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Castleman Disease Localized On The Right And Left Buccal Mucosa
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OZET

Castleman hastaligi (CH), en sik mediastende asemptomatik kitle olarak goriilen lenfoproliferatif bir hastaliktir.
Bas boyun bolgesinde ise en sik boyun da goriiliir. Oral kavite de yerlesimi nadirdir. Tedavisinde cerrahi
eksizyon uygulanir. Bu makalede sag ve sol yanak mukoza altinda, giderek biiyiiyen sislik sikayeti ile tarafimiza
basvuran ve histopatolojik tanisi castleman hastaligi- plazma hiicreli tip olarak raporlanan, non hodgkin lenfoma
(NHL) 6ykiisii olan hasta, literatiir esliginde sunulmustur.
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ABSTRACT

Castleman disease (CD) is a lymphoproliferative disorder that is most frequently seen as an asymptomatic mass
in the mediastinum. Among the head and neck region, the neck is the most frequent localization. It is seldom
localized in the oral cavity. Surgical excision is the primary choice of treatment. The current study presents a
patient with previous non-Hodgkin Lymphoma (NHL) history, who was complaining of a mass gradually
increasing in size beneath the right and left buccal mucosa and a histopathological diagnosis of Castleman

disease — plasma cell type. The related literature is also reviewed.
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Introduction

Castleman disease (CD) is a
lymphoproliferative disorder characterized by
lymphoid tissue hyperplasia. It is also called
angiomatous lymphoid hamartoma.
Histopathologically, the disease is classified as
hyalinic vascular, plasma cell, and mixed
variants. The most frequent subtype is the
hyalinic variant, which has a low recurrence
rate. The plasma cell subtype is more
aggressive and is concomitant with systemic
diseases (1). It is most commonly localized in
the mediastinum as an asymptomatic mass.
Among the head and neck region, the neck is
the most frequent localization (2). Chronic
inflammation and immune insufficiency are
responsible for the etiology and it is seen
concomitantly with autoimmune diseases like
pemphigus.3 Clinically, isolated or
multicentric subtypes can be seen. Isolated
subtypes generally are seen in younger patients
and multicentric types in older patients. In the
treatment, total or near total surgical excision
can be performed according the localization
(4). Radiotherapy may be used as an adjuvant
or a mass reductive modality (5). We herein

report a patient with previous NHL history,
who had CD lesions localized beneath right
and left buccal mucosa. We present the
treatment of this patient who shows a rare
localization of the disease and a review of the
literature as well.

Case Report

A 64-year-old male patient who had
gradually growing masses in the oral
cavity (beneath both sides the buccal
mucosa) was admitted to the Ankara
Oncology Teaching and Research Hospital
Ear Nose Throat Department. The physical
exam revealed rigid masses with smooth
surfaces, and reduced mobility was
observed under the right and left buccal
mucosa (Figure 1). No other abnormalities
were found.

Systemic signs such as fever and
sweating were absent. Laboratory tests and
viral markers were normal. Systemic
physical exams were normal, as well.
According to the patient’s medical history,
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he had received chemotherapy almost nine
years before due to diffuse B cell NHL. He
underwent lymph node excision in his neck
4.5 years prior and the specimen revealed
plasma cell type CD. Radiological
examination was natural.

Horizontal incisions were made on
the mucosa transorally above the masses to
diagnose and treat the patient. Minor
salivary glands under the mucosa were
lateralized and masses with smooth
surfaces adhered to the surrounding tissue
were observed.

The mass under the left buccal
mucosa and near total excision of the mass
under the right buccal mucosa were totally
excised. The histopathological examination
of both specimens revealed Castleman
disease with plasma cell subtype (Figure
2).  Neither adjuvant radio  nor
chemotherapy was recommended by
oncology departments. During the three-
year follow up, no recurrence was
occurred.

