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Abstract 

 

Follicular dendritic cell sarcomas (FDCS) are spindle cell lesions that are large, slow-growing masses in 

either nodal or extranodal regions or both and originate from B-cell follicles of the lymph nodes. Most 

tumors originate from the cervical lymph nodes, but retroperitoneal and mediastinal origins have also been 

reported. Extranodal areas include soft tissues, skin, tonsils, gastrointestinal tract, liver, and spleen. The 

spleen is an uncommon location for an FDCS and for this reason, the tumor may be underdiagnosed or 

overlooked because of confusion with other solid tumors. In this study, we present a patient with a splenic 

FDCS who presented clinically with abdominal pain and diarrhea. The patient underwent a splenectomy 

and had an uneventful remission.  
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Introduction 

Follicular dendritic cells may demonstrate as antigen presenting cells in B-lymphocyte 

mediated humoral immunity. A follicular dendritic cell sarcoma (FDCS) is an uncommon type 

of tumor with a low incident rate. Although these tumors are primarily found in cervical lymph 

nodes, they can be localized in extranodal regions. Extranodal areas include soft tissue, skin, 

tonsil, gastrointestinal tract, liver, and spleen. FDCS have a serpiginous growth pattern of the 

lymph nodes that may progress by leaving residual areas between the nodules [1]. FDSCs may 

clinically present with regional growth of lymph nodes or intraabdominal masses. Due to their 

aggressive biological patterns, they are reported to have high local recurrence and metastasis 

rates and can cause a decrease in patient survival [2]. This article presents a case of a FDCS that 

was localized in spleen. 
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Case presentation 

We received written consent from the patient after 

which we designed the study. A 58-year-old male with no history 

of chronic disease presented with ongoing abdominal pain and 

diarrhea over the course of one month. Physical examination 

revealed a closed Traube’s space and splenomegaly. Laboratory 

investigations showed elevated levels of white blood cells (17.3 

x 103/L), C-Reactive Protein (CRP) of 8.28 mg/L (reference 

range: 0-5 mg/L), cancer antigen-15-3 (CA-15-3) of 30.1 U/mL 

(reference: <30 U/mL), and CA-125 of 45 U/mL (reference: <35 

U/mL). No other laboratory abnormalities were found. On a 

computed tomography (CT) scan, the long axis of the spleen was 

found to be remarkably increased by 168 mm. A bilobular, 

heterogeneously enhanced, solid lesion measuring 14 cm 

extending from the hilus of the spleen to the lower pole was 

detected, and the left kidney was compressed by the lesion 

inferomedially (Figure 1). Endoscopic evaluation showed no 

pathological findings in the upper or lower gastrointestinal tract. 

The patient underwent surgery for explorative laparotomy and 

was diagnosed with a primary splenic tumor. The tumor had not 

invaded the surrounding tissues and was limited to the splenic 

capsule. The tumor was excised with en-bloc splenectomy 

(Figure 2). Abdominal exploration revealed no additional 

macroscopic pathology. Histopathological examination 

confirmed that the lesion was an FDCS with spindle cell 

fascicles that formed a storiform pattern (Figure 3). The splenic 

capsule was intact, and the surgical margins were found to be 

negative in agreement with a macroscopic examination. 

Significant cytological atypia and extensive coagulative necrosis 

were detected in the lesion. Based on immunohistochemistry, 

examination showed positive cluster of differentiation (CD)-23 

and -21 whereas CD-3, -20, -117, and -138 were found to be 

negative. The percentage of Ki-67-stained tumor in the hotspots 

was found to be 60%. The patient was discharged without any 

post-operative complications and has completely recovered. The 

patient was referred to the oncology clinic for follow-ups. 
 

Figure 1: Computed tomography (CT) view of the heterogeneously enhanced, bilobular solid 

splenic lesion (arrow) 
 

 
 

 

 

 

 

 

 

 

 

 

 

Figure 2: Macroscopic view of the excised tumor with en-bloc splenectomy.  
 

 
 

Figure 3: Histopathological view of the spindle cell fascicles that formed a storiform pattern 

in the resected spleen material. Oval cells and lymphocytes are found between the spindle 

cells. 
 

 
 

Discussion 

FDCSs are recently frequently described in the literature 

[3]. Most of these tumors originate from the cervical lymph 

nodes, whereas mediastinal and retroperitoneal origins have also 

been reported. Retroperitoneal tumors have only been reported as 

sporadically developed tumors. Due to their aggressive 

histopathological nature, high incidence of local recurrence and 

metastasis and poor survival rates have been reported [2]. 

Although patients often present with regional enlarged lymph 

nodes, spleen sarcomas mostly present as a palpable mass in the 

abdomen [4]. FDCS are rare malignancies with heterogeneous 

outcomes. Patients with bulky, extranodal, and/or intra-

abdominal disease at presentation usually have poor outcomes 

[5]. 

Physical examination revealed a closed Traube’s space 

and splenomegaly. Elevated WBCs, CRP, and tumor markers 

were reported. Radiological evaluation revealed a bilobular, 

well-bordered splenic mass that had not invaded the surrounding 

tissues.  

FDCSs have a serpiginous growth pattern of the lymph 

nodes that may progress by leaving residual areas between the 

nodules. Immunohistochemically, the tumor has a unique 

phenotypic profile, including follicular dendritic cell markers: 

(10 CD21 and (2) CD35. They also express CD23, CD68, fascin, 

and clusterin, whereas CD1a, S100, desmin, actin, and 

cytokeratin expression is not found [1]. 
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CT imaging with focal, course, single, or multiple 

masses occurring intra-abdominally and/or retroperitoneally, 

which are relatively larger sized and have significant internal 

necrosis, should lead to consideration of a possible FDCS [6]. 

Magnetic resonance imaging is helpful in determining the extent 

of the lesion, its relationship with the surrounding tissues, and 

the tumor stage. T1-weighted sections indicated an isointense 

expansive mass, whereas T2-weighted sections indicated a 

homogeneous, slightly hyperintense mass after a gadolinium 

infusion was administered [6]. 

FDCS is a rare type of tumor with low incidence rates. 

No specific treatment guidelines for FDCSs are available. 

Resection of the tumor with a wide surgical margin is usually 

recommended much the same as is done for other sarcomas [7]. 

Currently, surgery is the primary choice of treatment, and in the 

case of resectable FDCS, adjuvant chemotherapy or radiotherapy 

can be used to improve survival rates [8]. 

Conclusion 

In conclusion, FDCS is an uncommon tumor that can 

remain underdiagnosed or overlooked since it has imaging 

features similar to other solid tumors. The current report 

describes the main clinical features and discusses the diagnostic 

challenges and treatment options. Immunohistochemistry and 

specific FDCS markers are important for determining the tumor 

differentiation grade. Currently, complete surgical resection is 

warranted. After proper surgical resection, FDCS generally has a 

favorable prognosis. 
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