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NPSLE—SLE (2 5 et teEin—

NPSLE —neuropsychiatric symptom associated
with SLE—

T#Z

RAUb

» NPSLE (neuropsychiatric SLE) D25, EAB9(C20104 EULAR recommendations
EBE(ICTBEL

» NPSLEDSEEBMRIZEMMRE E LT, BRIcmbl EOXERHREIFEZMIP surrogate
marker& U TERATH 3D, SEEIMEV. —ATRENICRIESNBI3EmmO/)\E
OREILEEN % R L0 T ED'B,

» NPSLE (4(Z diffuse manifestation) Tl&, BBRRENER THDZ EIFEL <,
BORRE CTERBR®WEBE LT, #BRIL-6 (NPSLEZMT cut offi@4.3pg/mLH
#E8IICBM, ACS(acute confusional state) TldsfE%: &%), IgG index (ACSIC
BVTHERA) BEDEFBND, BN TIEH ribosomal PHUA GFITHEBEIRIC
HLT, BRERMEODITRFERERIEV) IBATHS.

P EEMT YTV =T R (systemic lupus erythematosus : SLE) (ZHDERERIL,
BE~BORMUTRRISETL, FNYFEMEMHEEZZL DD, HITIRZET D,
REBERZE SLEEROFHMUHNS<, BERRE CRONEMREZHL), BEMLCH
ROPMESFRREICR UL TY), BERZE (BFEN'L<, optic neuritis&HAITL B,
BBREBEA (neuromyelitis optica: NMO) SB¥EEEATE T EDHBUL) &2
DORBUCEICHESND B EDHEHD DS,

P RT7O0A FICKBBIMEARAE L TORBMBAEIRILCIPDs (corticosteroid—induced
psychiatric disorders) &0FIEN, ¥DFREFXIGES, ML LEBIME(Z
<IFRTOA FEBHSEBLR) Thd. RLEELRERAFISHEERATOA
(PSL (prednisolone) 40mg/dayll E) EEHONTWS., FASKFMICHERD LR
T3P, —ATRTOA FRSEEHKAERT, FHEE, BOEROEE, FiniEIC
(FBFENRWOLEEDON D,

» NMO (&, EULAR recommendations TIEFERsNTOEOY, RXREDEHA,
optic neuritis, BRI ETERSN, UBEICOTZBHAERLITEELD
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» NPSLE &S5RI T NEMDERE LT, ETIHEREMHEBEMAE (progressive multifocal
leukoencephalopathy : PML) >l 4% 8B ERE1E 8% (posterior reversible
encephalopathy syndrome : PRES) 1'%,

AERISE

vn3 NI SLE D;EENE ER EEBICRIELACS

31actE. XHFE8H, MERICTSLE &2isnizds, B2HBTPSL 10mgL
PHIRL TV R o7z, 1 AR, RQUCATRREICZD, HRRICKamEs s -7,
DAVER 2R, FLASDNAFUEDRERR ER 72 &0 5, SLEOEEEE -7
NPSLE &b 7z, BERIREIC CREMAINEEL 7.7 /mm’ LB ER 25RO,
EBMRI _EIZBA S D BEZRO 2P o7,

NPSLE L 2L, #XUHID AT oA B2V RBREEZMIELI-E A, Bl
NVIRZICIEFEL LTz L—TABROEGHGHBAL, KAAIVCY (intravenous
cyclophosphamide) # %% %9, MMF (mycophenolate mofetil) ZiEfl. 7$K
Tmultitarget £ E LT TAC (tacrolimus) 23BN L7z & 2 5, PSL 10mg % T
BAgEE o7z, LA L, X+ 1EILAKVEE, EETHIHIAL, Yz
ExoTz,

BERIRE TIX, 1gG index#°1.11 (EFMEO.73LLF) LRETH >7z. ZAT0UA R
WRICA, IVCYIKEALTEHRE L >7-2 &5 12H KD RTX (rituximab)
5 2BIE LD, BHREBIEIARETH >z, BRTHEBOL, X+2HE1ALD
IVCY 500~750mg % 238 C & ICHEGRIn L& 25, BHREILEL, Bi
L7720 ARTPSL Smg £ THEL, FEREZRDEZ L,

