Unusual dysphagia

Antoine Schein (1)*, Martin Garcier (1), Anne Neuhart [START_REF] Hilton | Schwannomas and Their Pathogenesis: Schwannomas and Their Pathogenesis[END_REF] (1) Service d'Oto-rhino-laryngologie et Chirurgie cervico-faciale, Centre hospitalier universitaire Dijon-Bourgogne, 14 Rue Paul Gaffarel, 21000 Dijon, France

(2) Service d'Anatomo-pathologie, Centre hospitalier universitaire Dijon-Bourgogne, 14 Rue Paul Gaffarel, 21000 Dijon, France 1) Case report:

Mr R., 40 years old, was referred to the outpatients department by his general practitioner with high dysphagia to solids, progressively worsening over a period of 2 years, and recent onset of dysarthria. He had no notable medical or surgical history, no history of alcoholism or smoking and presented a good general state of health with no fever.

Physical examination demonstrated healthy mucosa, but palpation revealed a painless, indurated mass of the right lingual submucosa with normal tongue mobility. The patient did not present any signs of dyspnoea or any palpable cervical lymph nodes.

Neck MRI was requested (Figure 1.a).

Treatment consisted of surgical resection of the lesion and the specimen was sent for histological examination (Figure 1.b).

One month after the operation, the initial symptoms had completely resolved with satisfactory wound healing, but with deviation of the tongue towards the right.

2) Questions:

-What is your interpretation of the MRI? -What diagnoses would you consider? -What is your analysis of the histological section? -What is your final diagnosis?

What is your diagnosis?

3) Answers:

-MRI of the neck, post-gadolinium T1-weighted sequence, coronal section (left image) and sagittal section (right image) demonstrated a well circumscribed solid lesion on the right side of the base of the tongue with a necrotic component in the centre. It showed marked gadolinium enhancement with no invasion of adjacent soft tissues.

-Rhabdomyoma, Neurofibroma, Schwannoma, Leiomyoma.

-The following stains and magnifications were used: HES stain (Haematoxylin Eosin Saffron) examined at a magnification of x2.5 for the section on the left, immunohistochemical study of S100 protein examined at a magnification x5 for the section on the right of the figure.

Histological examination revealed a nodular lesion, clearly circumscribed peripherally by a fibrous capsule of variable thickness. The tumour was composed of a proliferation of fusiform cells with clearly defined cytoplasmic limits, an elongated and sometimes nucleolated nucleus (not visible at this magnification).

These cells were mainly arranged in intermingled bands. This proliferation was sometimes densely cellular (right image), sometimes looser, with zones of oedematous infiltration (left image). The tumour was richly vascular and comprised haemorrhagic zones (left image). No mitotic figure or necrotic zones were observed. The encapsulated tumour did not invade the surrounding striated muscle.

The immunohistochemical study showed diffuse and intense anti-PS100 antibody labelling of tumour cells, which did not express caldesmon, smooth muscle actin, CD31 and CD34. The coefficient of proliferation evaluated with Ki-67 antibody (MIB-1) was low, estimated at about 3%.

-The lesion was a right hypoglossal nerve schwannoma.

4) Discussion:

Schwannomas are usually benign nerve tumours arising from cells of Schwann's sheath. They rarely occur in the tongue. These tumours are difficult to diagnose because of the minimal symptoms. Schwann cells appear during the fourth week of embryological development. These glial cells ensure myelinization of axons, i.e. insulation and nerve conduction of the peripheral nervous system including spinal somatic and autonomic nerves as well as cranial nerves, except for the olfactory nerve (I) and the optic nerve (II) [START_REF] Ferner | Neurofibromatosis 1 and neurofibromatosis 2: a twenty first century perspective[END_REF].

The aetiology of these tumours remains unknown. However, several predisposing factors have been proposed: external trauma, chronic irritation, exposure to radiation [START_REF] Hilton | Schwannomas and Their Pathogenesis: Schwannomas and Their Pathogenesis[END_REF].

The classical clinical presentation is that of a solitary, round, encapsulated, indurated, painless and non-ulcerated nodule.

The clinical features of lingual schwannoma described in the literature often consist of progressive dysphagia. Patients may also experience odynophagia, referred otalgia, obstructive sleep apnoea, dysarthria, disorders of tongue mobility [START_REF] Sitenga | Clinical Features and Surgical Treatment of Schwannoma Affecting the Base of the Tongue: A Systematic Review[END_REF].

In this setting of nonspecific symptoms, a malignant tumour must also be considered, even in the absence of risk factors. Odynophagia is often unilateral and persistent, associated with ipsilateral referred otalgia. Neck palpation may demonstrate painless, indurated lymph nodes.

The main differential diagnoses of a benign, non-congenital lesion of the base of the tongue are rhabdomyoma, neurofibroma, plexiform neurofibroma, and leiomyoma. On contrastenhanced CT scan, schwannomas have a heterogeneous appearance, sometimes comprising zones of cystic or fat degeneration. On MRI, schwannomas are well circumscribed lesions, with a low-intensity signal on T1-weighted sequences and a high-intensity signal on T2weighted sequences with intense gadolinium enhancement. Several more specific radiological signs have been described, such as "split fat sign" (thin rim of enhancement of adipose tissue at the periphery of the lesion), "target sign" (central low-intensity signal), and "fascicular sign" (multiple circular images within the lesion). Plexiform neurofibromas are invasive lesions with a high-intensity signal on T2-weighted sequences, and rhabdomyosarcomas are lesions with indistinct margins with lymph node involvement [START_REF] Badar | Tongue base schwannoma: differential diagnosis and imaging features with a case presentation[END_REF].

Histological examination reveals elongated or fusiform cells with poorly defined cytoplasmic limits, with palisading nuclei (Antoni A histological pattern), often associated with Verocay bodies, and less densely cellular areas with looser stroma (Antoni B). Immunohistochemistry reveals diffuse and intense positivity for S100 protein [START_REF] Hilton | Schwannomas and Their Pathogenesis: Schwannomas and Their Pathogenesis[END_REF].

Treatment consists of complete surgical resection without safety margins. Cervical lymph node dissection is not indicated. The surgical incision must be adapted to the site and size of the schwannoma: transoral approach, suprahyoid pharyngotomy, mandibulotomy, submandibular incision.

Transoral robotic surgery can be performed when it allows sufficient exposure, resulting in decreased morbidity. The use of a robot provides better visualization of the operative site, with endoscopes providing high definition and highly magnified images. Dissection and haemostasis are more precise and avoid the effects of tremor [START_REF] Kayhan | Treatment of tongue base masses in children by transoral robotic surgery[END_REF]. Particular attention must be paid to lingual arteries, which are associated with a considerable bleeding risk.

The site of the tumour at the base of the tongue may require endoscopy-guided intubation, tracheotomy in the event of complications (oedema, secondary haemorrhage), as well as postoperative surveillance in an intensive care unit.

Postoperative enteral feeding by nasogastric tube with oral feeding as soon as healing is considered to be satisfactory appears to be the most commonly adopted approach.

Rare cases of malignant transformation of sporadic tumours have been reported, in a context of neurofibromatosis, or after irradiation. [START_REF] Hilton | Schwannomas and Their Pathogenesis: Schwannomas and Their Pathogenesis[END_REF].
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