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Abstract

diagnosis and treatment of the patients.

in the remission of the disease.
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Background Orbital pseudolymphoma is one of the rare diseases affecting the ocular adnexa and causing various
symptoms requiring histopathological evidence for diagnosis and appropriate treatment with oral steroids or immu-
nosuppressive agents. However, there is less literature available on this disease, thus adding to it will help in the early

Case presentation A 48-year-old female from a village in South India came to our tertiary care centre with the only
complaints of right eye protrusion for 1 year. With a working diagnosis of intraorbital mass, radiological investigations
like contrast-enhanced CT and MRI were taken. It showed well-capsulated mass involving the right inferior rectus
extending into the intraconal space just abutting the optic nerve. Trans-antral endoscopic biopsy under general
anaesthesia was taken and reported as pseudolymphoma proven with CD 3 and CD 20 immunohistochemistry mark-
ers. The patient was treated with oral corticosteroids and tapered over a period of 3 months. During the treatment
period, the patient developed no diminution of vision or new complaints.

Conclusion Orbital pseudolymphomas are benign lymphoproliferative diseases affecting the ocular adnexal tissue.
Patients can present with painless ptosis, proptosis, diplopia, or eyelid swelling. Prompt diagnosis and treatment result
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Introduction

Orbital pseudolymphoma is one of the rare diseases
affecting the ocular adnexa causing various symptoms.
It is not a tumour per se but an inflammatory response
to a known or unknown cause. Diagnosis requires his-
topathological evidence and appropriate treatment with
oral steroids or immunosuppressive agents.

Background

Pesudolymphoma is a benign inflammatory response that
can mimic lymphoproliferative disorder or malignancy. It
is composed of highly reactive cells of lymphoid origin.

*Correspondence:

Akshat Kushwaha

akshatk16@gmail.com

! Department of Otorhinolaryngology, JIPMER, Puducherry, India

@ Springer Open

Orbital pseudolymphomas are rare clinical pathology
that can occur in adnexal structures like the lacrimal
glands, orbital soft tissue, and extraocular muscles.
Orbital lymphomas are usually associated with IgG4-
related diseases. Here, we present a case of orbital pseu-
dolymphoma, which is not associated with IgG4-related
disease.

Case presentation

A 48-year-old woman from a low socioeconomic sta-
tus in a village in Tamil Nadu presented to the Otorhi-
nolaryngology Outpatient Department in our tertiary
care centre in South India with complaints of insidi-
ous onset and gradually progressing painless protru-
sion of the right eye for 1 year. There was no increase
in swelling on lifting weights, coughing, or straining.
The patient denied any complaints of visual disturbance,
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nasal obstruction, or bleeding from the nose. She did
not give any history of headaches, vomiting, and sei-
zures. No history of facial pain or decreased sensation
on the face. No history of trauma. She did not have a
history of fever, weight loss, or any other associated ill-
nesses or immunocompromised states or any surger-
ies in the past. Physical examination revealed abaxial
proptosis with the eyeball pushed supero-laterally. No
chemosis or congestion was noted. With the help of the
Ophthalmology Department, complete vision and fun-
dus examination were done. The patient had a normal
distant and near vision along with normal extraocular
movements in both eyes. The bilateral fundus showed
normal findings. Ear, nose, and throat examination was

Fig. 1 Contrast-enhanced CT showing a 3 x 2.5 cm brilliantly
enhancing mass arising from the inferior rectus muscle with
intraconal extension
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Fig. 2 Contrast-enhanced MRI showing mass arising from the inferior rectus muscle just abutting the optic nerve
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unremarkable. Systemic examination revealed no other
lymphadenopathy, organomegaly, or swelling in the
body.

