (B 1256015 5320 1T L. $1DNA
fEH25Umeh 559U/me e AR £ LA HER LB e o7, 1B
B ICI3AK506 7mg/dayd& S & V) #IBEIE R L. & 5(C8mg/daye U THEH#
1325704 KERIET 3ENF T& /=, ZOEFICHWTHEHERIZAHIZZD BHh >
Teo  (FEED) BEAMOSLEICH L TRGBII B THBEEASNS, £/ X7
04 RICL 2RREE RSBt EOEALENERL TR 5 W AEFI L
THERSNINE /OIS, RIS ICHTSEHERIC OWTIR $757°83
ERbHIDTEELREFEIVETH D,



32 /NRIL—TIBRIZHT BCyclophosphamidef] & BUEFEHE A DR

BREASESHNEH. B ERSMEHAEE
ERKEEZ. iHMEB. F 5. RBRBEEIC. ShE2
KINBE&E. -8 H. RFEA. $2EE". TEAR—NB

BE. EEL-TIBRICAVWTES 708577 FORRNE
ABRBELUTCYNIVIREERBT)OADEIr ABRALEFROICHE
ShTw3, LALMRHEBTOHRERET AL, T4 IRHEEE
BEEZOHBEL2EAHDDbEIE., TOHERRBLVEETHINEZ L
EFAo6h3, SABELBEAEOL-TIBRLOA4EHICH L TCY
NWZEEEAVRES CHBHNRFLREREBTVINTHET 3,

HRILUBMBPERAKTCRBBRERO4ER. Bzt :3, F
PREFRBII12E. BSHBOWHOSETWENDb24Fl, Ta—Nb 1 fl.
Da—=TM1fl# >4, 4Bl 7L FZCABR+ X709 KINILZXEE.,

2 ICMizoribinedXAIhTVwAEY, RHICH AV BEAR Y ER

LTWri, CYNILZEERMBBOEARIEIFY6.2g/day. B
THERI1I5EE >, CY®REHZEELehmanb (1992) DA &
CEML, BOOXERL0.59/m2r S5EMAL1.0g/m2E THE (1
PBEBE)ZNUERINAB I EIC1g/ M2 TCHVIERTRT ELA(3
FRTRI1BOAR) , DRI, CYNILXHRAFER. 1F%. A
RTHOREATE. ABRTLRZCENREBENDEES THTEL -,
EEHORBEATRE I F1.4g/day, 1 £#(30.4g/dayTh V&
ERTCTABRTILE=ZCOBRBIFAETH -, BIFAE L TR .CYH
ER0EL. BHE2FCHY  BEOHMMBEBAZ 1 5B £
. 2RSS OBEELEIEFREBRLE S =,

SENHELZORHATR. HRINHEABFATH--HODLBICRKAMR
NHREELDBD. £-TLKZOREVFAETH -, L L. EBH
BEEDPEL. LRV EDR, FRILODVWTRSHOEREFL
EUhELdHW,

mﬁmkﬁﬁt%ﬁbfmﬁw—fzﬁbuﬁvacvnkzﬁﬁ
@ﬁﬁ§$®m4#¥$na



33 PNRIV-TZABRICWT S 70KXT773I K-
18IV 2 BEEDEERAYIR ST

EERE)) . TIWEE) | BT EY . FEIR.

