
multiple myeloma (MM), Waldenström’s macroglobulinemia,
lymphoma, other plasmacytomas, or lymphoproliferative disorders,
or without any other identifiable disease.

Approximately 30% of patients with AL primary amyloidosis
present with a polyneuropathy, most typically painful dysesthesias
and burning sensations in the feet (Pattern 2, Table 446-2). However,
the trunk can be involved, and some patients manifest with a
mononeuropathy multiplex pattern. CTS occurs in 25% of patients
and may be the initial manifestation. The neuropathy is slowly
progressive, and eventually, weakness develops along with large-
fiber sensory loss. Most patients develop autonomic involvement
with postural hypertension, syncope, bowel and bladder
incontinence, constipation, impotence, and impaired sweating
(Pattern 10, Table 446-2). Patients generally die from their systemic
illness (renal failure, cardiac disease).

The monoclonal protein may be composed of IgG, IgA, IgM, or
only free light chain. Lambda (λ) is more common than κ light chain
(>2:1) in AL amyloidosis. The CSF protein is often increased (with
normal cell count), and thus, the neuropathy may be mistaken for
CIDP (Chap. 447). Nerve biopsies reveal axonal degeneration and
amyloid deposition in either a globular or diffuse pattern infiltrating
the perineurial, epineurial, and endoneurial connected tissue and in
blood vessel walls.

The median survival of patients with primary amyloidosis is <2
years, with death usually from progressive congestive heart failure or
renal failure. Chemotherapy with melphalan, prednisone, and
colchicine, to reduce the concentration of monoclonal proteins, and
autologous stem cell transplantation may prolong survival, but
whether the neuropathy improves is controversial.

■ DIABETIC NEUROPATHY
DM is the most common cause of peripheral neuropathy in
developed countries. DM is associated with several types of
polyneuropathy: distal symmetric sensory or sensorimotor
polyneuropathy, autonomic neuropathy, diabetic neuropathic
cachexia, polyradiculoneuropathies, cranial neuropathies, and other
mononeuropathies. Risk factors for the development of neuropathy


