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Fig. 1 Auricular findings
A: Auricular swelling on the subject’s left side before therapy. B: The
subject’s auricular swelling and pain improved after steroid therapy.
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Fig. 2 Magnetic resonance imaging (MRI) scans of the subject’s brain.

MRI showed high-intensity lesions in the bilateral medial temporal lobe. Arrows showed these sites. A: Diffusion-weighted images.
B, C: Axial Fluid-attenuated inversion recovery (FLAIR) sequence (Repetition time [TR], 9,000 ms; Echo time [TE], 114 ms) images.
C: The MRI showed slight improvement of the swelling of the bilateral medial temporal lobes after high-dose steroid therapy.
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CLINICAL COURSE
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Fig. 3 Clinical course upon admission.

At first, acyclovir therapy was initiated for the encephalitis. Subsequent to the auricular biopsy, high-dose intravenous

methylprednisolone pulse therapy was performed for three days, and oral prednisolone therapy followed. After these

therapies, the memory disturbance, cognitive function scale scores, and painful auricular swelling gradually improved.

Fig. 4 Microscopic findings in the left auricle.

Hematoxylin and eosin (H&E) staining of the left auricle showed
perichondrial inflammation. Inflammatory infiltrates consists of neu-
trophils, plasma cells, and lymphocytes (arrows) and slightly degen-
erative changes affecting the marginal chondrocytes with decrease
of basophilia is seen (rice symbol).
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Table 1 Previously reported cases of relapsing polychondritis with non-herpetic acute limbic encephalitis.
Authors Age v/ Initial neurological symptoms Periods* Responsg to Outcome
Gender steroid

Watanabe et al. 1997 60/M confusion, hyperactive behavior, 1 month + good
euphoria, cognitive impairment

Miki et al. 2001* 62/M cognitive impairment, confusion, Simultaneous + good
hyperactive behavior, euphoria

Fujiki et al. 2004 45/M confusion, euphoria, disorientation, Simultaneous + good
hyperactive behavior, forgetfulness

Fujiki et al. 2004 62/M memory impairment, confusion, euphoria Simultaneous + good

Yang et al. 2004” 49/M  disorientation 1.5 month + good

Ohta et al. 2004"” 57/M headache, vertigo, hearing loss 20 day + good

Yan et al. 2006™ 53/M cognitive impairment, abnormal behavior 12 month + died

Kao et al. 2007 40/M headache, confusion 3 month + good

Ochi et al. 2007" 64/M cognitive impairment, apathy Simultaneous + good

Erten-Lyons et al. 2008"" 51/M distractibility, emotional lability 12 month - died

Erten-Lyons et al. 2008"" 68/M hoarse voice, vertigo, emotional lability 2 month + fair

Kumar et al. 2009™ 29/M decreased vision Simultaneous + good

Kashihara et al. 2009'® 62/M tonic-clonic convulsion 48 month + good

Wang et al. 2011 44/M  headache,memory loss, Simultaneous + good
auditory and visual hallucinations

Present case 61/M bilateral ear pain and swelling 1 month + fair

*Periods from onset of relapsing polychondritis to occur limbic encephalitis.
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Abstract

A case of bilateral auricular chondritis with anti-glutamate receptor (GluRe2)
antibody-positive non-herpetic acute limbic encephalitis

Ryo Nishiguchi, M.D.", Takeshi Fujimoto, M.D.”, Katsumi Eguchi, M.D.",
Yasuo Fukuda, M.D.” and Yukitoshi Takahashi, M.D.”

YDepartment of Internal Medicine, Sasebo City General Hospital
“Department of Neurology, Sasebo City General Hospital
¥Senju Hospital
“Shizuoka Institute of Epilepsy and Neurological Disorders

A 62-year-old man experienced pain and swelling in both of his auricles. One and a half months later, he was referred
to us because of a memory disturbance. A neurological examination revealed disorientation and recent memory
impairment. Diffusion-weighted and fluid-attenuated inversion recovery magnetic resonance images showed high
intensity and swelling lesions in the bilateral medial temporal regions. In cerebrospinal fluid, mononuclear cell counts
and total protein concentration were increased, but a herpes polymerase chain reaction was negative. Thus, he was
suspected to have non-herpetic acute limbic encephalitis (NHALE). In addition, relapsing polychondritis (RP) was
suspected because of the bilateral auricular chondritis and type-II collagen antibody positivity in the serum. He was
treated with high-dose steroid therapy (two cycles of intravenous methylprednisolone, 500 mg per day for 3 days), which
was followed by oral steroid therapy. With these treatments, his symptoms, including the painful auricular swelling and
memory disturbance, gradually improved. This case exhibited anti-glutamate receptor (GluRe2) antibody positivity in
both serum and cerebrospinal fluid, but anti-N-methyl-D-aspartate glutamate receptor antibody (NR1 + NR2) by cell-based
assay negative in cerebrospinal fluid. Although a vascular mechanism of NHALE that is associated with RP has been
suggested in the literature, this autoantibody might have induced NHALE as the mechanism of neuronal damage to
target neuron in our case. More studies on the pathogenesis of NHALE that is associated with RP are needed.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:395-400)
Key words: non-herpetic acute limbic encephalitis, relapsing polychondritis, auricular chondritis,
anti-glutamate receptor antibody, GIuN2B-NT2 (GluRe2)




