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Neuropsychiatric manifestation in systemtic lupus erythematosus
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1 Neuropsychiatric manifestations in systemic lupus
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IS dic s Twa, 51, )RV —L4APH
PRV — 7 ZAFHE & ORI DWW TIIERET

ST WA, ARG LZRY Tk
H2 iR T LIS, TOMEICIIFHEOHEAEE
HHNEY. B RV — 4 PHAIE, $USm SR
EEL Y, FOEMERE organic brain syndrome
(OBS) & non-organic psychosis O THBEZEDT
ez (2)°.

—74, CNS V— 7 AT BEh bz
PuEhE R B L, BRI Y & (RMT
% Z LD, 19814ELZ Bluestein HiZ & o THE S
N7zH?, FOHOBRATIEI—EL/:RAMES
NTwidoiz, LL, FAPHIHELL
PUEHURDRA PR L7452 2 akic L Y
BRI OPAEMBEIA L CNS V— 72 D ER
AED THEMT LN (E3)Y. ik, FEhEdh
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F1 CNSML—7ROV—7 A BEDIRE (EE)CE TS IL-6 mRNA ORE

CNS W —FABE AN HVTIIHEEF(B)ICEL, IL-6 mRNA OMFEHRATORRIREBL TV E.

MiTEht 1R v — L Pk

400 p>0.05 p<0.01 p>>0.05 {U/ml) p>>0.05
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o | 3
1,000 o
300 1 ]
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] o}
o] ]
2001 6001
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psychosis CNS lupus Psychosis
(n=20) (n=27) (n=34) (n=286) {n=10) (n=17)

12 Serum anti-ribosomal P antibody in SLE ({10 %% %)
I b — 7 2R (lupes psychosis) B W I BEIZ L, Myt ) Ky — A PHEOFET 2 ERASH G .
A7 ikt ) v — A P Btk non-oraganic psychosis & organic brain syndrome (OBS) ORI CId AR L= 72,

DIAFEFILITE D L X Vi3, organic brain
syndrome & non-organic psychosis D TIdE
TR oT Fio, IRV —A P PRI
BRI Sk oo, S 61, MiFTON
PEIRILARS, SLE OBFH Tixefic bR
LTED, 512 CNS V— 72O E L 1ZERG
THorz(X4)0.

DEEYy, mEssi) K- P kB L T
BE R ofuphisilubith L v o) BOEO o ¥
A LHCNS V— 7 A (#%1Z lupus psychosis) D
W LEETH LI LD ELLRD,

VbW aHL) LIRS CRmASEE ¥ 4
U7 L3, BOA%ZRT SLE BHIC
BWTHLHHOHA N T A Y) € HROBHERSs

—401—

BWE EAHE SR TWAY, Lo, A
V) ¥ RS focal type O CNS — 7' A
DFIEWTRL B L TWATREERE L b B,
YL Diamond 5D 7"V — 7, SLE TR N
BHLDNA YOS an 7 vy 3 VEEL
Y7y -t ATy P EEELEE. &
OHURE < 7 ADBTIES U7z & & A HEHRa o
TR =VAFERINIZE VDY, LA,
Z O L PrisHiahiik L 0ROV TIES
HHSPILTOLLEN DS S,

3. TOMORE
EREORELSHI S, CNS V— T A IHFRE
TRARWD, ZORETERD ) 2 THRLRIE
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Control Lupus Non psychotic
psychosis CNS lupus
{n=20) (n=27) (n=14)

b WKIBEORELRNS ) 2 THRALIEE
T Y, FHEREEMLE T2 L OTIIIERT)
OEEAL, EER 2T L OTIHEOMBIATLYD
SND. RIS 925 7 4 (SPECT) Tliiff
VAR EOMFHET 25005 Z A5 WA, if
T X 0 FBERATEE Lo b T RAER LY
BETICHR Y ORREET 2 HE75V.
—%, CT +MRI OFTRIEET, Fo72 (R
BEERDEVWEOML, focal H 5V diffuse
% density DEFERTIDOTTIRA TH A, &
o OWEEATIE, CNS V— T AHERBL

i e MR fad 1
{(U/ml) p>>0.05
5.07 -
4.0
3.0
2.0
1.0
]
: 1
0
0BS Nonorganic
Psychosis
(n=10) (h=17)
alb

