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t is a good idea to speak to someone about the fi nal stages of your 
child’s life. Although this can be a very traumatic time, most parents 
say that this is something you should think about before you need to. 

You should expect your care team to be open and honest with you at this stage, 
if they believe that the end of your child’s life is approaching.

This can be a very diffi cult time for both families and their care team, and it can 
be hard for professionals to make a judgement. However, they should have your 
child’s best interests at heart, and they will be able to support and advise you 
as to what might happen.

If you have not yet thought about what you would like to happen at this time, 
you may wish to discuss your thoughts and feelings with the NPDG (UK) clini-
cal nurse specialist, your local healthcare team or hospice. They will provide 
support and guide you through the choices and options that are available. If 
you can plan ahead, this will give you time to consider your choices carefully, 
without being rushed into making diffi cult decisions immediately after the death.

As you and your family may be feeling emotional and vulnerable, it can often 
be diffi cult to talk about the choices and decisions you need to make. Try to be 
honest about your feelings at this time; if you would like a member of your care 
team to assist you, they will be willing to help.

What to expect
NP-C is a variable disease, and each person’s experience in the later stages will 
be different. You may suddenly notice that your child/loved one no longer does the 
things they used to do. Their head control and posture may suddenly get worse, 
as well as their ability to feed and talk, if they were old enough to do this before.

People with NP-C may have sleeping problems. They may stay awake for long 
periods of time at night, or sleep throughout the day. Mucus can collect at 
the back of the nose which can lead to snoring, but this won’t interfere with 
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breathing. They may also suffer from apnoeas: this is where the person seems 
to have stopped breathing for short periods of time, usually only a matter of 
seconds, though it can be alarming to witness. Breathing often resumes by itself, 
but if it pauses for longer than a few seconds then you can blow into the person’s 
face as this often stimulates breathing. Palliative care services should be able 
to help, including offering oxygen as an additional support, if this is required.

The affected person may also suffer from a deterioration in vision, due to the lack 
of normal eye movement cause by vertical supranuclear gaze palsy. The loss 
of eye movement causes blurring, and may contribute to sleeping problems, 
as sensing daylight and the dark regulates our sleep. You can talk to your care 
team about whether treatment with melatonin could help with this.

As the disease progresses, your child/loved one may get repeated infections 
which may require hospital admissions. They may need blood tests and X-rays, 
or a drip for antibiotics to help them get over this period. Alternatively it may be 
your wish to have the person treated at home without X-rays and technical inter-
ventions, in which case they can take antibiotics and have palliative care in the 
home. Whatever decision you make will be the right one for you and your family.

People with NP-C may suffer from pain, making them irritable and restless. Pain 
can be caused by a variety of factors, some of which (constipation, for example) 
are relatively easy to treat. If you are not sure what is causing the pain, or if you 
are worried, you can always speak to your care team or the NPDG (UK) clini-
cal nurse specialist.

Initially, giving regular doses of paracetemol can keep the person comfortable, 
but a stronger medication may be needed or required. Oramorph is a form 
of morphine that can be very effective, and if started in small doses will ease 
discomfort while having no effect on breathing, which is a common fear. Always 
consult your medical team before giving any form of medication that has not 
been prescribed specifically for your child/loved one.

It may be useful to make a note of the people you may need to contact at this time, 
including where to access out-of-hours advice and medication. If you are unsure 
about who to contact, talk to the NPDG (UK) clinical nurse specialist, or your GP.
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here are many practical and emotional issues for you to consider at this 
point. You will probably already have thought about your child/loved 
one’s eventual death and this is absolutely normal for those receiving 

a life-limiting diagnosis. You might already have clear ideas about the person’s 
wishes and the arrangements you will need to make.

Emergency care plan 
Your care team may develop an emergency care plan at this stage and this will be 
shared with all those involved in caring for your child/loved one. Remember – the 
plan can be reviewed or changed at any time, should you change your wishes. 
Copies should be kept with the person, and also given to others caring for them.