REEHT 2 | MEEBA) '

NABKRKENRE 2))ABKKZERE 2 —/NE#H

NRSLEDZ DEFENFTH., W—TXBREZDTF.%E

EATIEFELTHICEETH S, HFE. AREEICS VTV
—TXBROABBMCIOI7OKIT 7 I K« INILZXEE (LITCY-P
B|E) PEASN. ZORUMIBEIhTVS, L L. MR
HERTOHERI DBV,

(3% - HiE] HRiGE. 2EMICH3CY-PEEERT LENR
W—TXBL (REMEZEREVThHWHO-VIE) O%LR 46T,
FER. >70FXT77IFEE5EE21@ICOE 750mcy/M2

(max.:1000ma) & L. 1 p BEIC6@E. ZD#%3 » BEOKRS
L. 2@ (BH2@) TRTE LR, &512, ARITEOBKIE
K. REMR. b &JUBREBARKRE LEEIRET L /=,

(BR] WThOEGICOWTHEBERER. MAE(LFAIRTR D
WEHFASN, X701 FRIDBENRIEEE & - 1=, BiRIBAARE
BRICOVWTI, RBEOEBERENHBEIBDOSN, LHL,
BERE (REORMIE. RAEER) OWHFICEIBRILEBH S
hgh o7,

[#%5E] CY-PBUER. EBMERTEFEIN-—TIBRICHLTH
MTHY . 510, BHRERE S ICBELEN LR O%E
LI TEBAMTHB EEAI LN,



34 RERBOARICMBEMEENSENTH o /NELERTIUFTI F—FTR
(SLE)2fEMIDONT

FERZELRBNER WOR—, NeiEz. EREEF. THREH.
EE—
FEAZEZBAIEESE SEKA, MEEX

<HWMD>EEHAMD S L EL&MCH T 5 MFSHREGE - RERERELLE
OMBFELEOEMELSBE SN TN, HE. IEMEEDBEEE LT,
BIZBRERTOA KHRGENHRLE OREROENFE TILEHME LIS
SHIZVER, SRICHEBELELTIN—TABRDIER. CNSIL—F
ZERDSER. BERLLORMTHIROEN & ERATERESILRE
BHIFSNTND, REBICHAMDS LELEZ SN, MEIARE
LCEIBRERTOA RELE DEYEEICMANRMEEE4ALENL
TEIMNRSLE 2FEGIEREEL-DTHRET 3.
<EG>EG1 : 1 4BmER. FHL6E9 B ICKHERER - MMRHAEICT
AL, RT3 AICRH - MO - AmkEd - EHEINE - Hisk
REBMALICEY S LE EZBaNE, R VIERRGHEBMEL DB
RPFECH< . RBEHUSBOEEZ SN,
EH2 1 1 BLR, FRSE3AICTIEEE BERBHBCREL. T
DR TE - BEORS., IF - BAREHO. GnRED - EH&NE -
UM - IDN AVIBBEAL LY S LELZHENE, Y VIEH
RENSENT, BEROREE2DY. KEIHMSBENLEISNE,
2fEBlE DT K=V O 2mg/kg/dayDRIRZEBIE L, FES CfE
WEFEEES 1 1Z4E. 60238 EFo /. MBI EHIEEL
EERIRESH ST, TORERACBRUL,
<BER>SED 2 FEHITREROBYFE (CIBRREFEEHA L ERRERT
O, ERICERESED LR, BAREEISNBNRS L EDBKE
CHENT, MEMEERRATLIERED—DEEZONS,



35 SLEZEAGIC T2 mAaEHR., Y1707+ X773 K
INIL A FE

HoRTHIL AFEFR/N R

SNEZ. FES—. FAXHE. BEET. S3ET.
REIRE. SH/EFF. BKEEE. RUEZ. FERIER.
AMAER. HE#HE, HEBRT

SLER ZRBEFTMOECREMRENRERTHY ., ZOBRKELTZXFO
1 FRIZ EORENHFIIEREINR TV, LALEN SHEARICRIELE
VWEHABIHTRE L. 2L S BREGICH ¢ 2RI R EE > TV3, K2,
XFINTL K= (mPSL)/ IV ZBRE SRS L B VWSLEDBEARICH L T,
M&EH(plasmapheresis;PP)& 707 # X 7 7 3 K(CY) /L XA 8K
B EMHALEDLE-OTHET S,

