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Follicular dendritic cell sarcoma is an uncommon tumor that originates from follicular dendritic cells. The identification and diagnosis of 
FDCS is not as easy as it has close histological resemblance with non-Hodgkin lymphoma, sarcoma, melanoma, undifferentiated 
carcinomas, melanoma, and other dendritic or histiocytic cell disease. The definite diagnosis of FDCS can be established with the help of 
immunohistochemical investigation coupled with imaging modalities such as positron-emission tomography and computed tomography. 
We present a case of an elderly woman with a history of follicular dendritic tumor. The patient was primarily treated with CHOP 
chemotherapy in a different hospital. Upon initial investigation in our institution, disease progression was observed. The patient was treated 
with GEMTAX chemotherapy. The patient showed a partial response to therapy after three cycles of GEMTAX. However, disease 
progression was observed after six cycles of GEMTAX. The patient was switched to ESHAP, wherein after three cycles partial response to 
therapy was observed as per PET-CT scans. Despite the use of all three chemotherapy regimens, recurrence was observed. Systemic 
chemotherapy should be reserved for patients who failed in primary treatment or those with metastatic disease. However, multisite clinical 
trials should be developed to rationalize optimal treatment strategies for this uncommon disease.  
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Introduction 

 
Dendritic cells are specialized immune cells that are 
involved in endocytosis and antigen presentation. They are 
classified as B�cell–associated dendritic cells or T�cell–
associated dendritic cells. Follicular dendritic cells are a type 
of B-cell dendritic cells that are located within the lymph 
follicles. Unlike other dendritic cells, follicular dendritic 
cells have no endocytosis or antigen presenting functions. 
Follicular dendritic cells originate from the mesenchyme and 
play a key role in the activation of B cells and maintenance 
of the lymph follicle environment within the lymph 
follicles.[1] 

Follicular dendritic cell sarcoma (FDCS) is also referred to 
as dendritic reticulum cell sarcoma. It was first described in 
1986 by a team of researchers based on a series of four 
cases. FDCS was reported in the lymph nodes in all cases. 
However, only a few cases have been reported since then in 
the literature. In most cases, major sites of FDCS involve 
lymph nodes while nearly one-third of cases involve 
extranodal sites.[2] Since the incidence of FDCS is low and 
that there is limited experience of the disease, it is often not 
considered during initial investigation or misdiagnosed.  
FDCS is a very rare tumor that originates from follicular 
dendritic cells. FDCS is not easy to identify as it has similar 
histological similarities with sarcoma, non-Hodgkin 
lymphoma, undifferentiated carcinomas, melanoma, and 

other histiocytic cell or dendritic cell disease.[3]  
Immunohistochemical investigations are required for the 
definite diagnosis of FDCs. Morphologically, FDCS is 
characterized by diffuse sheets, whorls, spindled to ovoid 
cells forming fascicles or nodules. In most cases, tumor 
tissue would present lymphoplasmacytic infiltration.[4] 
Follicular dendritic cell differentiation markers are often 
expressed by tumor cells. Some of the markers include 
CD21, CD23, and CD35. Additionally, podoplanin, fascin, 
and clusterin are found positive during 
immunohistochemical investigation.[4]  
Surgery has been considered as the standard therapy for 
patients presenting with local disease. Adjuvant 
chemotherapy has no significant impact on survival 
outcomes.[5] In cases of multi-organ involvement or 
unresectable disease, chemotherapy may benefit.[6] Till date, 
there is no standard or optimal chemotherapy regimen for 
this rare disease. Thus, there is a need to accumulate case 
reports, understand the pathophysiology of FDCS and 
determine an optimal treatment plan for such patients. 
 

Case Report 

 
A 61-year-old man reports to the out-patient department 
(OPD) with acute abdominal pain and generalized weakness. 
The patient was treated at a previous hospital for follicular 
dendritic tumor. The patient had received 5 cycles of 
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chemotherapy with cyclophosphamide, doxorubicin, 
vincristine, and prednisone (CHOP) protocol. Reassessment 
of consecutive computed tomography (CT) scan showed 
progressive disease. 
On initial examination at our OPD, the patient’s vital signs 
were stable with no evidence for weight loss or fever. 
Physical examination revealed palpable, fixed tender mass in 
the left side of the abdomen extending from hypochondrium 
to mesogastrium on left. The laboratory data were normal.  
A positron-emission tomography (PET) scan was conducted 
initially. The scan revealed heterogeneously enhancing 
hypermetabolic well defined soft tissue mass in mesentery in 
the left lumbar region with necrotic areas and calcification 
foci within it. Multiple enhancing peri-lesional nodes were 
observed. Multiple hepatic deposits were observed. Multiple 
retro-peritoneal nodes with no abnormal metabolic activity 
were also observed [Figure 1]. 
 

 
Figure 1: PET-CT Scan- Heterogeneously enhancing 
hypermetabolic well-defined soft tissue mass in mesentery in 
the left lumbar region with necrotic areas and calcification foci 
within it is observed. 
 

