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Case Report

Abstract
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Kidneys are the most commonly involved organs in extranodal sites of lymphoma, being found in 30% of patients with non-Hodg-
kin lymphoma [1]. Nevertheless, primary renal lymphoma [PRL] is a rare neoplasia, corresponding to less than 1% of all extranodal 
lymphomas [2]. We report a primary renal lymphoma in a 70-year-old woman presenting with chronic lower pain due to a solid mass 
in her left kidney treated with radical nephrectomy. The evaluation of the biopsy specimen revealed a marginal zone lymphoma that 
was treated with chemotherapy. This rare condition is a differential diagnosis with other renal masses and can be a clinical image 
challenge, making the diagnoses only possible with high suspicion and with immunohistochemistry confirmation.
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CT: Computed Tomography; PET Scan: Positron Emission Tomog-
raphy; WBC: White Blood Cells.

Introduction
Marginal zone lymphoma is a non-Hodgkin lymphoma of small 

B lymphocytes that occurs most commonly in lymph nodes but 
can appear as a primary tumor in other organs, such as stomach, 
spleen, the salivary gland, conjunctiva, thyroid gland, orbital and 
skin. It represents the third most common type of lymphoma ac-
counting for approximately 7% to 8% of all non-Hodgkin lym-
phomas [3]. The morphology of a typical tumor cell resembles a 
lymphocyte with a round nucleus, condensated chromatin and 
abundant basophilic cytoplasm with small surface “villous” pro-
jections [4]. This tumor has an indolent course, which explains the 
lack of exuberant symptomology at the presentation. The primary 

manifestation at the renal parenchyma is especially rare location, 
this differential diagnosis is clinical relevant because this disease 
has a good response to local therapy, in opposition to others low 
grade lymphomas [5]. 

Case Report
A 70-year-old woman, married, presented to the Urology De-

partment with lower left back pain in the past 10 years, which be-
came severe in the past 3 months. The patient did not report any 
loss of weight or haematuria. The laboratory results were as fol-
lows: normal haemoglobin level; white blood cells (WBC): 11700/
mm3, being 72% of neutrophils, 3% band cells, 15% lymphocytes 
and 10% monocytes; blood urea: 42 mg/dL (normal range 15 - 45 
mg/dL); creatinine: 1,38 mg/dL (normal range 0,6 - 1,0 mg/dL); 
albumin: 4,6 g/dL (normal range 3,4 - 5,0 g/dL); C-reactive pro-
tein: 0,29 mg/dL (normal range 0 - 0,3 mg/dL); urine routine tests 
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were positive for hyaline casts and mucus, negative for proteins 
and others parameters were unremarkable. Abdominal ultrasound 
revealed solid, heterogeneous, vascular mass with irregular con-
tours in the superior pole of the left kidney. The patient underwent 
abdominal and pelvic computed tomography (CT) that confirmed 
abdominal mass surrounded by the renal capsule without compro-
mising adjacent structures or abdominal lymph nodes. The mass 
was suspected to be a primary renal neoplasm and a left nephrec-
tomy was performed. The pathologic specimen was analyzed and 
showed an R0 resection and a firm mass in the renal pelvis fat that 
involved the renal capsule but did not invade the pelvis (Figure 
1). An immunohistochemistry panel revealed the following phe-
notype: CD20 +, BCL-2 +, CD5 +, CD43 + Ki67 < 10%, and CD23- 
(the paraffin cuts were subjected to dewaxing and treatment to 
recover the antigens, where they were subsequently incubated 
with monoclonal and polyclonal antibodies as well as their perti-
nent controls. then, a polymer detection system was used). The im-
munohistochemical and macroscopic data defined the diagnosis of 
extranodal marginal zone lymphoma (Figure 2 and Table 1). After 
good postoperative evolution, the patient was dismissed from the 
Urology Department and referred to the Hematology Department. 

During the pre-chemotherapy restaging, the PET-SCAN dis-
closed no signs of involvement of adjacent organs, being classified 
as IEX in the Ann Arbor staging (the mass was bigger than 10 cm). 
The chemo immunotherapeutic treatment performed was R-chlo-
rambucil associated with prophylaxis intrathecal methotrexate 
and the post-chemotherapy staging with PET/CT revealed no sig-
nal of metastatic disease and laboratory exams revealed improve-
ment of the renal function.

Antibodies Clone Result
CD3 SP7 Negative
CD20 L26 Positive
CD10 56C6 Negative
BLC-2 124 Positive
Ki67 MIB1 Positive 10%
Cyclin d1 SP4 Negative
CD23 MRK-57 Negative

LEF-1 EP310 Positive in atypical 
lymphocytes cells

CD5 4C7 Positive
CD43 L60 Positive
SOX11 MRQ58 MS Negative
BCL6 LN22 IgG2 Negative

Table 1 : Immunohistochemistry panel.

Figure 1: Cirurgical Piece

Figure 2: Immunohistochemistry of the tumor. Asper table 1 
for the complete immunohistological panel.

Results and Discussion
Based on the histopathology and image investigation we con-

clude that this case consisted primary renal marginal zone lympho-
ma. Although the existence of this disease was debated for several 
decades, today it is considered a rare site of primary extranodal 
lymphoma based on several cases reports that revised histopathol-
ogy [8] such as this one. 

However, the pathogenesis of this disease remains unclear. The 
two most acceptable hypothesis are the following: one suggests the 
tumor is originated from the renal capsule and can infiltrate the 
renal parenchyma and the other implies that a chronic inflamma-
tory condition creates a microenvironment in which lymphocytes 
proliferate and could originate the neoplasia [6,7]. Considering that 
renal masses generates unspecific symptoms such as weight loss, 
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back pain, haematuria, and asthenia, it is important to consider 
several different diagnoses like renal carcinoma, renal benign tu-
mors, and lymphomas. 

Until today, based on others case reports and reviews of liter-
ature [2,6,8] the certain amount of primary renal lymphomas is 
not precise, it is about 70 cases published the majority of cases 
with a diffuse subtype of large B cell lymphoma. Recently, Wallad 
CK., et al. published a case report of non-hodgkin lymphoma with 
anatomopathological characteristics of diffusion of large B cells, 
very similar to the Brazilian case, focusing on the importance of 
complementary imaging exams in the preoperative period [9].

Xiaodong Chen and colleagues made the impressive work of 
catalogue the subtypes of non-Hodgkin lymphoma, and the ex-
tranodal subtype was reported only once in the international de-
scriptions [6]. In Brazil, so far, we have not identified any cases 
described of extranodal marginal zone of renal lymphoma. For the 
best of our knowledge this is the second reported case of a primary 
renal lymphoma of the marginal zone subtype and the brazilian 
first case. 

Conclusion
In conclusion, the biopsy and immunohistochemistry panel 

are important for the correct etiologic diagnostic of renal masses. 
When primary extranodal lymphoma is suspected is important to 
exclude bone marrow involvement and do a complete image work-
up. Therefore, this report aims to emphasize the relevance of dif-
ferential diagnosis to a better medical assistance.
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