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encourage reattachment-for example, expanding gases
such as sulphurhexafluoride, or longer acting materials such
as silicone oil.'2 Sometimes vitrectomy will be the primary
treatment.

Typical premonitory symptoms or a profound reduction in
visual acuity should alert a general practitioner or an optician
to the possibility of impending or actual retinal detachment.
Neither, however, can be expected to make the diagnosis
with certainty. Retinal breaks are usually in the periphery of
the retina and hard to see, and even with good pupillary
dilatation viewing the retina of the myopic fundus with a
direct ophthalmoscope is extremely unreliable. A simple
confrontation field test may, however, show a field defect,
and if the macula is detached visual acuity will be profoundly
depressed. The patient must be referred promptly to hospital
(within 24 hours), and the hospital must respond quickly.
The examination demands binocular indirect ophthalmo-
scopy, scleral depression, and three mirror gonioscopy. The
unaffected eye must also be examined for lesions that may
need prophylactic treatment. These examination skills will
often be beyond the scope of the ophthalmologist in the early
stages of training. Prompt diagnosis and treatment are
essential in managing retinal detachment.
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The heritability of congenital
heart disease
Six in every 1000 children born alive have a structural heart
defect. In some it is part of a syndrome, which may result
from chromosomal imbalance. Alcohol, some drugs, and
rubella in pregnancy may be responsible for the defect, and
the prevalence is also higher in children whose mothers
have phenylketonuria or insulin dependent diabetes. Single
mutant genes are seldom responsible, and for 80% of heart
malformations there is no individual explanation. In this
group there is a small increased risk to siblings and second
degree relatives, although the affected relatives may not have
the same lesion. The best explanation is that two or more
genes of small effect, not necessarily individually deleterious,
influence and disturb growth and development. In practice
the figures derived from the polygenic theory of inheritance'
and those from family stud-ies turn out to be remarkably

close. The polygenic theory also predicts that the offspring of
affected parents would be at a similar risk to siblings. The
data are now available to test the theory.2-"
Most of the information is on the commoner parental

lesions-aortic stenosis, patent ductus arteriosus, coarcta-
tion of the aorta, atrial and ventricular septal defects,
pulmonary stenosis, and tetralogy of Fallot. The two largest
studies found that 2-5-5 0% of children also had heart
defects, a percentage marginally higher than for siblings.34
Other reports give recurrences of up to 16%, but a bias in
ascertainment is likely. Geographical, racial, and environ-
mental factors were not apparent, and only 30-60% ofparents
and children had the same lesion.3 4 9 11 12 This poses ques-
tions about pathogenesis and whether the heritability of
particular heart lesions should be considered in isolation or as
part of well defined groups.'2 Similar questions have been
raised in other species, particularly the dog, in which the
prevalence and distribution of congenital heart disease are
similar to those in man.
Pure dog breeds can be developed at some genetic loss, and

for some breeds this has meant an increase in the incidence of
congenital heart disease. In the Keeshond the incidence is
62-5 for every 1000 live births; Fallot's tetralogy is the
commonest lesion, but the range stretches from simple
absence of papillary muscle to end stage tetralogy. The
conclusions from embryological'3 and breeding studies'4
were that the pattern of transmission was best explained by a
polygenic mechanism and that a disturbance in growth rate
of the conotruncal region with secondary haemodynamic
changes could explain the range of defects.
Whether the same always holds for man is not certain, but

there is evidence from twin studies that altered haemo-
dynamics in utero are one important cause ofcongenital heart
lesions.'5 Other questions remain unanswered. The first is to
determine the risk oftransmission by studying live births and
then antenatal tests'6 and fetal'7 and neonatal deaths. The
second is whether the sex of the parents and the severity of
their lesion will be important; such factors influence the risk
ofrecurrence for other malformations. The last is to recognise
those families that have a higher than average risk of
recurrence for heart defects and to identify the factors
responsible. One thing is sure-even for families with
clusters of affected members the distribution of defects does
not usually fulfil the criteria for strict Mendelian inheritance.

