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Öz

Introduction

An angiomyolipoma (AML) consists of mature fat tissue, thick 

blood vessels, and soft muscle cells (1). AMLs are frequently 

located on the kidneys. Although most cases are sporadic, 20% 

are accompanied by tuberous sclerosis (2). Retroperitoneal AML 

may cause abdominal pain and increased abdominal discomfort. 

The diagnosis of renal AML is established using computed 

tomography (CT), showing negative fat density [between -10 

and -100 Hounsfield unit (HU)] with an accuracy rate of 86% 

(3,4). In extrarenal AMLs, negative density may not be revealed 

due to the low amount of fat tissue, which complicates diagnosis 

(5). In our study, we discussed the rarely encountered case of a 

retroperitoneal AML.

Case Presentation

A 45-year-old male patient presented to our clinic with the 
complaint of pain on the right side of his body. A mass lesion (5x6 
cm), which could not be clearly discriminated from the surrenal 
tissue in the right retroperitoneal area, was identified using 
ultrasonography. Abdominal CT showed a mass lesion measuring 
5x6.5 cm with a density of 40 HU on the right side that could not 
be clearly discriminated from the surrenal tissue (Figure 1). The 
patient, who occasionally suffered from blood pressure attacks, 
was pre-diagnosed with pheochromocytoma or adrenocortical 
carcinoma. He was prepared for surgery by the endocrine clinic. 
Informed consent was obtained from the patient.

The mass was reached employing the open retroperitoneal 
approach. The mass was found to be located between the 
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Angiomyolipomas are benign tumors consisting of smooth muscles, vessels, and fat tissue. They are generally located on the kidneys; extrarenal 
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kidney and the surrenal tissue, independent of both organs. 
The whole mass was resected. Pathological examination of the 
lesion revealed vascular structures with thick walls containing 
no elastic lamina, mature adipose tissue focuses, and fascicles 
made of intense spindle cells around these structures. In the 
immunohistochemical examination, spindle cells were reactively 
identified through S100 SMA and Desmine HBM45. In the 
immunohistochemical study, S-100 reactivity was determined 
in the adipocyte areas, whereas CD34 and CD31 were positively 
identified in the vascular areas. The Ki-67 proliferative index was 
found to be low (5-10%) in all three components of the tumoral 
formation. Based on all the data, the case was interpreted in 
favor of “retroperitoneal AML” (Figure 2).

Discussion

AML was defined in 1951 by Morgan et al. (6). It is characterized 
by various amounts of vessels, muscles, and fat tissues. Although 
it is substantially observed to be sporadic, it is accompanied 
by tuberous sclerosis in 20% of cases. AML accompanied by 
tuberous sclerosis is frequent in the third or fourth decade of life 
and especially among women. These tumors are mostly observed 
to be asymptomatic, small, multifocal, and bilateral. Sporadic 
cases are observed as bigger, single, and unilateral masses (7) in 
patients aged between 40 and 70 years.

Tumors located in the retroperitoneal area are not common. 
The diagnosis before surgery is established via radiological 
screening. In the retroperitoneal area, lymph node metastasis 

may be observed after lymphoma, liposarcoma, leiomyosarcoma, 
schwannoma, paraganglioma, and testicular tumors (8). 
Retroperitoneal AML is a rare tumor. In the English literature, 
only 11 cases of retroperitoneal AML have been reported. 
Typically, these tumors grow towards the vascular pedicle and 
may cause abdominal pain and hemorrhagic shock (9). Although 
the radiological diagnosis of renal AML is straightforward, the 
diagnosis of extrarenal AML is difficult. Since fat density is low 
in these tumors, a negative density may not be identified, which 
complicates the diagnosis (10).

In our case, the density was measured as 40 HU due to the low 
amount of fat. As it could not be clearly discriminated from the 
surrenal tissue on CT, the mass lesion was thought to be primary 
surrenal tumor. However, in surgical exploration, the lesion was 
seen to be independent of the surrenal tissue. If AML could been 
diagnosed through radiology before surgery and the size of the 
tumor had been small, the patient could be managed via active 
surveillance. However, the patient has been operated on. 

Consequently, the radiological diagnosis of renal AML is easy 
while the diagnosis of extrarenal retroperitoneal AML is more 
difficult. Since there is a lower fat density in these tumors, they 
may not be detected due to negative density.
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Figure 2. Microscopic image of lesion through hematoxylin and eosin 
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