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27-year-old woman was transferred to our hospital for further evaluation of progress-
ive gait difficulty, slurred speech, right hand tremor, and temporal lobe lesion. She was
in her usual state of good health until 1 year earlier when she developed right hand
weakness and tremor and slurred speech. Her symptoms gradually worsened over
the next 6 months and significant dysarthria and right hand weakness and intention tremor
was noted. Her penmanship was illegible, tandem gait was impaired, and rapid alternating move-
ments with the right hand were slow compared to the left. A dilated left pupil was diagnosed as an
Adie tonic pupil. MRI showed a small area of increased signal on fluid-attenuated inversion
recovery (FLAIR) sequence in the right temporal lobe. She was readmitted because of falls, pro-
gressive cognitive impairment, gait ataxia, dysarthria, and right hand tremor. On gait testing, she
could only walk with the assistance of 2 aides. Because of increased size of the right temporal lobe
lesion on repeat MRI, she was transferred to our hospital for consideration of brain biopsy.

At our hospital, she now manifested rapid, conjugate, random eye movements. Laboratory
studies including complete blood count, routine blood chemistries, and liver function tests
were all normal except for a white blood cell count of 2,100/pL. Sedimentation rate was 38
(0-20 mm/h), rheumatoid factor was 92 IU/mL (n < 14), and antinuclear antibody was
1:640 with speckled pattern. Lyme Western blot, HIV, neuromyelitis optica—AQP4, and
angiotensin converting enzyme were normal or nonreactive. Serum ceruloplasmin level was
29 (20-60 mg/dL). Spinal fluid paraneoplastic antibody panel including NMDA, GADG65,
VGK channel antibody, antineuronal nuclear antibody type 1, 2, and 3, antiglial nuclear
antibody type 1, Purkinje cell cytoplasmic type 1, 2, and Tr antibody, amphiphysin antibody,
CRMP-5, anti Yo, and anti-Hu.

Acetylcholine receptor (ganglionic neuronal and muscle) and calcium channel antibodies
were negative. CSF showed 12 white blood cells, 80% of which were monocytes, protein
was 89 mg/dL, a viral panel screen and bacterial cultures were negative. CT of the chest,
abdomen, and pelvis and whole-body PET scan were negative for malignancy. EEG showed
diffuse slowing of the background. MRI showed progression of lesions including brainstem
and cerebellar involvement (figure, A, B). Anti-Ro/SSA and anti-La/SSB antibodies were both
elevated to >100 EU (n = 0-25).

Schirmer test was positive for reduced tear production and lip biopsy (figure, C) demon-
strated features characteristic of Sjogren syndrome (SS). IV immunoglobulin (IVIg) 25 g/day
was given for 5 days and over the next 6 weeks the patient showed slow improvement of
speech, hearing, fine motor and head control, and ambulation. She was discharged, ambulatory
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[ Figure Imaging and biopsy ]

(A) Fluid-attenuated inversion recovery (FLAIR) imaging shows hyperintensity of mesiotemporal lobe, right more than
left (arrowheads), and left midbrain (arrows). (B) Sagittal T1-weighted FLAIR shows atrophy of cerebellum. (C) Labial
salivary gland biopsy shows multiple lymphocytic foci of greater than 50 lymphocytes/4 mm? of tissue (arrowhead)
(hematoxylin & eosin x40).

with the use of a walker and one assistant, to an acute rehabilitation facility after a 10-week
hospitalization.

DISCUSSION

SS is an autoimmune disease, the diagnosis of which is made difficult by the varied clinical pre-
sentation that results from multiple organ system involvement. The syndrome is characterized
by mononuclear infiltrate and destruction of salivary and lacrimal glands leading to xerostomia
and xerophthalmia. Similar mononuclear infiltrate involving visceral organs or vasculitic lesion
may result in extraglandular manifestations.! Nervous system complications occur in 20%-—
25% of patients with only some 6% involving the CNS."? In more than 50% of patients with
CNS SS nervous system findings precede systemic manifestations. Neurologic manifestations
are protean, as seen in our patient, whose clinical picture included gait ataxia, hearing loss,
tremor, cognitive impairment, opsoclonus, Adie pupil, and pleocytosis.' In our patient the
cognitive, coordination, ataxic, and eye movement disorder findings are reflective of the
mesiotemporal lobe, brainstem, and cerebellar MRI FLAIR abnormalities described, yet strict
correlation is imprecise considering SS can affect any level of the neuraxis with normal MRI
seen in as many as 30% of confirmed cases.’

Sicca syndrome is present in only 50% of patients with neurologic involvement and anti-Ro/SSA
and anti-La/SSB antibodies are positive in only 50% of patients with SS with and without nervous
system involvement during the course of the disease. MRI findings are reported in up to 70% of
patients showing white matter lesions that closely resemble those seen with multiple sclerosis.!

An isolated temporal lobe lesion on MRI was the sole abnormality on the initial neuroimaging
of our patient. Recognizing the association of MRI FLAIR-defined temporal lobe lesion with
limbic encephalitis (LE) should prompt further evaluation for a paraneoplastic and autoanti-
body-related process including SS. A prior case of LE in a patient with asymmetric cerebellar
syndrome with SS has been described® with MRI findings confined to one temporal lobe.

Lip biopsy, with characteristic pathologic features in conjunction with a positive Schirmer
test and serology, fulfill the revised American-European diagnostic criteria for primary SS,°
helpful in supporting long-term treatment with IVIg and immunosuppressive therapy shown
beneficial with neurologic involvement in SS.
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