NPSLE Dt & L CBERIgEA & THATSH  39IEp29
NPSLE DzztstElE L CEEBSMRIZ EC F THIRT D a9TFp27
NPSLE (Z349 % RTXDBEXMMEIEEDIZED  a9Tip39

CIPDs £$ERIZE LT ACS
2458 ctk. XAEIH, MBI THHUARGE, FIDNAFURSGYE, HSmHLAEIE
BEICKYSLE &g iz, EFE 1L ARK DS, 12 AFVEICETEALHE S BEATR
ASHIRL, 12 AR TR I 2 B 12 720, SLE OB E57 & Il &

552 Z @ NPSLE—SLE [T S iisrfE ik — | 21



R4 SZREHEEDIN—TAEMRZIRCDITDRE - FHEE (2004 FELEFBERREID

n B HEE
SPECT 38 80.8% 50.0%
[P 62 87.1% 51.6%
MRI 67 34.4% 65.7%
BE&RIL-6 45 87.5% 92.3%
IgG index 45 84.4% 16.7%

(20044F  JEAEFEIEEAIE)

RS IV—TAEBRODIETRERE (EEHBERFRIZRIE)

I. 1982 FEARA D SLE M & (1997 FE—EBekET) D 4IERLL L%/ T
. 1999 £ ACR M nomenclature (C7REN TV LI T DFEHAERD 1 IBEI EERT
[] acute confusional state
[ anxiety disorder
[J congnitive dysfunction
[J mood disorder (depression)
[] psychosis
M. CSF IL-6 D_EF (4.3pg/mLLELE)
V. kD2 DRI TES
1. CREL B RS
2. BAMNEBRERER

I, I, M, VIXRTZiEzTdHD2)L—7 2R (SLEISER T 2 BHRE) &9 5,

DHEICHIF B IV—T AIEHRDBSE S FEEHE Y
DExSERT, SELTICRSIEEFHBHEDENA FT7A VICRESA TS
[— 72RO ETREE] 2H/EL THB<. £772L, ZOREEIZIZSLEDE
BRREEARTHETECHAOHENEENTORVDOTSHE, 5 DBMER
HIT2RENH D,

NPSLE[CRET DA RS54 37

JEGI3FEE =»p23

ekl K NPSLE [CE89 % EULAR recommendations
20104 [Annals of the Rheumatic Diseases] (Z#8# S 117 NPSLEICET 5

EULAR recommendations Z&A&#HE LT, BIERICOWTEET % (R6).
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#<6 NPSLEICBI9 220105 EULAR recommendations 2%

agreement

Statement evidence strength Score

[NPSLE £#%]

P HARAE A NUNESLERZIICEITT 228h, RBFICEISIED, BETS
ZEbHD, UL, SLEEZERE 1 FELIRICKEC DT EHLZ L (50 ~60%). %=, 2 B 8.2
SLE D2MRMIFREEEIMEEE T LTSI BT EHL'Z ) (40 ~50%)

P SLHBRBFEEL TS MEREE (CVD) XEEE (5~10%), =ERFE
%=, K5DiR, acute confusional state (ACS), RIFHIZEE I LEEAID
s (1~5%). psychosis, BEEE, EHR, MHRES, BEMHEE
RI3F (<1%)

b ERRETF ©MEEY L SLEEE)E, EHEDNPSLE DREE (153 B ERA1%
B, EECE), aPL FICHMERES, &%, SRRCEE) 30 2 B 9.1
FTHhHNPSLE RIEYRT 5%

