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Primary breast MALT lymphoma: a case report
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A 42-year-old woman, with no history of autoimmune diseases or risk factors for cancer, sought a private medical clinic for
undergoing breast imaging tests, noticing the presence of a solid nodule with indistinct margins — BI-RADS 4 — in the left breast.
An ultrasound-guided core biopsy was performed and complemented by histopathological and immunohistochemical studies,
confirming the diagnosis of primary small B-cell MALT lymphoma. After treatment with radiotherapy, the patient evolved with
remission, maintaining annual follow-up with a specialist physician. The importance of routine screening for pathologies that affect
the breasts is highlighted, aiming at their early diagnosis. In addition, radiotherapy has good prognostic results at the expense of

surgical treatment.
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INTRODUCTION

Primary breast lymphoma (PBL) is a rare manifestation of
breast cancer, accounting for 0.4%-0.5% of all malignant breast
lesions'. Despite presenting clinical characteristics of other
types of breast cancer, PBL occurs without evidence of sys-
temic disease. In addition, it is characterized by the pres-
ence of breast tissue associated with lymphocytic infiltrate
and by the presence of ipsilateral axillary lymphadenopathy
of the primary lesion®.

The most common type of PBL is the non-Hodgkin diffuse
large B-cell lymphoma, accounting for 50% of all PBL cases and
2% of all extranodal lymphomas. About 15% of PBL are of the
follicular subtype; 12%, of the mucosa-associated lymphoid tis-
sue lymphoma (MALT) type; and 16%, of Burkitt and Burkitt-
like lymphoma type*.

The mean age at PBL diagnosis is 68 years, being prevalent
in women, which suggests a relation with the female hormone
estrogen. Patients may present with symptoms such as local pain
or inflammation, palpable lymph nodes, or painless masses in
the outer quadrant of the affected breast; however, asymptom-
atic cases are more prevalent. In these asymptomatic cases, the
diagnostic suspicion is evidenced after undertaking a mammo-
gram test showing incidental findings such as noncalcified soft
solitary masses®.

After performing fine-needle aspiration, or core biopsy, for
histopathological analysis, the diagnosis can be confirmed,
requiring an active search for primary sites of cancer, especially
in the gastrointestinal tract (GIT). Computed tomography (CT)
or magnetic resonance imaging (MRI) are performed to rule out
metastases and confirm the primary site®.

Surgical treatment has been losing ground in the scientific
community, considering that it does not show benefits when
compared with radiotherapy or chemotherapy. Therefore, for
localized cases of MALT lymphoma, treatment based on radio-
therapy is indicated, whereas for more advanced cases, radiother-
apy is adopted in combination with chemotherapy. Additional
predictive factors for the disease staging include age, numbers
of extranodal sites, course of treatment, and levels of lactate
dehydrogenase (LDHY".

The present study aimed to report the case of an unusual pre-
sentation of oncological disease, a primary breast MALT lym-
phoma, seeking to evidence the importance of adequate follow-
up for the patient’s good prognosis.

CASE REPORT

This is a case report of a woman, aged 42 years, white, with no
medical history of interest, with a G2P2A0 obstetric history, who
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gave birth for the last time 14 years ago, in addition to denying
smoking or other risk factors for oncological diseases. The patient
sought a private medical service for routine mammography.
Heterogeneously dense breast tissue and the presence of nor-
mal lymph nodes in the left axillary extension were observed;
no nodular images were detected due to the high density of the
breast tissue, and the examination was complemented by breast
ultrasound for comparative study.

According to the ultrasound results, there was a solid,
hypoechoic nodule with regular contours, located in the right
breast at 1-o'’clock position, measuring 0.8 x 0.4 x 0.8 cm, 1.2 cm
from its center to the skin. A solid, hypoechoic nodule with indis-
tinct margins was also observed, located in the left breast at 1/2
oclock position, measuring 2.0 x 0.8 x 1.8 cm, 1.2 cm from its cen-
ter to the skin. After comparing mammography and ultrasound
tests, the patient was classified as BI-RADS 4 and proceeded
to diagnostic investigation, undergoing an ultrasound-guided
core biopsy two days later. Four fragments were removed with
a 14-gauge needle, from both lesions, for anatomopathological
study; the right breast nodule being classified as intra- and peri-
canalicular fibroadenoma (Figure 1).

On the left breast, lymphocyte proliferation was observed,
including sparse reactive follicles, with a predominance of mature
lymphocytes, mainly affecting the periductal stroma, intraepi-
thelial lymphocytes (Figure 2).

With the differential diagnosis proposed by the pathologist
between chronic mastitis and low-grade lymphoma, an immu-
nohistochemical study was carried out.

According to immunohistochemical examination, the pres-
ence of a dense lymphocytic infiltrate in the breast parenchyma
was verified, consisting of small atypical B cells (CD20+), several
lymphoid follicles with prominent germinal centers, and numer-
ous foci of lymphoepithelial lesions that are highlighted by immu-
nostaining for cytokeratin and CD20. A low cell proliferation

Figure 1. Right breast nodule.

index was also observed in the monocytoid lymphoid popula-
tion. The set of findings elucidated the diagnosis of primary small
B-cell MALT lymphoma of the breast. B cells were positive for
CD20 and CD10, but negative for CD3 (Table 1).

