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CASE REPORT

Breast MALT lymphoma and AL amyloidosis
complicating Sjogren’s syndrome

Nabil Belfeki, Salima Bellefquih, Anne Bourgarit

SUMMARY

Marginal zone B-cell lymphoma of mucosa-associated
lymphoid tissue (MALT) lymphomas of the breast with
mammary amyloidosis are exceedingly rare entities. This
report describes the case of women with long-standing
Sjogren’s syndrome presenting with breast MALT
lymphoma and amyloid light-chain (AL) amyloidosis.
Breast microcalcification needle biopsy made the positive
diagnosis. This unusual finding should be kept in mind.
It emphasises the need for careful clinical examination
of nodes and extranodal organs supposedly affected in
patients with autoimmune disease.

BACKGROUND

Marginal zone B-cell lymphoma of mucosa-associ-
ated lymphoid tissue (MALT) lymphomas involving
the breast are rare. Patients with MALT lymphomas
have a history of chronic inflammatory or autoim-
mune diseases.! Sjégren's syndrome (SS) is an auto-
immune disease of the exocrine gland, involving in
particular the salivary and lacrimal glands. An asso-
ciation with lymphoproliferation appears to be one
of the major complications for SS patients.” A study
from the Mayo Clinic reviewed 40 cases of amyloi-
dosis of the breast, and demonstrated that systemic
amyloidosis accounted for nearly 50% of all cases.’
An unusual mammary MALT lymphoma with AL
amyloidosis in the setting of SS is described.

CASE PRESENTATION

A 65-year-old woman with a S-year history of
primary SS presented with recent fatigue, decreased
appetite and unintentional weight loss. SS, first
manifested by arthralgias, xerostomia and xeroph-
talmia, was confirmed by lymphocytic Chisholm
grade III infiltration of the accessory salivary gland
and positive antinuclear (1/1280) and anti-SSa anti-
bodies. The patient had remained asymptomatic
during 5 years of follow-up. In March 2017, she
complained of general symptoms. Physical exam-
ination revealed parotid and submandibular gland
enlargement and dacryoadenitis. Breast palpation
showed a 3cm diameter mass on the upper quad-
rant of the right breast.

INVESTIGATIONS

Biological investigations showed that cell blood
count, liver and renal tests, inflammatory and
hemostatic parameters were normal. Besides,
tumour serum markers (CA 125, CA 15.3, ACE
and NSE) and viral serologies (HIV, HBV, HCV

and HTLV1) were negative. Serum protein elec-
trophoresis showed mild elevated gammaglobulin-
emia and immunofixation electrophoresis detected
an IgG k monoclonal gammopathy. The free light
channel serum dosage showed elevated free light
kappa (267 mg/L, normal range 3.3-19.4 mg/L) and
elevated kappa/lambda ratio (8.2, normal range
0.2-1.6). The controlled antinuclear antibodies
were negative and a mild cryoglobulinemia level
was detected. Complement factor dosage revealed
low C3 and C4 factors. Mammography visualised a
focus of microcalcifications within the right breast
(figure 1). Breast echography showed a 39 mm
diameter hyper echogenic mass with irregular
borders.

Breast biopsy concluded to a neoplastic infiltrate
composed of by monocytoid medium size lymphoid
cells and plasma cells associated with hyperplastic
B-cell follicles which occupied the marginal zone
at the periphery of B-cell follicle mantle zone
(figure 2). Immunohistochemistry markers showed
positivity for pancytokeratine staining, CDS,
CD20 and CD138. Congo red staining showed
reddish orange amyloid material in the intersti-
tium (figure 3), with apple-green birefringence
under polarised light (figure 4). Submandibular
biopsy confirmed tumorous lymphoid infiltration
and AL amyloid deposits. Bone marrow biopsy was
normal. Positron emission tomography (PET) CT
scan did not show internal lymph node or spleen
enlargement.