P SLEEEICHNT, %ﬁf& &éh\tiﬁf’ﬂl%&‘*ﬂx* HIRREN HIRL &
EE, =Y, —MREBEPREIREEELEZERBOMEBBHIT—0T7 v 7% 2 D 9.7
TOIRNETHD

P ISR DIELEIC LY, BERARE (CNSBUABTE, B -PCR:HSV,
JCV (PML), BERERERSEI340~50% (IFRMFERL)), EEG (FE8(C
FH), BAEEEORROEPHFTME, #XMEERERE (NCS), MRI
=EE

P i, EBEMRITHEINZDIE, T1/T2, FLAIR, DWI, ARUZ=" L (Gd)

N-3=
PER

MRIZEFR  ROEEOFVARE, RET~REREDE, @ERE
EEEED, T2 THRIESZERI/NSIBRIRERERN, NPSLEFERDEL
BEICRDBIEN G, HRER60~82%

* MRIEEBGITIE, fbOBE&REZRTE (SPECT X° PET) Hi%&Y

[AELM’]

P REMELOUREROREZ IR HER ACS, BEMMIER, &
WEERER, BAMREEE, RMEL, REMERES, Psychosis, #iA 1 A 9.1
MEEH — (SLELSDRRERFEL 2 L T) Eildling

* #EA - BRI MBEHR, IVIg, RTX (rituximab) 7 &4 - - -

P HM/MRERE, HBEREEE, EIRS aPLICREEL T3 (B ICmie
CVD) &E 25N BEEHELR 2 B 9.6
* th) aPLBEEIR  RERAE, ZHR, RENHAEICEHADEHIE

PIHER AR (FUERE - ;OOF) ¥, BERTF (BE- SME, ¥HERR

HUCHBIEIE) I3 T SRR ERTNE T 8 b 98
b HIUIMRESEI, aPLOEEIRIE, DHEENSEBLD SLEBECSVT— 5 5 65
RFBDI=HICEE
[NPSLE DiREY R & 56
< headache >

e SLETZWEWOIEE I H5H, SLEICAEH DVWhW 3 lupus headache &
ELNBHOFHZNICDVWTIIAREALEEBSZ L, BEMEBERER, FiKE
MARE, HIUERNTIVEF HD, FHICBRETFIEINIELEDER
ERMEICIHER A

552 & ® NPSLE—SLE [T S @Atk — | 39



EGPATIVIgH'HE L2 BREICHMIN' G DD  I9Tidp2s2

NN SFESIKIES (D TLIDBDDANCARETREME#EATH o fchl, T

HEEHHIR U EGPA DIEESZHRICE o e AES

761% . REXMEBOMESH S, XEI0A KO, FEGEERAHEL,
RIENRISRIETH > 7o 72O 4BHIRBA AR L 2> 720

HIMER% 17,350/ uL (FEE#K21 %), CRP 10.45mg/dLTa - 7z%%, ANCAE
WThor. —HT, 1gG4/IgG 1,030/2.519mg/dL & [gGABEZ R T=. 2
BERMER % HWICFDG-PET/CT 21T L7- &£ 25, MBEHOBEMHICKHEERD
FDGH#BEZRO 2. BERZHITUZEC S, (FEERRE FEE ML M &I FE
EESHROMRPH O, —FH TREMBAO IgGAREIXRETH>7-c EGPAEL
TXEI1AXVPSL 30mg#Bta Lz & 25, MEMIIEREEL, FEERESIE
HBlbL7ze LA2ULENS12APSTEENSHE L7, EGPAICK S ZHEME
RELTATUA FINVAFEZBIR L E 25, WEEMZRDZ.

B mEIgG4H' LRI BERICIHTND DD  I9TiEpers
EGPA(ZHIF5 ANCARZIE - FE2MEBIDIFHICEWVIEH DD I9TIEp277, 278

REF1 12 !&E’ﬂ'ﬁig%, ANCAZ4Z52TLEh, HERIERZROichFE

RIFEDERIICEN D EZMERE CTH o, BEEECHENHIREL

EGPA DEEZHRICZE o T AESI

76i%A M. BIMERE 20,150/ L (BFEEIR71.0%) EIFERIRIEZ 2580, FREIRE
RO L FIERLIEENY > HilERZE->TE Y, RIETATOA K (PSL 60mg)
DG ENIRETYRHEN E 2o 70

