OTHER CRANIAL NERVE DISORDERS
GLOSSOPHARYNGEAL NEURALGIA
This form of neuralgia involves the ninth (glossopharyngeal) and
sometimes portions of the tenth (vagus) cranial nerves. It resembles
trigeminal neuralgia in many respects but is much less common. The
pain is intense and paroxysmal; it originates on one side of the throat,
approximately in the tonsillar fossa. In some cases, the pain is localized
in the ear or may radiate from the throat to the ear because of involvement of the tympanic branch of the glossopharyngeal nerve. Spasms of
pain may be initiated by swallowing or coughing. There is no demonstrable motor or sensory deficit; the glossopharyngeal nerve supplies
taste sensation to the posterior third of the tongue and, together
with the vagus nerve, sensation to the posterior pharynx. Cardiac
symptoms—bradycardia or asystole, hypotension, and fainting—have
been reported. Glossopharyngeal neuralgia can result from vascular
compression, MS, or tumors, but many cases are idiopathic. Medical
therapy is similar to that for trigeminal neuralgia, and carbamazepine
is generally the first choice. If drug therapy is unsuccessful, surgical
procedures—including microvascular decompression if vascular compression is evident—or rhizotomy of glossopharyngeal and vagal fibers
in the jugular bulb is frequently successful.
Glossopharyngeal neuropathy in conjunction with vagus and accessory nerve palsies may occur with herpes zoster infection or with a
tumor or aneurysm in the posterior fossa or in the jugular foramen.
Hoarseness due to vocal cord paralysis, some difficulty in swallowing,
deviation of the soft palate to the intact side, anesthesia of the posterior
wall of the pharynx, and weakness of the upper part of the trapezius
and sternocleidomastoid muscles make up the jugular foramen syndrome (Table 455-2).
DYSPHAGIA AND DYSPHONIA
When the intracranial portion of one vagus (tenth cranial) nerve is
interrupted, the soft palate droops ipsilaterally and does not rise in
phonation. There is loss of the gag reflex on the affected side, as well as
of the “curtain movement” of the lateral wall of the pharynx, whereby
the faucial pillars move medially as the palate rises in saying “ah.” The
voice is hoarse and slightly nasal, and the vocal cord lies immobile
midway between abduction and adduction. Loss of sensation at the
external auditory meatus and the posterior pinna may also be present.
The pharyngeal branches of both vagal nerves may be affected in
diphtheria; the voice has a nasal quality, and regurgitation of liquids
through the nose occurs during swallowing.
Injury to the vagus nerve in the carotid sheath can also occur with
carotid dissection or following endarterectomy. The vagus nerve may
be involved at the meningeal level by neoplastic and infectious processes and within the medulla by tumors, vascular lesions (e.g., the
lateral medullary syndrome), and motor neuron disease. This nerve
may be involved by infection with varicella zoster virus. Polymyositis
and dermatomyositis, which cause hoarseness and dysphagia by direct
involvement of laryngeal and pharyngeal muscles, may be confused
with diseases of the vagus nerves. Dysphagia is also a symptom in some
patients with myotonic dystrophy. Nonneurologic causes of dysphagia are discussed in Chap. 53.
The recurrent laryngeal nerves, especially the left, are most often
damaged as a result of intrathoracic disease. Aneurysm of the aortic
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taBLe 455-2 CraNiaL Nerve syNDromes
Site
Sphenoid fissure
(superior orbital)
Lateral wall of
cavernous sinus

Cranial Nerves
III, IV, first division
V, VI
III, IV, first division
V, VI, often with
proptosis

Usual Cause
Invasive tumors of sphenoid
bone; aneurysms
Infection, thrombosis, aneurysm, or fistula of cavernous
sinus; invasive tumors from
sinuses and sella turcica;
benign granuloma responsive
to glucocorticoids
Retrosphenoid space II, III, IV, V, VI
Large tumors of middle cranial
fossa
Apex of petrous bone V, VI
Petrositis; tumors of petrous
bone
Internal auditory
VII, VIII
Tumors of petrous bone
meatus
(dermoids, etc.); infectious
processes; acoustic neuroma
Pontocerebellar angle V, VII, VIII, and
Acoustic neuroma;
sometimes IX
meningioma
Jugular foramen
IX, X, XI
Tumors and aneurysms
Posterior
IX, X, XI, XII
Tumors of parotid gland and
laterocondylar space
carotid body and metastatic
tumors
Posterior retroparotid IX, X, XI, XII, and
Tumors of parotid gland,
space
Horner’s syndrome carotid body, lymph nodes;
metastatic tumor; tuberculous
adenitis

arch, an enlarged left atrium, and tumors of the mediastinum and
bronchi are much more frequent causes of an isolated vocal cord palsy
than are intracranial disorders. However, a substantial number of cases
of recurrent laryngeal palsy remain idiopathic.
When confronted with a case of laryngeal palsy, the physician must
attempt to determine the site of the lesion. If it is intramedullary, there
are usually other signs, such as ipsilateral cerebellar dysfunction, loss of
pain and temperature sensation over the ipsilateral face and contralateral arm and leg, and an ipsilateral Horner’s syndrome. If the lesion is
extramedullary, the glossopharyngeal and spinal accessory nerves are
frequently involved (jugular foramen syndrome). If it is extracranial
in the posterior laterocondylar or retroparotid space, there may be a
combination of ninth, tenth, eleventh, and twelfth cranial nerve palsies
and a Horner’s syndrome (Table 455-2). If there is no sensory loss
over the palate and pharynx and no palatal weakness or dysphagia, the
lesion is below the origin of the pharyngeal branches, which leave the
vagus nerve high in the cervical region; the usual site of disease is then
the mediastinum.
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facial muscles. Severe, persistent cases of blepharospasm can be treated
by local injection of botulinum toxin into the orbicularis oculi. Facial
myokymia refers to a fine rippling activity of the facial muscles; it may
be caused by MS or follow Guillain-Barré syndrome (Chap. 460).
Facial hemiatrophy occurs mainly in women and is characterized by
a disappearance of fat in the dermal and subcutaneous tissues on one
side of the face. It usually begins in adolescence or the early adult years
and is slowly progressive. In its advanced form, the affected side of
the face is gaunt, and the skin is thin, wrinkled, and brown. The facial
hair may turn white and fall out, and the sebaceous glands become
atrophic. Bilateral involvement may occur. A limited form of systemic
sclerosis (scleroderma) may be the cause of some cases. Treatment is
cosmetic, consisting of transplantation of skin and subcutaneous fat.

NECK WEAKNESS
Isolated involvement of the accessory (eleventh cranial) nerve can
occur anywhere along its route, resulting in partial or complete paralysis of the sternocleidomastoid and trapezius muscles. More commonly,
involvement occurs in combination with deficits of the ninth and tenth
cranial nerves in the jugular foramen or after exit from the skull (Table
455-2). An idiopathic form of accessory neuropathy, akin to Bell’s
palsy, has been described, and it may be recurrent in some cases. Most
but not all patients recover.
TONGUE PARALYSIS
The hypoglossal (twelfth cranial) nerve supplies the ipsilateral muscles
of the tongue. The nucleus of the nerve or its fibers of exit may be
involved by intramedullary lesions such as tumor, poliomyelitis, or
most often motor neuron disease. Lesions of the basal meninges and
the occipital bones (platybasia, invagination of occipital condyles,
Paget’s disease) may compress the nerve in its extramedullary course
or in the hypoglossal canal. Isolated lesions of unknown cause can
occur. Atrophy and fasciculation of the tongue develop weeks to
months after interruption of the nerve.
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