[ 3 Cerebrospinal fluid anti-ribosomal P antibody and
anti-neurcnal antibody in CNS lupus (CHK10% &%)
a 1 — 7 AHiHHE Qupus psychosis) iIZ 8w T RTRICH L,
BRI AT N : EEFA ORI,
b BRI AR IE T non-oraganic psychosis & orga-
ric brain syndrome{OBS) DR TRAEBEEN Lo 72,
¢ BEETRELY R Y A PHARTRLEOPTRIBTE Lo/

3% L, FEc L %L —ETIE R,
KBTS L UNEREoRIEIid 313 &%
DAY

M. CNS I — T XDHE

1. FoRRYL ARTERS
EROIERIEFEAATOA FT, —fXHI
i3, %4 prednisolone 60mg/ B & Y % 55T
%. FBEOYIEIR, EROWE - BilPTE, - §5
7 5. (CSF Ig index * CSF IL-61M:7% &) 28B4
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4 Serum anti-neuronal antibedy in SLE (JL#R10% &%)
mif A E B PR EROE RIS T, SLERETLELTW:

LTIV, RERASALNIHATF UL FEELID
Wiy 5. TRLRBMENEGONBEVEAE, A7
OA4 F2SVASHE, 2074 A 773 Foks
(R0 B \WIE7 OV AFHE) 2 8 Thh A,

2. [AFEHPEE - JUEEREE

CNS V— 7 2 OFFRERPEEN T ORER
WERIELTASIETHALLE, A - iR
BEEIOVT O IHERETH B 2 L % TP
NETHD, WREERLZREE 25 L5 2HaLL
SHIIE, PSSEORGIIERI L L TTh il
IBEV THSAREHEEASHERE TH B L v
DT EIIIAT, FORWERSER L HAEE
DIEROILRIZREL % & -9 WREED B 5 06T
HBH. UTONATEOFRTT7 2= b4 i3 SLE
OEERE LS8, T UNF—fERZTF5E

X iy

L7z T A EWSNDT, a7 OE
R WA AT v,

V. SROBRAE

MLFH) RV — 4 P Hik L L — 7 AR &
ORI S iz &h, T o 1IL-61EH,
PRl A L ORI L ) CNS V—TF R
DETYEE BEIIBRTE B X ) 12k o 72013,
KEZMESTH L, 4%, WIEV—-LPIH
YR AD P o ¥ X a L CNS v—F
ADIRREIZDWTEHIZ S I LT 2 & A8
HRETHDH, $7:, IhSHOHKRD ) LR
HRAPTRAREIET A L8 b — 72 DWTHHMT L,
PNy 3 VEELVE Ty —Hik e 0 BRIz
WTRSIIBE LT LESH 5 L Ebh b,

1) Harris EN, Hughes GRV : Cerebral disease in systemic lupus erythematosus. Springer Semin Im-

munopathol 8 251-266, 1985,

2) ACR Ad Hoc Committee on Neuropsychiatric Lupus Nomenclature . The American College of
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% /+/-7 AHAVII-3) FRERRREH ST
R —F = PFROIREE
JRH (R

(EXEE R, 41:1147—1149,2001)

Key words @ fi4E~—Fx v M, B, ¥ —04%6, APRULEF—F, YXDAFRT A

1. EUBHIC

A—Fx oy MBS PR B KERIR I
ERYonFHECREET L0 $120%), BEFICE
HTabo (980%) KBl h, #ETREBOPFR—
Fxy b (NB) BRI EFEV, —HICNBH, ~—
Fxv MAREHSENEEELEEMICHEL, niTWEE
LEIEC AT A HAAH AP, NBIZBW TS HE LNt
HAHERDPHRT L, TOEELERINE - RBHES &
UABEBEZOREIZS LI AR RIS LY. &
DL hWBREON (& R - NEORE) LR
SHIER DA TR LTSRN EELELL,
MHEOENOREZIEH VWD H D,

NBil, FOERERERBIZLED, selflimiting % #F .6
%&b E progressive 2 iEB 2 L 2 MR ITRII KSR
TELIEMTELY,

