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Angelman's syndrome and 15qll-13 deletions

SIR,
In the February issue of the journal we read with
interest the paper by Pembrey et al.1 After their
initial finding of this type of deletion in two
patients they were able to re-examine 10 patients
who have "a secure diagnosis of Angelman's syn-
drome". In four of these an interstitial del(15)
(qllql3) was found. In one other case a pericentric
inversion inv(15)(pllql3) was found, which was
also present in his normal mother. Two of the
patients with an undetectable chromosomal deletion
had an affected, or possibly affected, sib.
During the past few months we have had the

opportunity to perform high resolution G banded
chromosome studies in 10 patients (nine girls and
one boy) who had been diagnosed as having
Angelman's syndrome in the past. Eight were
isolated cases and two were sisters. In six of the 10
patients the presence of a del(15)(qllql3) was
detected. As in the experience of Pembrey et al, a
deletion was not seen in the two sibs with this
MCA/MR syndrome.
The present data confirm that with the available

cytogenetic techniques a 15qll-13 deletion can be
visualised in at least half of the patients with
Angelman's syndrome. The data also support the
conclusion of Pembrey et al that de novo visible
deletions and autosomal recessive cases combined
give an overall sib recurrence risk of less than 25%.
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Anencephaly: a vanishing problem in Bedouins?

SIR,
In Kuwait, preliminary data from the congenital
malformations register showed a dramatic decline in
the birth prevalence of anencephaly during the last
two decades among Arabs with Bedouin ancestors.
In a classification' based on epidemiological data,
Kuwait was put in the high prevalence group on the
basis of a 1968 study,2 which showed a prevalence of
3-2/1000 total births among the 4625 deliveries in the
Maternity Hospital. During 1983, 48 cases of
anencephaly were ascertained among the 36 138
consecutive births in this hospital and the three new
regional general hospitals (Jahra, Farwania, and
Adan). This study3 showed (1) a marked decrease in
the prevalence of anencephaly to 133/1000 (less
than half the previous figure); (2) a marked geo-
graphical variation among the three regional
hospitals; and (3) the highest prevalence figures
(2-05/1000) among deliveries in Jahra hospital. (This
hospital serves an Arab population of 300 000 with
80% belonging to the Bedouin community, who
maintain their own traditions including dietary
habits.) (4) The lowest prevalence (0-85/1000) was
among deliveries in Farwania hospital. This hospital
serves a mixed Arab and non-Arab population of
400 000 with only 15% belonging to the Bedouin
community.
We have established the Jahra Regional Liaison-

Community Genetics Programme during the last
decade and in 1984 introduced a mass educational
dietetic programme to the Bedouin women. The
main objective of this is the prevention of neural
tube defects (NTDs). The programme trained 42
primary health care doctors, community nurses, and
social workers who were the active 'genetic associ-
ates'. We explained to the Bedouins the importance
of adding fresh vegetables and fruit to their tradi-
tional food as a means of decreasing the prevalence
of NTDs. In simple language, we showed them the
definite relationship between maternal diet and
prevalence ofNTDs and how either dietetic counsel-
ling or pre/periconceptional supplementation with
physiological doses of folic acid or multivitamins led
to the marked diminution of the recurrence risk of
NTDs.4 The response of the Bedouin to this
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TABLE Incidence of anencephaly and other neural tube defects in Jahra Hospital, consecutive births 1985 to 1987.

1985 1986 1987 Overall Per 1000
total birhs

Total births 7360 7033 7553 21 946
Anencephaly 6 11 5 22 1-00
Occipital encephalocele 1 - 2 3 0-14
Spina bifida cystica 4 4 5 13 0-59
Total NTDs 11 15 12 38 173

programme was encouraging. During the next three
years from January 1985 to December 1987, 22
anencephalic babies were ascertained among 21 946
consecutive deliveries in Jahra hospital (table) with
a significant decline in the prevalence from 2-05/1000
in 1983 to 1/1000 total births (p<0-01).

In the absence of selective therapeutic abortion of
malformed babies, on religious grounds, the signifi-
cant decline in birth prevalence of anencephaly
among Bedouin women, in apparent association
with the introduction of mass dietary education,
offers further evidence of a nutritional contribution
to the causation of NTDs. It is difficult to believe
that the effect might simply be a 'natural' decline in
prevalence. It can more likely be attributed to the
improved quality of food of the Bedouins and to
higher consumption of fresh vegetables and fruit,
rich in folic acid, in addition to their traditional
foods, rice and meat.
We expect a progressive fall in the prevalence of

anencephaly in the Bedouin population with the
improvement of the mother's diet, leaving a baseline
prevalence owing to more 'genetic' factors, which,
especially in a population such as the Bedouins,
might well include some autosomal recessive
cases.7 8
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Autosomal dominant sneezing disorder provoked by
fullness of stomach

SIR,
At a birth defects meeting in 1978, four physicians'
described an autosomal dominant disorder of nearly
uncontrollable paroxysms of sneezing provoked in a
reflex fashion by the sudden exposure of a dark
adapted subject to intensely bright light, usually
sunlight. The four physicians were themselves the
index subjects of the four families they reported.
Subsequently, another instance of autosomal domi-
nant transmission was documented.2 The authors
suggested that sneezing in response to light, or
photic sneeze reflex, as designated earlier,3 is a
common yet poorly understood phenomenon. They
found it in nine out of 25 neurologists at Johns
Hopkins Hospital, but only two knew that such a
specific reflex existed.
We report a documented family history of another

sneezing disorder, similarly transmitted in an auto-
somal dominant manner, but provoked by fullness
of the stomach. In the index subject, who is a
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