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Introduction:

Keeping this loghook has encouraged me to reflect on some of the more challenging
cases that | have managed over the past couple of years. These casas are drawn
from my work In a range of different settings including General Paediatrics, the
Emergency Department and sub-specialty areas of Cystic Fibrosis and Endacrinology.

Whilst the majority of cases are children that | have looked after at Starship Hospital,
some were seen whilst working at Christchurch Hospital. All were discussed with

and supetvised by —.Child Psychiatrlst at Starship Hospital.

In reviewing these cases some themes have become apparent to me. Oneis the
concept of chronic illness or disability as a major stressor for children and their
families. Although this group may be seen with a different focus in sub-specialty
clinics, they still suffer from common Paediatric problems and igis often these issues
that eause the most day-to-day distrass.

remembering first that they are a child living in th
the issues that they and their parents are most _::_ef
to that of their doctors.



Chronic lliness cases

Type i Dlabetes
Case summary - WA:

Problems:
1. Typeldiabetes
2. Maternal anxiety and adjustment

WA is a 3 year-old boy who presented in moderat@m’ﬁ‘mé‘?diagﬂosed with
type | diabetes aged 2 years and 6 months. Over the first 6 months his parents
carefully followed advice about blood sugar testing and dosage adjusiments. They
received routine initial education and intermittent follow-up with a diabetic nurse
specialist as well as 3 monthly medical reviews In outpatient clinic. His glycaemic
control had been excellent and he suffered no severe hypoglycagmic episodes.

Impact on family: W
I met the family in clinic 6 months after diagnosis and it was cl€&

contlnued to have a profound effect on family functlog His -"u

5‘- sugar was only mildly hypoglycaemic

she continues to regard this Shisodel as a “near miss” and fallure on her part.

WA’s father, a builge experienced significant anxiety In regard to his son’s
health. He had t2 Mng home from work at lunchtime and early afternoon
to see him. WA had i#0id sister who recently started school and her parents

described her as having{ecome increasingly demanding since WA’s diagnosis.

The weekend prior to clinic t was told that, for the first time, WA's father was given
sole responsibility for his care for 2 hours while his mother took the sister swimming.
The maternal grandparents also lived nearby and were willing to assist in looking
after the children but had not built up confidence in blood sugar testing and
injections.

Management plan:

My initial action was to offer encouragement and congratulate WA's parents on the
excellent job that they were doing. | reassured them that mild hypoglycaemic
episodes are common in toddlers, usually related to variation in appetite and level of
activity. 1 emphasized that the fact that WA had appeared pale and grumpy early
was actually good as it gave them the opportunity to intervene well before his sugar
became dangerously low. We reviewed management of mild and severe




hypoglycaemic events and | was satisfied that they had appropriate theoretical
knowledge.

We talked about ways to increase support for the family. Psychological input was
not acceptable to WA’s parents who said that they “weren’t crazy” and that they
wanted doctors and nurses to focus on WA, not them. WA's mother admitted to
feeling silly and worried that she would seem neurotic if she phoned the diabetic
nurses without a good reasan. We agreed to institute a weekly time where a specific
nurse would expect them to call and “check in” with progress. At one stage WA’s
mother had been in contact with another family of a diabetic toddler, but this
telationship had fapsed and she did not feel that it worth reviving. Unfortunately
there are no organised groups of parents of diabetic toddlers that meet in our area.

The parents acknowledged that the leve! of supervision WA's mother was providing
was not sustainable long-term. We talked about a step-wise strategy for slowly

leaving WA at créche — at first his mother woutd be there but g#ow the staff to check
blood sugars, then be there and observe the staff making d ased on these,
followed by taking time out altogether. | encouraged WA’s falR§ effend more
time looking after his son on his own, with the additio®g it \ftnis being that
his mother would then be able to spend more quaFRginT<g rdaughter In
future we would also hope to provide additionglftrainjlg foRWA’s grandparents and

other carers, but | felt that WA's father and g2 cRQUE

Discussion:

s to recognise this phenomenon as well as to be

aware that not aliffamil#% willffollow the same time-course of increasing confidence.
Although | believedSffat spgfialised psychological input would likely be beneficial to
WA's parents, | was retggglired that they were still making positive progress. My

strategy was to utilise time and to maximise existing supports for the family.

WA presented as an out-going and confident child. It is important for his ongoing
development that he be allowed a degree of independence. Créche or aursery
attendance is a way that a lot of toddlers build up sacial experiences and become
increasingly confident away from thelr parents. Similarly, his 5-year-old sister is also
going through a time of change in starting school. Although described as demanding
at home she was sald to enjoy schoo! and time with her Grandparenis. In the
interest of her ongoing sense of self and development it’s important that she too has
special time and recognition from her parents.



Type | Diabetes (ii)
Case summary —DP:

Problems:
1. Typel diabetes
2. Poor diabetic contro!
3. Lack of social support
4. Risk-taking behaviour

I met DP as a 15-year-old girl with poorly controlled diabetes. She was first
diagnosed with diabetes in 2003, aged 12 years. She went on o have several
~months of good control followed by an increasing HbA1c and several hospital
admissions with DKA. It was clear that she frequently missed doses of insulin and
hadiittle family support. DP and her family had repeatedly refused input from the
South Auckland adolescent team (Center for Youth Health) or a ¢linical psychologist.
Their reasons for this have not been clear aithough t believe tgffspgrt and time
commitment to be major obstacles.

considered most likely to represent a form of temFRy
Her HbAlc was 14.6% and the team had been i

like,

monitoring her blood s8@s

report her current overall mood as low and denied suicidal ideation. The school
nurse agreed that she seemed her usual self and remained engaged and Interested
In her usual activities.

