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Diagnosis: Seizure disorder with filamin-positive cytoplasmic astrocytic
inclusions (“astrocytopathy” or “filaminopathy”).

Comment: Many of the specimens were lobectomies, rather than hemispherectomies.
There were eosinophilic inclusions in the astrocytes, and these were negative with
various stains, including Von Kossa and Ziehl-Neelsen. The inclusions were also
negative for alpha-B crystallin, ubiquitin and GFAP, although the cells containing the
crystals were GFAP-positive. The inclusions were granular on electron microscopy. Dr.
Hedley-Whyte reported that she had presented a similar case in 1989, Diagnostic Slide
Session Case 1989-2, which she had termed glial cytopathy or astrocytopathy, with an
appearance similar to Rosenthal fibers. The Presenter reported that these inclusions
were positive for filamin A, allowing the term “filaminopathy” to be used for them.
Similar inclusions can also be seen in Aicardi syndrome. Dr. Kleinschmidt-DeMasters
reported that she had attended a meeting of the Canadian Association of
Neuropathologists where one of these cases was presented, and it reminded her of
cases that she had seen. She initiated the collaboration, and she stated that this
disorder may be more common than generally recognized and that the clinical and
pathologic spectrum of this disorder needs to be further characterized.
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