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CASE SUMMARY

A 59-year-old African Ameri-
can woman with a medical history of
hypertension and gastroesophageal
reflux disease presented to the emer-
gency department with progressively
worsening dyspnea, chest pain, epi-
gastric pain, and orthopnea. Vital signs
were temperature 36.9 C; respiratory
rate 18 breaths/min, heart rate 99 bpm;
blood pressure 127/85 mmHg; and
SpO2 99% on room air. The patient
did not demonstrate signs of distress
during physical exam. Auscultation
of the lungs demonstrated left sided
crackles to the mid chest. Cardiovas-
cular and abdominal exams were unre-
markable. There was no peripheral
edema. CBC and Chem7 values were
within normal limits.

IMAGING FINDINGS

A chest radiograph demonstrated
a large left pleural effusion with min-
imal aeration of the left upper lobe.
There was a dense opacity at the left

base. Chest, abdomen, and pelvis CT
(Figure 1) demonstrated a left low-
er-thorax enhancing mixed-density
mass with punctate calcifications
measuring 13.3 x 10.0 x 15.9 cm. The
mass involved the left 10" posterior rib
resulting in a pathologic fracture. Mul-
tiple adjacent extra-pleural paraspinal
smaller masses with similar CT char-
acteristics to the large mass were also
seen. A large left pleural effusion was
also noted. Intra-abdominal findings
were notable for a heterogeneous mass
within the left abdominal wall, mea-
suring 8.7 x 6.4 x 10.4 cm.
Percutaneous biopsy of the domi-
nant intrathoracic and abdominal wall
masses demonstrated congo red stain-
ing with apple-green birefringence
under polarized light, large amyloid
deposits with focal calcifications, and
evidence of fibrosis — findings con-
sistent with amyloidoma. The masses
were surgically excised with the fol-
lowing findings: The intrathoracic
mass was firmly attached to the chest

wall at the level of the 10™ rib and the
left lower lobe. An additional multi-
lobulated mass involving the intratho-
racic fascia, intercostal muscles, and
sympathetic chain was removed. The
abdominal tumor was located deep
to the left external oblique muscles
and was non-infiltrating. Pathology
(Figure 2) diagnosed the intrathoracic
and abdominal wall masses as amy-
loidomas, sub-type AL. There was no
evidence of associated neoplasm.

DIAGNOSIS
Multifocal amyloidoma.
Differential Diagnosis includes sar-
coma, lymphoma with secondary amy-
loid deposition.

DISCUSSION

Amyloidosis is a rare disease with
an annual incidence of 6-10 cases per
100,000 people in Western Europe.'
It is characterized by the pathologic
deposition and accumulation of protein
(amyloid) within organs or tissues. The
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FIGURE 1. A 59-year-old woman with chest and abdominal amyloidmas. (A) Coronal reformat of the CT chest with intravenous contrast
demonstrates a large pleural effusion and a large heterogeneously enhancing mass with punctate calcifications arising from the chest wall
(dashed arrow). Associated mass effect and collapse of the left lung (solid arrow). Separate but similar-appearing small paraspinal masses
are also appreciated (arrow head). (B) Axial CT demonstrates the mass (dashed arrow) involving the 10th rib with a pathologic fracture. (C)
Axial image of the abdomen at the mid-left kidney level demonstrates a heterogeneous soft-tissue mass with punctate calcifications within
the left abdominal oblique muscles (solid arrow).

FIGURE 2. (A) Gross pathology specimen of primary intrathoracic amyloidoma. (B) Fluorescence microscopy following congo red staining

demonstrates characteristic apple green birefringence of amyloid. (C) 100x light microscopy image following H&E staining.

disease may be characterized based
on the site of deposition (systemic vs
localized to one organ) or protein type
(amyloid light chain vs amyloid A).2?
Amyloid light chain (AL amyloidosis)
results from the production and depo-
sition of monoclonal immunoglobulin
light chains by abnormal plasma cells.
Reactive amyloid A (AA amyloido-
sis) deposition is a consequence of
IL-6 mediated macrophage cleavage
of serum amyloid A (produced by the
liver) in the setting of chronic disease
states.>3

In brief, amyloid protein deposits
are composed of abnormally folded
serum amyloid P, glycosaminogly-
cans, and fibril proteins which fold
into characteristic beta-pleated sheets.
These abnormal protein deposits are
insoluble, resistant to macrophage

mediated degradation, and result in
organ failure due to anatomic dis-
ruption of normal tissue function and
organ blood supply. Alternatively,
mass effect from the even rarer focal
form (amyloidoma) may compromise
organ function.! Radiographically,
there are many presentations of amy-
loidosis, such as diffuse or nodular
intestinal wall thickening, organo-
megaly, left ventricular cardiac wall
thickening, recurrent pneumonia in
the same location, tree-in-bud and
nodular pulmonary pattern, diffuse
discontinuous bronchial wall calcifi-
cations, muscular hypertrophy (shoul-
der girdle is most common), synovial
thickening, and focal mass mimicking
neoplasm.'

Amyloidoma, the rarest form of
amyloid deposition, is a discrete,

focal, and tumor-like aggregate of
amyloid deposition.* The respira-
tory system, gastrointestinal tract,
and central nervous system are
often reported as the most common
involved sites for amyloidomas. Case
reports detailing amyloidomas of the
soft tissues of the extremities, ret-
roperitoneum, and mesentery have
also been described.>!" Amyloidosis
presenting as a focal mass-like depo-
sition has several radiologic pheno-
types that have been described. These
include: homogeneous soft-tissue
density lesions, heterogeneous den-
sity with or without central necrosis,
with micro or macrocalcifications,
and as an infiltrating process.! 1213
Several of these characteristics can
be seen in aggressive diseases such as
sarcoma, lymphoma, and metastasis.
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Classic descriptions of amyloi-
domas detail solitary or multiple amy-
loid nodules within a single discrete
anatomic site. Herein, we report a
unique case of multifocal amyloi-
doma, involving both the abdominal
wall and the thorax in separate dis-
continuous locations. In this case, the
patient presented with a locally inva-
sive intrathoracic chest-wall mass
associated with a cluster of intratho-
racic paraspinal smaller masses, and
an abdominal soft-tissue mass. Tumor
size and multifocal presentation were
concerning for a neoplasm such as
sarcoma or lymphoma with secondary
amyloid deposition. Nodular amyloi-
doma of the lungs has been previously
described associated with primary low
grade lymphoma.'# Furthermore, lym-
phoma can present as chest or abdomi-
nal wall masses.'>!¢

CONCLUSION

Although this report is of a rare pre-
sentation of a rare disease, it is import-
ant, in the appropriate clinical setting,
to add this entity to the gamut of mul-
tifocal masses involving mesenchymal
tissue. While amyloidoma is a known

entity typically confined to singular
organ beds and compartments, to the
best of our knowledge, this is the first
reported case of a multifocal presenta-
tion.
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