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ABSTRACT

Over the last 50 years technical and other advances have resulted in more
than 90% of children born with congenital heart disease (CHD) surviving
and reaching adulthood. This new patient population has been largely
overlooked in recent policy and practice developments in health and social
care. Evidence available at the start of the study confirmed increased
survival and suggested the need for life long follow up. There was found to
be limited research exploring the view of what was required by adults with
CHD or into psychosocial aspects of living with a heart condition. The
purpose of this phenomenological study was to discover the adults’
experience of living with CHD.

Twenty-eight people, over the age of 20 years, who had undergone surgery
for their heart condition, participated in semi-structured interviews during
which they recounted their experience of growing up and living with CHD.
Five people, who epitomised being well, contributed to second interviews
during which they told stories that demonstrated what being well meant for

them.

Thematic analysis revealed participants had a positive view of themselves
and were highly motivated to maintain their health. Their heart condition
was an integral part of who they were, but did not dominate their life. Three
main areas influenced the positive view held by participants. These were:
first the perceptions of wider society, second when the CHD impacted on
available choices, and third when hospital attendance occurred. Second
interviews revealed ‘being well’ developed through participants’ ability to
make their own decisions, which was done in a responsible manner,
resulting in informants being able to get on with life, engaging in activities
of their choosing.

The study findings inform proposals for services to develop in ways that can
enhance opportunities for adults with CHD to achieve their full potential.
Developing skills relevant to ‘non-patient’ activities and managing the
misconceptions of wider society are key factors in adults with CHD being
able to participate in meaningful activities of their choice. It is essential for
health and social care to be delivered in ways that promote patient
autonomy and self-management.

Areas for further research emerge from the findings. Hearing the way living
with CHD is experienced during childhood and adolescence can contribute
to transition processes. Hearing the experience of other groups including
parents, partners and health professionals, as well as people surviving with
other chronic childhood conditions, can add to the findings presented here.
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Chapter 1: Introduction

CHAPTER1
INTRODUCTION AND BACKGROUND

During the past 50 years there have been rapid advances in caring for children
with congenital heart disease (CHD) including diagnostic, anaesthetic, surgical
techniques and post-operative intensive care. These developments have
resulted in the survival of a new group of patients, many of whom require
lifelong follow-up. The number of children with CHD reported to be reaching
adulthood is increasing. In 1985 Gortmaker stated that 52% of children with
CHD survive to age 15 years; twelve years later, Somerville (1997) and Hunter
(1997) predicted that 70%-85% of children born with CHD would survive to
become adults, with other social and psychological aspects becoming
increasingly relevant to enhance their quality of life. More recently Wren and
O’Sullivan (2001) estimated that survival of children born with CHD to age 16
years had increased to 92%. As a result health carers will be more frequently
required to provide advice on aspects other than the CHD. This study 1s timely
in that the numbers of adults with CHD have recently become greater than the

number of children with CHD (Murphy 2003).

Introduction

This chapter provides an orientation to the study through a description of
relevant experiences gained through providing care for patients with CHD.
This study has come from my life; it is a natural progression of the personal

and professional journey I have travelled, and as such is important to me.

To guide readers the structure of this thesis will be outlined. This first chapter
provides the introduction to the study and my personal experience of cardiac
services in the United Kingdom (UK). An overview of the historical
background of cardiac services 1s given followed by a review of signiﬁcant
international reports that focus on adult CHD. To locate the study within the
National Health Service (NHS) context, a brief review of policies related to
cardiac services and nurse training is given. The patient profile is outlined and

the anticipated increase in patient numbers surviving to adulthood.



Chapter 1. Introduction

Chapter 2 reviews literature relevant early in the study, and recommendations
from international conference reports are used to provide a review of specific
health and social care needs. The research aims are stated and the
philosophical framework guiding this study is introduced. Chapter 3 outlines
the research approach taken. The interpretive paradigm that underpins the
study is explored, selection of the phenomenological approach is outlined, and
consideration given to methodological and ethical issues. Chapter 4 presents
findings from the interviews, which are then discussed in Chapter 5 in light of
literature pertinent to the findings. Limitations of this study are discussed in
Chapter 6, conclusions and implications for practice are presented, and future
research areas identified. Chapter 7 provides reflection on some areas that

have generated tension for me throughout the study.

The thesis design has been used to provide a structure within which to report
the complex, iterative activities that comprise qualitative studies. However in
contrast to the objective, disease-centred approach to writing traditionally
adopted in CHD texts, I have utilised a subjective, person-centred style usually
associated with narratives. This approach provides opportunities to make
available to readers some of the reflections that occurred throughout the
research process. Throughout this study I have experienced a struggle with
conflicting feelings that appeared irreconcilable; I have experienced tension,
and at times extensive deliberation resulting in an inability to act. The struggle
has resulted from my multiple roles as a research student, nurse and teacher.
Therefore I have selected a dialogic style to present this thesis that can
acknowledge my thoughts and feelings as the study proceeded and enhance the
authenticity of this research report (Jasper 2005).

The remainder of this first chapter will provide an orientation to the study topic

and 1ntroduce the research aims.

10



Chapter 1. Introduction

How I came to this study

This study has grown from my nursing practice. Ibegan caring for adult and
child cardiac patients in the late 1970s in a tertiary cardiac centre where
medical and surgical expertise was developing in treatment for both congenital
and acquired heart disease. At that time it was usual practice for general
trained nurses to provide care for both children and adults with heart disease.
As a part-time staff nurse, 1t was usual to be asked to work where there were
gaps in staffing. This provided an opportunity for me to gain experience in
providing care for adults and children who required treatment for a wide range

of heart and chest conditions. Through my practice experience, a breadth of

knowledge was gained that would not be possible today.

The pace of change was rapid with increasing specialisation within cardiac medical
and surgical procedures that required greater theoretical understanding in order to
provide effective nursing care. Theoretical knowledge was gained to underpin my
practice experience through completing a post-registration nursing course. By the
1980s I was working more regularly in a cardiothoracic intensive care unit that
accommodated adults and children who required cardiac surgery for both acquired
and congenital heart disease. The children I had met in the 1980s, I was meeting
again in the 1990s as adults. I was curious about how some of the adults with CHD

appeared to be able to live well, while others could not; their ability to live a full life

did not seem to be related to the complexity of their heart condition.

