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Aggressive Angiomyxoma Of The External Ear In
Children: An Extremely Rare Case
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Abstract—Aggressive angiomyxoma is a mesenchymal
tumor arising from connective tissues with a predilection to the
female pelvic soft parts. Cervico-facial localization remains
rare. We report here the first case of aggressive angiomyxoma
of the external ear of a 7 year old patient, which was treated
successfully by surgical excision. The clinical and pathologic
features and radiological aspects of this tumor are discussed.
Index Terms—Aggressive, angiomyxoma, external ear,
children.

I. INTRODUCTION

Fig 1. A reddish-colored tumor emanating from the external auditory canal

Angiomyxomas are uncommonly occurring mesenchymal
tumors that are characterized by frequent local recurrences.
The lesions nearly exclusively arise in the soft tissues of the
perineum and the pelvis of adult women. Three types of
angiomyxomas are recognized: aggressive, superficial, and
angiomyofibroblastoma [1]. Cervico-facial localization
remains rare [1, 2]. To our knowledge, aggressive
angiomyxomas of the external ear have not previously been
reported in the literature. These tumors almost always affect
adults in the third to fifth decades, with a marked
predilection for females. Its presence in children is very rare
[1].

The cervical ganglionic areas were free. In view of this
presentation, A computed tomography (CT) of the petrous
temporal bones was requested, moreover, the mass increased
rapidly in size and after 10 days was externalized by the
external auditory canal and retro-auricular (Figure 2); thus
assuming the appearance of an enormous tumor.

II. OBSERVATION
A 7 years old patient was brought up to the ENT
emergencies, with no particular pathological history
including no trauma, presenting a swift right otorragia of
low abundance, without other associated signs (no
hypoacousia, no headache or dizziness).
The examination found a conscious and stable child. The
otoscopic examination showed a small reddish-colored
tumor emanating from the external auditory canal and
protruding from the meatus (Fig. 1).
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Fig. 2. Enormous tumor protruding from the external auditory meatus.

Temporal bones scan with cervical sections demonstrated
a tissue filling the external auditory canal measuring 45 x 40
mm versus 25 x 22 mm, with a fleshy and cystic component
and a spontaneously hyper dense content. This filling
extended to the middle ear with attic, antrum, tympanic
cavity and mastoid cells filling, nevertheless bypassing the
ossicular chain. Outside, this mass extended to the
superficial parotid lobe with subcutaneous infiltration (Fig.
3a, 3b).
The biological evaluation showed a leucocytosis at
12000/mm3. The sedimentation rate was normal. The chest
x-ray and abdominal ultrasound were not significantly
abnormal.
A first biopsy was made, concluding after
immunohistochemical study to a malignant mesenchymal
tumor.
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a)
b)
Fig. 3. a) CT axial sections of temporal bone demonstrates a tissu filling the
attic and antrum.
b) Axial CT scan of the neck showing extension to the superficial parotid.

This patient was treated by extensive tumor excision with
radical mastoidectomy and superficial parotidectomy.
The histological study revealed spindle and myxoid cell
proliferation, (Fig. 4).

Fig. 4. Histological section showing spindle and myxoid cell

The immunohistochemical study concluded at an
aggressive angiomyxoma.
The postoperative follow-up was normal, apart from a left
conductive deafness (30 db). Regular follow-up of the child
has been ensured (46 months and still counting) without any
recurrence (Fig. 5).

tumor usually presents itself as a mucous outgrowth that
propagates insidiously but quickly infiltrating surrounding
tissues [1]. This was the case of our patient.
Generally, tumor cells of aggressive angiomyxoma do not
show cytonuclear atypia. Immunohistochemical studies
show a significant positivity to vimentin and desmin [1], [7].
A cytogenetic study demonstrates that aggressive
angiomyxoma is mainly due to a gene mutation located on
chromosome 12 [8].
The differential diagnosis for aggressive angiomyxoma
includes nerve sheath myxomas, myxoid smooth muscle
tumors,
myxoid
malignant
fibrous
histiocytoma
(myxofibrosarcoma), and the 2 other types of
angiomyxomas [1,3,6]. Moreover, the immunohistochemical
study does not always make it possible to hand-pick
between these different histological forms which may all
have a positivity to muscle markers [1,4].
CT images are various and usually show a homogeneous
mass, less dense than the muscle [9]. This is in line with our
case.
The magnetic resonance imaging (MRI) aspect is
characteristic, showing an iso or hypo-intense tumor
compared to muscles in T1 and hyper-intense in T2. After
injection of contrast, the mass enhances heavily and
heterogeneously and may show less intense areas within the
tumor [1], [10]. MRI has an important role in the diagnosis
of tumor recurrence since the same radiological aspects are
present in the areas of recurrence [10].
In the early and limited forms, a wide excision of the
tumor is generally the guarantor of a curative treatment with
few functional sequelae [1], [11]. This is the case of our
patient.
However, the deep infiltrating sometimes makes complete
excision difficult and dangerous. In all cases, surgery
remains the better option, unless it is technically difficult or
the risks involved are higher [12].
Some teams have attempted adjuvant chemotherapy [13].
Radiotherapy is not indicated in this type of tumor due to
weak mitotic activity [1], [13]. It should be noted that no
clearly defined and well-codified therapeutic approaches
have been specified for the treatment of aggressive
angiomyxomas [11].
Though aggressive angiomyxoma is benign, it is locally
infiltrative with a high rate of recurrence (71% at three years
in one study) [12], with intervals from 9 to 180 months [3],
[14]. The high rate of recurrence is thought to be secondary
to inadequate primary excision [14]. Two cases of metastatic
aggressive angiomyxoma have been reported [15], [16].

Fig. 5. The postoperative appearance at three months

III. DISCUSSION
Aggressive angiomyxoma, first described by Steeper and
Rosai in 1983 [3] and now also referred to as “deep
angiomyxoma” by the WHO [4], is a rare benign slow
growing hypocellular soft tissue neoplasm composed of
cytologically bland stellate and spindle shaped cells in a
myxoid background, with a conspicuous vascular
component. It is most commonly found in the vulvovaginal
region of white females of reproductive age [5]. The
cervico-facial localization remains exceptional [6]. The
DOI: http://dx.doi.org/10.24018/ejmed.2020.2.3.170

IV. CONCLUSION
Aggressive angiomyxoma is a non-metastatic infectious
mesenchymal tumor. The diagnosis must be precise in order
to eliminate malignant sarcomatous proliferation. A wide
surgical excision remains the therapeutic of choice.
Recurrences are frequent and require regular monitoring
after treatment. In summary, the clinical, histologic, and
immunohistochemical findings of the lesion reported here
were consistent with those of aggressive angiomyxoma. We
report the first case of aggressive angiomyxoma of the
external ear.
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