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INTRODUCTION 

Primary breast lymphoma (PBL) is characterized by 

primary degeneration of the breast lymphoid tissue with 

or without damage to the lymph nodes in the drainage 

area. 

In 1972, Wiseman and Liao defined PBL on the basis of 

three precise criteria: 

• Presence of mammary glandular tissue in the middle 

of the lymphomatous infiltrate or in its direct contact, 

detected by a good quality sample. 

• The absence of systemic metastases in the extension 

assessment. 

• The absence of a history of extra mammary 

lymphoma. 

Primary breast lymphomas represent 1.7% to 4% of extra 

lymph node lymphomas and less than 1% of non-

Hodgkin's lymphomas.1,2 There are only a hundred cases 

of PBL reported in the literature. 

In this article, by reporting the case of a patient with 

diffuse large B-cell breast lymphoma, we will focus our 

discussion on PBL, its clinical presentations, histological 

particularities and management methods.  

CASE REPORT 

Our patient is a 33 years-old woman, with no medical 

history, who had a nodule of the upper medial quadrant 

of the right breast gradually increasing in volume. 

The patient underwent a bilateral mammography showing 

a large multi-lobular nodular image measuring 4.5 cm of 

the right breast without suspicious microcalcifications or 

axillar lymphadenopathy. The ultrasound complement 

showed in projection of the upper medial quadrant of the 

right breast a large nodular hypo echogenic macro and 

micro lobulated image of 4.5/2.5 cm hyper vascularized, 

classified ACR 4, evoking a phyllode tumor (Figure 1). 

A tumorectomy was performed, in a private hospital, 

whose anatomopathological result showed a malignant 
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proliferation evoking a malignant lymphoma, or an 

undifferentiated carcinoma. 

 

Figure 1: Breast ultrasound showing a large hyper 

vascularized ACR 4 tumor. 

 

Figure 2: Front view of the inflammatory tumor of the 

right breast with scar from the tumorectomy. 

 

Figure 3: Chest CT scan showing a huge right             

breast tumor. 

The immunohistochemical complement had shown that 

the lymphomatous cells had an intense and diffuse 

membrane labeling with CD20 accompanied by small 

lymphocyte’s population of T+CD 3 phenotype. These 

tumoral cells did express neither CD10, BCL6 nor cyclin 

D1. The proliferation index Ki67 is evaluated to 80%. In 

conclusion, this profile is that of a diffuse large B cells 

malignant lymphoma of the non-germinal type. 

One month after the surgical intervention, the patient was 

referred to our hospital complaining from a polylobed 

nodule under the scar measuring 10 cm, adhering to the 

skin associated with inflammatory signs such as redness 

and heat. The lymph nodes were free (Figure 2). 

 

Figure 4: Clinical appearance after 4 courses of 

chemotherapy: total disappearance of the nodule. 

Study carried out an extension assessment made of a 

thoraco-abdomino-pelvic CT scan which showed a right 

hypodense multi-lobed breast mass deforming the 

subcutaneous tissue of the right breast measuring 

90/46/91 mm (Figure 3) with no secondary location. 

The patient is currently on chemotherapy with CHOP 

protocol, with good progress after the 4th cure and total 

disappearance of the nodule (Figure 4). 

DISCUSSION 

Primary breast lymphomas represent 0.04 to 0.5% of 

breast neoplasms, 0.7% of all lymphomas and 1.7 to 2% 

of primary extra-lymph node lymphomas.1,2 Their 

histological specificity, dominated by two subtypes, extra 

lymph node lymphoma from lymphoid tissue associated 

with the mammary mucosa (MALT lymphoma or mucosa 

associated lymphoid tissue) and diffuse large B-cell 

lymphoma. They lead to different clinical courses and 

different management. This type of tumor is mainly 

observed in women, especially the elderly. However, 

cases in men have been reported.3 According to the 
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various series published, the average age of onset of 

lymphoma is between 42 and 69 years, with a peak 

frequency at 60 years and extreme ages from 19 to 91 

years.4,5 

Few data exist on the oncogenesis of PBL. It is classic to 

contrast two histological forms of PBL: 

• Indolent PBL, mainly with marginal zone lymphoma 

of MALT type. 