My practice experience left me thinking of the gaps within services for adults with
CHD, and I assumed other people shared that view. I had met other patients, nurses
and acquaintances who expressed distress as a result of events related to CHD. One
person was a neighbour who told me about her daughter who had undergone
successful surgery to repair a ‘hole in the heart’ during infancy. Her daughter had
subsequently had no exceptional health problems, however had recently been
excluded from a school skiing trip abroad due to lack of affordable health insurance

cover. She had grown up thinking herself a ‘normal’ person and was shocked by

her exclusion.

11



Chapter 1: Introduction

Around the same time I read a paper, published in an American journal that
encapsulated my thinking (Sparacino et al 1997). I was encouraged to know other
health professionals were expressing similar concerns. When I showed this to
medical colleagues however, it was dismissed; the journal was not recognised,
possibly due to its nursing focus. Shortly afterwards I was approached by one of the

doctors who suggested I might be interested to read a study recently published in a

medical journal; it was the findings from the same study presented for a medical
audience (Tong et al 1998). What appeared to be lacking in providing care for these

patients, was a holistic approach taking account of psychosocial aspects of living as

an adult with CHD.

At the start of this project I undertook a study tour of three Canadian and four
UK centres. The purpose was to meet with health and social carers who had
experience of developing and delivering services for adults with CHD. The
Toronto Congenital Cardiac Centre for Adults (TCCCA), established in 1959,
was the first centre specifically for adult CHD. Following initial contact with
staff at TCCCA, contact was made with nursing staff in other Canadian
centres. North America required care to be transferred from paediatric to adult

centres when the patient reached approximately 18 years of age. Benefits are
that adult patients receive health care in appropriate centres from adult trained

medical and nursing staff; however, transfer between centres can be unplanned.
Within the UK, services for adults with CHD were evolving predominantly
related to paediatric services. I had experience with one tertiary centre and,
using existing contacts, located other centres in which developments were
occurring and arranged visits as part of the study tour. Through the
opportunities created by the study tour, I met nurses with whom I have
remained in close contact; many shared my views and concerns regarding the
limited recognition of the non-hospital aspects that seemed relevant to this
growing patient population. Key areas highlighted from the study tour that I
wanted to explore further included: ways in which patients with CHD were
accOmmodated within adult cardiac services; the transition from child to adult

health care service; how adult health carers understood CHD; and ways in

12



Chapter 1: Introduction

which nurses who provide services for adults with CHD share information and

good practice.

When adults with CHD require hospital admission in the UK, care is provided in
settings where the main nursing expertise is with acquired heart disease. Care for
adults with CHD 1s developing as a cardiac subspecialty (Perloff 1991). Itis
important for nurses to contribute to these developments; currently there is limited
research evidence to inform nursing care for this patient group. More recent
personal experience as a nurse teacher has demonstrated an increase in requests
from qualified nurses working in acute and critical adult care, as well as community
and maternity settings, to provide education regarding adults with CHD. It is from

this experience that the study emerged.

The heart has been used within literature and poetry as a symbol of special
significance, making it a central organ both physically and metaphorically.
Meanings are carried beyond physical well-being into emotional, religious,
psychological and social aspects of life (Glaser & Bentovim 1987; MacLachlan
2002). How the heart is perceived has an impact on how CHD is perceived,

resulting in beliefs within society which may not reflect the reality of living and
growing up with CHD. To understand recent developments related to adult CHD, it

is necessary to briefly describe the background from which these have emerged.

In the UK services for people with CHD are situated within cardiac services in
the NHS. Understanding the historical perspective can help appreciate the
present context within which services for adult CHD are situated.
Developments in surgical techniques and changes in nursing roles have both
occurred over the recent past, and together contribute to the current context.
The following section will provide an account of significant developments that

contribute to the complex national and international background to this study.

13



Chapter 1: Introduction

History of surgery for CHD

This section will provide an overview of cardiac surgery for CHD and the ways that
the UK, North America and Europe are beginning to address health and social care
as patients reach adulthood. The extensive writings and personal contact with Dr
Joseph Perloff, who has been contributing to medical care for people with CHD
since 1960, have been used to inform this historical overview of the developments
in cardiac surgery for CHD. To assist reading, a glossary of frequently used terms,

abbreviations and organisations associated with conditions has been provided on
pages 224-227.

During the nineteenth century congenital heart disease was recognised but was of
little clinical interest as it was incompatible with life, and there was no medical or
surgical treatment possible to relieve symptoms (Perloff 1998). The late 1930s saw
developments in classifying anomalies, providing a practical and clinical structure
to the wide range of defects that are encountered (Perloff 1978). During the 1940s,
surgery was performed to alleviate aortic coarctation, a left heart obstruction;
ligation of patent ductus arteriosus (PDA), a connection between the aorta and

pulmonary artery; and the Blalock-Taussig shunt was used to increase pulmonary
blood flow by connecting left or right subclavian artery to the pulmonary artery.
The 1950s saw developments in cardiac techniques and in 1953 the heart/lung

bypass machine was used for the first time by Gibbon to repair an atrial septal

defect (ASD) in an eighteen-year-old woman (Perloff 1998). Diagrams are

provided in Appendix 1 to demonstrate some of these conditions, and the relevance
of technical developments, such as heart-lung bypass, that have made open-heart
surgery possible.

Developments have occurred in both timing and type of surgical procedures
undertaken to limit the effects of CHD. Stark (1989) considered use of the word
‘corrective’ in the surgical literature regarding CHD to be misleading, due to the
long-term medical follow-up required. Closure of PDA and ASD, in appropriate
patients, is now routinely undertaken by interventional cardiology procedures that
insert devices to close defects, thus avoiding the need for surgery. This rapid

transition from life threatening condition to high levels of survival may account for

14



Chapter 1. Introduction

the limited services available for adult CHD. Development of services is

confounded by the complexity of estimating the number of adults with CHD who

are likely to require follow-up.

The difficulty in calculating the number of adults with CHD is acknowledged by

both the American College of Cardiology (ACC) (2001) and the British Cardiac
Society (BCS) (2002). There 1s general agreement, however, that the number of

children reaching adulthood is increasing due to advances over the last 50 years.
The lack of accurate statistics is due in part to the wide spectrum of CHD that
can occur, and makes defining the exact size and composition of the patient

group challenging.