Social supports:
it had been evident to the diabetes team from the outset that DP was expected to

manage her diabetes with very little family support. She comes from a Laotian
family and her mother has little spoken English. Her parents are separated and
mother re-married, so that DP lives with her mother and stepfather plus 2 younger
siblings. Her father lives overseas but she has good relationships with her two older
siblings (18 and 20 years) and their partners. Her siblings or the school nurse
generally brought her to diabetes clinic. Typically her mother did not attend.



Over the years there had been multiple family meetings and threatened CYPFS
involvement — resulting in short periods of maternal supervision of insulin injections
and improved control. DP nominated the schoo! nurse as the adult she was most
likely to talk to about problems.

Towards the end of her in-patient stay | arranged a further family meeting with DP’s
Mother, a Laotian interpreter, DP and the ward social worker present. Unfortunately
DP’s older siblings were not able to attend. DP and mother had had an argument
heforehand and DP spent much of the time crying and staring at wall. My intention
was to highlight the difficult position that DP was in and enlist support from her
mother. My impression was that this was not forthcoming.

HEADS assessment:

DP enjoyed school and was an average academic student who most enjoyed Engfish.
She was part of the top schoo! Soccer team and derived a great deal of pride from
this. She also had a small group of close girl friends that she rgf®d ypon. She was

who locks forward to the future.

Management plan;

ferm only. The diahetes nurggs regly $arly lialse with the school nurse but have had
difficulty i ln reachmg P T heygenmghtext messaging as a different, more acceptable,

in terms of DP’s medicyfare, the decision had been made almost from outset that
the best insulin regimen was the simplest. DP was thus managed on twice daily
penmix, with irregular blood sugar testing accepted. We were also fortunate as the
diabetic service recently began a combined clinic with the Centre for Youth Health.
This has been an acceptable way for DP to access the specialfsed skills of an
adolescent team. She left school at 16 years to work in a restaurant and has chosen
to attend this clinic most months.

Discussion — '

Diabetes control can often follow a stormy course during adolescence. Adolescents
who are forced to take independent care of their diabetes may “bumn out”. Thus the
team often places the adolescents on the simplest possible regimen and adopts a
short-term attitude of “damage control”. Adolescents typically see themselves as
invulnerable, experiment with risk taking behaviour and are not motivated by the
fear of long-term complications.



For DP | believe that anger, rebellion and denlal all manifest in missed insulin doses.
Part of my responsibifity to DP was to ensure her safety whilst continuing to support
het increasing independence. Her home situation may not be ideal and this
necessitates a search for alternative ways to support her, as outlined abave, She s
at a stage where the peer group often sets behavioural standards — which we tries to
utilise positively by educating DP’s close friends about diabetes. Diabetics have a
particular risk of hypoglycaemia with alcohol that her friends need to know about.

DP, as an adolescent with a chronic iflness and little family support, is at high risk for
depression. We were very cancerned to hear that she reported not caring if she died
and were careful to exclude depressive symptoms and active suicidal ideation at the
time. In addition, we were grateful for the ongoing monitoring of the Centre for
Youth Health team.

&



Cystic Fibrosis
Case Summary — MK:

Problems:

1. Cystic fibrosis (homozygous delta F508)
Pancreatic insufficiency
Moderate lung disease
Muttiple, prolonged hospital admissions
Chronic infection with Pseudomonas aeroginosa
Allergic bronchopulmonary aspergillosis
Poor nutrition despite gastrostomy tube
Short stature and delayed puberty
School avoidance

CENOU AW

MK is a 13-year-old boy with from Christchurch with cystic fibrogjs. | was closely
involved with his care during my run as the Respiratory Regis@fér. He had moderate
lung disease, with an FEV1 of 50% at best and FEF 25-75 of $§1%.gfls CE had also

i ed with Pseudomonas for some
%sd multiple prelonged hospital

and time consuming. He had been chronicai
years W|th deteriorating lung function and NN

ad always been very involved and
orked fuII-tlme ina chemlst and admitted

&G gasn’t great with overnight feeds. MK’s parents
separated when he wagfiin infant. He spent time over the weekend with his father
but was expected to look after himself there and his father had not come to CF clinic
for some time. He had no siblings.

My impression was that MK's mather had become burnt out from looking after MK.
We arranged soclal work review to assess and optimise financial and social supports.
| spoke to her with about making sure that she had time for herself, was eating well
and had some balance to her life. The CF nurse specialist spent some time with MK's
father reviewing his son’s needs and encouraging him to bacome more involved
again. This was especially important as MK was at an age where he tended to give
his mother a hard time and listen more to his father. We validated the idea that MK
should be encouraged to take control as able, and that it was OK to use Incentives to
motivate him.

Nutrition:



A major Issue was MK's poor nutrition, this despite gastrostomy placement several
years prior. It was clear that he was not compliant with overnight feeds. He said
that he strongly disliked them as he felt that the equipment interfered with his sleep
and worried about becoming tangled in the cord. He recalled with horror a night
shortly after the gastrostomy was placed when the site detached and he woke in
pool of fluid. :

Qur strategy was to accept his feelings and allow him to make choices. We felt
strongly that he should receive the full feed most nights (5 * per week), but
suggested that he sometimes have it watching TV in the evening (over 2-3 hours)
and sometimes at night (6-8 hours}). MK complained about the feeling of fullness
from having the feed run over a shorter period but his weight gain improved over
the following months.

Body image and mood:

MK was below the 3" centile for height and fully pre-pubertgj@fed 13 years. He was

admissions.

We had a medical discussion with MK and his rg&
height and variation in pubertal timing and dg

pwvell with a male psychologist
ss this,

School avoldance: _
During his in-patient stays M8

He was popular with the WarsiRkmges and they were very sympathetic towards hlm
We knew that he algf mi w lot of school at home when “unwell,” with his mother
finding k& difficul Jther he was actually too sick to go to school. He was
enrolled in the hosg Of system but put little effort into this and was struggling

with his schoolwork. 35 clear that high school was a scary place for him,
especially due to teasing from older students.