fEG 2 14/, &R, 1994547, RiZIE - 2HEEH - B - BEICTR
EL. YRARE LD, ARRR. BHAM - o MIkiK) - REW/ZEAQR - &
U VMEFRINAE - FRICAETTE - BIR% - DRKEFE L. BERTIEWHO
DREEIVEI CH o1, SLECHTL. mPSL/SILXBEE%: 2 7 —IVHETT L 720",
fER - REFFRODNEL2EBO Lo, ZODFHPPHCY/NIL IFEE TVMELK -
BREMRBEE L -, ZDH. CY/VILAFEEEPPHCY/ NIV ABEE#1 DB BIC
KXHIC6 7 —ILKEIT L. TDOHI DB BICPPHCY/NIL ABE%( 2 7 —IVRETTL
oo SHRICEVER - REMR G IEH{EL. #BEE LTIEMZR150mgE
PSL20mgé& L. ZDHEPSL R4 IC#K LIREI1IOMgE & V) B4 { £:851%
ELTW3,

EFE 25709 KABICKIE L EVSLEICH LT, RABI CRPPRCYHRES
LEPFTHLNRTHY, Eularb5IEPPECY/NNILX R A B H E-AEIBUTH
BEERE LA, MRICBVWTZDARBOBEGIL EVD, L4 DEFITIE
COBRBCLIVIER - BEFFRIFRBICHEL =, PPIIMBROREHE LR
ET 3H°, PPHEIC EREM GOE LM, RO ICEMEE L, PPEBARET
IEMT I ENB L, SLEICHTIPPRRBRENRERR EESNhTWVWS, Ly L.
AGHABEIPPEORBHAE LMD WA ECY/VL IFEIC L WFREIC
fECEZ3C L SRERBICHOAYRENEOHBR2NHTE S ZErHFET
&5,



36 HEMBENLAEZBO LI >T-ERBRERO—H

BE)BTT CHEREL 5 — BREEH
KMBhS . BILETE, FIBIE

NREREER (JDM) TIREBMICCP K2 I UHHENEROLAEBHS, L
PLENSTHICHEEMEOLALEVWIDMP RSN 3, H4 EBEEGER CHBIER &
EBULEFSCPKOLA%BOHE VI DMIEFAERRL:, BHHLUAERRELD
ICREBRICOERE T3, EfRSFLR. TR6FE1 2 ARIBENrRS i, 8
BOAHHME, ZTORBRERL /Y. FE7F1 0 AR, BUELEHER (Go
-wer's sign) FEPIPEEMIH A O/MEEIKEZ (Gottron’s sign) Xk 7 £ 8 AR
SR, BERIBRLICEE oD, FREEIRAYU L 2—ARELE -
ARMBERE, £GREBRTF, FEOPEIBIL-, BBAHER. Gottron’s signks
%, ERHECOBAEFTHIR S hi, OB, FRES, FRGMhEr o, 0E
AR TI2WBC;5000/ x1. ESR;22mm/1h, GOT;42IU/I. GPT;19 1U/I. LDH;8021U/I
CPK;911U/I. Ald;8.41U/I, 19G;1920mg/dl. 3 # 7 OE>;34ng/ml. ECPK, I+
OEYOERIERShE. LDH. Ald. IgGND_ LR %388 /=, Mixdik;1280f&. CH50;
46.0/ml, #iJo-1JIRNPHIKIIBEETH - /-, HBHIHEE/SN2 - &8RL. KBS
DOMRITRT2WITU S AICEESREBO L, BERTRIBROMEIBONL,
REICREIE L. BRE. DBEREEDMRBRONED >/, BEREER. LK
=0 2mg/kg/dRERBEE. AREE 1 ERTHTRIAALA-XICHY, 2:BETHR
SRBLEE, ARSIV TLRZVJOCERBLAEEZ A, BEFE. BEORERR
BPHRULALDTYFF Y EHALE, BE. FLFZJOCBEPTHS,