Studies have attempted to predict numbers of adults with CHD. Calculations are
based on the incidence of CHD, with the prevalence reported to be between 2-12
per 1000 live births (Hoffman 1995; Samanek 2000; Wren and O’Sullivan
2001). The wide variation was explained by increases in skills, resources and
technology to accurately diagnose CHD, with the reported incidence appearing

less in earlier reports. The advent of echocardiography has enabled the accurate

diagnosis of mild lesions such as mitral valve prolapse and bicuspid aortic valve
that were omitted from early reports. One example of confusion during the early
reporting of CHD is of Samanek’s (2000) claim that aortic stenosis made up
7.77% of all CHD, while Perloff (1978) considered bicuspid aortic valve to be
the most frequent congenital abnormality occurring in approximately 2% of the
population. A further technical advance that has had a significant impact in ways

in which records are maintained has been the revolution in computer technology.

Early records for incidence and outcomes of surgery for CHD were maintained
using a range of computer programmes. More recently efforts have been made to
maintain records in ways that allow comparison across centres and conditions
with evaluation of the accuracy of databases continuing (Maruszewski et al
2003). Intoday’s world of advanced software programmes that perform complex
calculations at the touch of a button, it is difficult to appreciate that in the 1970s

when surgery for CHD was becoming more commonplace, computer
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programmes had to be designed to allow records to be kept in an electronic
format. Comparison of data was difficult not only because of different computer
programmes, but also due to ways in which the extensive range of CHD were
defined. In 1998 the TCCCA had a list of one hundred and fifty two conditions,
more recently a shorter list has been prepared to simplify the diagnostic coding
process for adult CHD (Canadian Adult Congenital Heart Network (CACHNet)
2000). This list comprised fifty-two congenital heart conditions and fifty-one
procedures. Research reports however continue to use different approaches to
coding CHD.

While acknowledging the unlikelihood of a perfect system for detecting and
classifying CHD, Hoffman (1995) provided a detailed report of the incidence of
CHD that summarised figures from studies carried out in international centres. The
studies used to inform the report, spanned time and place; publication dates were
from 1955 to 1993, across geographical areas including Europe, North America,
Scandinavia, Australia, Africa and Asia. The report stated that data collected before
1980 were less complete or accurate, with mild lesions being generally unreported;
the technology to detect these defects was not available and resulted in them being
undiagnosed or misdiagnosed. The incidence of specific lesions was provided with
claims that the overall rate had not increased over the previous 30 years. Hoffman
(1995) postulated a worldwide incidence of 10 per 1,000 live births, based on the
reported incidence in areas where modern technology was used, and applying this to

population figures in areas where modern methods of detection may not be
available. The report closed with the recommendation to develop standard
diagnostic criteria for worldwide use. The classification (Appendix 2) of CHD by
ACC (2001) has gone some way to provide these standard diagnostic criteria. Three
levels of complexity of CHD are defined as being of great complexity, moderate

severity or simple.

Classifying CHD
Similar principles were used to inform how CHD was classified in a study from one

UK health region (Wren and O’Sullivan 2001). Records kept between 1985 and

16



Chapter 1: Introduction

1994 were used to predict the need for follow-up for adults with CHD, an incidence

of 5.2 per 1,000 live births, lower than that identified by Hoffman (1995), was
reported. The numbers predicted in this study were used by the ACC (2001) to
estimate the number of adults with CHD who were likely to require follow-up in the
United States. Using these two predictions the number of adults with CHD in the
UK, based on a population of 50 million, were approximately 21,000 with complex
CHD and 54,000 with moderate CHD; more than 1,600 new cases were predicted to
require follow-up each year. Assumptions made by the authors were acknowledged,
with predictions made on published reports. The calculation methods were
provided allowing readers to make comparisons using their own experience in
providing care for this patient group. Discussions with local paediatric cardiologists
have resulted in the same conclusion based on experience with a similar patient

population in a different UK health region.

According to Wren and O’Sullivan (2001) all except the simplest defects were
likely to require follow-up, with this being the main growth area in providing care
for all patients with CHD. Complex lesions, while being less common, require

more intensive follow-up, re-investigation and re-intervention. These authors
claimed that eight defects made up 77% of CHD, with predicted survival to age 16
years ranging from 80% to 99% depending on the defect (Appendix 3).

An alternative to diagnostic criteria to classify heart disease is the subjective
assessment of physical function provided in 1994 by the New York Heart
Association (NYHA). Originally published in 1928, the NYHA classification does
not include diagnostic categories; nevertheless it has been widely used in practice
and research to indicate physical functional status of people with heart disease.
Adaptations were made to the wording, but not the essential meaning of the
classification (Warnes and Somerville 1986; Perloff and Miner 1998), in order to
make it more accurately reflect physical function of adults with CHD (Appendix 4).
The NYHA classification of functional capacity is based on clinical severity of heart
disease using subjective symptoms. Despite wide use of the NYHA classification,

Bennett et al (2002) reflecting concerns expressed by the 1964 Criteria Committee
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Chapter 1: Introduction

of the NYHA, questioned the reliability and validity of it as a functional outcome

measure 1n research. Due to the inferential nature of the classification, researchers
were encouraged to report the methods used to determine the NYHA classification
to which sample members are allocated (Bennett et al 2002). In 1994, revision of
the NYHA classification included an objective section that indicates the extent of

cardiovascular disease (Appendix 5).

The claims made for the classification however, are that it is based on
subjective symptoms; therefore it might be argued that it is an appropriate
measure when obtaining the subjective view of the individual with heart
disease. This discussion reflects how reliability and validity are interpreted
within different research approaches. Using a qualitative research approach
might accept the subjective view as reflecting the individual’s reality when
using criteria proposed by Lincoln and Guba (1985) and Sandelowski (1986).
It would be necessary to identify whose subjective view was obtained (patient
or clinician). However the objective assessment section is rarely referred to.
Use of this section would result in the subjective functional capacity of adults

with CHD being qualified by the inclusion of the objective assessment

component of the NYHA classification as recommended by the American

Heart Association (2002).

The adult CHD population

Recent convention considers a person over 16 years of age who has congenital
heart disease, to be an adult with CHD. Traditionally in the UK, the patient
group have been referred to as GUCHSs (grown up congenital hearts). The term
was used by Dr Jane Somerville to describe an innovative hospital unit
designed in 1975 for cardiac patients who had outgrown paediatric
departments, but were not ready to join older heart patients on traditional
cardiac wards (GUCH Dec 2001). Dr Somerville was also instrumental in the
formation of the UK patients’ association in 1993, with GUCH being the name
given to this group. A collective term to appropriately distinguish adults with
CHD from adults with acquired heart disease and children with CHD has been

18
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the topic of debate within the letters section of the UK patients’ association
newsletter (GUCH March 2002 and Summer 2002), as well as between health
professionals (Shinebourne and Gatzoulis 2002). More recently the term
ACHD (adult congenital heart disease) has been more often used in an effort to
develop a common understanding; agreement for an acceptable collective title

remains elusive.

