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A rare case of oropharyngeal angiomyolipoma
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Abstract
The authors here present a rare case of angiomyolipoma arising in the oropharynx. The tumor was found in a 55-year-old man, not
associated with tuberous sclerosis. Histopathologic examination of the tumor revealed an admixture of numerous smooth muscle cells,
mature adipose tissue and numerous thin –walled capillaries and thick-walled vessels. Both histological and immunohistochemical
findings were typical for tumors of the mucocutaneous angiomyolipoma group.
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Introduction
Angiomyolipoma (AML) is a benign mesenchymal
neoplasm composed of fat, vascular, and smooth muscle
elements. This tumor most commonly arises from the
kidney, followed by the liver.1,2,4,8 In the head and neck
region, AML has frequently been reported to be located in
the oral cavity, nasal cavity and nasopharynx.1-3
Accompanying tuberous sclerosis syndrome is present in
50% of angiomyolipoma patients; whereas AML has been
reported in 80% of tuberous sclerosis patients.4 There are
only a few laryngeal AML cases available in the literature.5-

Case Report
We herein report a case of a 55-year old male who
presented to our outpatient department with complaint of
discomfort in throat since 2 years. No history of difficulty in
swallowing or breathing was present. There was no change
in voice too. On videolaryngoscopic examination, a
globular, smooth surfaced, polypoid mass was seen arising
from left pharyngeal wall just below the lower pole of
tonsil, encroaching into the left vallecula compressing the
epiglottis to right [Fig. 1].
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Fig. 1: Videolaryngoscopic images showing a smooth surfaced globular mass arising from left lateral pharyngeal wall
encroaching left vallecula compressing the epiglottis to the opposite side. Laryngeal inlet was normal with mobile
vocal cords
revealed blood aspirate, suggestive of vascular lesion.
Magnetic resonance imaging with angiogram (MRA)
Owing to the vascularity of the tumors, pre-operative
showed a well-defined, isointense in T1 & hyperintense in
embolization followed by surgical excision was planned.
T2 weighted images, homogeneously enhancing lesion in
Carotid angiogram showed a branch from left lingual artery
left tonsillar fossa measuring 4.0 x 2.3 x 2.9 cm,
feeding the epiglottic lesion with significant vascularity and
compressing epiglottis to right, receiving arterial feeders
contrast blush; but due to small calibre and tortuosity, the
directly from external carotid artery & ascending pharyngeal
artery could not be catheterised using 2.7 Fr Progreat
artery [Fig. 2]. Fine needle aspiration cytology (FNAC)
microcatheter.
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Fig. 2: Magnetic resonance imaging with angiogram showing a well-defined, homogeneously enhancing lesion in left
pharyngeal wall

Fig. 3: Carotid angiogram showing feeder vessel (Red arrow) to be a branch from the lingual artery
Intra-operative microlaryngoscopy showed two separate
vascular masses with sessile base arising from the left lateral
pharyngeal wall obscuring the left vallecula and from the
epiglottis. But microlaryngoscopic excision was abandoned
due to failed pre-operative embolisation, need of ligation of
the feeder vessel prior to excision and inadequate exposure.
The tumors were excised by left lateral pharyngotomy
approach with prior ligation of the left lingual artery.

Grossly, the masses appeared circumscribed and
globular. Routine microscopic examination of the vallecular
lesion revealed a well circumscribed lesion formed of
irregular thick walled arteries with a few thin -walled
capillaries and venules [Fig. 4]. Some of these vessels
appear as slit like spaces and some as cavernous spaces. The
stroma in between was composed of smooth muscle bundles
and lobules of mature adipocytes. Lymphocytic infiltration
of the stroma was noted.

Fig. 4: Histopathology images showing presence of mature adipose tissue, smooth muscle fibres and thick-walled,
irregular blood vessels pathognomonic of angiomyolipoma
Indian Journal of Pathology and Oncology, January-March, 2019;6(1):151-154

152

Kanica Chaudhary et al.

The epiglottic lesion showed a vascular lesion
composed of interconnecting venules and arterioles of
varying sizes. Predominant areas showing thrombosed and
congested blood vessels, haemorrhage and fibro-intimal
thickening in the venules were noted amidst an oedematous
stroma. The epiglottic lesion was an Arterio-Venous
malformation composed of malformed vessels with abrupt
changes in their medial and elastic walls [Fig. 5]. No
evidence of dysplasia or malignancy was seen in either of
the lesions.