37 SLIRHARIE & E R 5 hi-2 S s EPSS)D—fl

SHEMXFNEH O=ZBFES. BHEEA. BO =.
BREE
ERAFELBREH TEMZ

IWNRDLEMMBIEPSS)SBH TEhEEAONTHY, LRHTOR
ENRERIK2OBRENVHEETRIA S5 WiV, SEFKEZ &, £%6H AT
ERB{EHrHRL2RBRHAERBRLEDOTHRET 3,

[FEFI] 27H B BR, %6 B PS5 TROEBELIZF I hTWw
N, PRE—MEBREZBHENLEWS, 2BED 5 HBE(EHFISE8.
FRICHEARETL, YBARE Lo/, HE. BERMUNO 25D ZEM
BERR % > B BIE{L #3838 . Screlodactylia, fESKAM FEREBD RE VAR
EFfRE/\SERERO -, L1/ —REPBGHEROBETIBS L H >
o BEFFR TR, RERIS BTS20, iZiEEiE. HScl-70
RAE16EBETH -2 EEERTHEEANDBEEMDOFP LB L&
4 #58%. PSSBarnett 5B & 22U L /-, BEER. BWECT. T 2—
BRESEELEL. ABRENFERBENTH -1, BERT. ARRE
DHEVNZ ED S, VItE RBRBRUBRINNDPUVARSHIC & 3 2B L /=1,
ERBEbIREL T, PSL5Smg/HORBRERIAL /=, PSLEAAE. KB
B ERBEASEIr#5hi, BE. BEERWIET, PSL5mg@BERESIC
TRABERDTH D, R7E. S HERABREEZED ShTVnEHL,

[EE)] £%6H B CTRELEPSSO—Hl2EB L, LRHMTCIIRR
RSREOREEIHRE I M3, —MRAOICEIRBRMICEEBDHShEnE &
hTHY ., KEFIS, PSSHOREFEE L TRR/IDAIEEMEN D N /=,
IZNRPSSDOF#iE . EFNPE VWA, BSHPERBUE VWY, ETHILH
V. BRCE L 7o RER MGt F T T Y ORBRH B KBS, EERVE
BYPEEEZONT, -



38 L1/ —{EREE LScl-7TOMGEHIBMETH 3
C2RIBEANTOD 1 BRH

RRAZFELBIBRREIGNER E+RE. $evE, R)IE
HRAPEZRYBREMEAT LEHZ
HREBMRLFASHEURRE/NEH OETET

[EFI] BE14EEHANBR, 7 bE—MERE. TLIX—HBROB
EHhY, FRTFEI1IBLY L1/ —EKXKY1BIC6ALERSNh3L5ICHY,
FFRRES2 LT DI URHIARE o=, BHFRRICIEMERED
ABEERBOL 1/ —ERUINFIROWER., ERELL. &F1LE. By
BoaFELE. BTEE. BEHE. HocdHiEy), FEELEOREEBOL
»o 1=, MiEHFM(CHS50)(£20.5-31.9 U/mI(IE# 29-48) TR ICBE D BH
KM 2538, #ETOT 1 — L ORFRIC TC20OE E/EE 0.4mg/dI(IEH
1.6-3.6) %88 1=, BELUBRERRL-HER. LRICEEEEBDLH o
7=» B DCHS0 27.9 U/ml, C2 0.4mg/dITH ' . BR ERKFRICEBHC2
deficiency hetero & E2Hf U 7z, MFEFMRE T IR %M (I 40-801F
(homogenous) E BRE S, MScl-70HE 125 TH - =»°. U7 FRAF.
FIDNA#HLIE, FIRNPHLtE, fiss-A, BHifE. Hit > FOXTHE, Hdo-154.
fismintk. HEBHRELVThHRETS -1, BREE FIE. THE.
RBAHICESBE LD, HICHETIBICEETH -, 10° C 3IDHNAKEFR
BRICTERBICLY / —ERXPHERE L. BFEPRE. MREOERE X305
HHVTHhHEREEHIIO%LUT . BEXROEEIBH SN, L1/ —ER
NDHEBRFBHICTOXETSoF10, T1EVEE-N, 272 T0E L E%:
BELEPDRIBEET, —rOJ) £ U EBEOZRGERBNFIROUDRNT
Hot, BEFERENTHo7, LA/ —ERIEHICIERY RSN
KRG Lhbrot, FRBERECIREEBOLE, o1,

