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Fig. 1 Brain MRI (1.5 T) findings on admission.
Brain MRI showed high signal lesions in the right predominantly bilateral periventricular white matter and diffuse high signals in the cerebral

sulci on FLAIR (A-D). Some of the periventricular lesions showed linear perivascular gadolinium contrast effect (E-H).
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Fig. 2 Pathological findings.

The histopathological picture showed perivascular lymphocytic infiltration, without necrosis or granuloma. Inflammation was predominantly

CD3 positive cells, with CD4 and CD8 positive cells predominating in the perivascular area (arrows) and in the brain parenchyma (arrowheads),
respectively. Hematoxylin and eosin (HE) staining (A). Immunostaining for CD3 (B), CD4 (C), and CD8 (D). All scale bars are 100 pum.
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Fig. 3 The clinical course and MRI findings.

The patient was admitted to the hospital with headache for 3 months, gait disturbance due to ataxia for 6 weeks, and disturbance of

consciousness for 3 weeks. A stereotactic brain biopsy was performed on the 8th day of admission. Steroid administration was started the day

after the biopsy, and all symptoms and MRI findings improved markedly after treatment. The prednisolone dose was reduced to 10 mg/week

and the patient was discharged at 20 mg/day. (1) Pretreatment brain MRI revealed diffuse hyperintense lesions in the hilateral periventricular

white matter on FLAIR, and contrast effect in the same area on gadolinium contrast-enhanced T,-weighted image (A, B). Spinal MRI showed

longitudinally extensive T,-hypereintense lesions, and gadolinium contrast-enhanced T,-weighted images showed patchy contrast

enhancement in part of the same area (C, D). (2) Post-treatment brain MRI showed that the FLAIR lesions had almost completely disappeared,

and the contrast effect had disappeared (E, F). Spinal MRI also showed that the T,-highintense lesions and contrast-enhanced lesions had

disappeared (G, H).
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Abstract

Biopsy-proven autoimmune glial fibrillary acidic protein (GFAP) astrocytopathy
with characteristic image findings: a case report

Takashi Katakami, M.D.", Satoru Fujiwara, M.D.", Tomoaki Akiyama, M.D.?,
Yuri Shimizu, M.D.?, Shigeo Hara, M.D., Ph.D.?» and Michi Kawamoto, M.D."

U Department of Neurology, Kobe City Medical Center General Hospital
» Neurosurgery, Kobe City Medical Center General Hospital
9 Diagnostic Pathology, Kobe City Medical Center General Hospital

A 53-year-old woman was admitted to the hospital because she developed headache and malaise 3 months prior to
her arrival, followed by gait disturbance, abnormal behavior, and hallucinations. On admission, she was stupor and
showed left hemispatial neglect, and brain MRI showed extensive FLAIR high-signal lesions with contrast enhancement
in the bilateral periventricular white matter, and CSF examination showed pleocytosis and elevated protein. A
stereotactic brain biopsy was performed from the right temporal lobe lesion, and pathological findings demonstrated a
perivascular inflammatory cell infiltrate. After the administration of intravenous methylprednisolone followed by oral
prednisolone, she recovered almost completely within three months and the abnormal MRI findings disappeared. Anti-
glial fibrillary acidic protein (GFAP) antibody in the cerebrospinal fluid turned out to be positive, then the diagnosis of
autoimmune GFAP astrocytopathy was made. Reports of this disease are still rare, and we report this case because of its
slowly progressive course and pathological evaluation by brain biopsy.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:756-761)
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