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AA amyloidosis complicating an inflammatory abdominal
aortic aneurysm
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Introduction

Ureteral compromise by periaortic fibrosis secondary
to abdominal aortic aneurysm was first described by
James w1x in 1935. Subsequently, numerous articles
appeared in the medical literature describing similar
cases. Inflammatory abdominal aortic aneurysm
(IAAA) is a clinico-pathologic entity that comprises
about 5–10% of abdominal aortic aneurysms w2x.
Characteristic features of IAAA are excessive thicken-
ing of the aneurysmal wall and a dense, inflammatory,
fibrotic reaction in the retroperitoneum that incor-
porates adjacent structures. Retroperitoneal fibrosis
is a fibrotic process with progressive encasement and
compression of the retroperitoneal region from the
renal pedicles to the pelvic structures. Fibrous encase-
ment of the ureters eventually leads to ureteral obstruc-
tion, hydronephrosis and varying degrees of renal
failure w3x. Patients with an IAAA frequently present
with back pain, significant weight loss and elevated
erythrocyte sedimentation rate, and computed tomo-
graphy (CT) reveals a thickened, often calcified aortic
wall and a mass of periaortic inflammatory tissue w4–6x.

In this report, we describe a patient with amyloidosis
who presented a different complication due to IAAA.
According to our knowledge, IAAA with amyloidosis
has never been reported.

Case

A 59-year-old man was admitted to hospital because of
lower back pain, right-side hydronephrosis, andnephro-
tic syndrome. The patient had been well until 5 years
earlier when he developed lower back pain. IAAA was
detected that time in another hospital. Five months
beforeadmissionhenotedweight loss (8 kg in5months),
fatigue, back pain, and pre-tibial oedema. The patient
was a heavy smoker. There was no history of hyper-
tension, renal disease, tuberculosis, or skin rash. The
patient’s family history was unremarkable. On physical
examination, the systemic blood pressure was
110u70 mmHg, the temperature was 36.48C, no rash or
lymphadenopathy was seen. There was massive oedema
of the ankles, feet, and sacral region. Therewere noother
abnormal physical signs. The laboratory tests showed:
erythrocyte sedimentation rate (ESR) 110 mmuh
(Westergren), C-reactive protein (CRP) 4.2 mgudl
(normal value-0.8 mgudl), haemoglobin 7 gudl, platelet
count 450 000umm3, blood urea nitrogen 60 mgudl,
creatinine 4.6 mgudl, albumin 1.7 gudl, cholesterol 198
;mgudl, triglycerides 118 mgudl. The serum electrolytes
werenormal.The24-hurinaryprotein excretionwas6 g.
Anti-nuclear and anti-DNA antibodies were negative.
An ultrasound of the kidneys showed right-side hydro-
nephrosis and enlargement of the abdominal aorta and a
sonolucent halo outside the rim of calcifications. CT
showed rapid intra-luminal and slightlydelayed contrast
enhancement of the inflammatory periaortic soft tissue
encircling IAAA at the anterior and laterally (Figure 1).
Nephrostomywas inserted into the right renal pelvis. An
antegrade nephrogram showed minimal passage to the
urinary bladder. Renal function did not improve.

A rectal biopsy was performed which was positive
for capillary amyloid deposition. The amyloid proved
to be potassium permanganate-sensitive characterizing
it as AA amyloid w7x. The patient was referred for
aneurysmectomy to another centre but it was later
learnt that he again declined the operation.
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Discussion

Although IAAA had been considered previously a
distinct clinico-pathologic entity, current thinking is
that it represents the extreme end of an inflammatory
process leading to fibrosis, presents to a variable degree
in all abdominal aortic aneurysm w8,9x.

Several cases of retroperitoneal fibrosis associated
with IAAA with or without ureteral involvement have
been reported w8,9x. The inflammatory process involves
the duodenum in)90%, the inferior vena cava and left
renal vein in )50%, and the ureters in about 25%
of cases w3x. The combination of abdominal anduor
back pain, weight loss, an elavated ESR, and ureteral
obstruction in the presence of an abdominal aneurysm
is highly suggestive of the inflammatory type w2,4,5,9x.
It is important to make the diagnosis of inflammatory
aneurysm preoperatively as preparation and operative
technique should be modified w4x.

IAAA can be diagnosed by CT with high sensitivity;
excessive thickening of the aneurysmal wall and con-
spicuous enhancement are the characteristic features
leading to correct diagnosis w6,8x. Our patient pre-
sented with IAAA, showed by back pain, ureteral
involvement, elevated ESR, and typical CT findings.
We diagnosed it as an IAAA based on a symptomatic
inflammatory reaction and the findings of ultrasound
and CT.

The patient with IAAA presented nephrotic syn-
drome. He had proteinuria 6 guday and rectal biopsy
showed AA amyloidosis. AA amyloidosis is not a
classic complication of IAAA. AA amyloidosis is

mainly associated with long-standing infectious or
non-infectious inflammation. AA amyloidosis is
caused mostly by chronic rheumatic diseases, mainly
adult rheumatoid arthritis and ankylosing spondilitis.
Takayasu’s disease and malignant retroperitoneal
lymphoma may cause retroperitoneal fibrosis and AA
amyloidosis. Takayasu’s disease is a chronic, progress-
ive inflammatory vasculitis of large and medium-sized
vessels commonly seen in adulthood. The symptoms
start before the age of 40 in Takayasu’s disease w10x.
In our patient, symptoms commenced at the age of
55, well beyond the accepted age presentation of
Takayasu’s disease. Also, contrary to Takayasu’s
disease, all arterial pulses were palpable. In malign
retroperitoneal lymphoma, lymph nodes should be
present in the abdomen. In our patient, no lymph
nodes were identified in the thorax or the abdomen
using CT.

We relate the IAAA and AA amyloidosis due to the
severity and the long duration of the inflammation that
the patient has been subjected to for 5 years without
any treatment. IAAA was the most likely cause of the
AA amyloidosis documented in this patient. Inherited,
infectious, and other inflammatory diseases known to
cause AA amyloidosis were excluded with reasonable
certainty.
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Fig. 1. In dynamic CT scanning rapid intra-luminal, slightly delayed
enhancement of the inflammatory periaortic soft tissue and
non-enhancement of the thick fibrous adventitia was seen.
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