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Castleman’s disease: a report of two rare cases

Castleman hastali 1: Nadir iki olgu sunumu
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Castleman’s disease is a rare lymphoproliferative disorder,
which usually occurs in the chest. The localized form, which
is the most common, is often asymptomatic, but can cause
nonspecific thoracic symptoms such as cough and dyspnea.
Surgical removal is the choice of approach for the manage-
ment of such cases, in both confirming the diagnosis and
curative treatment. A 43-year-old woman who had a history
of dry cough for the last six months and a 24-year-old man
who had a right anterior chest pain complaint for a year were
admitted to our clinic. Thorax computed tomography of cases
showed a right hilar well-defined intraparenchymal lesion in
the former one and a mass lesion located on the right anterior
chest wall in the latter. Surgical intervention was planned
in both cases. Histopathological examination of the surgi-
cal specimen of both cases revealed hyaline vascular type
Castleman’s disease. We report two unusual thoracic manifes-
tations of Castleman’s disease with chest wall and intraparen-
chymal location, the latter of which is extremely rare.
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Castleman’s disease, which is also referred to as giant
lymph node hyperplasia, angiofollicular lymph node
hyperplasia, lymph node hamartoma, or benign lymph
node lymphoma, is a rare disease with two identified
forms as localized and multicentric. It was first described
by Castleman in 1956." The disease may occur any-
where along the lymphatic chain but it is most com-
monly found as a solitary mass in the mediastinum.™

Herein are reported two unusual thoracic locations of
Castleman’s disease of hyaline vascular type that were
surgically removed.

CASE REPORT

Case 1- A 43-year-old woman was admitted with a his-
tory of dry cough for the last six months. The findings

Castleman hastalig1, genellikle g&giis boslugunda goériilen,
lenf nodu proliferasyonu ile seyreden nadir bir hastaliktir.
Yerlesik formu ¢ok daha sik goriiliir ve siklikla semptom
vermez, fakat dispne ve Oksiiriik gibi nonspesifik torasik
semptomlara neden olabilir. Hem kesin tan1 hem de kiira-
tif tedavi i¢in cerrahi, secilecek iyi bir yaklagimdir. Son
altr aydir kuru oksiirtigii olan 43 yasinda bayan hastanin
ve son bir yildir sag g6giis agrist olan 24 yasinda erkek
hastanin cekilen gogiis tomografilerinde; ilk olguda sag
hilusda parenkim icinde, ikinci olguda ise sag g&giis 6n
duvarinda diizgiin sinirli, kitle lezyon tespit edildi. Her
iki olguda da cerrahi planlandi ve ameliyat sonrast his-
topatolojik degerlendirmede her ikisi de, hiyalin vaskiiler
tip Castleman hastalig1 olarak raporlandi. Bu makalede,
Castleman hastaliginin ¢ok nadir goriilen, parenkim i¢i
ve gogiis duvar: olmak iizere iki intratorasik yerlesimi
sunuldu. Bunlardan parenkim yerlesimli olan tipi son
derece nadir goriilir.

Anahtar sozciikler: Castleman hastaligi; parenkim ici; cerrahi
cikarma.

in the physical exam, her medical history and the
laboratory values were unremarkable. The chest X-ray
showed a well-defined lesion located in the right hilum
(Fig. 1a). The bronchoscopic examination findings were
within normal limits. The computed tomography (CT)
of the thorax showed a well-defined intraparenchymal
lesion on the right side (Fig. 1c). The patient underwent
a right thoracotomy. The lesion, which was surrounding
the middle lob artery and extending from the lower lob
parenchyma into the fissure between the middle and the
lower lobes, was totally removed. Peroperatively, the
lesion was observed to be well-circumscribed and cap-
sulated with increased vascularity and of benign nature.
The histopathological examination of the surgical speci-
men revealed a hyaline vascular type of Castleman’s
Disease (Fig. 2a).
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Case 2— A 24-year-old man was admitted with the com-
plaint of chest pain on the anterior right side for one year.
The findings in the physical exam, his medical history
and the laboratory values were unremarkable. A CT of
the thorax obtained after determining a hilar mass in the
chest X-ray (Fig. 1b), showed a massive lesion located on
the anterior right chest wall (Fig. 1d). The transthoracic
needle aspiration biopsy of the lesion was nondiagnostic.
Thus, a surgical intervention was planned. A right tho-
racotomy was done and the lesion, which was located at
the level of the right fourth and fifth ribs, corresponding
to the course of the internal thoracic artery, was totally
removed (Fig. 2b). The lesion was highly vascular, well-
circumscribed and capsulated. The histopathological
examination of the surgical specimen also revealed a
hyaline vascular type of Castleman’s disease.

