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Introduction

Castleman’s disease is a relatively
rare disorder of lymphoid tissue.1

Although the most frequent 
localization involves the medi-
astinum, the disease may appear
in other parts of the body where
lymph nodes normally exist.2

Castleman’s disease is known by
various names such as angiofol-
licular lymph node hyperplasia,
giant lymph node hyperplasia,
lymphoid hamartoma, benign
lymphoma, and follicular lym-
phoreticuloma.3 Two histologic
patterns of the disease have been
described; hyaline vascular and
plasma cell.2 To our knowledge,
this is the first reported case of
Castleman’s disease involving the
parotid glands, bilaterally. 

Case report

A 52-year-old female with a two-
year history of swelling in the
bilateral parotid region was
referred to our Department. A
physical examination revealed a
painless, mobile mass sized 2 �

1 cm on the right side, and 2 � 1

on the left side, with regular 
contours. The patient had no 
facial weakness. A computerized
tomography (CT) scan demon-
strated a 1 � 1 cm mass located in
the right parotid gland, and a 1.5 �

1.5 cm mass in the left parotid
gland. These nodules were highly
enhanced with nodular calcifica-
tion (Figure 1). CT scans of the
thorax and abdomen were normal.

A complete blood count and
urine analysis was normal. Liver
function tests and serum globulins
were within the normal ranges.
Serological tests for Toxoplasma
gondii, Brucella, Hepatitis A, B,
and C, and human immunodefi-
ciency virus were negative. Skin
tests for tuberculosis were also
negative. Neurological, endocri-
nological, and dermatological
examinations showed no abnor-
malities. Fine needle aspiration
biopsy (FNAB) of the nodules
revealed lymphoid tissue.

Results

The mass on right side was
excised for both diagnostic and
treatment purposes. Grossly, the

mass was a 1 cm ball with a
smooth surface and encased in 
a capsule. The results of histolog-
ical examinations proved the 
diagnosis of Castleman’s disease
(Figure 2). Six months after the
operation, there were no signs of
recurrence on the right side, but
the mass on the left side had got-
ten larger, and was later excised.
Histological examination of the
left nodule also confirmed the
diagnosis of Castleman’s disease.
The investigation of the thorax
and abdomen were normal. 

Discussion

In 1956, Castleman et al.1 was the
first to describe a large thymoma-
like mass in the mediastinum,
called mediastinal lymph node
hyperplasia. Although its etiology
is not known, a chronic inflamma-
tory response has been implicated
previously.4 The disease is seen
more frequently in adults.5

Castleman’s disease may be
localized or multicentric. Involve-
ment of only one group of lymph
nodes, confirmed by histological
examination, has been described
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as localized disease.3 Keller et al.2

reported 81 patients with localized
Castleman’s disease of whom
86% had the disease localized in
the mediastinum, 3% in the
abdomen, and 11% in the peri-
pheral region. In general, involve-
ment of the neck has been report-
ed in less than 10% of cases.6 To
date, four cases arising in unilater-
al parotid glands were reported in
an English review of the litera-
ture.7 Except for the presence of a
mass, localized forms of the
disease are generally asympto-
matic.

Multicentric disease refers to
the disease involving two or more
groups of lymph nodes, and in
contrast to the localized form, the
multicentric form is a systemic
disease with disseminated lym-
phadenopathy.3 Multicentric
Castleman’s disease can also be
accompanied by POEMS (poly-
neuropathy, organomegaly,
endocrinopathy, monoclonal pro-
tein and skin changes) syndrome.8

The histological features of
localized and multicentric dis-
eases are similar; however, they
differ in clinical features, natural

history, and response to treat-
ment.3 Histologically, two types of
the disease have been described;
hyaline vascular and plasma cell
types.2 It has been reported that
80% of cases with localized dis-
ease are of the hyaline vascular
type, and 20% are of the plasma
cell type. Localized disease with
features of both hyaline vascular
and plasma cell types have rarely
been reported.3 The hyaline is not
usually associated with systemic
symptoms, but the plasma cell
type is usually accompanied by
systemic symptoms such as fever,
anemia, nephritic syndrome,
splenomegaly, and hypergamma-
globulinemia.2

Our case had localized disease
of the hyaline vascular type. In
fact, the masses were composed of
large follicular structures scattered
in lymphoid tissue and surrounded
by a fibrous capsule, and showed
vascular endothelial cell prolifera-
tion and hyalinization. This type
of disease is clinically asympto-
matic.7

Following injection of contrast
medium, a CT scan generally
demonstrates increased enhance-

ment of contrast medium in soft
tissue masses. Linear contrast
enhancement was observed in our
case (Figure 2).

Differential diagnoses should
include lymphoma, various
metastatic tumours, and suppura-
tive or tuberculosis lymphadeni-
tis.9 There are no diagnostic pre-
operative tests for this disease, and
any preoperative test has only lim-
ited benefit for the differential
diagnosis.10 The FNAB in our
patient was not diagnostic, and a
definitive diagnosis required the
excision of the mass.

Localized disease is treated
with excision of the mass and the
surrounding lymph nodes. In addi-
tion, radiotherapy has been report-
ed to yield good results in the
treatment of localized disease for
lesions that cannot be resected.11

Recurrence of localized disease is
rare, but may occur following
incomplete removal of the mass.2

As far as we know, there are 13
reported cases of recurrent hyaline
vascular type disease, and 2 cases
of recurrent plasma cell type dis-
ease of the parotid gland in the lit-
erature.12,13

Figure 1
Axial section of CT scan of the neck

Figure 2
Castleman's disease, hyaline vascular type. Centre of pseudo-
follicle showing a thickened vessel with concentric layers of
proliferated endothelium, surrounded by concentrically packed
small lymphocytes (HE � 40).
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Human herpes virus 8 is associ-
ated with some forms of multicen-
tric Castleman’s disease.14 Treat-
ment of symptomatic patients
with ganciclovir was reported.15

Although no standard of care for
the treatment of multicentric
Castleman’s disease has been
established, symptomatic recur-
rences are often treated with
chemotherapy or radiotherapy,16

corticosteroids,17 interferon,18

or anti-CD20 monoclonal anti-
bodies.19 The use of surgery is 
limited in these types of cases.

Conclusion

In conclusion, we believe that
Castleman’s disease, which is a
lymphoproliferative disease, is
rarely seen in the parotid gland.
This is first case of Castleman’s
disease involving bilateral parotid
glands reported in the literature.
Therefore, Castleman’s disease
should also be considered when
investigating head-neck diseases.
Although FNAB and other methods
are helpful in the diagnosis, an
accurate diagnosis and curative
treatment of the disease requires
total surgical resection.
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