


NPSLE—SLE (2 5 esstemEin—

NPSLE —neuropsychiatric symptom associated
with SLE—

T#Z

RAUb

» NPSLE (neuropsychiatric SLE) D25, EAB9(C20104F EULAR recommendations
EBE(ICTBEL

» NPSLEDSEEBMRIZEAMMRE E LT, BIcmbl EOXERHREIFEZMIP surrogate
marker& UL TEARATH 3D, SEEIMEV. —ATRENICRIESNBI3EmmO/)\E
OREILEEN % R L0 ED'B,

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

P EEMT YTV —F R (systemic lupus erythematosus : SLE) (ZH-SERERIL,
BE~BORUTRRISETL, FNYEEHEEZZL DD, BITIRZET D,
REBERZE SLEEROFHMUNS<, BERRE CRONEMRZHL), BEMLCH
RAEMEIMEICBUP T, BERZE (BHFN'ZL, optic neuritis&H I,
BBIREBEA (neuromyelitis optica: NMO) SB¥EEEATEI-TEDHBUL) &2
DORBUCEICHESND B EDHEHD DS,

P R7O0A FICKBBIEARAE L TOBMBAEIRIECIPDs (corticosteroid—induced
psychiatric disorders) &0FIEN, ¥DFREFRXIGES, F[MLLEBIME(Z
<IFRTOA FREBHSEBLR) Thd. RLEELRRRAFISHAERATOA
(PSL (prednisolone) 40mg/dayll E) EEONTWS., AEKEMICHRERD LR
I3, —ATRTOA FRSEEHKAERT, FEE, BOEROEE, FHiniEEIC
(FBIENROEEDON D,

» NMO (&, EULAR recommendations TIEFERsNTOBOY, RXREDEHA,
optic neuritis, BRAIGETERSN, 2MPBEICOTZBHAERLITEELD
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» NPSLE &S5RI T NEMDERE LT, ETIHEREMHEBEMAE (progressive multifocal
leukoencephalopathy : PML) >l 4% 8B ERE 8% (posterior reversible
encephalopathy syndrome : PRES) 1'%,

AERISE

vn3 NI SLE D;EENE ER EEBICRIELACS

31isactE. XHE8H, MERICTSLE &2isnizds, B2HBTPSL 10mgL
PHIRL TV R o7z, 1 AR, RQUICATRREICZD, HRRiICKamXs s -7,
DVER 2R, FLASDNAFUEDRERR ER 72 &0 5, SLEOEEEE M- 72
NPSLE &bz, BERIREIC CREMAMINEEL 7.7 /mm’ L@ ERZFRD 1,
EBMRI_EIZBAS D BE 2RO R, o7,

NPSLE L 2L, #XUHID AT uA POV RREEZMIELI-E A, Bl
NVIRZICIEFEL Uz L—TABROEGHGHBAL, KAAIVCY (intravenous
cyclophosphamide) # %% %9, MMF (mycophenolate mofetil) ZiEfl. 7$K
Tmultitarget % E LT TAC (tacrolimus) 23BN L7z & 25, PSL 10mg % T
BAfEE o7z, LA L, X+ 1EILAKVEE, EETHIHIAL, Yz
ExoTz,

BERIRE T, 1gG index#°1.11 (EHMEO.73LLF) LRETH >7z. ATUA R
WRICIA, IVCYIKEALTEHREL L >7-2 &5 12H KD RTX (rituximab)
5 2BIE LD, BHREBIEIARETH >z, BRTHEOL, X+2HE1ALD
IVCY 500~750mg % 238 C & ICHEGRIn L& 25, BHREILEL, Bi
L7720 ARTPSL Smg £ THEL, FEREROEZ L,

NPSLE Dt & L TBERIgEA S THATSH  39IEp29
NPSLE DzztstEl s U CEEBSMRIZ EC F THIRT D a9TFp2r
NPSLE (Z349 % RTXDBEXMMEIEEDIZED  a9Tip39

CIPDs £$ERIZE LT ACS
245 ctk. XAEIH, b THIGUARGE, FIDNAFURGYE, HiSmHLABE
HEIWCKYSLE ERgiis iz, EFE 1L ARK DR, 12 AFVEICEIEALHE S BEATR
ASHIRL, 12 ARIC B TR 2 B 72 720, SLE OB F57 & Il &