[(ER] FEFILEBEEDCTIMRTH ZRIEEEI H ). SHED &ﬁ,‘;’ﬁmﬁﬁﬁ
PLETHD, BL. L1/ —ERERT SHScl-70HABRED NREIS A
EREBLYBREENEROHEBEIBOHL LI ENFBL (Blaszczyk M, etal),



39 /NRIZ BT A Calpal length D IEEEOKRET

BUET LR 2 H /N

SR, FBF—. FREE, RESRT. BASET.
KERE, REsf, HEER. RUFz, FEER,
WHEER, HREE, HERY

JRADBIFIR IHAE I BV THEEHOER - TEHIR - iEFrED
BA5, IS OHESOBLIITHEKTH ), B2 EHERE UNE) T
YavIZE DA ZEHERICESL Z e 2 BRT A, ZOMHEL
DEBEHEGE L TFBEXEE AV 7 Calpal lengthMCL)YSERHTH 5
TEHHRE ENTWS, LA L oRREIICE - B O FHE 217 5% 4.
BEICEAMEDOMENLEL 2 5, FFRIZBWTIIME LD FHE LA
MCLO/NRIEBEOBHEII RV, 2 THA IFHAEFHIAR—VFE
7T & D ER/NEDOFEXROBU #5217, EENEOMCLERZEL 70
THET %,

& - L 2 ~18 £ TOHR(FH1125%)1285%. E(FH114
W)12328 MR L Lz, BRBERT, E3FFE - BEHRERE
(RM), 2 FFEEEEN - 85 FFEREMNEW)., $27FEE M2)%
F—BREICL DEHIL 7,

EERBIETI, W/EH | y=1.397x+25.551, r=0.906, r=0.932, M2/
5 y=2.593x+29.016,M2/W . y=0.523x+10.823,r=0.944, KBTI,
W/EH | y=0.942x+27.978, r=0.829, M2/4# | y=2.016x+34.475, r=
0.881, M2/W : y=0.453x+12.682, r=0.912TH» ), WIThOHEIZdHEW
EEDFRERRE B 72,

ZE . BATOBREREG) 7~ FI2B1F5 XEe AW -FEES O FMHiE
A R FEFREINTVE, ZhLDFFMETIRVWTRLFREZ HWVT
BY., AETRERIHEVREFREGRIIELLTAIE D), AL
FRRDFEE AV Z5HEiIZTE 2V —H, RM - M2 - WiRWIhHEE
WP FIRBOBICHEEINS L HEICHET A E-TE, £
7oM2 - Wi & OMICIEORBM % 2%, EMIC X 2MESTEETH 5,

TEH M2  WI/AETOFHEHOFME21TH) L TERTHY ., 4%
IRAZ EBERCOREEDOER LBITHPLELEZ LN,



40 FiRFEKCalpal lengthil & 5 JRAF A& B i 0 574

EREHEMSHENRE, BREXP/N\RH, AERSEMEHAY
B, BRARNREY  Foss”, BISE T, KMMKTY 515 meE,
EHRNE, RBHRC, Sk, RH{EAR $EE", SER 80

(B8] JRABROFHHKRE £ FiIRE K (calpal length:CL) %
AW LEI » ERTT 5,

[MEKZRUCHE] JRAT7HI(BR3161. L R46)0 F B ET B #iXp
EHLENLEFEBERRBPREEINFEEBOREM KA (RM) %
AL, BAKREBWESICLIZ2XMEHENRORMIFREMICH T 345
EREECHTSHER(RM-SD)E2EH LA, BICHEIREICS TS
Steinbrocker®stages ¥ #golden standard& L T. RM-SD
EEDINEEETIER OB ZzEOQRMT. RUEBEBRRBRASHT
B LA, . BHICAVWARM-SDR M ERTCRAETEHOREY »
Holl-H,. RObRENDRMBIEBECEHREL =,

