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Abstract
Primary cutaneous follicle center lymphoma  is a rare disorder. Although there are several 
treatment options, large clinical trials on the treatment of primary cutaneous follicle center 
lymphoma are lacking. Optimal treatment of this disease is unclear. We describe a case of 
primary cutaneous follicle center lymphoma treated with systemic rituximab, and review the 
literature. 
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Introduction
Primary cutaneous lymphoma is an uncommon disease with 
estimated incidence of 1/100,000.1 Primary cutaneous follicle center 
lymphoma (PCFCL) is the most common subtype of primary 
cutaneous lymphoma.2 PCFCL occurs primarily in the elderly with 
a median age of 51 years and male to female incidence ratio of 
1.84.3, 4  Due to the rarity of the disease, large clinical trials on the 
treatment of PCFCL are lacking. Optimal treatment of the disease is 
less clear and based on case reports and small case series. In this 
article, we present a case of PCFCL treated with systemic rituximab, 
and review the literature.

Case Report
Presentation: A 53-year-old Caucacian man presented to the 
oncology clinic with a six-month history of a slowly enlarging, 
painless mass on the neck. The patient denied any weight loss, 
fever or night sweats. Review of systems was negative. Physical 
examination was significant for a 3 X 3 cm non-tender mass on the 
left cervical region.  Systemic examination was normal. There was 
no hepatomegaly, splenomegaly or lymphadenopathy. CT scan of 
the neck showed a 3 X 3 cm well circumscribed mass in the soft tis-
sues underneath the subcutaneous regions. An excisional biopsy of 
the mass showed a dermal lymphoid infiltrate forming large, 
irregular follicles (Figure 1). 

The follicles were composed of CD20+, CD79a+ B cells with strong 
BCL6 positivity (Figure 2, Figure 3, Figure 4) and weak CD10 
expression. The neoplastic cells were negative for BCL2, CD5 and 
cyclinD1. These findings were consistent with a diagnosis of primary 
cutaneous follicle center lymphoma. The patient’s complete blood 
count and metabolic panel were within normal limits. He was 

negative for HIV-1, HIV-2, hepatitis B surface antigen, hepatitis B 
surface antibody and hepatitis B core antigen. Serum Beta-2 
microglobulin was 0.87 g/ml. CT scan of chest, abdomen and pel-
vis did not show any lymphadenopathy or suspicious lesions. Bone 
marrow examination was negative for involvement with lymphoma. 
Based on these findings, the patient was diagnosed with localized 
primary cutaneous follicle center lymphoma. 
Treatment: After discussion with the patient about several treatment 
options, the decision was made to treat him with intravenous rituxi-
mab 375 mg/m2 once a week for four weeks. 

Outcome and follow up - The painless mass on the neck 
completely resolved after completion of the treatment. Patient is 
currently being followed up every three monthly with history, 
physical examination. Patient is currently in complete remission for 
last six months.

Discussion
PCFCL is defined as a tumor of neoplastic follicle centers with pre-
dominance of large centrocytes and variable number of centroblasts 
which may have a follicular, follicular and diffuse, or diffuse type of 
growth pattern.5 68.9% cases occur in the head and neck region.4 
The clinical course is generally favorable with a five year survival 
rate exceeding 95%.4, 7, 8 
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Treatment options available are radiotherapy, surgical excision, 
intralesional interferon alpha and intralesional or systemic 
rituximab.6 Unfortunately, large trials comparing different treatment 
options are lacking because of rarity of the disease. At present, there 
is no consensus regarding the initial treatment of choice. In a large 
multicenter, retrospective study, complete remission was achieved 
in 100% of patients with primary cutaneous follicle center lymphoma 
treated with radiotherapy. 5 Only 8 of 101 patients included in this 
study had multifocal disease. Twenty nine patients (28.7%) relapsed 
after initial treatment.

Similarly, in another retrospective study, 64 patients with PCFCL 
were treated with surgical excision.7 Complete remission was 
achieved in 62 patients (96.8%) among which 23 cases relapsed 
(37.1%). All 64 patients had single and small cutaneous lesions.
Intralesional IFN alpha for the treatment of PCFCL has been 
reported in 7 cases. Complete remission rate is 100%, with a 
relapse rate of 28.57 %.6

Reported treatment of 104 cases with multi-agent chemotherapy 
has shown a complete remission rate of 84% and a relapse rate of 
48%. Most of these patients had disseminated cutaneous lesions. 
Treatment was mostly comprised of CHOP or CHOP-like courses.6

Intralesional use of rituximab has been reported in 12 cases of 
PCFCL among which 10 cases achieved complete remission 
(83.33%) and the remaining two had partial remission. Four of 10 
patients with complete remission (40%) developed new skin 
lesions: two in the originally treated site and two at distant skin sites.6

In a report of 11 patients with follicle center lymphoma treated with 
rituximab, there was 100% response rate. Complete remission was 
achieved in 10 patients. Significantly, most of the patients (64%) had 
multifocal disease.8

Figure 1.  Lymphocytes forming large irregular follicles

Figure 2.  Neoplastic cells expressing CD20

Figure 3.  Lymphocytes expressing CD79a

Figure 3.  Follicle composed of B celss with strong bcl6 positivity
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Clearly, there are several options for the treatment of cutaneous 
follicle center lymphoma.  The various treatment modalities are ef-
fective but had differ in their side effect profile. For example, local 
treatment modalities like surgery and radiotherapy may cause es-
thetic impairment. Similarly, systemic treatment with rituximab is as-
sociated with few side effects including allergy and infections. Due 
to absence of randomized clinical trials, there is no clear consensus 
about the treatment modality of choice in PCFCL. Treatment of this 
disease should be guided by discussion with the patients about risks 
and benefits of each approach.

Conclusion
There are several options for treatment of PCFCL. In the absence 
of data from large clinical trials, treatment of this disease should be 
individualized.
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