Your care team will talk to you about what may happen if your child/loved one 
becomes seriously unwell. You may have had thoughts about this – about how 
much you would like to have done for your child/loved one in the event of a life-
threatening acute illness or infection. It is important that you have the chance to 
discuss this with professionals before the event arises.

For example, you may feel that, should your child get an overwhelming chest infec-
tion that does not respond to antibiotics, you would then like nature to take its 
course, ie that your child/loved one will be kept comfortable and out of pain, but 
not treated with medicines/interventions aimed at curing the illness or getting rid 
of the infection. This may involve a ‘do not resuscitate’ notice (DNR), which can be 
discussed fully with your care team and can be changed or amended at any time.

End-of-life needs and wishes
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Unless you have discussed this with your consultant and have agreed to this 
plan, and put it in writing, this may not happen. If an ambulance should take 
the person to a hospital A&E department, and there is no care plan in place, the 
medical staff may do everything in their power to save the person’s life including 
invasive ventilation, which may or may not be in accordance with your wishes.

With a care plan in place, whatever your choices, feelings or wishes at this time, 
your care team will work with you to support you in achieving them, in an accept-
ing way. They will help you to address any doubts or fears you may have, and 
will respect your spiritual and religious values and beliefs at all times.

Further advice and information:
Association for Children’s Palliative Care (ACT)
Brunswick Court
Brunswick Square
Bristol BS2 8PE
t: 0117 916 6422
e: info@act.org.uk
w: www.act.org.uk
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Facing death

End-of-life choices: home, hospice or hospital?
During the last days and weeks of your child or loved one’s life you will want to 
spend as much time with them as possible.

At this time, it’s what is best for your child or loved one and your family that 
counts. You may wish to spend the last days of their life at home surrounded by 
family, or you may feel more comfortable spending time at your hospice. Many 
families value the hospice highly, as they have grown to know and trust the 
professionals who have cared for their child and their family over several years. 
Your care team will advise you of the options available, whether it is a hospice, 
a hospital or your home, but the fi nal decision is yours.

It may help to consider the following questions:

 • where would your child or loved one feel most comfortable 
 – is your preference home, hospital or hospice?

 • who would they like to be present? For instance, which 
members of your family would be there?

 • which, if any, professional would you like to be present?
 • if appropriate, who will look after your other children? It helps 

to have two options just in case one can’t be reached

Most people who have planned for the end are very glad that they did, as it 
minimised the distress that accompanies these sad days. Also remember that 
you never need to be afraid to change your mind. However much you have 
planned, when the time comes and you feel, for example, that you would prefer 
your child or loved one to be at home with you instead of at the hospice, don’t 
be afraid to say so.
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Following the death
Your care team will advise you as to what will happen in the time immediately 
following death. You can take your time to say goodbye, hold your child or loved 
one, brush their hair, bathe or dress them. You may want to make hand or foot 
prints, or to cut a lock of hair to keep. You might like to take a final photograph, 
play music, or just to sit quietly with them. You should not feel obliged to do 
anything at all – always consider what feels right for you and your family.

You may take care of your child or loved one as you wish in the period between 
the issue of the death certificate and the funeral. A member of the care team 
could help you with any arrangements that you wish to make. These include 
taking your child or loved one home, choosing a particular form of funeral or 
memorial service or arranging a funeral that you have planned before their death.

If your child or loved one has died at home you may wish to keep them with 
you until the funeral. Alternatively, you may feel more comfortable for them to 
be transferred to a hospice until the funeral. Sometimes other family members 
may have strong views about these issues. Asking for professional advice or 
information in that event may be helpful.

Will a postmortem be required?
Although your child or loved one may have been ill for a long time, and not be 
expected to recover, there may be a possibility of a coroner being involved after 
death. A coroner is a doctor or a lawyer who has responsibility for investigat-
ing deaths.

It is most likely that your doctor will issue the death certificate straight away. 
However, if for some reason they are unable to establish a cause of death, they 
are obliged to refer to a coroner, who may ask for a postmortem to be carried 
out. In this unlikely event, your care team will be able to explain the process 
and offer support.
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If your child/loved one died in hospital, you may be asked if you would consent 
to a postmortem, to help provide more information about NP-C and improve 
understanding of the condition in the future. In this case, it would be your choice 
whether to give consent.

