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SUMMARY

Castleman hastalig1, boyun bélgesinde kitle ile karsimiza ¢ikabilen bir hastaliktir. Castleman's diesase may cause neck mass. A patient
complaining of chronic dyspnea had been treated with the presumptive diagnosis of bronchial asthma. However, her complaints did not
subside after treatment. She applied to our clinic due to a mass in lower jugular region that was compressing the trachea. Fine needle
aspiration biopsy was reported to be consisting of benign cytology. Complete excision of the mass was done under general anesthesia and the
histopathologic assessment was consistent with Castleman's disease. Dyspnea was found to be almost totally relieved in the postoperative
period. Castleman's disease may cause neck mass and result in various symptomatology due to compression of the surrounding structures.
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KRONIK DiSPNEYE SEBEP OLAN CASTLEMAN HASTALIGI: OLGU SUNUMU

OZET

Castleman hastaligi, boyun bdlgesinde kitle ile karsimiza ¢ikabilen bir hastaliktir. Kronik dispne nedeniyle bronsial astim 6n tanist
konulan ve uzun siiredir tedavi almasina karsin sikayetlerinde kayda deger azalma olmayan hasta, boyunda kitle nedeniyle basvurmustur.
Yapilan tetkikler sonrasi alt juguler bolgedeki kitlenin trakeaya basi yapmakta oldugu goriilmiis, ince igne aspirasyon biyopsi sonucu benign
vasifli olarak bildirilmistir. Lezyon genel anestezi altinda komplet olarak eksize edilmis, histopatolojik olarak Castleman hastaligi oldugu
rapor edilmistir. Postoperatif donemde hastanin dispne sikayetinde anlamli bir gerileme oldugu saptanmistir. Boyunda kitleye sebep olabilen
bir hastalik olan Castleman hastalig1, ¢evre dokularda basi olusturarak farkli semptomlara yol agabilmektedir.

Anahtar Sozciikler: Bazal Castleman hastaligi, anjiyofollikiiler lenf nodu hiperplazisi, kronik dispne

INTRODUCTION In this case report, we present a case with a
neck mass due to Castleman's disease, whose
complaint of chronic dyspnea disappeared after
compression over trachea by the mass was relieved.

Castleman's disease (CD) is a rare, benign
lymphoproliferative disorder of unknown etiology'. It
is also known as angiofollicular lymph node

hyperplasia, angiomatous lymph node hamartoma, CASE PRESENTATION
follicular lymphoreticuloma, and giant lymph node
hyperplasia'™. The lesions were classified into two A 24-year-old female patient presented with a
types with respect to clinical and histopathological mass on right side of the neck for 3 months. She had
criteria: Hyaline vascular type constitutes 90% of recurrent expiratory dyspnea attacks and she was
cases and is usually asymptomatic, but occasionally it diagnosed to have bronchial asthma. There were no
can result in symptoms due to mass effect on additional symptoms, nor there was a noteworthy
surrounding structures’. Plasma cell type comprises data in her family history. The physical examination
10% of cases and exists as a fulminant multicentric revealed a firm, mobile, and non-tender mass of 4X4
disease with systemic symptoms'. Noninvasive cm, in right lower jugular area just behind
methods usually do not suffice for diagnosis, sternocleidomastoid muscle. The results of complete
therefore histopathological evaluation after complete blood count and biochemistry panel were within
excision is essential. normal limits. Computed tomography scans with
Corresponding Author: Ahmet Ural MD; Atatirk Egitim ve contrast showed a well ~circumscribed lesion
Arastirma Hastanesi, Kulak-Burun-Bogaz Klinigi, Ankara, Tiirkiye, E- extending towards the mediastinum. The mass was
mail: ahmetural@mynet.com compressing the trachea resulting in considerable
Received: 31 Aralik 2007, revised for: 23 Nisan 2008, decrease of lumen size (Figure 1). Fine needle
accepted for publication: 29 Nisan 2008 aspiration biopsy revealed lymphoepithelial cells of

12




Ahmet URAL, MD; Veysel YURTTAS, MD; Ahmet KUTLUHAN, MD; Aykut ONURSEVER, MD; Sami BERCIN, MD

Castleman's Disease As A Cause Of Chronic Dyspnea: Case Report

benign character. The mass was totally excised under
general anesthesia and the compression on trachea
was relieved (Figure 2). Histopathological
examination demonstrated a well-encapsulated
lesion, with hyalinized follicular centers and
prominent interfollicular vascular proliferation. The
diagnosis was consistent with “hyaline vascular type
Castleman's disease” (Figure 3). At one and a half
years' follow-up, the patient remains free of disease
and complaint of chronic dyspnea has totally
disappeared.

