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Functional palatal incompetence in the fetal anticonvulsant
syndrome
K N PEARL, S DICKENS, AND P LATHAM

Department of Paediatrics, Charing Cross Hospital Medical School, London
SUMMARY We report two children with mild mental
retardation and appreciable articulation difficulties
whose mothers took phenobarbitone and phenytoin
throughout their pregnancies. The speech difficulties in both children were due to malfunction of an
anatomically normal palate.
The risk of cleft lip with or without cleft palate is up
to eight times greater in the children of epileptic
mothers. 1 We describe two children of epileptic
mothers with incompetence of the soft palate
leading to nasal escape and poor speech intelligibility.
Case reports
Case 1. This boy was born by emergency caesarean
section at 36 weeks' gestation; he weighed 2 5 kg.
His mother, a long standing epileptic, took phenobarbitone and phenytoin throughout pregnancy. She
had a single brief grand mal convulsion just before
induction of anaesrhesia for caesarean section. The
mother also smoked heavily throughout the pregnancy, was known to abuse alcohol, and had a
history of poor drug compliance. The baby seemed
normal at birth and was discharged home with the
mother.
He was next seen at age 31/2 years when he
presented with speech delay. History showed that
the gross motor milestones had been delayed-he
first sat unsupported at 18 months and walked

independently at 2 years. Mild generalised hypotonia but no other neurological abnormality was found
on examination. With time the hypotonia has
improved and is no longer a feature. His developmental quotient on the Griffiths scales was between
70 and 80 on several occasions. His language
development was delayed both in comprehension
(-2 SD) and expression (-1-1 SD) when assessed
on the Reynell scales at 4-5 years. His speech was
unintelligible because of considerable hypernasality.
His height was on the third centile for his age, his
weight below the third centile, and his head circumference on the 50th centile. Growth since then
has continued along these parameters. He has poor
dentition with deficient enamel. His vision and
hearing are normal.
Investigations including electroencephalogram,
electromyogram, thyroid function tests, and nerve
conduction studies were normal. Examinations by
an ear, nose, and throat surgeon and a plastic
surgeon showed that the palate was anatomically
normal with no submucous cleft; however, a cinepalatogram at age 41/2 years confirmed abnormalities
of movement of the soft palate. Normally, when
swallowing or producing most speech sounds the
soft palate closes against the nasopharynx. In this
child the soft palate moved normally in swallowing
but during speech closure was mostly inadequate
allowing considerable air escape.
Case 2. This boy was born by normal vertex delivery
at 38 weeks' gestation and weighed 2-75 kg. His
mother has been well with no fits during pregnancy
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or delivery and had been taking phenobarbitone and
phenytoin for many years. At 2 days of age the baby
was jittery and required sedation with diazepam for
48 hours. He was a slow and difficult feeder in
hospital and this feeding pattern continued throughout infancy.
He presented again at age 31/2 years as a slow
talker. His medical history showed some delay in
gross motor milestones; he had first sat unsupported
at age 10 months and walked independently at two
years. On examination his height was on the 10th
centile, weight on the third centile, and head
circumference on the 50th centile. He had pointed
incisors and generally poor teeth enamel. He had a
paraumbilical hernia and incurving of the fourth
toes bilaterally. His vision and hearing were normal.
A Stanford-Binet assessment gave an intelligence
quotient between 70 and 80. All investigations as to
the cause of his mild mental retardation and speech
delay were negative. A Reynell assessment at age
5-3 years showed that his comprehension of language was delayed by 2-2 SD and his expressive
skills by more than 3 SD. A cinepalatogram at age 7
years showed normal palate structure but severe
functional abnormalities similar to those described
in our first patient. His soft palate rarely met the
posterior pharyngeal wall at all, with gross incompetence when he swallowed or attempted to produce
speech sounds.

Discussion

The first report of a higher than expected incidence
of congenital abnormalities in the children of
mothers with epilepsy was in 1968.2 Since then

evidence from animal studies has stengthened the
view that anticonvulsants, particularly phenobarbitone and phenytoin, may be teratogenic.3 4 Our
patients had clear histories of antenatal exposure to
phenobarbitone and phenytoin. They show similar
characteristics of short stature, mild hypotonia,
delayed gross motor milestones, poor dentition, and
mild mental retardation. Some of these features
have already been described in children born to
mothers taking phenobarbitone and phenytoin in
pregnancy.5 6 Functional palatal incompetence has
not been decribed previously in the fetal anticonvulsant syndrome but we believe it may be an additional variable feature.
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Subcutaneous emphysema: a new form of self abuse
M E McGRAW, D A PRICE, AND R J POSTLETHWAITE

Royal Manchester Children's Hospital

SUMMARY Subcutaneous emphysema is usually the
result of trauma or surgery. We report an unusual
case of a disturbed adolescent who presented with
cervicofacial emphysema as a result of self abuse.

Subcutaneous emphysema may develop after tears
in the gastrointestinal, genitourinary, and respiratory systems and from the entry of gas-forming
organisms into the subcutaneous tissues. Cervicofa-

cial emphysema has been described in association
with dental procedures, the Valsalva manoeuvre,
traumatic injury or surgery involving the air sinuses,
and in association with pneumomediastinum. We
report an unusual case of recurrent cervicofacial
emphysema.

Case report
A 15 year old boy presented to the emergency
department with a 12 hour history of facial swelling.
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