552 Z O NPSLE—SLE [T S iiEfE R — | 21



R4 SZREHEEDIN—TAEMRZIRCDITDRE - FHEE (2004 FELEFBERRID

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%

(2004 4F RS BIEEAIE)

RS IV—TAEBROIIETRERE (FEHBERFRIRIE)

I. 1982 FEARA D SLE W& (1997 FE—EBekET) D 4IERLL L %i/-T
. 1999 £ ACR ® nomenclature (C7REN TV B LI T DFEHIERD 1 IBEL 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. BAMNEBERR

I, I, M, VIXRTZiEZTdHD2)L—7 2R (SLEICER T 2 BHRE) &9 5,

H ODHEICHT DIV —T AERRDESE SR
PDlbz5EXT, 2EETIRSICEESBELHEN A FI1 VICRESh TS
[V—7 ZREHIRO ST ] ZBIL TH<. 1220, ORI SLEDHR
BRI AT T BT HHEORESEEN TR VDTSR, hoDBMNER
T BBEND B,

NPSLE[CRET DA RS54 37

JEGI3FEE =»p23

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

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 D2MRMIFRE TR EE T LTSI BT EHL'Z L (40 ~50%)

P SLHBRBFEEL TSN MEREE (CVD) XEE (5~10%), =ERFE
%=, K5DiR, acute confusional state (ACS), RIEFHIZEE T LEEAID
& (1~5%), psychosis, BEEE, EHR, MHRES, BEMHEE
RI3F (<1%)

b ERRETF ©MEEY L SLEEE)E, EHEDNPSLE DRLE (453 B ERA1%
B2, EECE), aPL FICRMERES, %, SRRCEE) 30 2 B 9.1
FTHhHNPSLE RIEYRT 5%

P SLEEEICHNT, %ﬁf& ﬁ)éh‘liﬁ%ﬂﬂlﬁﬁﬁiﬁ* HIRREENS HIRL L
EE, =Y, —MREBEPREREEELEZERBOMEBHIT—0T7 v 7% 2 D 9.7
TOIRNETHD

P IR HIEIROIELEIC LY, BERARE (CNSBUAETE, B -PCR:HSV,
JCV (PML), BERERERSEI340~50% (ISRMFFERL)), EEG (FE8(C
FH), BAEEEORROEPHTME, #XEERERE (NCS), MRI
=EE

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

N-3=
PER

MRIZEFR  ROEEOSVARE, RET~REREDE, @EAE
EEEED, T2 THRIESZERI/NSIBRIRERERN, NPSLEFERDEL
BEICRDBIEN DY, HRER60~82%

* MRIEERGITIE, fbOE&REZRTZE (SPECT X° PET) Hi%&Y

[AEeM’]

P REMELEOUREROREZHIHREHRER ACS, BEMMIER, &
WEERER, MAREEE, RMER REMERES, Psychosis, #iA 1 A 9.1
MEEHE — (SLELSDRRERFEL 2 L T) REildling

* A - BRI MR, IVIg, RTX (rituximab) 7 &4 - - -

P HLM/MRERE, HBEEERE, EIRS aPLICREEL TW3 (B ICmie
CVD) &E 25N B &SR 2 B 9.6
* th) aPL BEEIR  RERAE, EHR, RENHAEICHEADEHIE

PIHER AR (FUERE - ;1OOF) ¥, BERF (BE- SME, ¥ERR

HUCHBIEIE) 34T SRR ERTNE T 8 b 98
b HIUIRESEIX, aPLOEEIRIE, DHEENSEHLD SLEBECSVT— 5 5 65
RFBDI=HICEE
[NPSLE DiREY R & 56
< headache >

