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Clinical Evaluation of Neuropsychiatric Lupus Erythematosus

Chan Hee Lee, M,D,, Jisoo Lee, M,D,,
Chang Ho Song, M,D,, Soo Kon Lee, M.D.

Division of Rheumatology, Department of Internal Medicine,
College of Medicine, Yonsei University

Objectives : To evaluate the clinical characteristics, diagnostic methods, sero-
logic tests and treatment modalities of neuropsychiatric lupus(NPSLE).
Methods : Systemic lupus erythematosus(SLE) patients manifesting NPSLE at
Severance Hospital, Yonsei University College of Medicine were retrospectively
studied in the period of Jan 1994 to March 1996.

Results : The results were as follows;

1) Neuropsychiatric manifestations were observed in 24 patients of the total 144
SLE patients(16.6%).

2) Of the 24 NPSLE patients, there was 1 male, 23 female and the mean age
was 32 years{range 14 - 70).

3) Eight patients presented neuropsychiatric symptoms as an initial manifesta-
tion and the rest presented during the follow up period(mean: 25 months,
range: 2 months - 10 years).

4) Preceding cause was identified in seven patients and was classified as sec-
ondary NPSLE: drug in 1 case, infection in 2 cases, reactive depression in 2
cases, and cerebral hemorrhage due to thrombocytopenia in 2 case.

5) NPSLE was classified into diffuse manifestation and focal manifestation. The
diffuse manifestation was found in 22 cases and the focal manifestation was
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found in 6 cases. Patients with focal manifestation showed higher rate of
anticardiolipin antibody or lupus anticoagulant test than patients with dif-
fuse manifestation with of 100%(3/3) in the former and 30% (6/20) in the
latter (p<0. 01).

6) The sensitivity of diagnostic tests were as follows: cerebrospinal fluid study
7.1%(1/11), electroencephalogram 62.5% (5/8), brain computed tomogram
52.9%(9/17), magnetic resonance imaging 66.7% (6/9), cerebral angiogram
100%(1/1), and myelogram 0% (0/1).

7) The treatment modalities were as follows; high dose steroid (Img/kg/day) or
steroid pulse therapy (intravenous methylpredinisolone lg/day for 3 days)
alone in 13 cases, high dose steroid or steroid plus other drugs (anticonvu-
lants, psychiatric medication, warfarin) in 5 cases, steroid pulse plus
plasmapheresis in 3 cases, steroid pulse and plasmapheresis plus other drugs
(intravenous cyclophosphamide, anticonvulsant) in 2 patients, low dose
steroid (alone or with analgesics) in 2 patient, psychiatric treatment in 2
patients and no treatment in 1 patient. 26 patients responded to treatment.

8) The mortality rate was 12.5%(3/24) and the cause of death was pulmonary
hemorrhage, septic shock, and status epilepticus.

Conclusions : NPSLE is a frequent and morbid manifestation of SLE but diag-

nosis is difficult due to lack of specific test. Focal manifestation of NPSLE was

associated with antiphospholipid antibody.

Key Words : Neuropsychiatric lupus, Clinical feature, Antiphospholipid anti-
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—r-r/* g Ad HAle e 2t
Modified activated partial thromboplastin
time (PRR-LA, Diagnostica Stago, France) &,
ol HAIZE mixing test € 2% F3HAEY
(Staclot PNP, Diagnostica Stage, France) <
o]-&38tdtt. Modified aPTTE citrated plasma
Z A}83}d cephalin® particulate activator!
silica®l &A#k recalcification time 33}
o 46% ol ALE FHez BFIAL
Mixing test= FA4 ¥33 A9 FFL 1112
ol aPTT7F A 3H92 aFEA e 4%
& dHem #AFINY. 42w FHAAEL
platelet lysate® H718te] EF323 aPTT7} 8%0]
4 AEAYNE o PYoz BHAN,

gadgesdddes A4H 9 (EL-ACA,
TheraTest Laboratories, Chicago, IL)2.2 3

ABIETH €S Edom 1008 3Asly T
2e]¥o] 22¥ microtiter plates] 100ulE ~}st
o] A&oA 3087t ¥gAIZl &, conjugatest 71
AL AR Hrlet 24E& AZ)h Conjugate®
£ horseradish preoxidase®, 71 =2+&
3,3%,5,5 -tetramethylbenzidine & AM&3815 2.
9, 450nmolN FFE=E EFsN. FAVE F
ol conversion factor(calibrator 3#7}/cal-
ibrator F4E) & F3lo A&Eson, IgG A
= 16GPU/ml °l%, IgM3Ale 6MPU/ml ©]%
Aol ez B3

BAIX2E #8 SPSS(statistical package for
the social science) & ©]-8% HFE A& A3
B3t

2 o
1 ™ oA

I T AN BN FEZaA2 QY 84
€ 14490131, 1F AR FZL2 $/RE &
AR 249 o2 BAEL 16.7%%029 (Table 1),
ARRAFZ 2] W ZleE & 847 1-33]2 F
28319tt. dAERE EAbh 19, At 2390]
AL, AH- Fd 324 (144114 T1HALe]) At

ARRANFEZ 2 07 FA4o 2 Ydsky AAA
Y R 92 827} 8Heldl, um
A 1679 At A Y foag AT
F 209X 10dA oo AT L2 FAE
e ATh

g5 IS AAAH SN AARE 54
o8 FRINE W A=Y 4L tiFie] A
33 FolAH(Table 2).

