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@ Learning Objectives

== Psychological distress.

== Causes of psychological distress.

== Manifestation of psychological distress.

== Common physical disorders in people
with intellectual disabilities (ID).

== Reasons for increasing prevalence of
physical disorders.

== Different stages of life for people
with ID.

Tip

People with intellectual disabilities are at a
higher risk of developing psychological dis-
tress as well as physical disorders.

3.1 Psychological Distress

3.1.1 Introduction

Psychological distress describes the experience
of an individual discomforting emotional
state in response to a specific stressor, threat
or harmful situation [1]. A broad range of
events may elicit psychological distress. These
events include but are not limited to illness,
loss of physical function, victimisation, social
conflict and economic insecurity. Irrespective
of the severity, psychological distress may
contribute to the development of a range of
physical and mental health disorders in those
who are vulnerable, leading to significant pub-
lic health concerns [2, 3].

3.1.2 High Risk Among Individuals
with Intellectual Disabilities

People with intellectual disabilities (ID)
experience psychological distress more
often and to a higher extent compared to
people without ID. Epidemiological evi-
dence is scant because large-scale assess-
ment of subjective distress states is difficult,

especially for people with moderate to
severe ID. Results for emotional distress
based on proxy reports, clinical interviews
and self-reports provide divergent answers
[4]. However, epidemiological evidence on
the rate of stressors points indirectly to high
psychological distress. The rate of traumatic
experiences and stressful social situations,
for example, is heightened among people
with ID [5-8].

3.1.3 Causes of Psychological
Distress

= Abuse and Violence

Individuals with ID experience high rates
of violence and all forms of abuse [9].
Intentional harm experienced by individu-
als with ID is almost always perpetrated by
someone they know, such as a family mem-
ber, and is commonly exhibited as sexual,
physical and verbal/emotional abuse [9].
Individuals with 1D are vulnerable to even
paid caregivers who may be neglectful or
abusive. Compared to the general popu-
lation, people with ID often experience
interpersonal violence. A meta-analysis
revealed prevalence figures of 21.2% for
violence experiences in children and 6.1% in
adults with an ID [10, 11]. An earlier study
reported abuse and mistreatment of up to
68% for girls and 30% for boys with an ID
[12].

= Maladaptive Coping Strategies

People with ID may also experience psy-
chological distress to a higher intensity and
chronicity due to maladaptive coping with
stressors as these occur to people with and
without ID alike. According to Lovallo’s
[13] model, primary appraisal of stressors as
threats or non-threats occurs in cognitive sub-
systems shaped by experience. If a stressor is
labelled on the basis of similar experiences
as a threat, it is attended to more closely and
appraised in relation to one’s self-perceived
skills and resources. Outcome of this second-
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ary appraisal spurs behavioural, cognitive
and physiological responses accompanied
by emotions. If people experience their skills
and resources as deficient in the face of per-
ceived threat, social engagement with others
gives way to noxious cognitive and physiolog-
ical reactivity as a self-preserving fall-back
option [14].

= Attachment Styles

People learn to appraise stressors and engage
other people in addressing threats in the con-
text of attachment relationships [15]. The low
rate of secure attachment relationships among
children with ID and the high rate of growing
up in residential care with less opportunities
for the formation of attachment relation-
ships [16], therefore, increase the vulnerability
of people with ID for psychological distress.
Psychological interventions addressing attach-
ment needs as well as facilitating the communi-
cation of distress have been found to improve
stress regulation [17], facilitate the training of
adaptive behavioural responses to challenging
situations [18] and reduce anxiety [19].

s Cognitive Biases

Young people with ID show biases in pro-
cessing social information. Even innocuous
interpersonal events are interpreted more
often as hostile [20]. These biases increase the
likelihood of escalating aggressive conflict,
further exacerbating psychological distress.
Attributional style and stressors indepen-
dently predict depressed mood [21].

= Stigma

Stigma increases psychological distress in
people with ID. People with ID can be more
vulnerable to the psychological distress due
to stigma [22]. Some researchers have hypoth-
esised that self-reported stigma is positively
associated with psychological distress and
negatively associated with quality of life, con-
tact with services, and adherence to treatment
in people with ID [23]. There is evidence to
suggest that stigma and even the perception
of stigma may contribute to poor psycho-
logical health in people with ID by increasing
psychological distress and reducing quality
of life [23].
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s Communication Impairment
Communication impairment and the chal-
lenges to express pain [24] and emotions
in a clear and direct way are factors that
make recognising psychological distress in
individuals with ID difficult, making it nec-
essary to then look at the individual’s behav-
iour. Challenging behaviour may also be a
person’s attempt to get needs met when they
experience lower levels of well-being [25].
The vulnerability of individuals with ID to
experience traumatic physical experiences
and stressful social situations combined
with their inability to engage others in deal-
ing with their emotions creates challenges
for caregivers and professionals as well as
medical staff.

o = Individuals with ID are more likely to
experience psychological distress com-
pared to their peers without ID.
== Multiple stressful and traumatic life
events, maladaptive coping strategies,
attachment styles, socio-environmental
factors and communication difficulties
have been postulated as some of the
reasons for the increased psychological
distress.

3.1.4 Manifestation of Psychological

Distress

= Behavioural Manifestations

Manifestation of symptoms with regard to
psychological distress might differ between
the general and the ID population. In people
with ID, symptoms are more prominently
expressed on a behavioural and non-verbal
level [26]. People with ID might react in states
of strong psychological distress, for example,
after sexual abuse, with regression, like bed-
wetting, or complain of diffuse pain and pres-
ent symptoms of self-injurious behaviour.
Mental health symptoms following trauma
exposure might include dissociative behav-
iour, motor agitation, flight reactions and
aggression. This often leads to misidentifying
psychological distress or posttraumatic stress
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disorder (PTSD) symptoms as symptoms of
other mental health or behavioural disorders
[27]. In this context, the relevance of an elabo-
rate diagnostic protocol appears evident.

