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We report a case of renal epithelioid angiomyolipoma that
arose in association with a classic angiomyolipoma in a
54-year-old Japanese man without tuberous sclerosis.
Histologically, the tumor was composed of polygonal
cells exhibiting diffuse hemorrhage, multifocal necroses,

and vascular invasion. Immunohistochemical staining
was positive for melanoma specific antibody and focally
positive for smooth muscle actin. On the basis of a
review of the literature, we suggest that large epithelioid
angiomyolipoma may have malignant potential and
therefore requires close follow up.
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Introduction

Several anecdotal cases of epithelioid angiomyolipoma
(EAML), an uncommon variant considered potentially
malignant, have been reported; all cases were fatal.'?
We describe a case of EAML that arose in association
with a classic angiomyolipoma (AML).
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Patient presentation

A 54-year-old man without tuberous sclerosis consulted
us with a 1 week history of fever and diarrhea.
A computed tomographic (CT) study confirmed a
well circumscribed, 15 cm tumor arising from the
left kidney, Figure 1. Marked enhancement of the
tumor parenchyma was noted, with a non enhancing,
patchy internal area, Figure 1. A fat component was
noted in the tumor on CT. There was also a small
tumor with the same appearance in the right kidney,
Figure 1. A selective left renal angiogram showed a
bizarre vascular pattern, characterized in particular by
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Figure 1. (A) The left side renal tumor was pedunculated. The CT image shows a space-occupying lesion of
mixed attenuation interspersed with areas of fat attenuation in a stalk of tumor (arrow). (B) Marked enhancement
of the tumor parenchyma is noted, with a non enhancing, patchy internal area. (C) A small tumor with the same

appearance is seen in the right kidney.

multiple saccular aneurysms throughout the tumor,
Figure 2. With a provisional diagnosis of AML, the
feeding arteries were embolized with ethanol, followed
by placement of platinum microcoils, Figure 2.
However, the patient’s fever continued, and the tumor
did not decrease despite embolization; therefore, left
nephrectomy was performed.

Histology

In part, a variable admixture of mature adipose tissue
characterized the histologic appearance of the tumor
with tangles of tortuous thick walled blood vessels,
and sheets of smooth muscle, features typical of AML.
However, in most of the tumor, tumor cells exhibited
variation in size and shape, nuclear hyperchromatism,
mitoses, and bizarre giant cells. The epithelioid cells

Figure 2. (A) Aselective left renal angiogram shows a
tumor with a bizarre vascular pattern, characterized in
particular by multiple saccular aneurysms throughout
the tumor (arrow). (B) Feeding arteries were embolized
with ethanol and platinum coils.

stained positive for melanoma specific antibody
(HMB-45), focally positive for smooth muscle actin
(SMA), and negative for CD10, which confirmed that
the tumor was EAML, Figure 3.

The patient’s postoperative course was uneventful,
and he was discharged without fever.

Figure 3. (A) Perivascular epithelioid cells arranged
in solid nests or cords with well defined cytoplasmic
borders and abundant cytoplasm that varies from
eosinophilic and granular to clear, indicating classical
angiomyolipoma. (B) Moderate to severe nuclei
pleomorphism and hyperchromatism with bizarre
multinucleated giant cells and mitoses indicating
epithelioid angiomyolipoma. (C) Positive staining of
the epithelioid cells for melanoma specific antibody
(HMB-45). (D) Focally positive staining for smooth
muscle actin (SMA).
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Discussion

Since some AMLs exhibit regions of cellular atypia, the
pathologic differential diagnosis can include several
types of sarcoma. Positive immunoreactivity for HMB-
45 is characteristic of AML or EAML. Additionally,
it is important to recognize that EAML can develop
adjacent to conventional AML or even within it.?

EAMLs often resemble renal cell carcinomas
radiographically. The presence of fat is quite specific for
making the diagnosis of AML. However, approximately
5% of AML cases present with a homogeneous pattern
due to a minimal fat component.* Complete absence
of adipose tissue would suggest renal cell carcinoma
rather than EAML.* Since EAML is rarely reported,
its characteristic imaging features are unclear, and
accurate preoperative diagnosis is still difficult.

The present case did not respond to embolization,
although transcatheter arterial embolization has usually
been used for the treatment of symptomatic AML.?
To date, there is no absolute protocol of treatment for
EAML owing to its rarity. Treatment options for EAML
usually include surgery;'*** however, incomplete
surgical resection of EAML can result in aggressive
recurrence. There is insufficient evidence for the use of
additional postoperative therapies, such as irradiation
and chemotherapy."** Further clinical investigations
are necessary. Ol
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