Congenital oro-motor
disorders

Children with congenital oro-motor disorders (COMD) are
not numerous. However, as a group, they merit special consid-
eration as management of diseases leading to COMD is com-
plex, owing to their protracted and varying course, the diverse
areas of health care involved, and the significant amount of
resources their treatment requires.!

The term oro-motor disorders (OMD) refers to a group of
diseases that predominantly affect sensory inputs, motor
systems, and movement organization involved in sucking,
chewing, swallowing, speech articulation, and non-verbal
facial communication. Acquired diseases that selectively inv-
olve oro-motor functions in childhood are rare and, there-
fore, the number of patients reported has been scant.?
Widespread congenital or acquired CNS lesions leading to
severe forms of cerebral palsy, neurodegenerative diseases,
or advanced neuromuscular disorders, in which oro-motor
involvement is a relatively minor part of the patient’s illness,
are not generally considered under the heading of OMD.

Many aspects of COMD have been reviewed in the
literature under different headings: congenital flaccid bulbar
paresis,> dysphagia,® congenital suprabulbar and pseudo-
bulbar paresis,’ and feeding or swallowing disorders in
children, which are the most commonly found titles in recent
monographs or paediatric textbooks.

Preterm infants, and some term infants, may have delayed
oro-motor function maturation and improve spontaneously.®
Anatomical defects, either isolated or as part of polymalform-
ative syndromes, are well-known causes of OMD; in some of
the latter, however, it is likely that neurological factors also play
a role in the oro-motor dysfunction. Widespread perinatal
CNS insults can manifest as COMD in some patients. Cortico-
spinal tract involvement largely improves during the recovery
phase in these cases, leaving a residual and persisting supra-
bulbar or cerebellar dysfunction.* Congenital lesions with
selective bilateral involvement of the perisylvian cortex or the
cortico-bulbar tracts are associated with paresis of the tongue,
soft palate, pharynx, and facial muscles. Patients with these
anomalies, besides their OMD, are likely to present minor
signs of pyramidal tract involvement, varying degrees of learn-
ing disability, and seizures.?

Recently, we proposed the term brainstem dysgenesis (BSD)
to describe infants with congenital dysfunction of multiple
cranial nerves and muscle tone due to prenatal lesions or
anomalies of the brainstem.”-# Graham, in his paper on
congenital flaccid bulbar palsy, anticipated this possibility,® and
the series of Illingworth,* as well as Worster-Drought,> probably
included children with BSD. In some patients, BSD is genet-
ically determined and may be either isolated or part of a more
extensive polymalformative syndrome.® In the majority of
cases, however, prenatal destructive or disruptive lesions of
vascular origin are the cause of this disorder.”'° The clinical
manifestations in these patients, similar to what occurs with
vascular accidents involving cerebral hemispheres, will depend
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on the vascular territory affected and the extent of the brain
tissue damaged.!® In most patients described under Mébius,
Pierre Robin, and Cogan syndromes, brainstem maldevelop-
ment has been postulated” ! and, consequently, the nosology
of these syndromes may be better approached if they are
viewed as forms of BSD.

Finally, congenital myopathies, particularly those mani-
festing at birth and the congenital form of myotonic dystrophy;,
are the most common neuromuscular disorders that cause
COMD. Initially, severe hypotonia, muscle weakness, and
breathing difficulties play an important role in OMD. Later,
velo-palatine insufficiency and anatomical changes in the oral
cavity contribute to articulatory speech problems. Early recog-
nition of these neuromuscular diseases is crucial, not only from
the management point of view but also for family genetic
counselling. Establishing the origin, nervous system location,
and pathophysiology of diseases leading to COMD is an
important issue since it provides clues to natural history and
permits anticipation in terms of treatment and care provision.
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