= Mental Disorders
According to Reeve [28], symptoms of psy-
chological distress fall short of meeting the
DSM-5 [29] criteria for a clinical diagnosis of
anxiety. However, when left unrecognised and
untreated, normal anxiety that can contribute
to positive effects such as improved attention
and performance can become over-learned,
habitual or otherwise dysfunctional. This
phenomenon can lead to disruptive behav-
iour, inefficient brain patterns and avoidance
of pleasurable experiences, thereby contribut-
ing to psychological distress [28]. For instance,
Hartley et al. [30] found that adults with 1D
who sought reassurance for their distress from
caregiving staff to an excessive extent, more
often experienced rejection and other nega-
tive responses from staff, which in turn was
associated with elevated rate of depression.
Psychological distress should, therefore, have
an important place in diagnostic formulation,
caregiver education and care planning.
Besides the higher rate to experience
a traumatic event or after being exposed
to repetitive traumatising incidents, peo-
ple with ID show a higher vulnerability to
develop PTSD. PTSD is a disorder which a
person may develop after being involved in
or witnessing traumatic events. PTSD may
be described differently in some situations:
if a person’s symptoms emerge more than
6 months after experiencing trauma, this
might be called “delayed-onset PTSD”. If a
person experienced trauma in an early age or
it lasted for a long time, you might describe it
as “complex PTSD”. Not everyone experienc-
ing trauma will develop PTSD. Best known
protective factors are a high intelligence level,
as well as reliable memory functions. Thus, a
lower developmental level in intelligence, typ-
ically going along with lower cognitive com-
petences, will raise the incidence of PTSD in
people with ID. In addition, the lower levels
in verbal expression often limit people with
ID to report such complex experiences [31].
People with ID also suffer from painful con-

ditions more often [32]. Improving and pre-
venting psychologically or physically harmful
conditions is therefore bound to reduce psy-
chological distress as well [7].

o == Psychological distress increases the risk
of mental illness such as depressive and
anxiety disorders in people with ID.

== Psychological distress can also manifest
as behavioural challenges mainly as
aggression.

3.1.5 Assessing Psychological
Distress
The Bangor Life Events Schedule for

Intellectual Disabilities (BLESID) [33] or the
Lifestress Inventory (LI) [34] [5] can be used
to assess psychological distress in a system-
atic way. The BLESID, covering a broad range
of 24 life events, can be applied both, as a
self- and a third-party report instrument. The
Lifestress Inventory, a self-report measure,
assesses current stressors with 30 items address-
ing daily situations or life events, with 13 items on
negative interpersonal relations. Traumatic events
can be assessed via the Trauma Information
Form [35], and PTSD can be assessed by
the Lancaster and Northgate Trauma Scale
(LANTYS) [36] or the Impact of Event Scale—
Intellectual Disabilities (IES-IDs) [35].

3.1.6 Life Events and Traumatic
Experiences

Regarding the contribution of life events
(LE) to this vulnerability, evidence is sparse
and methodologically limited. Many authors
report that people with ID are more frequently
exposed to stressful and traumatic environ-
mental conditions than the general popula-
tion [5, 31, 37-39], and this may impair their
resilience to stressors [40, 41]. In particular,
children with ID are resulted to be exposed
three/four times more than their counterparts
with normal intellectual functioning [42].

It has also been suggested that people
with ID generally have more complex living
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circumstances and less control over their lives
[43, 44]. These conditions include the institu-
tionalised living and dependency on caregivers
[45-49], isolation, neglect and/or marginalisa-
tion [50-52], reduced and impoverished social
networks [53, 54], poor housing and lower
income [55], reduced access to adequate forms
of affective or practical support [56].

Furthermore, the susceptibility to further
adverse LE after trauma [57] may be related
to dysfunctional coping strategies [58]. Some
authors have identified an association between
the impairment of cognitive and emotional
skills [59], the inadequate levels of social sup-
port [54], and all positive and negative LE.
People with ID have specific cognitive profiles
[60, 61] and less strategies to cope with envi-
ronmental stressors. Actually, they encoun-
ter a number of difficulties in understanding
changes and relationships between events [62]
as well as in processing and expressing their
distress related to the past experiences [47].
Thus, they might act this out behaviourally,
displaying functional problems like challeng-
ing behaviours [63, 64].

Starting from the childhood, many fami-
lies and socioeconomic risk factors are asso-
ciated with emotional/behavioural problems
in people with ID, such as poor physical and
mental health, challenging behaviour, and
hyperactivity. Family and socioeconomic
risk factors which have been more frequently
reported are bullying, problems of justice,
violence and abuse, cohabitation with a single
parent, precarious or inadequate housing,
parental unemployment, parents with drug
addiction, living in a lower socioeconomic
community [65].

As suggested by Herman and Evenhuis
[66], the risk of psychiatric problems in older
people with ID may be increased due to the
exposure to more age-related LE than younger
adults [66]. In a sample of 988 adults aged
over 50, 97% had been subjected to multiple
LE during the past year. The most frequently
reported LE were the change of staff in set-
ting/day care (85.05%), holiday (65.3%), new
residents (55.1%), mild physical illness (47.2%)
and change of main professional caregiver
(39.5%). Depressive and anxiety symptoms
were significantly heightened in individuals
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who reported more total and negative LE
during the preceding year. This association
remained significant also after controlling for
a depressive or an anxiety disorder.

Surveys conducted in the last two decades
of the twentieth century have reported posi-
tive correlations between lifetime exposure to
LE and the development of physical, somato-
form and psychiatric disorders in adulthood
[67-79].

Martorell and colleagues [79] surveyed 177
individuals with mild to moderate ID about
the impact of LE and traumatic experiences
on their mental health. The retrospective sur-
vey was performed by a checklist created ad
hoc and the Trauma History Screen (THS)
[80]. The psychiatric evaluation was carried
out through the administration of the PAS-
ADD Checklist (Psychiatric Assessment
Schedule for Adults with Developmental
Disability) [81]. Results showed the presence
of at least one traumatic event in the lifetime
of 75% of the participants and at least one
traumatic event within the 12 months preced-
ing the study in 50% of cases. The statistical
analysis also revealed a significant correlation
between exposure to traumatic events and —
to a lesser extent — LE, and the likelihood
of developing a mental disorder, classified
according to the ICD-10 criteria [82].

