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ABSTRACT

Primary lymphomas of the ovary are extremely rare; their definitive diagnosis requires correlation of the clinical, radiological,
and pathological findings. Secondary ovarian lymphomas are well known. We report a case of primary Non-Hodgkin's
Lymphoma of ovary in a 9 year old female child with unilateral involvement, which was managed by salpingo-opherectomy
and chemotherapy. Computed tomography revealed a large abdominal pelvic mass, without associated loco-regional or
distant lymphadenopathy. The diagnosis of malignant lymphoma was established by histological study of the excised tissue.
The case is rare because of its primary nature and location in this age group. Prognosis of primary ovarian lymphoma is the
same as that of other primary nodal lymphomas. The authors aim to highlight the importance of considering this as a differential

diagnosis in appropriate clinico-radiological scenario.
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INTRODUCTION

Lymphoma of ovary occurring as a late manifestation
of disseminated nodal disease is well known and is
invariably of the Non-Hodgkin’s type. But primary
ovarian lymphomas are raféPrimary ovarian Non-
Hodgkin’s lymphoma accounts for 0.5% of all Non-
Hodgkin’s lymphomas and 1.5% of all ovarian
neoplasm& Gynaecological malignant conditions
account for approximately 3% of all malignancies in
childrenCIThe incidence of ovarian tumors in
childhood account for only 1% of paediatric
malignancy®We present a case of primary ovarian
Non-Hodgkin’s lymphoma, in a 9 year old child,
which was managed by surgery and chemotherapy.

CASE REPORT

A nine year old female child presented with one thon
history of abdominal pain and lump in left iliacska
extending upto hypogastrium. Haematological profile
was unremarkable. Serum CA-125 and Lactate
Dehydrogenase (LDH) were raised measuring
242U/ml (<25U/ml) and 1218 U/l (180-460 1U/1)
respectively. Computed Tomography of abdomen
revealed a large (8x7cm) well defined lobulated
homogeneously enhancing soft tissue attenuation
mass lesion in the abdomino-pelvic region.
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No loco regional and distant lymphadenopathy was
present. Of the remarkable significance, the leftrg
was not visualised neither on CT nor on sonographic
examination thereby ascertaining the origin of mass
from left ovary. Based on the radiological findireged
considering the age of the patient, an initial dizgis

of dysgerminoma of left ovary was suggested. An
exploratory laparotomy followed by a left
salpingooophorectomy was performed. No tumour
extension or omental deposition was seen. The right
ovary and uterus were preserved in consideration of
the patient's age. Specimen was sent for
histopathological examination. Specimen was
received as single, firm, lobulated, ovarian mass
measuring 8x7x5 cm in size. Cut section revealed
greyish white tumour. Microscopic examination of
ovarian mass revealed replacement of ovarian tissue
by diffuse sheets, trabeculae and cords of monotno
medium-sized cells intersected by fibro vasculatae
The cells had scant cytoplasm and cleaved nuclei,
clumped chromatin with inconspicuous nucleoli.
Based on histomorphology differentials of NHL,
dysgerminoma, teratoma, granulose cell tumour and
metastatic carcinoma was considered. On
immunohistochemistry, the cells were positive for
LCA, CD20, and negative for Cytokeratin, Alpha
Fetoprotein, Inhibin and CD3 .A diagnosis of Non-
Hodgkin’s lymphoma was rendered. Postoperative
bone marrow and radiological studies were done for
staging which were negative. Based on the complete
work-up, a final diagnosis of primary Non-Hodgkin's
lymphoma of left ovary without any dissemination
was suggested with clinical Ann Arbor stage IE (A).
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DISCUSSION