We were sympathetic to MK’s high school experience and again asked his
psychologist to help him with this. Strategies used included positive self-tatk and
helping him to come up with responses to teasing. Both his mother and the CF nurse
specialist visited the school to explain his illness and frequent absences as well as to
arrange support to catch up on missed work, His teachers were made aware of the
bullying he had experienced and the school counselor involved in this. We set some
hospital and home parameters for being too “unwell” for school, with the
expectation that after 2 sick days MK must come to hospital for review,

Discussion:
See next case



Cystic Fibrosis {ii)
Case Summary - AB;

Problems:
1, Cystic Fibrosis (heterozygous delta F508)
2. Pancreatic Insufficiency
3. Mycobacterium abscessus infection
4. Procedural anxiety

AB is a 14-year-old girl with Cystic Fibrosis, She had a background of well controlled
CF with mild lung disease and relatively few respiratory exacerbations.
Unfortunately, she presented with several months of increased wheeze and
deterlorating lung function tests. Serial sputum samples revealed Mycobacterium
abscessus, an unusual and highly pathogenic organism.

- She thus required significant intensification of treatment. Thi#*

unfortunately blocked. Her weight and nutritio
infection.

Impact on Family:
AB’s parents were initially very angry §&8up 0/qns ®
were considered by staff to be difficult {Rged®%ith and seemed to “blame the
messenger.” AB was an only chil R Thegry Sese to her mother. Our impression was
fTher reactions. She had a pessimistic

attitude to the treatments sui and expressed that they would be “too hard”
for AB. Her father wgg mo g of intervention.

We had several it AB’s parents. Initially we tried to encourage the
family — acknowledg well AG had done prior to this lliness and reassuring

them that there was n3#ing that they could have done to prevent the infection. We
also spent time explaining the significance of her infection - reviewing the changes
in her CT and lung function tests and sharing expert opinions as they became
available. We understood that their anger reflected their own feelings of guilt and
failure and discussed this with the key staff involved.

AB’s mother wanted to be the one to explain things to her daughter, which we
supported and | was in attendance for. We also spoke directly to AG, modeling a
more positive interpretation and getting her to reflect back the way she saw things.
The family accepted input from a clinical psychologist who offered additional
support.

Procedural anxiety:
At first AB’s main concern was around procedures. The nurse specialist spent time
with her and her parents discussing the equipment used in PICC lines, including




visibility and practical aspects of care. The play therapist also assisted with
relaxation, controlled breathing and visualisation techniques. Her PICC line was
inserted under sedation with her mother acting as “coach” and was well tolerated.

Nutrition: .
AB had always been tall and thin but had lost a considerable amount of weight with
her infection. She didn't like any of the supplementary drinks available and
complained of feeling too full to eat more. We discussed the possible use of a
gastrostomy for overnight feeds, but this was not acceptable to AB or her family.
Her mother expressed the opinion that we were already expecting “too much.”

The issue is not yet resolved — AB’s weight has improvement a little with a dietetic
plan but is not optimal. We understood and respected AB’s concerns ahout the
“mutilation” of her body and being different. We knew of severzl other local
adolescents with a gastrostomy and our plan was to arrange fogr meeting (wearing
masks) and to continue with further discussion about day-togf8y pgacticalities and
advantages.

Building strengths for AB:

utensils sha needed and also being present@ant person to talk fo at a time
when she felt relatively positive and \'*i;i- Ryed school and was eager to
attend during her in-patient stay. Her4f¥hgo! WasRural and took almost an hour to
get to from hospital. A plan was her® spend 3 nights a week at home
with school the next day and to Uddence work and art the other days.

Discussion:
There is no doubt thag g empeX and demanding illness. In my experience the
level of care needeghanc llicrease over adolescence, putting great strain on

(! [ @hts and their families thus need to adapt to a
iRditigh and increased care at the same time as developmental
Issues such as body im®8, peer relationships, sexuality, and planning for the future.
There is conflict between the adolescent task of developing personal identity away
from their family and enforced dependency for medical needs. Many of the
adolescents | worked with wanted to self-manage aspects of their care ~but
intermittently with varying degrees of success — and clearly parental supervision was
still required. | had a number of discussions with parents about the need to boost
and support age appropriate behaviour, e.g. time hanging out with friends,
responsibility for getting self to school on time.



Noonan Syndrome
Case Summary - EN:

Problems:
1. Noonan syndrome
Hypertrophic cardiomyopathy (mild)
Pulmonary artery dilatation
Dysplastic mitral valve
Asthma {mild)
Bereavement
Anxiety and panic attacks
Short stature

DN O U W

ENis a 14-year-old girl diagnosed with Noonan syndrome at birth, Her mother was
known to have the same condition. EN’s major medical compliggtion was cardiac
disease, in particular HOCM, for which she received cardiologfiollgy -up but was on

WRwvas an only child whose father
it and family. She had always

lived In Greece and moved in with her&ERug N &
] Mher 3 female cousins, who were of

had a close relationship with her
similar ages.

=) Yy imgs that could make her heart worse, worrled that
she was having a heugt atj@k when she felt panicky and was also embarrassed about
episodes occurring at s8ool and in public.

Bereavement: .

EN had had several sessions wlth a psychotheraplst after the death of her mother,
mainly to work thraugh her initial anxlety of dying In the night and the loss of her
mother. She generally got on well with her Aunt’s family and this was to be her long-
term home. Her Aunt encouraged her to he open about her worries and to talk
about memories of her mother. They were both often tearful when discussing her.

