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Successful Treatment of Neuropsychiatric Syndrome with Rituximab
in a Patient with Systemic Lupus Erythematosus and
Dermatomyositis Overlap Syndrome

Seung Geun Lee, Bin Yoo, Kyung Min Kim, Hyung Oh Choi,
Ji Seon Oh, Seung-Su Nah*, Yong Gil Kim, Chang-Keun Lee

Division of Rheumatology, Department of Internal Medicine, Asan Medical Center, College
of Medicine, University of Ulsan, Seoul, Division of Rheumatology, Department of Internal

Medicine, College of Medicine, Soonchunhyang University*, Cheonan, Korea

A 31-year-old woman was referred to our hospital and diagnosed as overlap syndrome with
systemic lupus erythematosus and dermatomyositis. After completing the fourth cycle of
intravenous immunoglobulin therapy, the patient developed acute confusional state with the
Glasgow Coma Scale of 7. Considering the lack of response to high dose corticosteroid therapy
(methylprednisolone 1 g per day for 3 days), rituximab (500 mg per week) was administered
twice. The next day after the administration of the first dose of rituximab, the level of
consciousness started to improve and 15 days after rituximab, mental status was fully recovered.
The proportion of CD19+ B cells started to decrease within 1 week after the administration of
rituximab and remained depleted for 14 weeks. There was also a gradual decrease in serum
CD40 and CD80 concentration measured by ELISA up to 4 months. This case suggests the

effect of rituximab for the treatment of neuropsychiatric lupus.
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Rituximab B X Fwe] CD20oll gt 7|
gt AF JPHEA A 1gG e 1 THEE FARA,
A e BHA g AIESAY, AX AEA 5
B HEZF3E AATGc =2 7eE velida 4
APem (3), FHTol rituximabd] F¥= A7 s
FA19] 71H 2. Z 4] CD40/CD40L, CD28/CD80, CD86
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FSSAZA, FSSBIATE FAollaL, FScl70dAI=
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SAolleh. AxeHY A $AY Aol 52
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mmHg?| A=W 3
% B 9F, 5 €59 2
thematous patch), <3 % A 9 F
<59 kg FEE YUIAUt. T ZALETE cre-
atine kinsase (CK) 763 IU/L (50~250), aldolase 61.1
UL 2~7.6% 459393, 245 3 A3HE
A &5 54 F(active myopathy)EAS KA,
kA MRIY 4% drhelZ22, 7HEueTdl 4%
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aRe WEY Aek. FFzeh I T
ARASFToR  Adkela,  ZH=Y<EE(predniso-

lone, PD) 1 mg/kg Fo5 A|2Hslg)e).
37ME E%h PD 1 mgkgs FAEIoY, 95
A L5 %e] ¥ 358 43I, I§ AL
%7} CK 2559 IU/L, aldolase 29.4 U/LE A<5x|o]
HASEZETQ gky) FAE AlFsled, vid 44
o2 33 FoF slgich. PDE WAZEED FoiF
A28l Al 0.5 mg/kg/dayE FHeEFslo] A8l 4
33] A HEdIFEEY Fof 25 F, w9 9 ESR
100 mm/hr2 547 Hol, A|FEZEAIu|E 50
mg -7 13] AT FE A, 27 ¥, Wy
FEET 43 A FokE fete] dAEdG 944
A 38.0°Ce] o] A, THL ZAF A 3
A THo] 77t ZE HE A 34, 455 o[z}
Al FA=E et A4 E44 138 gdL, W
&3 2,900/mm’ ,000/mm’, Zalo}eld 0.7
mg/dL, TE% 102 mg/dL, Zd~HZE 294 mg/dL,
whld 82 g/dl, &HW 2.5 g/dlL, AST/ALT 95/49
IU/L, YEF 138 mEq/L, Z% 3.7 mEqL, Q3=
106 mEq/L, ESR 107 mm/hr, CRP 1.53 mg/dL, C3/C4
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18.00 Rituximab 500 mg DO,8
14.00
12.00
10.00

CD19 (%), C4 (mg/dL)

0.00
= 50

0 31 62 93 123 154 184

AR
mg/dL,
U/L, 1gG AZ(IgG Index) 0.61, <3 FEu](oligo-
clonal band) ¥4 4ZAe|dx, agd g wiek A
A EeElEe AlEe ok H MRIY 9% diy
FAAC o] T2 2AS FE Wwe] RAEA
o} AARAA F¥2 FAEZEA(acute confusional
state) 2 F7elda, 49 7~99 A, €I =Y
<% & (methylprednisolone, mPD) 1 g& 39 F<F F<F
3l o]F, PD 1 mgkgE FABIAC ¢4 1297}
A A 3-e] o], 9 1390, rituximab
500 mge Folsqivt Fol 19 ¥, kA= o4 4
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G2 Aol 9ol HA £7AoZ GCS 13 Hog Fu}
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ol slgdtl. Y 21Qel AP o g F& 3, A
FHS 3 Eslo], gAAEIZE GeS 15 e E TAE
9131, SLEDAIE 622 ¥7}E9) o, CSF analysis
A IgG AX 0.01 &7t}

Rituximab®] B HZF 17k g W AZAL &
Aol i3k a5 #As7] 9Jste] CDI9(+) HZF
H]&-(flow cytometry, Becton-Dickinson bioscience, USA)
9l "z CD40, 80 5X(ELISA, Bender Medsystems,
Vienna, Austria)E 1~2F ZHdoz 77z 9, 47149
&<t A3, rituximab Fo] 15 ool WA}
of ¢k 14 F F<F ALH CDI9(+) FEZFe] 17
(B lymphocyte < 5/mm’) 3 <F 185 E<ke] H7AH
Q] CD40, 80 Fx=9 Z&E AT T Uk
1, 2).

ol #AL 749 WeddAA Fol glel PD

T 580/mL, & F 1/mm’, THA 874.8
o 34 mg/dL, adenosine deaminase 16.8

A&
12
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16.00 B A

mPD pulse
500 mg q 24 hr x 3 days
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Relapse - 120
A 100 Fig. 1. Serial changes in the

proportion of CDI19
(+) lymphocytes, the
concentration of C3
and C4, and the
20 dosage of predniso-
lone. Transverse axis
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indicates days after
the administration of
rituximab. C: comple-
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Fig. 2. Serial change in the concentration of CD40 and
CD80. Transverse axis indicates days after the
administration of Rituximab. Vertical axis indi-
cates the concentration of CD40 and CDS80

measured by ELISA. (Reference value, CD40:7.8
~500 pg/mL, CD80:320~20.000 pg/mL)

E 10l 10 mgd 73 AL, rituximab Fo 671
4 % PD 15 mg FAHA, ZAF <8 4A
5/5, kA 3/522 FA =l Rituximab Fo] 87
4 %, 3w, okl Fuh, 2EX A 059 A

Avhul & Fa2 49 sgov, AA4% $84 1

o, 343 4k A3, ¥4+ MRIY T2 4%
o] CI-T1 FFoll hol, AABA FF2= 251
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o] WddAx el A %‘"r% AMEAAs9  F (12), SLEDAI (13)$}9] #HA, AAAA FFE~
o EukE FAE=AE A A8 PR}l A rituximab X2 ¥ CD40+ CD19 HZ Y]

=z

o] 33

I 9J3it}. Rituximab Fo 19 ¥ 3129 9]/5} AEl 227t BaEgdoh @,5). 84 CD40L 3+ CD40
= Aol 3

al 2]

]

il

GCs 7l 13der oA Aol o B HZy FW A CD40 A
B QA4S 3uesi. £

2
kﬂ
32
,%J
_8,
0
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