Upon diagnosis, the patient underwent positron emission
tomography (PET-CT) to investigate additional lesions, in which no
additional mass or lymphadenopathies were observed (Figure 3).

After staging of the lesion and deciding on the appropriate ther-
apy, the patient started radiotherapy treatment with a total dose
0f4140 cGy during 23 sessions, with no complications. Nowadays,
about five years after the initial investigation, the patient is in
remission carrying out annual follow-up with a specialist phy-
sician, with no new neoplasms or metastases having appeared.

DISCUSSION

MALT lymphomas are indolent extranodal neoplasms that can
be manifested in a wide variety of organs, including stomach,
large or small intestine, lungs, salivary glands, thyroid, skin, thy-
mus, tonsils, liver, kidney, bladder, and breast. They represent a
subset of low-grade B-cell lymphomas and account for 7%-8%
of all types of B-cell lymphomas and 12% of all PBL. The breast
involvement of adjacent lymph nodes can be explained by the
origin of the MALT from the mammary ducts and lobules, in
addition to the intramammary lymph nodes*®.

Once in the breast, these lymphomas mainly affect women
with an average age of 68 years (47-92), being especially observed
during pregnancy or postpartum, and may be related to personal
antecedents such as autoimmune diseases. However, this does
not apply to the case in question, as the patient was diagnosed
with the disease at 42 years of age and had no history of autoim-
mune diseases or recent pregnancy. Usually, the neoplasm pres-
entsitselfas alarge unilateral and painless mass, rarely bilateral,
and with an average size of 3 cm*".

Figure 2. Left breast nodule.
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Considering the clinical characteristics, the patient remains
in accordance with the literature, being asymptomatic, including
without presenting the classic B symptoms — systemic symp-
toms of fever, night sweat, and unexplained loss of more than
10% of weight in six months —, being the tumor identified as an
incidental finding in imaging tests"*'°.

The diagnosis of PBL follows the criteria defined by Wiseman
and Liao, according to which the patient must present with an
appropriate specimen for diagnosis, have lymphocytic infiltrate
and breast tissue in close proximity, show no evidence of con-
comitant systemic disease, and have no prior diagnosis of extra-
mammary lymphoma?®.

Imaging tests are very useful to aid in making the diagno-
sis, considering that most patients are asymptomatic. On mam-
mography, it appears as a solitary, noncalcified mass in about
60%-70% of cases, whereas on ultrasound it does not present
specific findings®.

After confirming the diagnosis of the tumor, having performed
ahistopathological analysis and an immunohistochemical study,
other primary sites of the disease must be investigated to exclude
the hypothesis of metastasis, with imaging tests such as MRI or
CT.Inthe present case, the patient underwent PET-CT, a test that
differs from conventional CT due to its properties of observing
the metabolism of the site analyzed in the image, which did not
locate additional lymphadenopathies'.

Disease staging is based on the Ann Harbor criteria, con-
sidering the involvement of lymph chains above the diaphragm
and solid organs to define severity. Stages 1 and 2 define local
diseases, as in the case in question, whereas stages 3 and 4 con-
cern cases of systemically advanced diseases'.

Currently, there is no consensus in the literature regarding
the best generalized therapeutic approach, as each case will
depend on the biological behavior and histological characteris-
tics of each lymphoma of the patients®".

For more indolent and localized lymphomas, radiotherapy
alone or surgery are the best forms of intervention, with surgi-
cal treatment increasingly losing ground in the scientific field,
as it does not have a higher survival rate or advantages in gen-
eral when compared with radiotherapy. In these less aggres-
sive cases, radiotherapy with a mean dose between 25-30 Gy
has been adopted. Chemotherapy-based treatments have been

Table 1. Result of the immunohistochemical study.

preferred for cases of more aggressive and systemic tumors, and
are deemed as the best choice both alone and in combination
with other therapeutic approaches™.

The prognosis of patients affected by breast lymphomas will
depend on their age, predictive factors, number of extranodal
sites, course of treatment, and levels of LDH. It is estimated that

the 5-year survival rate for patients with PBL is around 70%".

CONCLUSION

PBL represents arare type of breast tumor, with clinical features
of other breast neoplasms. Although uncommon, its incidence
has been growing in recent years, evidencing the importance
of its inclusion in the differential diagnosis of breast cancer,

Figure 3. PET-CT coronal section, no additional mass or
lymphadenopathy.

CD20-B lymphocyte antigen Positive

CD3 -T-cell receptor (epislon chain) Polyclonal Negative

40, 48, 50, and 50.6 kDa cytokeratins AE1/AE3 Positive Epithelial cells
Ki-67 (cell proliferation antigen) M1B1 Positive 5%, lymphoid cells
CD10 - Common acute lymphoblastic leukemia antigen (CALLA) 56C6 Positive Follicular center cells
Cyclin-D1 —cell cycle regulatory protein (bcl-1) SP4 Negative
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especially in the case of older patients. Considering that most
cases are asymptomatic, the importance of breast exams and
routine screening is emphasized.
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