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Abstract

Angiomyolipomas (AML) are benign mesenchymal tumours. It is commonly
seen in the kidney. Extra-renal sites of AML are uncommon though it can
occur in any part of the body. Reports of cutaneous AML are rare in the lite-
rature. We present a case of an 11-year-old female with a polypoidal swelling
on the nose that was noticed a few weeks after birth, which progressively in-
creased in size till it was causing nasal blockage. This cutaneous lesion is dif-
ferent from a renal angiomyolipoma because it lacks features of tuberous
sclerosis, non-invasive, absence of epithelioid cells and negative HMB-45
staining. Histopathology shows a mixture of blood vessels, mature adipocytes
and smooth muscle. These unique features distinguish this lesion from other
possible differentials such as angiomyoma and myolipoma. Histopathology
and immunohistochemistry confirm the swelling as angiomyolipoma of the
nose. We concluded that histopathology and immunohistochemistry are im-
portant diagnostic tools for cutaneous AML irrespective of gender, age of on-
set and site of lesion.
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1. Introduction

Angiomyolipomas (AML) are benign mesenchymal tumours with varying pro-
portions of matured fat cells, thick walled blood vessels and smooth muscle cells
[1]. More than 99% of AML is found in the kidney [2]. Other documented sites

are liver, lung, intestine, oral and nasal cavities and sometimes the skin [1]. The
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renal AML has female predilection, invasive; consists of perivascular epithelioid
cells and positive HMB-45 Antigen and about one third is associated with tu-
berous sclerosis [3]. AML was classified in older literature as hamartomatous le-
sion, a benign tumour comprising cells of origin, but it is also been found to be
associated with other diseases such as neurofibromatosis type 1, polycystic kid-
ney disease and Hippel-Lindau syndrome [3].

The extra-renal AML is less common than the renal counterpart. The cutane-
ous forms of extra-renal are reported to be even much less common than the
renal type and are mostly present in acral region of the body [1]. The ear has
been reported to be the commonest site of cutaneous AML on the head and neck
region followed by eye, lip, glabella, pre-auricular and post-auricular region and
less commonly, the nose [4]. There are only 2 reported cases of cutaneous AML
of the external nasal pyramid in literature till date (Buyukbabani et a/ and Obata
et al) [5] [6]. Cutaneous AML unlike renal type predominantly affects male; is
solitary, non-invasive, and negative for human melanoma black (HMB)-45 an-
tibody and is not associated with tuberous sclerosis. They are mostly within 1 - 4
cm in dimension. Cutaneous AML has been suggested to develop from replace-
ment of degenerated tissue of neglected lesion with fat tissue following repeated
trauma [4].

The purpose of this case report is to describe a rare case of large cutaneous
AML located on the nose of a female child. This is the first case report of cuta-

neous AML in Nigeria.

2. Case Report

An eleven-year-old female presented about two years ago with an external nasal
growth which was noticed about a week after her birth. Swelling gradually in-
creased in size until it was the size of a baseball. There was no history of asso-
ciated pain or previous trauma to the nose. There was however associated histo-
ry or recurrent mucus nasal discharge, nasal blockage and snoring due to partial
blockage of both nostrils by the growth. Patient was also diagnosed of ventricu-
lar septal defect (VSD) in the neonatal period that was repaired only eighteen
months ago due to financial reason.

Examination of the mass revealed a well circumscribed mass over the dorsum
of the nose hanging over both nostrils, it is non-tender, soft in consistency, mo-
bile, measuring 6 cm by 6 cm in dimension and is attached to the over-lining
skin (Figure 1), the nasal cavity is clinically normal. There were also no clinical
features of tuberous sclerosis and no positive family history. Because the mass
was discrete, an excisional biopsy was favored to incisional biopsy. Nevertheless,
Computed tomography (CT) was done with the aim of localizing the mass. CT
scan revealed an isodense lesion just within the tip of the nose with relatively
normal nasal cavity and paranasal sinuses (Figure 2). The mass was subse-
quently excised under general anesthesia and closure achieved primarily (Figure

3). The surgical specimen was bluish yellow in color multilobulated and firm
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measuring 4 cm by 2 cm by 4 cm (Figure 3).

