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of Amyloidosis

A challenge to diagnose and a greater challenge
to treat, amyloidosis is a rare, multisystem
plasma cell disease that presents with highly
varied and obscure symptoms. Symptoms can
often be misleading, and patients with
amyloidosis are often subjected to unnecessary
tests and procedures, including ones that are
invasive and painful. Increased awareness of the
many different signs and symptoms of
amyloidosis is needed so that physicians
consider the possibility of amyloidosis in
appropriate patients, Once amyloidosis is
suspected, a simple fat aspirate or tissue biopsy
can confirm or refute the diagnosis.

What is Amyloid?

Amyloid protein has a nonbranching fibrillar
structure, an indefinite length, and a 9.5-nm
width.' Proteins normally aggregate and
configure into a mixed alpha helix and beta-
pleated sheet. Amyloid precursor proteins,
however, organize into a pure beta-pleated sheet
comfiguration, a structure also seen in natural
silk, making it highly insoluable.' Formation of
amyloid protein is not clearly understood.
Current thought is that the development of
amyloid is a result of cleavage of the light chains
of the immunoglobulins, followed by
aggregation of these light chains into the beta-
pleated sheet configuration.” (Images 1 & 2)

Image 1. Alpha helix

Image 2. Beta-pleated sheet

What is Amyloidosis?

Amyloidosis (AL) refers to the deposition of
amyloid protein in organs and tissues. Amyloid
proteins are fragments of normal antibody
molecules produced by plasma cells in the bone
marrow.” AL is caused by the abnormal
production of amyloid—producing antibodies by
a single clone (monoclonal) of plasma cells.’ In
AL, the antibodies that circulate in the blood fail
to undergo normal degradation. At some point,
the proteins migrate out of the blood vessels and
into the tissues where the fragments are
deposited and accumulate.” Amyloid is deposited
in various organs and tissues including tongue,
intestines, skeletal and smooth muscles, nerves,
skin, ligaments, heart, liver, spleen, and kidneys.
As more and more fibrils are deposited, organ
function decreases. Symptoms, when present,
reflect which organs are affected by the deposits
(eg, heart, kidney) and the degree of organ
function impairment.” Visible physical changes
include macroglossia (tongue enlargement),
facial purpura (lesions with and without
hemorrhage into the skin), and deposits in
salivary glands under the tongue that cause them
to be palpable/visible. (Photos 1-5)







