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ADRENAL ANGIOMYOLIPOMA: A SURGICAL RARITY
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ABSTRACT

Adrenal Angiomyolipoma's are extremely rare forms of lipomatous tumours of adrenal gland. They may go undetected for years without
symptoms. The patient may become symptomatic, once the tumour has gained a significant size, mainly back pain. We are reporting our case which
is a one of a kind benign Adrenal tumour. Adrenal Angiomylipomas are found as incidentalomas in patients, generally presenting with mild to no
symptoms, leading to a long delay before they are diagnosed. However, early diagnosis is key, not only to alleviate symptoms but to also prevent a
future surgical disaster due to rupture causing cardiovascular shock if large enough. Our patient presented with dull aching flank pain without any
systemic symptoms. The diagnosis requires a multifocal approach to be confirmed including hormonal assay and radiological testing whereas
following a “clinical only”” approach maybe insufficient and often mislead a clinician from establishing an accurate diagnosis. These patients could
be offered laparoscopic resection at specialized centres with minimal risk of complication and early uneventful recovery.
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INTRODUCTION:

Angiolipomas are Benign Lipomatous tumours found most commonly
in the kidneys, however in extremely rare cases may be found in the
Adrenal glands. These tumours are derived from mesenchymal origin,
mainly from perivascular epithelioid cells and generally contain
mature fat, bone-marrow-like hematopoietic cells, along with blood
vessels and muscle cells.'

These tumours are generally asymptomatic’ and are found incidentally
on radiological imaging but sometimes may be associated with
endocrine pathologies such as Cushing's syndrome, 21 -hydroxylase
deficiency or Conn Syndrome’. The Incidence rate of these tumours is
as low as 0.08 to 0.4% and there have been very few cases documented
in medical literature till date’. Below we present a symptomatic case
with flank pain and no other co-morbidities.

Case Report:

A 26 year old female patient presented with intermittent left side flank
pain for last 6 months which was dull aching and non-radiating. She
had no other systemic symptoms and no past history of any co-
morbidities. Clinical examination was within normal limits and
revealed no abnormality. She underwent ultrasound examination of the
abdomen and pelvis, which revealed a 8 cm x 6 cm mass lesion in left
adrenal region while rest of sonography was normal. Computed
tomography (CT) of abdomen revealed a left adrenal mass of around 8
cm x 6 cm X 6 cm with heterogeneous internal composition including
macroscopic fat with few interspersed solid appearing elements. No
calcification was noted. A CT differential diagnosis was established as
adrenal myelolipoma or angiomyolipoma.

(Fig 1: Axial CT focused)

(Fig 2: Axial CT Film)

She was investigated for secreting adrenal mass by cortisol
suppression test, serum aldosterone levels, plasma renin activity and
plasma metanephrine and nor-metanephrine levels, all of which were
normal.

Inview of increased frequency of left flank pain, a decision was made
to go ahead with resection of the tumour. She then underwent
laparoscopic left adrenalectomy.

(Fig 3: Myelolipoma
Resected Specimen)

(Fig 4: Myelolipoma
Specimen focused)

The surgery was uneventful and histopathology reports confirmed
diagnosis of Angiomyolipoma. Patient was discharged on the 3rd post-
operative day. After following all post-discharge advise and
undergoing complete post-operative recovery, the patient remains
symptom free till date.

DISCUSSION:

Angiomyolipomas in its first description was explained by Edgar von
Gierke' in 1905 with the term “Myelolipoma” first being used by
French pathologist Charles Obenling’ in 1929. These are Lipomatous
tumours of mesenchymal origin and are commonly seen in the kidney
but can also be seen in other organs as extra-renal manifestations such
as liver, spleen, lungs, retroperitoneum, bone, and ovaries’. Adrenal
Angiomyolipomas are the most rarest form of Myelolipomas with its
Incidence ranging from 0.08% to 0.4%, and less than 300 cases were
reported in the literature before 2000°. The largest reported case of
Adrenal Angiomyolipoma was 31 x 24.5 x 11.5 cm and weighing in at
6 kg. These tumours are generally non-secreting tumours, however a
single case of secreting adrenal Angiomyolipoma has been reported in
literature’.
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It is widely thought that Myelolipomas occur in response to stressful
stimuli such as necrosis, inflammation or infection, theorizing it to be
primarily caused by adrenocortical cell metaplasia”. While most of
these tumours are asymptomatic and often detected as Incidentalomas,
they may sometimes cause symptoms, especially pain. Diagnosis
requires a multifocal evaluation with radiological imaging, CT scan
being the gold standard mode of diagnosis showing the highest
sensitivity'', exposing Myelolipomas as adrenal lesions with well
circumscribed fat containing components. Occasionally in cases, they
may show punctate calcifications and sometimes even haemorrhagic
tissue in larger lesions . Other modalities that may be used for imaging
are ultrasonography and MRI.

Treatment of Adrenal Angiomyolipoma's depends on symptom
development and probability of the tumour to cause future
complications such as cardiovascular shock due to rupture and
haemorrhage of large Myelolipoma". Surgical resection is key for
larger tumours which leads to highly improved future prognosis,
ultimately causing regression of all symptoms and risk for future
complications. In our case, a laparoscopic left adrenal resection was
performed with complete Myelolipoma resection. Despite being
majorly a non-secreting tumour, the patient should always be worked
up to look for a secreting tumour with hormonal panels consisting off
Cortisol Suppression test, Serum Aldosterone levels, plasma Renin
activity and plasma Metanephrine and Nor-Metanephrine levels due to
existence of a documented case of secreting Myelolipoma tumour in
medical literature’.

CONCLUSION:

Adrenal Angiomyolipoma's are rare benign lipomatous tumours which
may be found as incidental findings or may produce mild symptoms,
however may be more sinister than they appear if large enough due to
their ability to cause dire surgical emergencies by itself in case of
rupture causing cardiovascular shock. Imaging and hormonal assay
could clinch the diagnosis. Smaller lesions less than 5 cm and
asymptomatic could be observed but larger lesion more than 5 cm can
be offered laparoscopic resection. Laparoscopic resection of these
tumours is safe, simple and holds minimal risks and complications if
performed well at equipped specialized centres.
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