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Primary Localization Amyloidosis of the Sublingual Gland
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Yoshihiro YaMASHITA and Minoru Kajivama

Second Deparvtment of Oral and Maxillofacial Surgery,
Kyushu Dental College, Kitakyushu City 803-8580

Abstract We here in present a very rare case of primary localized amyloidosis with amyloid
A protein of the sublingual gland. It presented a tumorous appearance on the left oral floor.
Pretreatment with potassium premanganate made biopsy specimens unstained by Congo red.
Immunohistochemical staining for AA protein was positive. Systemic amyloidosis was ruled
out based on clinical and laboratory examinations. The gastric and the labial salivary glands
biopsy showed no amyloid deposits. As far as we know, this is the first case of primary local-
ized amyloidosis with amyloid A protein of the oral cavity, and tumor-formed amyloidosis of

the sublingual gland.
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Introduction

Primary localized amyloidosis in the oral
cavity is a rare, disease, while oral manifesta-
tions arising from systemic amyloidosis are re-
portted relatively frequently reported. The
oral amyloid deposits usually occur in the
tongue. Amyloidosis of the salivary glands are
not common. The majority of such cases oc-
cur in the parotid gland. Salivary gland amy-
loidosis is usually associated with an enlarged
gland. However, a nodular or a tumorous ap-
pearance, which is also called amyloid tumor
or amyloidoma, is very rare. Histologically, in

both primary and localized amyloidosis, most

amyloid fibrils have been reported to consist
of immunogloblin light chain fragments (AL
protein).

We here in present the case of a tumorous

appearance of localized primary amyloidosis

with amyloid A protein (AA protein) of the
sublingual gland. To our knowledge, this is
the first known case of a sublingual gland
amyloidosis and a tumorous appearance of lo-
calized AA amyloidosis of the oral cavity in
the literature.

Case Report

A 5l-year-old man presented at our hospital
with a localized painless mass in the left oral
floor of 2 months duration. His medical and
family history was non-contributory. A clini-
cal examination revealed a film, elastic and
mobile mass in the left oral floor, which meas-
ured 15X 25X10 mm (Fig. 1). Conventional ra-
diographic and ultrasound investigations pro-
vided no diagnostic information regarding this
lesion. A computed tomographic examination
also showed no diagnostic information on the
mass but it did show the mass lesion to press
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Fig 1. Clinical appearance of the mass of the oral floor.

against the surrounding muscles while not in-
vading them. No clear findings of the lymph
nodes were observed. A tentative diagnosis of
monomorphic adenoma was thus suggested.
The laboratory finding were also unremark-
able.

A tumorectomy was performed in April 1992.

The tumor was easily removed from the sur-
rounding soft tissue but the tumoral bed con-
sisted of a sublingual gland. The histologic
examination demonstrated amyloid deposits in
the sublingual gland. The laboratory exami-
nation findings for systemic amyloidosis in-
cluding a gastric biopsy, were negative. Bone
marrow aspiration was negative for multiple
myelome, which is often complicated amyloi-
dosis. In addition, no evidence of underlyning
disease for secondary amyloidosis, rheumatoid
disease, chronic infections or inflammatory

disease. Serum amyloid A, identified as a pre-

cursor of AA protein, was within normal range.

Furthermore, we performed a biopsy of the la-
bial salivary glands and it showed no amyloid
deposits and no atrophic acini.

For the following 6 months, the patient had
no symptoms and no clinical or laboratory evi-
dence of either systemic amyloidosis or any
other diseases.

The tumor consisted of extracellular ho-
mogenous eosinophilic clumpy material and
salivary elements. The eosinophilic material
was seen with destruction of both ducts and
acini (Fig. 2). A foreign body reaction to the
material was seen and the accumulation of
plasma cells was noted to be scattered
throughout the gland parenchyma (Fig. 3).
The eosinophilic material densely stained for
alkaline Congo red and also showed typical
apple-green birefringence under polarized light.
However, after pretreatment with potassium
permanganate, it was unstained by Congo red,
thus indicating that the amyloid to be AA type.
Furthermore, immunohistochemical staining for
AA protein was also positive. Staining for light
and heavy chains revealed polyclonal infiltra-
tion of plasma cells. « : A ratio was about 4 :

1, thus indicating the plasma cells to demon-

strate inflammation.
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Fig 2. Salivary parenchyma destroied and replaced by homogenous
eosinophilic material. (H. E.x4)

Fig 3. Infiltrations of plasma cells and foreign body reaction to the

material. (H. E. x20)

Discussion

Amyloidosis is a metabolic disease resulting
from the extracellular accumulation of abnor-
mal protein materials in various types of body
tissue. Clinically, amyloidosis is classified ac-
cording to whether it is primary or secondary

and also whether it is systemic or localized.
Biochemically, it is classified based on the
type of amyloid fibril proteins, of which there
are predominantly two types: (1) AL in which
the fibrils consist of immunogloblin light chain
fragments and (2) AA in which the fibrils con-
sist primarily of protein AA. The amyloid


library
ノート注釈
library : None

library
ノート注釈
library : MigrationNone

library
ノート注釈
library : Unmarked

library
ノート注釈
library : None

library
ノート注釈
library : MigrationNone

library
ノート注釈
library : Unmarked


Primary localization amyloidosis of the sublingual gland 219

protein found in the majority of primary amy-
loidosis was AL type and AA protein has been
identified in secondary amyloidosis. A few
cases of primary systemic AA amyloidosis
have been observed but few reports of primary
localized amyloidosis with AA protein have
appeared in the literature.

In the present case, the amyloid protein was
AA type. However, the results of clinical and
laboratory examinations ruled out systemic
amyloidosis. In addition, no evidence of any
predisposing condition for secondary amyloi-
dosis was observed. To establish a diagnosis
of systemic amyloidosis, gastrointestinal tract
biopsy may be the best, and clinically, a gas-
tric biopsy is both useful and easy to perform.
Recently, a labial salivary gland biopsy is also
recommended as a safe and highly sensitive
method. In the present case, no amyloid de-
posits were seen in the both biopsy specimens.
We, therefore, confirmed that systemic amyloi-
dosis could thus be ruled out. Mufarrij et al,,
reviewed some reports of localized primary
amyloidosis of different organs. All cases were
histologically associated with local chronic in-
flammation while a neoplasm was simulated,
that same as in our case. However, the amy-
loid was AL type in all the reported cases,
while ours was AA type. To our knowledge,
this the first report of localized primary AA
amyloidosis in the oral cavity.

In the oral cavity, the tongue is a commonly
affected organ in amyloidosis. Only a few
cases have shown amyloid deposits in the sali-
vary gland, the majority of such cases are
found in the palotid gland while some are also
found in the submandibular gland, and most
such patients complain of swollen glands. The

localized tumorous form of amyloidosis is rare.

This form of amyloidosis in a sublingual gland
has not been previously reported. One case,

with an amyloid tumor of the oral floor, which
is the same as in our case, has been reported,
however, this case was not proposed of the
original tissue or organ. Qur case is also the
first such description in the sublingual gland.

‘We here in presented a very rare case. This
is the first such case to be reported in the Eng-
lish literature regarding the following, 1) it
was a localized primary AA amyloidosis, 2) it
was a tumorous form of amyloidosis (amyloid
tumor) of the sublingual gland.
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