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Letters to Editor

Primary B-cell Lymphoblastic Lymphoma of the Ovary

Sir,

An 18-year-old unmarried girl presented with a 1-month
history of lower abdominal pain without fever, loss of
weight or appetite, or menstrual irregularity. At a local
hospital, computerised tomography imaging showed a large
left adnexal mass measuring 10.6 cm x 7.1 cm x 8.2 cm, for
which she underwent laparotomy and ovariectomy and came
to us for further management. On evaluation, she had an
Eastern Cooperative Oncology Group (ECOG) performance
status of one with unremarkable general physical and
abdominal examination. The ovariectomy specimen
reviewed at our center showed high-grade non-Hodgkin’s
lymphoma (NHL) confirmed as B-lymphoblastic lymphoma
by immunohistochemistry [Figures 1-5]. The malignant
cells were positive for LCA, CD20, C79a, CD10, and
TdT and negative for staining with LMO, EMA, CD3, and
CD68. The Ki-67 was strongly expressed in over 90% of
the cells [Figures 1-5]. Serum alpha-fetoprotein (2.09 ng/
ml), beta-human chorionic gonadotropin (2.39 mIU/ml),
and lactate dehydrogenase levels (381 U/L) were normal.
Her baseline hemogram and peripheral smear were normal,
and there was no evidence of tumor lysis. Imaging at our
center showed no residual tumor in the abdomen. Bone
marrow aspiration, bone marrow trephine biopsy, and
cerebrospinal fluid analysis were negative for disease

involvement. She started systemic therapy as per the
Berlin Frankfurt Munster-95 acute lymphoblastic leukemia
protocol and remains disease free 2 years after diagnosis.

Ovarian involvement by NHL is rare but is reported to
occur either primarily or secondarily.’?! Primary ovarian
lymphoma (POL) accounts for 1.5% of all ovarian
cancers and 0.5% of all NHLs.>*! The pathogenesis is
poorly understood, but the tumor may arise from B- and
T-lymphocytes which are found in the ovarian cortex,
follicles, or stroma.[ As per the criteria proposed by Fox
et al., ovarian lymphoma is considered to be primary when
the tumor burden is confined to the ovary with or without
direct lymph nodal infiltration in the adjacent region.”
Based on this, we diagnosed our patient to have POL.

Most POLs are bilateral and appear homogeneous on
imaging.[¥ This feature along with the lack of ascites
helpful to distinguish them from epithelial ovarian tumors
in presurgical scans.[? There is no consensus on the
optimal staging schema for POLs. Both the Ann Arbor and
the International Federation of Gynaecology and Obstetrics
staging approaches have been used. The major prognostic
factors reported are stage at presentation, bilateral versus
unilateral disease, tumor size, and International Prognostic
Index score >2 and histological subtype.!”
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Figure 1: Sheets of atypical lymphoid cells (H and E, x400)

Among POLs, lymphomas of B-cell origin are the most
common with Burkitt’s lymphoma and diffuse large B-cell
lymphoma accounting for the majority.**1° Primary
lymphoblastic lymphoma of the ovary is uncommon
but has been reported in the pediatric and adolescent
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Figure 2: Atypical cells show positive reaction for CD45 (DAB, x400)
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Figure 4: Atypical cells show positive reaction for CD10 (DAB, x400)
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age groups."1 Acute lymphoblastic leukemia which is
biologically similar to lymphoblastic lymphoma has also
been reported to involve the ovaries at relapse and can
mimic epithelial cancers of the ovary.!']

This case is being reported for its rarity and to highlight
the importance of accurate histopathology in the
diagnosis and management of primary ovarian neoplasms.
Furthermore, we would like to highlight the possibility of
POL in younger patients who present with homogeneous
bilateral ovarian masses, without ascites, with normal
serum tumor markers and to stress on the requirement for
a preoperative biopsy of such ovarian mass lesions. This
approach will be effective in preventing unwarranted major
surgical resections and thus preserving fertility in such
patients; the majority of whom are young and belong to
the reproductive age group, as these tumors are exquisitely
chemosensitive with good outcomes when treated with
chemotherapy alone.
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