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Fig. 1

MRI findings.

(A) T,-weighted images (sagittal, 3.0 T, TR/TE = 5,280/149 ms, 3.0 thickness) and (B) T,-weighted images
(axial, 3.0 T, TR/TE = 5,280/149 ms, 4.0 thickness) showed longitudinally extensive spinal cord lesion from
C2 to T6. (C) Gadolinium-enhanced T,-weighted images (3.0 T, TR/TE = 550/30.228 ms, 5.0 mm
thickness) and (D) gadolinium-enhanced T,-weighted images (3.0 T, TR/TE = 550/30.228 ms, 0.90 mm
thickness) showed fan-shaped multiple linear enhancements converging to the lateral ventricles.
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Fig. 2 Histological findings.
Hematoxylin and eosin staining shows proliferation of lymphocytes
in the vessel walls. Bar = 50 um.
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Table 1 Reported case of primary central nervous system vasculitis with fan-shaped linear enhancement lesions.
Cerebral Spinal cord Clinical
Age/Sex crebra pinat cor Brain MRI Spine MRI Biopsy Treatment mea
symptoms symptoms outcome
38/F7 Incoherent (—) Striking linear contrast (—) Lymphocytic IV and oral Returned to
mentation, enhancement radiating from vasculitis, T cells prednisone, oral normal
inattention, tremor, the ventricles into the deep and B cells cyclophosphamide mentation
ataxia, status white matter
epilepticus
62/F® Confusion, (—) Linear areas of enhancement (—) Lymphocytic Oral prednisone Improved all
anorexia, headache, that converge adjacent to the vasculitis symptoms
fatigue body of the right lateral
ventricle
46/M? Cognitive (—) Linear gadolinium (—) Lymphocytic IV and oral Improved and
impairment, enhancement converging vasculitis, prednisolone returned to his
tremor, from deep white matter to CD3* T cells and previous
anterograde the bodies of the lateral CD20* B cells occupation
amnesia ventricles
63/M Cognitive decline, Progressive  Fan-shaped multiple linear Longitudinally Lymphocytic IV prednisolone Improved all
(present anorexia, muscle enhancements converging to extensive spinal  vasculitis, T cells symptoms
case) hallucination, weakness the lateral ventricles cord lesion from  and B cells
delusion C2toT6
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Primary central nervous system vasculitis: a differential diagnosis
of longitudinally extensive spinal cord lesion
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A 63-year-old man was admitted to our hospital with a 2-month history of anxiety. He presented with cognitive
impairment and muscle weakness. On MRI, T,-weighted images showed longitudinally extensive spinal cord lesion

(LESCL) from C2 to T6 and gadolinium-enhanced T,-weighted images showed fan-shaped multiple linear enhancements

converging to the lateral ventricles. He was diagnosed as primary central nervous system vasculitis (PCNSV) by brain
biopsy. After using high dose corticosteroids, cognitive impairment and muscle weakness were dramatically improved. In
patients with cognitive impairment, PCNSV should be included in the differential diagnosis of LESCL.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:857-860)
Key words: primary central nervous system vasculitis (PCNSV), dementia, brain biopsy, longitudinally extensive spinal

cord lesion