2. A A
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Table 1, Characteristics of patient population

Number of patient(%)

Total SLE cases 144
NPSLE cases 24(16.6%)
Secondary NPSLE 7
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Table 2, Classification of NPSLE

Number of events(%)

Neurologic 33(63%)
stroke 2(4%)
seizure 10(19%)
neuropathy 6(12%)
headache 13(25%)
aseptic meningitis 1(2%)
transverse myelitis 1(2%)

Psychitric 19{37%)
psychosis 11(21(%)
organic brain syndrome 8(15%)

Total 52(100%)
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Table 3, Comparison the clinical features of
patients with NPSLE and patients with-

out NPSLE
with NPSLE  without NPSLE

(case (%)) (case(%))
Malar rash 19(54.2) 16(15.6)
Discoid rash 0 0
Photosensitivity 6(17.1) 309.7
Oral ulcer 4(11. 4 4(12.9)
Serositis 11(31.4) 9(29.0)
Arthritis 13(37.1) 10(32.3)
Renal disorder 27(77.1) 22(71.0)
Hematologic 21(60.0) 9(29.0)

abnormality

Table 4, Comparison the laboratory finding of patients Table 5, Diagnostic method in NPSLE

with NPSLE and patients without NPSLE

percent of positive

with NPSLE without NPSLE finding (%)
Hemoglobin (g/dl) 10.36 9.54 CSF study 1/14(7.1)
WBC(/mm°) 5,998 5,685 EEG 5/8(62.5)
Platelet (/mm?® 172,000 192,000 Neuroimaging
RF positivity (%) * 25 30 CT scan 9/17(52.9)
Cy/C, 43/14 36/14 MRI scan 6/9(66.7)
anti-DNA titer 79.7 51.1 Angiography 1/1(100)
anti-ENA positivity (%) Myelogram 0/1(0)
anti-Sm 22.2 15.3
T —
anti-La 52,4 36.4 A8, 2 F 6ololA FngE B
ACL positivity (%)** 50(9/18+) 45.8(11/249 o, F3A FYE Hole 6dF 34

LA positivity (%) *** 30.8(4/134)

35.3(6/17+)

A gaviead gAY, FXa g2

* RF: rheumatoid factor
** ACL: anticardiolipin antibody
*** LA lupus anticoagulant

+ Number of positive patient / total patients performed.

Aghite gaiel o

Ao}, AAM &2

skt (Table 3).
ANARA LA 284 2
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g ez FAE Al
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Bym, X2 FEndAE ABE 457 139
on, ol gdolA FAHEE R} (Table 4).
BH9E g Hols 22 F 20904 akd

A% A3t 3ddlA NS 2R
o (p<0.01).
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Table 6. Treatment modality and outcome

Hole 747t 20492

o, A8E AYsg o,

Treatment total No response
improved aggrevated expired T8 3] wrd A
: - - 7 1d9m, g2 A
High dose steroid®, pulse .Tx ' 13 12+ 0 1+ ARNTRN 2A4e 3
High dose steroid + psychiatric Tx 3 3 0 0 o I
Pulse + pheresis + cyclophospharmide 1 1 0 0 e, A&dd A
Pulse + pheresis + anticonvulsant 1 1 0 0 ZFo= AP F9rt &
Pulse + pheresis 3 1 1+++ 1+ Z 14y, AE=Y
Pulse + anticonvulsant 1 1 0 0 5 BEFslz AHo| =
High dose sterc?ld + warfar.m 1 1 0 0 &5]o] Alglgt ALs) 1
Low dose steroid + analgesics 1 1 0 0 dggden, XNzua o
Low dose steroid 1 1 0 0 T =
Psychiatric Tx 2 2 0 0 < @9 Bxke T4
No Tx 1 1 0 0 5.3-0] UAAH(Table 6).

*: High dose steroid: prednisolone 1mg/kg/day

**: Pulse therapy:methylprednisolone lg/day for 3 days

+: One patient remains residual defect.

+: Patient showed clinical improvement, but died due to septic shock.
++: Patient died status epilepticus during the treatment.
++~+: Patient showed clinical improvement but died due to pulmonary hemor-

rhage.

AefA o) 4AAE HY:, HAFARFeS AP
3 B ME oALAL dHEA 2IFAT
(Table 5).