There is evidence that LE during the pre-
vious 6 months are significantly predictive of
levels of psychological trauma, behavioural
changes (both in frequency and severity) [31,
83] and functioning problems in general [84].
Some studies have found that the high preva-
lence of challenging behaviour in persons with
ID is associated with LE and trauma [85, 86],
although it has been confirmed for aggressive
behaviour, but not for self-injurious or stereo-
typed behaviours [87].

Owen and colleagues [87] examined the
correlations between LE, problems behav-
iours and mental health in a residential pop-
ulation of adults with ID. On average, each
resident had been subjected to 3.5 negative LE
in the past 12 months. Changes of staff and
residence, conflicts with care staff and other
housemates, family relationships and bereave-
ments, and injuries or illnesses were the events
most frequently reported by the participants.
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Destructive behaviour and heightened risk
for depressive/anxiety disorders were more
frequently found in residents who had experi-
enced a higher number of LE.

In 2004, Hastings [73] and collaborators
evaluated a large sample of more than 1000
individuals living in various arrangements
in Northeast England. The authors found a
relationship between the exposure to at least
one or two LE in the previous year and the
pervasiveness of psychiatric symptoms. The
disorders, mainly belonging to the affective
spectrum, were detected with the PAS-ADD
Checklist [81]. The five LE most frequently
reported were changes of residence (15.5%),
serious illness of relatives or close friends
(9%), serious problems with close relatives or
friends (8.8%), serious illness or self-injury
(8.5%), and death of family members or close
relatives (8.3%) [73].

The LE most frequently associated with
mental health problems in people with ID is
relocation [73, 77, 87], while among trauma-
tising events abuses, especially sexual abuse,
and bereavements are more likely [88-90].

Among traumas, abuse has been the most
studied. Reiter and colleagues [90] found
that students with ID were more frequently
abused — physically, sexually and emotion-
ally — than their peers. In addition to the higher
incidence of victimisation in this population,
it has also been shown that the abuse often
goes unreported or, when reported, it tends to
be disregarded. Analysing various life histo-
ries, some authors have revealed the presence
of sexual abuse as a predictor of self-injury,
misuse of alcohol and drugs, PTSD, low self-
esteem, anger, depression, guilty relationship
problems and behavioural problems [91-93].

Other LE and traumatic experiences
observed are unemployed/seeking job, prob-
lems with police or authority, alcohol prob-
lems and major financial crisis, which have
also been frequently associated with personal-
ity disorders. On the other hand, serious ill-
nesses or injuries, laid off/sacked from work,
and retirement from work have been associ-
ated with depression [89].

Different studies have highlighted a posi-
tive correlation between the exposure to LE/
traumas and the presence of PTSD [83, 91,

94, 95], schizophrenia, personality disorders,
depression and adjustment reactions [31, 76,
77]. Findings of a recent longitudinal study
[49] have shown that LE were related to
depressive, anxiety and psychotic symptoms,
as well anger and aggression.

Also, dementia appears to be related to
exposure to LE [75, 96]. In particular, the
speed of cognitive decline has been found to
correlate with the type and the number of
LE. Relocations, experiences of loss/sepa-
ration from significant persons and health
problems seem to be the more frequent [75].
Recently, the research has focused on the role
of trauma also in the aetiology of obesity
[31]. Regarding the role of gender, studies
have found no statistically significant differ-
ences in the type of LE between men and
women [89].

In conclusion, current data confirm that
the LE and/or traumas often precede psy-
chological problems, and so they could be
considered as risk factors. Evidence is still
needed for a better understanding of the
possible causal role of LE in the aetiology
of mental disorders. The effects of negative
events seen in the literature on the general
population are not necessarily transferable to
people with 1D [36].

It is difficult to understand what the
threshold is to consider identifying an expe-
rience as negative or traumatic for persons
with ID. However, it is possible to conclude
that an event may have a major impact on
the person’s ability to adapt and to manage
life stressors, especially in case of more severe
cognitive impairment [58, 97, 98].

Although the understanding of the role of
positive and negative LE in the development
of psychopathological vulnerability is becom-
ing more and more important, the literature
on traumatic experiences across the lifespan
and mental health problems in people with
ID is limited and not always consistent [49,
62, 73, 74, 76-78, 84, 87, 99], except for abuse
[90, 100, 101], personal victimisation, bereave-
ment [102] and PTSD [74, 75].

These difficulties in the clarification of the
relationship between LE, ID and mental dis-
orders are due to different aspects: inaccurate
research methodologies, non-representative
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samples and LE detection tools, which have
not adequately adapted from the ones created
for the general population. The instruments
used often consist of self-report scales whose
administration requires good cognitive, emo-
tional and linguistic skills. Furthermore, the
content of their items does not cover a wide
timeframe but refers only to recent experi-
ences [4, 5, 54, 80, 103-106].

Once these mechanisms are understood,
treatment directions could be identified [49],
even if the cognitive behaviour therapy and
the eye movement desensitisation and repro-
cessing are already available and effective [31].
Future studies are needed to contribute to
the understanding of the impact of LE and
trauma by indicating the specific cognitive
profiles of participants and by using prospec-
tive methodology [107].

3.2 Physical Vulnerability

Vulnerability is a term that is often used with
regard to people with ID and other disabili-
ties and has been defined as “...susceptibil-
ity to any kind of harm, whether physical,
moral or spiritual, at the hands of an agent
or agency” [108]. It is related to dynamics
of disempowerment and lack of autonomy.
There is, therefore, an important relationship
in clinical practice between factors associ-
ated with vulnerability, and delivery and
accessibility of health care through systems
and clinicians. A scoping review of the con-
cept of vulnerability and disparities in health
care found evidence to support the authors’
hypothesis of a direct correlation between
co-existing factors of vulnerability and
healthcare disparities [109].