Histopathology revealed a regularly shaped greyish white to brownish soft
tissue masses, the largest of which measure 3 x 2.5 x 1.5 cm. Hematoxylin/eosin
section showed soft tissue partly covered by a thinned-out epithelium. Within
the tissue are proliferating small sized vascular channels, some of which are cys-
tically dilated. There are lobules of matured adipocytes within a somewhat fi-
bromuscular stroma (Figure 4). Immunohistochemistry examination showed
cytoplasmic immunoreactivity for SMA in the smooth muscle component and
negative HMA-45 (Figure 5). Diagnosis of AML was made based on histologic
and immunohistochemistry reports. Informed consent was obtained from the

parent for this case report.

Figure 1. Preoperative picture showing a 6.0 by 6.0
cm mass on the nasal bridge.

Figure 2. Computed topography scan image showing isodense well circumscribed lesion
on the nose.
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Figure 3. (a) Intraoperative photograph showing the mass being ex-
cised; (b) and (c) showing a 2 X 4 cm excised mass and the imme-
diate reconstruction of the nasal bridge respectively.
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Figure 4. Haematoxylin and eosin staining showing blood vessels,
adipose tissue and smooth muscle bundle in varying proportion.

Figure 5. Immunohistochemistry showing sample of the excised tis-
sue being negative for HMB-45 but positive for SMA.

3. Discussion

Cutaneous AML an uncommon extra renal form of AML, was first described by
Fitzopatrick et al [7] in 1990 where eight cases of cutaneous AML was reported
under the name angiolipoleiomyoma [7]. AML was subsequently classified as
hamartomatous tumour which arises from perivascular epithelioid cells [8].
Cutaneous AML has been reported to be commoner in middle aged male
population group and rarely seen in children [4]. This in contrast with the pa-
tient in this review who is an 11yr old female that presented with a nasal mass of
similar duration as the age. The reason for this could be due to the rarity of AML
and its clinic-pathology is only starting to evolved. The size of the lesions in pre-
vious case reports were between 1 - 4 cm while our case report is 6 cm, present-
ing as the largest of reported cutaneous AML. This might probably due to the
early age of onset of the lesion and the possibility of larger lesion presenting as
AML. Clinically cutaneous AML lesions are solitary, asymptomatic, non-invasive

and well demarcated [9]. These attributes and its soft nature easily makes it to be
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mis-diagnosed as other commoner lesions like lipoma, fibro-lipoma or mucoid
cyst [10] hence, the importance of an histopathological diagnosis. A postopera-
tive histopathology was done in this case to negate the initial impression of a li-
poma. This is however similar to what occurred in Shim et al. [10] where an ini-
tial mucoid cyst impression was made [10].

Immunohistochemistry is also an important diagnostic tool. The cutaneous
AMLs are negative for HMB-45 staining unlike renal types. The patient in this
report also showed negative HMB-45 similar to all the reported cutaneous AMLs
[3] [6] [7]. Genetic studies could also be done in AML when there are features of
tuberous sclerosis, which is known to be associated with renal AML [11]. This
was not done for this case as it was not indicated.

AML are histologically diagnosed as benign tumours with classical triad of
mature thick-walled blood vessel, smooth muscle and mature adipose tissue in
different proportion [12]. AML are also one of the most common benign tumors
in the kidney [3], and over 33% of patients with renal AML are associated with
tuberous sclerosis complex (TSC). The patient in this review did not show any
features of TSC which includes multiple AMLs, fibrous forehead plague, retinal
fibromas or renal AML [2] [11]. A probe into the family history also excludes
TSC. This finding is in support of existing report [4] [5] [9], as cutaneous AMLs
have not been known to be associated with tuberous sclerosis [4]. There is no
sign of recurrence after 3 months follow up similar to most of the reports in the
literature [4] (Figure 6).

Literature review on cutaneous AMLs revealed very little knowledge about the
entity. However, they are seen as a different disease due to the difference in their
clinical features. Nasal cutaneous AML have been rarely reported in literatures,
and has only been seen in two cases [5] [6]. These two reported cases are in adult
patients with a duration of 3 - 5 years unlike in the case in this review. Delayed
diagnosis and management of our case result in recurrent nasal infection and fa-

cial disfigurement.

Figure 6. A 3-month post-operative photograph of the patient.
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4. Conclusion

We have presented a case of cutaneous AML on the tip of the nose of 11 years
old female child, which is the first to be reported in West Africa and the 3rd case
of cutaneous AML of the external nasal pyramid to be reported in the literature.
The typical findings on histopathology exclude AML from other possible diffe-
rential diagnosis. There is also no sign of tuberous sclerosis in our case as pre-
viously described in literature. Therefore, cutaneous AML should be considered

as a differential diagnosis of any cutaneous tumour on the nose from childhood.
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