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Amyloidosis is a clinical disorder caused by extracellular
proteinaceous deposits of insoluble abnormal group of fib-
rils with characteristic microscopic, histochemical, and
ultrastructural features. Amyloid is an extracellular amor-
phous eosinophilic protein, which displays apple-green
birefringence with polarized light when stained with
Congo red or shows metachromasia with crystal violet or
methyl violet dyes.[1–4] Systemic and localized forms are the
main clinical categories of the amyloidosis. Systemic amy-

loidosis can manifest as immunoglobulin light chain deriv-
ative (AL) amyloidosis, which is associated with primary
systemic amyloidosis, multiple myeloma, or plasma cell
dyscrasias. Amyloid associated (AA) amyloid occurs in
patients with chronic inflammatory conditions or neoplas-
tic disease. Familial amyloidosis is a rare manifestation of
systemic amyloidosis which accounts for less than 2% of
the cases.[5] In humans, more than 20 different, unrelated
proteins are known to form amyloid fibrils.

Özet

K›rk dokuz yafl›ndaki kad›n hasta 4 y›ldan beri ilerleyen k›s›k ses, bo-
¤az›n›n arka taraf›nda yabanc› cisim hissi, kulak a¤r›s›, ses k›s›kl›¤› ve
a¤›zdan soluma yak›nmalar›yla klini¤imize kabul edildi. Nazolaren-
goskopi orofarenkse do¤ru uzanan bir sa¤ nazofarengeal kitleyi gös-
termekteydi. ‹ndirekt larengoskopi sa¤ ventrikül band›ndan kaynakla-
nan ve sa¤ vokal kordun üzerine do¤ru uzanan bir granülomatöz kit-
leyi ortaya ç›kard›. Granülomatöz kitle normal larenks mobilitesini
bozmuyordu. Yutma zorlu¤u öyküsü yoktu. Kontrastl› bilgisayarl› to-
mografi nazofarenks ve glotisi tutan düzgün yüzeyli bir kitlenin var
oldu¤unu gösterdi. Lezyonun eksizyonel biyopsisi için direkt laren-
goskopi planland›. Histopatolojik inceleme nazofarenks ve larenks
amiloidozunu ortaya ç›kard›. ‹leri de¤erlendirmelerde sistemik ami-
loidoz saptanmad›. Bu olgu sunumunun amac› son derecede seyrek
görülen izole primer nazofarenks ve larenks amiloidozu olgusunu
sunmak ve güncel literatür bilgilerini kullanarak tart›flmakt›r.

Anahtar sözcükler: Primer amiloidoz, nazofarenks, larenks.

Abstract

A 49-year-old woman admitted to our clinic due to a progressive hoarse
voice for 4 years, foreign body sensation in the back of her throat, otal-
gia, hoarseness and mouth breathing. Nasolaryngoscopy demonstrated
a right nasopharyngeal mass extending to oropharynx. Indirect laryn-
goscopy revealed a granulomatous lesion originating from right band
ventricle and extending on the right vocal fold. The granulomatous
lesion did not alter correct laryngeal mobility. There was no history of
difficulty in swallowing. A contrast enhanced computed tomography
showed a smooth mass involving nasopharynx and glottis. A direct
laryngoscopy was planned for excisional biopsy of the lesion.
Histopathological examination revealed nasopharyngeal and laryngeal
amyloidosis. Further evaluations were negative for systemic amyloido-
sis. The aim of the report is to present an extremely rare case of isolat-
ed primary nasopharyngeal and laryngeal amyloidosis and discuss by
using current literature knowledge. 
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Systemic amyloidosis can affect virtually any organ or tis-
sue in the body. In localized type, the most common region
of involvement is laryngotracheal system.[4] The most com-
mon site of involvement in head and neck region is larynx.[4,6–8]

Amyloidosis constitutes approximately 1% of the all benign
lesions of the larynx.[1,3,4,6,7,9] Besides this, the diagnosis of amy-
loidosis affecting head and neck region is very rarely encoun-
tered due to its subclinical presentation. Nasopharyngeal
amyloidosis is an extremely rare condition, and few cases have
been reported in the literature so far.[8] In addition to this,
there are no case reports regarding combined nasopharyngeal
and laryngeal amyloidosis in the literature. 

In this case report, we aimed to present a rare case of
nasopharyngeal and laryngeal amyloidosis and to discuss
the clinical presentation, diagnosis, and treatment options
of this rare entity in the light of current knowledge. 

Case Report
A 49-year-old female patient admitted to our clinic due to a
hoarse voice for 4 years which progressed for the last 2
months with the complaints of foreign body sensation in the
back of the throat, earache and mouth breathing. There was
no history of difficulty in breathing, painful deglutition or
swallowing. She had a history of smoking for the last 30
years. She had also chronic inactive hepatitis B virus infec-
tion. On otorhinolaryngologic examination, nasolaryn-
goscopy demonstrated a right nasopharyngeal mass extend-
ing into the oropharynx (Fig. 1a). Indirect laryngoscopy
revealed a granulomatous lesion originating from the right
ventricular band and extending onto the right vocal fold
(Fig. 1b). The laryngeal motility was not affected by the
granulomatous lesion. A contrast- enhanced computed

tomography (CT) scan of the patient showed the presence
of a smooth mass anterior to the right vocal cord and oblit-
erating the fat plan of paraglottic region (Fig. 2). The mass
was close to thyroid cartilage but it didn’t invade thyroid or
arytenoids cartilages. CT scan of the nasopharynx demon-
strated an asymmetric smooth mass originating from the
right nasopharyngeal wall and extending to the oropharyn-
geal level. 

