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Castleman Hastalığı: Laparoskopik Yaklaşımla Tedavi Edilen Pararenal Alanda 
Nadir Bir Retroperitoneal Kitle
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Özet
Unicentric Castleman Hastalığı (UCD), 

etiyolojisi bilinmeyen nadir bir hastalıktır. 
UCD, lokalize lenfoid doku proliferasyonu ve 
interfoliküler hipervaskülarite ile karakteri-
zedir. Pararenal alanda, diğer tümörleri taklit 
edebilen nadir görülen bir kitledir. Bu vakada 
kliniğimizde laparoskopik yaklaşımla tedavi 
edilen retroperitoneal UCD’yi sunuyoruz.

Anahtar Kelimeler: castleman hastalığı, 
hiyalin vasküler varyantı, benign tümör, la-
paroskopi 

Abstract
Unicentric Castleman’s Disease (UCD) 

is a rare disorder with unknown etiology. 
UCD is characterized by a localized lym-
phoid tissue proliferation and interfollicular 
hypervascularity. It is a rarely seen mass in 
the pararenal space, which can mimic other 
tumors. In this case, we present a retroper-
itoneal UCD which is treated with laparo-
scopic approach in our clinic.
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INTRODUCTION

Castleman’s disease (CD) is defined as angiofollicu-
lar lymphoid hyperplasia. It is a rare and clinically be-
nign disease. The estimated incidence of CD is 0.001-
0.05% [1].

 The histopathological types of CD are hyaline vas-
cular, plasma cell and mixed varieties, respectively [2]. 
It usually reveals in two ways clinically; unicentric 
or multicentric CD. Although it is a rare mass in the 
pararenal space, it can be easily confused with a ret-
roperitoneal mass, especially an adrenal neoplasm [3]. 
Differential diagnosis is important because of different 
treatment modalities and disease prognosis. The defin-
itive diagnosis can only be made via surgical pathology 
due to difficulty of preoperative diagnosis [4]. We re-
port a retroperitoneal CD case which is treated with 
laparoscopic approach in our clinic.

CASE REPORT

A 47 years-old female patient presented with back 
pain on right side and abdominal discomfort. Ab-
dominal Magnetic Resonance Imaging (MRI) was 
reported as; a 37x25x20 mm solid mass lesion with 

significant restricted diffusion at right renal hilus level 
(Fig. 1). The lesion was isointense with the kidney in 
the T1A and T2A sequences. Haemogram test,  kid-
ney functions, adrenal hormone level, and other blood 
test results  were normal. She had no disease history 
or family history. In thorax computed thomography 
and abdominal MRI there was no another lesion. Mass 
resection was indicated due to the patient’s young age 
and the difficulty of obtaining definitive diagnosis. 
Laparoscopic resection of the mass with en bloc dis-
section was done. Laparoscopic view showed a yel-
low tumor was found in front of the renal pedicle.

The dissection of mass was challenging, because 
of its high vascularity and close location of the right 
renal pedicle. The tumor (4x3x2 cm ) was completely 
removed from the inferior port place (Fig .2). Patho-
logical examination was reported as; hyaline vascular 
variant of CD (Fig.3). Concentric hyalinized vascular 
proliferation at the center and around it concentric lym-
phocyte clustering similar to onion skin was observed.

Operation time was 140 minutes with minimal 
blood loss. The patient was discharged from hospital 
on postoperative day 2, without any complications.

Figure 1. Preoperative axial MRI scan with intravenous contrast showed 3 cm mass located at the level of the right 
renal hilus.
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DISCUSSION

Castleman’s disease(CD) is a rare disorder of un-
known etiology characterized by a localized lymphoid 
tissue proliferation and interfollicular hypervasculari-
ty. There was no association with UCD and infection or 
malignancy. It consists of 72% unicentric hyaline vari-
ant, 18 % unicentric plasma cell variant and 10% mul-
ticentric plasma variant[2]. The etiology is unknown 
however; abnormal immunity, immunodeficiency, 
chronic inflammation may be related to CD. Interleu-
kin 6 (IL-6); plays a major role in inducing lymphocyte 
differentiation, proliferation and angiogenesis. [2-4-5]. 
Multicentric Castleman’s disease (MCD) is a systemic 
disease. Weight loss, fever, fatigue, peripheral lymph-
adenopathy and hepatosplenomegaly can be seen with 
MCD [3, 5]. It is associated with human herpes virus 8 
(HHV-8) and human immunodeficiency virus (HIV). 
It is believed that HHV-8 produces a viral homolog of 
IL-6 that activates IL-6 signaling pathways [5]. MCD 
may also be associated with malignancies such as Kapo-
si’s sarcoma, lymphomas and POEMS syndrome[2-5].

CD can be easily confused with an adrenal neo-
plasm. Diagnosis can only be confirmed with postop-
erative pathology [2]. In all types of Castleman disease, 
surgery is required for differential diagnosis[6]. Our 
patient presented with back pain on right side and ab-
dominal discomfort. Abdominal MRI was reported as; 
a 37x25x20 mm solid mass lesion with significant re-

stricted diffusion at right renal hilus level (Fig. 1). The 
lesion was isointense with the kidney in the T1A and 
T2A sequences. Due to its high vascularity and close 
proximity to the right renal pedicle; we did not plan to 
take a biopsy. Haemogram test and direct microscopy 
of serum cells  was normal. No other pathology was 
observed in imaging tests. Therefore, lymphoma was 
not considered at first. Mass resection was indicated 
due to the patient’s young age and the difficulty of ob-
taining definitive diagnosis.

Laparoscopic resection of the mass with en bloc dis-
section was done. Pathological examination is reported 
as hyaline vascular variant of CD Concentric hyalin-
ized vascular proliferation at the center and around 
it concentric lymphocyte clustering similar to onion 
skin. After resection a leukemia / lymphoma panel was 
then made and gave a negative result.

CONCLUSION

Surgical resection is curative and can be safely per-
formed with laparoscopic procedures. In this case, the 
retroperitoneal region was easily reached by laparo-
scopic visualization and it allowed us more comfort-
able dissection and resection of the retroperitoneal 
mass. In all types of Castleman disease, surgery is re-
quired for differential diagnosis.The laparoscopic ap-
proach is cheap, safe and minimally invasive method 
for treatment of retroperitoneal CD.  

Figure 2. The resected specimen was measured 4x3x2 cm. Figure 3. Concentric hyalinized vascular proliferation at the 
center and around it concentric lymphocyte clustering similar 
to onion skin.
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