An unusual association between
oral sarcoma and bulbar palsy
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ABSTRACT

A 90 year old male presented with symptoms and signs of right lower cranial nerves palsy. A small mass was found on
the right side at the back of his mouth. Light microscopy and histoimmunochemical studies of the biopsy of the mass
showed an alveolar soft part sarcoma arising from the right myohyoid muscle. The unusual location and presentation of

this rare tumor is discussed.
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he most common anatomical sites of lower

cranial nerves lesions are the brain stem, the
skull base and the neck. The lower cranial nerve
nuclei in the brain stem can be affected by tumors,
vascular lesions, motor neurone disease and
syringobulbia. Chronic or malignant meningitis can
infiltrate the lower cranial nerves along their path in
the base of the skull. The peripheral trunks of these
cranial nerves in the neck can be destroyed by tumors
or trauma. We describe a rare case of alveolar soft
part sarcoma emerging from the floor of the mouth
presenting as isolated lower cranial nerve palsy.

Case Report. A 90 year old diabetic male
presented with dysarthria, dysphonia and dysphagia
for 3 weeks. He had no symptoms related to increase
intracranial pressure or meningeal disease. He had
no motor weakness or sensory symptoms. General
examination including cardiovascular, chest and
abdominal examinations were normal. He had no
lymphadenopathy or other palpable masses. Positive
neurological signs were: nasal speech dysarthria with
dysphonia, absent gag reflex and tongue wasting on
the right side with tongue deviation to the right.
Blood tests and ECG were normal. Chest x-ray

showed bilateral basal opacities consistent with
aspiration pneumonia. Brain and skull base MRI
were normal. Neck, right mandible and abdominal
CT-scans were normal. Direct laryngoscopy under
anesthesia with a biopsy taken from the posterior
pharanyx were normal. EMG and nerve conduction
studies were normal.

During the patient's stay in hospital, a lump the
size of an almond located at the back of his mouth on
the right side, was discovered. The mass was
superficial, hard and fixed to the underlying
structures.  The histological examination of the
biopsy taken from the right myohyoid muscle
showed a neoplasm underlying, but not infiltrating,
the oral mucosa. The shape of the cells were round
or oval and had a moderate amount of vacuolated
cytoplasm. This contained small, irregular PAS-
positive bodies which were mostly resistent to
diastase treatment. The nuclei were polymorphic,
vesicular and contained one or two irregular nucleoli.
The cells were growing in rounded colonies. These
colonies being circumscribed by connective tissue;
mostly reticulin (Figure 1). Cytokeratin, S-100
protein and desmin tests were negative whereas actin
and vimentin tests were positive. Mitoses were few,
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Figure 1 - A high power photomicrograph showing the nesting
arrangement of large tumor cells with prominent nucleoli,
frequent mitotic figures and abundant granular cytoplasm
(PAS Stain, original magnification x 200).

but apical. In the sparse stroma a few lymphocytes
were found. Vascular invasion was not seen. The
morphological picture corresponded to an alveolar
soft-part sarcoma.

The patient died 3 weeks later.
examination was not carried out.

Post mortem

Discussion. The most common tumors
presenting as isolated lower cranial nerve palsy are
nasopharyngeal carcinoma' and glomus jugular
tumor.? Germinoma of the medulla oblongata is a
rare tumor which can present as lower cranial nerve
palsy.? Tumor metastases to the brain stem can also
present as isolated bulbar palsy 4

Alveolar soft-part sarcoma is rare, accounting for
less than 1% of malignant soft tissue tumors, which
are themselves unusual> Histologically alveolar soft
part sarcoma can mimic alveolar rhabdomyosarcoma,
paraganglioma, metastatic renal cell carcinoma and
malignant melanoma.® Therefore, demonstration of
diastase resistent intracytoplasmic needle like
structure by PAS stain and membrane bound crystals
by electron microscopy is of great diagnostic value in
alveolar soft part sarcoma.”® The histogenesis of this
unusual neoplasm has not yet been definitely
established. Possibilities include malignant counter
part of granular cell tumor, non chromaffin
paraganglioma or related to renin-producing cells of
blood vessels walls.® However, the bulk of evidence
favors a myogenous derivation.'” This includes age,
location and histologic architectural similarities
between alveolar soft part sarcoma and alveolar
rhabdosarcoma. Also in support of this opinion is the
presence of ATPase activity in the intracytoplasmic
crystalline inclusions.!! Alveolar soft-part sarcoma
usually presents at an early age and is more common
seen in females. Most frequent sites are the lower
extremities.’> Reports of rare cases describe the
presence of the tumor in the oral cavity without
involving the tongue.”* In contrast our patient is an

elderly male who had the tumor confined to the oral
cavity only.

The most likely explanation of the unusual
presentation of the tumor in this case is that the
expansion of the tumor in the space between the right
mandibular ramus and the cervical spine, resulted in
the compression of the lower cranial trunks IX to XII
lying within the carotid sheath in this area.

It was reported that alveolar soft tissue sarcoma
may have characteristic MRI findings which may
lead to early diagnosis of the tumor.'*'> These MRI
findings, which include high signals intensity on T
and T1 WI, were not seen in our case.
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