Direct laryngoscopy and biopsy were performed under
general anesthesia. The laryngeal mass was removed by
endoscopic curettage. Biopsy was taken from the nasopha-
ryngeal mass, which was removed totally at the same time.
Biopsy of the lesions demonstrated amyloidosis as a result of
histopathological examination of specimens and immuno-
histochemical analysis demonstrated light chain restriction
of the plasma cells (Kappa (κ) and lambda (λ) antibodies). 

Fig. 3 demonstrates the amyloid accumulation stained
with hematoxylin-eosin and Congo red. Further evaluation
of the case was made for the presence of systemic amyloido-
sis by nephrology clinic. Genetic screening of familial
Mediterranean fever was negative. Ultrasonographic imag-
ing of urinary tract and intravenous pyelography findings
were all normal. Therefore, the case was considered to have
primary localized amyloidosis of nasopharynx and larynx. 

Discussion
There have been a variety of classifications of amyloidosis
in terms of biochemical, clinical and precursor protein
characteristics. Biochemically, amyloidosis is categorized
into forms as type AL (immunoglobulin light chain deriv-
ative) and AA (amyloid associated)[10] Clinically, it is divid-

Fig. 1. Appearance of the amyloidosis lesion in nasopharynx (a) and larynx (b). 
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ed as systemic, localized, primary, secondary, familial,
senile, hemodialysis-associated, and myeloma associated
amyloidosis.[1,2,3,11] The most common precursor proteins
are L chains of the lambda class, which is twice as preva-
lent as kappa L chains.

The frequency of localized form is approximately 9%
to 15% of all the cases of amyloidosis. Localized deposits
of amyloid are found in the head and neck, aerodigestive
system, and lower respiratory tract in the absence of sys-
temic involvement or other associated disease.[10] The most
common sites of involvement in the head and neck are lar-
ynx, subglottis and thyroid.[4,6–8] Other sites include the
orbit, salivary glands, paranasal sinuses, and oral cavity.
The larynx, especially ventricles, true and false vocal cords

are the most common sites of involvement in the respira-
tory tract for localized amyloidosis.[12] Laryngeal amyloi-
dosis is generally localized and it is not associated with sys-
temic disease.[10] Nasopharyngeal amyloidosis is extremely
rare. In the present case, coincidental involvement of
nasopharyngeal and laryngeal structures was reported. 

Laryngeal amyloidosis is a slowly progressive disease
with unknown etiology.[3,9] It can cause hoarseness, hemop-
tysis, chronic cough, voice changes, recurrent respiratory
infections, and dysphagic symptoms according to size and
location of the lesion. In the present case, patient’s com-
plaints were hoarse voice, foreign body sensation in the
back of the throat, earache, and mouth breathing due to
both nasopharyngeal and laryngeal involvement.

Fig. 3. Histopathological examination revealed an amorphous, acellular and eosinophilic amyloid deposition in the subepitelial re-
gion. Hematoxylin and eosin (a), and Congo red (b), (x20). 

Fig. 2. Computed tomography. CT scans of larynx (a) and nasopharynx (b). 
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Endoscopically, its appearance has been described as a
yellowish, whitish or reddish polypoid mass.
Macroscopically, it looks like a malignancy. The “gold stan-
dard” for the diagnosis of amyloid requires a tissue biopsy
demonstrating characteristic changes in hematoxylin-eosin
staining, and Congo red birefringence or metachromatic
pink-violet staining with methyl violet or crystal violet.[8] In
our case, examination of the tissue specimen using Congo
red stain under polarized light revealed apple green bire-
fringence which is characteristic for amyloidosis.

Larynx amyloidosis is generally in AL type. In a study,
it was reported that more than 60% of the laryngeal
deposits displayed a lambda light chain staining pattern,
and 25% of them immunohistochemically showed a kappa
pattern.[3] In our patient, the amyloid deposits demonstrat-
ed lambda and kappa light chain restriction. Amyloid may
be associated with multifocal and/or systemic disease.
Clinical and laboratory (liver function tests, complete
blood count, renal functional tests, etc.), radiological
(chest X-ray, skeletal survey), cardiac, urinary and gas-
trointestinal tract evaluations were made to exclude any
systemic diseases. After exclusion systemic diseases the
diagnosis of localized amyloidosis was established.

For the treatment of localized amyloidosis of the larynx
and nasopharynx, endoscopic surgical resection is usually
preferred.[13] Better surgical results were reported using CO2

laser.[4,6–8] Adjuvant therapies such as irradiation, chemother-
apy, and steroids have no proven benefit in the treatment of
amyloidosis.[6] In large lesions, laryngofissure, supraglottic
laryngectomy or total laryngectomy may be required.[14]

Spontaneous regression of amyloidosis of larynx has been
also reported.[15] Regular follow-up with periodic laryngeal
and nasopharyngeal examination and imaging studies is
required to detect recurrence at an early stage. Endoscopic
surgical total removal of laryngeal and nasopharyngeal amy-
loidosis of our patient was performed under general anes-
thesia. 

In conclusion, although it is rarely seen, amyloidosis
should be considered in the differential diagnosis of
nasopharyngeal and laryngeal masses. Clinical findings at
nasopharyngoscopy and laryngoscopy are nonspecific,
variable, and difficult to distinguish clinically from other

lesions. The diagnosis is based on the histopathological
examination of tissue samples. Surgical excision of the
mass to prevent laryngeal and nasopharyngeal airway
obstruction remains the treatment of choice. 
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