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Amyloidoma of Retroperitoneal Lymph Nodes:
A Case Report'

Wee Kyoung Kim, M.D., Soon-Young Song, M.D., On Koo Cho, M.D., Byung-Hee Koh, M.D.,
Yongsoo Kim, M.D.?, Woo Kyoung Jung, M.D.?, Min Yeong Kim, M.D.?, Moon Hyang Park, M.D.?

Herein we report a case of retroperitoneal amyloidoma in a 56-year-old man and to

describe its imaging findings and pathologic features. Abdomen computed tomogra-

phy showed multiple nodular masses with amorphous calcifications in the retroperi-

toneum. On histologic review, these masses were composed of extensive nodular de-

position of irregularly shaped amorphous eosinophilic material that was strongly posi-

tive on Congo red staining and apple green birefringence under polarizing microscopy,

which is diagnostic for amyloidosis.
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Amyloidoma or amyloid tumor is a localized form of
amyloid deposit limited to a single organ or tissue with-
out involvement of any other site in the body presenting
as a tumorous mass (1). It can involve any anatomic sites
including head and neck, orbit, breast, mediastinum,
heart, liver and nervous system (1). However, localized
involvement of retroperitoneal lymph nodes is a rare
manifestation of this disease. Only a few cases of
retroperitoneal amyloidoma involving lymph nodes
have been reported (2-4).

We experienced a case of retroperitoneal amyloidoma
that represented extensive masses in the retroperi-
toneum mimicking lymphoma, other lymphoprolifera-
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tive disease or metastatic disease. For this report, we
aimed to describe radiologic and pathologic findings of
this case.

Case Report

A 56-year-old man visited our institution for evalua-
tion of abdominal masses that had incidentally been
found one month previously. He had underlying hyper-
tension, but no other health problems including chronic
inflammatory conditions. Family history was negative.
On physical examination, the masses were palpable as
hard and smooth objects; mild tenderness was elicited.
Laboratory studies revealed the following values: white
blood cell count, 4.8 X 10*mm?®; hemoglobin, 14.8 g/dL;
hematocrit, 43.5%; platelet count, 265,000/mm; differ-
ential leukocyte count, lymphocyte-28.7%, monocyte-
7.5%, eosinophil-1.7%,; total protein, 6.5 g/dL; albumin,
3.9 g/dl. Tumor markers including CEA, CA19-9 and
PSA were within normal limits.

We performed abdominal computed tomography (CT)
with contrast enhancement. There were multiple con-

—261—



Wee Kyoung Kim, et al : Amyloidoma of Retroperitoneal Lymph Nodes

Fig. 1. A. An axial CT scan obtained at the level of the inferior
pole of the right kidney. There are multiple nodular masses (see
white arrows) around retroperitoneal great vessels with amor-
phous calcifications and surrounding infiltrations of low attenu-
ation.

B. At the level of the pelvic cavity, on axial CT image, an inho-
mogeneous enhancement pattern of amyloidoma is noted.

C. Microscopic findings revealed a well demarcated mass that
was composed of nodular depositions of irregularly shaped
amorphous pale eosinophilic materials (see black arrows) and
foci of calcification (H & E, X 200). These amyloid deposits were
surrounded by multinucleated giant cells, histiocytes, lympho-
cytes, plasma cells, and ossification in dense fibrous stroma.

D. Amyloid deposits were strongly positive on Congo red stain-
ing (X 200).

E. There is 'apple green’ birefringence (white arrow) under po-
larizing microscopy (< 200).
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glomerated nodular masses in the retroperitoneum from
the level of the kidneys to the pelvic cavity with sur-
rounding infiltration (Figs. 1A, B). The masses encased
the aorta and inferior vena cava. The attenuation of the
masses was similar or higher than that of muscle. Some
of the masses had punctuate and amorphous calcifica-
tions.

A surgeon did an explorative laparotomy to determine
the histologic diagnosis of the retroperitoneal masses.
Pathology returned a diagnosis of ‘amyloid tumor’ in the
retroperitoneum.