Anxiety and Panic attacks:

EN’s panic attacks began several months before | met her in clinic. They were
described as occurring without warning approximately once a week - experienced as
breathlessness, a racing heart, dizziness, coughing spell and often a headache. Her
family dealt with the episodes by letting her recover in own time. When they
occurred at school she sald she felt very embarrassed and went home. She




described feeling breathless after funning 50m or climbing stairs and was reluctant:
to partake in PE,

We arranged for an up to date cardiology review and exercise tolerance test — this
showed no significant symptoms or compromise at a good exercise workload. Her
cardiologist advised her that her exercise symptoms were most likely due to lack of
fitness and gave her guidelines for mild regular physical activity. She also had a
reassuring respiratory review and normal lung functian test.

Her cardiologist also arranged for psychiatric consult liaison input. Initial therapy
included relaxation training — breathing, guided imagery, muscle relaxation —and
cognitive behavioural therapy — with an explanation of the “panic cycle” and how
thinking affects feelings

Sleep difficulty:
EN reported difficulty getting to sleep as well as settling afteg

that she sometimes worried about death, but then often bggamd

|gh t waking. She said
ougd up about

some relaxing
ing to bed and waking
further advice from the

We discussed sleep hygiene and setting up a regu
wind-down preparation, no TV or stimulating 4§
at a regular time (even in the weekends). Sk

Discussion:

Anxiety is the most common psyRiieg g dis@gder in childhood and occurs in
approximately 5-18% all chilg flddigscents. As in our case, significant
impalrment in day-to-day fulltioniRe is unfortunately common. EN was exposed to

an extremely traumaticCvergmigggHe loss of her mother. This was further
complicated by ungéstandat@ concern for own health and the future given that she
shares the same @@ne Pcondi®ion and similar phenotype,

My strategy was first t@ather realistic and up-to-date information about her cardiac
status. | believe that the cardiclogy review and reassuringly normal exercise test
were extremely helpful to EN and her Aunt. From this they were better able to
differentiate the feelings that she experienced during a panic attack from true
cardiac symptoms. EN now has therapy to help deal with her feelings anxiety. |
expect this to be a long process for her and that ongoing family support will be
critical aver the next few years.



Developmental cases:

18g Chromosomal Deletion
Case Summary — 5S:

Problems:
1. 18qdeletion
2. Developmental delay
3. Hypotonia
4. Moderate-severe deafness
a. Bone conduction hearing aid from 9 months
5. Bilateral congenital medial tali
a. Surgical correction aged 15 months

55 is a 2-year-old child who regularly attends Endocrine growthglini
chromosomal deletion is rare and thought to affect 4 other gffl

Impact of diagnosis: .
55 is the second child to 2 high-aghievingWiolop®t parents. Her 18/40 scan revealed

bitateral clubfoot and borderline @eritRlor®egaly and she was referred to National
Women's Hospital for a mor§detalfgéfscan. No further anomalies were Identified
but her parents warned gf thig Jity of a chromosomal defect. They declined

syndrome.

5SS was reviewed at birtWand her parents provisionally reassured. Routine
developmental surveillance was provided through Plunket. In retrospect, 5§8's
mother says that she felt something was wrong by 5/12 - S§ was floppy, growing
poorly and not developing as fast as their 1% child,

The diagnosis was made aged 7/12, prompted by SS starting at day-care. Within a
few weeks of her starting the director warned the parents that she was concerned
about SS's hearing and arranged to visit them at home, She brought around a video
of S§ and other infants her age that clearly illustrated some delay. Her parents took
her to see a private Paediatrician who arranged investigations including the
karyotype that revealed her chromosome deletion.

They then met with a Geneticist. They recall being told that SS had no major argan
problems but was likely to have ongoing mental retardation, hearing problems and a
risk of autism. The message that they took home was that there was nothing that



they could do and they recall feeling devastated by this. They went on o conduct
their own research and came across the San Antonio chromosome 18 research
center — offering options and hope. :

General Development;
This is supervised by a Developmental Paediatrician. SS has moderate to severe

hearing loss which Is corrected to mild with a bone-conducting hearing aid. She
attends a local day-care and is considered to be a sociable, playful child without
autistic features. Her foot operations were completed aged 15 months and she
continues to need support to walk. She has weekly physiotherapy and her tone has
improved on growth hormone.

Current impact of family:
$S is the sacond of 3 children — with siblings now aged 6 years and 2 months. Both
parents generally work fulltime. It is usually SS's father who attgnds her
appointments and this entails time off work once or twice a . Her parents
retain a sense of guilt for not picking up on her problems e#i@§

with the Endocringgear and .‘;‘l 's Developmental Paediatrician. They now accept
that growth horf{gnegf gnot aleure for SS and has unproven results in the long-term,
but would not feel W@t the¥ were doing the best for her by ignoting the opportunity.

It s important for medical professionals to be aware that many parents will conduct
independent internet searches about their child’s condition. We should thus aim to
direct parents to reputable sites and offer to help to interpret the information found.
§S’s GH injections are well tolerated and expense manageable for the family and it is
a decision that her medical teams have been able to support.



Down syndrome
Case Summary —JB:

Problems:
1. Down syndrome
2. Bilateral cataracts
a. Lensectomies
b. Uses contact lenses
Moderate ASD
Type | diabetes
Transient myeloproliferative disorder
Ex-premature at 34 weeks

oUW

[ first met JB and family when she was diagnosed with Type | diabetes aged 9
months. JB has Down syndrome and multiple medical co-morbidities to which her
diabetic care has added a further layer of complexity.

As In the earlier case, | did not know JB's family at the time wh syndrome
was diagnosed but have had the opportunity to discus®ehis subsetf@ently.

Response to initial diagnosis:
1B’s Mother was 35 years old during her pregha
Routine scans were unremarkable and IB wa e

th sons aged 12 and 8 years.

and rejection — thinking “we & :
“too much for the boyg.” ™ gyreluctant to tell people about IB’s birth and
were surprised to t with p@sitive reactions rather than pity —in particular they
recall being told weréucky and that she was “a gift”. )

Medical progress:
1B required highly medicalised care for the first few months of her life, She spent 6
weeks in SCBU and had significant difficulty in establishing feeds. She required
intensive support from the Homecare nurses after discharge.