e SLETZWEWIEE I %5, SLEICAEE DVWHhW 3 lupus headache &

ELNBHOFHZNICDVWTIHARBALEBS, BEMEHERER, FiKE
MARE, HIUERNTIVLEF HD, FHICBRETFIEINIELEDER
ERMEICIHER A

552 & @ NPSLE—SLE [T S @A rfiEik — | 39



EGPATIVIgH'HE L2 BREICHMIN' BB H  I9Tidp282

NN SFESIKIEZ (D TL\DBDDANCARETREME#EATH o fchl, T

HEEHHIR U EGPA DIEESZHRICZE o e AES

T61% . REXMEBOBESH S, XEI0A KV, FEGEERAHEL,
RIENISRIETH > 7o 72O 4BHIRBNA ABR L 2> 720

HIM¥ER% 17,350/ uL (iFEE#K 21 %), CRP 10.45mg/dLTa - 7z%%, ANCAE
WThor. —HT, 1gG4/IgG 1,030/2.519mg/dL & [gGABEZ R T=. 2
B RERMERZ HWICFDG-PET/CT 21T L7- &£ 25, MBHOBEHICHEERD
FDGH#EZRO 2. BERZHITLZEC S, FEERRE FEE ML M &I FE
EESHROMRAPH O, —H TREMBAD IgGAREIIRETH>7-c EGPAEL
TXEI1AXVPSL 30mg#Bta L7z & 25, MEMIGIEMEL, FEERESIE
HBlbL7ze L2 ULAEPS12ADPSTEENSHEL70, EGPAICK 5 ZHEME
RELTATOA FINVAFEZBIR LI EZ 5, WEERNZRDZ.

B mEIgG4H' LRI BERICIHTNDDH  I9TiEp2rs
EGPA (ZHIF3 ANCARZ I - FE2MEFIDIFHICEWVIEH DD I9TIEp277, 278

REF1 12 !&E’ﬂ'ﬁig%, ANCAG4Z52TLEh, HERIERZROichFE

RIFEDERIICEN D EZMERE CTH o, BEEECHEMNHIRL

EGPA DEEEZHRICZE o T AEHI

76i%A M, BIMIRE 20,150/ L (BFEEIR71.0%) EIFERIRIEZ 2580, FREIRE
RO LFIERLIEENY > SHiERZE->TE Y, HIETATOA R (PSL 60mg)
DG ENIRETLURREN E o 70

IMmyeises B, MPO-ANCARE, &7 ~27a7) Vi, $&U1gG4 2,400mg/
dL L BfEZFRD, 7+ 0—OEHRCT TSI ELLDDH >z FEHERE
BH, FEE, REHRICKZEECEE) D ONEL EBEIICEN > 120, HiFE
BRI TN CEETH o720 AT A FERAIICEELI-E 25, REREO LR
EEBITHEAHIA Lz, D EKD, EGPADTREMAE X, PSL 30mg = FiEE
Liz& 5, WIBIEHERL, RERGHIERELL.

IIERIRIBZAEDIERN S EDEDICITHD  a9I(Fprs
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RN EABRERZDRUBKHESE TH oD, 8FEICBEIHHEL
Tz PAN
61, XEL D UEARMICEREREN S O @i ZEHE CIEPHRREE 218
FSNTPBBBET S LI o7z X+ 2FE XV MEEAilEICHE - BT 5,
Rz N DA, X+ 350 5BRINZE 39CHEDFEES I L7270 HPHT
FIEARE L7z,
H4 289 2 UEOREREIIHRMICZ UL, FEEAHE, CRPSBERICERL
TeleOFEBEBE L. X+ 484 IGEE TREEEAIOEMZIT, FEERO 7 «
T A NEEE, EREOREMNE 2307z, Ly L, kil z 832l L.
X+4F 10 HICA NROBRAHE, WREERERETREE, Pg, PR
BE 2ROz, CRPREMEE > oA MERIC K SR TH 2 IREMEAEE TEF PSL
30mgZFtA L7z, L LALEREEREIINE Lah o7z, X+ 6FICHURE,
KB, RERISOEFEDVPH -7, BEEIIED /O PSL % 50mg i2E& LIVCY,
tacrolimus 2t L7 & 2 AR L7z, X+ 84, PSL 6mg THERF L Tz &
VUi D BRI AR U 72 72 0 SR AR
Abt 3 HRICZEAWFRIWE, BRE, 77/ —tz2@koi. CTTYF477
—RIERZ > A MEEY CFEHRSHUE B SN &P o7z PANERE
Wi L PSL 35mg & IVCY 0t L TEHR L7z,

