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Abstract

Isolated, space-occupying lesions in the brain encompass
a wide differential diagnosis. Autoimmune diseases may
be at the origin of these lesions and should be included in
the diagnostic process. Isolated brain involvement by
Sjogren's syndrome is very rare. We present the first case
published in the literature confirmed with brain biopsy,
secondary to a cerebellar pseudotumoral lesion due to
localized lymphocytic vasculitis as the first manifestation
of a Sjogren's Syndrome.
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Introduction

Sjogren syndrome is a systemic chronic inflammatory
disorder characterized by lymphocytic infiltrates in exocrine
organs. It is a systemic autoimmune disease characterized by
lymphocytic infiltration in the exocrine glands mainly salivary
and lacrimal glands. This disease can occur with extraglandular
manifestations that include the CNS and the peripheral
nervous system (PNS). We present the first case published in
the literature confirmed with brain biopsy, secondary to a
cerebellar pseudotumoral lesion due to localized lymphocytic
vasculitis as the first manifestation of a Sjogren's Syndrome.

Case Report

A 54-year-old woman with no clinical history of interest who
consulted for instability of gait, nausea and oppressive
holocranial headache, which had appeared just a few weeks
before. In the initial anamnesis, she did not describe any other
symptom of neurological dysfunction. The neurological exam

showed a patient conscious and oriented, and no papilledema
was present in funduscopia. The gait was markedly ataxic, with
clearly unstable tandem, without other neurological
alterations.

No other anomalies were detected in general physical
examination. Complementary tests: A cranial computerized
tomography (CT) scan showed a single, hypodense,
heterogeneous space-occupying lesion located at the level of
the right cerebellar region, which caused a mild mass effect on
the fourth ventricle. Magnetic resonance imaging (MRI)
confirms the presence of a space-occupying lesion at the right
cerebellar region with ring-like contrast enhancement,
reported as a possible metastatic lesion versus primary
neoplasm of the central nervous system (Figure 1).

Figure 1 Brain MR imaging with focal lesion in vermis and
right cerebellar hemisphere with edema in adjacent
parenchyma and mild mass effect on the IV ventricle.
Moderate ring-like enhancement.
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Blood tests did not detect significant alterations. In the
cervico-thoraco-abdomino-pelvic CT scan in search of a
primary lesion no abnormalities were detected. Brain
spectroscopy discards neoplastic origin of the lesion and
suggests the presence of an inflammatory or infectious
process. At the beginning, an inconclusive stereotactic biopsy
of cerebellar lesion was performed. A second biopsy of the
pseudotumoral was performed and the sample was sent to a
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Reference Neuropathology Unit. The report describes
histopathological changes compatible with a localized
lymphocytic vasculitis of medium and small vessel of the
central nervous system (CNS) (Figure 2). A complete study was
carried out to discard systemic vasculitis.

The results showed positive ANA test (1/320) with a
mitochondrial pattern and a positive ENA Ro at a titre of 127
AU/ml. These analytical outcomes guided the diagnosis toward
a SS, so that a Schrimer test is performed, although the result
was negative. Finally, the study of a biopsy of a minor salivary
gland detected an inflammatory process with lymphocyte
aggregates compatible with Sjogren's disease. With the
pathological diagnosis of isolated vasculitis at the cerebellar
level a treatment course with 1 g of intravenous
methylprednisolone for 5 days. After confirming systemic
involvement by Sjégren Syndrome (SS), according to the
criteria of the American College of Rheumatology, treatment
with the administration of intravenous cyclophosphamide in
monthly boluses of 1 gram for a year was started. The patient
remains asymptomatic at the present time, with complete
resolution of her cerebellar lesion in the last follow-up control
by brain MRI.

