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CASE  REPORT

Aggressive Right Temporal Rhabdomyosarcoma: A Diagnostic 
Dilemma

Khaw Chok Tong1),  Nor Khairina Binti Khairuddin1),  Nik Adilah Binti Nik Othman2)

ABSTRACT
Objective: The purpose of this case write up is to share the diagnostic dilemma of an aggressive rhabdomyosarcoma involv-

ing the right temporal bone.
Design: Case report.
Materials and methods: a case write up which has an educational value and is of medical interest.
Case presentation: Rhabdomyosarcoma (RMS) involving the temporal bone or ear is rarely encountered but increasingly 

diagnosed over the recent years. In this case report, we present a 3-year-old girl with right ear pain for two weeks with no ear 
discharge and no mass in the external auditory canal, but had right facial nerve paresis. Myringotomy was performed but with 
no pus discharge. This case posed a diagnostic dilemma and hence a delay in proper diagnosis.

Conclusion: a child with right ear pain shall not be taken lightly and shall be referred to specialized ENT clinic if the symp-
toms persist and surgical biopsy shall be performed immediately once imaging is available due to the aggressive nature of the 
tumor like RMS.
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INTRODUCTION

Rhabdomyosarcoma, a malignant tumor arising from striated mus-
cle, primarily seen in pediatric patients, commonly affects the head and 
neck region and the genitourinary tract. RMS involving the temporal 
bone or ear is rarely encountered but increasingly diagnosed over the 
recent years. In this case report, we present a 3-year-old girl with right 
ear pain for 2 weeks with no ear discharge and no mass in the external 
auditory canal, but had right facial nerve palsy. Myringotomy was per-
formed but with no pus discharge. This case posed a diagnostic dilemma 
and hence a delay in proper diagnosis. Child was referred to neurosurgi-
cal team but before intracranial biopsy, child was referred back to ENT 
for further complication of the tumor. Emergency biopsy was done and 
child was referred to pediatric oncology for further management. 

CASE  PRESENTATION

A 3-year-old girl, born term, which no past medical illness, present-
ed in August 2017 with right ear pain for two weeks and right facial 
weakness for one week with no ear discharge. She also had fever for 
one day during admission. During the two weeks of illness, her parents 
brought the child for medical consultation for more than five times.

On examination, her temperature was 40℃ with otoscopy showing 
right ear filled with wax but no pus. There was also right facial paresis 
House-Brackmann grade 4 and right VI cranial nerve palsy. Total white 
cell was 4.26 X 109/L.

Plain computed tomography (CT) brain showed soft tissue density 

in right mastoid region with extra axial component in the right temporal 
region and bony erosion of petrous part of right temporal bone.

Without delay, patient underwent examination and aural toilet under 
anesthesia. There was no posterior sagging of EAC. Right tympanic 
membrane appeared inflamed but there was no pus upon myringotomy.

High resolution CT of temporal bone and contrast-enhanced CT 
brain were ordered quickly and showed extra axial mass in right tempo-
ral bone with extensive permeative destruction of right temporal bone 
involving mastoid and petrous parts. Medially it extended to cavernous 
sinus. The carotid canal, foramen ovale and spinosum were involved. 
The incudomalleolar complex was deformed and VII cranial nerve canal 
was involved.

Patient was subsequently referred to neurosurgical team for biopsy. 
However before her operation, she was referred back to ENT about one 
month later for right preauricular swelling associated with right eye pto-
sis for a week. On examination, right external ear canal was filled with 
exophytic mass. Right III, IV, V, VI, and VII cranial nerves palsy were 
identified. Right preauricular swelling measured about 2 cm x 2 cm and 
was non-tender. Patient underwent emergency biopsy under general 
anesthesia. Subsequently patient was referred to pediatric oncology for 
further management.

HISTOPATHOLOGICAL  EXAMINATION

A few small pieces of tissue covered with epidermis and the stroma 
exhibits atypical small cells, arranged in clusters, having dense baso-
philic nuclei and scanty cytoplasm, positive for Vimentin, Desmin, 
Myogenin and BCL-2. SMA is focally positive. Ki-67 proliferative 
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index are high (> 50%). Interpretation was small round cell tumor likely 
rhabdomyosarcoma(RMS) alveolar type.

DISCUSSION

RMS is a malignant tumor arising from striated muscle. It occurs 
primarily in pediatric patients. RMS commonly affects the head and 
neck region and the genitourinary tract. RMS involving temporal bone 
is rare but increasingly diagnosed over the past 2 decades. 
Histologically, it is classified into five types which are embryonal, alve-
olar, botryoid embryonal, spindle cell embryonal, and anaplastic1).

Common presentation of RMS in ear is similar as that of suppura-
tive otitis media. Ng SY and Goh BS presented in 2016, a case of a 
15-month-old child with rhabdomyosarcoma presenting as otitis media 
and mastoid abscess with a history of right ear discharge for 1 month 
and polyp in right EAC2). Likewise in 2012, Vegari et al. reported a 
3-year-old girl with right ear discharge for 3 weeks and polypoid, red-
dish and fragile mass that filled the right EAC3). 

In this case report, there was diagnostic dilemma as the tympanic 
membrane was intact initially and even after myringotomy there was no 
pus or active bleeding. Patient was referred to neurosurgical team but 
before intracranial biopsy was done, patient was referred back to ENT 
after about a month from date of myringotomy for right preauricular 
swelling (2 cm x 2 cm) associated with right eye ptosis for a week. At 
that time, right external ear canal was filled with exophytic mass and in 
addition to VII cranial nerve palsy, right III, IV, V, and VI cranial nerves 
palsy were also identified, emphasizing on the aggressive nature of the 
RMS. Emergency biopsy showed RMS alveolar type. Patient was 
immediately referred to pediatric oncologist. After 3 cycles of chemo-
therapy, symptoms improved with no ear pain and patient's eye move-
ments improved.

CONCLUSION

A child with persistent ear pain should not be taken lightly and shall 

be examined for associated facial nerve palsy and referred to ENT spe-
cialist clinic for assessment if the pain is persistent despite initial treat-
ment. If CT scan or MRI shows an aggressive mass intracranially, surgi-
cal biopsy should be performed fast as tumor such as RMS is very 
aggressive.
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Figure 2. right ptosis with facial nerve palsy

Figure 1. HRCT temporal