2. AHENB (R1)

SR NB I M HSRE L b o T EOR L L
A, THICHRELHIRMEREL P X I XTI L HRMBEY
L3S, BRALEOREMABIERTHLED
whAbha, BEHRMIEIMRIO T ATAREA FLAIR I
812 57T high intensity lesion & LTl 25, FEHR
£CiE, SRS IUEAORSEEN o ERPRY. B
S TIAFRIROE S AT 5. Bl IL-6iE1E b EEI
ERTAIENEL, TOATERBEELRE{ L

1 The profile of patients with Neuro-Behget's syndrome (Acute type)

Patients CNS manifestations Finding on MR scans CyA
57M left hemiplegia T2 high (right IC) (-
46M headache not done (+)
38M left hemiparesis T2 high (right IC & Th) (+)
59F right hemiparesis T2 high (left IC) (-)
17™M headache Scattered T2 high (+)
50M ataxia. dysarthria T2 high {Bs & right IC) (+)

CyA : cyclosporin A, IC : Internal capsule. Th ! Thalamus, Bs ! Brain stem

22 The profile of patients with Neuro-Behget's syndrome (Chronic type)

Patients CNS manifestations Finding on MR scans
58F dementia, ataxia, dysarthria Scattered T2 high. Bs atrophv
68M dementia, ataxia, dysarthria Scattered T2 high, Bs atrophy
28M dementia, ataxia, dysarthria Bs atrophy
3vM psychosis unremarkable
45F dementia, myclonus, ataxia, dysarthria Cbr & Bs atrophy
48M dementia, ataxia, dysarthria Scattered T2 high, Bs atrophy
509M psychosis, ataxia Scattered T2 high, Bs atrophy
53M dementia, ataxia, dysarthria Scattered T2 high, Cbr & Bs atrophy
50M dementia, ataxia, dysarthria Bs atrophy’ -
53M dernentia, ataxia, dysarthria Cbr & Bs atrophy
3™ dementia, ataxia, dysarthria Cbr & Bs atrophy

Bs ! Brain stem, Cbr : Cerebrum

FRHAFELEAHR (T173-8605 HRMIEEMT 2 —11—1)

(Zf+H2001% 5 B130)
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o TwaY. DU NBOBROTHISBTIETA 7o (
FThD, ELICRBIMEIET T HEMIZLTIRTA
PIrCPER~KRONBEEA T FORE2EI4 S
ZEREETH S,

—H, N—Frv PREOEBEOMHCHATHHZ N
PEZ SR T3 cyclosporin A & NBHDERZSHRTEC
EXMERTWS, Z0EdHVy, BAE LD Lo MRS
OM (AHEINB) £ X 5T A%, BRI NB & [Fi,
SEEFLRRMEBESLERRELSHTEILLH 5, Cy-
closporin A 5RO HEMERETLHEIL60 EHAMNLE
HohaZilh, RIEEMNICLNB EOEINIRELY, ¥
7o, REBHBA LB (REK L &) B#H Tk cyclosporin
AL EZHBERIHIAL 2wWI £ XD, cyclosporin A A%
BMEENBEERTAHAEELLRETHA I, Cyclosporin
ADHMERYTERTIIEH VLS5, v~k ED
BHEBAT T4 FORSEEZLEELETLZ LS v, BIBE
AAFOA Flod4 2 KIS BTG, self-imiting & §88 %
LB NS,

3. 1EMEEITRING (F2)

WA, DHAINB LIl BIRMETATES KAy
L DEENCHR L THER R FoRERASEITL, v
BEAMBIC 2> TLE ) —BNEAET A LR s
, BEETRINB S IFIERTWAY, BEIFETIE,
ER GhR - AEEAE) - ataxia - HEGFRER ALK 21160 - 10
#- 9BlIZA LR, HEF TN, IHIE-KLT, MRI
TR « /MEO atrophy 29108012, £ 72KB% D atrophy #*
4P E OO s TR B R T ORIt S 2% highin-
tensity lesion 125 fliZA X HRAAT, 43 L LB
BINBIIFRMZE TR L L, HEERDTwWR—F v
FMEBFHIZL R EhA.