3 g A &nt
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2H 2ol=9} FAAFEE FAG ALt 34, =
H2ole ZZ ooz uhgo] glo] dFndHES
Al#ePRA cyclophosphamide® £3& ZA$71 1
d, 2E|2ole FZgYoR Wgo| glo] ERFuY
=2 A PEHEA FAHFAE FAG 27} 1o, &
Hzolz FZ 8oz Hkgo| glo ¥FnP&T
AN&gE Bt 34, 2HRels FZH I FAHYE
A FoAY A7t 19, 18F] 2HZo|=s
coumading® F4% A$7t 1d, BAAGFETS
g Aot 20, 2% zHRol=9 AFAE
2ds A4t 1d9n, 2% AHE0=E B
& A7t 1440

ANARNFZ 282 24HF 3 #F 7|HES
A9 A7t 3dAa, o Bgoz FA A4S

AN FHd 3o
Z 993 aAF gE ¢
Qe ABFFARH F
4E Jehd e 738
ojfict, 1% FEF #A
g A%t 1dz ALesE
old ZHZEol= &FE
A I F4e 4] UL, FIRE QI 7
271 299 e, fodgeze AHYAI, crypto-
coccusell &g Ao Aok} AwAE AMEF F
249 34& Bk AW AHZ A% vy ¢
&30] 240, AW Tho) gF F¥o] 2
dier, olF & fale 4w FIZ FA9
3AL HYoy, fE e arudztldd 9F
HE2Y¥2 APEich

I &

ACR criteria®lAl B2l AARNZFAE 7
it PLsts TG, BEAE AAFAT
H FRES TFPAFA ke Aol dutzoz ¥
olEdA 1 e AAolH®, EG NAHA F4
Eol FFAZBART opizt HAZ, FRAAA N
= Jyehd & glerva ‘CONS FF2'ghs §oaHA]
E old Z¥olA B AR RoloP ¥ v
AARAHA F4E vehlle AU I FF
28249 o 2/3v AARFANFF2I B4 A
ddE o] o tE oA U F, %8,
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7} 16.7%2 the FAEF vijs3 AFHE A9
¥ooay, OE 4 o) AARARA TS
doge oA AAFAFFAE HnFH Wzt
gt} ole ¥ A7 3% dyol2E #A4E
9] Z4& RV ERH &l MBI 9
BE2Ae NEHA] & FHEL FEHo oW
go] @A EFHA7] dESl Aoz Ygdnt

B AT BolAE AEel xleMe o
Wel AARPAREZ27 BAFG e ole olg &
Aol ZAshe FolgAel o Aoz Az,
ol 71A] oAl i FFF o] RKE ¢ = qth

AN TN FFEA BAFOA Aol ol
B olfE AAFNFF2Y Fiel e 84
7 4943 AS FFEA NG 97 Aot URE
o]7] W&l Aoz AYHct AUAFANFFA #x
oM Adn A o]/Fazio]l Bol yetsed
ole HAAQ Aol FYTr} U A AU
o] AAFANFF2O FAo] UEtinE 4zHE
F Ak

2 d7AFA e rRRZRE AR F T

BASA u|A Addl AR & e A
ae gigich AT AR AHgEHE 98 A&
NIAEL YRTLR A% F3 & AolE Hol
A ¢kgkch. SRR anticardiolipin antibodylt
lupus anticoagulant® 7%, AAAo=z N73%
AZFAgaF A dn A AEHAE ¥k
ZAAQ AATA FAA4E B A BAAHL
2 guigle &S BT ol I3 AA
ANZdo] BHAT AAFNFHEY ¥ FIAA
g9l Ao dtke Foln, IFAAHA FAdo]
g Ao 23 Yy Bl gUde AL
DHA L7 AT '

AARNZZ 20| Ak o2 = g7 7EA7 A
5ol ot Sold AL AAHR] itk HHF

HHAY, HAIHAL HAMSGEZHY, W] FE
oy, A o, A UE G3EY 5o B
go] glem® HHIAQ AALR ARA, anti-
dsDNA antibody, anti-Smith antibody,
antiribosome P protein, antineuronal anti-
body, antilymphocyte antibody, antiphos-
pholipid antibody %°] flon26m218182 734
AE FAE i FAY TP FZT 281
Eo] YN E A% wteA] 2349 YA 93
Ag FdERGsloof & Ao AAE}, 53 Z
o}, Zol &3 Aol AAHNFZ 2 9
g FAF sl oz gl dow, AwrHQl
Hetgel] gk 82 S HolX] ge AS7t
Hol AAANFZAZ dEE HA$7l B7] Wi
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9] gato]l FFE 7 folle Aol FAH|RTL

A8HQ &HoA TAFIEH, AJd wgE
B3 ZAS7F 96.4%A ¥ AT Agex
Epata date] AR Yo} AMEEI L, b F
gzl 284 AAFANH TS TAHE RYL
U, 24zt H&ds g 8Fo s Ao, AR
Al RRgoz AdY Mol Bt Az & &
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