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 INTRODUCTION

Primary cutaneous lymphomas show characteristic 
clinical and histopathological features and their 
biological behaviour is different from nodal 
lymphomas [1]. The majority of the lymphomas at 
different stages of development and which have not 
spread outside the skin are B-cell lymphomas. This 
type is more rarely observed than the primary T-cell 
lymphomas of the skin and comprise 20-25% of primary 
skin lymphomas. They are mostly low grade, progress 
slowly and have a good prognosis. The view that the 
lesions should stay limited to the skin for at least 
6 months has lost its importance in recent years [2]. 
According to the classification by WHO-EORTC 
(World Health Organisation - European Organization 
for Research and Treatment of Cancer - Cutaneous 
Lymphoma Project Group), B-cell lymphomas of the 
skin can be classified into three main groups [3]: 
1. Primary cutaneous marginal zone lymphoma
2. Primary cutaneous large B-cell lymphoma
3. Primary cutaneous follicle centre cell lymphoma.

In this case report, a middle aged female patient with 
multiple, indurated, erythematous papules and nodules 
in the neck and back area and histopathologically 
diagnosed with primary cutaneous follicle centre cell 
lymphoma of the skin (PFMHL) is presented and 
the disease is discussed in the light of the current 
information.

CASE REPORT

A sixty year old patient presented to our clinic with a 
red rash in her neck and back which were present for 
six months. During the dermatologic examination, 
numerous erythematous and indurated red and 
purple papules and nodules were observed in her 
neck and back (Fig. 1). No lymphadenopathy or 
hepatosplenomegaly was observed during her systemic 
examination. Skin biopsies were taken from the lesions 
with the pre-diagnoses of cutaneous B-cell lymphoma, 
sarcoidosis, multiple myeloma, lymphomatoid 
papulosis, pseudolymphoma, cutaneous plasmacytoma, 
and mastocytosis.

ABSTRACT

Primary cutaneous B-cell lymphomas are defined as malignantB-cell proliferations presenting with cutaneous involvement 
alone and no evidence of extracutaneous manifestationswhen complete staging has been performed. Primary cutaneous 
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Histopathologically, nodular lymphoid aggregates with 
large hyperchromatic nuclei and irregular contours, 
some with visible nucleoli and narrow cytoplasm, 
resulting from small to medium diameter, atypical 
neoplastic lymphoid cell proliferation and mixed with 
centrocytes and centroblasts were observed in the 
perivascular areas within the dermis (Fig. 2). Around 
these lymphoid aggregates, mantle zones were observed 
and tingible body macrophage loss was detected within 
the follicles.

The immunohistochemical examinations revealed 
diffuse and strong staining with CD 20 (Fig. 3), CD79a, 
Bcl-2 and Bcl-6, and positive staining with CD23 in the 
focal areas. No immune reaction was observed with 
CD 10, Tdt and cyclin-D1. In a small number of mature 
lymphocytes, positive (+) staining was observed with 
CD3, CD4, CD8 and CD5. Only a few immunoblastic 
cells were stained using CD 30. The Ki-67 proliferation 

index was around 20-30% at its highest level (Fig. 4). 
Based on the morphological and immunohistochemical 
findings at hand, the patient was diagnosed with 
atypical cell proliferation and mainly with “follicular 
centre cell lymphoma”.

The patient was referred to the haematology clinic 
to investigate any systemic involvement. The tests 
revealed no pathological laboratory findings. The 
patient’s thoracic X-ray was normal. The peripheral 
smear and bone marrow aspiration and biopsy were 
evaluated as normocellular. The cervical and pelvic 
tomographies were observed to be normal. The 
biopsy of the lesion detected during the abdominal 
tomography, which was first thought to be a metastasis, 
pointed out a hemangioma. Since the scans did not 
reveal any foci, the haematology clinic did not start any 
treatment protocol and recommended follow up visits 

Figure 1: Papulonodular lesions observed in the neck and back.

Figure 2: Small nodular lymphoid aggregates in the dermis. H&Ex40.

Figure 3: Diffuse staining of strong intensity with CD20 in the lymphoid 
cells. x200.