Mmyeises £, MPO-ANCARE, &7 ~27a7) Vi, $&U1gG4 2,400mg/
dL L BfEZFRD, 7+ 0—OEHRCT TSI ELLDDH >z PEERE
MH0, FEE, REHRICKSEECEE) D NEL EBEIICEN > 120, HiFE
HHARKIETNCEETH o720 AT A FERAIICEE LI L 25, REREO LR
EEBITIHEAHIA Lz, DI EKD, EGPADTREMAE X, PSL 30mg = FiEE
L7z&Z 5, MIBIAHEAL, RERGSEFLLZ,

IIERIRIBZAEDIERN S EDEDICITHD  a9I(Fprs
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RN EABRERZDRUBKHEBE TH oD, 8FEICBEIHHEEL
Tz PAN
61, XEL D UEARMICEEREN S O Wi ZEHE CIEPHRREE 218
FSNTPBBBET S LI o7z, X+ 2HE XV FEEAilEICHE - BT 5,
Rz N DA, X+ 3% 5MRNZE 39CHEDFEEDS I L7272 HPHS
FIEARE L7z,
H4 289 2 UEOREREIIHRMICZ UL, FHEEAHE, CRPSERICERL
T l-OFEBEBE Lo X+ 484 IGEER TREEEAIEOEM 21T, FEERO 7 «
T ) A NEEEE, EREOREMNE 2307z, Ly L, kil z 32l L7z,
X+4F 10 HICA MROBRAHE, WREERERETREE, Pg, PR
BE 2ROz, CRPREMEZ > - MERIC K SR TH 2 IREMEAEE TEF PSL
30mgZFtA L7z L LALEREEREINE Lah o7z, X+ 6FICHURE,
KB, RERISOLEFEDVPH -7, BEEIED /2O PSL % 50mg icE& LIVCY,
tacrolimus ZffH L7 & 2 AR L7z, X+ 84, PSL 6mg THERF L Tz
VIR D BB U 72 72 0 SR AR
Abt 3 HRICZEAWFRIWE, BRE, 77/ —tz2Rkoi. CTT ¥4 77
—RIEREZ - A MEEY CFEHRSHUE B SN &>z PANERE
Wr L PSL 35mg & IVCY 0t L T#EHR L7z,

EEX1) PAN OB L OSBEEIFAH  I9Tidp28s

R BERS KOHIEESREREGHO IgAIMER TR T O4 REFIHZEZNL
T FED

609, XF12H X OAEMEES LR, BERPREONIZ/-0, FEEEZER

5 LRENIEP TbNz. X+ 1FE1ALD EES X OFRICERPZHHBL,

TEHNHEREZ T L5, BERR, 85, NMNekEICSHBEZRD,

12, FEEED XIDICRDERHEN Loz, RIRE L, A2+, B3+ (0

MmE>100/HPF), FRMERFIE, SRFIAR(R, BMIRAEZEED, mME7 L7 F=20

FEHARNC0.54mg/dL» 5 1.23mg/dLE TLEAF L, HERIIZRPGNAEDONTZZ
LIz, HLEES, 85556 [gAVSEDbN20, HBlEnklE -7z,

MPO-ANCA B K U'PR3-ANCA IZf& 725 7z, IgA 544mg/dL (110~410)