DIFFERENTIAL DIAGNOSIS

The differential diagnoses were as follows:

» Breast solid cancer associated with autoimmune
disease.

> Benign  breast
fibroadenoma.

» Mammary tuberculosis with pseudoneoplastic
presentation.

tumour, for example,

TREATMENT
The patient was referred to a haematologist for
specific treatment.

OUTCOME AND FOLLOW-UP

The diagnosis of extra nodular MALT lymphoma
associated to systemic AL amyloidosis complicating
SS was retained.

DISCUSSION
MALT lymphomas are extranodal B-cell lymphomas
and a type of marginal zone lymphoma. The most

BM)

Belfeki N, et al. BMJ Case Rep 2019;12:227581. doi:10.1136/bcr-2018-227581 1


http://casereports.bmj.com/
http://crossmark.crossref.org/dialog/?doi=10.1136/bcr-2018-227581&domain=pdf&date_stamp=2019-04-11

Rare disease

Focus microcalcifications on mammography.

Figure 1

common sites of MALT lymphomas are the stomach, spleen
and the eye/adnexa. MALT lymphomas involving the breast are
rare—<0.5% of all breast malignancies—because of the scar-
city of mucosa associated lymphoid tissue in the breast. Breast
MALT lymphoma is reported in 1.7%-2.2% of extranodal
breast lymphoma.* In our case, MALT lymphoma coexisted in
breast and submandibular and parotid glands. Most cases arise
primarily in the breast, but secondary involvement of the breast
by MALT lymphomas arising at other sites can be seen.’ SS
patients have a 1000-fold increased risk of MALT lymphoma
of the parotid gland. Other sites of MALT lymphoma involve-
ment in SS include the orbital adnexa, nasopharynx, thyroid,
stomach and lung.” ¢ The originality of this observation is to
describe a patient with SS presenting with breast microcalcifi-
cations revealing MALT lymphoma as well as amyloid deposits
found in submandibular gland. The MALT lymphoma in patients
with SS patients is exceedingly rare and thus its incidence is
not established. There is a progressive polyclonal B and T cell
infiltration of the exocrine glands in SS patients. It is demon-
strated that the progression of this pathologic lesion to MALT
lymphoma is characterised by the expansion of the population
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Figure 2 Lymphoid cells and plasma cells associated with hyperplastic
B-cell follicles in the marginal zone of B-cell follicle mantle zone on
breast biopsy.

Figure 3 Marked interstitial expansion with amyloid deposits on
breast biopsy.

of centrocyte-like B-cells with an aberrant expression of CCDS
and CD43 by the infiltrating B-cell population. The underlying
mechanisms by which SS predisposes some patients to develop
lymphomas are matters of ongoing study.” Several studies focused
on predictors of lymphoproliferation in SS. Positive cryoglobu-
linemia, hypocomplementemia, autoantibodies negativation and
CD4+ lymphocytopenia were found to be a strong risk factor
for developing lymphomas in two distinct register study.®’
These parameters were screened in our patient and predicted
the underlined lymphoma. In the current case, systematic nodal
and extranodal physical examination showed a 3 cm diameter
mass on the upper quadrant of the right breast and biopsy led
to the diagnosis. It is largely known that patients with SS are
highly exposed to develop B-cell lymphomas, but recent register
showed that these patients are also at risk of developing some
non-haematological cancers (thyroid, oral cavity and stomach).’
The amyloid deposits can either be isolated (amyloid tumour) or
associated with plasma cell dyscrasia, connective tissue diseases,
carcinoma or lymphoma as illustrated in our case.” ' In a
retrospective study of 40 cases of breast amyloidosis, Said et al
indicated that it was of AL type in the majority of cases and asso-
ciated with hematologic malignancy.’ Thus, a special awareness

Figure 4 Amyloid material showing apple-green birefringence under
polarised light.
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is needed in case of fortuitous pathological findings of amyloi- Provenance and peer review Not commissioned; externally peer reviewed.
dosis of the breast to rule out lymphoma.
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