Bilateral lensectomies were also performed prior to dlscharge. 1B now wears dally
contact lenses. Her blood disorder has resoived. She will also require surgery for
closure of her ASD in the next couple of years.

Development:
JB is under the care of a Developmental Paediatriclan and accesses services provided

through Wilson Home. The team includes an SLT, physiotherapist and social worker.
Her Mother believes that her motor development is average for a Downs infant and
fanguage skills slightly advanced. They are able to provide her with lots of



stimulation at home and generally report feeling well supported and positive about
her progress.

Diabetes: :

JB presented to ED aged 9 months with what her parents thought was a viral iliness.
When they were told that she actually had diabetes they found it hard to accept that
she had a further serious problem. They were angry with the staff in ED and wanted
to take her home. B was left in hospital with the nurses on the first night of her
admission and this pattern continued throughout her stay - Grandma was there for
most of the day and JB’s parents came in for short periods only.

We were concerned about their response and reluctance to stay with JB and

Involved both iB’s Developmental Paediatrictan and the ward Social Worker. Both
spent a considerable amount of time helping JB’s parents adjust and were able to
reassure us about the level of care provided at home.

Her stay was longer than usual in order to ensure that both

JB was diagnosed with Down syndrorf€
her sons as top priority and felt ag
expense. The boys were initiafly BpSShip:
actively tries to normalise h
relating anecdotes from

. ®uldn't accept another child at their
frve come to “adore” SS. Their mother

JB’s parents say thaffthey hav@ moved from shock to acceptance and now feel glad
to have JB — thatQge jgffot neessarily harder work than other kids, just different.
They actively focus Sigthegfsitive ~ saying that “you must look for the light or you'll
getdepressed.” This alfistment has likely been made easier by her sunny,
affectionate and content nature. They are well supported by family and friends,

especially JB's maternal Grandmother.

Her parents report feeling sad about “lost things” — future opportunities for their
daughter that people generally take for granted. They dislike people staring at JB
and feeling as though they are pitied. Fortunately they have been able to discuss
their concerns in a relatively open manner with staff and parents at Wilson Home,
and have found that many others feel the same.

Discussion:

1B’s parents reacted with shock and denial to the news that she had Down
syndrome. They acknowledge great difficultly in moving beyond their preconceived
idea of having a handicapped child. This has been made easier by positive responses



from family and friends and the level of ongoing support that they receive. They are
also relieved by what now seems to be a positive impact on their other children,

As medical professionals | believe that one of the most important things we can do
for families like I1B's Is to encourage them to take things a step at a time — resisting
the urge to forecast too far ahead — and to remember to emphasise the positive
along the way.

At the time that | got to know the family JB had just been diagnosed with diabetes
and it was clearly very difficult for her parents to accept a further medical diagnosis.
It was a challenging situatlon to negotiate — we needed to ensure the care and
protection of JB foremost but were sympathetic and conscious of our need to build a
future working relationship with the family. It was extremely valuable to involve JB's
usual Paediatrician and the ward Social Worker, both to provide us with reassurance

that this was a family that were capable of dealing with diabetegand to assist the
family in accepting the news. @



Prader-willi Syndrome
Case Summary - IM:

Problems:
1. Prader-Willi syndrome
2. Short stature
3. Scoliosis
4, Challenging behaviour with very high anxiety

JM s an 11-year-old boy who regularly attends Endocrine growth clinic. He was
commenced on growth hormone therapy aged 5 years. He is also under the care of
@ Developmental Paediatrician and Child Psychiatrist.

His mother is very open about the difficulties they face. She Is heavily involved with
the Prader-Willi association and as wants to increase knowledggof the syndrome.

has just learnt
als - giving

SREhisNF e had poor Apgars at birth
and was admitted to the NICU where @@uggtifuedhto be floppy with feeding
difficulty. A formal genetic diagngsis of Rgdem@Villi made on day 10 of life.

. ohe had some experience of Prader-Willi
friend who was teased and treated badly at
er, she was given minimal information about

retrospect she says Sigat shf was fortunate to have her son diaghosed early as she
has met other parentsWho went through years of uncertainty and developed
patterns of overfeeding that were then very difficult to break.

At this stage she lived with IM’s father and his family. JM’s father “brushed over”
the diagnosis and she felt very alone in dealing with their child. The relationship
collapsed several months later. She then moved back in with her own parents who
were supportive and enabled her to complete her high school education.

Obsessive behaviour:

She has found the most difficult issue to be JM’s obsessive behavior. By 2-3 years of
age he spent hours each day involved in repetitive activities such as ripping paper
and playing with shoe laces. He became anxious and aggressive if not allowed to do
this and would wake at night wanting to pursue these activities. By 5 years of age his
Mother says that she had come to feel “trapped” and “isolated” by his behavior,




They were referred to Starship psychiatric liaison and JM started on Risperidone.
The medication made him less anxious and, given at night, Improved his nighttime
settling considerably. Aropax was added a couple of years later and unfortunately
led to a dramatic deterioration. He became aggressive and violent — breaking
furniture at home and threatening his parents and younger brother — and was
admitted to Starship for respite. The aggression resolved when Aropax was
withdrawn.

