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Exclusive surgical treatment of a primary 
cutaneous marginal zone lymphoma: a case report
Tratamento cirúrgico exclusivo de linfoma B primário cutâneo da 
zona marginal: relato de caso

ABSTRACT
Primary cutaneous B-cell lymphomas are non-Hodgkin lymphomas presenting only in the skin and 
represent 25% of all primary cutaneous lymphomas. Based on their clinical behavior, they are classified 
into indolent and intermediate forms. Treatment of indolent forms includes surgery, radiotherapy, and, in 
extensive disease, rituximab. We report a case of a 57-year-old woman with a single nodule in the left arm 
treated with surgical excision with 5-mm security margins, without relapse after 36 months. Surgery is a 
therapeutic option in these lymphomas without compromising disease-free survival.
Keywords: Lymphoma B-Cell; Lymphoma B-Cell marginal zone; Lymphoma non-Hodgkin; Surgical 
oncology

 

RESUMO
Os linfomas B primários cutâneos (LBPCs) são linfomas não Hodgkin, de acometimento exclusivamente cutâneo, e 
representam 25% dos linfomas primários cutâneos. São divididos, conforme comportamento clínico, em indolentes e 
intermediários. O tratamento das formas indolentes inclui a cirurgia, a radioterapia e, em casos extensos, o rituximabe. 
Relata-se o caso de mulher de 57 anos, com placa única no braço esquerdo, com diagnóstico de LBPC da zona mar-
ginal, tratado com excisão com margens de segurança de 5mm, sem recidiva após 36 meses de seguimento. A cirurgia é 
uma alternativa terapêutica com bom resultado clínico, sem impacto na sobrevida livre da doença.
Palavras-chave: Linfoma de células B; Linfoma de zona marginal tipo células B; Linfoma não-Hodgkin; Oncologia 
cirúrgica
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INTRODUCTION
Primary cutaneous B-cell lymphomas (PCBCL) are 

B-cell non-Hodgkin lymphomas that affect the skin exclusively, 
with no evidence of systemic involvement in the initial evalua-
tion. They represent approximately 25% of primary cutaneous 
lymphomas, with an incidence of four cases per million people, 
and they are more frequent in men and after 50 years of age.1 
They are divided into two main clinical groups through their 
morphological and immunophenotypic analysis: marginal zone 
and centrofollicular, considered to have indolent clinical beha-
vior; and primary cutaneous large B-cell lymphoma, leg type, 
and primary cutaneous intravascular large B-cell lymphoma, re-
garded as presenting intermediate clinical behavior.2

There are no randomized trials to treat indolent primary 
cutaneous B-cell lymphomas (PCBCLs). The treatment is indi-
cated based on case series and consensus from the World Health 
Organization (WHO) and the European Organization for Re-
search and Treatment of Cancer (EORTC). Low-dose radio-
therapy, surgery, or intralesional infiltration of corticosteroids or 
rituximab are the therapy of choice for localized disease. Clinical 
follow-up, multi-field radiotherapy, or rituximab may be indi-
cated in patients with multiple lesions.1 Surgical treatment still 
does not have well-established protocols, and it is not possible to 
know the ideal surgical security margin or whether or not the 
size of the margin influences the recurrence of lesions.

We report the case of a patient with PCBCL of the mar-
ginal zone, surgically treated with 5 mm security margins, wi-
thout recurrence in 36 months of follow-up.

CASE REPORT
A 57-year-old white woman reported the appearance of 

an asymptomatic lesion in the left upper limb for three years. 
She denied fever, weight loss, or night sweats (Figures 1).

