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Hamartoma is a benign tumor consisting of
disorganized, yet mature, tissue. Renal hamartomas
include angiomyolipoma, leiomyoma, lipoma,
myolipoma, fibroma, and mesoblastic nephroma.
Although angiomyolipoma is rare, it is the most
frequently reported renal hamartoma.' These are
mostly asymptomatic and are discovered incidentally
on imaging with ultrasonography, computed
tomography (CT), or magnetic resonance imaging.?
We present a giant exophytic angiomyolipoma with
a visible prominent and dilated vessel, suggesting
the risk of severe hemorrhage. The rarity of the
size and the fact that we were able to predict the
risk of hemorrhage on CT scan prompted us to
report the case.

A 48-year-old woman presented to the outpatient
department of our cardiology center with complaints
of palpitation, swelling in the lower limbs, vague
abdominal pain, and tenderness on the left side of
the abdomen for 2 months. Routine investigations
were carried out including ultrasonography, which
showed a large echogenic mass with posterior
acoustic shadowing appearing to arise from the
left kidney. Contrast-enhanced CT revealed a well-
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Angiomyolipomas are benign neoplasms of the kidney which
can clinically mimic renal malignancy. The imaging features are
quite characteristic, and diagnosis can be clinched solely based on
radiological investigations. Although mostly asymptomatic, they
can be a cause of significant morbidity due to size and hemorrhage.
We report a case of giant angiomyolipoma with a dilated vessel
susceptible to hemorrhage.
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defined large exophytic mass sized approximately
12 x10 x 15 cm arising from the anterolateral cortex
of the kidney with CT-attenuation value of fat
(Figure 1). Based on the CT image, a diagnosis of
large angiomyolipoma was made.

The patient then underwent magnetic
resonance imaging, and the mass was found to be
hyperintense on both T1- and T2-weighted images
with suppression on short tau inversion recovery
sequences. The signal intensity of the lesion matched

Figure 1. Contrast-enhanced computed tomography scan shows
well-defined exophytic mass in the left kidney with an attenuation
value of fat with a prominent vessel traversing the lesion.



with that of mesenteric and subcutaneous fat. The
lesion appeared to be very well defined, growing
in an exophytic pattern from the anterolateral
cortex of the kidney (Figures 2 to 4). Also seen
were multiple enhancing vessels with a diameter
of approximately 7 mm, traversing through the
mass, which indicated that the mass was likely

Figure 2. Coronal magnetic resonance image shows the
exophytic lesion arising from the anterolateral cortex of the left
kidney.

Figure 3. Axial T2-weighted magnetic resonance image shows
the signal intensity of the lesion similar to the mesenteric and
subcutaneous fat tissues. The signal void due to the prominent
vessel can be well appreciated in the image.
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Figure 4. Contrast-enhanced fat saturation magnetic resonance
image shows suppression of the signal intensity of the lesion,
confirming its fatty nature.

to present with hemorrhage in the future. The
patient was referred to the department of surgery
for further evaluation and management, where she
underwent total excision of the tumor (nephron-
sparing of the kidney). The histopathology report
of the lesion revealed nonencapsulated but well-
marginated lesion with abundant adipocytes on
hematoxylin-eosin staining. Adjacent to the tumor,
varying amounts of smooth muscle, blood vessels,
and adipocytes were seen.

Angiomyolipoma was named so by Morgan and
colleagues in 1951, as they found it a complex of
mature adipose tissue, smooth muscle cells, and
thick-walled vessels.® With an overall prevalence of
approximately 0.3% to 3%, angiomyolipoma of the
kidney is quite uncommon.' This tumor can develop
in 2 forms that are otherwise histologically similar.
Almost 80% of the cases develop sporadically,
typically in middle-aged women, and the other
20% are associated with tuberous sclerosis, also
known as Bourneville disease.! Tuberous sclerosis
is an autosomal dominant disease that classically
diagnosed as a triad of mental retardation, seizures,
and adenoma sebaceum, with angiomyolipomas
seen in 80% of the cases.! Angiomyolipoma in
tuberous sclerosis tends to occur in younger ages
(mean of approximately 17 years); are larger,
multiple, and bilateral; and often require surgical
management as they are more likely to bleed.
Both progesterone and estrogen receptors have
been discovered in angiomyolipoma found in
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females and in patients of tuberous sclerosis first
by L'Hostis and colleagues.* This is consistent with
the female predominance in the sporadic form of
angiomyolipoma and aggressive nature of the lesion
in tuberous sclerosis. This also perhaps explains
the rapid growth of angiomyolipomas and higher
propensity to hemorrhage during pregnancy.

The abnormal blood vessels within
angiomyolipomas may appear thick, but they
lack normal elastin, resulting in formation of
aneurysm and have been linked with increased
incidence of hemorrhage.®> Calcification and
necrosis is rare. Most of the angiomyolipomas
are smaller than 4 cm, usually asymptomatic, and
very unlikely to bleed.®” However, 82% to 94% of
angiomyolipomas equal to or greater than 4 cm
in diameter are symptomatic, and 50% to 60%
of these result in spontaneous hemorrhage.® The
usual symptoms are associated with the effects of
the mass or hemorrhage in the form of abdominal
or flank pain, palpable mass, nausea, vomiting,
hematuria, anemia, hypertension, urinary tract
infection, shock, or even kidney failure.

Often angiomyolipomas can be diagnosed by
various imaging modalities. On ultrasonography,
they appear as well-defined and echogenic
mass, irrespective of the fat content,’ often
with posterior acoustic shadow; however, they
cannot be confidently differentiated from renal
cell carcinoma.'® Nonetheless, the characteristic
detection of fat within the lesion by CT is diagnostic
for angiomyolipoma. Thus, CT is a noninvasive
technique with high diagnostic specificity that
avoids unnecessary surgical intervention. Magnetic
resonance imaging can also demonstrate the
intratumoral fat, especially by fat suppression
technique. Angiographic findings include cluster
of saccular microaneurysms and macroaneurysms,
hypervascularity, tortous vessels, and the absence of
normal tapering of the vessels.!! Rarely, the absence
of fat, involvement of surrounding structures,
and invasion of the inferior vena cava and the
right atrium may be seen in angiomyolipoma,
making it difficult to be differentiated from renal
cell carcinoma. Other rare fat-containing renal
lesions such as lipoma, myolipoma, liposcarcoma,
oncocytoma, and Wilms tumor may sometimes
mimic angiomyolipoma.

Management of the lesions depend upon the
size of the tumor, associated risk of hemorrhage,
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and whether the lesion is sporadic or associated
with tuberous sclerosis. Lesions smaller than 4
cm can be managed conservatively with biannual
follow-up examinations with ultrasonography, CT,
or magnetic resonance imaging. Elective resection
is indicated if the risk of hemorrhage appears to be
increasing during the follow-up period. However,
larger lesions need to be followed more frequently
or require intervention in the form of intra-arterial
embolization, nephron-sparing tumor resection,
or depending upon their size and location, total
nephrectomy.*#"? Treatment with selective arterial
embolization of the lesion is especially indicated in
patients with tuberous sclerosis, where there may be
inadequate number of functioning nephrons owing
to substitution of the renal parenchyma by multiple
cysts and angiomyolipomas.’*'®* More aggressive
follow-up and treatment are also necessary during
pregnancy, due to hormonal influence on tumor
growth and increased risk of hemorrhage.®
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