His Mather describes his current state as anxious and obsessive. He asks for
reassurance In the form of constant questions and his parents have to be careful to
give the same answers. They have learnt that he needs firm, consistent boundaries
and a regular routine. He responds to the use of time-out for tantrums. They
receive ongeing support from Marinoto House — JM has learnt refaxation techniques
hut his mother believes that the most benefit comes from his being on Risperidone.

many of the regular drivers refuse to drive him. This IS¢
and has even jumped out of moving taxis. This igPOTRACON

Weight management: '

IM has a healthy BMI of 17kg/m2. His¥EMagts Yor®hard to maintain this and apply a
simitar healthy eating regimen to Rk
afc iMpulse to acquire food. He is fed 5 small
meals a day at regular timesfind kifgg#'s thdt there is “no negotiating” for food in
between. Inthe past) ' @od from the rubbish bin, other children at
school and straight frg @ He is encouraged to be open about “sneaked

tely met with a calm, accepting response, with his next

JM’s body habitus changed dramatically with the introduction of growth hormone —
fat seemed to “melt away” over the first couple of years as his height increased from
the 1% to 25™ centile. As he became stronger he was also more inclined to be
physically active. He currently swims with a special needs group once a week and
has a netted trampoline at home.

Current impact on Family:

The household is busy and consists of JM, his mother (currently 25 weeks pregnant),
stepfather and 5-year-old half brother. Both parents work full time and IM’s mother
feels that it is essential for her to have the break of work time. They try to continue
with “life as normal” and go on family outings and holidays. These are often
disrupted by JM’s hehaviour. JM finds it difficult to play with other children and is
easily upset but plays well with his brother. Both parents feel highly protective of
him as a child with special needs.




JM currently receives a complex needs package from Taikura Trust. His mother
previously took the Trust to the Health and Disability Commissionar in order to
achieve recognition of his needs. They use his 28 days of carer support on recreation
and holiday programmes. It is an ongoing struggle to find suitable activities as many
providers are poorly equipped or unwilling to deal with IM’s behaviour. He has
respite for one weekend per month at Oasis Trust, a relatively new facility that

. specifically caters to able-bodied but behavicurally difficult children.

Discussion:

M has complex and difficult needs. His obsessive behaviour can be difficult,
disruptive and often unpleasant and is something that his parents have found far
harder to deal with then standard Prader-Willi issue of over-eating. They freely
acknowledge times of “crisis” aver the years and are pro-active in seeking assistance.

They have learnt to apply firm and consistent boundaries with ggnsiderable success.
It is likely that an important part of their ability to cope withdf is tbat they
understand that his behaviour is internally driven - and not Wangfelibgrately to
“wind up” or punish them.

They have a strong belief that JM is a valued megf/#™R ily and are
appreciative of his positive traits. They work alance between
meeting his needs and those of the rest of {afamgy — by continuing with “life as
normai”, work and family fife.

2®ple with special needs to be part of
o bowh medical services and the Needs
Baffte 10T her son. She takes an active role in
dger-Willi and hopes that in the future that

growth hormane will gontinEREscome more available to affected children.



Global Developmental Delay
Case Summary - SW;

Problems:
1. Globai developmental defay
Obsessive picking behaviour
Chronic non-healing forehead ulcerative tesion
tron deficiency secondary to above
QObesity
Type |l diabetes
Fatty fiver

NoupwN

SW is a 9-year-old girl who is well-known to the diabetic service. She has

developmental delay with a cognitive age of approximately 4 years and no unifying
diagnosis. She is cared for by her mother and attends a mamst gam class at school
with ORRS funding for 10 hours per week.

She has had a large ulcer present on her forehead for the last 2Qeapd This is unable

at her forehead leslon.
and twice daily by he J

Her mother had tried all sorts of behavioural and environmental strategies to
discourage picking (including stickers and positive reinforcement}. The picking is
particularly prominent overnight and SW wakes with her pillow and pyjamas soaked
in blood. Her mother generally wakes and showers and changes her at least once
per night.

Management strategy:

During her week as an in-patient SW was treated with oral antibiotics, overnight
vallergan forte and various attempts to increase the physical barrier to picking.
Unfortunately, Tubigrip balaclavas were easily removed and she did not tolerate an
orthotically fitted helmet. There was little improvement to the lesion over this time.

The psychiatric service suggested an intensive behavioural approach to be used at
home for several weeks. This plan included an instant reward (téy or story) in the



morning for SW keeping her bandage on. Her mother was advised not to shower and
change SW and to simply re-bandage her lesion In the night to avoid unintentionally
rewarding the behaviour. Unfortunately there was little benefit from this alone.

SW has recently commenced a trial of low dose S5RI, In an attempt to reduce the
obsesslve aspect of her picking behaviour. She will receive regular out-patient
review from the child psychiatric service.

Social impact:
SW's mother cares for her with the assistance of a sister. She has no other children

and has been unable to work as a result of the demands of caring for SW. She
receives a child disability allowance, carer support and 28 days respite per year but,
understandably, admits to feeling overwhelmed and worn down. We have applied
for further radical respite at the Wilson centre, whereby SW could receive overnight
nursing care for her wounds.

Discussion:

The forehead lesions have had a profound impact on SW and er's day-to-

day life. The picking behavior is likely to be mu!tlfact with a

component habitual motor action, a componen ompoenent related

to sensation (itching in a healing wound}, and rpettfated by the {negative) '

attention received for picking.
The behavior has proven remarkable @@ggntRo Mrervention and it is likely that a

the thedical staff involved, as evidenced by the

need to involve multiple teafls, andfhe issue remains to be resolved.



Behavioural cases:

Infantile Colic
Case summary — AK:

I met AK as a 3-month-old baby, brought into ED by exhausted parents with
inconsolable crying. They described at least a month of frequent, persistent crying
lasting for hours at a time, especially fate in the day. AK’'s posture and faclal
expression suggested to his parents that he was in pain and his parents felt unahle to
soothe him and concerned that he had a physical problem. His examination, urine
specimen and ECG were alf normal.

