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Review Article 

Lacrimal Sac Lymphomas: Clinical Presentation, Diagnostic Challenges, 
and Management – A Focused Review with Institutional Experience

Dalal Fatani
King Khaled Eye Specialist Hospital, Oculoplastics & Orbit Division, Saudi Arabia 

ABSTRACT
Purpose: To provide an updated focused review of lacrimal sac lymphomas, highlighting epidemiology, clinical presentation, diagnostic workup, 
histopathological subtypes, management strategies, and outcomes, supplemented by institutional experience. 

Methods: Narrative literature review of lacrimal sac lymphomas with contextual reference to cases identified at a tertiary eye hospital.

Results: Lacrimal sac lymphomas are rare lesions of the lacrimal drainage system, most commonly diffuse large B-cell lymphoma (DLBCL) and mucosa-
associated lymphoid tissue (MALT) lymphoma. Presentation frequently mimics primary acquired nasolacrimal duct obstruction, leading to diagnostic delay. 
Cross-sectional imaging may show a solid lacrimal sac mass with possible extension to adjacent structures. Radiotherapy is commonly used for localized 
disease, while systemic therapy is employed for high-grade histologies or disseminated involvement.

Conclusions: Lacrimal sac lymphomas require a high index of suspicion in atypical, recurrent, or unilateral lacrimal outflow obstruction. Timely biopsy with 
appropriate immunophenotyping and multidisciplinary care are essential for optimal outcomes.
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Introduction
Primary and secondary lymphomas of the lacrimal drainage 
system are rare non-epithelial malignancies that may arise 
from lymphoid tissue surrounding the lacrimal sac mucosa. 
The lacrimal sac mucosa contains lymphoid tissue and is lined 
by non-keratinized stratified columnar epithelium, providing 
a substrate for lymphoproliferative disease [1]. Lacrimal sac 
tumors are uncommon overall, and lymphomas comprise a 
minority of malignant lacrimal sac lesions in published series 
[2-6,14-16]. A key clinical issue is that lacrimal sac lymphomas 
frequently present with symptoms typical of benign nasolacrimal 
duct obstruction, resulting in misdiagnosis and delayed definitive 
workup [2,14,16,26].

Epidemiology and Pathogenesis
Reported lacrimal sac lymphomas occur most often in older adults, 

although pediatric and young adult cases have been described 
[11,16-23]. Across reports, B‑cell lymphomas predominate, 
particularly DLBCL and MALT lymphoma [10,14-16]. Rare 
histologies have also been reported in recent literature, including 
mantle cell lymphoma and Burkitt lymphoma involving the 
lacrimal drainage system [27,28]. Chronic antigenic stimulation 
of mucosa-associated lymphoid tissue is a proposed mechanism 
for extranodal marginal zone (MALT) lymphoma within ocular 
adnexal structures [14,29].

Clinical Presentation and Red Flags
Patients typically present with epiphora, medial canthal 
swelling, or recurrent dacryocystitis—features that overlap with 
primary acquired nasolacrimal duct obstruction [2,9,10,14]. 
Hemolacria is classically considered concerning but is not 
consistently present [9,11]. Less common features such as globe 
dystopia, proptosis, diplopia, or hypoesthesia may suggest 
aggressive disease or extension beyond the sac [12,13,26,30]. 
Clinical clues that should prompt imaging and biopsy include: 
firm noncompressible mass, rapid progression, recurrent/
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unilateral dacryocystitis, bloody discharge/hemolacria, palpable 
lymphadenopathy, or atypical intraoperative sac appearance 
during dacryocystorhinostomy (DCR) [7,14,16].

Imaging and Diagnostic Workup
CT is frequently used to confirm a lacrimal sac mass and 
assess bony changes; MRI provides superior characterization 
of soft tissue and extension into orbit or sinonasal spaces 
[2]. Dacryocystography may demonstrate filling defects but 
generally does not replace cross-sectional imaging when a mass 
is suspected [2]. Because imaging may not reliably distinguish 
inflammatory lesions from lymphoma, tissue diagnosis is 
required. Biopsy should be planned to obtain adequate specimen 
for histology, immunohistochemistry, and, when needed, flow 
cytometry [14,16]. Routine lacrimal sac biopsy at DCR remains 
debated, but targeted biopsy is strongly supported in suspicious 
or atypical cases [7].

Histopathology and Immunophenotype
DLBCL and MALT lymphoma are the most frequently reported 
subtypes of lacrimal sac lymphoma [10,14-16]. DLBCL is 
an aggressive lymphoma that typically warrants systemic 
staging and systemic therapy; MALT lymphoma is often 
indolent and may be localized at presentation [14,16,29]. 
Accurate classification depends on immunophenotyping and 
correlation with systemic evaluation. Distinguishing lymphoma 
from lymphoid hyperplasia is essential, as benign lymphoid 
hyperplasia may also occur in the lacrimal sac [4,14].

Management
Management is guided by histologic subtype and disease stage. 
For localized indolent disease, radiotherapy is commonly 
employed and can achieve durable local control [14,16]. High-
grade lymphomas (e.g., DLBCL) and disseminated disease 
generally require systemic chemoimmunotherapy; selected 
cases may use combined modality therapy [10,14,16]. Surgery is 
primarily diagnostic (biopsy) or occasionally used for debulking/
relief of obstruction; definitive oncologic surgery is not standard 
for lymphoma [14,16]. Importantly, DCR performed before 
diagnosis may create a conduit to the nasal cavity; therefore, 
suspected sac tumors should undergo imaging and biopsy prior 
to DCR whenever possible [16].

Recent Literature Updates
Recent case reports and reviews continue to emphasize frequent 
initial misdiagnosis and the importance of early biopsy. A 2024 
report described lacrimal sac DLBCL presenting with sudden-
onset binocular diplopia, underscoring that atypical neuro-
ophthalmic symptoms may occur and should prompt evaluation 
for lacrimal sac malignancy [26]. Additional recent case reports 
describe unusual patterns of spread (e.g., infraorbital nerve 
involvement and sinonasal extension) and rare histologies 
involving the lacrimal drainage system [27,28,30]. A 2025 
histotype-driven review of lacrimal sac tumors provides updated 
context on diagnostic delay and multidisciplinary management 
across histologies [31].

Conclusion
Lacrimal sac lymphomas are rare but clinically important causes 
of lacrimal outflow obstruction. Because symptoms often mimic 
benign disease, clinicians should maintain suspicion in atypical 

or recurrent unilateral presentations and obtain timely imaging 
and biopsy. Accurate histopathologic classification, systemic 
staging, and multidisciplinary management are central to 
optimizing outcomes.

Table 1: Reported pediatric cases of lacrimal sac lymphoma 
in the literature

First author 
(Ref)

Age 
(years) Subtype Management

Carlin et al 
[20] 10

Poorly 
differentiated 
lymphoma

External beam 
radiotherapy

Schefler et al 
[17] 10

MALT 
lymphoma

Surgical 
excision + 
chemotherapy

Köksal et al 
[19] 9 DLBCL Systemic 

chemotherapy
Parikh et al 
[21] 13 DLBCL Systemic 

chemotherapy
Meng et al 
[16] 13 MALT 

lymphoma
Radiotherapy

Ucgul et al 
[22] 13

MALT 
lymphoma

Surgical 
excision + 
radiotherapy + 
chemotherapy

Ucgul et al 
[22] 12 MALT 

lymphoma
Radiotherapy

Abbreviations: DLBCL, diffuse large B‑cell lymphoma; MALT, 
mucosa‑associated lymphoid tissue lymphoma.
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