Figure 2 The microphotographs show cerebellum with a
lymphocytic vasculitis affecting to medium and small vessel
(A). Lymphocytes infiltrating a vessel wall but no
leukocytoclastia or granulomas is found. Prevalence of T
cells (C), while B lymphocytes are occasionally present (D).
Hematoxylin-eosin staining A and B, CD3 and CD20
immunohistochemistry in C and D respectively.
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Discussion

The neuroimaging performed in our patient detects a
unique space-occupying lesion in the cerebellum, suggesting a
primary tumor or a metastatic lesion. Indeed, the differential
diagnosis in the context of a single space-occupying lesion
includes the presence of metastases, glioma, lymphoma, but
also, abscesses, progressive multifocal leukoencephalopathy,
histiocytosis, adrenoleukodystrophy, vasculitis and other
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autoimmune and demyelinating diseases such as Balo-
Marburg disease [1,2].

The cerebellar biopsy of the current case resulted in the
diagnosis of isolated vasculitis of the CNS, which is a rare entity
that affects the brain and spinal cord with just over 500 cases
described in the literature [3]. Finally, after performing a
thorough blood test, the presence of ENA Ro positive
antibodies was detected, in the absence of another relevant
systemic symptoms. With the suspect of a systemic SS, a minor
salivary gland biopsy was performed, and the pathological
report confirmed Sjogren's disease. Because the patient did
not present typical SS symptoms, the definitive diagnosis was
an important challenge, since the presence of isolated nodular
lesions in the form of pseudotumor as the first manifestation
of Sjogren's disease is very uncommon.

Sjogren's disease is a systemic autoimmune disease
characterized by lymphocytic infiltration in the exocrine glands
mainly salivary and lacrimal glands. This disease can occur with
extraglandular manifestations that include the CNS and the
peripheral nervous system (PNS). Peripheral neuropathy is
more frequent, consisting of axonal injury of sensory and
autonomic nerves, small fiber and multiple mononeuritis
neuropathy due to small vessel vasculitis. The involvement of
CNS may be as diffuse or localized lesions, being associated
with increased extraglandular involvement and presence of
autoantibodies. Two pathogenetic factors are considered to be
the cause of CNS disease in primary SS. The first is the direct
mononuclear cell infiltration. The second is vasculitis, which is
based on peripheral vasculitis, proven at biopsy, and CNS
findings [4].

The prevalence of CNS participation in primary Sjogren's
disease is unknown, some studies showed a prevalence of CNS
involvement in the range of 3,6-10% [5]. The diagnosis of the
extension of this disease to the CNS is performed by Magnetic
Resonance, in a compatible clinical context. The most common
neuroimaging findings are those related to signal changes such
as hyperintensity in T2 sequence of subcortical and
periventricular white matter [6]. Other less frequent findings
are lesions in the gray matter of the basal ganglia and in the
corpus callosum. Although these lesions may be similar to
those of patients with multiple sclerosis, they are usually
smaller [7]. Hasiloglu ZI et al. in their report present a 35-year-
old woman with primary Sjégren's syndrome with central
nervous system vasculitic involvement diagnosed by digital
subtraction angiography [8].

Conclusion

There are very few cases published in the literature about
pseudotumor secondary to Sjogren's Syndrome. A similar case,
published in 2008 by Sanahuja et al. [9], describes a space-
occupying lesion in the right temporo-occipital region with
demyelinating characteristics in a 50-year-old woman with
arthralgia and oral dryness of one year of evolution. Three
months later, a new tumor-like lesion with ring enhancement
located in the right frontoparietal brain region appeared in this
patient. Michel et al. [10] report the case of a woman with
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primary SS presenting with hemiparesis and Broca's aphasia
secondary to a pseudotumoral lesion in the white matter of
the corona radiata. These two articles together with the one
published in 2014 by Sassi et al. [11], and the case of our
patient show that a pseudotumoral injury at the brain level
may be the first manifestation of SS. On the other hand, the
clinical case that we present is the first description confirmed
with a brain biopsy in a patient with a cerebellar
pseudotumoral lesion secondary to a small and medial vessel
vasculitis as the first manifestation of a Sjogren's Syndrome.
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