In this study the use of terms to identify people with CHD is important for two
reasons. Firstly the term influences how a person is viewed, both by themselves
and others; this aspect gained significance as the study progressed and 1s
explored further in Chapter 7. The second 1s the need to discuss precise details
of CHD with others in order to understand the complexities, compare treatment
options, potential problems and outcomes that have contributed to increased
survival. I have experienced pleasure when discussing clinical conditions with
other people who understand CHD. Not having to explain anatomical or
physiological concepts enabled discussion to move into realms that extended my
existing knowledge and understanding. Few clinicians are involved in service

provision, therefore they work in relative isolation; this is due to the relatively

small numbers of people with CHD. According to the British Heart Foundation
(2003) CHD makes up approximately 5% of all heart conditions.

The ACC report (2001) proposed an incidence of 10 per 1,000 live births as
being the most probable, which correlated with Hoffman’s (1995) estimate. The

predictions made by Wren and O’Sullivan (2001) were used to estimate survival
numbers to age 16 years in the United States (US) over the coming decade.
Survival into adulthood of patients with complex lesions was recognised, with an
associated increased need for follow-up due to the risk of associated acquired
health problems. The changing profile was 1dentified as being due not only to
increased survival, but also as a result of the rapidly evolving methods of surgical
treatment, for example use of Jatene procedure (artenial switch) in preference to

Mustard or Senning procedures (atrial switch) for transposition of great arteries

(see Appendix 1).
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The literature demonstrated that survival of adults with CHD was increasing,
resulting in a need for developing this specialism. Perloff (1991) considered the
heavy investment of time and resources that had resulted in over 85% of children
with CHD reaching adulthood should now also be available for adults with CHD.
Experts in CHD in adults have described a new cardiovascular subspecialty and

identified the need for the development of a comprehensive specialist service in care
provision (Perloff 1991; Celermajer and Deanfield 1991; Hunter 1997; Somerville

1997; Olley 1998; Webb 2001; Webb and Williams 2001). This increased need for
specialist adult CHD services was also demonstrated in a retrospective analysis of
patient records carried out by Gatzoulis et al (1999) at a tertiary referral centre with
over 40 years experien;:e in providing care for this specific patient population.
Records of patients attending the adult CHD clinic over a three-month period were
examined at five year intervals, showing a 269% increase in workload over 10
years. An associated increase in workload and new referrals to a UK paediatric
cardiology clinic was demonstrated in a separate study by Wagstaff et al (1998),
where the only age group not to be increasing were those over 16 years. The
authors claimed this resulted from their practice of referring older patients on to
adult clinics. These two studies indicated the numbers of adults with CHD
attending clinics is likely to continue increasing for the foreseeable future. Surgery

for CHD is frequently seen as corrective rather than curative, therefore ongoing

surveillance is likely to result in further investigation, intervention and admission to

hospital.

The increasing numbers of adults with CHD surviving and requiring ongoing health
care has had an impact on the demand for cardiac and other services, resulting in the
need for agreement on how health care should be provided for this new and rapidly
growing group of patients. Details are provided on establishing services 1n reports
dedicated to CHD in the adult (CCS 1998; ACC 1991; 2001; British Cardiac
Society 2002; European Society of Cardiology 2003). The reports complement
each other by including details of proposed service delivery, health carer education
programmes as well as recommended health care for specific cardiac defects in
adults. These reports aimed to provide a guide on the principles of managing adults

with CHD. The changing nature of health care for adults with CHD is demonstrated
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by the need and ability to update the CCS (1998) report in 2001 using recent

research findings.

The international context

As the number of children with CHD reaching adulthood increases there has
been an associated recognition by professional organizations to develop services
in order to meet changing needs. Conference reports and guidelines relevant to
adult CHD began to appear from 1991; a chronological table of publications is
provided in Appendix 6.

One early publication from New Zealand, took the form of a review of current
literature (Wilson and Neutze 1993a/b). Green Lane Hospital in Auckland, New
Zealand appears to have been one of the centres at the forefront of surgery for
CHD, with paediatric cardiologists recognising the need for principles to inform
care for adults with CHD. Guidelines were provided that are informative,
drawing on research available at that time (Wilson and Neutze 1993a/b).

However, while there was detail of individual lesions, there was no consideration

of broader issues related to service development.

The growing adult CHD population was the focus of an annual conference
organised by the ACC (1991), as well as being recognised as a significant group
in a similar conference jointly hosted by the ACC and The American College of
Sports Medicine (1994). Contributors to both conferences were predominantly
people with medical or surgical experience with the main focus in 1991 being
medical responsibilities and physical aspects of CHD. The wider psychological
and social value of exercise was briefly noted in 1994, and cautious advice given

in an attempt to increase participation in recreational and competitive sports for
children with CHD.

In 1996 the Canadian Cardiovascular Society (CCS) commissioned a report on
adult CHD. While international experts contributed to this conference report, the

majority of participants were CCS members. Publications from the New Zealand
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authors were accessed, although experts from that country were not involved, and

no reference made to the guidelines provided by Wilson and Neutze (1993a/b).
The CCS conference was followed in 2000 by a further ACC conference. Both
conferences drew on the knowledge and expertise of members and international
specialists and used details obtained through medical audit and from medical
research. The result was the publication of two reports CCS (1998) and ACC

(2001), which are now reviewed, as these have become seminal texts that are

freely available through patient association websites.

The CCS (1998) and the ACC (2001) commissioned conferences that were
devoted to care of the adult with CHD. The panels for both conferences
comprised predominantly of medical experts who provided care for adults and
children with CHD (CCS 24 of 25 conference participants; ACC 52 of 61
conference participants); one patient representative and two nurses contributed to
the ACC conference. At this stage of a growing service, where medical expertise
was essential to ensure the survival to adulthood, this representation may be
considered appropriate. The reports reflected the medical perspective however,
through the emphasis on physical conditions. The CCS and ACC reports were
disseminated through medical journals and more recently on the Internet, making
them available to a wide international audience. Other countries, including the

UK, have used the reports to inform service recommendations for adults with

CHD.

The CCS (1998) report has similarities to a systematic review. Although the
search strategy was not provided, extensive evidence was accessed and used to
provide guidelines to inform the health and social care for this patient group.

The objectives were to provide recommendations for cardiologists using the best
available knowledge at that time. It was recognised that the recommendations
would require substantial refinement and strengthening over the next few years in

order to reflect the dynamic and evolving nature of knowledge specific to adults
with CHD. This report, and the subsequent update (CCS 2001) have become

seminal texts.