DISCUSSION

Castleman’s disease constitutes a clinicopathologic
entity represented by a lymph node hypertrophy and is
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histologically characterized by angiofollicular lymph-
node hypertrophy. Two clinical forms of the disease are
known. The first one is a localized form, in which the
disease is restricted to one lymph node and the second
one is a multicentric or systemic form, in which several
sites are involved. Three histological variants have been
described: (i) the hyaline vascular, (ii) the plasma cell
and (iii) a mixed type.’ The most common presenta-
tion is the localized form and its hyaline vascular type
accounts for approximately 90% of the cases.

Although the majority of the cases occur within
the chest, along the tracheobronchial tree in the medi-
astinum or the lung hilus, it has also been reported in
other places such as the neck, pelvis, and abdomen.**7!
The disease may also, however rarely, be observed in
other places than these, as in our cases above. In the lit-
erature, according to our best knowledge, there are few
reports on chest wall involvement,”® while the reports
on intrafissural development and intraparenchymal
localization are extremely rare.!”
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Fig. 1. (a, b) Chest X-rays showed hilar density and (¢) Thorax computed tomographies revealed a well-circumscribed, solid

mass lesion in pulmonary parenchyma and (d) the chest wall.
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Fig. 2. (a) Histopathological examination revealed Castleman’s disease, hyaline vascular type. A hyaline vascular follicle is shown.

The mantle zone lymphocytes lie in a concentric ring (so-called onionskin pattern) around the reactive germinal center. There is a
proliferation of small blood vessels. (b) Macroscopic view, mostly gray and white colored. Highly vascular and well margined solid

mass belonging to case 2.

The clinical manifestation of Castleman’s disease is
highly dependent on the histopathology of the lesion.
Castleman’s disease can occur at any age, even during
the childhood, with a peak frequency during adulthood.
There is no sex predilection or identifiable risk fac-
tors in the development of the disease.’”’ The tumor is
often diagnosed after the onset of nonspecific thoracic
symptoms such as coughing, dyspnea, and chest pain
caused by tracheobronchial compression, but it can
also be incidentally diagnosed in asymptomatic cases.
Although the multicentric form is always symptomatic,
the localized form is usually asymptomatic. However,
cases with localized forms may have some nonspecific
complaints such as asthenia, fever and weight loss.[!!
Our patients, who had the localized form, also had
thoracic symptoms, dry cough, and chest pain at their
admission.

The most commonly detected radiological appear-
ance of the localized form, including the chest wall
involvement, is a homogenous, well-margined mass with
high vascularity.*® Pleural effusion may be observed.
Calcification may sometimes be determined in some
cases and it may indicate chronic disease.!'?

The diagnosis of Castleman’s disease is ultimately
made by histology, thereby requiring either the removal
or a biopsy of the lesion for definitive diagnosis.
However, preoperative aspiration biopsy may fail to
achieve a positive diagnosis as was shown by previ-
ously reported cases' and our second case. In addition,
a needle biopsy may not be feasible and it can even be
dangerous because of the high vascularization of the
tumor, which increases the risk of bleeding. Therefore,
such cases may ultimately require surgical exploration.
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In contrast to the multicentric form, in which the dis-
ease has a more aggressive course with a poorer progno-
sis and the management of the cases is still problematic,
the localized forms are mostly suitable for surgery and
have a better prognosis if they are fully resectable wher-
ever they are located.

In conclusion, two unusual thoracic (chest wall
and intraparenchymal) manifestations of localized
Castleman’s disease, of which the latter is extremely
rare, have been presented in our report. Although it
is rare, Castleman’s disease should be considered in
the presence of masses that correspond to any lym-
phatic chain in the differential diagnosis. Preoperative
biopsy may be nondiagnostic and it may cause bleed-
ing due to the high vascularization of the lesions. In
such cases, surgery seems to be the best option for the
confirmation of the diagnosis and the management of
the disease.
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