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CLINICAL CASE

Follicular dendritic cell sarcoma. Case report
Sarcoma de células dendriticas foliculares. Informe de un caso
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Abstract

Background: Follicular dendritic cell sarcoma is a rare pathology, it occurs mainly in nodal sites such as head, neck, orophar-
ynx, although extranodal presentation such as spleen and liver may occur. In most cases it is asymptomatic but may present
general symptoms, abdominal pain or fever. Immunohistochemistry is essential to make a definitive diagnosis.
Case presentation: Forty-year-old woman, with submaxillary lesion, in the neck, right fronto-parieto-occipital region with dry
oral mucosa. It was initially managed as a Sjégren’s syndrome ruled out by the histopathological result of salivary gland bi-
opsy. Subsequently, a neck ganglion biopsy was performed that reported follicular dendritic cell sarcoma, with positive im-
munohistochemical expression for CD23 and negative for CD21 and LCA. It was managed with samarium with a survival of
3 months from the time of its diagnosis. Conclusions: Follicular dendritic cell sarcoma is rare and its global survival is short.
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Resumen

Antecedentes: E/ sarcoma de células dendriticas foliculares es una enfermedad rara, caracterizada principalmente en sitios
nodales como la cabeza, el cuello y la orofaringe, aunque puede ser extranodal, como en el bazo y el higado. En la mayoria
de los casos cursa asintomatica, pero puede presentar sintomas generales, dolor abdominal o fiebre. La inmunohistoquimica
es indispensable para llegar a un diagndstico definitivo. Presentacion del caso: Mujer de 40 afios, con abultamiento sub-
maxilar en el cuello, region frontoparietooccipital derecha, y sequedad de mucosa oral. Se manejo inicialmente como un
sindrome de Sjégren, que fue descartado por el resultado histopatoldgico de la biopsia de gldndula salival. Posteriormente se
realizé biopsia de ganglio del cuello, que reportd sarcoma de células dendriticas foliculares con expresion inmunohistoquimi-
ca positiva para CD23 y negativa para CD21 y ACL. Se manejo con samario y tuvo una sobrevida de 3 meses desde el
diagndstico. Conclusiones: el sarcoma de células dendriticas foliculares es raro y la sobrevida es corta.
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|ntroduction

Follicular dendritic cell sarcoma (FDCS) is a rare
neoplasm characterized by follicular dendritic cells
differentiation. It was described by Monda et al. in
1986' and, so far, about 400 cases have been reported
in the world literature?. It can occur in the neck, the
mediastinum, the spleen, the liver, and other sites,
such as the oropharynx.

Symptoms depend on tumor location; when it oc-
curs in the neck, it can be asymptomatic, although
some patients experience abdominal pain or systemic
manifestations such as fever, fatigue and nocturnal
diaphoresis?®45. Evolution is variable. Currently, there
is no well-established treatment strategy, and its
prognosis is poor for life in the short term. The purpose
of this study is to present the clinical case of a
woman with FDCS in the neck, her evolution and her
treatment.

Clinical case

Forty-year-old woman in whom her ailment had
started 6 months earlier, when she noticed a submax-
illary bulge, in the neck right fronto-parieto-occipital
region, with oral mucosa dryness. It was managed as
a case of Sjogren’s syndrome, but salivary gland bi-
opsy histopathological report showed no diagnostic
criteria for it. Subsequently, the patient underwent
diagnostic workup, with blood count report with
depletion of all three series: hemoglobin 11.6,
platelets 19,000, white blood cells 1,300, creatinine
(2.85 mg/dL) and lactate dehydrogenase elevation
(713 U/L); coagulation and liver function tests were
normal. Head and neck computed tomography re-
ported a lateral neck mass of origin to be determined,
without ruling out a neoplastic process being possible;
adenopathy at level Il on left side of the neck and at
levels Il, 1ll, and IV on right side (Fig. 1). Bone scan
showed bilateral fronto-parietal, sacroiliac, femoral
and ischial lytic lesions (Fig. 2).

Owing to the blood count alteration and advanced
clinical stage, the patient was not considered to be
candidate for surgery, which is why she only under-
went biopsy of the neck bulge area.

Histopathological report indicated FDCS (Fig. 3),
and immunohistochemistry showed negative expres-
sion for CD21, positive for CD23 and negative for
leukocyte common antigen (LCA) (Figs. 4 to 6).

