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Fig. 1 Brain images in our case of limbic encephalitis associated with SLE (A-D).
(A) Axial diffusion weighted image (15T; TR 6,459ms, TE 101ms, b value = 1,000sec/mm?) shows a

hyper-intense lesion in the left temporo-parietal lobe.

Axial (B, C) and coronal (D) sections on fluid attenuated inversion recovery images (TR 9,000ms,

TE 125ms) show hyper-intense lesions in the left medial temporal lobe and the left pulvinar nucle-

us of the thalamus.

SIADH %89 7=h¥b 7z, JREEfEIE 37mg/dl TIEH TH - 7-.
B & CHFIRIAE R I IERW Th - 72, MG SRR
T, PUAEPIMAR 1,280 5L L (BEACEY), HU RNP Hifk 64 £,
W—TFAT7vFa77 5~ b (ARVVT) 25138 (FL#fH 1.3
Fiil) EBMETH o 7205, Mo ssDNA $ifk, Ht ds-DNA
ik, ¥LSmBUE, PiA LI ¥ 2 B2GPI Hitk, HiSS-A/
Ro ¥ifk, ¥t SSB/La Hifk, ¥itr 4 v o7y VHifks L UH
HURIEAL o+ F 3 7 — PRIV FR b BRIETH 5 72, F72,
i ribosomal-P Hifk, ¥t Yo Hifkd & OVt Hu Hifk iz etk <
Holz. WRMRAETIZENA O0mg/dl, 7L 7F = 50mg/d
(FEH 600mg/g - ZLTF =) L EARE AR LDz, WEEE
WA T, #H 83mg/dl, Mila%k 24/w (HA%Ek 2/W, %
¥R 22/ul), $E 109mg/d! (MLBEfE 250mg/dl) & HifalE%,
EHERAZAR LD —BERIBET, B~V 2Z, b b
ANV 6 K DNA X PCRETREETH - 72, F 72, #bi IL-
6 13 4,230pg/ml & FHH LTz,

AR HAZHITEE T L 72 MRI T, S8R E G <L
MIEEEEHD S AHTEEREB IO E THHE ICREFEE A L

7z (Fig. 1A). MRA CTIREFNERBMRICEF IR, W
2T RINENIR O L ELFIR & —F L Ao 72,

MRS T A AT IR A S BT ERIC § 205 0 AT L
Tz, F 7z, ARSI L TB Y, RO EIRER
WrmhE Dl

Abetaied (Fig. 2) © ARBe4#, B2 £ )b A &G
FENHETET, 7Y 70 V0R5 2B ko7 AKSH
WZHEAT L 72 MRT T, $EmGRERE A MIBEZEA & BETEZE IS
AL OIFETBIIHEEL TR, BEICE L —HmEoME
JEZ B LT R EEZ Sz Z2o—J5T, EMEEN B
S OEHRREC T2 AH MR B X O fluid attenuated inversion
recovery image (FLAIR) THEOEESZE2LEEL LD
B IHEE AL DI (Fig 1IB~1D). Ak T EgR cE
FEAERL, T, EEMROALDLRP ST

AR EIR A ICHEL, THHICRESIRRIIEL, £
AICERITEETEDL L) IR oA, Kl - Bk Lok
WM E AL, M LFHHEIIATEETH - 72, XL T AE
RIEASNL D o7z ZOHOMEF RIS, BERZ TR L



SLE /iR e L, MBI VS I Y ERZARTUAO B G AVRE & 7z H SRR S B LR 20 1 61

Acyclovir m

3 1
Meropenem 2 2 Itraconazole 100mg
Phenytoin 500mg 250mg
Midazolam 24mg 20mg 14mg
Zonisamide 200mg 300mg

Prednisolone
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Anti-GluR Abs ELISA OD value mean = SD (normal value):
GluRe2-NT2 CSF=0.162+0.055 Serum =0.432 +0.133
GIURCI-NT  CSF=0.231+0.102 Serum = 0.535 = 0.160
GluR82-NT  CSF=0.172+0.086 Serum = (0.583 +0.148

Liver
dysfunction _*
t33ioevee e [

CSF-Protein (mg/dl)|| 83 265 44
CSF-Cell count(/pl) || 22 34 2
anti-GluR Abs
Serum &2 1.073 0.455
¢l 0.950
52 0.983 0478
CSF &2 1.428 0.861
¢l 2.307
82 2267 0.846 )
. 14
Admission dayl 8 15 22 29 52

CSF: cerebrospinal fluid, GluR: glutamate receptor, Abs: antibodies

Fig. 2 Clinical course of our patient with limbic encephalitis associated with SLE.

