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Fig. 1 MRI images in May 2006 (A) and November 2006 (B), and 'ZI-IMP SPECT image in
October (C). FLAIR MRI (TR 9,000, TE 150, Simens Magnetron Synphony 1.5T) shows multiple
high intensity lesions in the cerebral white matter (A). Enlargement of the white matter lesions
and brain atrophy were observed after 6 months (B). '2I-IMP SPECT demonstrated a severe de-
crease of tracer uptake in the brain (C).
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Fig. 2 Clinical course
Meropenem (MEPM), ciprofloxacin (CPFX) and biapenem (BIPM) were used for antibiotic therapy
for pneumonia. Steroid pulse therapy, prednisolone (PSL), methotrexate (MTX) and cyclosporin

(CsA) were used for immunosuppressive therapy for relapsing polychondritis.
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Fig. 3 Histopathology of biopsy samples obtained from the right frontal cortex (A-C) and auricular
cartilage (D-H). (A) Histology of brain biopsy samples (H&E). Upper and lower boxed areas were
shown in B and C, respectively. (B) Lymphocyte and plasma cell infiltration in the pia mater. (C)
Perivascular lymphocyte infiltration in small vessels. (D) Inflammatory cell infiltration in auricular
cartilage (H&E). (E) Immunohistochemical staining with an anti-CD68 antibody revealed that most
of inflammatory cells in auricular cartilage were histiocytes. (F) Immunohistochemical staining
with an anti-CD4 antibody shows lack of CD4*T cells. (G) Immunohistochemical staining with an
anti-CD8 antibody shows that a perivascular inflammatory infiltrate is present, and most perivas-
cular inflammatory cells are CD8'T cells. (H) Lymphocyte infiltration was also observed (H&E).
Bar = 200 um (A), 100 um (D-G), 50 um (B, C, H)
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Fig. 4 Autopsy findings. (A) Gross pathology of the autopsy brain shows atrophy in bilateral

hippocampus. (B) Diffuse lymphocyte infiltration and fibrosis in the pia mater (H&E). (C) Perivascu-

lar inflammation in the cerebral white matter (H&E). (D) Kliiver-Barrera staining shows demyelina-

tion in perivascular inflammatory lesions in the white matter. (E and F) Macrophage infiltration is

also observed in perivascular inflammatory lesions in the cerebral cortex (H&E). Bar = 200 um (B),

100 pum (C-E), 50 um (F)
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Abstract

An autopsy case of perivasculitic meningoencephalitis associated with
relapsing polychondritis presenting with central nervous system manifestation

Eiji Imamura, M.D."”, Hiroshi Yamashita, M.D.”, Toshiyuki Fukuhara, M.D.?,
Kazuo Nagashima, M.D."”, Tatsuo Kohriyama, M.D.” and Hiroshi Tokinobu, M.D."
"Department of Neurology, Hiroshima Prefectural Hospital
“Department of Clinical Neuroscience and Therapeutics, Hiroshima University Graduate School of Biomedical Sciences
YDepartment of Pathology, Hiroshima Prefectural Hospital
“Department of Pathology, Sapporo Higashi-Tokushukai Hospital
*Department of Neurology, Suiseikai Kajikawa Hospital

A 76-year-old woman presented with decreased spontaneous speech and voluntary behavior. She developed
impaired consciousness, as well as swelling of her ears, with subsequent gradual worsening of such symptoms.
Prolonged fever, nuchal rigidity, hearing loss, and elevated plasma CRP and erythrocyte sedimentation rate were
observed. CSF showed elevation of protein and IgG, and pleocytosis. Cranial MRI showed progressive brain atro-
phy and multiple high intensity lesions in the white matter on T2-weighted imaging and FLAIR imaging. The
histopathology of biopsy sample from auricular cartilage was consistent with the relapsing polychondritis (RP).
Accordingly, the diagnosis of meningoencephalitis associated with RP was made. Impaired consciousness was
transiently improved by steroid pulse therapy, but subsequently worsened in spite of intensive immunosuppres-
sive therapy with prednisolone, methotrexate and cyclosporine. Histological examination of the autopsied brain
revealed perivascular lymphocyte infiltration in the pia mater and the cerebrum white matter, and inflammatory
destruction of the myelin sheath. Meningoencephalitis of this case was thought to be caused by RP-associated
perivascular inflammation.

(Clin Neurol, 49: 172—178, 2009)
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