People with ID are prone to experience
physical disorders more than in the general
population for a variety of reasons associated
directly with ID and indirectly because of
social challenges in maintaining good health
[110]. Maintaining good physical health is
particularly important for people with ID
because of their vulnerability to developing
physical health problems that can have an
adverse impact on their quality of life and
can be associated with significant inequalities
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in mortality and morbidity. This paragraph is
confined to exploring the prevalence of physi-
cal disorders in people with ID and describe
specific health problems.

3.2.1 Life Expectancy

Over recent decades, there has been a gradual
increase in the life expectancy and a sustained
reduction in age-standardised mortality rates
in people with ID [111]. Life expectancy has
increased from 12 years in 1949 to 60 years in
2004 for people with Down syndrome [112].
Studies have reported that people with mild
ID may have similar life expectancy to the
non-ID population but for people with more
severe ID it is lower [113]. The life expectancy
of people without a known organic cause for
their ID has also gradually increased [114],
but people with ID overall still continue to
live shorter lives than people without ID in
the United Kingdom [115].

Various studies over the last 20 years have
reported on premature death in people with
ID. A study in South London showed that
people with ID are 58 times more likely to die
before the age of 50 than the general popu-
lation [116]. The MENCAP report in the
United Kingdom, “Death by Indifference”,
on six deaths of people with ID described
the role of institutional discrimination
against people with ID in not providing
adequate intervention and support in hos-
pital and primary care [117]. The subse-
quent Independent Inquiry by Sir Jonathan
Michael recommended the establishment
of the Learning Disabilities Public Health
Observatory in the United Kingdom [118]. A
further confidential inquiry into the deaths
of people with learning disabilities [119] was
undertaken which investigated the known
causes of death of people with ID in South
West England and reported that men with ID
live 13 years less and women live 20 years less
than their counterparts without ID. Some of
the reasons for premature deaths included
significant difficulties or delays in diagnosis,
or delays in further investigation, or special-
ist referral, and problems with their treat-
ment [120].
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3.2.2 Causes of Death

The main causes of death in people with ID
are respiratory disorders and cardiovascular
conditions secondary to congenital heart dis-
ease. In contrast, the leading cause of death in
the general population is cancer, followed by
ischaemic heart disease and cerebrovascular
accidents. Cancer as a cause of death was less
common compared to people in the general
population [121-123]. Tyrer and McGrother
[124] found a relatively high cause-specific
mortality for deaths caused by congenital
abnormalities and diseases of the nervous sys-
tem in their study of 503 adults with ID who
died during a 14-year follow-up period.

3.2.3 Aetiological Factors
for Physical llinesses
and Vulnerability

The aetiological factors for physical illness in
people with ID are varied and due to not only
the presence of physical disorders but also
inherited disorders, communication difficulties,
behavioural problems, deficits in support and
other social determinants of health. People
with ID are at a higher risk of specific diseases
compared with the non-ID general popula-
tion [125]. The presence of certain genetic syn-
dromes further increases the risk of physical
illness, for example, the prevalence of hypo-
thyroidism is significantly high in people with
Down syndrome. Certain neurological condi-
tions such as epilepsy occur more frequently in
people with severe ID with underlying genetic
syndromes or organic brain damage [126].

The ability to ask for help and access
health care is important for physical health
conditions to be diagnosed, treated and pre-
vented. An inability to process information,
make informed choices and plan to accept
help may reduce a person’s access to health
care. Communication difficulties in describing
symptoms may predispose to a lack of aware-
ness by carers of symptoms or their misattri-
bution to behavioural difficulties instead of
identifying accurately a physical health cause.

Deficits in adaptive behaviour further reduce
the ability to seek assessment and treatment
for physical conditions. Inability or lack of
motivation to engage in activities increases risk
factors such as obesity which in turn may lead
to the development of physical illnesses. Lack
of appropriately adjusted information and
processes of identification and access, as well
as lack of awareness in individuals, family and
carers, also has an impact on engagement with
health screening programmes, for example,
breast, bowel and cervical cancers [127].

The occurrence of behavioural difficul-
ties in people with ID can further reduce
their access to health care leading to reduced
opportunities for assessment, accurate diag-
nosis and effective treatment. People with
ID are prescribed medications more than the
general population, particularly in attempts
to manage behavioural difficulties [128]. Such
medications are associated with metabolic
effects that can have significant impacts on a
person’s physical health, causing weight gain
and predisposing them to developing diabetes
mellitus.

o == [ndividuals with ID are also more likely

to experience physical disorders

compared to their peers without ID.

== Studies have highlighted reduced life
expectancy of people with ID com-

pared to their peers without ID.
== Reasons for increased physical disor-

ders and premature deaths can be asso-

ciated with the aetiology of ID,

communication difficulties, behavioural

problems and lack of social support
among many other reasons.

== People with ID can struggle to access
health care for various reasons.

= Among physical disorders, epilepsy is
one of the commonest conditions seen

in people with ID.
== Certain physical health conditions are

commonly seen among certain groups

of people with ID.
== For example, people with Down syn-

drome and ID are at a higher risk of

hypothyroidism.
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3.2.4 Common Physical Health
Problems

= Morbidity

Physical health morbidities are high in peo-
ple with ID. A large population-based study
in Scotland showed that only 32% of people
with ID had no other health condition com-
pared with 51.6% without ID and that adults
with ID are more likely to have one to four
physical health conditions [125]. Epilepsy
(OR-31), constipation (OR-11) and visual
impairments (OR-7.8) were significantly more
prevalent in the ID population. Interestingly,
cardiovascular-related conditions such as cor-
onary heart disease, peripheral vascular dis-
ease, hypertension and atrial fibrillation had
lower prevalence in this study. Authors also
reported hearing loss, eczema, dyspepsia, thy-
roid disorders and Parkinson’s disease to be
twice as common in people with ID than non-
ID population.

