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Abstract

Background: Castleman’s disease or angiofollicular lymphoid hyperplasia is a rare benign lymph node hyperplasia
usually presenting as an asymptomatic mediastinal mass in children. The disease can present at any extra thoracic
site with lymphoid tissue such as retroperitoneal, mesentery, axilla, and pelvis. Hepatic localization castleman
disease is very rare in children. Herein, we reported a case of Castleman’s disease arising from the lymph node in
hilum of liver.

Case presentation: A 5 -year-old girl with chief complaint of abdominal pain for two months which exaggerated
in last three days was referred to the hospital. On routine physical examination, only a generalized abdominal pain
was noticed. Routine laboratory investigations and Chest X-Ray were normal. Abdominal Sonography revealed a 3.7
× 3.1 cm solid mass in the hilum of the liver. On the MRI images, a lobulated mass in the portal hepatic associated
with mass effect on the portal vein was visible. Histological examination revealed expansion of mantle zone in
lymphatic nodules accompanied by burnt out germinal centers. This pattern was matched with the diagnosis of
the hyaline-vascular type of Castleman disease. The patient underwent a laparotomy. The patient had an
uneventful postoperative course.

Conclusion: This pattern was matched with the diagnosis of the hyaline-vascular type of Castleman disease.

Introduction
Castleman’s disease, first described in 1956, is a rare
lymphoproliferative disorder, which commonly found
in mediastinum and lung hila. Extrathoracic site of dis-
ease is uncommon but not unknown. Clinically it is
also divided in two types: a localized form, which is
usually asymtomatic and presented as a mass or swel-
ling, and a multicentric type characterized by fever
with chills, anaemia, generalized lymphadenopathy and
hepatosplenomegaly [1]. Histologically, the disease is
also classified into two separate subtypes: the hyaline
vascular and plasma cell variants, the earlier being
more common and with greater vascularity. The prog-
nosis of Localized Castleman’s diseases is excellent
with surgical resection [2].

Case Report
A 5 -year-old girl with chief complaint of abdominal
pain for two months which exaggerated in last three
days was referred to the hospital. On routine physical
examination, only a generalized abdominal pain was
noticed, and the family only complained of nocturia
during the period of the disease. Routine laboratory
investigations were normal. Chest X-Ray and ESR were
within normal range too. The birth weight of the patient
was 2500 gr after normal vaginal delivery, and she had
normal weight gain.
Abdominal sonography revealed a 3.7 × 3.1 cm solid

mass in the hilum of the liver that shifted the kidney to
the right.
On the MRI images, a lobulated mass in the portal

hepatic associated with mass effect on the portal vein
was visible (fig. 1, 2, 3). The mass was low signal inten-
sity on T1 and high signal intensity on T2 weighted
images. This was similar to a lymph node. After contrast
medium administration, there was enhancement in the
mass. The spleen was in normal size and had
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homogenous internal structure. The pancreas was nor-
mal in size and position, and both kidneys were normal
in size and position too.
The patient underwent a laparotomy that revealed a

solid, homogenous mass adjacent to the right lobe of
liver.
Histological examination revealed essentially preserved

lymph node architecture. There was expansion of man-
tle zone in lymphatic nodules accompanied by burnt out
germinal centers. Para cortical areas showed endothelial
hyperplasia of vascular channels, some of which
encroached the germinal centers (Fig. 4). Immunohisto-
chemical staining was done in which CD34 hard

indicated the endothelial hyperplasia of vascular chan-
nels, Bcl2 showed marked expansion of the mantle zone.
CD23 was negative.

Discussion
Castleman’s disease is a benign and rare vascular lym-
phoproliferative disorder, which was first reported by
Castleman [3] in 1956 while he described a group of
patients with large thymomalike masses in the anterior
mediastinum.
The etiology of the disease is unknown, characterized

by enlargement of hilar and mediastinal lymph nodes.
Although the most commonly site of the disease is