Malignant lymphomas frequently involve the ovaries
but primary lymphomas of ovary are extremely rare,
accounting for 0.5% of all Non-Hodgkin’s lymphomas
(NHL) and 1.5% of all ovarian neoplasthg.Primary
ovarian NHL present more often with pelvic
complaints and are usually larger in size than
secondary lymphomas at the time of presentation.
Burkitt's lymphoma and diffuse large B-cell
lymphoma are the most common histologic types of
primary NHLP! The differential diagnosis of ovarian
NHL includes other small round cell tumours like
rhabdomyosarcoma, teratoma, neurogenic tumor,
glanulosa cell tumor and dysgerminoma. An exact
diagnosis can only be confirmed by histological
examination of the tumor tissife’! Origin of primary
lymphomas in the ovary is debated as it requires th
presence of pre-existing benign lymphoid infiltrate
the ovary. Few case series conducted studies or
oophorectomy specimens and confirmed immune-
histochemically that ovaries contain scattered
lymphocytes or small lymphoid aggregaféshey
suggested that the reactive Iymphocytes can
secondarily populate the ovary in response to uario
ovarian lesions and on rare occasions these
lymphocytes may undergo malignant change and give
rise to primary ovarian lymphoma. The reactive
ovarian lesions giving rise to such a phenomenon
include PID, endometriosis, benign/malignant

neoplasm, the lutein, follicular and surface inias
cysts. However, not all the cases show such reacti
changes.

Figure 1. Axial contrast enhanced CT of pelvis through the
porto-venous phase reveals a large (approximately 8x7cm
lobulated, homogeneous mass lesion with mild erdraerat
occupying the pelvis. No evidence of any necrosilification

is evident. Left ovary was not seen separately fteermass.

There are cases in which there was no clinical or
histological evidence of inflammation was seenras i
our casé’! Skodras et af! have proposed that the

designation of an ovarian lymphoma as primary
should require the following: (1) There is presente

an ovarian mass, confined to one or both ovaried; a

in these cases the lymphoma should be considered
primary ovarian even if there is microscopic

involvement of the contiguous lymph nodes. (2)
Extensive staging procedures show no evidence of
lymphoma elsewhere in the body.

Figure 2: (A) Gross of tumour mass replacing whole of the
ovarian parenchyma (B) Hematoxylin and eosin-stageation

of the ovarian mass revealed monotonous populaficemour
cells arranged in cords and trabeculae. Cells werartmuaval

in shape with hyperchromatic nucleus inconspicuousdeoli
and scant cytoplasm. These tumour cells were siyqugitive

for leucocyte common antigen LCA(C) and CD20 (D).
Magnifications: 400x in B, C, and D.

However, Paladugu et & thought the criteria were
insufficiently stringent and mandated that thereusth

be a disease-free interval of at least 60 monties tife
oophorectomy. Clinical staging of lymphomas is
based on a combination of clinical, radiotgind
surgical findings, following the Ann Arbor staging
system . Currently recommended approaches for
staging consists of routine physical examination,
laboratory analysis, chest X-ray, cross-sectional
imaging of the chest, abdomen, and pelvis, bone
marrow biopsy, and lumbar puncture (in selectedsas
of NHL) for any stage beyond clinical stage IA.
Fluorine-18 fluorodeoxyglucose positron emission
tomography (18F-FDG PET) is included in the most
recent recommendations for pre-treatment evaluation
particularly in the setting of equivocal result3. (As

in our patient all the criteria were fulfilled foa
primary lymphoma and clinical staging was done, a
diagnosis of primary ovarian NHL with Ann Arbor
stage IE (A) was considered.

To summarise, primary ovarian Non-Hodgkin’s
lymphoma are rare especially in paediatric agen Pai
and abdominal lump are the most common
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presentation. Prognosis depends on the size of the
tumor, stage and histological subtype. Conservative
surgery with chemotherapy is the mainstay of
management. Primary lymphomas carry a good
prognosis compared to secondary lymphomas of
ovary. Thus, through above case report the authors
wish to create awareness amongst the clinicians,
radiologists and pathologists alike that primary
ovarian lymphoma can also be encountered in the
pediatric age group and should be promptly idesdifi
SO as to ascertain expeditious management.
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