Clinical images: prominent perivascular enhancement in
primary central nervous system vasculitis
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A 43-year-old woman with primary
central nervous system vasculitis (PC-
NSV) experienced a relapse and pre-
sented with seizures. The diagnosis of
PCNSYV had been made at the age of 32
years by brain biopsy. Her initial clini-
cal manifestations included headache,
confusion, cognitive decline, personal-
ity change and drowsiness. At that time,
an open brain biopsy showed granulo-
matous vasculitis. A cerebral angiogra-
phy was normal. Treatment with oral
prednisone and oral cyclophospaha-
mide resulted in rapid improvement of
her neurological status. However, she
was unable to decrease her prednisone
dosage to less than 20 mg/d because of
a relapsing course.

At the time of the last relapse, magnet-
ic resonance imaging (MRI) contrast
enhanced T1 weighted axial (Fig. A)
and coronal (Fig. B) sequences showed
multiple zones of linear abnormal con-
trast enhancement in a perivascular
distribution. These findings are com-
patible with vasculitis. MRI is very
sensitive for PCNSV (1). MRI findings
are abnormal in almost all the patients,
however, the MRI appearance is usu-
ally not specific for CNS vasculitis.
However, some investigators have sug-
gested that the “perivascular” pattern of
enhancement observed in our patient,
although unusual, could be specific for
PCNSV (2, 3). The observed changes
may be an expression of vascular and
perivascular inflammation that include
meninges and surrounding gray and
white matter.
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