Figure 4: The Ki67% proliferation index was observed around 20-30 
in the densest areas. x400.
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every 6 months. No systemic involvement was observed 
during the follow up. In the last visit, the patient stated 
that some of the lesions had disappeared, only to be 
replaced by new ones.

Prior to the study, patient gave written consent to the 
examination and biopsy after having been informed 
about the procedure.

DISCUSSION

PFMHL is the most frequently observed type of 
cutaneous B-cell lymphomas comprising approximately 
40% of all the cases [1]. It features neoplastic B-cells 
morphologically and immunophenotypically resembling 
follicle centre cells and including the centrocytes and 
centroblasts in the skin. It is mainly located on the 
head and at the torso, and shows a slow progress. It 
usually grows diffusely and with few follicular growth 
patterns. Lesions located at the back are defined as 
“Crosti lymphoma” or “reticulohistiocytoma of the 
back” [2-5]. The dermatological examination reveals 
individual or grouped, red to brown coloured papules, 
plaques and tumours, while ring-shaped erythema may 
also be observed around certain lesions. Ulcerations 
are not commonly observed and the lesions are usually 
asymptomatic. They are frequently located on the 
hairy skin, forehead, neck and torso, while the lower 
extremities are rarely involved [6]. Multifocal lesions 
are not an indication of a bad prognosis. The clinical 
development of the disease shows a slow progress 
though the lesions may spread wider if left untreated. 
The disease rarely spreads to the other tissues than the 
skin. It is usually observed in the 5th and 6th decades of 
life [2], although cases observed in younger patients 
have also been reported [7]. The thoracic, abdominal 
and pelvic CT scans and the bone marrow biopsy 
performed for the purpose of staging is negative during 
the diagnosis [2].

The histopathological examination reveals diffuse 
or nodular infiltration in the reticular dermis and 
subcutaneous tissue. The epidermis is unaffected and 
there is no epidermotropism. A clear grenz zone is visible 
in the papillary dermis [2,4-6]. As the tumoral lesions 
progress, the diameter and number of the neoplastic 
B-cells increases, while the number of the reactive 
T-cells decreases. A mix of centrocytes, centroblasts and 
reactive T-cells is observed in early and small lesions. 
In large and rapidly growing tumours, monomorphic 
follicle centre cells, large centroblasts, multilobulated 

cells and rarely spindle cells are observed. During the 
immunophenotypic examination, 60-70% of the cases 
are positive in terms of monoclonal rearrangement. 
B-cell phenotypes CD19, CD20, CD22 and 79a are 
positive. While Bcl- 6 is positive, CD- 10 is frequently 
(+) and CD5 is (-). The negative Bcl-2 protein and no 
t(14: 18) translocation are the differentiating factors 
from systemic nodal follicular lymphomas during the 
diagnosis. The prognosis is disputable in the patients 
where more than 50% of the neoplastic B-cells produce 
Bcl- 2. Staining through the active markers of B-cells 
such as MUM- 1/IRF4 and FOXP1 is negative in 
most of the cases [2,5]. The t (14: 18) translocation is 
characteristic in the cytogenic examination of systemic 
follicular lymphomas [6]. While the t(14: 18) and Bcl- 2 
expressions are negative in the majority of the follicle 
centre cell lymphomas, inactivation of the P15 and P16 
tumour suppressor genes is rare. Pseudolymphomas are 
important in the differential diagnosis [2].

There are varying approaches to the treatment and 
different protocols are proposed. These include 
radiotherapy in the early stage; chlorambucil multiple 
chemotherapy (CHOP), and intralesional anti-CD20 
monoclonal antibodies for middle stage; and interferon, 
IL- 2, systemic steroids in the advanced stage and in 
case of multiple lesions; and the excision of solitary 
lesions [1]. Radiotherapy may be added in case of 
repeating solitary lesions [5,6,8-10]. The prognosis is 
very good regardless of the growth patterns and the 
number of the blast cells and the 5-year survival rates 
are over 95% [3]. The lesions tend to recur in 30% of the 
cases, although it is not a sign of a poor prognosis [2].

We did not observe any systemic involvement in our 
patient during the diagnosis and the follow up.

The case of a primary follicle-centre cell lymphoma has 
been presented due to its rarity.

Consent

The examination of the patient was conducted 
according to the Declaration of Helsinki principles.
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