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Abstract

Chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) is probably the best recognized
progressive immune-mediated peripheral neuropathy. It is characterized by a symmetrical, motor-
predominant peripheral neuropathy that produces both distal and proximal weakness. Large-fiber
abnormalities (weakness and ataxia) predominate, whereas small-fiber abnormalities (autonomic and
pain) are less common. The pathophysiology of CIDP is inflammatory demyelination that manifests as
slowed conduction velocities, temporal dispersion, and conduction block on nerve conduction studies and
as segmental demyelination, onion-bulb formation, and endoneurial inflammatory infiltrates on nerve
biopsies. Although spinal fluid protein levels are generally elevated, this finding is not specific for the
diagnosis of CIDP. Other neuropathies can resemble CIDP, and it is important to identify these to ensure
correct treatment of these various conditions. Consequently, metastatic bone surveys (for osteosclerotic
myeloma), serum electrophoresis with immunofixation (for monoclonal gammopathies), and human
immunodeficiency virus testing should be considered for testing in patients with suspected CIDP. Chronic
inflammatory demyelinating polyradiculoneuropathy can present as various subtypes, the most common
being the classical symmetrical polyradiculoneuropathy and the next most common being a localized
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asymmetrical form, multifocal CIDP. There are 3 well-established, first-line treatments of
CIDP—corticosteroids, plasma exchange, and intravenous immunoglobulin—with most experts
using intravenous immunoglobulin as first-line therapy. Newer immune-modulating drugs can
be used in refractory cases. Treatment response in CIDP should be judged by objective measures
(improvement in the neurological or electrophysiological examination), and treatment needs to

be individualized to each patient.

© 2018 Mayo Foundation for Medical Education and Research ® Mayo Clin Proc. 2018:93(6):777-793

hronic inflammatory demyelinating

polyradiculoneuropathy (CIDP) is

an acquired peripheral neuropathy
due to an autoimmune attack of peripheral
nerve myelin. Because myelin is the main
target of the condition, nerve fibers with the
most myelin (largest fibers) are the most
involved and patients present with weakness,
numbness, and sensory ataxia (symptoms of
large myelinated fiber dysfunction). The
course of CIDP can be varied, and presenta-
tions include relapsing-remitting, stepwise
progressive, or gradually progressive. The
clinical pattern of CIDP is unlike typical
peripheral neuropathies that are length-
dependent (meaning that the most distal
segments are most involved). By contrast,
CIDP usually presents as a polyradiculoneur-
opathy with weakness in both proximal and
distal segments (patients have both foot drop
and difficulty getting out of chairs). Unlike
another immune-mediated demyelinating
neuropathy that presents as a monophasic
illness with spontaneous recovery, acute in-
flammatory demyelinating polyradiculoneur-
opathy (AIDP; also known as Guillain-Barré
syndrome), CIDP is a progressive neuropathy
that worsens over time. Chronic inflammatory
demyelinating  polyradiculoneuropathy is
responsive to immune-modulating therapy,
and controlled trials have shown that cortico-
steroids, plasmapheresis, and intravenous
immunoglobulin (IVIG) are all effective treat-
ments. Chronic inflammatory demyelinating
polyradiculoneuropathy usually presents in
the “classical” form as a symmetrical disorder
with proximal and distal weakness but also
can manifest as a variety of other subtypes
that can be multifocal or selectively involve
sensory or motor nerve fibers. Chronic inflam-
matory demyelinating polyradiculoneurop-
athy should be separated from other forms
of demyelinating neuropathy: AIDP; mono-
clonal gammopathy of undetermined signifi-
cance  (MGUS)—associated  neuropathies;

human immunodeficiency virus—associated
neuropathy; some forms of diabetic neuropa-
thy; uremic neuropathy; inherited peripheral
neuropathies  (most especially type 1
Charcot-Marie-Tooth disease); and POEMS
syndrome (polyneuropathy, organomegaly,
endocrinopathy, M-protein, skin changes), a
paraneoplastic neuropathy associated with
osteosclerotic myeloma or Castleman disease,
which is often misdiagnosed as CIDP.

HISTORY OF CIDP

Acquired hypertrophic neuropathies have been
recognized for many years, and Austin'
described cases of probable CIDP in 1958 by
recognizing a fluctuating motor-predominant
neuropathy that produced severe weakness
that would either improve spontaneously or
in response to corticosteroids. He noted that
some of the cases presented with weakness
without muscle atrophy and hypothesized
that focal areas of segmental demyelination
rather than axonal degeneration were likely
the pathological cause because of the lack of at-
rophy. In a 1975 historical study of 53 person-
ally evaluated patients, Dyck et al” introduced
the name chronic inflammatory polyradiculo-
neuropathy (to which the term demyelinating
was subsequently added) and thus defined
CIDP as a separate disease entity. In this article,
the authors described the cardinal clinical, lab-
oratory, electrophysiological, and pathological
features of CIDP that are still recognized today.
They found that it was a motor-predominant
polyradiculoneuropathy that produced prox-
imal and distal weakness and ataxic gait. They
also found that there were elevated cerebrospi-
nal fluid (CSF) protein levels and nonuniform
slowing of conduction in proximal nerve seg-
ments with motor conduction blocks on
electrophysiological testing. Pathologically,
they found areas of segmental demyelination,
onion-bulb formation (stacks of Schwann cell
cytoplasmic processes), and mononuclear
cell infiltrates, often perivascularly in the
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