
suffer from unipolar depression the cause is more complicated:
their parents may have passed on to them a tendency to bring
troubles down on themselves.
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Anderson-Fabry disease

A commonly missed diagnosis

Angiokeratomata, the vascular skin lesions characteristic of
Anderson-Fabry disease, an unusual X linked lysosomal
storage disorder, were first described in 1898.12 Deficient
activity of the lysosomal hydrolase ut-galactosidase A results
in the progressive deposition of uncleaved, neutral glyco-
sphingolipids (predominantly (a-galactosyl-lactosyl ceramide
(trihexosyl ceramide)) within the lysosomes of endothelial,
perithelial, and smooth muscle cells, producing the clinical
manifestations of the disease.' Skin lesions cluster in the
"bathing trunk" area and are often overlooked. Affected
males have pain and paraesthesiae in the extremities and may
be labelled as neurotic. Diagnosis is often delayed until renal
failure or the cerebrovascular complications of the disease
develop. The mean age at diagnosis in index cases from 30
large pedigrees known to us was 29 years. One third presented
with proteinuria and a diagnosis based on renal histopatho-
logical examination.
Most women who are carriers are without symptoms, but

they often have clinical evidence of the disease; in a few this
may be as severe as in men.4 The carrier state may be
diagnosed by detecting a corneal dystrophy (cornea verticil-
lata) on examination with a slit lamp and by showing reduced
leucocyte a(-galactosidase A activity, although there is con-
siderable overlap with the lower end of the normal range.
Genetic counselling remains the cornerstone of management
supported by biochemical prenatal diagnosis on amniocytes
or chorionic villi.5
The gene responsible for expressing (c-galactosidase A has

been localised to the middle of the long arm of the X
chromosome.6x Studies of linkage have identified cDNA
markers that could provide a simple method of diagnosing
the disease in carriers or affected fetuses in informative
pedigrees.9-11
There is no specific treatment for Anderson-Fabry disease,

and the average life expectancy of affected men was 42 years
before renal replacement treatment became available. 12 Treat-
ment is symptomatic, and painful crises often respond
to conventional doses of phenytoin or carbamazepine, or
both. 13 14

Deposition of sphingolipid in vascular endothelium
activates platelets, contributing to embolic or thrombotic
cerebrovascular events.'5 16 The early use of antiplatelet
agents, such as aspirin, seems a rational prophylactic

approach. Cardiac abnormalities, including disturbances in
conduction and valvular disease, are common,'7"' and we
recommend that affected patients and carriers should be
assessed by echocardiography if a murmur is detected
clinically. Standard advice on dental and surgical antibiotic
prophylaxis should be given.

Renal transplantation is appropriate when end stage renal
failure develops, although Maizel et al have reported a
high incidence of sepsis and failure after transplantation.'9
Anecdotal reports of improvement in symptoms and transient
increases in plasma ct-galactosidase A activity after trans-
plantation are numerous but not substantiated in most
patients; and reaccumulation of ceramide has been observed
in the transplanted kidney.202' Enzyme replacement treat-
ment has been explored with human plasma or a-galactosidase
A extracted from spleen or placenta, but the results have
been unsatisfactory.22 23 Fetal liver transplantation has been
similarly unrewarding in three adult patients followed long
term.429
A complementary DNA that encodes mature a-galacto-

sidase A has been cloned and sequenced.26 This should
facilitate analysis of the structure, organisation, and expres-
sion of the normal and mutant gene27 and help delineate the
nature of lysosomal enzyme biosynthesis and molecular
recognition of events that are part of lysosomal intracellular
processing. This basic scientific work should allow the
eventual development of gene therapy with somatic cells.2829
Meanwhile, early recognition of this metabolic disorder
would prevent much personal distress and loss of time from
school and work. It would also facilitate early referral for
genetic counselling and avoid regretted decisions in family
planning.
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HIV in prisons

Action, research, and condoms needed

Last month the Prison Reform Trust estimated that between
350 and 500 of the almost 50000 prisoners in England and
Wales are infected with the human immunodeficiency virus
(HIV). ' This high prevalence arises because drug abuse
and probably homosexual sex are common among prisoners.
The trust thinks that the prison authorities are failing in their
response to HIV infection in prisons and wants, among other
measures, the provision ofcondoms to male prisoners, an end
to segregation of prisoners known to be infected with HIV,
improved counselling and treatment for infected prisoners, a
reassessment of the treatment of drug abusers in prisons, and
extra training for prison medical officers.
As misusing intravenous drugs often leads directly or

indirectly to imprisonment intravenous drug misusers
constitute a high proportion ofprison admissions. In Scotland
in 1986, for example, the average daily prison population was
5588 and there were 521 admissions for drug offences related
to drugs. In most penal institutions in the United States and
Europe where studies have been undertaken infection with
HIV is highest among intravenous drug misusers, and its
prevalence is directly related to that in the local population of
drug misusers. Thus a survey of inmates of prisons in New
York State showed that 77 out of 494 men had antibodies to
HIV (B I Truman et al, fourth international conference on
AIDS, Stockholm, 1988).2 Such data are not available for
British prisons. Neither do we know how often needles are
found in prisons.
The other risk of transmission of HIV within prisons is

unsafe homosexual activity. Although it is generally believed
that homosexual activity is common among prisoners, there
are few data to substantiate this belief. Generally the prison
population is young with pressing sexual urges that may be
relieved only by self masturbation or homosexually, and
many men whose sexual orientation is primarily heterosexual
will take part in homosexual activity when they have no access
to women. If prisoners participate in activities likely to put
them at risk ofinfection with HIV they may after release act as
a source of infection to the community. The types and

frequency of sexual activity participated in by men in prison
have not been adequately investigated, and such information
would clearly be important in determining policies.

Anecdotal evidence for genitourinary physicians who have
treated rectal gonorrhoea in prisoners suggests, however, that
anal intercourse does occur. In 1987 the World Health
Organisation's special programme in AIDS stated that prison
authorities must ensure the safety of prisoners and staff and
minimise the further spread ofHIV infection within prisons.3

In Britain much has been done to educate prison staff on
minimising the further spread ofHIV while undertaking their
day to day duties. Minimising the further spread of HIV
among the prisoners is more complex. In some countries such
as Portugal all prisoners screened for antibodies to HIV and
those who have the antibodies are isolated.4 This policy is not
entirely safe because some infected people are seronegative.
Within Europe there is considerable variation in how
prisoners who are seropositive are managed: in some
countries they are not subject to restrictions, but in others,
including Britain, some separation is possible.4 Although
routine serological testing for HIV infection is not undertaken
in Britain, the segregation of prisoners who have engaged in
high risk activities might reduce appreciably the risk of
spreading the virus to others. Individual prisoners may,
however, have acquired the infection in the past and stopped
the risky activity, which makes them hard to identify.
The practicability of issuing sterile injecting equipment to

prisoners has not been assessed adequately, and this matter
clearly requires much attention. Education on the risks of
injecting drugs should, however, be possible.
As our prisons are overcrowded and prisoners often share

cells it would be difficult in the short term to ensure that
homosexual acts did not take place. Education programmes
have, however, resulted in an appreciable decline in the
incidence of sexually transmitted diseases among homosexual
men.5 Although a more heterogeneous group than the
gay community, and although the effects may be difficult
to assess, prisoners should be offered similar education
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