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Figure 1 Imaging Findings in Unilateral PACNS
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A 48-year-old woman was referred with an 18-year history of
focal-onset seizures. She also reported years-long slowly pro-
gressive right-sided weakness that was corroborated on exami-
nation. Repeated brain MRIs over 15 years showed multifocal left
hemispheric T2 fluid-attenuated inversion recovery-hyperintense
lesions with patchy enhancement and microhemorrhages, no
diffusion restriction, and a left cerebellar infarct (Figure 1, A-F).
Only 2 nonspecific white matter lesions were seen contralaterally,
indicating largely unihemispheric disease. Differential diagnosis
included unilateral primary angiitis of the CNS (PACNS), Ras-
mussen encephalitis, and myelin oligodendrocyte glycoprotein
antibody—associated disease." Serum and CSF testing for auto-
immune, infectious, and malignant etiologies and whole-body
fluorodeoxyglucose-PET, whole-exome genetic sequencing,
and MR vessel-wall imaging were nondiagnostic. Brain biopsy
revealed vasculitis (Figure 2, A-F), and the patient was diagnosed

with unilateral PACNS. Treatment with mycophenolate mofetil
has been initiated. Unilateral PACNS is a rare unihemispheric
disease characterized by an indolent course and seizures, recog-
nition of which is critical to accurate diagnosis.”>
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Figure 2 Pathologic Findings in Unilateral PACNS

Micrograph of a single white matter vessel (A) demonstrates
intramural fibrinoid necrosis with perivascular haemor-
rhage and transmural inflammation mediated by CD4 (B)
and CD8 (C) T-lymphocytes and CD68-positive histiocytes
(D and inset A, arrow). Luxol fast blue/H&E (E) and neuro-
filament (F) staining show loss of myelinated axons and
vascular thrombosis (E, arrow). Image magnifications: 10x
(A-D) and 20x (E and F). PACNS = primary angiitis of the CNS.
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