EERUTBOERERFEREIZ68% (70~140) LMK RLTWe. KEAEMRTIEIML

BROFIRZLESZZZLIFITET, FLBERIMTTE L7z, GEMIRREIE

[GAVDIRICRDOENZEEDNSY ZEHEBL, RHEZMIIGTEHTE L -

7o EERIRI AR A LT IgAV LBl Lz, ERtg, AT 041 RV RBEEZRGL,




Behcet mDBMiE TR IRFELISY) DR

il Behcet/mDE2HA, RIS

HEB 1 FEV D =p3i5
(eopmia

Behcet BOZMHIHB L 72 B RIBROMA S DRIC K 245, —RE 2R REE %
BELTHEL ZERBZMICERTHS 5. BIETHILKEICHBT S Behcet w4120
BAMEMEICE D &, 8BHEKHN 1ERDHTIEE Y, OFNESIVIFEIRD7
B GHT (K1), /2, Behcet/WICEE L 7-ZMERIE, HBiEI7%Z BehcetiRDZ
WHCE SR X D ERMTHRITLUTHIT S22 EMH D, ZEIFE TORIMIE8.6 (+
10.1) F£THOfcEINTVS (B1). 4558 (MERY, #EEY, BEDY) Behceti®
EEMENIEFIICHNVTS, IRERE UTROZRNESHIRSTHY, 8ELE<
WIRAERIE 1 FERDH TH o2,

FER TR [BEFBER—F = v MNEZEEE] ICESLT2lians
P, BEERRNLBES TV RS, BRMNICHEROERN 21T BENDH 5.
[BEAEFEHENR—F = v MRSHEE] ICHBS N TV 5 FEEHNFREERIIR20
WO THBH, —WNEEBHEERET 74 & Behcet iROOMEN T 7 & i85 % [ FRIE
ROABTENTZ2ZEIIREE SN T WS, Fiz, BELEICREEZMFE->TELS
Lipschutz f&&5iE% 1 Behcet D 1 iR TH 2 EOER L H 5,

1Z212d, [Nat Rev Rheumatol] ¥ (I3RS, 8RS E LTRIPEEKSNT
Wb, F/z, A4, Behcetw& HOERIEWREE EOBEICOVWTHRINTBED,
HOREMREETIIRAD &L S ICBehcet REFM T AR B £, BICERINGR E
%055Y,

=1 MREIROEE

BEHR o

(n=412) %)
OFEREE 290 (70)
. (S350 66 (16)
TRER IRIRZE 56 (14)
EERE 97 (24)
11848 321 (78)
! o 2%E%E 52 (13)
DREROH 3fE%E 27 (7)
47258 12 3)

(ZHk2 & 0 EaZ)
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(%)
100 ®

(BBEH)

E1 SFEERHRORERE

“ORFRD IR 28T . WIZE TIIC B T B~ DR O SR X O CHENIEE © 100%, QFEH

% :88%, QMEERIEE :73%, @HYRZE :65%, ORI :48%, ©HIRMKEEIR 13%, OHLE
FEMR 1 10%, @MERZE 6%, OFHEEEX:6% (LR 2 & 0 2Z)

Fx2 FEERFINFEER

a. #lg, BE, REETHRE

SRR IR, 2EFEY T, Reiterf®

b. BehcetimNDETEIRD 1 D&FFDEE

Rk RRAE A EMBERET ILIE, Lipschutz EERiEE

{EIRMEERLA, SEMHEE, BN, EEMELeMEERA, BR

BIER MEMASHAIRE, Sweetfs
SR MIRAA, BUMEMMAEEL, L7MNAEO—VX, HILO(R—= R,
R BEMEHA, LAY, B EEMT LN, SRR

MA$7E
c. BehcetiRDEERBLVEHEREFESHLWEE

ANIVRZOE - ORR (BREAILRZ A IV Z 1 BIEGHE)
LR IEE  BAAIL/RZ YA IV R 2 B BT

IREIMEAIBIREE | FEETIERIDE, /N RRREMEALEE, HILO(R—2 X, Sweetf®
Mg~ F, £HMTVT VAT X, BRELCEDRBRRK, BE, 25

RS RRE AR

s
BB RAEIR RS ERE
T, SMRER, Crohns, BBMABK, S - BIERA
A% proes
MERER SREIA, Buergerf, BIE(LIEIIINE, RHEIMISE

‘ B - PO B - A%, 2AMIITV -T2, BB
FARMRIENR BOES, NEHE, 55, SREEILE, BHEE, $10K—232

(MEAEFBEN—F = v MHEZHEE] X 05H)
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