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Introduction

Angiomyolipoma is a benign hamartomatous tumor and
it shows various proportions of three pathological compo-
nents: smooth muscle-like cells, thick-walled vessels and ma-
ture adipose tissue. Among them, the smooth muscle-like cells
are putatively considered to be derived from perivascular epi-
thelioid cell (PEC)and the PEC-derived tumorous lesions
have been categorized as PEComas, including hepatorenal
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angiomyolipomas, lymphangioleiomyomatoses of the lung
and sugar cell tumors of the lung. These perivascular cells are
generally immunoreactive for premelanosome-related anti-
gens such as HMB-45, Melan-A, tyrosinase and microph-
thalmia transcription factor (MiTF) . These immunohistochemi-
cal features provide a valuable clue for diagnosing PEComas.
In contrast to hepatorenal angiomyolipomas, the incidence
and histopathologic features of mucocutaneous angiomyoli-
pomas are different.'"”

We report here on additional three cases of mucocutane-
ous angiomyolipomas that arose from an ear auricle and pal-
ates of the mouth, and we describe with their immunonegativi-

ty for the premelanosome-related antigens.
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Case Report

1. Case 1

A 51-year-old Korean woman suffered from an oral mass
for 4 years, and this mass was accompanied by nasal obstruc-
tion and rhinorrhea. Paroxysmal pain was not observed. Phys-
ical examination of the oral cavity showed a protruding pal-
atal mass with central ulceration at the left roof of oral cav-
ity. Computed tomography of the neck revealed a 2.0 X 1.5
X1.2cm-sized well marginated low density lesion on the left
palate. A laser excision was done under the impression of ple-
omorphic adenoma. The patient has had uneventful follow-
up for 10 years with no recurrence.

2. Case 2

A 51-year-old man presented with a protruding mass in
the roof of oral cavity for about 2 years, and the mass meas-
ured 0.8 X 0.8 X 0.5cm. A laser excision was done under the
impression of pleomorphic adenoma. Intraoperatively, a well
encapsulated pink-colored, bosselated soft mass was found at
the left hard palate. He has been free from recurrence during 9
years of follow up.

3. Case 3

A 56-year-old man presented with a movable polypoid bean
sized mass of a purple color at the right ear auricle for 1 year.
This was not associated with otalgia or otorrhea. The mass was
0.5X0.4X0.4cm in size. Complete resection was done and the
resection margins were free of tumor. She had been free of tu-
mor during 10 years of follow-up. All the patients had no med-
ical history or family history of tuberous sclerosis.

4. Pathologic results
All the resected specimens were fixed in 10% formalin.
Grossly, cases 1, 2 and 3 measured 2.0 X 1.5 X 1.2cm, 0.8 X 0.8

X 0.5cm, and 0.5°X0.4 X 0.4cm, respectively. Pathologically,
each tumor of all three cases was composed of various pro-
portions of smooth muscle cells, vessels and mature fat cells
(Fig. 1A). The thickened vessels showed occasional hya-
linization (Fig. 1B)and foci of mature adipocytes were ir-
regularly scattered over the tumors. No cellular atypism or
mitoses was found. Multifocal accumulations of small lym-
phocytic infiltrations were observed. Immunohistochemical-
ly, the perivascular myoid cells were reactive for smooth mus-
cle actin (1A4 ; Dako, Glostrup, Denmark, 1 : 100 dilution)
and vimentin (V9 ; Dako, prediluted) . Those cells were to-
tally negative for melanoma antigen (HMB-45 ; Dako, 1 :
100 dilution) and Melan-A (A103 ; Dako, 1 : 30 dilution).
The thick vessels were positive for vWTF (factor VIII-related
antigen, Dako, prediluted) . All the tumors were diagnosed as
angiomyolipoma.

Discussion

Angiomyolipoma is a mesenchymal tumor that is frequent-
ly associated with tuberous sclerosis complex, and this tu-
mor also occurs sporadically. Its diagnosis depends on ob-
serving the presence of vessels, smooth muscle and mature
adipose tissue under light microscopy. Besides those find-
ings, the tumor’s immunoreactivity for several premelano-
some-related markers is an ancillary method for making the
proper diagnosis. Angiomyolipoma commonly occurs in the
kidney and liver, but the head and neck regions are rare sites
for this tumor. To date, there have been only twelve reported
cases of intraoral angiomyolipoma'” ; Six cases overall have
occurred in the hard palate, three cases in the lips, two cases
in buccal mucosa and one case in the tongue. All the re-
ported intraoral angiomyolipomas presented clinically as

Fig. 1. A : Thick-walled vessels, smooth muscle fissue and mature adipocytes are seen(hematoxylin and eosin stain, X 100). B : Hy-
alinized blood vessels and mature adipose tissue are irregularly mixed over the tumors (hematoxylin and eosin stain, < 100).

Note the mature lymphocytic infiltrations (arrows) .
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slow growing painless masses, and they developed in adul-
ts between the fourth and eighth decades, with no gender
predilection. The microscopic appearance and clinical behav-
ior of the intraoral angiomyolipoma are identical to those
of the lesions in the skin and nasal cavity of the head and
neck region and these tumors are usually grouped together
as mucocutaneous angiomyolipoma. Mucocutaneous angio-
myolipomas in the head and neck region can rarely occur in
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the skin, nasal cavity and oral mucosa, even in the lar-
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and their histologic features resemble those of hep-
atorenal angiomyolipoma. However, some differences exist
between their clinicopathologic and immunohistochemical
features."”'*'” From the clinical viewpoint, the former pref-
erentially occurs in older males with a small tumor size (less
than 4.0cm), while the hepatorenal counterpart predom-
inate in females. None of the previously reported mucocut-
aneous angiomyolipomas were associated with tuberous scle-
rosis. The pathologic differential diagnosis of angiomyolip-
oma includes angiolipoma, angioleiomyolma, hemangioma
with partial involution and fatty replacement and other reac-
tive processes, such as fibrolipomatous hyperplasia. Among
them, distinguishing mucocutaneous angiomyolipoma from
angioleiomyoma is challenging because both these lesions’
pathologic and immunohistochemical features overlap. The
pathology of fat tissues may be found in angioleiomyoma,
but only a small proportion of the angioleiomyomas contain
fat and all these have occurred in the head and neck region.
There is controversy as to whether or not mucocutaneous an-
giomyolipoma may be a variant of angiomyolipoma. How-
ever, lymphocytic aggregation is commonly found and the
pleomorphic variant is rarely seen in the nonhepatorenal
mucocutaneous angiomyolipomas, and these features are not
seen in the angioleiomyoma. From the immunopathological
viewpoint, it is intriguing that the PECs of mucocutaneous
angiomyolipoma are immunonegative for the monoclonal an-
tibodies against premelanosome-related markers, conversely
to the usual immunopositivity shown in angiomyolipomas
from other sites."” These different histopathologic and immu-
nohistochemical features suggest that mucocutaneous angio-
myolipomas may be distinct from hepatorenal angiomyolip-
omas. Clinically, the lower extremities of female are affected
by angioleiomyoma, whereas the acral portions of body, head
and neck region of older males are affected by mucocutane-
ous angiomyolipoma. Based on these different clinicopath-
ologic characteristics, we can suggest that mucocutaneous an-
giomyolipoma may be distinct from hepatorenal angiomy-
olipoma. Not much is currently known about intraoral and

cutaneous angiomyolipomas in the head and neck region and

these additional cases will contribute to understanding the clini-

cal and histopathologic features of this rare tumor.
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