BYEATE NB ORKMISRI, SR NB IS RET 55
RFFEEISERITERE LT Bt L, BUEoR
EBOTHR - MK HEE - ataxia MBI L, Th
MIEAITETFL, RIZEBHEIBEAAMEL-TLEI EW
IRTHAH, Tl HLABSIOR—F x v M HERETOR
PRI A0 KI50% M Th AL, MIEETRNB 2B T
it, HERLBP 9WAHLABSIREtETH » 22, —F, fiilE
hOMRE - BHES(BREERTA»SL2VREETH S
b2db b6, BlILeENIERY AL L TRES
AR TIEMPLERIRoTHEY. ShIIHLT, £
KINB CidfER O E & & (2fIL- 6 ISR IS MM 2L - B
HEFTLUTHET TS, —8mMiziE, BV ETFE NB TR
W IL-64%0.10/ml (20pg/ml) BAECHFT 2. B IL6
flfk, MMM - BEA-QTFAT I V- Ml IL6nwFh
ELATOMMELRS T, PEMENTELSRTWEEF
2o,

MEEFTHNBIREITREE R 724 F 2 cyclophospha-

BRI 413125 (2001 ©12)

mide Z ETRBERBA+ L2 L HECH L. bivbiud,
methotrexate DAL 7L iz X b B b IL-6ASR 1912
BT LEMERER L. #2C, &9 methotrexate 7
B ASHEOWBR AT NB o+ 2 A 2 M+ 5 4
WA =T R B I o7 Z0OHE, methotrexate
itk (75~15mg/®) 124 BlobwT, HSAICH L
TEILGETTIETL, EROBTLAREDORER o2,
BIEME LT, WRELZTFLAAXNRER LN,
methotrexate D MM TV F R HEMR LA T HIZEH
methotrexate B ETE NBIIH LTHATHL L E R
b LA L, #5124 A% T methotrexate % 11k
LEZAh, #0065 ABICIZIBLEAY OB CHRIL-6 O
EREEDITEROFBRA N S 7270, methotrexate %
AT %20 zo T, Bl IL6X Mo T £ 2 FM
BB L 2R, BEME IL 6 % B 7% 4% 5 methotrexate %
WAIHRL, ik L2 722ER% 2 PHERT 210V T
H. TO 2P 2oV T L, methotrexate $1-#: 6 7 H L L
HTOHMBIL6D LHE2 L, MROMELAGR T,
L7245 7T, methotrexate PB4 AL, WHEMRITR
NB Q@M AMEL LT Ho B TritimizThd s &
Eibhs,

4, SHOMER

MIEETE NB OMELZRHTZ I L, X—Fxv bl
OPRTIORBLRTEFOFEIEDDTENI LD S,
ShOHTHETH S, Methotrexate HHEH IL6% KT 5 ¢
IERDET EVIES LR ERFT A AL o
A%, Fiid methotrexate DHEFAMFE & & b IZHif o IL67
SO EREPMM 2 BB TE I 5P IIoWTHILTY
CBENHL, S50, BHEINB S SRUEETEICEITYT
BHA M RMAIZLTRET 54, 7 HLA-BS1A T
VCRBEEREI ST 200w Th LML TOR R T
3% sk,

X m

1) Kidd D, Steuer A, Denman AM, et al: Neurological com-
plications in Behcet's syndrome. Brain 122: 2183—2194,
1999

2) IRHMER © M~ —F = o MEMREE. Brain Medical 2:

375331, 1991

Hirohata 3, Isshi K. Oguchi H, et al: Cerebrospinal fluid

interleukin6 in progressive neuro-Behcet's syndrome.

Clin Immunol Immunopathol 82: 12—17, 1957

EAEEN  AMEDDORERRED BEMN2Z03

~~—Fx v MF~. Brain Medical 6:76—80, 1994

5) Hirohata 5, Suda H, Hashimoto T:Low dose weekly
methotrexate therapy for progressive neuropsychiatric
manifestations in Behget's disease. ] Neurol Sci 159:
181—185, 1598
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Abstract
Central nervous system involvement in Behcet’ s disease

Shunsei Hirohata, M.D.
Department of Internal Medicine, Teikyo University School of Medicine

