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An Unusual Clinical Presentation of Amyloidosis:
Auricular Concha Involvement 
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The most serious complication in familial Mediterranean
fever (FMF) is the development of amyloidosis. Amyloid
deposition can be systemic or organ-specific. 

A 31-year-old Turkish man was admitted with upper
gastrointestinal bleeding and hematuria. He had recurrent
attacks of abdominal pain and fever since early childhood.
Nine years before, AA amyloidosis was detected in a renal
biopsy. He was diagnosed with FMF and colchicine
treatment was started. Physical examination revealed
markedly thickened skin in each ear in the area of concha
and amyloid nodules (Figure 1), echymotic skin lesions on
lumbar area and legs (no trauma reported), and painless
massive splenomegaly palpable up to the pelvis. Bone

marrow aspiration and biopsy revealed normocellularity of
the marrow and deposition of amyloid in the walls of the
blood vessels. Laboratory tests revealed hemoglobin level
of 8.8 g/dl, white blood (cell) count of 9000/mm3, platelet
count of 41,000/mm3, and homozygous M694V alleles.
Other causes of bleeding disorders were excluded.
Nosocomial infections led to septic shock and death. 

Amyloidosis of the auricular concha is a rare variant of
primary localized cutaneous amyloidosis1. It has not been
previously reported in systemic amyloidosis. Patients with
FMF can have clinical features such as refractory cytopenia
and bleeding disorders. Amyloid angiopathy with increased
fragility of blood vessels and impaired vasoconstriction may
promote bleeding2. 
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Figure 1. Markedly thickened skin in each ear in the area of the concha and
amyloid nodules.
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