JACK INSLEY
Consultant Clinical Geneticist,
Birmingham Maternity Hospital,
Birmingham B15 2TG

1 Edwards JH. Familial predisposition in man. BrMed Bull 1969;25:58-64.
2 Nora JJ, Nora AH. Genetics and counselling in cardiovascular diseases. Springfield: Charles C

Thomas, 1978:155-85.
3 Nora JJ, Nora AH. Genetic epidemiology of congenital heart diseases. In: Steinberg AG, Bearn

AG, Motulsky AG, Barton Childs, eds. Progress in medical genetics. Vol 5. Philadelphia:
W B Saunders, 1983:91-137.

4 Dennis NR, Warren J. Risks to the offspring of patients with some common congenital heart
defects.J Med Genet 1981;18:8-16.

5 Zetterquist P. A clinical and genetic stndy ofcongenital heart defect. Uppsala: Institute of Medical
Genetics, University of Uppsala, 1972.

6 Taussig HB, Kallman CH, Nagel D, Baumgardner R, Mumberger N, Kirk H. Longtime
observations on the Blalock-Taussig operation VIII. 20 to 28 year follow-up of patients with
tetralogy of Failot.JohnsHopkinsMedJ 1975;137:13-9.

7 Emanuel R, Somerville J, Inns A, Withers R. Evidence ofcongenital heart disease in the offspring
of parents with atrioventricular defects. BrHeartJ 1983;49:144-7.

8 FerenczC. Offspring offatherswith cardiovascularmalformations. AmHeart 1986;111:1212-3.
9 Czeizel A, Pornoi A, Peterffy E, Tarcal E. A study of children of parents operated upon for

congenital cardiovascular malformnations. BrHeartJ 1982;47:290-3.
10 Rose V, Gold RJM, Lindsay G, Allen M. A possible increase in the incidence of congenital heart

defects amnongst the offspring of affected parents.J7Am Coil Cardiol 1985;6:376-82.*
11 Whittemore R, Hobbins JC, Engle MA. Pregnancy and its outcome in women with and without

surgical treatment of congenital heart disease. AmJ Cardiol 1982;50:641-51.
12 Corone P, BonaitiC, Feingold J, Fromont 5, Berthet-Bondet D. Famnilialcongenital heart disease:

how are the various types related? AmJ Cardiol 1983;51:942-5.



BRITISH MEDICAL JOURNAL VOLUME 294 14 MARCH 1987 663

13 Van Mierop LHS, Patterson DF, Schnarr WR. Hereditary conotruncal septal defects in
Kesshond dogs: embryologic studies. AmJ Cardiol 1977;40:936-50.

14 Patterson DF, Lyle RL, van Mierop L, Melbin J, Olson M. Hereditary defects of the conotruncal
septum in Keeshond dogs. Pathology and genetic studies. AmJ3 Cardwl 1974;34:187-205.

15 Burn J. Congenital heart defects and twinning.JMed Genet 1984;21:139.
16 Allan LD, Crawford DC, Chita SK, Anderson RH, Tynan MJ. Familial recurrence of congenital

heart disease in a prospective series ofmothers referred for fetal echocardiography.AmJ Cardiol
1986;58:334-7.

17 Ursell PC, Byme JM, Strobnio BA. Significance ofcardiac defects in the developing fetus: a study
of spontaneous abortuses. Circulation 1985;72:1232-6.

Called to account
Consultants who are cavalier about patients' complaints had
better watch out; they could find themselves called to
account before a parliamentary select committee. On 24
March Dr James Thirkettle, a consultant physician at
Crawley Hospital in East Sussex, will appear before the
Select Committee on the Parliamentary Commissioner
for Administration, which shadows the ombudsman. Dr
Thirkettle will be questioned on why a patient's family was
not informed of his sudden and fatal deterioration in time to
visit him while he was still conscious and why over the next
six months he "fobbed off" written and telephoned requests
for an explanation.

According to the ombudsman's report, Dr Thirkettle told
him that a response would have led to "protracted corres-
pondence" and that he did not have time to go through the
clinical notes. But the invitation to appear before the
committee is not one he will be able to decline. Select
committees have the power to summon individuals to appear
before them, and anyone who refuses will be in contempt of
Parliament.