Organ donation
As your child/loved one has had a long-term illness, it may not be possible 
to consider major organ donation. However it may be appropriate to discuss 
donation of tissues, such as heart valves or corneas (part of the eye). Many 
families do not realise that this is a possibility until it is too late, and may be upset 
that they have missed a positive opportunity. Organ donation can be discussed at 
any time with a member of your care team, or, if in hospital, a transplant coordi-
nator will be available to discuss your views on organ donation.
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Practical issues and where to fi nd support
Most families wonder, and sometimes worry, about what they will have to do 
when their child or loved one dies, wherever this takes place. There are only 
two legal requirements to fulfi l:

 • obtaining the death certifi cate
 • registration of the death

The death certifi cate must be signed by a doctor and should be given to you 
straight away in hospital, hospice or at home. If a coroner’s postmortem is 
requested, you will be given, or asked to collect, the death certifi cate at the 
coroner’s offi ce.

After receiving the death certifi cate you must register the death at your local 
registration offi ce within fi ve days. If you aren’t sure where the registration offi ce 
is, ask a member of your care team.

What now?
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Bereavement support

F ollowing death, grief is the natural process that helps you to deal with 
all of the emotions you feel when losing a loved one. These may include 
anger, frustration, guilt, sadness or relief. At this time you may wonder 

how or why everyday life is carrying on around you.

It is important to remember that grief affects everyone in very different ways. No 
one should ever tell you how you should feel – whatever you do or feel is likely 
to be ‘normal’. It will help to understand that each person has a different way 
of grieving and emotions can be variable, ranging from overwhelming despair 
to bursts of high energy.

Some people appreciate speaking to a dedicated bereavement counsellor, or it 
may be that you would prefer to talk to someone who has known you and your 
child in life. Others feel unable to express their feelings straight away. The NPDG 
(UK) staff are there to help, by phone or in person, as is your local care team.

Th e Child Death Helpline
t: 0800 282 986 (Mon–Fri, 10am–1pm and every evening 7pm–10pm)
w: www.childdeathhelpline.org.uk

This free helpline service is available to all those affected by the death of a child.

Child Bereavement Charity
The Saunderton Estate, Wycombe Road 
Saunderton, Buckinghamshire HP14 4BF
Support and information service (Mon to Fri, 9am–5pm)
t: 01494 568900 e: support@childbereavement.org.uk

The charity provides support and information to all of those affected by the death 
of a baby or child, including siblings who are bereaved. It also provides training 
for professionals who work with these families and children.
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Childhood Bereavement Network
8 Wakley Street, London EC1V 7QE
t: 020 7843 6309 e: cbn@ncb.org.uk
w: www.childhoodbereavementnetwork.org.uk

The Childhood Bereavement Network seeks to ensure that all children and young 
people in the UK can easily access high-quality local and national information, 
guidance and support to enable them to manage the impact of death on their 
lives. This service is also available to their families and other care-givers, includ-
ing professional carers.

The Compassionate Friends UK
53 North Street, Bristol BS3 1EN
t: 0845 123 2304 e: info@tcf.org.uk
w: www.tcf.org.uk

An organisation of bereaved parents offering friendship, understanding, personal 
and group support to other bereaved parents, their immediate family and friends.

Support in Bereavement for Brothers and Sisters (SIBBS)
Same address as the Compassionate Friends
t: 0845 123 2304 e: sibbs@tcf.org.uk

This project is run by the Compassionate Friends and provides a self-help 
support group for people who have suffered the loss of a brother or sister.

Winston’s Wish
4th floor, St James’s House, St James Square
Cheltenham, Gloucestershire GL50 3PR
t: Helpline 0845 20 30 40 5 e: info@winstonswish.org.uk
w: www.winstonswish.org.uk

A charity providing support to bereaved children and young people across the UK.
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