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Abbreviations: DLBCL, diffuse large b cell lymphoma; MRI, 
magnetic resonance imaging 

Introduction
Ocular adnexal lymphomas (OAL) represent malignant 

lymphoid neoplasms which develop as primary or secondary tumor 
manifestations in the orbit, the conjunctiva, and eyelid.1,2 Orbital 
lymphomas present with painless diffuse ill-defined or circumscribed 
mass that may be associated with proptosis, blurred or double vision, 
or lid erythema.3 Unlike the most common subtype, extranodal 
marginal zone B-cell lymphoma, orbital and periorbital diffuse large 
B cell lymphoma (DLBCL) is an uncommon entity and presents as 
rapidly growing solitary nodal or extranodal tumor with an aggressive 
clinical course.1,4–6 We present a case of bilateral ocular adnexal 
DLBCL with unilateral conjunctival involvement. 

Case report
An 86-year-old man presented with a two week history of unilateral 

ptosis and erythema of the upper eyelid (Figure 1). On examination, the 
best corrected visual acuity was 20/40 in both eyes. Anterior segment 
biomicroscopy of the left eye showed a diffuse, slightly elevated, 
fleshy mass at mid-bulbar conjunctiva hidden by upper eyelid and 
bilateral nuclear cataracts (Figure 2). The marginal reflex distance of 
the right eye was 5mm, while it was 2 mm on the left side. No proptosis 
was detected. The orbital magnetic resonance imaging (MRI) showed 
18x8x20 mm lesion with unclear margins, between levator palpebra 
superior and superior rectus muscle in the left orbit (Figure 3). Right 
eye, which had no pathological findings during the examination, also 
had a 14x8x8.5 mm lesion located near central of the lateral rectus 
of the right eye (Figure 4). Excisional biopsy was performed to the 
conjunctival mass and sent for histopathological analysis (Figure 5). 
Atypic lymphocytes with diffuse infiltration and plasma cells with 
positive CD20, MUM-1, Bcl-2 immunohistochemistry staining and 
a Ki-67 labeling of 40% were observed (Figure 6). Systemic work 

up including PET scan showed the involvement of bilateral cervical 
lymphoid chains, abdominal paraaortic lymphatic nodes and the right 
lung. Immediate chemotherapy was initiated, however the patient 
only survived for two more months after the diagnosis.

Figure 1 Left ptotic upper eyelid. 

Figure 2 Elevated, fleshy mass at mid-bulbar conjunctiva. 

Figure 3 Left orbital MRI showing 18x8x20 mm isointense lesion with 
unclear margins, between levator palpebra superior and superior rectus 
muscle in the left intraconal space (A), minimal hyper intensity at coronal 
T2-weighted images (B), isointense in fat suppressed T2-weighted imaging (C), 
opaque lobule after IV contrast injection (D). 
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Abstract

Orbital and periorbital diffuse large B cell lymphoma (DLBCL) presents a rapidly growing 
solitary nodal or extranodal tumor with an aggressive clinical course despite being high 
grade; they are most commonly seen unilaterally and without conjunctival involvement. We 
present a case of bilateral ocular adnexal DLBCL with unilateral conjunctival involvement. 
86-year-old male patient presented with a two week history of unilateral ptosis and erythema 
of the left upper eyelid. Upon examination, a salmon colored mass at superior mid-bulbar 
conjunctiva hidden by the eyelid was found. Orbital magnetic resonance imaging (MRI) 
revealed bilateral intraconal lesions. Excisional biopsy was performed and histopathology 
was consistent with diffuse large B-cell lymphoma (DLCBL). Systemic work up including 
PET scan showed involvement of bilateral cervical lymphoid chains, abdominal para-aortic 
lymphatic nodes and the right lung.
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Figure 4 Orbital MRI with 14x8x8.5 mm lesion located near central of the 
lateral rectus of the right eye. 

Figure 5 Excisional biopsy of left conjunctival mass. 

Figure 6 Infiltration of large atypical cells (200X). 

Discussion
Ocular adnexal lymphoma is the most common primary orbital 

malignancy in adults. It occurs in roughly 5% of cases of systemic non-
Hodgkin lymphoma and 8% of all extranodal lymphomas.2,5 Without 
systemic involvement, it has a high survival rate.6 However, systemic 
lymphoma may be present prior to, at or in the follow up.7 In fact, Hatef 
et al.,4 suggested that extra orbital involvement is present at diagnosis 
in more than half of patients presenting with OAL. Orbital DLBCL 
represents 7-21% of these groups.6,9 Rasmussen et al.,10,11 concluded in 
their study that ocular adnexal DLBCL predominantly affects elderly 
people and mostly presents with unilateral involvement. Primary 
DLBCL with involvement of the conjunctiva is rare.8,11 Priego et al.,12 
study in MRI imaging of OALs concluded that they typically involve 
the superior rectus muscle, lateral rectus muscle, lacrimal gland and 
eyelid. They also suggested that the involvement of intraconal space is 

usually associated with the extraconal one and therefore, an intraconal 
involvement alone will not be the main pattern of lymphoma in the 
orbit. While this may be true for commonly seen extranodal marginal 
zone B-cell lymphoma, Madge et al suggested that an intraconal mass 
is seen with DLBCL more commonly than other subtypes.6 Advanced 
age, male sex and the intraconal mass in our case corresponds to these 
studies. The bilaterality and the conjunctival involvement of DLBCL, 
on the other hand, are seen less commonly.8–12

Conclusion
DLBCL may present at any stage and might be bilateral even 

though presenting unilaterally and should always be considered 
when encountering an older adult with proptosis, eyelid erythema or 
diplopia. 
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