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Angiomyolipoma (AML) is a benign tumor composed of vascular, adipose, and muscle tissues. AML
commonly occurs in the kidneys, and is associated with tuberous sclerosis. Different sizes of AML have
been reported in the literature. In general, a giant or huge AML usually refers to a tumor size greater than
10 cm in diameter. Several studies have suggested that a giant AML is associated with an increased risk of
complications. Herein, we report a case of a giant AML in a 56-year-old patient with abdominal bloating

for 6 months. Ultrasound and computed tomography examinations revealed a giant renal AML as well as
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multiple pulmonary tumors, and thus the patient was scheduled for nephrectomy and pulmonary wedge

resection. The resected mass measured 24.6 x 18.4 x 27.3 cm. This report also reviews all previously

described cases of large AMLs.

© 2018 Taiwan Oncology Society. Publishing services by Elsevier B.V. This is an open access article under
the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).

1. Introduction

Renal angiomyolipoma (AML) is a benign tumor consisting of fat
cells, smooth muscle, and vascular tissue. Because recurrence and
metastasis of AML are rare, conservative therapy is recom-
mended."” Most small renal AMLs are asymptomatic and can be
treated by observation; however, large AMLs have a higher risk of
spontaneous rupture and require aggressive management. Herein,
we report the case of a 56-year-old female patient with a giant right
renal tumor and multiple visceral angiomyolipomas. She under-
went nephrectomy and pulmonary wedge resection due to sus-
pected malignancy, and a pathology study confirmed the diagnosis
of multifocal synchronous AML.

2. Case report

A 56-year-old female with no relevant medical or surgical his-
tory presented to our Gastroenterology Department complaining of
consistent abdominal bloating for 6 months and weight loss of 10
kg. Ascites was noted during a physical examination. Abdominal
sonography revealed a giant and irregular hypoechoic renal mass
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about 20 cm in diameter. An abdominal computed tomography
scan showed a large right retroperitoneum mass lesion along with a
prominent fatty component and intratumoral vasculature. Two
pulmonary tumors were also noted. The first was 2.1 cm in size and
located at the right lower lobe, and the second was 5.4 cm in size
and located at the left lower lobe (Fig. 1). The diagnosis was possibly
retroperitoneal liposarcoma or other type of sarcoma, but less likely
renal or liver AML. Laparotomy was then suggested. Before the
operation, we consulted a urologist with regards to the placement
of a right side double-] stent to prevent ureter injury during sur-
gery. We performed a right thoraco-abdominal incision and radical
nephrectomy with en bloc excision on July 29, 2015. For the lung
tumor, we performed wedge resection of right lung segment 9
simultaneously in the same incision (Fig. 2). The postoperative
course was uneventful. She had no renal insufficiency, atelectasis,
or intra-abdominal infection during the postoperative course, and
she was discharged. Two months later, she received video-assisted
thoracoscopic surgery for wedge resection of left lung segment 10.
A genetic test was ordered due to the suspicion of tuberous scle-
rosis, however the result was negative. One year after surgery, she
was asymptomatic and in good health.

The gross specimen, measuring 31.3 x 26.4 x 14.9 cm, was well-
defined, homogeneously yellow and composed of solid and soft
parts. Immunohistochemistry analysis showed no features of
lymphangioleiomyomatosis of adjacent parenchyma. CDK4 and
MDM2 stains were negative. HMB-45, desmin and SMA stains were
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Fig. 1. A CT scan showed tumors in the chest and abdominal cavity simultaneously.

Fig. 2. The huge mass was harvested by radical nephrectomy with en bloc tumor
resection under thoraco-abdominal incision. The right lung tumor was also resected
during the same operation.

positive with SMA showing the strongest reactivity (Fig. 3). The
morphology of the lung tumor was similar to that of the renal
counterpart. A lung pathology test also revealed a diagnosis of

pulmonary AML. The surgical margin was free (2 mm). The findings
confirmed the diagnosis of multifocal synchronous AMLs in both
kidney and lungs rather than a metastatic lesion from one another.

3. Discussion

AML belongs to a family of perivascular epithelioid cell tumors
(PEComas). According to the WHO, these tumors are histologically,
ultra-structurally, and immunohistochemically distinctive peri-
vascular epithelioid cells.> AMLs are strongly associated with tu-
berous sclerosis (TS), a genetic disease that is caused by mutations
in either the TSC1 or TSC2 gene. Therefore, AML is usually classified
as two variants, one of which is associated with tuberous sclerosis
complex (TSC), and the other is sporadic. Most AMLs grow in
bilateral kidneys of TSC patients, and can easily be mistaken as
renal cell carcinomas.*”

With regards to the management of renal AML, we followed the
guidelines provided by Oesterling et al., in 1986.° These guidelines
suggest that AMLs that are more than 4 cm in diameter can usually
be treated by embolization or tumor resection. Furthermore, in
order to preserve renal function, partial nephrectomy or enucle-
ation is suggested. Large AMLs can be treated by embolization,

Fig. 3. Immunohistochemistry staining showed that the pathology of the tumor was angiomyolipoma.
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