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ABSTRACT

Introduction: Primary lacrimal sac lymphoid tumors are a rare entity, the most frequent being
the diffuse large B cell lymphoma and the extranodal marginal zone B cell lymphoma of mucosa
associated lymphoid tissue (MALT lymphoma). We report a case of primary lacrimal sac
lymphoma treated primarily with conformal radiotherapy.

Case Report: An 86 years-old female presents with a symptomatic mass on the right lacrimal
fossa area. Clinical investigation with orbital CT scan, Doppler ultra-sonography, incisional
biopsy and systemic investigation lead to the diagnosis of a MALT lymphoma, Ann Harbour
stage IE. Primary small dose three dimensional conformal radiotherapy was performed, with
complete remission of the local lesion. No signs of recurrence were identified on follow-up.

Discussion: Primary MALT lymphoma of the lacrimal sac is a rare entity and its presentation
may be misleading. Radiotherapy may be considered as primary treatment in local lesions.
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INTRODUCTION lymphoma (DLBCL) and extranodal marginal zone B cell
lymphoma of mucosa associated lymphoid tissue (MALT
Primary lacrimal sac tumors, although rare, are of lymphoma).* Clinical presentation may be misleading and
malignant origin in 95% of the cases, most of them delay the diagnosis.»>® To date, there is no clear consensus
corresponding to epithelial neoplasms.22 Primary ocular about optimal treatment.’
adnexal (OA) Iymphomas (which includes eyelids, In this report, we describe the clinical features of a
conjunctiva, lacrimal gland, lacrimal sac, orbit tissues and pr_imary lacrimal sac MALT lymphoma treated successfully
extra-ocular muscles) are a rare entity, accounting for 1-2% with conformal radiotherapy.

of all non-Hodgkin lymphomas (NHL) and 5 to 15% of
extranodal lymphomas.® In Europe, the most frequent
lacrimal sac lymphoid neoplasms are diffuse large B cell
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CASE REPORT

An 86 years-old female was referred to our clinic with
recurrent epiphora and conjunctival hyperemia on the right
eye (OD), associated with a swelling on the right lacrimal
fossa area. She had a past ophthalmologic history of a
longstanding severe amblyopia of the left eye (OS), OD
cataract surgery three years ago and previous episodes of
acute dacryocystitis on OD, treated with antibiotics. On
clinical examination, her visual acuities were 20/50 OD and
hand movement OS. The intra-ocular pressures were within
normal range. The right lacrimal duct was obstructed, with
no significant secretion on lacrimal sac compression. The
lacrimal sac area had a painless firm and non-mobile mass,
20mm in height and 15mm in width, with an associated
tenderness of the surrounding tissues of the lower and upper
lid. On slit-lamp examination she presented a monofocal in-
the-bag intra-ocular lens implant with posterior capsule
opacification and a mature corticonuclear cataract in OS.
Fundus observation was normal in both eyes.

An orbital computerized tomography (CT) scan (Figure
1) revealed an enlarged right lacrimal sac with irregular
contour and invasion of the extra-conic compartment of the
orbit. A doppler ultra-sonography (US) (Figure 2) revealed
a 21mm height nodular lesion with significant intrinsic
vascularization. An incisional biopsy was performed and a
pathological diagnosis of extranodal marginal-zone B-cell
lymphoma, or MALT lymphoma, was made (Figure 3).
Systemic investigation with cranial, chest, and abdomen CT
scan and blood and bone marrow analysis excluded multi-
organ involvement (Ann Harbour stage IE).

Figure 1 - Orbital CT scan revealing swelling of the right lacrimal sac, with irregular
borders and invasion of the extra-conic compartment of the orbit.

Figure 2 - Doppler ultra-sonography of the lacrimal fossa: nodular lesion with 21mm
in height, with extensive intrinsic vasculature

Figure 3 - Histologic analysis of incisional biopsy. A (H&E, 40x): Dense and diffuse
infiltrate of small lymphoid cells, with dissection of the striated muscle (arrow). B
(H&E, 400x): Cells with centrocyte-like morphology, some abundant pale cytoplasm.
C (40x): Cells show CD20 immunohistochemical expression (B fenotype). (200x)
Non-neoplastic residual secondary lymphoid follicles, shown by CD23, CD10 e Bcl2
immunoreactivity. H&E: hematoxylin-eosin staining.

