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Castleman's disease (CD) is a rare cause of lymphadenopathy. Its pathophysiology is unclear. It is usually asymptomatic and is inciden-
tally detected. The treatment of unicentric CD is complete removal of the mass, and its recurrence is very rare. In this study, we present 
a male patient aged 36 years presenting with dyspepsia and incidentally diagnosed with unicentric CD by reviewing the data from 
literature.
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INTRODUCTION
Castleman’s disease (CD) is a rare disease characterized by benign lymph node hyperplasia (1, 2). Although this disease 
may occur anywhere along the lymphatic chain, it has been reported that 7% is retroperitoneal and that 2% is pararenal 
(1). Unicentric CD (UCD) has a 95.3% survival rate and is usually asymptomatic (1, 3, 4). In this article, we present a male 
patient aged 36 years who presented with dyspepsia and was incidentally diagnosed with UCD.

CASE PRESENTATION
A male patient aged 36 years who was diagnosed with a mass in the left perirenal area was admitted to our hospital for 
further examination and treatment. His medical history included hypertension and coronary artery disease. He did not have 
significant diseases in his family history. On physical examination, no pathological finding was detected except for minimal 
tenderness in the left colic region. Laboratory findings were normal. On thoracoabdominal computed tomography (CT), a 
retrocaval, well-circumscribed, homogeneous mass lesion with a size of 60 × 50 mm compressing the vena cava (VC) at 
the left renal hilum level was observed, and no other pathology was detected in the scans (Figure 1). In clinical evaluation 
of the patient, soft tissue sarco-
mas, schwannoma, paragan-
glioma, retroperitoneal fibrosis, 
and CD were considered in the 
differential diagnosis owing to 
the absence of pathological 
findings other than isolated ret-
roperitoneal mass. Owing to the 
mass proximity to the left renal 
vein and inferior VC inferior, a 
biopsy could not be taken for tis-
sue diagnosis, and surgery was 
decided. Written informed con-
sent was obtained from the pa-
tient, and elective surgery was 
planned. On exploration it was 
found that the mass was invad-
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FIGURE 1. Vertical and sagittal section of computed tomography images
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ing the left renal vein at 360º with a length of 1 cm. Perioperative 
frozen examination was reported to be compatible with lym-
phoid tissue, and partial resection was performed owing to re-
nal vein involvement. The patient was discharged on the second 
postoperative day without any complications. Histopathological 
diagnosis was hyaline vascular-type CD (Figure 2a and b). There 
was no change in the size of the mass on the CT performed in the 
first postoperative year, and no other focus was detected.

DISCUSSION
CD is a rare cause of lymphadenopathy. The pathophysiolo-
gy has not yet been clarified owing to the lack of large patient 

studies that allow controlled studies. When it was first described 
by Castleman in 1956, it was described as a chronic nonspecific 
inflammatory formation in terms of the histological pattern (5). 
Owing to systemic symptoms, such as fever, and lymphadenop-
athy and histopathological features, the etiology of the disease 
has been focused on viral stimulation. UCD is more benign than 
multicentric CD and is divided into 2 histological types (1). The 
hyaline vascular type, which constitutes 90% of the cases, may 
present with compression symptoms, but they are usually as-
ymptomatic and are incidentally detected (4). The plasma cell 
type is seen in 10% of the cases, and this type is mostly detected 
as mesenteric and retroperitoneal (2, 4). Although there is no 
randomized study, complete excision of the mass is sufficient 
and is the gold standard method in the treatment of UCD (4). 
In cases where total surgical excision is not possible, partial re-
moval of the mass has also been reported to be beneficial. Re-
currence is very rare and is usually associated with incomplete 
resection or missed lymph nodes in the first surgery. Systemic 
symptoms and laboratory abnormalities, if any, are eliminated 
by total resection (2, 6, 7).

In conclusion, although UCD is a rare condition, it should always 
be kept in mind in the differential diagnosis of retroperitoneal 
masses.
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Main Points:

•	 Castleman's disease (CD) is a rare cause of lymphade-
nopathy. Its pathophysiology is unclear. It is usually as-
ymptomatic and is incidentally detected. 

•	 The treatment of unicentric CD is complete removal of 
the mass, and its recurrence is very rare. 

•	 CD should always be kept in mind in the differential di-
agnosis of retroperitoneal masses.

Figure 2. a, b. The microscopic image of the specimen. a) Mantle 
cells tend to form concentric rings. b) Expanded mantle zone and 
hypervascular interfollicular region
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