AK was the first child to a busy working father and relatively isolated mother. Thay
lived rurally and his Mother admitted to having little support. She had never been
depressed before but was concerned that she might be becomigh so. They were
also considering a switch from breast milk to hypoallergenigg®rmugs

Management: :
" My first step was to offer empathy and informatiogl ré

colic is a common and difficult problem that is
fortunately, resolves in most babies by 4 moptiy

They had already been given a lojgl o3 by family and friends and were
feeling overwhelmed. |acknowle ’fw. gl \We don’t know why some bables cry
more than others and that tifbre isQd deffnltwe fix. We taIked about posslble
modifications to his rougige. ¥ ¥

SgpegPwas to look after AK’s mother and strengthen her
supports. AK's Father pidnned to draw up a roster of available friends and family. |
advised AK's Mother to see her own General Practitioner to discuss the way she was
feeling. We talked about the importance of having a person to call if it all became
“too much” and the risk of shaking a baby.

Discussion:
Infantile colic is a normal but exhausting pattern of behaviour. AK’s parents found it
to be very demoralizing, especially because they were unabie to soothe him and
were worried that he had a physical problem. My management strategy was to
change the way they viewed his crying and strengthen their own coping
mechanisms, On phone review 2 weeks later AK's Mother reported a marked

. improvement, which may have either reflected the natural history of the problem or
their improved ability to cope with it.



Feeding Averslon
Case Summary - DK:

| met DK as a 5-year-old boy referred to General Paediatric Clinic with feeding
difficulty. He was the first child to Philippino parents and had been a difficult feeder
since the introduction solids. There was no evidence of oro-motor dysfunction or
reflux, Both hisheight and weight were around the 10" centile for age.

At home DK displayed strong food preferences and, although he would usually start
to eat, he then refused until physically spoon-fed by his Mother. His mother
reported that mealtimes were prolonged (up to an hour] and distressing and that
she often resorted to bribery with toys, DK had started school several months prior.
His teachers commented that he was a very slow eater but ate a similar amount to
the other children.

Management: _
We discussed the fact that DK was currently a @g

weight loss would not make him sick. 8 _
and that he will eat - as evidenced by his beRaMeur®¥ school — eventually.

We discussed the secondary gai entin that DK received by refusing food.
| suggested that she keep a reco ™ CRRiEdI®for her own benefit but should not
comment on this to DK. Thi %geight could be reviewed intermittently with
the family doctor. |

The basic strategy i at is@ussed was that of maintaining a pleasant, unhurried
mealtime routiné gh ave the opportunity to model the mealtime
behaviour of his pa Nome and other children at school, He should be offered

small servings of nutrits food, including at least ane of his favoured foods, and
then left to feed himself within imited time interval (initially 45 minutes, reducing to
30 minutes), The meal should be terminated if significant misbehaviour or a tantrum
occurs — with his mother advised to withdraw her attention. The same food or a
healthy snack could then be re-offered an hour later. | recommended that his
mother create a star-chart with rewards (watching a video, time with her doing
something he likes etc) dependant on mealtime eating.

We discussed the fact that he needed to receive positive attention for non-food
related behaviour, especially with a new sibling present in household. | made a
referral to Consult Liaison for additional support, as well as to look at other areas of
parent-child interaction.

When | saw him again in clinic 3 months fater there had been significant
improvement. He was no longer physically fed by his mother and mealtimes had



become much more relaxed. He had had an initial small weight loss with weight that
remained just below 10™ centile for age.

Discussion:

DK's mother was aware that she was supporting an unacceptable pattern of
behaviour but found the situation so distressing that she was unable to step outside
of it without significant support and reassurance. It was important to address her
feelings of DK's vulnerability to welght loss as well as her sense of failure as his
caregiver. Fortunately he responded well to a simple behavioural management plan.

ol



Overeating and Cbesity
Case summary — BB:

BB is a 13-year-old Samoan girl wha was | saw in Endocrine clinic for assessment of
obesity. She had been a large child throughout her childhood and increasingly
overweight over the past couple of years - BMI 34kg/m2 on initial assessment. She
had a poor pattern of eating {lots of junk food bought from the dairy, daily soft
drinks) and was not interested in exercise. Other family members were also
overweight with a strong history In the extended family of type || diabetes and
complications from this.

BB's parents were concerned about her weight and future health but BB herself
seemed ambivalent. On HEADS assessment it became clear that she was very
sociable and outgoing —school was OK, she liked TV and relaxing but mostly hanging
out with her friends from school and church. She had bean invglved with kapa haka
in the past and liked to play basketball with her friends. Shegfcogaised that she was
bigger than her peers and had experienced some teasing afRghgffl
“able to stick up for herself.”

Management:

and exercise for a healthy lifestyle. In regad@
family make an effort to eat more heaithily S
in the house. BB was given less acces4ig

encourages activity witi§l
Pacific Islander children.

When I saw BB 6 months fater she had a sustained weight loss of 2kgs. Her diet was
generally improved and the family more “health conscious.” BB was engaged in a
more active lifestyle and had a positive attitude towards this. | was very
encauraged, as | belleve it represented a significant, sustained effort on her part.

Discussion:

Childhood obesity is a growing public health issue. There is little evidence for the
long-term efficacy of any particular management strategy. Experts recommend a
behavioural approach embracing hoth diet and exercise. It is acknowledged that

making these lifestyle changes is extremely hard, and that most successful programs

involve the whole family with parents who are prepared to motivate and act as a
“coach” for their child.



Unfortunately, the majority of obese children that | have followed through clinics
have not managed to maintain their weight as successfully as this subject. | believe
that her success is likely attributable to great support from her family (who have also
committed to changing to a healthier lifestyle} and a generally positive self esteem.

The basic principles that | employ with obese adolescents are to involve families and
encourage activities that are appealing and relevant to them. Kidz in Actionisa
particularly successful program in our area. When | see adolescents | try to separate
their concerns from those of their parents. Adolescents need lots of feedback and
are better motivated by achievable, shori-term goals. When we discuss plans | have
learnt to ask them to reflect the ideas back to me to check both that they have
understood and that it seems realistic to them.

