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Introduction
Lymphomatous involvement of the central nervous 
system  (CNS) may manifest either as the sole area of 
disease  (i.e., primary CNS lymphoma  [PCNSL]) or more 
commonly as part of a systemic disease.

PCNSL accounts for  <1% of all non‑Hodgkin’s 
lymphoma cases and approximately 4% of newly 
diagnosed primary CNS tumors.[1] Most cases of PCNSL 
are aggressive, especially in the settings of underlying 
immunocompromised state.[2] Dural lymphomas  (DLs) 
are a rare subtype of PCNSL that involve the dura mater 
without infiltration to the brain parenchyma. Low‑grade 
lymphomas, especially marginal zone subtype, constitute 
majority of DLs. Herein, we report a case of primary dural 
marginal zone lymphoma (MZL).

Case Report
A 65‑year‑old woman presented with a history of insidious 
onset, continuous, dull‑aching, holocranial headache 
for 4  years. She also complained of a swelling on the 
right side of the scalp for 1  year. She had no history of 
vomiting, blurring of vision, seizures, or history of swelling 
elsewhere over the body. Her father was diagnosed 
with a hematological malignancy and mother had throat 
cancer  (details of histopathology and treatment were not 
available).

On examination, her vitals were stable with an ECOG 
performance status of 1. Local examination revealed 
a diffuse, hard, immobile, 5  cm  ×  5‑cm scalp lesion 
continuous with the underlying bone. There were no cranial 
nerves deficits. Ophthalmological evaluation yielded no 
significant abnormalities. Sensory, motor, and cerebellar 
functions were normal. There were no neurocutaneous 
markers.

Question 1

Clinical differential diagnosis of such a presentation?

Answer

(1) Plasmacytoma; (2) Langerhans cell histiocytosis; 
(3) lymphoma; (4) benign bone tumor.

Magnetic resonance imaging  (MRI) brain revealed a 
well‑defined extra‑axial T1 iso and mildly T2 hyperintense 
heterogenous lesion in the right parietal area, crossing 
midline with intra and extracranial components [Figure 1]. 
There was thickening and widening of the overlying bone. 
The lesion was 6.3 cm × 3.2 cm in the greatest dimensions 
with intense postcontrast enhancement. It was suspicious 
of an en‑plaque meningioma/lymphoma. Screening MRI of 
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the whole spine showed no significant lesions elsewhere. 
Cerebrospinal fluid evaluation was unremarkable.

She underwent a right fronto‑temporo‑parietal craniotomy 
and decompression of the lesion. Her postoperative period 
was complicated with new‑onset hemiparesis. MRI was 
suggestive of cortical vein thrombosis. She was managed 
conservatively. She recovered within 3 months and on last 
follow‑up, she had a minimal residual deficit (power in the 
left extremities 4/5).

Question 2

Which is the most common type of lymphoma affecting the 
CNS?

Answer

Diffuse large B‑cell lymphoma (DLBCL) (up to 90% of 
cases).

The histopathology of the operated specimen revealed 
atypical lymphoid infiltration of the dura [Figure 2]. They 
were arranged in sheets with intervening thick fibrous septa. 
On immunohistochemistry, tumor cells expressed leukocyte 
common antigen, CD20, and BCL 2. They were negative 
for BCL 6, CD5, CD23, Cyclin D1, Tdt, and CD10. CD21 
was highlighting the follicular dendritic cell meshwork. Ki 
67 index was low (15%–20%) [Figure 2].

The patient was diagnosed and staged as primary 
extra‑nodal  (dural) MZL. MRI brain plus spine done 
postsurgery was not suggestive of any residual disease. 
A  contrast‑enhanced computed tomography of the 
neck/thorax/abdomen/pelvis showed no other sites of 
involvement. Bone marrow biopsy did not show any 
lymphomatous involvement.

Question 3

Incidence of isolated CNS involvement with MZL?

Answer

Extranodal MZL of the  (CNS EMZBL) is a rare disease. 
Seventy cases have been reported in literature worldwide 
till date[3] and to the best of our knowledge, this is the first 
case report from our country.