The patient was treated with radiotherapy with a dose of
8 Gy, divided in two weekly sessions by three dimensional
conformal technique. No further treatment was proposed,
considering patient’s age and comorbidities. The patient
had a complete remission of the lymphoid neoplasm and
was kept under monthly surveillance. After twelve months
follow-up, no evidence of systemic or local recurrence has
been identified.
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DISCUSSION

Primary MALT lymphoma of the lacrimal sac is
infrequent. Most of the cases reported in the literature are
secondary manifestations of a systemic disease.
Nevertheless, both in U.S.A. and Europe the estimated
annual age-adjusted incidence of orbital and OA MALT
lymphomas had a significant rise in the last 3 decades.’

Primary lacrimal sac lymphomas is a disease affecting
mainly the elderly (mean age at presentation 70 years), even
though some cases have been reported in pediatric age.*”#
Incidence is similar in both genders. The most frequent
clinical symptoms on presentation are epiphora and medial
canthal swelling, similarly to other lacrimal drainage
system neoplasms.® Due to unspecific clinical presentation
and the high incidence of infectious processes due to
lacrimal drainage obstruction, frequently these tumors are
initially treated as dacryocystitis, both acute or chronic,
delaying final diagnosis.>%1° Differential diagnosis in this
cases include non-granulomatous and granulomatous
inflammation or infection, benign tumors (dermoid cyst,
mucocele, lipoma, hemangioma, lymphangioma) and
several types of malignant neoplasms (squamous cell
carcinoma, adenocarcinoma, mucoepidermoid carcinoma,
adenoid cystic carcinoma, different types of lymphoma,
melanoma, sarcoma, schwannoma, solitary fibrous
tumour).>® Some imaging exams are used to clinical
investigation. Dacryocystography is particularly useful in
early cases with little or no swelling of the sac. CT scan
evaluates mass location and bone destruction and Magnetic
Resonance Imaging (MRI) is the best exam to evaluate
extension of the tumor and relation with adjacent soft
tissues. US is also useful in differentiating solid from cystic
masses, evaluating vasculature and can be used to guide
biopsy.3!!

Definitive diagnosis is obtained through histological
analysis and should be performed routinely in all lacrimal
sac surgical interventions.’> Most of the lymphoid
neoplasms are of B-cell origin and DLBCL and MALT
lymphomas account for more than 50% of the lacrimal sac
lymphomas.” Histologic classification and staging are the
most relevant prognostic factors in these patients.>*?

The high incidence of MALT lymphomas has been
associated with chronic inflammation of the lacrimal
drainage system, as happens with chronic dacryocystitis and
infection with Clamydophila psittaci. The persistent
antigenic stimulation induces a clonal B-cell proliferation

of the mucosal lymphoid tissue. If sequential genetic
abnormalities hit a clonal B-cell among the reactive B-cells,
a malignant transformation may appear, giving rise to
MALT lymphoma.'4*®

There is no guideline concerning treatment of OA
MALT lymphoma. When there are no signs of systemic
disease, most cases have been managed with radiation
therapy as primary treatment, with doses ranging 35 to 40
Gy. Several case reports and case series evidenced high
rates of local control in patients with stage IE MALT
lymphoma treated with radiotherapy.'®® Several side
effects were associated with this treatment (cataracts,
radiation retinopathy, dry eye syndrome, keratopathy) so
close monitoring is necessary.!’ In our patient, local control
was obtained with a low dose of radiation, suggesting that
in selected cases lower doses can be used, avoiding most of
the adverse effects of the treatment. Longer follow-up
would be necessary to confirm complete remission.
Prognosis in cases of OA MALT lymphoma is generally
good, depending on the staging.>” Ohga group obtained
81.5% 5-year survival rate in a series of seventy three
patients treated only with radiotherapy18 and other studies
reported a total 75% 5-year survival rate even when relapse
and widespread disease is observed.’

In summary, we report a rare case of primary lacrimal
sac MALT lymphoma. Primary treatment with radiotherapy
is a treatment option with potential curative effects.
Malignant proliferation should always be considered in the
differential diagnosis of chronic or recurrent dacryocystitis
in the elderly.
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