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Takayasu's disease presenting as a nephrotic syndrome
due to amyloidosis
Ana E. Sousa, Margarida Lucas, Isabel Tavoral and Rui M.M. Victorino

University Hospital ofSanta Maria, Faculty ofMedicine ofLisbon, Departments ofMedicine 2 and
'Radiology, Lisbon, Portugal

Summary: We report an 18 year old black woman who presented with nephrotic syndrome in whom
the investigations led to the diagnosis of diffuse Takayasu's disease, renal amyloidosis of AA type and
interstitial lung disease. Proteinuria in Takayasu's disease is usually ascribed to hypertension or more
rarely to glomerulonephritis. This case suggests that amyloidosis should be considered also in the
investigation of proteinuria in these patients in view of the serious prognostic implications. This case
represents further evidence that Takayasu's disease can be the cause of systemic reactive amyloidosis
which may also be the presenting feature.

Introduction

Takayasu's disease is a large vessel vasculitis of
possible immunological aetiology and recent
evidence suggests that its incidence is much higher
(2.6 per million year) than previously reported.'

Amyloidosis is a well-recognized complication
of idiopathic inflammatory disorders such as
rheumatoid arthritis2 or Behcet's disease3 and has
been described previously in Takayasu's disease.47
We report a case of asymptomatic Takayasu's

disease where the clinical presentation was a neph-
rotic syndrome due to AA type amyloidosis.

Case report
An 18 year old black woman, living in Angola, was
admitted to Santa Maria Hospital, Lisbon, with a
nephrotic syndrome ofunknown cause. Four years
previously there was an episode of fever, fatigue
and generalized oedema. Since then she had had
several episodes of generalized oedema without
fever and, one year before admission, was found to
have (nephrotic range) proteinuria, weak peri-
pheral pulses, bilateral carotid murmurs, a systolic
abdominal bruit and normal blood pressure.

Physical examination on admission, however,
showed no fever or peripheral oedema. The blood

pressure was 150/100 mmHg in the left arm and
was unmeasurable in the right arm. All peripheral
pulses were feeble and the left carotid was absent.
A systolic murmur was heard in the abdomen
above the umbilicus. Laboratory investigations
showed haemoglobin 10.2 g/dl, white cell count
9.3 x 109 g/dl, ESR 135 mm, C-reactive protein-
negative, creatinine 100 g,mol/l and serum albumin
13 g/l. No monoclonal proteins or free light chains
were found on serum and urinary immunoelectro-
phoresis. Daily urinary protein varied between 3.3
and 10.5 g. Cholesterol was 18 mmol/l, and C3, C4
and CH50 were normal. Antinuclear antibodies
were absent and serological tests for syphilis were
non-reactive.

Chest X-ray showed a diffuse interstitial
infiltrate and areas of hypoperfusion with non-
segmental distribution were seen in a Tc-99 lung
scan. Pulmonary function tests revealed a restric-
tive pattern with a reduced diffusing capacity (56%
of predicted).

These findings led to the diagnosis of interstitial
pulmonary disease. Percutaneous renal biopsy
showed extensive amyloid deposits which stained
with Congo red dye but lost the red staining
characteristics and the green birefringence under
polarized light when treated with potassium
permanganate. Digital subtraction angiography
showed irregularities of the aortic arch and mul-
tiple areas of ectasia and stenosis in the innominate
artery (Figure 1). A major stenosis was seen at the
origin of the left carotid artery and there were
multiple irregularities of the lumen of the left
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Figure 1 Digital subtraction angiography of the aortic
arch.

subclavian artery. A diffuse narrowing of the
abdominal aorta was also seen.
A diagnosis of Takayasu's disease associated

with renal amyloidosis and interstitial pulmonary
disease was made and prednisone 60 mg daily was
started. One year later her renal function began to
deteriorate rapidly requiring haemodialysis and the
patient died 3 months later due to sepsis.

Discussion

The patient reported here fulfills the usual clinical
and angiographic criteria for Takayasu's disease,
but is remarkable because the first clinical manifes-
tation was a nephrotic syndrome due to renal
amyloidosis. The fact that the renal amyloid was
sensitive to potassium permanganate suggests that
it is ofAA type as expected in reactive amyloidosis
and, in this context, it is important to stress that the

usual causes of reactive (secondary) amyloidosis
were excluded. It is possible to postulate that
mechanisms similar to those involved in the pro-
duction of amyloid in idiopathic inflammatory
disorders such as rheumatoid arthritis may also
occur in Takayasu's disease. This case represents
further evidence in favour of this association
recently described4-7 and illustrates the possibility
of a nephrotic syndrome due to renal amyloidosis
as a form of clinical presentation of Takayasu's
disease.

Proteinuria in Takayasu's disease is a frequent
occurrence and it is usually attributed to hyperten-
sive nephropathy and more rarely to glomerulo-
nephritis.8'9 In view of the prognostic implications
of renal amyloidosis in the context of a systemic
vasculitis, it is important to consider this possibility
in the investigation of proteinuria in patients with
Takayasu's disease. As this vasculitis may evolve
asymptomatically for long periods, it is also impor-
tant to consider the diagnosis ofTakayasu's disease
in the investigation of secondary amyloidosis.
The pulmonary manifestations of Takayasu's

disease are usually due to pulmonary artery
involvement and are thought to occur in as many as
50% of the cases.'0 Although interstitial lung
disease occurs in several systemic vasculitis, its
recognition in Takayasu's disease is limited to a
single case report.9 The investigations in our
patient are consistent with interstitial lung disease
similar to the case report by Greene et al.9

In conclusion, this case favours the view that
systemic reactive amyloidosis can be caused by
Takayasu's disease and may be the presenting
feature.
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