
   Pak J Med Sci   2009   Vol. 25   No. 6      www.pjms.com.pk   1021

Case Report

CASTLEMAN’S DISEASE IN ASSOCIATION
WITH FOLLICULAR DENDRITIC CELL

SARCOMA PRESENTING AS A NECK MASS
S. Hassan1, Y. Suhaimi2, A. Baharudin3

ABSTRACT
Castleman’s disease is a condition which usually occurs in the mediasternum. Very few cases
have been reported to present as a neck swelling. Castleman’s disease is rarely associated with
follicular dendritic sarcoma. We report a case of 65 years old male with painless and slowly
progressive right neck swelling who was initially suspected to be schwannoma but proved to be
a Castleman’s disease with associated follicular dendritic sarcoma.
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INTRODUCTION

Castleman’s disease (CD) is a rare heteroge-
neous group of lymphoproliferative disorder
with a typical presentation of a lymphadenopa-
thy in the mediasternum. Only six percent of
cases have been reported to present in the neck.1

The etiology and pathogenesis of this entity is
still unclear. It is histologically and
prognostically distinct from malignant lymph-
node hyperplasia. It was first described in 1956
by Castleman et al2 in a group of patients with

benign localised hyperplastic lymph-nodes.
Histologically, it is characterized by
angiofollicular lymph-node hypertrophy.

CD can be either localized (hyaline-vascular
and plasma type), multicentric or mixed.
Localised CD by definition is localized to one
site. Fifty one percent of patients are asymptom-
atic especially in hyaline-vascular type.3

Usually they are discovered incidentally dur-
ing routine physical examination, chest X- ray
or abdominal ultrasound. It features lymphoid
hyperplasia associated with excessive
angiogenesis.

About seventy percent of affected patients are
less than 30 years old and males are affected
more than females (4:1). Presentation can be
asthenia (20%), fever (20%), weight loss (10%),
abdominal or thoracic pain which mostly
associated with plasma type.

CASE REPORT

A 65 years old man presented with a painless
right sided neck swelling which progressively
increased in size for three years. He experienced
neck discomfort and mild difficulty in swallow-
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ing especially to solid food. He didn’t have any
difficulty of breathing or any constitutional
symptoms. He also denied any history of expo-
sure to any patient with tuberculosis.

On examination, there was a large right sided
neck swelling measuring five centimeters by ten
centimeters which extended from upper third
of the neck down to the clavicle. The swelling
had a smooth surface, well defined border, hard
in consistency and not tender. The anterior part
of the mass extended down to the upper
mediasternum. No other cervical lymph nodes
were palpable. Examination of both vocal cords
showed normal movement. Other examinations
revealed no significant finding.

Fine needle aspiration and cytology showed
mesenchymal lesion with atypia. CT scan from
base of skull to thoracic inlet showed fairly well
defined heterogeneously enhancing soft tissue
density lesion with area of necrosis at the right
side of the neck and deep to the sternocleido-
mastoid muscle. The carotid and internal jugu-
lar vein on the right side are splayed.

The right internal jugular vein was displaced
laterally to the right side. Adjacent brachio-
cephalic vein was stretched. The mass extended
to the anterior mediasternum on the right side.
The right carotid was displaced anteromedially.
Multiple small soft tissue density lesions sug-
gestive of lymph nodes were seen in the right
cervical region and lymphadenopathy was also
noted adjacent to the lesion.

Based on the location of the lesion, the fea-
tures are suggestive of mass from neural origin
such as schwannoma or neurofibroma. Patient
had undergone excision of the right neck mass
with selective posterolateral neck dissection.
During procedure, the mass was noted to be
situated in between internal jugular vein and
common carotid artery. Part of the mass at the
upper anterior mediasternum was excised with-
out opening of the sternum. Grossly, the mass
was irregular in shape attached by
fibrocollagenous band. It was encapsulated with
greyish brown in colour. The cut section of the
mass showed greyish white lobulated areas
with foci of calcification, necrosis and cystic
area. It also consists of fibro fatty tissue with
attached lymph nodes.

