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Introduction

Fetal rhabdomyomas (FRs) are extremely rare benign tu-
mors that originate from skeletal muscles. These tumors usu-
ally appear in neonates, and most of them are of the cardiac
type. Extracardiac FRs are generally found in the head and
neck, especially the aerodigestive tract. Among the pediatric
population, approximately 7 cases of postauricular FR have
been reported to date; however, none have manifested as acute

mastoiditis.”

Case

An otherwise healthy 1-year-old boy was referred to our de-

This is an Open Access article distributed under the terms of the Creative Commons
Attribution Non-Commercial License (https://creativecommons.org/licenses/by-nc/4.0)
which permits unrestricted non-commercial use, distribution, and reproduction in any
medium, provided the original work is properly cited.

Rhabdomyomas are rare benign tumors. Most extracardiac rhabdomyomas are found in the
head and neck region, especially in the pharynx and larynx. Herein, we have described the
case of a l-year-old boy presenting with recurrent otorrhea and postauricular swelling. His
symptoms were due to a mass that was histologically diagnosed as fetal rhabdomyoma (FR).
Here, we report the first case of FR in the postauricular area. Clinicians should keep in mind
the possibility of FR if a child presents with external auditory canal mass associated with re-
current otorrhea and signs of mastoiditis.
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partment for purulent otorrhea from his left ear that had oc-
curred 2 weeks ago (Fig. 1). He received antibiotic therapy
for 2 weeks at a local clinic; however, there was no evidence
of improvement. Methicillin-resistant staphylococcus aureus
was found in a bacterial culture of the otorrhea. Physical ex-
amination revealed a red-colored easy-bleeding mass in the
distal external auditory canal. Because of the mass, the ear-
drum could not be identified. Injection and swelling were also
observed in the postauricular area. There was no palpable mass
on the other sites of the body.

Contrast-enhanced temporal bone CT revealed a swelling
with rim-enhancing fluid collection in the left temporal area.
The lesion extended to the left external auditory canal and
parapharyngeal space. The ipsilateral mastoid was filled with
soft tissue. Coronal T2-weighted MRI demonstrated a mass-
like lesion with high signal intensity in the postauricular area
extending to the left external auditory canal (Fig. 2).
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Fig. 1. Ared-colored easy-bleeding mass in the auditory canal and
injection in the postauricular area.

The mass-like lesion was initially suspected to be an epi-
dermal cyst, hemangioma, or pyogenic granuloma and was
the reason for acute mastoiditis. At 1 month, elective surgery
was performed. After the posterior auricular flap was elevat-
ed, a round, red-colored mass was noted. The fistula commu-
nicating with the inferior external auditory canal and left ton-
sillar fossa was also discovered. The mass was excised. Surgical
resection could not be complete due to severe inflammation.

Histologically, the mass comprised bundles and fascicles of
spindle cells within the myxoid stroma. Diffuse expression of
myoglobin and cytoplasmic expression of smooth muscle ac-
tin were found in immunochemical studies. The specimen,

however, was negative for S-100 protein and desmin. This re-

Fig. 2. CT and MRI images of a 1-year-old boy who presented with left purulent otorrhea. A: Axial contrast-enhanced CT demonstraing
a swelling in the left postauricular area and external auditory canal, which extended to the parapharyngeal space. B: Axial and coronal
CT demonstating left mastoid filled with soft tissue density. C: Coronal T2-weighted MRI demonstrating a left postauricular mass extend-
ing to the external auditory canal. D: Posteoperative axial contrast-enhanced CT demonstraing a 12 mm diameter lesion with rim-enhanc-
ing fluid collection on the posterior wall of the external auditory canal (arrow).
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sult corresponded to that of FR (Fig. 3).

Two weeks later, the patient visited our outpatient clinic.
Symptoms of otorrhea, postauricular swelling, and infection
disappeared. Postoperative complications, such as facial pal-
sy, did not occur. Two months following surgery, contrast-
ehnanced CT revealed a 12 mm diameter lesion with rim-
enhancing fluid collection on the posterior wall of the external
auditory canal (Fig. 2). However, no recurrence was observed
during the 3-year follow-up period.