As the patient had no evidence of systemic involvement, she 
was started on adjuvant external beam radiotherapy  (RT). 
She received 24 Gy in 12 fractions. At the last follow‑up, 
i.e., 12 months after initial presentation, she had no clinical 
evidence of the disease.

Discussion
MZL represents a group of indolent lymphomas that arise 
from postgerminal center marginal zone B cells. They 
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comprise approximately 3% of all lymphoid neoplasms.[4,5] 
They may be further divided into nodal, extranodal, and 
splenic MZL as per the World Health Organization 
classification.[6] Extranodal MZL which accounts for up 
to 70%[7] arises most commonly in the stomach. Other 
common sites are salivary glands, lung, small bowel, 
thyroid, ocular adnexa, and skin.[8] They tend to remain 
localized to the tissue of origin for long periods of 
time, though it has the potential for systemic spread and 
transformation to an aggressive B‑cell lymphoma.

DL is a rare type of PCNSL arising from the dura mater. 
A  retrospective review of 26  patients by de la Fuente 
et  al.[9] from Memorial Sloan Kettering Cancer Center and 
University of Miami represents the largest published case 
series. Among the forty patients included in an international 
study on low‑grade  PCNSL by Jahnke et  al.,[10] isolated 
meningeal involvement was observed in two patients.

The median age of diagnosis is around the fifth to sixth 
decade. There is a female preponderance  (around 70%).[3,9] 
This is in contrast to parenchymal PCNSL, which is more 
common in men. The most common presenting symptoms 
are headaches (40%) and seizures.[11]

Neuroimaging frequently identifies single or multiple, 
diffusely enhancing, extra‑axial lesions with a dural tail. 
Frontal lobe followed by temporal lobe represents the 
most common sites. In contrast, DLBCL presenting as 

PCNSL is usually located in hemispheric white or deep 
gray matter and unlikely to present as a dural lesion. 
Meningioma is a close radiological differential diagnosis. 
Lower enhancement of lesion in comparison to the dural 
tail, lower apparent diffusion coefficient values, and the 
underlying vasogenic edema favor MZL over meningioma.

Pathological evaluation of these lymphomas shows diffuse 
infiltration and adherence to sclerotic meningeal tissue. 
Immunophenotypically, pan‑B cell markers, i.e., CD20, 
CD22, CD19, as well as CD79a and PAX‑5 are positive. 
The tumor cells are usually positive for BCL‑2. They are 
frequently negative for CD10, BCL‑6, and EBER; CD5 can 
be positive in a subset of cases. Ki‑67 proliferation index will 
be characteristically low in contrast to aggressive lymphomas.

Extranodal MZL limited to a single site is usually treated 
with local treatment such as surgery followed by focal 
RT.[9] The optimal radiation dose is less well defined, 
although relatively low doses of RT produce excellent 
results in patients with a single disease site. The role of 
intrathecal chemotherapy and benefit of adjuvant systemic 
therapy remain unclear.

Conclusion
Primary CNS MZL is a rare entity whose clinical 
presentation may be confused with meningioma. Their 
relatively good prognosis is in contrast to the more 
common primary aggressive B‑cell CNS lymphomas.
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Figure 2: Histopathology of the resected specimen. (a) Low‑power view 
showing sheets of lymphoid cells  (H and E, ×100). (b) High‑power view 
showing neoplastic lymphoid cells, with many of them having clear 
cytoplasm (H and E, ×400). (c) Immunoperoxidase staining with neoplastic 
lymphoid cells expressing CD20 (horseradish peroxidase [HRP] polymer 
method, ×100). (d) Immunoperoxidase staining with neoplastic lymphoid 
cells expressing low Ki67 (HRP polymer method, ×100)
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Figure 1: Preoperative magnetic resonance imaging of the patient showing 
a relatively well‑defined mildly T2 hyperintense heterogenous extra‑axial 
lesion.  (a) With intracranial and extracranial components. The lesion 
shows intense postcontrast enhancement as visualized in the sagittal (b), 
coronal (c), and axial (d) planes. The intracranial component is crossing 
the midline; the underlying brain parenchyma appears indented and 
scalloped by the lesion
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