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Abstract

Castleman disease is a rare cause of retroperitoneal mass in children. Clinical presentation and
laboratory findings are usually nonspecific. Imaging shows features of a hypervascular or soft
tissue mass. We present a 12-year-old boy who complained of frequent colds, fatigue, and
failure to gain weight for the past 4 years who was referred to our hospital. Anemia and hy-
pergammaglobulinemia were revealed in laboratory tests. Imaging showed a well-delineated
retroperitoneal soft tissue mass with intense homogenous enhancement at the midline below
the aortic bifurcation. The histopathological features were consistent with mixed type unicen-
tric Castleman disease. Surgical removal was curative. Our patient’s hematological abnormal-
ities resolved, and he gained 10 kg in the next 4 weeks after the operation and reached the

25-50th percentile for his age. © 2020 The Author(s).
Published by S. Karger AG, Basel

Introduction

Castleman disease (CD) is a rare benign cause of nonneoplastic lymphadenopathy. The
etiology is poorly understood. Clinically, it is classified into unicentric (localized) and multi-
centric (disseminated) [1]. Unicentric CD may occur at any age. It is rarely found in the pedi-
atric population, though. The mediastinal lymph nodes (70%) are most commonly affected.
The retroperitoneum is an infrequent site of localized disease [2, 3]. CD patients are usually
asymptomatic or have nonspecificabdominal or back pain. Laboratory abnormality or consti-
tutional symptoms may be found in a small portion [4].
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Fig. 1. a Axial CT scan, there is a retroperitoneal homogeneously enhancing mass (*) with well-defined bor-
ders. b Multiple satellite small lymph nodes are noted. c A sagittal reformatted CT scan confirmed the posi-
tion of the mass (*) below the aortic bifurcation.

Image Time: 16:04:

Image Time:

Fig. 2. An abdominal MRI demonstrated a well-circumscribed homogenous retroperitoneal mass (*), isoin-
tense on T1-weighted image (a) and hyperintense on T2-weighted image (b) with enhancement (c, d).
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Case Report

A 12-year-old boy who complained of frequent colds, fatigue, and failure to gain weight
for the past 4 years was referred to our hospital. He did not state decreased appetite. On
physical examination, he had a pale appearance. His height and weight were between the 10
and 25th and <5th percentiles for his age, respectively. No palpable abdominal mass was
detected.

Laboratory evaluations presented anemia of chronic disease for the last 4 years asso-
ciated with an elevated erythrocyte sedimentation rate, C-reactive protein, and gamma glob-
ulins (IgG: 2,083 [normal range: 462-1,682], IgE: 425 [normal range: 38-251]). The labo-
ratory findings were otherwise unremarkable.

On abdominal ultrasound, a hypoechoic solid mass was depicted in the para-aortic region
with multiple surrounding hypoechoic small lymph nodes. For better evaluation, an abdom-
inal CT scan with contrast media was performed. There was a well-delineated 38x27x30 mm
retroperitoneal soft tissue mass with intense homogenous enhancement at the midline below
the aortic bifurcation. Some small mesenteric and para-aortic lymph nodes around the soft
tissue mass were detected (Fig. 1). MRI was also done (Fig. 2). Conglomerated lymph nodes
and lymphoma were considered in the differential diagnosis of the main lesion.

No other abnormalities were found in other body regions including the thoracic and
axillary regions. Excisional biopsy through laparotomy was performed.

The histopathological evaluation showed an enlarged lymph node with marked lymphoid
hyperplasia. Sheets of plasma cells around enlarged lymphoid follicles and the presence of
hyalinized material in some areas were also noted. These features were consistent with
mixed-type unicentric CD.

The patientrecovered well after surgical removal of the mass and was discharged. Mesen-
teric and para-aortic lymph nodes no longer existed on a follow-up CT scan. The hemato-
logical abnormalities resolved, and he gained 10 kg in the next 4 weeks after the operation
and reached the 25-50th percentile for his age.

Discussion

Localized retroperitoneal CD is a rare differential diagnosis of an abdominal mass, espe-
cially in children. CD normally has an indolent clinical course with benign biological behavior.
In previously reported cases, the patients’ age ranged from very young to elderly individuals.
Generally, patients are asymptomatic or clinical presentations are nonspecific. Slowly
progressing enlargement of the affected lymph node may be revealed [3].

Diagnosis based on imaging findings is challenging. Affected lymph nodes are sharing
features with a hypervascular mass lesion. They are typically homogenous with well-defined
borders in different modalities. On CT scans, they show soft tissue attenuation with
enhancement following contrast administration. If the measured mass is >5 cm, heteroge-
nicity may be found. They are iso- to slightly hypointense on T1-weighted images and hyper-
intense on T2-weighted images. Small satellite mesenteric lymph nodes and mass effect on
surrounding structures may be detected [4, 5].

There is no specific clinical presentation or imaging feature. Thus, mesenteric lymph node
resection followed by histopathological examination is inevitable. Histologically, the disease
is subdivided into 3 subtypes in order of decreasing frequency, including hyaline vascular,
plasma cell, and mixed [1, 2]. Anemia, hypergammaglobulinemia, hypoalbuminemia, and
constitutional symptoms including weight loss, failure to thrive, fever, and weakness are
mostly found in plasma cell or mixed subtypes, and in patients with clustered lymph nodes [4].
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Complete surgical removal is curative in localized CD. After the surgery, constitutional
symptoms, hematological abnormalities, and regional satellite lymph nodes will be elimi-
nated. Long-term outcome is excellent but there is evidence of an association with lymphoma,
so close follow-up is necessary in all CD patients [6, 7].

Conclusion

Localized retroperitoneal CD is an infrequent cause of an abdominal mass in children, but
associated satellite lymph nodes, constitutional symptoms, laboratory findings, and a hyper-
vascular mass on imaging should raise suspicion in clinicians.
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