Figure 1: Masses under the right and left
buccal mucosa.
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subtype

Discussion

Castleman disease was first described in a
patient as an isolated mediastinal mass. It is
also called angiofollicular lymph node
hyperplasia, giant lymph node hyperplasia,
lymph node hamartoma, and benign giant
lymphoma. It is seen equally among the
genders and more frequently in young adults
(1). The etiology is not clearly identified.
However, it may be seen concomitantly with
other disorders such as NHL, multiple
myeloma, B cell lymphoma, Kaposi’s sarcoma
(6). It was reported that viral infections such as
HHV-8, HIV, EBV.” The patient presented
herein received treatment for NHL nine years
prior, and he is still in remission.

Depending on clinical presentation, the
disease can also be divided into isolated or
multicentric subtypes. The multicentric type is
generally seen with other systemic diseases
and shows progress more aggressively (5).
Histopathologically, CD is also classified into
three different subtypes as vascular, plasma
cell, and mixed (1). The plasma cell type
accounts for almost 10% of the cases, is
generally multicentric, and is associated with
systemic symptoms such as fever, sweating,
elevated sedimentation rate, anemia, and
thrombocytopenia.  Although the current
patient’s lesions were multicentric, and
histopathologically of the plasma cell type, he
did not present systemic signs.

Castleman disease that occurs in the
head and neck region, is most frequently seen
in the neck, and it was reported to be rarely
seen in the parotis, mouth floor, and oral
cavity, as well (2). One study in the literature
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reported a study of 14 patients with CD in the
neck, in which the mass was found unilaterally
and at level 1l all the patients (8). Karakoc et
al. reported that in a patient with dysphagia, a
postoperative pathological specimen revealed
CD, which was thought to be parapharangeal
schwannoma preoperatively (9). In a patient
who had been followed-up for cervical mass
and treated with preoperative embolization due
to enhanced peripheral vascularization in the
MRI, the postoperative specimen showed CD
(10). Deshmukh et al. reported that a patient
who had been diagnosed with squamous cell
carcinoma of the tongue with stage TIN3MO
had undergone cervical dissection. After the
dissection, the specimen revealed CD, so the
authors accepted the stage of the disease as
TINOMO (11). These studies suggest that CD
in the neck localized laterally may mimic
many different disorders (2). Three years ago,
the current patient underwent cervical node
biopsy at level Il and the specimen showed CD
plasma cell subtype.

CD localized in the oral cavity is rarely
described. There is only one case of a well-
defined submucosal mass unilaterally beneath
the buccal mucosa in literature (12). The
current case was admitted to our department
with asymptomatic masses localized under the
right and left buccal mucosa. A case with
masses with such localization is presented for
the first time in the literature.

Histopathological ~ confirmation s
needed for the definitive diagnosis. Fine needle
aspiration biopsy has no diagnostic value, and
the diagnosis is made by incisional or
excisional biopsy. Total or near total excision
should be performed for the treatment (4).
Corticosteroids should be added in the therapy
of patients with systemic symptoms. Due to
autoimmunity being blamed for the etiology,
cytotoxic drugs or immunomodilators such as
interferon and intravenous immunoglobulin are
used (13). The recurrence rate is high in the
plasma subtype, and thus, chemotherapy and
radiotherapy (RT) can be added. It was
reported that a partial or complete response can
be obtained in the treatment of CD with 40-50
Gy. doses of radiotherapy. In the same study,
the authors claimed that response rate of the
RT in patients with the plasma cell type was
better than the other types due to higher
tumoral activity of the plasma cell type (14).

Although Castleman disease has good
prognosis with surgery, long term recurrences
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are reported in literature. Total excision was
performed in the treatment of a patient with
CD plasma cell variant, and recurrence
occurred 11 months later. Re-excision and
chemotherapy was given for the recurrence
(15). We performed total excision for the left
and near total excision for the right buccal
masses in the treatment. During the three-year
follow-up, neither recurrence nor additional
systemic symptoms occurred.

Early diagnosis is very important in
Castleman  disease, especially in the
multicentric and plasma cell subtypes, due to
accompanying systemic disorders with high
mortality, potential of malignant
transformation and high recurrence rates. CD,
localized under buccal mucosa like in the
current case, should be remembered in the
differential diagnosis of asymptomatic masses
in the oral cavity and the physician should be
aware of concomitant disorders.
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