Figure 1: The compression of the mass on the trachea
results in the narrowing of lumen size.

Figure 2: Complete excision of the mass resulting in relief
of compression on trachea.
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Figure 3: Histopathological view of the lesion revealing
hyalinized follicular centers and prominent interfollicular
vascular proliferation, confirming the diagnosis of hyaline
vascular type Castleman's disease (Hematoxyline-eosine X
100).

DISCUSSION

Castleman's disease (CD) is a benign tumor
of lymphoid tissue of unknown etiology. It was
considered to be a consequence of hamartomatous or
inflammatory processes’. It may occur at any site
wherever lymph nodes are located. The peak
incidence is between 15-30 years of age, and the
most common form of clinical presentation is an
asymptomatic solitary mass’. There is no predilection
for gender and race”. Our patient's age was consistent
with peak incidence interval as well. Constitutional
symptoms (fever, weight loss, arthralgia, etc.) and
biochemical alterations (anemia, elevated erythrocyte
sedimentation rate, and hypoalbuminemia) are
reported to be associated with almost all cases of
multicentric form and 50% of cases with plasma cell
variant’. Our patient had previously been diagnosed
to have bronchial asthma. Any possibility of a
bronchial hyperreactivity cannot be denied, but the
compressive effect over trachea and its contribution
to resultant asthma-like symptomatology is
noteworthy. After surgical excision, dyspnea
symptom was almost totally relieved.

The algorithm proposed by Casper in
evaluation of patients suspected to have a neck mass
due to CD is based on preoperative CT evaluation
and complete excision”®. CT scan is useful in
distinguishing CD from thymoma and lymphoma®.
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Castleman's disease most commonly occurs
in thorax (60%), head and neck region being the
second most frequent site (14%)>*. When confined to
head and neck, it exists as an asymptomatic solitary
mass as it was in our case’. A detailed investigation
of neck, thorax and abdomen yielded no other disease
foci in this patient. Our patient had hyaline vascular
type of CD, in which the pathology is mostly
diagnosed coincidentally.

Castleman's disease is thought to be a
reactive lymphoid hyperplasia or a benign tumor. It is
postulated that CD is induced by Human Herpes
Virus-8 (Kaposi sarcoma-associated human herpes
virus) infection or cytokines such as interleukin-6 and
vascular endothelial growth factor’. However, further
studies are necessary to unveil the underlying
pathophysiological process.

Since appearance of CD in neither
computerized tomography (CT) nor magnetic
resonance imaging (MRI) is typical,

histopathological examination stands to be the only
definitive diagnostic tool®.

Differential diagnosis of cervical lymph
nodal enlargements include lymphoma, neurogenic
tumor, hemangioma, thymoma, sarcoma and
metastatic disease. Preperative radiographic studies
and fine needle aspiration biopsy can aid in
elimination of other entities’. On gross examination,
CD is a well-circumscribed lesion without any sign
for invasion of adjacent structures”. Hyaline vascular
type of CD, as in our case, has an irregular shaped
arrangement with atrophic nodal architecture
surrounded by radially arranged capillaries
penetrating the germinal centre of these follicles®. For
unifocal lesions, complete excision 1is usually
curative. However, any possible residual tissue must
be carefully followed-up®. Even though, the only
head and neck recurrence had been reported with
plasma cell variant of CD in the literature'’, our
patient is still under follow-up and there is no sign of
recurrence up to now.

In conclusion, CD must be kept in mind in
the differential diagnosis of solitary masses in head
and neck region. Co-existing constitutional
symptoms may ensource from compression of the
surrounding structures and symptomatology can be
vague. As a general rule, final diagnosis must be
based on detailed and thorough examination rather
than the symptom itself.
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