22



Chapter 1. Introduction

The report provided a comprehensive medical resource. The first section
considered the development of local and national services and identified
personnel and training needs. The main body of the report comprised thirteen
sections that focused on specific anomalies; common headings were used that
made the document straightforward to use. Existing evidence was accessed to
provide details on each defect, covering the background of un-operated history
and management, diagnostic recommendations, indications for intervention,
surgical/interventional options, surgical outcomes, and follow-up. This structure

resulted in repetition of information, but did reflect how the report was likely to

be used by practitioners.

The recommendations contained in each section indicated the grade and level of
evidence accompanied by a reference source. Areas where there was a lack of
evidence, receive the grade of ‘consensus’ indicating the use of evidence that did
not concur with the research criteria agreed, with the outcome being the result of
debate between panellists. The areas identified in the section on psychosocial
issues received a consensus grade, indicating a lack of empirical evidence to

inform care provision. The report was reviewed and updated in 2001, however

the psychosocial section remained unchanged.

The entire CCS report (1998) covered fifty-seven pages, of which two pages
were allocated to psychosocial 1ssues and two pages to reproductive issues. The
imbalance may reflect the importance given by medical practitioners to the
physical survival of adults with CHD; however, as this group of patients survive

to adulthood other 1ssues become important to them.

Greenhalgh (1997) described a traditional ‘hierarchy of evidence’ that was used
to indicate the perceived importance of different types of primary research when
making decisions about health care. A similar hierarchy was used to grade

evidence accessed to inform the CCS report (1998) with a well-conducted

randomised control trial being considered as the ‘gold standard’. Use of the
hierarchy may account for the omission from the CCS (1998) report of the
research published by Doucet (1981) and Gantt (1992). This traditional view of
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research has more recently been questioned with growing recognition of the
contribution that may be made by qualitative research studies (Sackett et al
1996). The lack of randomised control trials regarding psychosocial issues

related to adults with CHD may have led to the limited consideration of this area.

The first section of the CCS (1998) report (the development of local and
national services and identified personnel and training needs) was used by the
ACC to inform the 32™ Bethesda conference held in 2001, The aim of the
conference was to produce a clinical guideline to inform the development of
the US health care system in providing care for the growing number of adults

with CHD; it was thought that

‘...the frequency with which these patients (adults with
CHD) appear late at tertiary centers with avoidable
complications indicates that health care delivery to this
population falls far short of that for adults with acquired
heart disease or children with CHD.’

(ACC 2001:1161)

A summary of the recommendations was provided under the headings:
organization of care; workforce description and their educational requirements;
access to care; and special needs of adult patients with CHD. Proposals were
made for a national structure that could make effective use of resources, while
developing professional expertise in the health and social care required by a
relatively small group of patients in need of expert care. Similar to the CCS
(1998) report, the content and recommendations of the ACC (2001:1167)
report reflected the large medical input; however the recommendations
included the establishment of training programmes for key staff such as nurses
and other ‘non-physician personnel’, and acknowledged areas including the
transition to adult life, reproduction, exercise and psychosocial aspects.
European and UK adult CHD centres have developed in similar ways to centres

in North America, and health carers involved with this small patient population

have been sharing expertise.
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UK context
UK hospital care for people with CHD takes place in tertiary cardiac centres where

expertise has developed and resources are available to provide services for both
congenital and acquired heart disease. The National Service Framework for
Coronary Heart Disease (NSF) was published in 2000 (Department of Health), and
has subsequently been used to guide the development of UK cardiac services.

Congenital heart conditions were not included within the NSF, however have been
acknowledged in more recent service recommendations (Department of Health
2003). Tertiary cardiac centres provide heart surgery, and more recently cardiology
interventional treatment, for coronary artery disease. Procedures less commonly

performed or for unusual heart diseases tend to be located in a few centres.
Expertise is achieved and expensive resources can be used efficiently and

effectively; one example is heart transplantation surgery, another 1s CHD.

While CHD makes up 30% of all congenital conditions, it remains rare (Jordon and
Scott 1991). Survival to adulthood is complex and influenced by the

intervention/surgery and subsequent residua and sequelae as well as the original
defect (Stark 1989; Perloff & Child 1998). To maximise personnel and technical

resources, hospital care for adults and children with CHD is usually delivered within
the same clinical setting as people with acquired heart disease. Medical staff deliver
care across the age range according predominantly to physical need; nursing staft,
since 1990, provide care according to their field of training eg adult or child.
Currently nurses who care for infants and children with CHD have the majority of
expertise in the physical complexities of this cardiac subspecialty; it is not unusual
as children reach adulthood for them to continue to receive care from child trained

nurses in paediatric settings.

The British Cardiac Society (BCS) and the European Society of Cardiology have
used the CCS (1998; 2001) and ACC (2001) reports to develop guidelines to
inform the organization and delivery of health and social care for adults with
CHD 1n the UK and other European countries (BCS 2002; The European Society
of Cardiology 2003). Despite the commendable developments that are occurring,

the provision of services continues to reflect a predominantly medical focus. The
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medical perspective was apparent in the BCS (2002) report in which the heading
of ‘medical issues’ was used to discuss areas such as infective endocarditis,
arthythmias, cardiac catheterisation and death, as well as lifestyle advice,
contraception and pregnancy. The search of databases revealed extensive
medical research in which the focus was on survival rates (for example,
DiDonato et al 1985; Gewillig et al 1992; Thomne and Deanfield 1996), and the
comparison of surgical developments (Bellinger et al 1999); there was less
research available on non-medical aspects of living as an adult with CHD. The

psychosocial aspects of adult CHD are lacking.

UK nursing contribution to care for adults with CHD

Opportunities for nurses to expand their role are identified in The National Health
Service Plan (Department of Health 2000a), and recommendations are incorporated
into national and international reports including The Royal Liverpool Children’s
Inquiry (Redfern 2001) and The Bristol Royal Infirmary Inquiry (Kennedy 2001).
One consequence of changes in UK nurse training and career structure has been the

appearance of new roles including the clinical nurse specialist. Canobbio and Day

(1994) provided an overview for this role in an adult CHD programme and list the
functions as being a practitioner, programme coordinator, educator, counsellor,

consultant and researcher.

