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Abstract

Renal angiomyolipoma is an uncommon benign tumour characterized by a variable mixture of adipose
tissue, smooth muscle and thickened blood vessels and hence the name. We here in, present a case of
renal angiomyolipoma in a 60 years old female patient presenting with flank pain and swelling. Clinico-
radiological evaluation suggested a mass lesion arising from kidney. Nephrectomy was carried out. The
histological examination revealed admixture of spindle cells & adipose tissue along with thick walled
blood vessels. The case was diagnosed as Angiomyolipoma of right kidney and the patient was followed

up closely.
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Introduction

Angiomyolipoma is a benign mesenchymal
tumour composed of variable portions of adipose
tissue, spindle cells, epithelioid smooth muscle
cells and abnormal thick walled blood vessels. It
belongs to a family of lesions called perivascular
epithelioid cell tumours (PEcomas), which are
characterised by the proliferation of perivascular
epithelioid cells' (WHO,2016).

Angiomyolipomas constitute approximately 1% of
surgically removed renal tumours.
Angiomyolipoma has been considered an
uncommon neoplasm, but its observed incidence
IS increasing as it is increasingly detected during
imaging performed to evaluate other conditions®.

It can occur sporadically or in patients with
tuberous sclerosis, an autosomal genetic disorder,
characterized by mental retardation, seizures and
the development of cellular proliferations such as
angiomyolipoma, subependymal giant cell
tumours, cutaneous angiofibromas, cardiac
rhabdomyomas, lymphangiomyomatosis  and
pulmonary multifocal micronodular hyperplasia®.
In patients with tuberous sclerosis, renal
angiomyolipoma is found in the third or fourth
decades of life; whereas sporadic
angiomyolipomas tend to occur in older patients.
Puberty may influence the development of
angiomyolipoma®.
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Case Summary

This 60 yrs old female patient attended urology
outdoor with complaints of pain and swelling in
right flank region for last 6months.She had no
history of tuberous sclerosis or haematuria or
dysuria. Routine haematological and biochemical
parameters were within normal limit.

USG of whole abdomen revealed two hyperechoic
SOL at the upper part of right kidney. The nature
of the lesion could not be ascertained.

CECT abdomen shows three hypodense SOLs
(having fatty density) noted at upper pole of right
kidney at lateral cortex, largest measuring 20x23

mm and suggested as  possibility of
angiomyolipoma or any mass lesion of right
kidney (figure no.1).

FNAC of the renal SOL was done outside and
reported as- suggestive of poorly differentiated
carcinoma.

She was admitted to urosurgery ward and planned
for right nephrectomy. The right nephrectomy was
done and the specimen was sent to our Pathology
department. The patient was on close follow up
after the surgery.

The total specimen measured (10X6X4) cm. On
cut section of right kidney a solid yellowish
growth measured (2X2) cm in the cortical region
(figure no.3).Another nodular growth noted on the
surface of the kidney measuring 1.2 cm in
maximum diameter.

The microscopic examination revealed variable
mixture of mature adipose tissue, thick walled
blood vessels and bundles of smooth muscles,
which are classical features of angiomyolipomas
(figure no.4). The normal kidney tissue was noted
adjacent to angiomyolipoma which was clearly
demarcated in histopathological examination
(figure no.5).

There was no evidence of vascular invasion and it
was not associated with renal cell carcinoma or
renal epithelial cyst.

A final diagnosis of renal angiomyolipoma was
done.

Figure 1 CECT Abdomen show one large
hypodense lesion at upper pole of right kidney at
lateral cortex

Figure 2: Photograph showing gros ppearance
of kidney- external surface

Figure 3: Photograph showing a yelowish solid
growth in the cortical surface of kidney.

Dr Gopinath Barui et al IMSCR Volume 06 Issue 02 February 2018

Page 339




. ey OO ARIE R TN
Figure 4: Photomicrograph showing renal
Angiomyolipoma consists of all the three
components i.e. mature adipose tissue, thick
walled blood vessels and smooth muscle cells
(H&E; 400X)

Figuré 5: showing renal
angiomyolipoma with adacent normal kidney
(H&E;100X)

Discussion

Angiomyolipoma  (AMLs) are distinctive
neoplasms composed of variable combinations of
smooth muscle, adipose tissue, and vasculature.
Although most commonly found within the
kidneys, they may occur at extrarenal sites
including liver, lungs, lymph nodes and
retroperitoneal soft tissues®.

Renal angiomyolipoma is a benign neoplasm
arising from mesenchymal elements and was first
reported in 1951°,

It was initially considered to be a hamartoma
rather than a true neoplasm, but the clonal nature
of the lesion is now well established’.

It may arise in the cortex or medulla of the kidney,
as well as in retroperitoneal soft tissue, with or
without renal attachment®.

Patients without tuberous sclerosis are more likely
to have larger lesions, so are more likely to
present with flank pain, haematuria, palpable mass
or a combination of these signs and symptoms.
Retroperitoneal  haemorrhage may  occur.
Simultaneous occurrence of angiomyolipoma with
renal cell carcinoma and oncocytoma in the same
kidney has also been reported. CT and USG
permit the preoperative diagnosis of angiomyo-
lipoma in almost all cases®.

Uncommonly, it extends into the intra renal
venous system, the renal vein or the vena cava.
They are usually well demarcated from the
adjacent kidney, but not encapsulated. Most of
them are solitary, but multiple tumours may be
present.

Most angiomyolipomas are composed of a
variable mixture of mature fat, thick walled poorly
organized blood vessels and smooth muscles(the
classic triphasic etiology).The border between
angiomyolipoma and the kidney is typically sharp.
The smooth muscle cells appear to emanate from
blood vessel walls in a radial pattern. They are
most commonly spindle cells but may be rounded
epithelioid cells. Some angiomyolipomas (so
called capsulomas), which are often located
subcapsularly and composed almost entirely of
smooth muscle cells, resemble leiomyomas. A
component composed of cells associated with thin
walled, branching vessels with a pattern similar to
lymphangioleiomyoma is another variation of
smooth muscle component.

The lipomatous component is typically consists of
mature adipose tissue may contain vacuolated
adipocytes suggesting lipoblast, resembling a
liposarcoma when there is extensive adipocytic
differentiation.

The blood vessels have thick walls and lack the
normal elastic content of arteries.

Highly pleomorphic angiomyolipomas rich in
epithelioid cells closely resemble sarcomatoid
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renal cell carcinomas and so called malignant
fibrous histiocytomas™®.

Angiomyolipomas  are  characterized by
coexpression of melanocytic markers (HMB45,
melan A and microphthalmia transcription factor)
and smooth muscle markers (smooth muscle actin
and calponin). CD68, S100 protein, estrogen and
progesterone receptors and desmin may also be
positive, whereas epithelial markers are always
negative.

Classic angiomyolipomas are benign. A very
small minority are associated with complications
and morbidity and mortality. Renal cyst and
multiple angiolipomas in tuberous sclerosis
patients can lead to renal failure™.

It is important to recognize the benign nature of
these tumours and their  characteristics
radiological features. Most of these tumours are
amenable to conservative management with
frequent follow up. Even when surgical excision is
indicated, the kidney itself can often be spared *2.
Pulmonary oedema can occur as a complication of
the  transcatheter  embolization of renal
angiomyolipoma in a patient with pulmonary
lymphangiomyomatosis due to the tuberous
sclerosis complex. Conventional angiomyolipoma
has got a very good prognosis as compared to the
rare epithelioid variant of angiomyolipoma, which
is potentially malignant. Rarely, angiomyolipoma
can prenent with epithelial cyst®.
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