
pandysautonomic syndrome can be the only manifestation of a
peripheral neuropathy without other motor or sensory findings. The
majority of neuropathies are predominantly sensory in nature.

2. What Is the Distribution of Weakness? Delineating the pattern
of weakness, if present, is essential for diagnosis, and in this regard,
two additional questions should be answered: (1) Does the
weakness only involve the distal extremity, or is it both proximal and
distal? and (2) Is the weakness focal and asymmetric, or is it
symmetric? Symmetric proximal and distal weakness is the hallmark
of acquired immune demyelinating polyneuropathies, both the acute
form (Guillain-Barré syndrome [GBS]) and the chronic form (chronic
inflammatory demyelinating polyneuropathy [CIDP]) (Chap. 447).
The importance of finding symmetric proximal and distal weakness in
a patient who presents with both motor and sensory symptoms
cannot be overemphasized because this identifies the important
subset of patients who may have a treatable acquired demyelinating
neuropathic disorder (i.e., GBS or CIDP).

Findings of an asymmetric or multifocal pattern of weakness
narrow the differential diagnosis. Some neuropathic disorders may
present with unilateral extremity weakness. In the absence of
sensory symptoms and signs, such weakness evolving over weeks
or months would be worrisome for motor neuron disease (e.g.,
amyotrophic lateral sclerosis [ALS]), but it would be important to
exclude multifocal motor neuropathy that may be treatable (Chap.
447). In a patient presenting with asymmetric subacute or acute
sensory and motor symptoms and signs, radiculopathies,
plexopathies, compressive mononeuropathies, or multiple
mononeuropathies (e.g., mononeuropathy multiplex) must be
considered.

ALS can produce prominent neck extensor weakness (head
drop), tongue and pharyngeal weakness (dysarthria and dysphagia),
or shortness of breath. These focal symmetric weakness patterns
can also be seen in neuromuscular junction disorders (myasthenia
gravis, Lambert-Eaton myasthenic syndrome [LEMS] [Chap. 448])
and some myopathies, particularly isolated neck extensor myopathy
(Chap. 449).


