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We describe a patient with typical features of neuralgic amyotrophy (NA) [1, 2], who

also had an isolated hypoglossal neuropathy.
Case report.

A 46-year-old man was admitted for sudden deviation of the tongue which affected
articulation of lingual sounds (Figure, A). He had experienced a flu-like syndrome 8 days
before the occurrence of severe pain in the right shoulder with less severe pain in the region of
the left scapula. Tongue weakness began 24 hours later, and the pain decreased rapidly.
Examination was normal except for right tongue deviation (Figure, A), weakness of flexion of
the interphalangeal joint of the right thumb (Figure, B), and right scapular winging (Figure,
C). Brain and brachial plexus MRI, blood tests, lumbar puncture, and stool studies (Lyme
disease, vasculitis, and viral infection) were normal. Conduction studies of the median, ulnar,
and lateral antebrachial cutaneous nerves, performed 11 days after onset of symptoms, were
normal and bilaterally symmetrical. Electromyographic recordings revealed reduced
recruitment of motor unit potentials, which was moderate in the right biceps brachii and
marked in the tongue, flexor pollicis longus, serratus anterior, and supraspinatus muscles.
There was no abnormal spontaneous activity in these muscles. Corticosteroids were
administered for 10 days. Follow-up electromyography 1 month later yielded similar findings,
plus fibrillation potentials and positive sharp waves in the right serratus anterior and
decreased right median sensory nerve action potentials in the first (16 vs. 26uV on the left
side) and second (17pV vs. 31uV) digits. Eight months later, the patient had only slight
tongue deviation and a mild deficit in right thumb flexion. The scapular winging persisted,

and there was marked atrophy of the serratus anterior and supraspinatus muscles.
Discussion

This report illustrates the unusual development of hypoglossal neuropathy in the

setting of otherwise typical NA with multiple shoulder girdle neuropathies. In its common
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form, NA involves the brachial plexus, with frequent impairment of the suprascapular,
anterior interosseous, or long thoracic nerves [1]. NA may also involve the cranial nerves
(CNs) [3—7], though more frequently in its hereditary form [1]. Despite the lack of familial
disease, hereditary NA cannot be ruled out in our patient, as we did not perform genetic
testing. In the series studied by Van Alfen and colleagues, only 17.3% of patients with
idiopathic NA had impairment outside the brachial plexus, either in the lumbosacral plexus
(8.2%), phrenic nerve (6.6%), or recurrent laryngeal nerve (2%) [1]. In hereditary NA,
impairment outside the brachial plexus occurred in up to 55.8% of patients, with involvement
of the recurrent laryngeal nerve reported in 18.6% [1]. Involvement of the CNs may either be
isolated or associated with plexopathy, and the onset of symptoms can occur in either the
CN(s) or the upper limb(s) [3—8]. Usually, several CNs are affected simultaneously, with
impairment of a combination of nerves IX, X, XI, and XII [4, 5] or bilateral VII [3].
Impairment of a single CN has only been reported for the recurrent laryngeal nerve [6] or CN

X1 [3].

List of acronyms or abbreviations used in the manuscript

CN(s): cranial nerve(s)

NA: neuralgic amyotrophy
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Legend for the figure

Photos of the patient: (A) tongue deviation, (B) a moderate motor deficit in the flexion
of the last phalanx of the right thumb due to impairment of the anterior interosseous nerve
innervating the flexor pollicis longus muscle, and (C) right scapular winging due to

impairment of the long thoracic nerve innervating the serratus anterior muscle.
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