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Lacrimal sac diffuse large B-cell
lymphoma: A case report
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Diffuse large B cell lymphoma (DLBCL) constitutes around
30% of non-Hodgkin’s lymphomas. Extra nodal involvement is
commonly seen in DLBCL. Gastrointestinal tract, head and neck
are the most common extranodal sites involved by DLBCL.™
Lymphoma primarily involving the lacrimal sac is extremely
rare, usually reported in the elderly. Only case reports and few
case series have been reported so far globally.® This entity is
often misdiagnosed as benign or inflammatory pathology due
to its rarity; hence the remote possibility of lymphoma should
be kept in mind while evaluating medial canthus swelling. We
report a case of primary lacrimal sac DLBCL in a 43-year-old
lady, its clinical features, diagnosis, and management along
with a brief review of the literature as it is very rarely seen in
routine oncological practice.

A 43-year-old female was evaluated for left nasal block,
headache, medial canthus swelling in left side and left eye
epiphora of one year duration. No history of any purulent
or bloody discharge from left eye or history of any trauma.
There was a small non-tender swelling with firm consistency
of size 1.5 x 1 cm just below the medial canthus of the left
eye in the lower palpebral region. The patient had no history
of night sweats, fever or weight loss (B-symptoms); there
were no regional lymph node enlargement, and her systemic
examinations were within normal limits. Anterior rhinoscopy
showed deviated nasal septum with spur on left side and a
pinkish smooth mucosa-covered lesion in inferior meatus.
Computed tomography (CT) scan of paranasal sinus showed
a dumbbell-shaped lesion involving the left lacrimal sac
involving the nasolacrimal duct and inferior meatus. Lacrimal
sac component measured 1.7 x 1.3 x 1.5 cm and inferior
component of dumbbell measured 1.9 x 1.5 x 1.9 cm, causing
minimal remodeling of adjacent lacrimal bone. There was no
evidence of bony erosion in imaging. The possible differential
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diagnoses were chronic dacryocystitis and secondary
dacryostenosis, Inflammatory or granulomatous involvement
of lacrimal sac and benign papilloma or adenomas. In view of
long-standing history of swelling, squamous cell carcinoma
of lacrimal sac was also considered as a remote possibility.
She underwent diagnostic nasal endoscopy and biopsy from
the inferior component of the lesion. Intraoperatively, there
was a mucosa-covered friable mass in the left inferior meatus
eroding the lateral wall of lacrimal bone. Histopathology
examination showed dense infiltrate of atypical lymphoid cells
with moderate amount of cytoplasm and vesicular nuclei and
nucleoli in subepithelial stroma, with a MIB1 labelling index
of 80%. On immunohistochemistry, these cells were positive
for CD10, CD20, BCL2, BCL6 and negative for CD23, cMYC,
TdT. The picture was suggestive of DLBCL Germinal Center
B Cell (GCB) like [Fig. 1].

As a part of the lymphoma work-up, a whole body positron
emission tomography and computed tomography (PET CT)
scan was done, which showed an uptake only at the primary
site with an SUV max of 12.3; there were no other PET avid
active disease elsewhere [Fig. 2]. Her complete hemogram and
serum biochemistry were within normal limits. Her serum
LDH was 168 IU/L and bone marrow study was within normal
limits. She was diagnosed as having primary DLBCL involving
the left lacrimal sac and nasolacrimal duct, stage I (Ann Arbor
Staging) with a Lymphoma International Prognostic (IPI)
score of zero (low risk). Since there was bone erosion, as per
AJCC staging, it was TANOMO disease. She was planned for
systemic chemotherapy with R-CHOP x3 cycles (Rituximab,
Cyclophosphamide, Doxorubicin Vincristine and Prednisolone)
followed by involved field radiation. She completed 3 cycles
of chemotherapy; her response assessment PET scan was
suggestive of complete metabolic response. She underwent
adjuvant-involved field radiation of dose 30 Gray in 15
fractions. At present, she completed 9 months of follow up and
clinically, there is now evidence of any disease.