Currently the nursing contribution to adult CHD services varies considerably.
In some centres the paediatric nurse specialist is listed as the person to contact,
while others have an adult clinical nurse specialist. Patients’ understanding of
their CHD i1s limited (Kantoch et al 1997, Moons et al 2001a); centres with
well established nursing input are aiming to enhance patient’s understanding
and develop their ability to recognise potential risks, ask appropriate questions
and take appropriate actions. Issues that arise, as children with CHD move
into adolescence and adulthood, will be different to those encountered during
childhood; if nurses are to contribute to the care of this specific patient group

they require the necessary skills and knowledge.
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Synopsis of the chapter

This study 1s set during a time of expansion in services for adults with CHD and has
arisen from my experience as a nurse and a teacher. Opportunities exist for
practitioners to develop roles in order to meet new demands. The purpose of this
research is to promote awareness of the unique needs of this new patient population,
and their position within existing paediatric and adult cardiac services. This

introductory chapter has set out the concerns that prompted me to commence this

research endeavour.
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CHAPTER 2
REVIEW OF THE LITERATURE

Introduction

This chapter uses current available understanding to explore literature related
to adults with congenital heart disease (CHD). Concepts will be identified
that provide a framework which will inform the selection of the research
approach to meet the aims of this study. The review will demonstrate there is
a lack of clarity about the evolving needs of the patient group. However,
several issues will be evident: that the patient group is expanding at an
unprecedented rate; the range of perceived health and social care needs, as

well as delivery methods are variable; and the nursing contribution remains

undefined.

Purpose of the literature review
The purpose of reviewing existing literature is to identify current knowledge

regarding aspects that impact on every day life of adults with CHD. As stated

in the previous chapter, increased survival has been confirmed through studies
that focus on surgical, medical, and pharmacological techniques. The focus
for this study is that of patient perspective, therefore literature that focused on

a holistic perspective of physical, psychological and social aspects of living
with CHD was sought.

In this section the foundational forestructure is provided and a review of
health and social aspects relevant to adults with CHD is undertaken.
‘Foundational forestructure’ was the term used by Thoﬁe et al (1997) to
describe clinical knowledge that existed regarding phenomena despite the lack
of formal research. The revelation of the foundational forestructure allows
researchers to demonstrate how their existing knowledge has informed the

research process, as well as how that knowledge has been questioned
throughout the study. The initial literature search therefore focused on areas

that were identified through previous clinical and education experiences. The
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literature selection was informed by reports produced by the Canadian
Cardiovascular Society (CCS) (1998), and the American College of
Cardiology (ACC) (2001) both referred to in the previous chapter, Literature
selection was also influenced by a model of nursing (Roy 1976) that viewed
people as an integration of physical, psychological and social aspects that

adapt to life changes; this model recognised the patient perspective and

nursing role that were central to my thinking.

Literature Selection

An electronic literature search of health and social care databases was
commenced in 1998 in preparation for submission for ethical committee
review, and has continued throughout the study. Databases included CINAHL
(Citation Index for Nursing and Allied Health Literature), Medline, EMBASE,
BNI (British Nursing Index), PsycLIT (now PsycInfo), Web of Science, and
the Social Science Citation Index. Records going back to 1980 were available
and searched electronically. A range of search terms was used with

congenital heart, adult, and psychosocial being the most successful. An

example of a search strategy and results 1s given in Appendix 7. Electronic
searching was not as comprehensive as anticipated, neither was it a
straightforward process. Expertise with different databases and thoughtful,
time-consuming detective work was necessary to identify potentially relevant
publications. Reference lists were therefore, also scrutinised to discover
sources that may not have been identified through electronic searches. While
a large amount of literature was available electronically, this was a recent
development and 1t was possible for early or seminal work to predate
development of electronic databases. One example, which did not appear on
early electronic searches, was the report by Doucet (1981). The Cochrane
Library and Dissertation Abstracts International were searched revealing one
systematic review (Lip et al 2002; 2004) and two American PhD studies
(Greenwood 1999, Simko 2000) relevant to this study. - Grey literature is the
term used to describe documents produced by, for example government

departments and institutions, which are publicly available. UK government
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recommendations relevant to CHD were obtained, as well as the guidelines
produced by professional groups reported in the previous chapter. Care for
adults with CHD was concentrated to a relatively small number of centres;
existing contacts were used to discover research being undertaken in this area.
Literature was also accessed that was personally recommended from direct

contact with individuals involved with adults with CHD. Regular electronic

searchers have continued throughout the study to identify new literature.

Searches revealed extensive literature related to surgical outcomes and
physiological sequelae; however limited information beyond the physical
aspects of mortality and morbidity for adults with CHD, further endorsed
the need for this study.

Background and structure of the literature review

The evolution of surgical techniques and potential for long-term consequences
being now more imminent makes the population of adults with CHD different
to children with CHD. Similarly, being younger, having a diverse disease
process that 1s unrelated to the risk factors generally associated with heart
disease, the adult CHD population are also different to other adults with
acquired heart disease. While commonalities between groups exist, adult
CHD was seen by some as a new cardiovascular subspecialty (Celermajer and
Deanfield 1991; Perloff 1991; Hunter 1997; Olley 1998; Gatzoulis et al 1999;
Grech and Savona-Ventura 1999). The British Heart Foundation (2003)
classified 56% of all heart conditions as coronary heart disease, and 5% as
CHD, which may account for the greater awareness of acquired heart disease.
However as the number of adults with CHD is likely to exceed the number of
children with similar conditions (Murphy 2003), the need for specialist

services was recognised.
There is growing interest in the psychosocial implications of chronic physical

1llness in children due to the ability to treat conditions which were once life

threatening (Eiser 1998). Until physical survival is ensured, emotional, social
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and spinitual needs might be compromised (Hymovich and Hagopian 1992).
Once physical survival 1s assured however, other psychological and social
aspects become increasingly relevant to enhance quality of life. Studies that
specifically examine these areas for adults with CHD are few, and reveal areas
that are unique due to the episodic nature of health care required. This
contrasts to the continuous nature of other chronic childhood illness, such as
cystic fibrosis. Physical, psychological and social aspects of living with CHD

will be used to structure the literature reviewed.

Physical aspects

The focus of literature reviewed in this section relates to the physical aspects
of CHD associated with adapting to life events. Literature exploring how
patients understand their CHD and the impact of hospital admission will be
considered. The contribution by patient education to ways in which CHD is
understood is included in this section as the focus of much information is on
anatomical and physiological aspects, especially if hospital admission is

required.

