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FIG. 5. Peripheral nerve vasculitis. A superficial peroneal
sensory nerve in longitudinal section stained with hema-
toxylin and eosin shows necrotizing arteritis in the epineurium
with resultant invasion and destruction of the vessel wall
(curved arrow), proliferation, and narrowing of the lumen (hor-
izontal arrow). There is a moderate loss of myelinated nerve
fibers with foci of myelin debris (diagonal arrow). Reproduced
by permission of Thieme Medical Publishers.

catheter procedures and severe aortic atherosclerosis are
probably the most important risk factors in susceptible
patients. Biopsy of an affected nerve and muscle shows
cholesterol crystals in the lumina of epineurial and
epimysial vessels accompanied by necrotizing arteritis
and foreign body giant cell reaction (Fig. 6). It can be
argued that intraluminal deposition of cholesterol leads to
arteritis rather than a coincidence of two separate disor-
ders. Cholesterol clefts are not seen in other arteritic
processes that result in the entrapment of cholesterol crys-
tals. Similar pathologic findings in animals occur after
injection of human atheromata. Necrotizing arteritis was
noted at other sites of the peripheral nervous system in
patients with cholesterol emboli neuropathy, including the
lumbar plexus and skeletal muscles, and in other organs at
postmortem examination.

Familial Amyloid Polyneuropathy and Primary
Systemic Amyloidosis

Familial amyloid polyneuropathy is a group of autoso-
mal dominant disorders characterized by deposits of amy-
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FIG. 6. Cholesterol emboli syndrome. A cross-section of
gastrocnemius muscle stained with hematoxylin and eosin
demonstrates active and healed arteritis in the vicinity of a
cholesterol cleft (circle).

loid fibrils in the peripheral nerve (24,25). The amyloid
fibrils are derived from mutant forms of a plasma protein
transthyretin or prealbumin (26). The various familial
amyloid polyneuropathy phenotypes differ in the clinical
presentation of neuropathy, age at onset from the third to
seventh decade, and the pattern of systemic involvement
variably affecting skin, liver, heart, vitreous, and other
organs. Although the polyneuropathy is mainly sensory,
one reported patient with an Asp 70 mutation presented
with carpal tunnel syndrome followed by generalized
weakness, wasting, and fasciculation, suggesting promi-
nent motor nerve involvement (27). Sural nerve biopsy in
that patient revealed axonopathy with homogenous
masses of hyaline, deeply eosinophilic material deposited
in the endoneurium and epineurium, typical tinctorial and
optical properties of amyloid, and immunoreactivity to
transthyretin antisera (Fig. 7). By electron microscopy, the

FIG. 7. Familial amyloidotic polyneuropathy. A longitudinal
section of sural nerve stained with Congo red and viewed
under crossed polarized lenses demonstrates endoneurial
(n) amyloid deposition immediately subjacent to the per-
ineurium (p).






