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Introduction

Primary laryngeal amyloidosis is extremely rare and

represents less than 1% of all benign laryngeal tumours.1

Due to its non-specific presentation, diagnosis requires

clinicoradiological suspicion and histopathological

examination. This is the third reported case of isolated

primary epiglottic amyloidosis in the literature.

Case Report

A 54-year-old female presented to the head and neck

surgical oncology clinic with an incidental epiglottic lesion

found during intubation for mastectomy. She is a 5 pack-

year ex-smoker who quit 14 years ago and does not have

other medical co-morbidities. She underwent left sided

skin sparing mastectomy and DIEP reconstruction for a

left sided breast cancer. A small white coloured epiglottic

lesion was found incidentally during intubation and the

patient was referred post-operatively to the head and neck

surgical oncology team.

She did not have any changes in her voice, swallowing or

breathing and her weight had been stable.
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On examination, there were no palpable neck masses and

no mucosal abnormalities were seen in the oral cavity and

oropharynx. Flexible nasendoscopy demonstrated a small

benign appearing white lesion on the right laryngeal

aspect of the epiglottis. Further investigations were

performed due to her history of smoking. Magnetic

resonance imaging (MRI) identified a thickened epiglottis,

more pronounced on the right with calcification and low T2

signal intensity (Figures 1 and 2). This did not appear to

change significantly in size when retrospectively

compared to a computed tomographic (CT) scan

performed 4 years ago. Examination under general

anaesthetic revealed a firm lesion involving the lower half

of the laryngeal surface of the epiglottis, particularly on the

right side, crossing the midline to the left and extending to

the petiole. It did not extend to the anterior commissure or

involve the vocal cords, nor did it extend through the

epiglottis into the valleculae or onto the lingual surface of

the epiglottis (Figures 3 and 4).

Histopathological examination of biopsies taken showed

mucosa in which the lamina propria is largely replaced by

amyloid. No evidence of malignancy was seen. The

patient was discussed at the head and neck multi-

disciplinary meeting with the impression of primary

laryngeal amyloidosis, and the plan of ongoing

observation. The patient remained asymptomatic 4

months following her diagnosis, and flexible

nasendoscopy did not reveal any significant changes.

Discussion

Amyloidosis can be a hereditary or acquired condition with

an estimated incidence of 5 to 9 in a million per year

worldwide. It is more common in males between the 5th to

7th of life.2 Amyloidosis is classified into primary and

secondary types; the latter being associated with systemic

conditions such as rheumatoid arthritis. Primary

amyloidosis can be localised or generalised. Localised

primary amyloidosis of the larynx most commonly affects

the false cords and the ventricles, followed by the

aryepiglottic folds and the subglottis. Isolated primary

amyloidosis of the epiglottis had only been reported in 2

previous cases.3, 4

As with other head and neck manifestations of

amyloidosis, primary amyloidosis of the larynx presents

with non-specific symptoms, such as foreign body

sensations, odynophagia, or changes in voice or

swallowing. Clinical examination often reveal a benign

calcified appearing lesion with no other mucosal

abnormalities. Although radiological investigations are

important to differentiate between more sinister causes of

laryngeal lesions, both CT and MRI findings are non-

specific, showing a thickened or calcified epiglottis without

a discrete lesion. Tissue biopsy is therefore vital to

exclude other causes of calcified laryngeal lesions, such

as chondrocalcinosis, chondrosarcoma, dystrophic

calcinosis and sarcoidosis. Histopathological findings in

isolated primary amyloidosis is characterised by

homogenous eosinophilic extra-cellular deposits which

stain with Congo red under microscopy.

Given its rarity, there is limited evidence for the treatment

of patients with isolated primary amyloidosis. However,

treatment of primary head and neck amyloidosis is

dependent on patient symptoms, and ranges from clinical

observation to surgical excision. A previous study had

demonstrated the utilising CO2 laser-assisted excision of

isolated primary epiglottic amyloidosis. As with other

benign slowly progressive conditions, long term follow up

is often recommended.

Conclusion

Isolated primary amyloidosis of the epiglottis is an

extremely rare benign condition and diagnosis requires

clinical suspicion in patients presenting with non-specific

symptoms and benign-appearing laryngeal lesions. Tissue

biopsy and histopathological examination is vital for

diagnosis.
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Figure 1. Post contrast MRI axial view
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