For patient education to be effective it has to be understood by the people for

whom it has been designed (Feudtner 2001). When a person considers they
are well, there may be no reason for them to seek patient education, and yet
understanding the implications of their heart condition, patients could develop
their ability to prevent avoidable complications identified by ACC (2001).
Studies to establish patients’ understanding of their heart condition were used
to make a case for greater resources to develop and deliver patient education

programmes (Kantoch et al 1997; Moons et al 2001a; Veldtman et al 2001).

Kantoch et al (1997) set out to assess the knowledge adult patients had of their
CHD, endocarditis risks and the need for antibiotic prophylaxis. Fifty
patients, aged between 18-60 years, attending an outpatient clinic completed a
two-part questionnaire. The patients’ understanding was corroborated by a

review of medical notes, and how scores were awarded was briefly explained.
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Results were presented as simple tables, however it was difficult to establish
how many patients had no knowledge of their CHD. This was important as
part of the discussion hinged on the ability of the adult with CHD to provide
informed consent; the outcome making a case for extra resources to develop a

patient education programme.

Moons et al (2001a) attempted to assess adult patients’ understanding of their
heart condition, treatment and measures necessary to prevent complications.
Four domains were assessed in this descriptive cross sectional study. These
were: the disease and treatment, prevention of complications, physical
activities, and reproduction. A questionnaire was developed from previous
studies (Kantoch et al 1997, Cetta et al 1999), and completed during
outpatient visits by sixty-two adults aged from 18-46 years of age. A range of
understanding across different areas was reported including: good

understanding in regard to treatment, dental care, and pregnancy. There was
reported to be less understanding of CHD, endocarditis risk or physical

activities, as well as poor understanding of the purpose of follow-up, and
symptoms of deterioration. The understanding of contraception ranged from
being good in regard to the oral contraceptive pill, and poor related to inter-
uterine devices. The poor understanding of the purpose of follow-up may
indicate being unable to appreciate the relationship between the different
aspects of their CHD. This may be an unreasonable expectation as Feudtner

(2001:174) considered that

‘Understanding congenital heart lesions is difficult and eludes many of

us who are unable to grasp abstract concepts or comprehend intricate
3-dimensional structures.’

Concern had been expressed previously (Miner 1994; Kantoch et al 1997)
regarding the ability of adults with CHD to understand risks of endocarditis
associated with routine activities such as dental care, ear piercing and
tattooing (Cetta et al 1999), and with Moons et al (2001a) reiterating the need
to further develop existing patient education programmes. The studies were
single centre, used questionnaire survey approaches (Kantoch et al 1997;

Cetta et al 1999; Moons et al 2001a), or provided an overview of infective
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endocarditis related to CHD (Miner 1994). Results reported a low incidence
of infections, yet recommendations were not made regarding the value of
antibiotics in preventing infective endocarditis. The reasons given include
insufficient data due to small sample numbers in the study by Kantoch et al
(1997) or the low return rate in that carried out by Cetta et al (1999). The
overall recommendations from these studies appeared to reflect health carers’
genuine concerns rather than encouraging patients to consider the

consequences of activities in relation to their heart condition.

The limited understanding that adults had of their CHD was of concern due to
the reduced contribution patients can make in sharing responsibility for
decisions regarding the management of their condition (Kantoch et al 1997;
Veldtman et al 2001). The adult patients’ lack of awareness and knowledge
may result from information originally having been provided to parents when
surgery was performed early in the child’s life. The majority of CHD 1s
diagnosed during infancy (Wren and O’Sullivan 2001) with 74% diagnosed
before one year of age, and 92% by age 4 years. As surgery for CHD
frequently takes place soon after diagnosis, the adult may be unable to recall
their surgery, and grew up unaware of details of their heart condition. This
lack of recall may explain what Homer et al (2000) called ‘pervasive denial’
used by children as a method of coping that explained them viewing
themselves as normal. Feeling normal may contnbute to the reported
ambivalence shown by adults with CHD to information provided by health
carers. Alternatively being normal may be as a result of only a minority of

adults with CHD requiring hospital admission (Somerville 1997).

The majority of health care for adults with CHD will take place in an
outpatient setting (CCS 1998; British Cardiac Society 2002), nevertheless as
the population grows to adulthood other non-cardiac health issues arise which
may require hospital admission. There is agreement that any surgical
procedure in most adults with CHD will carry greater nsk than in the general
population. Evaluation of an adult with CHD prior to surgery should be

undertaken, with surgery being performed where feasible, in centres where
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specialist expertise 1s available for adults with CHD (CCS 1998; ACC 2001;
British Cardiac Society 2002).

There is limited literature examining the non-cardiac in-hospital needs of this
group, although Kools et al (1999; 2002) outlined the life course of CHD and

focused on the impact of hospitalisation for cardiac reasons on adults with
CHD and their families. Gillis and Tong are collaborators on these papers;
both have contributed to other related studies, making the study a logical

development, although the focus can appear to be from a paediatric, rather

than an adult perspective.

The two papers report the findings from a study exploring psychosocial needs
of adult patients and their families using a grounded theory approach (Kools et
al 1999; 2002). Semi-structured interviews were carried out with thirty-four
participants: eight patients (22-40 years of age), nine family members, eight
paediatric nurses and nine adult nurses. Regardless of whether care was
provided in paediatric or adult settings, dissonance was reported which led to
confusion, distrust and dissatisfaction for all involved. Health carers reported
that patients did not conform to staff expectations of behaviour, and were

perceived as challenging by both adult and paediatric trained nurses. Patients

and family members reported health care staff having limited understanding of
either the physical condition (adult trained staff) or the psychosocial needs
(paediatric trained staff) of the adult patient.

The paper described normal practice, in the centre where the study was carned
out, of admitting adult CHD patients to the paediatric intensive care unit and
to adult cardiology wards (Kools et al 1999). This practice occurred 1n other
centres at that time, and may be due to the concentration of medical expertise
within tertiary centres, with medical staff providing care across the age range
according to physical need. Nurses in North America may also provide care
across the age range; however since 1990, nurse registration in the UK has
become adult or child specific (United Kingdom Central Council 1986),

making dual registration necessary to provide care for both adults and
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children. However in the 1970’s and 1980’s it was usual practice for infants
and children with CHD to be cared for in an adult intensive care unit. The

need for age specific settings was identified by Perloff (1999) and by the
Department of Health (1997a/b).

The thought provoking papers by Kools et al (1999; 2002) identified the need
to modify both adult and paediatric standards of care to include the

psychosocial needs of patients and their families as well as an understanding
of the different physical parameters for assessing adult patients in contrast to
children. The authors concluded that nurses should develop a comprehensive
knowledge of CHD in adults, including an understanding of how

independence is achieved in the presence of chronic illness.