= Central Nervous System
The commonest neurological condition in
people with ID is epilepsy with a prevalence
of 11in 4 that compares with a prevalence rate
of 4 to 10 per 1000 in the general population.
Prevalence increases with the severity of 1D
[129, 130]. Epilepsy is a complex disorder that
often has familial and genetic influences, as
supported by twin studies [131]. This may fur-
ther explain the higher prevalence of epilepsy
in people with more severe ID and complexities
associated with the diagnosis and treatment.
People with genetic disorders are more
vulnerable to develop seizure disorders where
the prevalence can vary according to the spe-
cific condition. Landau—Kleffner syndrome,
Dravet syndrome, Doose syndrome and Rett
syndrome are some of the genetic conditions
associated with both epilepsy and ID. Certain
genetic syndromes are associated with differ-
ent types of seizures. Approximately 60% of
people with Angelman syndrome experience
multiple seizures with atonic, generalised
tonic clonic, absence and complex partial
seizures [132]. According to Robertson et al.
[130], the pooled estimate of the prevalence

79

of epilepsy in people with Down syndrome
was lower than in the total ID population at
10-13%. This contrasts with Uppal and col-
laborators [133] who found a prevalence rate
of epilepsy of 20%.

Epilepsy in people with ID has a poor
outcome with about 66% of people with ID
experiencing seizures despite using antiepilep-
tic medications [129]. A person with epilepsy
can die during or following a seizure for no
obvious reason known as Sudden Unexpected
Death in Epilepsy (SUDEP). Kiani and col-
leagues [134] report that SUDEP was the
second commonest cause of death with a
standardised mortality ratio of 37.6 for men
and 52 for women in people with ID. Poorly
controlled epilepsy is a risk factor for SUDEP,
and people with ID who have epilepsy have a
high mortality rate [135].

= Metabolic Disorders

Inborn errors of metabolisms are a group of
rare genetic conditions that can be associ-
ated with and/ or lead to ID. Van Karnebeek
and Stockler [136], in a systematic literature
review, identified a total of 81 treatable forms
of inborn errors of metabolisms in which ID
was a major feature. Early recognition, iden-
tification and treatment can allow initiation
of treatments to prevent or minimise brain
damage and improve health outcomes, for
example, phenylketonuria. More common are
the acquired disorders of metabolism. The
functional systems of the body or metabolism
include eating, sleeping, hunger and tempera-
ture control. Disorders of metabolism can
affect many systems in the body and over time
result in significant and severe effects on mul-
tiple organs.

Diabetes is a common metabolic disorder
in which there is under-secretion of insulin
that regulates the utilisation of sugar and
fats by the body. Complications of diabetes
include renal damage, cardiovascular events,
cerebrovascular events and blindness. The
global prevalence of diabetes has increased
from 4.7% in 1980 to 8.5% in 2014 [137].
Similar increases can be expected in people
with ID, but the prevalence of diabetes in this
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population remains unknown [138]. There is
evidence to support the assertion that people
with ID are at high risk of diabetes, and the
risk of diabetes in people with certain genetic
syndromes such as Prader—Willi is approxi-
mately 25% for non-insulin-dependent diabe-
tes mellitus with the mean age at onset as early
as 20 years [139]. The risk of diabetes in peo-
ple with Down syndrome has been debated
on account of the autoimmune nature of dia-
betes, but the risk is considered high as evi-
denced in a Dutch study in children where the
risk is threefold higher in children with Down
syndrome compared to those without the syn-
drome [140].

Thyroid diseases, especially hypothyroid-
ism, are over-represented in people with ID
[141] especially in people with Down syn-
drome who have a high rate of thyroid dis-
orders primarily of autoimmune origin.
The lifetime prevalence of thyroid disease
in people with Down syndrome is estimated
at 63% with the incidence of primary con-
genital hypothyroidism in infants with Down
syndrome approximately 28 times more than
in the general population [142]. Cheung
and colleagues [143] have reported a life-
time prevalence of hypocalcaemia of 80% in
people with 22q11.2DS which is one of the
commonest microdeletions and is typically
attributable to hypoparathyroidism in this
group.

= Respiratory Disorders

Respiratory conditions are higher in people
with ID but studies on the prevalence of
asthma in people with ID have shown mixed
findings. Gale and colleagues [144] reported
the prevalence of asthma in people with 1D
is double that of the general population in
the United Kingdom. Similar findings were
reported from studies in Scotland [125], while
others report no difference in prevalence
between ID and the general population [141].
Irrespective of that, a case—control study has
shown that people who died as a result of
severe asthma following hospital admission
were more likely to have ID [145] emphasis-
ing the importance of effective treatment of
asthma in people with ID.

Even though Chronic  Obstructive
Pulmonary Disease (COPD) is a common
respiratory condition secondary to smoking
in the general population, there are no stud-
ies on the prevalence of COPD in people with
ID. Recurrent chest infections, on the other
hand, are commonly seen among children
with severe ID [146] that increase morbidity
and mortality in people with ID. There are
multiple reasons for recurrent chest infections
that include aspiration secondary to swallow-
ing difficulties and gastro-oesophageal reflux,
decreased cough efficacy due to expiratory
muscle dysfunction and/or kyphoscoliosis,
and malnutrition leading to respiratory mus-
cle weakness. The presence of cerebral palsy
further increases the risk. Almost 50% of peo-
ple with Prader—Willi syndrome across differ-
ent age groups reported a history of recurrent
respiratory infections [139].

Obstructive Sleep Apnoea (OSA) is
another common condition especially affect-
ing certain groups of people with ID. People
with Down syndrome are at a higher risk
of OSA due to hypotonic upper airway
muscles. Obesity itself is a risk factor that
further increases the risk of OSA in people
with Down syndrome and Prader—Willi syn-
drome.

