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Abstract
Amyloidosis is a benign, indolent condition which presents with an abnormal
deposition of extracellular protein in various organs of the body. It usually
presents with hoarseness of voice to an otolaryngologist. A sits clinical appearance mimics an early laryngeal cancer. It remains a diagnostic challenge
to the clinician. It is essential to differentiate a primary laryngeal amyloidosis
from malignancy to have a holistic approach towards the management of the
disease. Here in this article, a case is reported in order to have a better outlook
about this rare condition and to differentiate it from laryngeal malignancy for
an effective management and cure.
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1. Introduction
Primary laryngeal amyloidosis is a rare condition accounting for only 1% of all
benign laryngeal tumors [1]. Amyloidosis is a benign, slowly progressive condition characterized by deposition of abnormal extracellular protein in various organs in the body [2]. It may be either systemic or localized to an organ. Although
the etiopathogenesis of the condition is unclear, in the localized type it is hypothesized that the extracellular protein (the monoclonal light chain deposits) is
synthesized locally and deposited unlike the systemic amyloidosis [3]. Primary
laryngeal amyloidosis is rare, usually seen in the 4th to 6th decade of life, with a
male to female preponderance of 2:1.4 [4] [5]. Patients with laryngeal amyloidosis are usually present with the complaints of hoarseness of voice, dyspnea or
stridor requiring emergency tracheostomy. It may rarely be associated with
dysphagia [2]. Its clinical appearance almost resembles an early laryngeal malignancy. The definitive diagnosis is achieved by histopathological report of the
biopsied specimen, which confirms the presence of amyloid deposits staining
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positive for Congo red with characteristic apple green bi-refringence in polarized
light under electron microscopy.

2. Case Report
A 56-year-old male patient, teacher by occupation for the last 15 years, nonsmoker, presented to the ENT out-patient department of GRANT GOVT
MEDICAL COLLEGE with complaints of hoarseness of voice and voice fatigue
since 2 years, which had a gradual progression. There were no complaints of any
difficulty in breathing or swallowing, blood in sputum or vomitus. There was no
history of any laryngeal trauma or intubation. Patient didn’t have any other significant medical history or any history of substance abuse. On examination,
there was no abnormality in the oral cavity and physical examination of neck
was within normal limits. Indirect laryngoscopy was done with a 70˚ Hopkins
rod which revealed a non-ulcerative smooth nodular lesion in the supraglottic
region, well restricted to both sides of the false vocal cords and ventricles, not
involving the true cords and mobility of the vocal cords was well preserved
(Figure 1). CT scan was done which revealed an ill-defined heterogeneously enhancing mass lesion on the false vocal cords with freely mobile true cords (Figure
2). Definite diagnosis was made on histopathological examination for which biopsy was taken under general anesthesia. The biopsied specimen revealed an eosinophilic acellular stromal proliferation which stained to be Congo red Positive
showing apple green birefringence in polarized light suggestive of amyloidosis
(Figure 3). Systemic examination was done to rule out systemic amyloidosis and
multiple myeloma. Biopsy was taken from the abdominal fat pad which revealed
to be negative for amyloid. Urine examination was done and reported to be negative for Bence jones protein and was within normal limits. Routine blood

Figure 1. Indirect laryngoscopy: non-ulcerative smooth nodular lesion in the supraglottic region.
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Figure 2. CT scan: heterogeneously enhancing mass lesion on the false vocal cords.

Figure 3. Histopathological slide: apple green birefringence in polarized light.

reports viz. complete blood counts, liver function tests, renal function test, serum
protein electrophoresis were all within normal limits. After all these tests patient
was diagnosed to be a case of primary amyloidosis. Surgical excision of the lesion was done under general anesthesia using microlaryngeal scopy with CO2
laser. Postoperative period was uneventful. Patient was advised voice rest for 48
hrs and was discharged. On follow up after 3 months patient had good normal
voice quality and was advised regular follow up every 6 monthly.

3. Discussion
Amyloidosis is a metabolic disorder characterized by an abnormal deposition of
the extracellular protein in various tissues of the body. Amyloidosis may be localized to a specific organ or may be generalized to various systemic organs [2].
The cause for localized laryngeal amyloidosis is unknown, it is hypothesized that
3
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it may be because of an inflammatory cell reaction of plasma cells to the antigens
present [6] or the inability of the body to clear the monoclonal light chains produced by the mucosa associated lymphoid tissue [4]. The amyloid deposition
leads to an alteration of the structure and hampers the function of the organ [7].
Primary laryngeal amyloidosis usually presents with hoarseness of voice, cough,
dyspnea, sometimes even dysphagia. In a primary laryngeal amyloidosis, it is
usually restricted to the ventricles and false cords, rarely involving the true cords
[8]. The clinical appearance closely resembles that of laryngeal malignancy, thus
differentiating such lesions from malignancy is essential for an effective management of the case. CT scan or MRI are useful investigation in knowing the extent of the disease. MRI is superior to CT as the amyloid deposits has intermediate T1 weighted and low T2 weighted intensity [9]. The definite diagnosis is
achieved by tissue biopsy followed by the histopathological examination. The
biopsied specimen reveals an eosinophilic acellular stromal proliferation which
stains Congo red positive showing apple green birefringence in polarized light
suggestive of amyloidosis. Prior to labeling a primary localized laryngeal amyloidosis, it is essential to rule out the systemic involvement and other associated
disorders like multiple myeloma and lymphoma. The investigations required are
serum and urine electrophoresis, electrocardiogram, complete blood count, liver
function test, renal function test and abdominal fat pad biopsy [3]. Surgery is the
main stay of treatment in Laryngeal amyloidosis using CO2 laser excision.
Though, the choice of laser or micro laryngeal forceps and scissors depends on
the experience of the surgeon and his/her convenience. For a better postoperative outcome, CO2 Laser excision is superior due to its accuracy, healing and
preservation of function [10]. Medical management in the form of corticosteroids and radiotherapy has been tried but didn’t give any promising results [10].
The disease has a slow progression, but may recur which might require repeated
excision requiring a regular 6 monthly follow-up. Despite the clinical resemblance of the disease to early laryngeal malignancy, a specific diagnosis of the
case is mandatory for its appropriate management and cure of the disease. Thus,
Laryngeal amyloidosis should be kept as a differential diagnosis.

4. Conclusion
Laryngeal mass is a common presentation in patients presenting to an ENT
clinic with hoarseness of voice. A systematic and thorough approach is mandatory for the effective management of such cases. Laryngeal amyloidosis should
be kept as a differential diagnosis when we deal such patients. Histopathology is
the diagnostic investigation and ruling out the involvement of other systems for
an appropriate management is essential.
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