[RR] REBTEHEBI12.58. "B LR 2146], LEER21
B, 2BEER356 ., BARYMBIITEYS.15FE ., stageld1:48%1, 11:16
Bl 111:361, IV:10fI CH 7%, SLEL L 3BRFTIERM-SDUE X 7
04 KicgBashthro, JRAORM-SDIZ. BRHAM. stages
BEECHBEL =, ¥icstage BN EN -/~BEIERM-SD (¥ 48
B;R=-0.71). REBER. FY. BRHUBE. RATI rEKXE. X
FO4 FARPEA TV TN bHMEENICEETCH - -, EERSNT
BRM-SDERE D ANBMEITENICEREE Lo %,

[Z2ERUER] BEORIMTEETH - -REBER. BREYMHE.
RAT X bR, X704 FRIREBE G EHERR ST THRETENF
EMrEELEZER,. ChEOBEEPREEHEL 9 iCstagell )
MEANAEAEMI» REBENL, CLEAVWAEBEREOFMIIstage
ABIIERN, ERHOPOEENTHIEVWIFRISH Y. JRAKLS
WTERLBERETFMEER THI EBEDI S,



41 J R ABZ 1) % SARAEI OERIRAEIR /X & I SABAEIMR TR R

BE IR SR E /N R R F R BFEE, HR& & A /IMRIE
BRSKFEFMERMERERE  RKEW. FHERE
BERSRFERFI/ N R BHEia. EHR

BE R SR F R BB RS EZRE

J RABEZEOFMSIEM . HEEECHOBER SoMEREELI[ &
TEh D TRl THREORENHIIC X 2/NFEP FRIOSERE OREBICL 5
AR L OFHHEOMERE 25| SR TAfEH biER s h TS, L
L. SMEHOERRI—BUTH 2L Wb TS I LR BNEBE—IC#
Ranz e, KELOMBFREZERB L TRELTORIIWER SRV LR E
OEHIC L » BBUHGRTONTVE L, £, 5 HE TOWFRILHERE
DOEERERT 5 It XBREFRICEL ToA TR TH Yy . HEHEHOEREIC
RECHEL TV EHIMROABEECHEBRERICOVWTRRFT I TV W,

EE. MR I REBEROESIC L v . SEREEIORBIC OV T, BIFIARE &
IRBOTIEO LI HTREE 15 & & bIcRERT LDV TOBMREL B ¥
> T&7o £IT. A E Y. ] RAEZEDOHEEIOMR Ef2D o SHRAHEIER
DFEEIZ D W TR 2TV BERIER & OBJRIC O W THRET 21T - 720

HMFARIE. T RADBEIC TEEBERFERER/NEFHC AR S L < 128k
LTW2ER18% (BR5E&. XR13%) . FHE#H14. 9% (8D
525iR) Ths, BRI, BAHOBOHR. FHORE. HEEHHREAR S
JUGREMSOFEELZEL. ChoDEROBFC > VW TIRRZ AT - 72,
SHREEIOM R E& D o3 . BEAKROMNERE OFE. BEI M. Joint
effusion . THHEBLUVU THEDOEE. BHESOFTMEIT - 7co TOHER.
B . SROESICEREREED-EIZ1 1% (61. 1%) . EROBEF%:E
H:FIZ13% (72, 2%) Th-t, BAHARDOAIAHEMIZ6% (3 3.
3%) BB o, BREREZED1 1 Z0HTII44% (36. 4%) Tdh
>fco BEILIX1 1% (61. 1%) . Joint effusion £i136%& (33. 3%)
KB ohic,



