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Abstract

Epithelioid angiomyolipomas (AML) are uncommon mesenchymal neoplasms, belonging to the 
group of perivascular epithelioid cell neoplasms (PECOMA). Hepatic PECOMA is even rarer. It’s difϐicult 
to diagnose in preoperative by imaging, especially when the fatty component is scant or absent. The 
gold standard for the diagnosis is histologic examination coupled with an immunohistochemical study. 
Positive HMB45 immunostaining of the myoid cells is a major diagnostic feature. Herein, we report a 
particular case of hepatic angiomyolipoma in a middle-aged woman with no signiϐicant medical past 
history. The preoperative diagnosis was difϐicult given the absence of speciϐic clinical manifestations, 
even the radiologists considered high suspicion of hepatocellular carcinoma. The ϐinal diagnosis has 
been made by post-operative histology coupled with an immunohistochemistry study.

and an ovarian cyst, conϐirmed to be benign in histology. A 
tomography was realized during a usual medical checkup 
for nonspeciϐic abdominal pain and led to the discovery of a 
lesion of the liver on abdominal.

 This exam found a heterogeneous tissular formation of 
47x36mm, in the V hepatic segment, well-vascularized in 
Doppler (Figure 1). This suspicious morphological aspect 
gives the need to perform abdominal magnetic resonance 
imaging (Figure 2). The liver was of normal size, with a lesion 
of multiloculated aspect, located on segment V measuring 
4,32cm with low intensity observed in the T1-weighted image 
and high intensity in the T2-weighted image. As a result, the 
MRI aspect makes diagnosis suspicion of an adenoma or 
hepatocellular carcinoma.

The patient underwent a ϐine-needle biopsy of the hepatic 

Introduction
Angiomyolipomas (AML) are a group of rare mesenchymal 

tumors, belonging to the group of Perivascular Epithelioid 
Cell neoplasms (PECOMA). These rare lesions are mostly 
encountered in the kidney; hepatic PECOMAs are even rarer. 
The hepatic location is the second most common site of AML 
[1-5]. These tumors have particular tissue composition: they 
are composed of blood vessels, smooth muscle, and adipose 
tissue in varying proportions. This particularity makes it 
hard to distinguish hepatic AML from other liver tumors 
[1,3]. In many reported cases, such as ours, it can present 
similarly to malignant tumors, in particular hepatocellular 
carcinoma, clinically and radiologically [6]. This makes the 
preoperative diagnosis too difϐicult, as it is reported to be less 
than 25% [3,5,7]. Preoperative diagnosis of HAML is based 
on radiological examination. However, given the variability 
of their growth pattern, various proportions of tissue 
components, and their proximity to major hepatic vascular 
structures, they are highly misdiagnosed. Histological 
analysis using immunohistochemical testing, particularly the 
positive staining for human melanoma black 45 (HMB45) 
and smooth muscle markers, remains the cornerstone for 
conϐirmation diagnosis [8-10].

Case report
The patient was a middle-aged woman, 35 years old, with 

no signiϐicant medical history except a history of anemia 
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Figure 1: A. Hepatic tomography showing a heterogenous lesion on the 
segment V. B. The lesion is Well vascularized on Doppler.

https://crossmark.crossref.org/dialog/?doi=10.29328/journal.apcr.1001044&domain=pdf&date_stamp=2025-02-11


Hepatic Angiomyolipoma Mimicking Hepatocellular Carcinoma: Another Rare Case Report

 www.pathologyresjournal.com 002https://doi.org/10.29328/journal.apcr.1001044

mass and histopathological examination found a triphasic 
proliferation pattern made of scanty mature lipomatous 
components associated with myomatous spindle cell 
proliferation and capillaries of thick wall. All component 
shows no atypical cytomorphology or mitosis.

The histological evaluation of the biopsy specimen 
revealed a storiform fusiform cell neoplasm with expansive 
borders, areas of a myopericytomatous pattern, and the 
presence of rhabdoid cells. The neoplastic cells, spindled to 
oval, with eosinophilic and granular cytoplasm and with mild 
nuclear atypia, were organized in small bundles (Figure 3). 

Anomalous arterial structures have been observed too. 
The immunohistochemical study revealed immunoreactivity 
of neoplastic cells for SMA and HMB45, S100, and CD31 
(Figure 4).

The trichrome special coloration (D) intralesional ϐibrosis 
with well-circumscribed borders with adjacent normal liver 
parenchyma (HEx20).

Thus, contrary to the preoperative diagnosis of 
hepatocellular carcinoma, the morphological aspects and 
the immunohistochemical proϐile favored the diagnosis of 
epithelioid angiomyolipoma.

Discussion
Hepatic angiomyolipomas belong to the group of 

Epithelioid perivascular Cells of malignant potential [1-
5,11,12]. In 2013, the World Organization for Health deϐined 
PECOMAs as mesenchymal tumors composed of distinctive 
cells that show a focal association with blood vessel walls, 
and usually express melanocytic and smooth-muscle markers 
[13,14]. The most common site of occurrence is the kidneys. 
Hepatic AML is even rarer and more than 200 cases of HAML 
have been reported in the English language literature so far. 
The age of diagnosis ranges from 10 to 80 years [12,15], and 
our patient was 35 years old. AML is frequently associated 
with tuberous sclerosis, particularly in the kidney AML is 
reported to be in more than 20% of patients. In contrast, 
hepatic AML is associated with tuberosis in less than 6% of 
patients [14,15]. In our patient, there was no medical history 
of tuberous sclerosis. In most reported cases, patients with 
HAML were asymptomatic and their tumors were found 
incidentally as in our patient. No helpful laboratory tests for 
this disease are known. Hepatitis markers were negative, and 
liver function was normal.

Imagery is a helpful tool to establish or even to guide 
the diagnosis. The imagery features depend on the AML 
composition of tissue, speciϐically of the variable amounts 
of intralesional fat (from < 10% to more than 90%), smooth 
muscle, and proliferating vessels present [13,15].

The perfect imaging technique to detect the fat 
macroscopically and microscopically is the MRI [10-15]. 
Lesions with abundant fat components are hypointense on T1 
and T2 weighted MRI sequences [15]. This fact explains why 
lesions with abundant fat and vessels are easier to distinguish 
from other tumors. On the other hand, fat-poor lesions are 
more difϐicult to differentiate from hepatocellular carcinoma. 
In our case, the fat component was scanty giving the rise 
of malignancy suspicion in imagery. Radiologists could not 
exclude the eventuality of a hepatocellular carcinoma.

Figure 2: Abdominal MRI showing a multiloculated lesion leading to suspect a 
diagnosis of hepatic adenoma or carcinoma.

Figure 3: The pleomorphism of histological features of hepatic angiomyolipoma 
is shown (A: ×100, B|: x400 H&E stain) (adipose tissues, foam cells, smooth 
muscle cells).

Figure 4: Immunohistochemical study showing expression of HMB45 (A) and 
SMA (B) by tumoral cells, and CD31 by endothelial cells of vascular component 
(C) The trichrome special coloration (D) intralesional ϐibrosis with well-
circumscribed borders with adjacent normal liver parenchyma. (HEx20).
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is not representative of the entire tumor. Histopathological 
diagnosis is relatively easy on the surgical specimen with 
adequate sampling of the lesion. The striking feature in 
our case was the unusual macroscopic appearance of the 
tumor mimicking a vascular neoplasm. The possibility of 
angiomyolipoma should be considered whenever unfamiliar 
hepatic tumors are encountered.
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