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ABSTRACT

Primary central nervous system lymphoma (PCNSL) is a rare variety of extra nodal non-Hodgkin lymphoma that reportedly
involves leptomeninges, the brain, spinal cord, eyes, or may involve other organs systemically. We present a case of 46-year-
old woman with complaints of headache and fever for three weeks, associated with right-sided weakness & altered state of
consciousness for one week. The most common presentation of primary central nervous lymphoma is diffuse or multifocal
supratentorial masses causing cognitive deterioration and involvement of vitreous, retina, and optic nerve. Most cases of

PCNSL are left undiagnosed due to uncommon
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INTRODUCTION

Primary central nervous system lymphoma
(PCNSL) is a rare variety of extra nodal non-Hodgkin
lymphoma (NHL) that reportedly involves leptomen-
inges, the brain, spinal cord, eyes, or may involve other
organs systemically.! The clinical presentation, patho-
logic features, and diagnosis of PCNSL in immuno-
competent patients is different as compared to the
immunocompromised individuals.?

PCNSL contributes around 4% of newly diagno-
sed primary central nervous system (CNS) tumors,
with an overall annual incidence rate of four cases per
million of the population.’

The differential of PCNSL may be an intravascu-
lar large cell lymphoma that commonly involves the
central nervous system,* but may be challenging due
to highly variable clinical manifestations. An immuno-
compromised state of an individual entails a risk of
various neoplasms that manifest similarly.> In this
case report, we present a case of CNS Lymphoma with
"atypical" features and it was investigated by imaging
studies and confirmed on histological testing.

CASE REPORT

A 46-year-old woman (non-diabetic, non-hyper-
tensive, no history of cardiac disease, no tuberculosis
(TB) infection or TB contact history) presented to our
hospital with complaints of headache and fever for
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three weeks, associated with right-sided weakness,
and altered state of consciousness for one week. Head-
ache was mild to moderate in intensity. It was asso-
ciated with vomiting and visual disturbances, fever
was of documented low grade, intermittent associated
with rigors chills and night sweats with no diurnal
variation. The patient also had a right-sided weakness
with motor aphasia, and the patient was bedridden
since the onset of symptoms. On examination, GCS
was 10/15 (E2V2M5), pupils mildly dilated bilaterally,
planters upward on right toes while downward on
left toes, and on and off neck rigidity. There was harsh
bilateral breathing on auscultation. Abdominal and
cardiovascular system examination was not significant.
Afterward, MRI was done, and the differential diag-
nosis of CNS TB, lymphomas, and metastatic disease
with hydrocephalous were made. Patient was started
on ATT and steroids for CNS TB with hydrocephalous.
Lumbar puncture results were negative. There was no
significant improvement in the patient's condition after
the beginning of anti-tuberculous drugs. Bone scan
also came back negative. A biopsy was planned with
the suspicion of lymphoma, which came back positive
for primary CNS lymphoma.

DISCUSSION

Primary Central Nervous Lymphoma (PCNSL) is
one of the rare forms of extra nodal non-Hodgkin
Lymphoma.®

The most common presentation of primary cent-
ral nervous lymphoma is diffuse or multifocal supra-
tentorial masses causing cognitive deterioration and
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involvement of vitreous, retina, and optic nerve, both
of these features were present in our patient.” The MRI
findings of PCNSL include the presence of iso-or hypo-
intense signals on T1WI, iso- or slightly hyperintense
signals on T2WI, hyperintense on FLAIR images, and
plaque enhancement on contrast-enhanced images.®
The radiological findings in our patients correlated
with these findings, additionally mild bilateral peri-
ventricular and right basal ganglia edema were also
appreciated. Depending upon MRI, lymphomas were
on top in differential while tuberculomas and meta-
static disease were other differentials. Then, the final
diagnosis was made on histopathology (Figure).
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Figure: Histopatﬁg)logic'al Immunostained slide shomﬂlg
Primary CNS Lymphoma using Ki67 Proliferation Index (PI)
40% i.e Grade-3.

Firstly, the overall incidence is increased from last
few years, and 5 and 10-year survival rate for PCNSL
is 29.9% and 22.2%.9 Any patient who has a mass in
CNS and diagnosis is getting confused & there is a
strong suspicion of PCNSL, which would be a definite
indication for stereotactic biopsy. There is strong evi-
dence that PET-CT is superior to conventional MRI
in diagnosing PCNSL and other CNS tumors.’® PET-
CT facility was not available in our setting because of
which differentials were made with the help of MRI
imaging. One of the important things that come into
account is that corticosteroids should always be used
with caution before the definite diagnosis in case of
CNS pathologies because they may interfere with the
accuracy of the biopsy.

Primary central nervous system lymphoma
(PCNSL) is an uncommon presentation clinically. The
clinical signs and symptoms may not be sufficient for a
clinician to reach a diagnosis of PCNSL. This condition
is usually confused with CNS TB as occurred in this
case. Several modalities like CT scan and CT guided
biopsy or even open surgery may be required to reach
to a histological confirmation of the tumor.
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