The examination showed clustered papules and lumpy 
nodules, forming a 1.5 cm x 1.2 cm plaque on the left arm. 
There was no peripheral lymphadenopathy or palpable visce-
romegaly. Clinical hypotheses included cutaneous lympho-
ma, sarcoidosis, pseudolymphoma, lupus tumidus, and tertiary  
syphilis. The histopathological study with immunohistochemical 
assay showed nodular and diffuse lymphocytic infiltration in the 
dermis, with 60% of this infiltrate composed of lymphocytes 
(CD20+, CD10- and BCL6-), frequent reactive T lymphocy-
tes (CD3+), Ki67 proliferation index relatively low (10-20%),  
frequent plasma cells, and immunoglobulin light chain restric-

Figure 1: On the left, papules and swollen nodules grouped in a plaque, 
in the distal region of the left arm, with a diagnosis of primary cutaneous 

B-cell lymphoma of the marginal zone.  
On the right, after treatment, no recurrence after 36 months of follow-up

Figure 2: On the left, diffuse lymphocytic infiltration of the dermis, with irregular paler areas, and sparse small darker reactive follicles, sometimes with 
a germinal center (Hematoxylin & eosin, 40x). On the right, higher magnification, showing predominantly small to medium volume lymphocytes and 
frequent lymphoplasmocytoid cells (Hematoxylin & eosin, 400x).
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tion (kappa: lambda index greater than 10:1), suggesting the diag-
nosis of marginal zone B-cell lymphoma (Figures 2 and 3).

After this result, we investigated systemic disease using 
computed tomography scans of the neck, chest, abdomen, and 
pelvis, which did not show extracutaneous manifestations. Labo-
ratory tests, including blood count and LDH, were normal, and 
serology for HIV and syphilis were not reactive.

The diagnosis of PCBCL of the T1a marginal zone was 
made. We chose surgical excision with 5 mm security margins 
as the patient had a single lesion. The patient has been under 
outpatient follow-up for 36 months, with no local recurrence or 
appearance of new lesions.

DISCUSSION
Marginal zone PCBCL is an indolent cutaneous lym-

phoma with a five-year survival rate close to 100%. The reported 
case presents an excellent oncological and cosmetic result in a 
57-year-old woman with high estimated survival.

Little is known about the possibility of recurrence with 
surgical treatment of indolent PCBCL. A study by Servitje  
et al., 2013, including only patients with marginal zone PCBCL, 
showed no difference in the recurrence rate or disease-free sur-
vival between the groups treated with surgery, radiotherapy, or 
surgery + radiotherapy. There was a non-statistically significant 
increase in initial site recurrence in patients treated with surgery 
alone.3

Parbhakar and Cin retrospectively analyzed the database 
of their oncology center and identified 25 patients with indolent 
PCBCL: 16 treated with low-dose radiotherapy (30-40 Gy) and 
nine treated with surgical excision with a 5 mm security margin. 
Only one patient treated with radiotherapy had a recurrence and 
underwent surgical excision. The mean follow-up time was four 
years. The authors also report no local complications in patients 
treated with surgery; on the other hand, 14/16 of patients trea-
ted with radiotherapy had acute radiodermatitis, and 2/16 had a 
chronic ulcer at the irradiated site lasting up to a year and a half.4

Hamilton et al. retrospective analysis revealed that four of 
12 patients treated with surgery experienced recurrence at the 
treated site. In this same series, only two of the 92 patients trea-
ted with radiotherapy had a recurrence in the irradiated field. 
However, there was no difference in disease-free survival at five 
years, which means that radiotherapy as a secondary treatment 
can be delayed until clinical recurrence of the lymphoma, wi-
thout changing the patient’s prognosis.5

In conclusion, surgical treatment is a valid option for ra-
diotherapy in patients with primary cutaneous B-cell lympho-
mas of indolent clinical behavior with single or localized lesions. 
The rarity of the disease leads to scarcity of randomized clinical 
studies between the two therapeutic modalities, as well as the 
definition of the ideal surgical margins. Based on the previous 
studies, the authors used a 5 mm security margin. Long-term 
follow-up of these patients is recommended. l

Figure 3: Immunohistochemistry with 
markers CD20 (above left), CD3 (below 
left), kappa (above right) and lambda 
(below right), showing mixed lymphocytic 
infiltration, with populations of immuno-
phenotype B or T, and restriction of 
immunoglobulin light chains with 
predominance of kappa expression.
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