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Castleman’s Disease Arising in the Cervical Region: A Case Report
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ABSTRACT
Castleman’s disease (CD) (angiofollicular lymph node hyperplasia) is a rare lymphoprolifera-
tive disease of unknown etiology. On rare occasions it is the cause of a solitary neck mass.
Definitive diagnosis and treatment is possible with complete surgical resection. This report
describes a case of this disorder of the hyalinovascular type as a solitary neck mass in a 35-
year-old woman. The patient was treated by surgical excision.
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Castleman’s disease (CD), also known as giant
lymph node hyperplasia, was first described by
Castleman et al in 1954 as a localized mass of
mediastinal lymphoid follicles?. CD was found to
be histologically characterized by lymphoid follicle
hyperplasia. The etiology and pathogenesis remain
unclear, and it is proposed that either a chronic
inflammatory process or a hamartomatous lesion is
involved in this rare disease. The diagnosis must
be made on the basis of histopathologic consulta-
tion and interpretation. Two histological subtypes
with differing clinical features have been demon-
strated: the hyaline-vascular type and the plasma
cell type®. In this paper, we report a case of CD of
hyalinovascular type in a 35-year-old woman. The
lesion was localized in the left side of the neck.

CASE REPORT

A 35-year-old woman presented to the ENT
department with a 10-year history of a mass in the
left side of her neck, which had slowly increased in
size. On physical examination a large, firm,
mobile, non-tender mass 5 x 4 x 3 cm in dimension
was found under the sternocleidomastoid muscle
on the left side. The remainder of the physical
examination was normal.

The routine laboratory tests (hematology, uri-
nalysis, biochemistry), electrocardiogram studies
and a chest X-ray were within normal limits.
Serological tests for HIV and hepatitis B were neg-
ative. Fine needle biopsy was inconclusive. An
ultrasonography of the neck showed a large, soft-
tissue solid mass without any cystic component.
Panendoscopic examination was normal, and the
mass was totally excised under general anesthe-

Fig. 1. Hyaline type CD. The capillaries show hyalin-
isation of their walls and concentring layering of
small lymphocytes around a compact germinal center
giving an ‘onion ring appearance’. (Please see the
arrow) (H-E X 125).

sia. Histopathologic examination of the mass
showed a hyperplastic lymph node. The follicles
showed prominent vascular proliferation and
hyalinization in the central portion. There was a
tight concentric layering of lymphocytes at the
periphery of the follicles, resulting in an onion-
skin appearance (Fig. 1). The case was reported as
the hyalinovascular type of CD. No recurrence was
noted in the postoperative.

DISCUSSION
CD is characterized by a massive growth of lym-
phoid tissue. It has also been called giant lymph
node hyperplasia, lymph node hamartoma, follicu-
lar lymphoreticuloma, angiofollicular mediastinal
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lymph node hyperplasia, angiomatous lymphoid
hamartoma, and benign giant lymphoma. It is an
unusual condition of unknown etiology and patho-
genesis”®1012 Some authors have suggested a
viral infectious process or chronic inflammatory
reaction or angiomatous lymphoid hamartoma or
lymphoid choristoma®1?. Excessive production of
interleukin-6 by the hyperplastic lymph node has
also been implicated in the pathogenesis of this
disease?®.

CD usually affects young people as a single,
asymptomatic mediastinal or hilar mass?. Our
patient was a 35-year-old woman.

With 70% of cases occurring before age 30, an
age range of eight to 66 years has been reported?.
Of the masses reported, 86% of lesions were found
in the mediastinum and only 6% were located in
the neck. The head and neck is the second com-
monest site for this lesion!®812, In our case, a
large, firm, mobile, non-tender mass 5 x 4 x 3 cm
in dimension was found under the sternocleido-
mastoid muscle on the left side of the neck.

Two main histologic types have been defined:
the hyaline-vascular type (90% of cases) and the
plasma cell type (10% of cases)”. A finding of an
intermediate (mixed) type is assumed to be a tran-
sitional lesion?. Histopathologic examination of
the lymph node in our case showed it to be a simi-
lar hyaline-vascular type. The hyaline-vascular
type accounts for 91% of cases of giant lymph node
hyperplasia, and is characterized by large fibrous
masses in the perivascular area with interspersed
areas of plasma cells. The capillaries often show
hyalinisation of their walls and are surrounded by
sheets of lymphocytes giving them an ‘onion-skin’
appearance!?. The majority of lesions in the neck
are of the hyaline-vascular type and they common-
ly present as an asymptomatically enlarging
mass!®. Systemic manifestations, including fever,
anemia, elevated erytrocyte sedimentation rate
and hypergammaglobulinemia, occur frequently in
patients with the plasma cell type!'®. In our case
the patient presented with a 10-year history of a
mass in the left side of her neck which had slowly
increased in size and the routine laboratory tests
were within normal limits.

Macroscopically, Castleman’s disease tissue
usually appears as well-circumscribed, firm, ovoid
masses ranging from 3 to 8 cm in maximum diam-
eter The hyaline vascular type of the disease gen-
erally involves one lymph node; however, the
plasma cell type is frequently distributed to sever-
al lymph nodes®. In our patient, histopathotogical
diagnosis of the mass (5 X 4 x 3 cm in dimension)
showed it to be the hyaline vascular type CD.

The differential diagnosis of cervical nodal
enlargements include lymphoma, neurogenic
tumor, hemangioma, thymoma, metastatic dis-
ease, sarcoma, etc.2101)  Pre-operative radi-
ographic studies and fine needle aspiration

cytology are typically non-diagnostic but can aid in
eliminating other diagnoses?. CD may mimic
granulomatous, inflammatory and metastatic
lymph nodes or lymphoma with its nonspecific
imaging findings?.

Definitive diagnosis and treatment is possible
with complete surgical resection and histopatho-
logic evaluation of the excised specimen. Surgical
resection is the treatment of choice for CD in the
head and neck, with a 100% control rate for the
hyaline-vascular type?+69219, There are no report-
ed recurrences of the hyaline-vascular type®1?.
Sanz et al reported the only case of a plasma cell
type in the head and neck, which recurred after 11
months!V. In our case no recurrence was noted
during about 13 months of follow-up.
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