Central nervous system involvement in Behcet’ s disease, usually called neuro-Beh¢et's syndrome (NB}, in-
cludes acute type and chronic progressive type. Acute NB is characterized by acute meningoencephalitis with fo-
cal lesions, presenting high intensity areas in T2-weightened images or FLAIR images on MRI scans. Cyclosporin
A frequently causes acute NB. Acute NB responds to steroid therapy, and is usually self-limiting, By contrast,
chronic progressive NB is characterized by intractable slowly progressive dementia, ataxia and dysarthria with
persistent elevation of cerebrospinal fluid IL-6 activity (more than 20 pg/m!). In our series, most patients (ap-
proximately 90%) with chronic progressive NB were HLA-B51 positive, and had history of attacks of acute NB
prior to the development of progressive neurclogical symptoms. Chronic progressive NB is resistant to conven-
tional treatment with steroid, cyclophosphamide, or azathioprine. However, recent studies suggest the efficacy of
low dose methotrexate in chronic progressive NB.

(Clinica Neurol, 41 : 1147—1149, 2001)

Key words : Neuro-Behget” s syndrome, cerebrospinal fluid, interleukin-6, methotrexate, cyclosporin A
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FHIE - FBTREIR DY

i

LX-Tr v ¥

TER) EITVWhATHS.

{= lupus psychosis) OHREETRE FEETH D,

(7.5~15mg/s8) »EBHYTH

i (vasculltlc neuropathy) (ZXKBIZH 3B,

@ CNSL—7RICBEWTRSELERSFALNDH, HIHEEOSVLON, EXRMIGEENRY

(REOWEH

@ MENRY K Y ~4 PHES & UBRTORSEMEL W) BBHEO F OEXLHONS L—T R (3

@ IIHEFHNBER—F xv bETIE, HLA-BSI OBMEAEZhHTHE{, *-MEOMINL- EH IS
-ET%%EB##bB?ﬁﬁWE%%*@m%#ﬁﬁ%@%ﬁ?. _ ' '

@ EHEITREOBESA—F v MEIZHLTE, AMbLdH—F (AYPLFE—F2) OLB/LAES

©® RAIZZ b4 FINMERI, FORBICL ) KR REmE (entrapment neuropathy) & MA&E# (-t 54

CNS v—7R, fiE—F=z v M

, BT IL-6, TV R Y — A PHUE, Hieimramss

L &ic
BiiHRea 5T KEERBTHY, 8L
HREEHERY A SN S, hTh, Feaest
TV 7= b—FA (SLE) ®R—F 2 v MEIEE

WTiE, FIREMEREREELERO 1 2THY,

CNS NV —7AD2Z0RHEN—F x v MR EE
NTH3, THsDREBRFICOWTIITIELER
NEL, FLBICLVERTA I8k sk
7z. UL, itfE, HuelfimofEs /a7y v -
VA4 b A A ORE E SELSERPREMRE RO
BRI SN TETE Y, CNS A—FRADH
BR—F v MEIZBWTYH, 2ORERH-
THHMHRN ORISR IEER R PR TZ
EVBAS IR TETWS, —F, 25 Limh
AR & 1B, FMtEE g E R
BT EyLulin, ABCBLTR, 0
SNVRA LAV ANE it s at i AN L R
WDWT, FFIZ CNS V—7AB L PR —F v
PREEHLELUTCHEHET A L L b, BV v

7 (RA) X3 ERKE DLW T LN T A
Ly,

%1 SLE iR

|, MR (35%~60%)
a, BNSRELEMERE (organic brain syndrome)
b, FERREMIEEE (non-organic psychosis)
2. TvhA (15%~35%)
3. BRAREE (10%~35%)
a, RéiRRRE
b, BfEE
¢, VEHTIEE A
d. REL
4, THEEED (<5%)

O SLE OFRRFRIFEEIR (CNS —T'R)

1. CNS JL—7 A DERERASE

a, fERDSHEM

CNS A —7RZBOTREERERYEAGLS
2, FHEEOEWL O, BRMEEORYE
(LHOFAER) vhATHS (F1)., BX
FAtERE D RE X, RUIR - 5ol - B - HiEk Y
OHINBEORF 2 EH L T 2 MBEERE
{organic brain syndrome) &, f#EE-HI5 D
MERTE (BHI3ER) BRERR ZOBHER
EEH LT 2IEFEERFME (non-organic psy-
chosis) WKRRIZNZ?, —K, 1Y) VIEEHIEE

* WMRARFEEE WE <E-mail : shunsei @ med.teikyo-wac.jpd
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