Figure 1. Computed tomography: lateral lesion of the neck of origin
to be determined, adenopathy at level Il of left side of the neck and at
right-side levels II, Il and IV.

Treatment with samarium at a dose of 3.4 mR/h was
established. The patient had radiotherapy sessions
scheduled, which were not concluded because she
was in poor general condition, with fatigue, asthenia
and adynamia, which required hospital admission.
During this hospitalization, anemia, thrombocytopenia
and leukocytopenia were documented. She had blood
products transfused, and died 8 days later. Survival
of this patient was 3 months from diagnosis to death.

Discussion

FDCS is a neoplastic proliferation that implies the
fusion of ovoid cells with morphology and phenotypic
characteristics similar to those of normal follicular
dendritic cells. The World Health Organization
classifies it as a histiocytic and dendritic cell neoplasm?.
Dendritic cells are non-myeloid, non-phagocytic cells
of innate immunity, which are found primarily in
germinal centers and secondarily in lymphoid organs,
and are characterized for expressing CD21, CD35,
R4/23 and KiM4e on their surface®. FDCS can occur
at lymph nodes and extranodal sites, such as the oral
cavity, nasopharynx, gastrointestinal tract, liver,
pancreas, and spleen®. Pang et al.2, in a MEDLINE
review, published two cases of FDCS in men and
reported 97 additional cases over a 46-year period
(1978 to 2014), with 40% of cases occurring in cervical
lymph nodes, 24% in the oropharynx, and 10% in soft
tissues of the neck. The youngest ages (30.1 +
16.5 years) at presentation were in patients with soft
tissue lesions of the neck, and the oldest ages (61.5
+ 17.0 years), in subjects with thyroid neoplasms with



Figure 2. Bone scan: osteoblastic activity increase is observed at fron-
tal and parietal bones, sacroiliac joints, bilateral ischium and femur.

a slight predominance of occurrence in men (53%),
and mean tumor diameter of 4.5 cm. Another study
reports 14 cases of FDCS over the 1995 to 2005
period, at M.D. Anderson Cancer Center, out of which
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Figure 3. Hematoxylin & eosin staining (x 40): cells with an histiocytic
appearance are observed, with apparent nucleolus and some of them
with a slit.

Figure 5. Immunohistochemistry: CD23 positive expression.

21.42% had cervical lymphadenopathy; 35.71%,
abdominal lymphadenopathy; 21.42%, mediastinal
tumors; 14.28%, nasopharyngeal disease; and 7.14%,
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Figure 6. Immunohistochemistry: LCA negative expression.

pleural effusion®. Patients are usually asymptomatic
and the only clinical sign may be a painless, slowly-
growing cervical lymphadenopathy?. These neoplasms
are related to paraneoplastic syndromes, such as
pemphigus, myasthenia gravis and Castleman
disease?®. There are immunohistochemistry markers
that support the diagnosis, but they are non-specific.
Some, such as CD21, CD23 and CD35, are frequently
expressed in FDCS, and there are other markers, such
as CD68, vimentin and S100, which may be expressed,
but are more common in pathologies such as
undifferentiated pleomorphic sarcomas, Langerhans
cell histiocytosis and schwannomas, respectively'®.

Differential diagnoses for FDCS include interdigitat-
ing dendritic cell sarcoma, thymomas, spindle cell
carcinomas, undifferentiated carcinoma metastases,
malignant melanoma, and gastrointestinal stromal cell
tumors (GIST)3.

Surgical resection can be carried out when clinical
stage and patient conditions allow it. Combined treat-
ment with surgery, radiotherapy and chemotherapy
appears to be the best option, with an overall survival
of up to 8 years®”.

FDCS has a variable clinical course, and there is
currently no standard treatment strategy. Its prognosis
is poor, with a short survival, which depends on the
clinical stage the disease is detected at. Local recurrence
is common (40-50% of reported cases) and metastases
from lymph node tumors occur in approximately 10% of
patients, in comparison with extranodal tumors, which
have a higher metastatic potential (20%)?2.

It is important to highlight the usefulness of
immunohistochemistry techniques in the differential

study of this type of lesions, due to the high sensitivity
and specificity of CD21, CD35 and CD23 antibodies,
as demonstrated by Jorge-Buys et al.7 in their five-
case series.

The presented case, diagnosed at clinical stage 1V,
exhibited high morbidity and a short survival (3 months),
which is consistent with the world literature.
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