• Aggressive lymphomas, represented by diffuse large 

B-cell lymphoma. 

Each type of these lymphomas has different oncogenic 

mechanism. Rare cases of PBL with expression of 

hormone receptors (progestins and estrogen) by 

lymphomatous cells have been reported.1-6 

In the group of primitive large B-cell lymphomas of the 

breast, certain known cytogenetic abnormalities, 

recurrent in these lymphomas, have been reported in 50% 

of cases with deregulating translocations bcl-2 [t (12; 18), 

t (14; 18 )], and anomalies involving bcl-6 [t (3; 14) and 

der (3) (q27)].7 

The most common presenting mode is a painless 

unilateral mass on breast examination (60% to 100% of 

cases). Bilateral form represents 5 to 10% of cases.4,8 

Involvement of an epsilateral axillary lymphadenopathy 

is observed in almost 1 of 2 cases.9 Accidental discovery 

on a mammography is a less frequent mode of 

presentation (15%). However, neither clinical signs nor 

mammography allow evoking the diagnosis of 

lymphoma. 

PBL of the diffuse large B-cell lymphoma is the most 

frequent type; and characterized by a greater clinical 

dissemination including a relapse in the central nervous 

system with a poor prognosis. 

Radiologically, there are no specific signs that distinguish 

lymphoma from another malignant tumor. The lesions 

highlighted by mammography most often extend from a 

discreet well limited lesion with smooth edges and 

homogeneous density, of benign appearance, evoking a 

cyst, a fibro-adenoma or a phyllode tumor; to a diffuse 

hyper density of the breast parenchyma evoking mastitis 

with a mass of ill-defined contours or a mass with 

spiculated contours.10 Micro calcifications are generally 

absent. By ultrasound it is almost in 90% of cases oval, 

round, or irregular hypoechogenic masses, with posterior 

strengthening in 75% of cases.11 The discrepancy 

between a disturbing clinic and a reassuring 

mammographic aspect could suggest the diagnosis.4 

The diagnosis is histological, and must be established by 

anatomopathological examination of the lesion, obtained 

by surgical biopsy or a micro biopsy. 

The diffuse large B-cell lymphomas are most frequently 

observed 45% to 80%, especially in the primitive forms. 

In this case, the activated B cell phenotype (ABC) 

characterized by the expression of MUM-1/IRF4 and the 

absence of germinal center markers (Bcl 6 and CD 10) 

seems to be the most frequent of PBL of diffuse large B-

cell lymphoma type as shown by the case of patient.12 

Some have correlate it to the poor prognosis of these 

tumors.13 

In PBL, prognostic factors and survival vary with the 

histological type. 

Overall, 5-year survival varies from 26 to 66% depending 

on the histological subtype.14 The median survival for 

PBL of diffuse large B-cell type is estimated to be only 

36 months, making it one of the most aggressive 

lymphomas after lymphomas with cerebral and testicular 

localization. 

Currently, it is well established that surgery is not part of 

the treatment of lymphoma and can be harmful by 

delaying the start of chemotherapy. 

The current reference treatment is a combination of 

rituximab and poly chemotherapy with anthracycline 

(CHOP protocol).15 

However, two essential features must be emphasized for 

these PBL with diffuse large B-cell lymphoma: 

• Prophylaxis directed at the central nervous system is 

necessary due to a rate of cerebromeningeal relapses 

around 5 to 10% up to 20% in certain studies.16 

• Possibility of located radiotherapy at the end of 

treatment at a dose of 30 to 40 Gy to reduce the risk 

of local recurrence and increase survival.17 

CONCLUSION 

PBL remains a very rare pathology. Its clinical 

symptomatology is polymorphic and the imaging aspect 

is non-specific, so it needs a histological diagnosis. It 

should be evoked in front of any breast tumor in order to 

avoid heavy breast surgery since the basic treatment is 

based on chemotherapy. 
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