= Cardiovascular Disorders
Congenital cardiac abnormalities are more
prevalent in certain genetic syndromes, espe-
cially in Down syndrome. A Swedish cohort
study examining cardiovascular diseases
showed that 54% of infants with Down syn-
drome had congenital cardiac defects com-
pared with the risk of congenital heart disease
of 1% in the general population. The most
common congenital heart conditions in peo-
ple with Down syndrome are atrioventricular
septal defects (42%), ventriculo-septal defects
(22%) and atrial septal defects (16%) [147].
Velocardiofacial syndrome or 22qll
Deletion syndrome (22q11DS) is a relatively
common microdeletion syndrome, with an
incidence estimated to be between 1 in 4000
and 1 in 6000 [148, 149], causing ID with vari-
ous physical and mental health conditions.
Cardiac abnormalities are commonly found
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in this syndrome that includes interrupted
aortic arch type B, persistent truncus arterio-
sus, tetralogy of Fallot and isolated ventricu-
lar septal defect or transposition [150].

= Gastrointestinal Disorders

Dysphagia, or difficulty in swallow-
ing, is highly prevalent in people with
ID. Hypertonia or hypotonia of the swal-
lowing muscles along with poor coordina-
tion during swallowing are considered to be
among potential aetiologies. Dyspepsia and
gastro-oesophageal reflux are also common
[151]. Constipation is a frequent health con-
dition in people with ID where nearly 70% of
institutionalised adults with ID had consti-
pation [152] and in children with severe 1D,
the prevalence rate is as high as 50%. People
with ID are at a higher risk of constipation as
a side effect of the various medications they
are prescribed (e.g. antipsychotics), reduced
mobility and poor fluid intake. Cerebral palsy
and Down syndrome are strongly associated
with constipation.

= Cancers

It was previously thought that people with ID
had a lower prevalence of cancers, but more
contemporary analysis of data appears to show
rates comparable to the general population
[153]. There are some differences in the relative
frequencies of types of cancer, for example,
people with ID are at a much higher risk of
gastrointestinal cancer. Rates and patterns of
cancers may be changing with increased lon-
gevity. A significant challenge in the diagnosis
and treatment of cancer is the variability in
access to and uptake of screening programmes.
Women with ID have a much lower participa-
tion rate in cervical and breast screening pro-
grammes than women without ID.

In the United Kingdom, figures from the
Joint Health and Social Care Self-Assessment
Framework demonstrated variability in
uptake across three national screening pro-
grammes for cervical, breast and bowel can-
cer. For the bowel screening programme,
41.6% of people with ID were screened com-
pared with 50.4% for the general population.
Breast cancer screening was carried out on
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39% of women with ID (general population
55.9%) and cervical cancer screening was the
lowest with 29% compared with 69.1% [127].

Barriers to uptake of screening include
the lack of routine use of accessible materi-
als including invitations to screening, lack
of reasonable adjustments to appointment
systems, availability of adequate time and
adaptations for restrictions in mobility.
Professionals cite communication difficul-
ties as a significant barrier and the awareness
and attitudes of the professionals themselves
have a significant impact. People with ID
themselves may have limited knowledge and
understanding of cancers and the need and
benefits of screening [154].

= Sensory Impairment

In a Dutch study of people with ID under
the age of 50 years in an institutional setting,
nearly 21% had hearing problems and 4%
had visual problems. Such prevalence rates
are significantly higher compared to the gen-
eral population. The prevalence rate is higher
with increasing severity of 1D where 50% of
people with severe and profound ID have
visual impairments. The prevalence of hear-
ing impairments was significantly high in peo-
ple with Down syndrome and people with ID
over the age of 50 [155]. Some of these con-
ditions are treatable or steps can be taken to
reduce the impairment due to sensory deficits,
but they are often difficult to detect in people
with severe 1D.

= Nutrition and Weight

Overweight is defined as a Body Mass Index
(BMI) ratio of 25-29.9 and obesity BMI > 30
and are currently major health concerns for
the general population. Obesity is one of the
biggest risk factors for cardiovascular and
cerebrovascular events. There has been a
marked increase in the number of people with
ID with obesity with a higher prevalence than
the general population [156-158].

Multiple factors are thought to contrib-
ute to overweight and obesity in people with
ID, and there is an association with certain
genetic syndromes, for example, Down syn-
drome [158] and Prader—Willi syndrome [139].
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Genetic studies have shown that genetic dele-
tions and certain copy number variants are
linked to obesity supporting the hypothesis
that it is a heritable and highly heterogenous
set of conditions [159]. Interestingly, the rate
of obesity is lower with increasing severity of
ID [158].

Many external factors lead to obesity that
include a lack of healthy food choices, the side
effects of medications such as antipsychotic
drugs, a lack of exercise [156, 160], physical
limitations and pain, little motivation and few
resources and support to engage in activities.
The environment in which a person lives has
an impact on maintaining physical activity
where people with ID living in less supervised
settings are at higher risk of obesity com-
pared to people who live in closely supervised
ones [161]. Gender disparity in obesity is an
interesting factor in its development. Kanter
and Caballero [162] identified socio-cultural
factors leading to gender disparity where in
developing countries there are more obese
women than men and that women with 1D
are at greater risk of obesity [156, 163, 164].
Such factors are larger body sizes considered
as signs of healthiness and happiness along-
side sex differences in metabolism and adipose
tissue distribution.

= Musculoskeletal Disorders

People with ID experience musculoskeletal
problems that cause significant functional
impairment by reducing mobility and impair-
ing ability to engage in educational and other
activities which require fine and gross motor
skills. Hypotonia is a common finding in
Down syndrome and Prader—Willi syndrome
and in people with cerebral palsy. People with
ID are at a higher risk of low bone mineral
density, osteoporosis and osteopenia often
secondary to the use of antiepileptic medica-
tion to control seizures that reduces Vitamin
D absorption. These factors along with
reduced mobility predispose people to bone
fractures that may also go unnoticed if they
are immobile. Almost 50% of people with ID
meet the criteria for screening of osteoporosis
and osteopenia [165].

