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One finding from the Cambridge Prader–One finding from the Cambridge Prader–

Willi syndrome (PWS) studies, summarisedWilli syndrome (PWS) studies, summarised

in this book, seems to be worthy ofin this book, seems to be worthy of

attention from psychiatrists in all special-attention from psychiatrists in all special-

ties. It is that PWS caused by maternalties. It is that PWS caused by maternal

uniparental disomy (inheritance of twouniparental disomy (inheritance of two

chromosome 15s from the mother andchromosome 15s from the mother and

none from the father) is associated with anone from the father) is associated with a

prevalence of psychotic disorder that risesprevalence of psychotic disorder that rises

so steeply in early adult life that itso steeply in early adult life that it

approaches 100% by the age of 30 years.approaches 100% by the age of 30 years.

The finding has now been replicated. LikeThe finding has now been replicated. Like

the association between Down’s syndromethe association between Down’s syndrome

and Alzheimer-type dementia, there seemsand Alzheimer-type dementia, there seems

to be a clue here from research into anto be a clue here from research into an

aspect of intellectual disability that hasaspect of intellectual disability that has

the potential to further knowledge inthe potential to further knowledge in

psychiatry more widely.psychiatry more widely.

Prader–Willi syndrome was firstPrader–Willi syndrome was first

described by Prader, Labhart and Willi indescribed by Prader, Labhart and Willi in

1956. These Swiss paediatricians described1956. These Swiss paediatricians described

a syndrome characterised by neonatala syndrome characterised by neonatal

hypotonia, impaired sexual development,hypotonia, impaired sexual development,

short stature, obesity and mental retarda-short stature, obesity and mental retarda-

tion. Further reports followed from aroundtion. Further reports followed from around

the world, and it became apparent that thethe world, and it became apparent that the

obesity associated with PWS was a conse-obesity associated with PWS was a conse-

quence of a severe eating disorder, and thatquence of a severe eating disorder, and that

strict dietary control from early childhoodstrict dietary control from early childhood

could prevent morbid obesity fromcould prevent morbid obesity from

developing.developing.

Descriptions of behavioural aspects ofDescriptions of behavioural aspects of

the disorder ranged from early adjectivalthe disorder ranged from early adjectival

descriptions such as ‘cheerful’, ‘somnolent’,descriptions such as ‘cheerful’, ‘somnolent’,

‘prone to temper-tantrums’, through‘prone to temper-tantrums’, through

surveys of parent and carer organisationssurveys of parent and carer organisations

with questionnaires, to more rigorouswith questionnaires, to more rigorous

studies using standardised behaviouralstudies using standardised behavioural

assessments and comparison groups. Itassessments and comparison groups. It

became apparent that PWS was associatedbecame apparent that PWS was associated

with a behavioural phenotype that rangedwith a behavioural phenotype that ranged

from overeating (which is universal), tofrom overeating (which is universal), to

vulnerability to a variety of sleep problems,vulnerability to a variety of sleep problems,

skin-picking, impulse-control disorders,skin-picking, impulse-control disorders,

compulsive and ritualistic behaviours andcompulsive and ritualistic behaviours and

possibly vulnerability to severe psychiatricpossibly vulnerability to severe psychiatric

disorder.disorder.

Advances in genetics led to theAdvances in genetics led to the

recognition that PWS was associated withrecognition that PWS was associated with

chromosome 15 abnormalities. Deletions,chromosome 15 abnormalities. Deletions,

which were always of paternal origin, werewhich were always of paternal origin, were

found in association with about two-thirdsfound in association with about two-thirds

of cases of PWS. The cause of PWS in theof cases of PWS. The cause of PWS in the

remaining third was eventually found to beremaining third was eventually found to be

maternal uniparental disomy, a finding thatmaternal uniparental disomy, a finding that

revolutionised thinking about humanrevolutionised thinking about human

genetics and led to the concept of genomicgenetics and led to the concept of genomic

imprinting. A small number of people withimprinting. A small number of people with

PWS are now known to have an imprintingPWS are now known to have an imprinting

error (in which the father’s copy oferror (in which the father’s copy of

chromosome 15 is ‘marked’ as though itchromosome 15 is ‘marked’ as though it

were the mother’s, leading to a situationwere the mother’s, leading to a situation

akin to maternal uniparental disomy).akin to maternal uniparental disomy).

Research into behavioural aspects ofResearch into behavioural aspects of

genetic disorders (behavioural phenotypes)genetic disorders (behavioural phenotypes)

has advanced greatly over the past 20 years,has advanced greatly over the past 20 years,

and this book describes the culmination ofand this book describes the culmination of

several programmes of research into aspectsseveral programmes of research into aspects

of PWS centred on behavioural and psychi-of PWS centred on behavioural and psychi-

atric manifestations, but also includingatric manifestations, but also including

aspects such as prevalence and mortalityaspects such as prevalence and mortality

rate (the latter found to be around 3% arate (the latter found to be around 3% a

year, far higher than for the generalyear, far higher than for the general

population).population).