Differential diagnoses such as orbital lymphoma and
metastasis from unknown primary and neurogenic
tumours of the orbit were kept in mind, but most of them
could not be ruled out based on clinical examination
alone. Hence, a contrast-enhanced CT was taken (Fig. 1).
It showed a 3 x 2.5 cm brilliantly enhancing mass arising
from the inferior rectus muscle extending intraconally.
Magnetic resonance imaging was taken in T1 isointense
and T2 hyperintense mass arising from the inferior rec-
tus muscle just abutting the optic nerve (Fig. 2). No infil-
tration to adjacent structures or bony erosion was noted.
As per the imaging study, the mass did not have any
intracranial extension.

In order to obtain a histopathological diagnosis, an
initial fine needle aspiration was thought of but avoided
owing to the deeper location of the mass and the poten-
tial risk of bleeding into the orbit. The patient was then
worked up for intraorbital biopsy under general anaes-
thesia via the Caldwell-Luc approach and infraorbital
approach. Although more invasive as compared to the
endoscopic approach, it was selected to avoid inadvertent
injury to the medial rectus muscle as endoscopic surgery
would require a breach in the lamina papyracea to gain
access to the tumour. Intraoperatively, a well-encapsu-
lated firm tumour was noted in the inferior part of the
orbit. A biopsy was taken and sent for histopathological
examination.

During the postoperative period, the patient had no
deterioration of vision or development of new symptoms
(Fig. 3). Intra-op biopsy was reported as pseudolym-
phoma with reactive nature of lymphoid cells proven by
CD3 and CD20 IHC. Ki67 highlighted the germinal cen-
tre. No increase in IgG/IgG4 ratio ruling out the possibil-
ity of IgG4-related disease.
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Fig. 3 Pre-op picture showing right eye proptosis and post-op picture

The patient was explained about the modalities of
treatment available, namely oral corticosteroids and
monoclonal antibody against CD 20. The patient opted
for a low cost-effective treatment, and she was started
on oral steroids initially at 1 mg/kg per day for 2 weeks.
During the follow-up, the patient’s proptosis decreased
significantly. Oral steroids were then tapered gradually
over a period of 3 months. During the follow-up period,
the patient had no new complaints and developed no
new symptoms or recurrence of the disease.

Discussion

Lymphoproliferative diseases account for 15% of all
space-occupying lesions in orbit [1]. Distinguishing them
as benign or malignant lesions is always a diagnostic chal-
lenge. Primary orbital lymphoid lesions are categorised
into three groups: idiopathic inflammation/inflammatory
pseudotumor, reactive lymphoid hyperplasia/pseudolym-
phoma, and malignant lymphoma [2].

Pseudolymphomas are usually idiopathic and are dis-
tributed in the orbit, lacrimal gland, conjunctiva, eyelid,
and uvea, in that order of frequency [3]. The most fre-
quent symptoms of orbital pseudolymphoma are pain-
less swelling, proptosis, ptosis, diplopia, or disturbance in
vision. Computed tomography and magnetic resonance
imaging do not show any specific findings for pseudolym-
phoma. Thus, histopathological examination becomes
inevitable to get a diagnosis.

Fine needle aspiration and biopsy play a greater
role in diagnosing this spectrum of disease. An infil-
trate showing a heterogenous population of cells con-
sisting of lymphocytes, histiocytes, and plasma cells
and benign lymphoid follicles with reactive germinal
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centres are categorised as pseudolymphoma. It also has
a higher proportion of B cells (but not more than 75%)
in the background of T cells [4].

Benign lymphoid hyperplasia has the ability to
undergo malignant transformation, thus prompt diag-
nosis and treatment of the illness become necessary
[5]. Treatment of orbital pseudolymphoma has tradi-
tionally been oral steroids and external beam radiother-
apy (EBRT) [6]. The literature search also shows the use
of monoclonal antibody against CD 20 (rituximab) as a
newer line of treatment [4]. Patients who do not toler-
ate systemic steroids and EBRT can be given a trial of
rituximab.

Conclusion

Orbital pseudolymphomas are benign lymphoprolifera-
tive diseases affecting the ocular adnexal tissue. Patients
can present with painless ptosis, proptosis, diplopia, or
eyelid swelling. Prompt diagnosis and treatment with
steroids result in the remission of the disease.
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