3.2.4.1 Prevention

Primary, secondary and tertiary preven-
tion strategies are important in managing
physical health conditions in people with
ID. Examples of primary prevention inter-
ventions in childhood are screening for visual
defects, hearing disorders and musculoskel-
etal disorders to prevent morbidity and/or
to reduce the risk of impairment. Screening
every person with ID for common health
conditions and specific screening tests in
people with congenital disorders is impor-
tant, for example, testing for hypothyroid-
ism in people with Down syndrome annually
as per the guidelines from Down Syndrome
Medical Interest Group. Secondary preven-
tion is the detection and treatment of a con-
dition prior to developing complications that
involve recognising people at high risk and
taking the necessary steps to test and treat.
Tertiary prevention is reducing harm from a
condition, for example, interventions to pre-
vent a person with cerebral palsy from devel-
oping contractures. The biggest challenge
with preventative strategies in people with
ID is the paucity of research and policies and
guidelines on screening and managing health
conditions.

© — Conditions related to central nervous
system, metabolic system, respiratory
system, cardiovascular system, gastro-
intestinal system and musculoskeletal
system are commonly seen in people
with ID.
= Improving physical health care of
people with ID includes early identifi-
cation and support to access health
care.

3.2.5 Improving Health Care
and Reducing Physical

Vulnerabilities

To reduce health inequalities in people with
1D, it is essential to recognise the obstacles in
the person and in the system to them receiv-
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ing appropriate care. Providing health ser-
vices for people with ID can be challenging
for many reasons not least the multi-mor-
bidity affecting people with ID. In England,
General Practitioners have responsibility to
offer Annual Health Checks to their patients
with ID. Despite various measures to increase
uptake of Annual Health Checks only 50%
had one [166].

One of the main challenges with improv-
ing health care for people with ID is the lack
of research often due to multiple barriers such
as funding, ethical issues and little interest by
researchers in this area. As a result, issues
relevant to diagnosis and treatment of physi-
cal health issues in people with ID are often
not specifically addressed in guidelines with
the potential of not identifying health prob-
lems as their presentations may be different to
people in the general population. In addition,
people with ID at high risk may not be recog-
nised as “high risk” or clinicians may not be
trained to examine and suspect health issues.

People with ID often express pain or dis-
tress through behavioural changes on account
of poor communication skills. The behaviour
can be perceived as “challenging” to carers
and clinicians who may fail to understand
the underlying physical cause of the behav-
iour. This may lead to inadequate assessment
and inappropriate treatment. To overcome
such difficulties, joint working between men-
tal health clinicians and generalists is recom-
mended. A lack of mental capacity to make
decisions about physical health care can be an
issue for some people with ID. Legal frame-
works to support assessing mental capacity
and making best interest decisions are impor-
tant to support people with ID to access
health care [167].

= Summary

People with ID are prone to physical health
difficulties either directly related to the level
of ID or as a consequence of treatments they
receive. It is essential that clinicians work-
ing with people with ID are alert to unusual
presentations, the impact of treatments, and
are familiar with the health needs of this
population in order to avoid greater mor-
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bidity. People with ID are a heterogenous
group who experience a range of physi-
cal disorders as they grow older including
long-term conditions. Skilled interventions
by carers and clinicians can help to prevent
the onset of physical health problems or to
ameliorate their impact through education
and support.

3.3 Lifespan and Transitions

3.3.1 Introduction

In the last decade, lifespan issues appear to
have received increasing attention. There
has been a growth in research and policies.
Transition planning and supports for com-
munity inclusion, independent living and
employment have become key areas of inter-
est. Among many factors that have con-
tributed to this development, a major role
has been played by deinstitutionalisation,
which created greater access to community-
based services and living arrangements.
Furthermore, educational advocacy and leg-
islations have facilitated the access to educa-
tional opportunities. Provision of behavioural
intervention programmes has produced dra-
matic increases in language, social and prac-
tical skills, with many individuals achieving
skills necessary to adapt in community living.
As of 2012, approximately 50,000 individuals
with ID/autism spectrum disorder (ASD) per
year turn 18 years old in the United States
[168, 169]. Therefore, the challenges of tran-
sition to adulthood in ASD are now a signifi-
cant public health issue [170, 171].

3.3.2 Adolescence

Deterioration in behavioural is seen in approx-
imately one-third to one-fourth of adoles-
cents with ID and ASD [172]. A major causal
factor for such deterioration is postulated to
be due to hormonal changes and associated
sexual desires, especially in the context of lim-
ited knowledge and skills around safety and
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relationship issues. In females with ID/ASD,
this seems to be linked to menarche. The age
of onset for menarche is often significantly
earlier compared to women in the general
population. Adolescence is also marked by
various other changes in psychosocial devel-
opment, educational and life activities, par-
ticipation to community living and the related
safety issues.

3.3.3 Education

Literature shows that adolescents with ID and
ASD have lower levels of academic achieve-
ment in high school, and the majority of them
have post-school services as part of their
transition plan [173]. The data in the scien-
tific literature indicate that 40% of individu-
als with ID/ASD attend college, and a smaller
percentage graduate from College, with lower
attendance rates among those with more
severe symptoms or lack of access to services
[168, 174-178]. Those young adults who are
attending College or University or trying to
pursue professional education may encounter
various problems. Living away from home,
managing one’s daily life and finances, man-
aging the unpredictable stresses of more inde-
pendent living and navigating the relatively
complex social environment of higher edu-
cation are some of the challenges. However,
there are several organisations that provide
professional support staff and peer mentoring
during College education. Furthermore, there
are an increasing number of programmes
designed to prepare and support young
adults with ID/ASD prior to and during the
University studies.

3.3.4 Sexuality

Sexuality encompasses more than just sexual
behaviour. It includes self-image, emotions,
values, attitudes, beliefs, behaviours and rela-
tionships. There are many wrongly held beliefs
about ID/ASD individuals, referring to them
as sexually immature and sparsely interested
in romantic relationships or as asexual [179].