42 JRABEICKIII2EHETBROEIL
—MREGFAREMHFDINORE L OB E—

BRBAFEFBERMGRERE OXKEN. HHEARE
BER B AP ER/ N R s R S BES. FRE LA, /MRIE
BER BAFEFI/NERIFEE HHAER SHE—B
BERBXFERBINEHAFEE #ZE8

EFHRETY v 2F (JRA) (&, NEREFBOVEDOT. EOMMRICET

BIERDET-ZHRERBEXTH B EHELNTIVS, —A. MRIIRADE
- BAETSRIRIC BT 2L DRBEEFHFBRMICIRZ 3 &MTE. RADEL2
Wi, AEAHORE, BAEDRHELELCEFI->TWS,

SE. H4(ZGA-DTPAXR IV EREEBEH T, MRIIC X 5JRASRBIETR
ZOBEETEL > CICBFTE OB SOV TR ETL. b ICinFdNitric
oxide (NO) REE&EMREZATR & DBFRICOWTIRE LT,

XX, JRARE19E (5B : 58, ®: 148) T. REJITERLHEHN 24,
SRMENISES KULEHENETNEN2ETHS, M LICMREELGE
#SIGNA (1.5T) T, FHBIETXIABIE TOSpin echoET1, T2HBEZE LT
GdiERH T1ERME R X (ER LT, MiEDNORE 5 (Cnitrate/nitric assay kit

(Y —2FES) ALY, ELISAplate readerCRAIE 21T - 1o

#R: 1) MRER T, FEETEOEREHEL b ICBIRNDGAHERHR
R UTERNZ. 198IFh78) (37%) ICHbh. £61&b BRMBORKRE TS
o1, ¥loo oD TERICHITZMBFRONORER, EFEMBEFPNOE
FILEBEULTARICEEERL, 2) THAEBRT. TRHEABHESHE
DIETI(X6H] (32%) (CRHON, RBTHRENREINI, 3) BRAPR
BREDFEELBKERERVT L —H LGN > 1cht, BEREE U THEEH
R EC (CRAMERBERHTHE Y. MREFIREIC & 5 Follow-uphthELEZ
ohil,

SHE o I(CHEMEOMRESAR ECRPE, 7)o VEOMAPREER
ELDBELODVWTHIREFEIToOTH(FETH 5,



43 FWHLESRCMHEERERICEHBEZSH L1 XER

SIEICF, AIBET, FILER
WERKZEFENEH

[fE #) 13&%, &!'8.

[£ 57) 5B AB B L UER, EHR.

[REKEE) 4 (15&) ; 2EDBIREHY.

[EXE ) $5eHAL L. _
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44 Chronic infantile neurological cutaneous articular
(CINCA) syndrome
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Chronic infantile neurological cutaneous articular (CINCA)
syndrome was first described in the literature in 1987 by Prieur
etal. This syndrome, which may resembles Juvenile Rheumatoid
Arthritis (JRA) , is characterized by the following: very early onset,
evanescent skin rash and pyrexia, central nervous system (CNS)
involvement(S) , jointabnormalities, and attimes a fatal outcome
in the first or second decade of life . We report on a cases of
CINCA syndrome of infant. At various times she was found to have
fever, rash, swollen joints, hepatosplenomegaly, generalized -
lymphadenopathy and chronic central nervous system
abnormalities. Some of the findings suggest that this syndrome
may be the result of an intrauterine infection. In this infant's first
year of life , immunologic abnormalities were noted; an IgA
deficiency and a low level of blood B lymphocytes. These two
abnormalities resolved after age 13 months. D-penicillamin was
used therapeutically in this case and may have helped relieve her
inflammatory signs.
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