The book is divided into three sections,The book is divided into three sections,

giving an overview of the condition withgiving an overview of the condition with

some historical information, a review ofsome historical information, a review of

genetics and biological aspects of thegenetics and biological aspects of the

syndrome, an introduction to the Cam-syndrome, an introduction to the Cam-

bridge PWS project (the findings frombridge PWS project (the findings from

which constitute the main part of the book)which constitute the main part of the book)

and concluding with a consideration of theand concluding with a consideration of the

future direction of research. It is written infuture direction of research. It is written in

a style that makes assimilation of thea style that makes assimilation of the

content easy for readers not versed incontent easy for readers not versed in

genetics or familiar with behavioural phe-genetics or familiar with behavioural phe-

notype research. Its strength is also itsnotype research. Its strength is also its

weakness. By focusing almost exclusivelyweakness. By focusing almost exclusively

on the Cambridge studies it provides anon the Cambridge studies it provides an

excellent overview of the findings from thisexcellent overview of the findings from this

research programme and sets them in theresearch programme and sets them in the

context of wider knowledge. There iscontext of wider knowledge. There is

relatively little emphasis on giving infor-relatively little emphasis on giving infor-

mation about management strategies formation about management strategies for

psychiatric disorders or the practical appli-psychiatric disorders or the practical appli-

cations of cognitive research for thecations of cognitive research for the

education of people with PWS.education of people with PWS.
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There have been many books publishedThere have been many books published

recently on somatoform disorders, but thisrecently on somatoform disorders, but this

one deals specifically with the medicolegalone deals specifically with the medicolegal

perspective. The book is timely becauseperspective. The book is timely because

over the past decade a considerable amountover the past decade a considerable amount

of research has suggested that psychosocialof research has suggested that psychosocial

factors are the key maintaining factors infactors are the key maintaining factors in

disorders such as whiplash neck injury,disorders such as whiplash neck injury,

upper limb pain (repetitive strain injury),upper limb pain (repetitive strain injury),

chronic widespread pain and functionalchronic widespread pain and functional

paralyses. Trimble starts well by taking aparalyses. Trimble starts well by taking a

swipe at commentators such as Micale,swipe at commentators such as Micale,
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Showalter and Shorter, who suggest thatShowalter and Shorter, who suggest that

‘Victorian faints, swoons and convulsions’‘Victorian faints, swoons and convulsions’

are now rare and have largely disappearedare now rare and have largely disappeared

from clinical practice. Any clinician cur-from clinical practice. Any clinician cur-

rently working in the borderland betweenrently working in the borderland between

neurology and psychiatry would disputeneurology and psychiatry would dispute

this observation. Indeed, in October 2003this observation. Indeed, in October 2003

the first international conference on psy-the first international conference on psy-

chogenic movement disorders was held inchogenic movement disorders was held in

the USA (Trimble and I attended), and it isthe USA (Trimble and I attended), and it is

clear that these disorders are becoming soclear that these disorders are becoming so

common (1 in 30 of consecutive referrals tocommon (1 in 30 of consecutive referrals to

a movement disorder clinic) that evena movement disorder clinic) that even

neurologists are taking note and wantingneurologists are taking note and wanting

help. Trimble’s elegant riposte to the socialhelp. Trimble’s elegant riposte to the social

historians is that ‘hysteria has never risenhistorians is that ‘hysteria has never risen

from the ashes: the fires have been burningfrom the ashes: the fires have been burning

brightly all along’. He goes on to criticisebrightly all along’. He goes on to criticise

the diagnostic categories of both the ICDthe diagnostic categories of both the ICD

and DSM as being arbitrary (we all agreeand DSM as being arbitrary (we all agree

with that) and argues that, in a medicolegalwith that) and argues that, in a medicolegal

setting, their use can be not only misleadingsetting, their use can be not only misleading

but also mischievous.but also mischievous.

Chapters on the clinical presentationsChapters on the clinical presentations

and assessment are sound and well written,and assessment are sound and well written,

but I found most useful the chapters dealingbut I found most useful the chapters dealing

with the legal context and issues of causa-with the legal context and issues of causa-

tion and compensation. Trimble outlinestion and compensation. Trimble outlines

the shortcomings of Lord Woolf’s reformsthe shortcomings of Lord Woolf’s reforms

and the role of the single joint expert (SJE),and the role of the single joint expert (SJE),

who is unlikely to satisfy the needs of bothwho is unlikely to satisfy the needs of both

parties in complex psychiatric cases. Thereparties in complex psychiatric cases. There

are up-to-date accounts of compensation asare up-to-date accounts of compensation as

well as the problems of legally aided claims.well as the problems of legally aided claims.

Issues of forseeability and rules for second-Issues of forseeability and rules for second-

ary claimants/victims are described, withary claimants/victims are described, with

helpful case vignettes, and Trimble intro-helpful case vignettes, and Trimble intro-

duces the term ‘lexigenic’ to emphasiseduces the term ‘lexigenic’ to emphasise

the legal equivalent of iatrogenic illness.the legal equivalent of iatrogenic illness.

