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SUMMARY

Giant bilateral renal angiomyolipomas are exceedingly uncommon. Although the majority of renal angiomyolipomas are asymptomatic,

symptoms may occur.

Hypovolemic shock can ensue in the event of a hemorrhagic rupture, the most lethal angiomyolipoma complication.

Tumors larger than 10 cm referred to as “giant” AMLs are exceptional. Only a few reported cases had giant tumours measuring more

than 20 cm.

AML mortality and morbidity are correlated with the risk of bleeding and lesion invasion into adjacent normal renal parenchyma, which
can progress to chronic kidney disease and potentially end-stage renal disease.

It is crucial for clinicians to recognize that when renal angiomyolipoma occurs on one side of a patient’s kidney, it is equally wise to
pay attention to the opposite side of the kidney, because renal angiomyolipoma might reoccur.

We present a case of a very exceptional giant bilateral renal angiomyolipoma that required bilateral nephrectomy and hemodialysis.
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INTRODUCTION

Angiomyolipoma (AML) is the most common benign renal
tumor diagnosed in clinical practice. It is composed of a mix
of dysmorphic blood vessels, smooth muscle components, and
mature adipose tissue (1).

AML can occur sporadically or may be associated with tuberous
sclerosis complex or sporadic lung lymphangioleiomyomatosis (2).

The incidence rate of AML is about 0.3 % - 3.0%. Tumors more
than 10 cm (referred to as “giant” AMLs) are rare. Only a few reported
cases had giant tumours measuring more than 20 cm (3).

AML can range from asymptomatic to a hypovolemic shock
caused by a hemorrhagic rupture, which is the most dangerous
complication.

We present a case of a very exceptional giant bilateral renal
angiomyolipoma that required bilateral nephrectomy and
hemodialysis.

OBSERVATION

Patient A.E., 34 years old, has been in terminal chronic renal
failure since 2015, receiving hemodialysis twice per week, and had
a right nephrectomy in 2015 due to the rupture of a right renal
angiomyolipoma.

Since 2015, the patient had no imaging of the left kidney.

The symptom began 8 months ago with the installation of a left
lower back pain with complicated progressive abdominal distension,
followed 10 days later by a total hematuria requiring transfusion in
per-dialysis. The physical examination revealed abdominal distension
as well as left lumbar tenderness.

Renal ultrasound revealed a heterogeneous ultrasound mass that
had developed at the left renal lodge and had spread to the left iliac
fossa. The Abdominal Computed Tomography (CT) revealed a left
retroperitoneal mass with a hypervascularized renal appearance,
which was locally advanced with a moderate amount of peritoneal
effusion.

For a better characterization of the mass, a Computed
Tomography Angiography (CTA) was indicated, which revealed
a voluminous peritoneal and retroperitoneal mass occupying the
entire left flank extended to the pelvis, heterodense poorly limited,
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measuring approximately 19 x 13 extended by 32 cm and seating
three contingents: tissue, fat, and fluid, with integrity of the left
renal pedicle probably related to a renal angiomyolipoma (Figure 1,
2). Because of the size of the mass, which put the patient at danger
of bleeding and confusion regarding the tumor’s histological type,
a left nephrectomy was performed. The post-operative care was
straightforward. Angiomyolipoma of the left kidney was confirmed
by the anatomopathological examination (Figure 3).

DISCUSSION

Angiomyolipoma is a rare benign tumor that affects only 0.3 % of
the general population (4). Angiomyolipoma is typically unilateral;
bilateral angiomyolipome is uncommon, accounting for only 15% of
cases. (5).

In most cases, angiomyolipoma is asymptomatic. However,
abdominal pain, hematuria, palpable mass, or other complications
such as retroperitoneal hemorrhage may occur (6). According to

Figure 1: CT scan showing huge heterogeneous masses with fatty content
(empty arrow) in left kidneys in accordance with giant AML.
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Figure 2: An axial section of a CT scan demonstrating a left renal
angiomyolipoma.

Figure 4: Spindle cell cluster diffuse expression of renal angiomyolipoma.

research, the risk of bleeding and the frequency of symptoms are
related to the size of the tumor (greater than 4 cm) and the presence
of tuberous sclerosis (6,7).

This is consistent with the case of our patient, who had a 19 x
13 extended by 32 cm. Patients with bilateral angiomyolipoma are
generally at risk for high blood pressure and kidney failure (8).
Proteinuria is an unfavorable occurrence, and further investigation
is required (9).

Contrary to our case, the patient had a complicated unilateral
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form with significant bleeding, indicating a nephrectomy, and then
developed another giant angiomyolipoma on the contralateral side
complicated of abundance hematuria.

Ultrasound can be used to determine whether a tumor is solid or
cystic. The CT scan is the reference exam; it allows the differentiation
of the various components: vascular, adipose, and tissue (muscle)
based on density. However, its use for monitoring is limited due
to the accumulation of radiation and in cases of kidney function
impairment (10).

On the other hand, MRI does not emit radiation, so it can
accurately characterize lesions. Its spatial resolution is lower than that
of the CT, whose speed prevents abdominal movement artifacts. It
is adequate for determining the size of angiomyolipomas and other
kidney lesions.

There are no current statistics or solid reasons to biopsy adipose
angiomyolipomas. Intra-tumor calcifications, solitary adipose
angiomyolipomas, or any uncertain MRI image are the most common
indications (11).

In our case, a biopsy was not required. The CT provided enough
informations to make the diagnosis. The primary treatment is surgery.
Surgical excision is recommended for symptomatic tumors that are
large and have a higher risk of spontaneous bleeding (12,13).

Furthermore, some authors discuss the lack of a clearly established
relationship between tumor size and the risk of bleeding. The famous
4cm threshold recommended for deciding on a curative treatment
and that it should no longer be used in isolation; other factors such
as age, growth rate, and patient preferences must now be considered
(14).

Surgical treatment is not recommended as a first-line therapy
for AML. The indications for surgical treatment include suspicion of
malignancy, symptoms, and a risk of hemorrhage (2).

AML mortality and morbidity are correlated with the risk of
bleeding and lesion invasion into adjacent normal renal parenchyma,
which can progress to chronic kidney disease and potentially end-
stage renal disease (15).

The indication for nephrectomy was largely posed in our case to
avoid severe and recurring bleeding.

CONCLUSION

The treatment of giant renal angiomyolipoma is complex and
challanging.

Options ranging from surveillance to bilateral nephrectomy.
To select an effective and safe therapeutic approach, a thorough
assessment of patient symptoms, tumor size, and kidney function
must be performed.

It is crucial for clinicians to recognize that when renal
angiomyolipoma occurs on one side of a patient’s kidney, it is equally
wise to pay attention to the opposite side of the kidney, because renal
angiomyolipoma might reoccur.
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