In contrast to these stereotypes, several stud-
ies have shown that sexuality is an important
part of life for individuals with ASD and
that they have general interest in solitary and
dyadic sexual behaviours [180]. In fact, peo-
ple with ID/ASD typically mature physically
and sexually according to normal develop-
mental stages. However, a young person with
ASD can develop normally in some areas of
social and emotional understanding and have
difficulties in others. Difficulties in initiating
and maintaining relationships appear to be
the main difficulty that most people with 1D/
ASD experience than the lack of interest. The
success or failure encountered by young peo-
ple during their sexual development impacts
their ability to effectively transition into
adulthood.

Moreover, lack of understanding of rules
of dating and romantic relationships, of
social skills and also poor social decision-
making in adults with ID/ASD may lead
these individuals to engage in behaviours that
are misinterpreted or get them into trouble,
such as “stalking” behaviours [180]. This can
have severe consequences, including loss of
opportunities for employment, social isola-
tion or even criminal prosecution. Moreover,
individuals with ID/ASD report problematic
sexual behaviours, including hypersexuality,
paraphilic disorders, asexuality and gender-
nonconforming feelings [181].

There has been a growing interest in this
area recently. Some authors have suggested
that specialised sexual education combined
with social and communication skills training
for adolescents may be beneficial. Such edu-
cation would focus on improving knowledge
so that inappropriate activity can be avoided
[182, 183]. However, relatively few interven-
tions and services have been developed and
rigorously tested to improve social function-
ing for late adolescents and adults with ASD.

3.3.5 Adulthood

The transition to adulthood is one of the
periods characterised by considerable stress
and adjustment for people with ID/ASD and
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their families [184]. One of the major diffi-
culties in addressing transition to adulthood
adequately is the tremendous heterogeneity of
ID/ASD, including heterogeneity of underly-
ing aetiology, clinical manifestations, levels of
cognitive and adaptive functioning [185]. This
heterogeneity makes essential thorough clini-
cal evaluation and tailored transition plans,
services, interventions to the goals and needs
of the particular individuals. One of the major
challenges is to help individuals, families and
schools to plan the transition to adulthood in
advance. Transitional issues are numerous and
complex and often take time and planning to
address these complexities [173].

Transition work should include several
issues: helping to find appropriate jobs, pro-
viding support to progress in their work
placement, considering options for housing,
helping to gain more independent living skills
and finding appropriate legal and financial
counselling for longer term planning regard-
ing financial and healthcare decision-making.
Ideally, the individual, parents, teachers and
other professionals should all participate in
formulating the transition plan. There should
be coordination between efforts of school and
community agencies [173, 186].

One of the most complex transitions,
which generally occur in adulthood, is repre-
sented by moving from the parental home to
another setting such as independent, shared,
supported or residential livings. Many skills
are involved in independent living, includ-
ing managing safety, cooking, cleaning,
laundry, dressing and personal finances. In
general, teaching and practice of these skills
should be part of a transition plan to gain
such skills relatively early, so that there is
sufficient time for these skills to be acquired.
Housing and residential issues are treated in
» Chap. 37.

Finding and maintaining a job is a priority
during the transition to adulthood as it plays an
important role in developing a sense of purpose
and well-being, self-esteem, social and mental
engagement, and financial independence. The
several issues related to vocation and employ-
ment are treated in » Chap. 38. Furthermore,
young adults have substantial difficulties in
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meeting the increasing social subtlety of ado-
lescent interactions relative to childhood social
interactions.

Most adults with ASD tend to remain
socially isolated [187, 188]. Several studies
have found that a high percentage of people
with ASD have no friendships or have only
one friend [189-191]. Another critical tran-
sitional issue is the increased risk for periods
of aggravation of behavioural symptoms
(e.g. aggression, hyperactivity and insistence
on sameness), seizures [192, 193] and mental
health problems. The psychotropic medica-
tion usage tends to increase in individuals with
ASD as they enter adolescence and adulthood
[194], despite the fact that the evidence base
for use of medications in adults with ASD is
very limited [26, 195, 196].

The relatively poor outcomes for adults
with ASD may be attributable, at least in
part, to the relative lack of services for adults.
This is further increased by limited research
on adults with ASD. In many countries, man-
dated services and supports for individuals
with ASD either disappear or are dramatically
reduced after the age of 18-21 years [178, 191,
197]. The transition to adulthood is often a
period of considerable stress and adjustment
for close family members of persons with
ASD\ID [184].

Main difficulties encountered by family
members concern the coordination of many
types of health, educational and other ser-
vices. Parents often have longer term con-
cerns about the capacity to move out of the
home and to function in post-secondary
education, employment and activities of
daily living, what will happen to their child
when the parents become older, sick or pass
away. They have considerable worries about
how to address legal issues about guardian-
ship and financial and health decision-mak-
ing [198]. In addition, these parents tend
to experience higher levels of stress, more
mental health symptoms, higher divorce
rates than parents of typically developing
children and higher demands for assistance
[199, 200].

When necessary, the transition to adult
services must be adequately prepared, not
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only through the collaboration of services
professionals for the two ages but also by
providing young people with the necessary
indications about the interventions they will
need, where and from whom receive them. It
is necessary for the young person and, when
appropriate, the parents or caregivers to be
involved in the treatment planning. Similar
methods should be applied — mutatis mutan-
dis — also to the transition, more gradual but
also more subtle, from adulthood to senes-
cence.

3.3.6 Ageing

Life expectancy of people with ID has
increased over the last few decades although
it is still lower than that of the general popu-
lation by about 10-15 years. Increase in life
expectancy has been linked with an increase
in the prevalence of mental and physical ill-
health disorders associated with ageing.

o == There have been significant changes
over the last few decades in the ways
people with ID live following deinsti-
tutionalisation and community inclu-
sion.

= As a result, there have been changing
expectations from people with ID in dif-
ferent aspects of life.

= Transitioning from one stage of life to
another can lead to different challenges
for people with ID.

Key Points

== Psychological distress is commonly seen
among people with intellectual disabilities
(ID)/autism spectrum disorder (ASD).

== Similarly, high rate of physical disor-
ders are seen among people with ID/
ASD associated with high mortality.

== People with ID/ASD are further vulner-
able due to different stages of transition
that they have to go through in their
lives.
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