Chapters about mechanisms and causationChapters about mechanisms and causation

include descriptions of recent imaginginclude descriptions of recent imaging

studies on hysteria and malingering.studies on hysteria and malingering.

This is a valuable text for psychiatristsThis is a valuable text for psychiatrists

involved in medicolegal work, especiallyinvolved in medicolegal work, especially

those asked to provide reports on patientsthose asked to provide reports on patients

with unexplained gait disturbances, whip-with unexplained gait disturbances, whip-

lash neck injuries and symptoms thatlash neck injuries and symptoms that

are not matched by organic findings.are not matched by organic findings.

The Department for Work and PensionsThe Department for Work and Pensions

informs us that 70% of patients on long-informs us that 70% of patients on long-

term disability benefits have symptoms thatterm disability benefits have symptoms that

are essentially medically unexplained:are essentially medically unexplained:

Trimble’s book explains how to assessTrimble’s book explains how to assess

these patients when they are involved in athese patients when they are involved in a

legal claim and how to prepare a coherentlegal claim and how to prepare a coherent

report for the court.report for the court.
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To what extent could we hold people withTo what extent could we hold people with

mental illness responsible for their ownmental illness responsible for their own

disturbed states of mind? And what woulddisturbed states of mind? And what would

this mean for those individuals with mentalthis mean for those individuals with mental

illness who are charged with criminalillness who are charged with criminal

offences? These questions are explored byoffences? These questions are explored by

Edward W. Mitchell in an erudite andEdward W. Mitchell in an erudite and

complex analysis of what he terms ‘meta-complex analysis of what he terms ‘meta-

responsibility’. He offers both a conceptualresponsibility’. He offers both a conceptual

analysis, and an empirical investigation ofanalysis, and an empirical investigation of

how mock jurors would judge a defendanthow mock jurors would judge a defendant

who had committed a violent offencewho had committed a violent offence

while non-compliant with prescribedwhile non-compliant with prescribed

psychotropic medication.psychotropic medication.

Mitchell found that his mock jurorsMitchell found that his mock jurors

gave intriguing answers to questions ofgave intriguing answers to questions of

meta-responsibility. Although some tookmeta-responsibility. Although some took

the view that the defendant was criminallythe view that the defendant was criminally

responsible because of the causal linkresponsible because of the causal link

between non-compliance and relapse, theybetween non-compliance and relapse, they

also took the view that he could not bealso took the view that he could not be

responsibleresponsible becausebecause he had relapsed. Therehe had relapsed. There

was also a suggestion that it was thewas also a suggestion that it was the

decision to come off medication that shoulddecision to come off medication that should

be judged for culpability, and not thebe judged for culpability, and not the

offence itself.offence itself.

The issues Mitchell raises are of pro-The issues Mitchell raises are of pro-

found importance for both psychiatristsfound importance for both psychiatrists

and mental health service users. Currentand mental health service users. Current

Department of Health policy emphasisesDepartment of Health policy emphasises

the importance of involving patients in thethe importance of involving patients in the

management of their condition; of treatingmanagement of their condition; of treating

the patient as their own ‘expert’. However,the patient as their own ‘expert’. However,

when it comes to mental health, govern-when it comes to mental health, govern-

ment policy seems to assume that servicement policy seems to assume that service

users cannot be trusted to manage theirusers cannot be trusted to manage their

own condition, and are uniformly incapa-own condition, and are uniformly incapa-

citous in terms of responsibility for criminalcitous in terms of responsibility for criminal

offences. Numerous homicide inquiriesoffences. Numerous homicide inquiries

have criticised professionals who have triedhave criticised professionals who have tried

to share clinical decision with their patientsto share clinical decision with their patients

and allowed the patients some control overand allowed the patients some control over

their medication.their medication.

As clinicians, we know that mentalAs clinicians, we know that mental

illness does not necessarily abolish theillness does not necessarily abolish the

capacity to form meaningful and competentcapacity to form meaningful and competent

intentions. There must therefore be someintentions. There must therefore be some

pressure on those with mental illness whopressure on those with mental illness who

have acted violently to explain why theirhave acted violently to explain why their

disorder should be both an explanation,disorder should be both an explanation,

and exculpation, for their behaviour. Fromand exculpation, for their behaviour. From

my own clinical experience, these questionsmy own clinical experience, these questions

are as troubling for patients who have beenare as troubling for patients who have been

violent when psychotic as they are for theviolent when psychotic as they are for the

rest of us.rest of us.

The more expert and autonomous theThe more expert and autonomous the

patient seeks to be, the more responsibilitypatient seeks to be, the more responsibility

they must take for their actions. In ethicalthey must take for their actions. In ethical

terms, not to respect autonomy whenterms, not to respect autonomy when

present is both to act disrespectfully andpresent is both to act disrespectfully and

to act unjustly. However, this approach is ato act unjustly. However, this approach is a

radical challenge to the traditional beliefradical challenge to the traditional belief

that those with mental illnesses should notthat those with mental illnesses should not

be held responsible for their behaviours.be held responsible for their behaviours.
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