Fig. 5: Epiglottic lesion showing an admixture of
malformed arteries, capillaries and venules with
abnormal vascular dilatation
Immunohistochemistry done on the vallecular lesion
showed positive expression for Smooth muscle actin (SMA)
and Desmin by the smooth muscle component of the lesion;
CD34 was expressed by the vascular endothelial cells.
Immunostaining for melanocytic markers like HMB-45 and
Melan-A- which signify a renal angiomyolipoma – was
negative. Morphologic and immunohistochemical findings
were concordant for the diagnosis of an angiomyolipoma of
the vallecula.
Successive ultrasound of abdomen revealed no
synchronous lesion in kidney or liver. And presence of
tuberous sclerosis was also ruled out through
multidisciplinary team approach.
Discussion
Angiomyolipoma (AML) is a hamartoma consisting of
varying amount of mature adipose tissue, smooth muscle
fibres and thick walled blood vessels, seen more commonly
in females. The commonest form of AML is renal AML,
which usually remains asymptomatic and is diagnosed
incidentally. While 50% of renal AML is associated with
tuberous sclerosis complex, extra-renal AML is sporadic.10
Of all the AML arising from sites other than kidney and
liver, the most commonly found are those on the skin. Skin
AML has been described on the penis, head and neck, and
limbs. Histopathologically, skin and nasal AML are
identical, as are the oral cavity and pharyngeal types.
Watanabe & Suzuki8 proposed a joint denomination of
mucocutaneous AML for this second group of tumors.
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Mucocutaneous AML are different from hepato-renal AML
in many ways. Firstly, they are not associated with tuberous
sclerosis complex, they usually affect older men and are
usually small. Secondly, the most striking difference is that
the nasal cavity and skin AML are composed of mature
smooth muscle cells only, which are negative to the HMB45 melanoma-specific antigen, contrary to those which are
not mucocutaneous. There were no additional features in the
present case too suggestive of tuberous sclerosis,8 as in
other mucocutaneous AMLs described in literature till date.
Endoscopic preoperative histopathological diagnosis is
difficult due to the vascularity and submucosal development
of the tumor, as found in this case too. Other tumors of
adipose
tissue
(angiolipoma,
liposarcoma)
and
angioleiomyoma should initially be taken into consideration
in the microscopic differential diagnosis. Angiolipoma lacks
myoid differentiation. Lipoid component does not exist in
an angioleiomyoma. In order not to misdiagnose a
liposarcoma, lipoid component must be searched carefully
for lipoblasts. Melanocytic marker (HMB-45) positivity is
constitutional for AML.8 However, HMB-45 positivity was
never observed in any of the cases of mucocutaneous AML
mentioned in the literature. The presence of adipose tissue,
smooth muscle fibres and tortoise vessels allowed us to
make the diagnosis of angiomyolipoma easily in the present
case, so an IHC examination was not requested.
Although renal AML may show peri-renal fat
involvement and clinically behave in a malignant fashion in
case of epithelioid AML, classic AML is regarded as
benign.11 There is need of further investigation for
clinicopathological characteristics of extrarenal AML, but
extrarenal AML is also considered as benign. Surgical
excision is considered curative. While small lesions may be
excised through endolaryngeal microsurgery, an external
approach (laryngofissure, lateral pharyngotomy, or
thyrotomy) may be used for large lesions.12 In the present
case, due to inadequate access through microlaryngoscopy,
surgical excision was performed through external (lateral
pharyngotomy) approach with prior ligation of the feeder
(lingual artery) vessel through the same neck incision after a
failed attempt of pre-operative embolisation.
Conclusion
AML is a very rare tumor in the oropharynx. Only few
rare cases have been reported till date from pharynx (base of
tongue). Other areas in head and neck region described, are
oral cavity, nasal cavity and larynx. The non-association of
this particular AML with Tuberous Sclerosis has to be
highlighted as well. Although there is need of further
investigation on clinicopathological characteristics of
mucocutaneous AML including their ability for malignant
transformation, if present, the present case will certainly
contribute to the analysis of these extremely rare
hamartomatous lesions.
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