Gross pathologic examination showed a well demar-
cated and encapsulated lobular mass with areas of calci-
fication on the cut surface. Microscopic examination re-
vealed extensive amyloid deposits within the masses
and walls of the blood vessels (Fig. 1C). On Masson's
trichrome stain and Congo red stain (Fig. 1D}, the amy-
loid nature of the deposits was identified by the apple-
green birefringence under polarizing microscopy (Fig.
1E). There was no sensitivity to potassium perman-
ganate, suggesting an AL type of amyloidosis.

The patient underwent a follow up CT scan three years
after the initial diagnosis. The retroperitoneal masses had
increased in size and number as compared with the pre-
vious study. He had not received any treatment in the in-
terim; subsequently, he was lost to follow-up.

Discussion

Amyloidosis is a heterogeneous group of diseases
characterized by the deposition of a pathologic proteina-
ceous substance, '‘amyloid’ (5, 6). The mechanism and
biological behavior of this amyloid deposit has not been
clear until recently.

Classically, amyloidosis is categorized as either a sec-
ondary process that is associated with chronic infections
or inflammatory disorders, or a primary process in the
absence of such associations (5). Histologically, this enti-
ty is classified as type 'AA’(serum protein A) or type
AL’ (immunoglobulin light chains) based on the chemi-
cal type that forms the fibrils (5). Amyloidosis can also
be subdivided clinically into a systemic or localized
form (5). The above classifications can be summarized
as follows: a) primary amyloidosis with no pre-existing
disease except multiple myeloma or other plasma cell
dyscrasia; b) secondary amyloidosis with co-existent un-
derlying infective or neoplastic pathology; c) focal single
organ involvement without any systemic involvement;
d) familial; e) senile (7).

Amyloidoma or amyloid tumor is a localized or isolat-
ed form of amyloidosis that is frequently associated with
immunocystic dyscrasia, long-term hemodialysis, and
chronic infectious or inflammatory diseases (1, 7). In
some cases, clinical evidence of preexisting disease may
be absent (1). Our patient had no preexisting conditions
either. Therefore, our case would be amyloidosis of the
primary form. Clinically, amyloidoma can cause local-
ized signs and symptoms (5). Its diagnosis should be con-
firmed through biopsy. Grossly, amyloid tumors are
represented by lobulated nodules or masses with white-
yellow or pink-yellow waxy cut surfaces (1). On im-
munohistochemical examination, they demonstrate
characteristic apple-green birefringence with polarized
light and positive Congo red staining. The majority of
cases are composed of type AL (immunoglobulin light
chain) amyloid (5).

The retroperitoneum is a rare site of amyloid involve-
ment. To our knowledge, only a few cases have been re-
ported (2-4). Retroperitoneal involvement of amyloido-
sis can be subdivided into infiltrative or nodal mass le-
sions (2, 3). An infiltrative lesion implies that there is
retroperitoneal fibrosis by amyloid deposition in the
retroperitoneal fat tissue. On the other hand, a nodal
mass lesion represents involvement of a retroperitoneal
lymph node (3, 10). Previous cases in the literature re-
garding retroperitoneal lymph node involvement usual-
ly reported calcified nodules or masses with inhomoge-
neous enhancement (2, 4). Amyloidomas in any site
may have calcification with an indolent growth pattern
of the masses (4, 5, 8). However, their clinical signifi-
cance or molecular etiology is unknown (8). The CT ap-
pearance of calcifications within amyloidomas has been
characterized as showing various patterns, including
speckled, punctate or eggshell (2, 4).

The differential diagnosis includes lymphoma,
Castleman's disease, and metastatic lymphadenopathy.
In patients with lymphoma, the masses usually show
homogeneous attenuation and rarely are accompanied
by calcifications (9). In Castleman’s disease, vivid en-
hancement of nodal masses is a characteristic feature
(10). Although features of metastatic lymph nodes can
be varied, soft tissue attenuation and homogeneous en-
hancement are usually noted.

Although pathognomonic radiologic findings of this
rare disease have not been definitively established, an
inhomogeneous enhancement pattern with amorphous
calcifications may be a clue that differentiates it from
other mimicking diseases.
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