 
Figure 2: PET-CT Scan: Well-defined soft tissue mass in 
mesentery in the left lumbar region measuring 11.8x 8.1 x 7.4 
cm is observed. 
 
The patient was treated with gemcitabine/docetaxel 
(GEMTAX) chemotherapy.  
A follow-up PET scan revealed well defined soft tissue mass 

in mesentery in the left lumbar region measuring 11.8x 8.1 x 
7.4 cm [Figure 2]. Multiple necrotic areas and calcification 
foci within the mass were observed. Fat planes with left 
psoas muscle, small and large bowel are maintained. Mild 
hepatomegaly with metastatic hepatic lesions was observed. 
Dilated bowel loops were observed within the abdominal 
cavity. However, features of intestinal obstruction were 
absent. 
After 3 cycles of GEMTAX, the patient was evaluated using 
PET. As per the investigation, stable hypermetabolic soft 
tissue mass in mesentery in the left lumbar region was 
observed. The central necrosis was observed to have 
increased. However, hepatic metastatic lesions appeared to 
have reduced in size with resolution/reduction in metabolic 
activity for most of the lesions. Based on the overall 
radiological investigation, the patient appeared to have a 
partial response to therapy. The patient was treated with a 
total of six cycles of GEMTAX protocol. Follow-up 
investigation using PET revealed an increase in size and 
metabolic activity of metastatic hepatic lesions. Mild 
splenomegaly with increased metabolic activity was also 
observed [Figure 3]. The overall radiological investigation 
was suggestive of disease progression despite rigorous 
chemotherapy. 
 

 
Figure 3: Follow-up PET-CT scan: An increase in size and 
metabolic activity of metastatic hepatic lesions. Mild 
splenomegaly with increased metabolic activity was also 
observed. 
 

The patient was switched to etoposide, methylprednisolone, 
cytarabine & cisplatin (ESHAP) chemotherapy. The patient 
was treated with a total of three cycles of ESHAP. Follow-
up investigation using PET scan revealed a stable size of 
mesenteric soft tissue mass in the left lumbar region with 
central necrosis and reduced metabolic activity. Significant 
reduction in metabolic activity and mild reduction in the size 
of the metastatic hepatic lesions was observed. Mild 
reduction in the non-FDG avid perilesional and 
retroperitoneal nodes was observed (Fig. 4).  The overall 
features are suggestive of a partial response to therapy. 
Unfortunately, the patient died after a few weeks. 
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Figure 4: Follow-up PET-CT scan: Significant reduction in 
metabolic activity and mild reduction in the size of the 
metastatic hepatic lesions was observed. Mild reduction in the 
non-FDG avid perilesional and retroperitoneal nodes was 
observed. 
 

Discussion 

 
FDCS is an uncommon neoplasm that is known to have low-
to-intermediate malignant potential. In patients with FDCS, 
slow-growing and painless masses would be observed 
without any systemic symptoms.[7] However, patients with 
abdominal disease may present with abdominal pain as seen 
in our case.  
FDCS are commonly in the peripheral lymph nodes, wherein 
the cervical nodes are the most common site. Some other 
sites affected by FDCS include retroperitoneal, mediastinal, 
and mesenteric area lymph nodes.[8] In our case, 
heterogeneously enhancing hypermetabolic well defined soft 
tissue mass in mesentery in the left lumbar region was 
observed. In context to the diagnosis of FDCS, imaging 
modalities can be of great help. Imaging tools can help in 
assessing the extent of mass and staging. Ultrasound and CT 
are the preferred imaging modalities for the initial diagnosis 
of FDCS.[8] In our case, PET scans helped in the initial 
assessment of the patient as well as follow-up evaluation to 
assess disease progression or response to therapy.  
As per current literature, surgical resection is a preferred 
choice for FDCS while there is no standard chemotherapy or 
adjuvant therapy. The CHOP chemotherapy regimen has 
been widely used by oncologists, wherein some degree of 
response has been observed. In our case, the patient showed 
good initial response post-GEMTAX chemotherapy 
regimen. However, disease progression was noted after three 
cycles of GEMTAX regimen. ESHAP chemotherapy was 

used as a third-line chemotherapy treatment. The patient 
showed a partial response to therapy but died after several 
weeks. 
 

Conclusion 

 
To conclude, FDCS is an uncommon neoplasm. However, 
the frequency of FDCS has increased in the past few years. 
In patients presenting with lymph node enlargement, the 
disease should be kept in mind. It is difficult to provide 
effective treatment recommendations while surgical 
resection remains the mainstay treatment for localized 
disease. The possible roles for chemotherapy or radiotherapy 
remain unclear in such cases. Systemic chemotherapy should 
be reserved for patients who failed in primary treatment or 
those with metastatic disease. In our case, the use of CHOP, 
GEMTAX, and ESHAP chemotherapy regimen were used. 
However, partial response was observed with recurrence in 
all three treatment regimens. Multisite clinical trials can help 
understand and rationalize optimal treatment strategies for 
this uncommon tumor.  
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