{5\3\



Preschool sleep problems
Case Summary — AG:

AG is a 3-year-old gir! referred to Paediatric clinic with sleep disturbance — hoth
bedtime struggles and persistent night waking. She was an otherwise healthy child,
reported by her parents to be tired and fractious during the day but with normal
development and growth. Bedtime was set at 8pm but was typically a struggle with
persistent requests for drinks of water, another story etc that generally continued
for more than an hour. Overnight AG woke approximately hourly and often secured
a spot in her parents’ bed. She eventually woke for the day at 0500-0600 and had a
2-3 hour nap during the day in her own bed.

AG's parents were both extremely tired. They recognised that there was a problem,
and had watched enough “Supernanny” to know that thelr responses weren’t
helping, but felt as though they lacked the energy to deal with igin any other way.
They were conscious that chronic sleep deprivation had had gfimyact on their
relationship and on general family life. AG had 2 older sibl; 7 gnd 10 years -

both good sleepers.
@ in toddlers. We
i and all need to learn to settle

Management;
My first step was to provide information aboug

discussed the fact that all children wake in e

themselves. Night waking can be made workeWy pRaiive reinforcement such as
prolonged parental attention and gai Ry &t IMgshe parantal bed

We planned a program forher b & a pleasant, calming bedtime routine
For AG this began after dinngy (ard ¥ pm) and involved bathing, changing for
bed and an agreed story. F &ls for attention were to be handled In a firm but
neutral fashlon noe put back to bed AG's parents were most

owed by silently putting her back. She was no longer
gts' bed, | advised them to expect a few really awful
nights followed by gra®@u# improvement.

On phone review several weeks later | found that she still had some night waking but
this was less persistent and she was more easily directed back to bed. Bedtime had
become a much simpler process. She was mostly achieving a 9-hour plus nighttime
sleep with improved daytime behaviour.

Discussion;

Sleep programs must be appropriate to the age of the child and acceptable to their
parents. Such programs need a firm and consistent approach and both parents must
be motivated and in agreement to apply them successfully. The difficulty that AG's
parents had was that they were so tired they did what seemed easiest night by night
and felt unable to do otherwise without guidance and support.



Sleep Walking
Case Summary - JH:

IHis a 7 year-old girl referred to General Paediatric clinic with sleepwalking. This
had occurred once or twice a week over several months, usually around midnight.
Her parents described her coming downstairs, apparently confused, on several
occasions and had also heard her moving around her room, They were very
concerned following a recent attempt to leave the house whilst sleepwalking. She
was an otherwise healthy child, well and full of energy during the day. There were
no recent stressors identified. Her father recalled sleepwalking as a child and thus
was mostly concerned with ensuring JH's safety.

Management:
| provided the family with information about sleepwalking, including an information

sheet from Melbourne Royal Children’s Hospital website. | reasgured JH and her
parents that sleepwalking occurs in nearly one third of health# ren, does not
indicate emotional or psycheological problems and that mosti ggow out of it
as their sleep patterns mature.

My advice was that JH maintain aregular sleep rgfting:

when found sleepwalking. | agreed that the@gos & portant thing was to ensure a
safe en\nronment speuﬁcally by clearmg th Biad rogm of objects that she could trip

R Rig bout sleepovers and the need to
discuss JH's sieepwalkmg so that gther paggntogen ensure her safety.

self-resolves. JH hersgli was sgvengaet the issue but not embarrassed on concerned.
| offered the familyg®me pradfical tips on making the house safe and dealing with
sleepovers.



Nocturnal Enuresis
Case Summary - LR:

LR is a 9-year-old boy seen in General Paediatric Clinic with primary nocturnal
enuresis. He had never been reliably dry at night and was wet on average 3-4 timas
a week. He had no problem with daytime wetting and had a regular bowel habit,
His neurological examination was normal. Previous investigations included a series
of urine specimens screening for UT and a normal renal ultrasound scan. The family
had tried restricting drinks in the evening and LR emptying his bladder just before
bed with limited success.

Bedwetting was causing significant distress and embarrassment for LR. His 13-year-
old brother teased him mercilessly about it and his Mother was clearly frustrated
with the problem. The older brother had a history of nocturnal enuresis that had
resolved aged 5-6 years. His Mother felt that LR was too oid to he wetting the bed
and Insisted that he change his own bed linen in the mornin was nervous of
staying over at friend’s houses or going to school camp, as orried that he
might wet the bed and be teased by his peers.

Management:

My first step was to offer reassurance about hgd
group. Iexplained that bedwetting affects ga

of children at age 10 and has
eYqforced the fact that this is not

ight and ! was able to quickly enroll him in the
wtchurch Hospital this is run by a Nurse

LR had some difficulty waking to the alarm and initially needed help from his mother.
However, by 8 weeks {of which 2 weeks were alarm free) he was reliably dry.

Discussion:

Enuresis can have a huge impact on a child’s self-esteem and limit thelr social
interactions. The consequences for the child can vary a lot depending on how the
family perceives and responds to the problem. Simple information about the
condition provides considerable relief to families and may be all that is required.
Behavioural treatment with an enuresis alarm requires motivation on the part of the
child but can be highly rewarding.

(n contrast to this, | recently saw a 12-year-old diabetic boy (HT) in clinic with
secondary enuresis. His glycaemic control was very poor, especially overnight when
he tended to “raid the frjdge” and snack on sugary foods and drinks that he wasn’t



normally allowed. His family was very angry about this behaviour, which they
perceived as deliberately oppositional and felt unable te control. HT was
embarrassed about wetting the bed and tended to conceal it by leaving wet sheets
on the bed and bundling wet clothes into his closet. This was also very frustrating
for HT's parents, as they had had to buy 2 new mattresses and replace clothes,

My approach to this case was very different, as [ believed that the primary problem
was difficulty that HT was having in accepting the diagnosis of diabetes, and poor
family relations as a result of this. | referred the family for psychologist input

through the Starship Hospital Consult liaison team.