Figure 1 The T1W images show multiple mass Lesions in hepatic hilum with marked enhancing.
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Figure 2 The T2W images show high signal mass lesions at hepatic hilum.
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within the thorax, rare extrathoracic presentations have
been described within the abdomen [2], including the
left lobe of the liver [4]
Kujat et al. in 1990 described one patient with a lesion

arising in the spleen, that described by [5], in which his-
tological examination showed a mixture of both hyaline-
vascular and plasma cell types. Levo et al. [6] described
a case of multicentric Castleman’s disease (MCD) with
lesions in the spleen and in lymph nodes throughout
the body. In our case, the lesion found in the right lobe
of the liver too.
The pathogenesis of Castleman disease is unknown,

although most believe that a defect in immunoregula-
tion resulting in excessive proliferation of B lymphocytes
and plasma cells in lymphoid organs is responsible for
its origin [7].
There are two major pathologic variations. Hyaline-

vascular type, the most frequent, characterized by small
hyaline-vascular follicles and capillary proliferation; and
the plasma-cell type, in which large lymphoid follicles
are separated by sheets of plasma cells. The hyaline-

vascular cases usually are largely asymptomatic, whereas
the less common plasma-cell variant may present with
fever, anemia, weight loss, and night sweats, along with
polyclonal hypergammaglobulinemia.
The plasma cell variant of Castleman disease is less

common and clinically more aggressive [2], with invol-
vement of multiple enlarged lymph nodes. Patients with
the localized plasma-cell variant can have systemic man-
ifestations including fever, excessive sweating, fatigue,
arthralgia, anemia, elevated erythrocyte sedimentation
rate, polyclonal hypergammaglobulinemia, and bone
marrow plasmacytosis. These systemic manifestations
usually resolve after surgical excision of the mass. Radio-
graphically, these lesions are less vascular and thus
demonstrate only mild-to moderate contrast enhance-
ment on CT.
Clinically, Castleman disease also is classified into two

groups: localized or disseminated. The previous is asso-
ciated with a benign outcome; but the disseminated
form, on the contrary, is associated with various symp-
toms, such as fever, splenomegaly, and leukocytosis [8].

Figure 3 The post Gd T1W images show enhancing mass lesions at hepatic hilum.

Karami et al. Cases Journal 2010, 3:74
http://www.casesjournal.com/content/3/1/74

Page 4 of 6



Castleman’s disease can develop anywhere lymphoid
tissue is found. So that, the preoperative diagnosis is
often difficult [9]. In our case, diagnosis was made after
excision biopsy. Ultrasonography, CT scan, and mag-
netic resonance imaging have proven to be useful in the
diagnosis of disease. However, the images of Castleman
disease are similar to other masses including lymphoma,
tuberculosis, sarcoidosis, and retroperitoneal sarcomas
[10].
Ultrasonography showed a hypoechoic mass in the

case reported by Kujat et al., but an isoechoic mass in
the case of Levo et al. We found a 3.7 × 3.1 cm solid
mass in the hilum of the liver that shifted the kidney to
the right.
Castleman’s disease typically appears on MRI as low-

to-intermediate signals compared with muscle on T1-
weighted images and high signals on T2-weighted
images.
In review of literature, the T1-weighted images

showed masses with low intensity in 13 cases and isoin-
tensity in one case (one case was excluded from this
study), and the T2-weighted images showed masses with
high intensity in 11 cases, high intensity with areas of
low intensity in two cases, central low intensity with
peripheral high intensity in one case, and iso intensity
with areas of high intensity in one case [10]. On our
patient’s the mass was low signal intensity on T1 and
high signal intensity on T2 weighted images.
Patients with the hyaline-vascular variant are usually

asymptomatic (97%); however, constitutional symptoms
can occur, most often due to the tracheobronchial com-
pression [3]. These symptoms include dyspnea, cough,
chest pain, and hemoptysis. This variant is usually
benign and self-limited, with a 5-year survival of
approximately 100%. However, rare cases have been
associated with the development of a Kaposi-type

vascular neoplasm [9]. Regardless of the histological
type, surgical resection is curative.

Conclusion
Although the best treatment for Castleman’s disease is
still unknown, surgical removal of the localized type of
the mass has long been considered standard therapy for
the disease. Patients with multicentric CD of either his-
tological subtype have a poor prognosis. They are
usually treated with a combination of radiation therapy,
corticosteroids and chemotherapy. In our patient, a
complete surgical excision was accomplished; and up to
now, there is no evidence of recurrence.

Patients’ Perspective
According to the parents report, she was suffering from
abdominal pain for two months which exaggerated in
last three days. After referring to the hospital, on rou-
tine physical examination, only a generalized abdominal
pain was noticed. She had bed wetting during the period
of the disease.

Consent
Written informed consent was obtained from the par-
ents of the patient for publication of this case report
and accompanying images. A copy of the written con-
sent is available for review by the Editor-in-Chief of this
journal.
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Figure 4 Hematoxylin and Eosin Stained slide (× 100
magnification).
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