CASE REPORT

Resection of a staggering 36-cm angiomyolipoma
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Abstract

Angiomyolipomas (AMLs) are benign tumours characterized by
fat, smooth muscle and vascular components. Epithelioid AML
is a recognized variant of AML that is comprised of epithelioid
smooth muscle cells. We present a case of a 41-year-old male who
presented with light-headedness, dizziness, right-sided abdominal
pain and, on subsequent computed tomography, was found to
have an enormous right kidney mass characteristic of an AML.
The patient underwent preoperative selective arterial embolization
followed by a right radical nephrectomy. The pathology revealed a
36-cm AML with focal epithelioid features. Although uncommon,
AMLs can present as enormous retroperitoneal masses.
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41-year-old healthy male with a recent history of
Asyncope presented with complaints of persistent light-

headedness, dizziness and right-sided abdominal
pain. At an outside hospital, he received 2 units of packed
red blood cells for his anemia, and a computed tomography
(CT) scan of his abdomen and pelvis revealed an enormous
right renal mass with multiple vascular and adipose-laden
areas characteristic of an angiomyolipoma (AML) (Fig. 1).
The patient was subsequently transferred to our hospital for
further management.

Upon arrival, the patient’s blood pressure was stable,
but he was tachycardic with a heart rate in the 110 range.
He had an otherwise unremarkable medical and family his-
tory, with no clinical stigmata typical of tuberous sclerosis.
On examination, he was moderately obese with a large
palpable right-sided abdominal mass. His creatinine was
1.1 mmol/L. His presenting hematocrit of 21% led to an
additional transfusion of 1 unit of packed red blood cells;
he was immediately sent to interventional radiology for an
angiogram and embolization to obtain hemostasis and, by
embolizing most of the tumour’s blood supply, to reduce the
risk of intraoperative hemorrhage. The angiogram revealed a
large hypervascular tumour supplied predominantly from a
right superior pole renal artery and its branches; these were

all embolized and the post-procedure angiogram showed a
significant reduction in the lesion’s vascularity.

The patient’s hematocrit continued to drop overnight
to 19%; he received an additional 2 units of packed red
blood cells and returned to interventional radiology for fur-
ther evaluation. On angiogram, a 3-cm pseudoaneurysm
(Fig. 2) from another branch of the right renal artery was
found and embolized proximal to it. In addition, one of
the branches of the renal artery, that was embolized the
day before, continued to have flow and was re-embolized.
The post-embolization angiogram showed stasis of flow
both to the pseudoaneurysm and the re-embolized vessel.
Subsequently, his hematocrit stabilized at 26%.

The following day, the patient underwent a right radi-
cal nephrectomy through a thoracoabdominal incision. The
tumour did not invade any adjacent organs and weighed
7.6 kg when it was removed (Fig. 3). The pathology revealed
a 36 x 25 x 18 cm angiomyolipoma with focal epithelioid
areas. The patient was discharged on postoperative day 7,
had an unremarkable follow-up appointment 2 weeks later,
and is scheduled for a repeat CT scan in 1 year.

Discussion

amounts of fat, smooth muscle and thick-walled blood ves-
sels.”? An autosomal disorder, tuberous sclerosis consists of
a syndrome of epilepsy, mental retardation and adneoma
sebaceum. Commonly associated with these patients are
AMLs, which occur in roughly in 40% to 80% of these
patients.> However, 80% of patients with AMLs do not have
tuberous sclerosis.* Generally, AMLs are detected by CT
scan, which reveals a mass with high fat content as mea-
sured by negative Hounsfield units and vascular compo-
nents.* Once AMLs are discovered, their size and symptoms
determine the treatment because of the differences in the
likelihood of hemorrhage.> As stated by Oesterling and col-
leagues and Steiner and colleagues, among others, tumours
greater than 4 cm are more likely to be symptomatic and to
hemorrhage, requiring embolization and/or surgery.®” Given
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Fig. 1. Mass revealed on computed tomography scan.

the benign nature of AMLs, selective arterial embolization
or renal sparing surgery is the first choice. In this case, the
patient was symptomatic with a low hematocrit and hemor-
rhage from the lesion on angiogram, which necessitated an
immediate intervention. Embolization was done to control
the patient’s immediate hemorrhage and to reduce the risk of
intraoperative bleeding. This lesion was too large to attempt
a partial nephrectomy, especially given that the patient
was otherwise healthy with a normal contralateral kidney.
Another concern raised by the enormous size of this lesion
was that this could be a liposarcoma. Retroperitoneal lipo-
sarcomas are generally large with nearly 50% being larger
than 20 cm at diagnosis; they are composed predominantly
of adipose tissue and can occasionally be hard to differenti-
ate from AMLs on imaging.®® Making a distinction between

Fig. 3. Specimen.

Fig. 2. Vessels supplying the lesion on angiogram.

them, however, is imperative because liposarcomas have a
much worse prognosis.®?

After complete resection, the pathology of this tumour
revealed a 36-cm AML with focal epithelioid areas weighing
7.6 kg. The mass invaded the kidney and the surgical mar-
gins were negative. Epithelioid AML is a recognized variant
of AML, which is characterized by the presence of epithe-
lioid smooth muscle cells.’ The expression of melanocyte
markers and smooth muscle cell markers has standardized
the histological diagnosis of epithelioid AML and, in our
case, immunohistochemical staining was positive for actin,
HMB-45, melan-A, and c-kit, all of which supported this
diagnosis.'®'" Although only focal epithelioid areas were
noted, the decision was made to obtain a follow-up CT
scan in 1 year given the potentially aggressive nature of
this feature.*'?

Conclusion

included preoperative embolization followed by radical
nephrectomy; our recommended follow-up was based on
the lesion’s focal epithelioid features.

Department of Urology, University of Pitishurgh School of Medicine, Pittsburgh, PA

Compefing inferests: None declared.

This paper has been peer-eviewed.

E98 CUAJ @ August 2010 ® Volume 4, Issue 4



A 36-cm angiomyolipoma
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