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Localized nasopharyngeal amyloidosis
mimicking malignancy

A case report

Jong Seung Kim, MD??, Sam Hyun Kwon, MD, PhD*P*

Abstract N\
Rationale: Nasopharyngeal amyloidosis is a benign, slowly progressive disease that is characterized by extracellular eosinophilic |

deposition.
Patient Concerns: We report a rare case of localized nasopharyngeal amyloidosis.

Diagnoses: The initial chief complaint of this patient was frequent epistaxis and right aural fullness. The initial diagnosis was
nasopharyngeal tumor.

Interventions: There is no universally effective medical treatment for nasopharyngeal amyloidosis but surgery can be an option.
We performed careful observation with regular follow-up by nasopharyngoscopy and radiologic study.

Outcomes: The patient reported no further complaints at 1-year follow-up and the lesion from nasopharyngeal amyloidosis was still
present.

Lessons: Although it is rare, nasopharyngeal amyloidosis should be considered in the differential diagnosis of epistaxis, nasal
obstruction, and otitis media with effusion, which are the main symptoms of nasopharyngeal carcinoma. In the absence of systemic

disease, localized nasopharyngeal amyloidosis may be treated conservatively.

Abbreviation: MR| = magnetic resonance imaging.
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1. Introduction

Amyloidosis is a benign, slowly progressive disease that is
characterized by extracellular eosinophilic deposition of insolu-
ble polymeric fibrillar proteins in tissues and organs.!'! It is
currently classified into 2 main forms, systemic and localized,
with marked differences in prognosis between the 2 forms. The
prognosis of systemic amyloidosis is worse than that for the
localized form.!?! Currently, the majority of types of systemic
amyloidosis have no universally effective treatment.*! Nasopha-
ryngeal amyloidosis, a type of localized amyloidosis, is a very rare
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condition with few cases reported in the English scientific
literature.

We describe a patient with primary localized nasopharyngeal
amyloidosis whose endoscopic finding mimicked a malignant
mass on both torus tubarius.

This study was approved by the institutional review board of
Chonbuk National University Hospital. Informed consent was
given by the patient.

2. Case report

A 73-year-old man presented to our otolaryngology clinic
with the chief complaint of frequent epistaxis and right aural
fullness. Subsequent head and neck examination revealed middle
ear effusion in the right ear. Nasopharyngoscopy revealed a
nasopharyngeal mass on both torus tubarius with no evidence of
complete obstruction of the Eustachian tube (Fig. 1A and B). Pure
tone audiometry showed conductive hearing loss on the right
side. Otherwise, there were no remarkable findings in other parts
of the body.

Biopsy of this lesion demonstrated amorphous eosinophilic
deposits (Fig. 2A) which showed apple-green birefringence
on Congo red staining (Fig. 2B). Axial, sagittal, and coronal
cuts from magnetic resonance imaging (MRI) (Fig. 3A, B-D)
demonstrated a localized lesion in the nasopharynx at the torus
tubarius with no evidence of destructive or invasive behavior.
Serum immunofixation electrophoresis and urine protein elec-
trophoresis showed no evidence of monoclonal gammopathy or
proteinuria. Biopsy of abdominal fat and rectal samples showed
no evidence of amyloid infiltration. Bone marrow biopsy showed
no evidence of infiltration or tumor.
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Figure 1. Smooth-surfaced exophytic masses with visible blood vessels on both torus tubarius were noted on endoscopy. (A) Right side, (B) left side. Note the

blood clot in the right torus tubarius.

The patient was diagnosed as having localized nasopharyngeal
amyloidosis. He underwent a myringotomy on the right
side and was treated with prednisolone (0.3 mg/kg/day) and
cefpodoxime (3 mg/kg/day) for 2 weeks and the symptoms
subsided. The patient reported no further complaints at 1-year
follow-up and the lesion from nasopharyngeal amyloidosis was
still present.

The Ethical committee approval was acquired from the
institutional ethical review board of Chonbuk National Univer-
sity Hospital, Korea (IRB number: 2016-01-018).

3. Discussion

Localized amyloidosis is extremely rare, frequently involves the
head and neck region without systemic manifestations, and has
an excellent prognosis. The larynx is the most affected area
(61%), followed by the oropharynx, trachea, orbit, and
nasopharynx./*! Nasopharyngeal amyloidosis has previously
been described in the literature in 13 different patients, all of
whom had localized amyloidosis.”! Although it is usually
asymptomatic, nasopharyngeal amyloidosis may cause epistaxis,
aural fullness, middle ear effusion, and conductive hearing loss as
in this case. Our patient had a representative endoscopic image
of hematoma due to vessel wall invasion. This indicates the

importance of being alert to the major symptoms of nasopha-
ryngeal amyloidosis; otherwise, it may be missed.

The differential diagnosis of nasopharyngeal amyloidosis
includes nasopharyngeal carcinoma and lymphoma. The pheno-
typic examination is usually nonspecific; however, several
authors have reported the appearance of nasopharyngeal
amyloidosis. The endoscopic appearance of nasopharyngeal
amyloidosis is of a heterogeneously reddish, smooth-surfaced
exophytic tumor in the nasopharynx.! In our case, a smooth-
surfaced exophytic mass with visible blood vessels on the torus
tubarius was characteristically noted. A blood clot was also noted
in the right torus tubarius, which was the cause of nasal bleeding.

The “gold standard” for the diagnosis of amyloidosis is a tissue
biopsy. Histology of the biopsied specimen using hematoxylin
and eosin staining shows amyloid as an extracellular, amor-
phous, acellular eosinophilic deposit, sparing the overlying
epithelium. Congo red staining shows characteristic apple-green
birefringence and dichroism under a polarized light micro-
scope.?! Staining with methyl violet or crystal violet reveals
metachromatic pink-violet staining.”! A negative result for
abdominal fat and rectal biopsy is necessary for diagnosis of the
localized form, not systemic amyloidosis.

There is no universally effective medical treatment for
nasopharyngeal amyloidosis but surgery can be an option.!”!

polarized light after Congo red staining.
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Figure 3. (A) Axial T2-weighted magnetic resonance imaging shows heterogeneous enhancement of the lesion in the nasopharynx. (B) Axial gadolinium-enhanced
T1-weighted magnetic resonance imaging shows hyperintense, submucosal soft-tissue mass in the nasopharynx. (C) Sagittal T2-weighted magnetic resonance
imaging shows heterogeneous enhancement of the lesion in the nasopharynx. (D) Coronal gadolinium-enhanced T1-weighted magnetic resonance imaging shows

hyperintense, submucosal soft-tissue mass in the nasopharynx.

The surgical excision of nasopharyngeal amyloidosis is usually
conservative, not radical, because relapse is common. Complete
removal of nasopharyngeal amyloidosis can impair normal
physiological functions. There have been no reports showing
progression of localized form to systemic amyloidosis. In
addition, a survival benefit from surgical excision of nasopha-
ryngeal amyloidosis has not been demonstrated. For these
reasons, careful observation with regular follow-up by naso-
pharyngoscopy and radiologic study is a reasonable therapeutic
option, as in our case.!®’

4. Conclusion

Although it is rare, nasopharyngeal amyloidosis should be
considered in the differential diagnosis of epistaxis, nasal
obstruction, and otitis media with effusion, which are the main
symptoms of nasopharyngeal carcinoma. In the absence of

systemic disease, localized nasopharyngeal amyloidosis may be
treated conservatively.
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