There was also prominent lymphoplasma
cells infiltrate and clusters of foamy macroph-
ages with scattered eosinophils were present in
the stroma through out the tumour. Mitotic fig-
ures are scanty in these cellular areas with
hyalinised stroma. Other areas display highly
cellular foci with sheet of cells separated by
fibrovascular septi. Lymphoid follicles of vary-
ing sizes with germinal centre also scattered in
the background. Several follicles appear burnt
out with hyalinised venules at the centre.
Tumour necrosis was seen focally but was not
prominent. Immunohistochemical stained was
positive for Vimentin, CD 68 and Ki-67.

Fig-1: Plain chest x-ray (PA view) of the patient
showing haziness over right lower neck with

deviation of trachea to the left side.

Fig-2: Plain CT scan of the neck of the patient show-
ing heterogenous soft tissue mass at the right side of
the neck and deep to the sternocleidomastoid muscle.
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DISCUSSION

Multicentric or generalized CD is character-
ized by manifestation of multisystem involve-
ment with predominant lymphadenopathy pre-
sentation especially involving peripheral lymph
nodes. Individuals with this type of CD often
exhibit symptoms similar to those associated
with the plasma cell type. In addition, some in-
dividuals may have an enlarged liver and spleen
(hepatosplenomegaly). Patients with multicen-
tric disease tend to be older individuals in their
fifth or sixth decade. Patient may present with
asthenia (65%), weight loss (67%) and fever
(69%) which is as consequence of elevated
Interleukin-6 (IL-6). 24% of cases have been as-
sociated with POEMS (Peripheral polyneuropa-
thy, Organomegaly, Endocrinopathy, Mono-
clonal gammopathy (M-Protein) and Skin signs)
Syndrome. Non-Hodgkins lymphoma and
Kaposi’s sarcoma was also documented to
occur with increased frequency in patients with
the multicentric variant.4

Follicular dendritic sarcoma (FDS) was
described to be associated with CD (hyaline –
vascular type) in 10% to 20% of cases.5 How-
ever, these localizations of FDS associated with
CD were different from the usual site distribu-
tion of this disease. Only one report has
demonstrated the evolution of CD toward fol-
licular dendritic sarcoma.6 In one study, they
postulated that the CD is a reactive stage of the

FDS tumor rather than a precursor lesion. How-
ever in some cases FDS appeared many years
after the diagnosis of CD at the same anatomic
location. The probable progression of FDS pro-
liferation in the setting of CD is, at first limited
to the follicles followed by overgrowth in the
interfollicular and finally in the form of a
Follicular Dendritic Sarcoma .67

According to the World Health Organization
classification of tumors of hematopoietic and
lymphoid tissues, FDS belongs to histiocytic and
dendritic cell neoplasms.8 The tumors located
in cervical lymph nodes and tonsils are rela-
tively well-circumscribed nodular or bosselated
masses.

Histologically, it is composed of spindle or
oval cells, arranged in sheets and focally show-
ing a storiform or whorled growth pattern. Epi-
thelioid cells and multinucleated giant cells may
be seen. The immunophenotype of FDCS is
positive for CD21, CD35, Ki-M4p, and Ki-
FDC1p; and variably positive for vimentin, S-
100 protein, CD68, and specific muscle actin.8,9

The differential diagnosis for FDS including
squamous cell carcinoma, undifferentiated car-
cinoma, large cell lymphoma, meningioma,
malignant melanoma, thymoma, malignant
fibrous histiocytoma, peripheral nerve sheath
tumor, angiosarcoma, and inflammatory
pseudotumor.10 These diagnoses can be ruled
out by immunohistochemical studies because
the tumor cells do not express specific FDC

Fig-3: Cut section of right neck mass showed
area of necrosis and cystic component.

Fig-4: Microscopic findings showed area of
lymphoplasma infiltration with hyalinised stroma.
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markers. 11 However, there may be diagnostic
difficulties with these rare tumors especially at
extra nodal site where they can be misdiagnosed
since FDC markers are not routinely used in the
immunohistochemical study of poorly
differentiated tumors.8,10

Surgery is the mainstay of treatment for
follicular dendritic sarcoma. In this case, total
excision of tumour and selective posterolateral
neck dissection was performed despite
no confirmation of preoperative tissue
diagnosis. There is a role of radiotherapy and
chemotherapy especially when the tumour is
aggressive, high volume and surgically
inaccessible.12

CONCLUSION

Since Castleman disease with follicular
dendritic sarcoma is very rare, it is important
to get a definite tissue diagnosis prior to
definite management especially if the patient
presents with neck swelling and systemic
symptoms.
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