Discussion

Lacrimal sac tumors are extremely rare. Less than 800 cases
have been reported worldwide till date. About 55% of lacrimal
sac tumors are malignant; epithelial tumors constitute 71% of
cases. Lacrimal sac lymphomas accounts for about 2%—-8% of
tumors.P! European Organization for Research and Treatment
of Cancer (EORTC) ophthalmic oncology task force study
on lacrimal sac lymphoma have shown that DLBCL and
extranodal marginal zone B cell lymphoma of mucosa-
associated lymphoid tissue (MALT) were the most common
histologies, both constituting 33% each.”! Whereas in a case
series among a Chinese population, all patients were having
MALT lymphoma, and among Japanese population, 37.5% (3
out of 8 patients) were DLBCL.P!
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Figure 1: Histopathology images of the tumor. (a) H and E staining

showing large cells with moderate cytoplasm, large vesicular nuclei and

are seen admixed with small lymphoid cells. (b) MIB1 labelling index

is 80%. Tumor cells are positive for (c) CD20, (d) CD10

Most of the reported cases of lacrimal lac lymphomas
originate from the elderly population. Median age in a
previous case series was 71 years and majority of them were
females.”) Even though lacrimal sac lymphomas are considered
as a disease of the elderly, it is very rarely seen in children.
So far, only two cases of primary lacrimal sac lymphomas
in pediatric population have been reported.”®! Most of the
patients had symptoms suggestive of long-standing chronic
dacryocystitis or dacryostenosis. Most common presenting
symptoms were unilateral epiphora and palpable painless mass
in medial canthus. Blood-stained tear which is considered as the
tell-tale sign of malignancy was not very common in lacrimal
sac lymphomas.®!

Long-standing inflammation is the proposed mechanism of
lacrimal sac lymphoma. Even though MALT lymphomas are
supposed to be common in lacrimal sac, primary DLBCL has
also been reported in equal frequency in literature. DLBCL is
considered to be an aggressive lymphoma. Advanced stage
DLBCL with ocular involvement is associated with inferior
survival.”l But in localized primary ocular DLBCL, 5-year
survival is as high as 90.9%. Altogether, among lacrimal sac
lymphomas, 5-year overall survival is 65%.*!

Most of the patients with lacrimal sac lymphoma underwent
surgery followed by adjuvant treatment as most of them were
misdiagnosed as benign inflammatory lesions, and lacrimal
sac is an unusual site for lymphoma. As there are only cases
series reported so far, no standard recommendations were
seen in literature regarding treatment of primary DLBLC of
lacrimal sac. Most commonly employed treatment modalities
after diagnosis were R-CHOP chemotherapy, local radiation
or combination of both. Elderly, frail patients were treated
with local radiotherapy alone, with a dose ranged of 30 Gy
to a maximum of 50 Gy depending on tolerance. Young,

Figure 2: Sagittal sections of face in PET- CT images showing PET avid
lesion occupying the medial canthus of left eye (bold arrow) extending
to the nasolacrimal duct

fit patients underwent R-CHOP chemotherapy alone or
combination of chemotherapy and radiation.® There were no
direct comparison of various treatment modalities, all patient
had excellent disease control irrespective of the treatment
modalities. Most of the elderly patients died of causes other
than disease progression.

Primary lacrimal sac lymphomas are extremely rare.
Diagnosis is usually delayed due to its unusual presentation.
Most of the time, patients are diagnosed after excision which
is done as a part of evaluation of other benign or inflammatory
pathology. Even though primary lacrimal sac lymphoma is
a disease of the elderly, it can be seen in young adults also.
Most of them are localized, present at an early stage, and
have excellent local control with chemotherapy, radiation or
both in combination. Hence, it should always be considered
as a possible differential diagnosis while evaluating medial
canthus swelling.
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