EEX1) PAN OB L OSBEEEAH  I9Tidp28s

R BRSO KOHIELESREREGHO IgAMER TR T O4 REFIHEZNL
T FED

69, XF12H X OAEMEES LR BERPREONIZ/-0, FEEEE

5 LRENIEN TbN . X+ 1FE1ALD EES X OFRICERPZHHBL,

TEHNHEREZ T L5, BERR, 86, NMNEkEICSHBEZRD,

12, FEEED XDICRDERHEN Loz, RIRE L, A2+, B3+ Ok

Mm¥k>100/HPF), FRMERFIE, SRFIAR(R, BMIRAEZEED, ME7 L7 F=20

FEHARNC0.54mg/dL» 5 1.23mg/dLE T LA L, HERIIZRPGNAE LN
LTz, HEEES, 85556 [gAVSERDbN72®, HBlEnklE -7z,

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

EERUTBOERERFEREIZ68% (70~140) LMK RLTWe. FEEMKTIEIML

BROFIAZLESZDZLIFITET, FLBERIMTTE L7z, GEMIRREIE

I[GAVDIRICRDONZEEDNAY ZEHEBL, RHEZMIIGEHTE L -

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




Behcet mDBMi& TR IRFELISY) DR

il Behcet/mDE2HA, RIS

HEBI 1 FEV D =p3i5
(g mia

Behcet BOZMHIHIB L 72 B RIEROMA S DRIC K 245, —RE 2R REE %
BELTHEL ZERBZMICERTHS 5. BIRMHILKEICHBIT S Behcet w4120
BAMEMEICE D &, 8BHEKHN 1ERDHTIEE Y, OFNESIIFREIRD7
Bl bHT (K1), /2, Behcet/WICEE L 7-ZMERIE, HBiEI7%Z BehcetiRDZ
WHICE SR X D ERMTHRITLUTHET A2 EMH D, X TORIMIE8.6 (+
10.1) F£THOfc&EINTVS (B1). 4558 (MERY, #HEEY, BEDY) Behceti®
EERMENIEFICHVTS, IRERE ULTROZRNESHIRSTHY, 8ELE<
WIRAERIE 1 FERDH TH o2,

FEER TR [BEFBER—F = v MNEZIEE] ICESLTlians
P, BEERRNLEENS TV RS, BRNICHERDOER 21T BENDH 5.
[BEAEFEHEN—F = v MRSHEE] ICRBS N TV 5 FEEHNFREERIIR20
WO THDH, —WNEEBEERET 74 & Behcet iROOMEN 7 7 & i85 % B FRAE
ROABTENTZH2ZEIIREE SN T WS, Fiz, BELEICREEZMFE->TELS
Lipschutz f&E(iE% 1 Behcet D 1 iR TH 2 EOER L H 5,

1Z212®, [Nat Rev Rheumatol] ¥ (I3RS, 8RS E LTRIPEEKSNT
Wb, F/z, A4, Behcetw& HOERIEWREE EDOBEICOVWTHRINTSD,
HOREMRERETIIRAID L S ICBehcet BEFM T AR £, BICERINR E
%055Y,

=1 MREIROEE

BEHK o

(n=412) %)
OFEREE 290 (70)
. [E3519=¢2 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

“ORFR IR 28T . WIZER TR B T B~ DR O SR X O CHENIEE © 100%, QFEH

% :88%, QMEERIEE :73%, @HYRE :65%, ORI :48%, ©HIRMKEEIR: 13%, OHLE
FER : 10%, OMERZE 6%, OFHEEEK: 6% (LR 2 & 0 2Z)

*x2 IFEFRINFEER

a. #lg, BE, REETHRE

SRR IR, 2EFEY T, Reiteri®

b. BehcetimNDETERD 1 D&FFDEE

Rk BRAE A EMBERET ILIE, Lipschutz EERiEE

{EIRMEERL, SEMHEE, BN, EEELeMHEERA, BR

BRIER MEMASHAIRE, Sweetfs
SR MIRAA, BMEMMEEL, L7MNAEO—VX, HILO(R—= X,
RiEHR BEMEHE, AR, BRI EEMT LN, SRR

MA$7E
c. BehcetiRDEEMRBLVEHEREFESHLWEE

ANIVRZOE - ORR (BEREAILRZ A IV X1 BIUEGE)
SPEERIEE  BAAIL/RZ YA IV R 2 B BT

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

RS RRAE AR

s
BB RAEIR RS ERE
T, SMRER, Crohnfs, BBMABK, S - BIERA
A% proes
NERER EREIA, Buergerf, BE(LIEIIIE, RHEIMISE

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

(MEAEFBEN—F = v MHEZHEE] X 05H)
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