Symptoms of our patient were markedly improved after administration of prednisolone. Anti-gluta-
mate receptor antibodies were found in both serum and cerebrospinal fluid, and the antibodies ti-

ters decreased at the convalescent stage.
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day2

day43

2 years later

Fig. 3 Fluid attenuate inversion recovery (FLAIR) imaging (Coronal, 3.0T; TR 9,000ms, TE
125ms) shows hyper-intensity lesions in the medial parts of the left temporal lobe (A). Hyper-in-

tensity lesions are diminished after treatment with prednisolone (B). Two years after treatment

with prednisolone, no apparent abnormal signal intensity is seen in her brain (C).

Table 1 Clinical features of patients with limbic encephalitis associated with SLE.
Case 1 Case 2 Case 3 Case 4 Case 5 Case 6 Case 7 Case 8 Present case
Case Reports Yokozeki et Stiibgen Matsuse et | Meguro et | Ishiko et al | Sasaki et al | Kano et al Kobayashi
al (1991) (1998) al (2006) al (2007) _ (2007) (2009) (2009) et al (2010)
Reference ? | Reference ¥ | Reference ¥ | Reference | Reference ® | Reference ? | Reference ¥ | Reference ?
Sex/Age 21/M 28/F 50/F 28/M 50/F 33/F 34/F 20/F 23/F
Symptoms
+ Cons.dist. + + + + + + + +
+ Memory dist. + + + + + + +
+ Convulsion + + +
+ Psychomotor + + + +
seizure
+ Hallucination
+ Autonomic
dysfunction
Lesions on MRI Medial Medial Hippocam- | Rtfromtal & | Rtuncus, Medial Medial Hippocam- Lt.Medial
temporal temporal pus parietal lobe | Hippocam- temporal temporal | pus & amyg-| temporal
lobe lobe (bilateral) pus, parahip- lobe lobe dala lobe
(bilateral) (bilateral) pocampal (bilateral) (bilateral) (bilateral) Lt.pulvinar
gyrus
CSF study
Protein 144 mg/dl 65 mg/dl 67 mg/dl N.D. 50 mg/dl N.D. 36 mg/dl Increa§ed 83 mg/dl
Cells 5/ul 9/ul 30/u 5/ul 20/ul protein 24/u1
Therapy mPSL pulse | CPA pulse | mPSL pulse | mPSL pulse | mPSL pulse | mPSL pulse PSL mPSL pulse PSL
IVIG
Response Complete Partial Partial Partial Complete Partial Partial Complete Complete
Response Response Response Response Response Response Response Response Response
GluR Ab N.E. N.E. N.E. N.E. N.E. N.E. N.E. GluRe2 Ab | GluRe2 Ab
(Serum | GLRE] Ab
CSF)
GluRd2 Ab
(Serum - CSF)

Ab: Antibody, Cons.Dist.: Conscious disturbance, CPA: Cyclophosphamide, CSF: Cerebrospinal fluid, F: female, GluR: Glutamate receptor, IVIG:
Intravenous immunoglobulin, M: male, mPSL: metyl prednisolone, N.D.: Not Discribed, N.E.: Not Examined, PSL: Prednisolone.
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Abstract

A case of acute limbic encephalitis associated with SLE accompanied
with anti-glutamate receptor antibodies

Yoshitaka Yamaguchi, M.D.", Manabu Wada, M.D.”, Keiji Kurita, M.D."”,
Yukitoshi Takahashi, M.D.” and Takeo Kato, M.D."
"Department of Neurology, Hematology, Metabolism, Endocrinology and Diabetology,
Yamagata University Faculty of Medicine
“National Epilepsy Center, Shizuoka Institute of Epilepsy and Neurological Disorders

A 23-year-old woman was admitted to our hospital because of consciousness disturbance and convulsion, pre-
ceded by high fever, headache and erythema multiforme. Her brain magnetic resonance images showed hyperin-
tense lesions in the left medial temporal lobe and the left pulvinar nucleus of the thalamus on fluid attenuated in-
version recovery images. Analysis of cerebrospinal fluid showed mild pleocytosis, but DNA of herpes simplex or
herpes type 6 viruses was negative on PCR. Laboratory investigations showed the presence of anti-nuclear anti-
bodies, anti-RNP antibodies and lupus anticoagulant. The clinical diagnosis was made as acute limbic encephalitis
associated with SLE, and subsequent administration of prednisolone improved her conditions. In her serum and
cerebrospinal fluid, anti-glutamate receptor (2, 62, {1) antibodies were detected, and the titers of the antibodies
decreased as the symptoms improved. Although the mechanism underlying limbic encephalitis associated with
SLE remains unclear, at least in some cases, the anti-glutamate antibodies may play an important role in the
pathogenesis of limbic encephalitis with SLE.

(Clin Neurol 2012;52:545-550)
Key words: limbic encephalitis with autoimmune disease, systemic lupus erythematosus, non-herpetic limbic encephali-
tis, anti-glutamate receptor antibody




