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FLAIR with contrast

Brain MRI.

The FLAIR and T, weighted images enhanced by gadolinium (a, b, ¢) showed abnormal enhancement of the dura matter over

the left hemisphere and tentorium cerebelli. Red quadrilateral showed biopsy region (a). Follow-up brain MRI performed on

the 46th hospital day (d). Follow-up MRI showed significant improvement of these lesions. (a, b; FLAIR image enhanced by

gadolinium). (c, d; T,-weighted image enhanced by gadolinium).
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Fig. 2 Dura and kidney biopsy.

Dens fibrosis and thickened dura matter with abundant inflammatory cells infiltration without formation of granuloma and vasculitis
(A, B). Diffuse infiltrates consisted of lymphocytes were CD4 positive and CD8 negative (C, D). (A; HE staining, bar = 2,000 pum,
B; HE staining, bar = 200 pm, C; CD4 immunostaining, bar = 500 pm, D; CD8 immunostaining, bar = 500 pim). Biopsy specimen
obtained from the kidney showed glomerulonephritis with crescent formation (E). (E; PAS staining, bar = 50 pum).
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Abstract

A case of MPO-ANCA positive hypertrophic pachymeningitis associated
with vascular inflammation in the kidney biopsy

Daiki Takewaki, M.D.", Yukiko Tsuji, M.D."”, Takashi Kasai, M.D., Ph.D.”,
Tomokatsu Yoshida, M.D., Ph.D."”, Masanori Nakagawa, M.D., Ph.D.” and Toshiki Mizuno, M.D., Ph.D."”

YDepartment of Neurology, Kyoto Prefectural University of Medicine
“Department of Neurology, Northern Medical Center, Kyoto Prefectural University of Medicine

We report a 76-year-old male with ANCA-associated hypertrophic pachymeningitis, who presented with crescentic

glomerulonephritis. At the initial visit, he had episodic frontal headache and multiple cranial nerve palsy, including double

vision, right deafness, hoarseness, and dysphagia. Because proteinuria and hematuria were detected on urinalysis, we

performed a kidney biopsy, leading to the diagnosis of crescentic glomerulonephritis. The presence of vascular

inflammation in the kidney biopsy led us to consider that this patient may show progression to the systemic type of

MPO-ANCA-positive hypertrophic pachymeningitis. This proved useful for prognostic and treatment determination.

Based on the results of laboratory tests, imaging studies, and biopsies of the dura mater and kidney, the patient was
diagnosed with ANCA-associated hypertrophic pachymeningitis.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:844-847)
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