The issue of independence reflects concerns identified previously regarding
the adults’ ability to participate in decisions regarding medical management of
their heart condition (Kantoch et al 1997; Veldtman et al 2001). Achieving
independence requires not only physical maturity but also psychological and
social development. Literature relating to psychological development will

now be reviewed.

Psychological aspects

Themes included in the literature reviewed under this heading include
normality, the dilemmas faced by patients and parents and psychopathology.
Two early qualitative studies, one published in a nursing journal (Doucet
1981), the other written by a nurse (Gantt 1992) were among the first to
explore psychosocial aspects of living as an adult with CHD. These studies
reported similar findings to later research, but were presented differently,
maybe due to writing conventions that existed at that time. These two early

studies will be reviewed now.

Gantt (1992) utilised grounded theory techniques, whilst Doucet (1981)

adopted an exploratory approach due to lack of existing research at that time.
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The sample 1n both studies was accessed through outpatient clinic visits and

data collected using semi-structured interviews. The purpose in both studies

was to explore the young persons’ experiences of living with CHD. Doucet
(1981) selected twenty-five people between 18-30 years; the theoretical
sample accessed by Gantt (1992) was thirteen young women with an age
range of 13-28 years. Reading these papers approximately twenty years later,
there were two matin aspects that had an impact on me. The first was use of
male terms to refer to the fourteen males and eleven females who took part in
semi-structured interviews (Doucet 1981). The second was the predominantly
numerical presentation of essentially narrative data (Doucet 1981, Gantt
1992). This was accompanied by an overall lack of detail regarding the
research approach that made it difficult to appreciate how themes had been
identified. Despite these limitations these early studies focused on aspects
that have only more recently been perceived as important by the wider health
care community. Perceptions of normality were identified as being important

and necessitated further exploration.

Feeling different to others was reported by samples in both early studies
(Doucet 1981; Gantt 1992) with childhood being consumed by their CHD as
well as fearing death and decreased life span. Doucet (1981) reported a fear
of hospitalisation. Hospitalisation is required when surgery is planned or if
investigation of physiological status 1s deemed necessary by the cardiologist.
Respondents did not consider cardiac catheterisation to be essential, this was
reported to be a traumatic experience, and often the first realisation of their
CHD. In contrast surgery was seen as essential and therefore better accepted.
Negative feelings of decreased life span or fear were considered to be more

prevalent in those people undergoing cardiac catheterisation.

Parents treated the child with CHD differently to siblings, being over

protective and reluctant to discipline them. The CHD affected relationships
with friends, with respondents perceiving they had more limitations on all

activities than normal siblings. The CHD was not discussed outside of the
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family; in fact not openly discussed by respondents with anyone (Doucet
1981).

Educational achievements were reported to be lower than the general
population; however, while career choice may have been restricted due to
CHD, most were employed (Doucet 1981). Concerns at the time of
publication, were thought to be typical for the age group, being work,
marriage and an enjoyable life. Some minimal concerns were expressed
regarding their health, the need for future surgery, deterioration or shorter life
expectancy (Doucet 1981). Reporting patients’ lack of understanding
regarding their heart condition, the lack of information regarding
contraception, pregnancy and risk to offspring, and difficulties associated with
body image specifically related to aspects of CHD, such as scars and cyanosits,
Doucet (1981) and Gantt (1992) preceded similar findings from later studies
(Kantoch et al 1997; Moons et al 2001a).

A subsequent study reported ten years later by Gantt (2002), exploring the
effect of CHD on mother-daughter relationships, indicated developments in
reporting qualitative studies. Greater detail of the research approach was
provided, with the report using data chunks to show how themes were
generated. The individual nature of experiencing life related to CHD was

demonstrated through conflicting reports of people feeling they were ‘caught

in the middle’ between having normal and not so normal lives (Gantt 2002:
487). Overall, while affected by their heart condition, people in the second
study had a more positive outlook than had been reported previously.

Normality was a theme that emerged from a paper that was instrumental in
commencing the research study that is the focus of this thesis, and used the

heading of dilemmas to report findings (Sparacino et al 1997).

Two papers from the same study reported the dilemmas of parents
(Sparacino et al 1997) and the dilemmas of adolescents and young adults

with CHD (Tong et al 1998). The purpose of the qualitative, exploratory,

descriptive study was to learn more about the subjective experiences of
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adults with CHD and their parents; the dilemmas and challenges they faced,
specific to their CHD, as they reached adulthood. A long-term aim of the
study reported 1n these two papers was, that through learing about their
potential needs, more specific support strategies could be provided. Eight

adolescent/young adults with CHD aged from 13-25 years and nine parents

took part in semi-structured interviews.

The intention to gain the patient and parent perspective is to be commended;
there were however questions regarding the study design, as to whether this
aim was fully realised. The interviews were carried out either in the
patient’s home or at their outpatient visit. The different venue was
determined by patient convenience; nevertheless there are significant
differences between the two settings that could impact on the interviewee’s
ability to engage fully in an interactive interview. The different venue may

not have been the only aspect that influenced the data collected.

When using a semi-structured interview to collect data, the interviewer is
considered to be the data-gathering tool (Kvale 1996). The use of more than
one nurse to carry out the interviews could result in a lack of parity despite
the use of an interview guide. Paediatric nurses may be experienced in
talking with parents and children but may have less insight into adult issues

raised during the interviews.

There was no explanation given of the selected age range with a wide
developmental span being covered; some issues may only become apparent
when the adult attempts to become financially independent of their parents.
Despite these concerns the dilemmas identified have a sense of authenticity
when compared with the results from Doucet (1981). The dilemmas
identified are of normality, disclosure, strategies for management of illness,
and the challenges of social integration/isolation, dependence/independence,

uncertainty, and strategies for coping. The dilemmas have the potential to

influence psychological health and well-being.
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Long-term psychological health was the focus of a Dutch multidisciplinary
study, the findings from which have been frequently cited since 1993. Five
papers from this study reported emotional and behavioural problems of
children, adolescents and adults with CHD (Utens et al 1993; Utens et al
1994: Utens et al 1998a; Utens et al 1998b; van Rijen et al 2003). This
series of <ns1:XMLFault xmlns:ns1="http://cxf.apache.org/bindings/xformat"><ns1:faultstring xmlns:ns1="http://cxf.apache.org/bindings/xformat">java.lang.OutOfMemoryError: Java heap space</ns1:faultstring></ns1:XMLFault>