In December the committee summoned Mr G D Wood, a
consultant dental surgeon at Arrowe Park Hospital, the
Wirral, who on three occasions took more than four months
to reply to patients' complaints. In two of the cases, when he
eventually replied, he merely said: "I have no comment to
make on the content of the letters sent by the respective
authors." Mr Wood told the committee he fully accepted the
ombudsman's criticism of him and recognised that he had
failed to respond speedily to the complaints. He gave an
undertaking that he would do everything in- his power to
ensure that nothing similar occurred in the future.

Parliamentary authorities believe the power to summon a
consultant has been used only once before, some years ago.
But committee members say it is likely to be exercised again
in the future. The committee cannot impose any sanction on
the consultant; its chiefweapon is embarrassment. The cases
it examines are chosen from the ombudsman's reports; its
main role is to try to find out where things went wrong and to
prevent a recurrence.
The ombudsman and the committee are constrained by

terms of reference which allow them to investigate cases
of alleged maladministration but not mistakes of clinical
judgment. Administrative mistakes were made in both these
cases. In one case relatives were not told of the serious
deterioration in the patient's condition. In the other dental
treatment was carried out on mentally handicapped children
without proper parental consent. But had the consultants
apologised or explained-or, at the very least replied-they
would probably not have found themselves subjected to an
embarrassing grilling before a parliamentary committee
whose proceedings are open to the public and the press.

In both these cases district health authority administrators

investigating the complaints cited difficulties in calling the
consultant, an employee of the regional health authority, to
account. When it comes into force later this year the Hospital
Complaints Procedure Act 1985 will ensure that complaints
are dealt with at a high level and will lay down a code of
practice which should make the procedure for handling
complaints more efficient. But for the consultant who
thumbs his nose at the idea that he should be accountable to
the consumers of his services the threat of a parliamentary
appearance seems a useful sanction.
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Social skills training
One of the few consistent findings in patients with mental
health problems is that they have poor social skills. We all
need these skills to relate to each other and get through our
lives. Deficiency in them is an important factor in patients
with schizophrenia, mental handicap, depression, social
anxiety, addictions, and psychosexual disorders as well as in
those who have the particular problems of childhood,
adolescence, and old age.' People experiencing a wide range
of problems-such as loneliness, divorce, and disease-also
tend to have poor social -skills.23 Poor social skills are
important too in those'who are not ill or under any particular
strain-for instance, ineffective communication skills, which
are' not uncommon in doctors and nurses and affect the
outcome of treatMent.i6 It is against this background that
social skills training has'developed and been used widely for
both helping patients and training professionals.'
The idea -of social skills training is simple. Within the

constraints of a person's biological endowment social skills
are learnt -either by direct experience or vicariously through
models. Good skills make people better able to cope, and bad
skills lead to problems. As skills are learnt'they can be taught
to those that lack them. The first comprehensive theoretical
model of social skills was put forward by Argyle and Kendon7
and developed by Argyle and others.' The model draws on an
analogy with serial motor skills and consists of three main
sequential stages-perception, cognitive translation, and
performance-and a feedback loop''from the environment
that completes the cycle. According to this model, all social
behaviour is constantly monitored and adjusted.
The idea of social skills training is educational rather than

medical: instead of a diagnosis being made and treatment
prescribed deficiencies in knowledge and performance are
assessed and training provided. Firstly, a skill is broken
down into its verbal and non-verbal elements. Secondly, the
skill is demonstrated by one or more models. Thirdly, the
trainee practises the new skill in role play. Fourthly, the
trainee is coached and given video feedback on his perfor-
mance and reinforcement for improvements. Finally, the
trainee practises the new skill at work or socially and keeps a
record of the results.
The most broadbased social skills training includes

modules on observation, listening, non-verbal communica-
tion, asking questions, self disclosure, conversation manage-
ment, expressing feelings, use of social routines and linguistic
devices, and more general themes such as self presentation.'
More specifically programmes include assertion training,