Discussion

Acute mastoiditis is an inflammatory process of the mas-
toid cells and is related to the destruction of the mastoid. Al-
though the frequency of acute mastoiditis has decreased signifi-
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cantly since the development of antibiotics, it is still commonly
found in the pediatric population. Acute mastoiditis can de-
velop when the treatment for acute otitis media (AOM) fails.
Acute mastoiditis is diagnosed when otoscopy reveals signs
of AOM (e.g., redness and bulging of the tympanic membrane)
and local mastoid inflammation is prominent (e.g., pain, in-
jection, tenderness, and auricular swelling), or when mastoid
inflammatory changes coexist with mastoiditis on radiogra-
phy or surgery, with or without signs of AOM.
Rhabdomyomas are rare, benign, striated muscle tumors.
These are divided into two groups: cardiac and extracardiac.
The cardiac type, which occurs predominantly in the hearts
of infants and children, is more common than the extracar-
diac type and is associated with tuberous sclerosis. The head
and neck area, especially the pharynx and larynx, account
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were characterized by bundles and fascicles of spindle cells within myxoid stroma (hematoxylin & eosin stain, x200). C: Tumor cells were
positive for myoglobin on immunostaining (myoglobin immunostain, x200). D: Tumor cells were positive for smooth muscle actin on im-

munostaining (smooth muscle actin immunostain, x200).
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for 70%—90% of extracardiac rhabdomyomas.” Extracardiac
rhabdomyomas are histopathologically subdivided into adult,
fetal, and genital types. The fetal type is the rarest form. In
contrast to rhabdomyosarcoma, which has infiltrated mar-
gins, FRs are well-circumscribed and localized superficially.”
Treatment of FRs involves local excision, and the recurrence
rate is very low.

We reviewed the literature on FRs of the head and neck area
in the pediatric population by searching PubMed. The adult
population and other types of rhabdomyomas were excluded.
Twenty case reports have been published. Among these, the
postauricular area was the most involved site (7 cases), followed
by the tongue (3 cases). Almost all the chief complaints were
an asymptomatic mass (16 cases), followed by a local swelling
(2 cases) and eye-related symptoms (2 cases) due to its loca-
tion and proximity. After local excision, recurrence did not
usually occur, except in one case report by Konrad, et al.”
There was a male predominance of 3:1 (Table 1).

FRs generally occur in the mucosa or soft tissues.” FRs pres-
ent with symptoms depending on the anatomic location: an
asymptomatic mass or localized swelling. If FRs in the soft
tissue grew significantly, it could distort the normal anatomy

of the adjacent tissues and structures. Finally, various clinical
symptoms can also be observed. This case report highlights
a case of acute mastoiditis not resulting from recurrent AOM
but from a postauricular mass and FR. Herein, FR was seen
in the postauricular area of a 1-year-old boy, extending to the
external auditory canal, causing multiple symptoms of erythe-
ma, swelling, and otorrhea, as seen in acute mastoiditis. After
surgery, all symptoms had disappeared, and no recurrence was
observed for 3 years. There are a series of case reports on post-
auricular FR in children in the previous literature. However,
to the best of our knowledge, this is the first case report of
FR associated with acute mastoiditis.

In conclusion, to date, there has been no literature in which
FR in the postauricular region presented as acute mastoid-
itis. Therefore, we reported this unusual case with a short lit-
erature review. In addition, we recommend that if a child with
external auditory canal mass associated with recurrent otor-
rhea and signs of mastotiditis (postauricular swelling, injec-
tion, or pain) comes to the clinic, clinicians should consider
the possibility of FR.

Table 1. Characteristics of the head and neck fetal rhabdomyomas presenting under the age of eighteen

Study Age Sex Location Symptom Follow-up oiteecruer;i?sfjn
Dehner, et al.” Newborn M Postauricular Mass 10 years No
2 months F Postauricular Mass 9 years No
6 months M Postauricular Mass 7 years No
13 months M Postauricular Mass Follow-up loss
3 years M Posterior cervical Mass 3 years No
1.5 months Postauricular (multifocal)  Mass 2 years No
Fu and Perzin® 12 years M Nasopharynx Mass No remark
Konrad, et al.?’ 9 years M Eyebrow Mass 7 months Recurrence
Simha, et al.” New born F Postauricular Mass 2 years No
Bozic'” 3 years Parotid Mass 6 years No
Eusebi, et al.”” New born F  Tongue Mass No remark
Kapadia, et al.” 18 years M Orbit Proptosis, decreased vision 10 years No
al Rikabi, et al.'”? New born F  Postauricular Cervical swelling No
Pérez-Alonso, et al.”” Newborn M  Tongue Mass No
Carron, et al.” 7 months M Posterior cervical triangle  Mass 6 months No
Ferndndez, et al.” New born M Lip Mass No
Walsh and Hurt? 1 year F Chin Mass 54 months No
Leboulanger, et al.® 3 years M Infratemporal fossa Cheek swelling 3 years No
Yang, et al." 7 years M Supraorbital Mild Proptosis, mild ptosis ~ No
Aaronson, et al.'”” Newborn M  Tongue Mass No
Our case 1 year M Postauricular Otorrhea, postauricular 3 years No

swelling
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