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Introduction

» Case study of a non-eligible patient and her journey
» Brief overview of family history and diagnosis

» Parallel planning

» Thoughts for staff
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M diagnosed in 2016 on newborn screening . Ineligible for modulators​
M , (8) was the middle child having both an older and younger sister.​
Along with this M had a level of learning disability, speech delay and had an EHCP in place. ​
Her educational level was about 3 years old, so her understating of what was going on was limited ​
A, (11) older sister is not affected by CF​
U,(4) is the youngest of the 3 siblings and also has CF ​
U’s health is often sub- optimal requiring IV anti biotics in hospital.​
Mum and Dad are cousins? ​
they have a very close and supportive extended family who have helped enormously over time with the extra needs of the children whilst ensuring that A also has her needs met and is not overlooked as she is a healthy child.


2023 - Stepping Up Support

» 3 monthly IVs

» Port, gastrostomy, physio vest

» Palliative care discussions started

» ? Transplant

» Advanced care planning discussions commenced
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By 7 
3 monthly ivs
Port gastrostomy, vest
Reached limits of medical care 
Due to learning needs difficult to treat.
Discuss ACPs on annual review each year so patients there aware of the concept 

She does not yet have an ACP although we would recommend this. The palliative care team are involved but she is appropriately receiving full active treatment. We are trying to balance her physical treatment needs with her social and learning needs and this balance should be the focus of ACP discussion. She has severe lung disease for her age, and treatment is necessarily limited by her understanding and ability to cooperate. We have discussed balancing intensive treatment with enjoying normal life.


Discussed with mum. 
Recommended her to think about it.




2024 - Escalation and Funding Challenges

» Niv for airway clearance

» Line infections - Port removed

» Individual funding request commenced
» ACP moved forward

» NIV overnight commenced

» Large Pnemothorax

» Decision made to stop active treatment
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Numerous line infection so decision made to remove port. With a plan to stabilise and then put in a new port.. Access became very difficult.
IFR complicated long process. Panel decides. Refused. Can appeal.
ACP work continued with a focus on end of life care


2025 - Transitioning to Comfort Care

» Palliative care continues at home
» No active treatment, no physio, no nebs and no antibiotics

» Rallied so MDT and decision made to use nebulisers and
physio

» Pain increased so subcut pain relief started
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Plan to get home following day.
Mum reports that’s she knew she would going home because it had been in the acp, and had been referring to it
Die within a couple of days
Stopped all treatment, spoke with palliative care team
MDT to discuss about restarting physio
Palliative care team daily 
Acorns hand prints prn 
Lots of family support
Died peacefully 10th Feb with family around her



Thoughts for staff

» Unsuccessful IFR what does this mean for sibling's future?

» How do parents maintain trust and communication with
the team after a tough decision?

» What’s the emotional impact when there are other family
members with CF? (2 cousins with same genes)

» CF-related deaths in childhood are rare now - which
means teams might feel less prepared for end-of-life care

» Last centre death was 2019 so emotional support and
processes in place for discharge are unfamiliar.

» This case showed just how important timely ACPs are -
they really help align care with family wishes

» Sibling
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Conclusion

» We’ve learnt lots, ACPs, IFRs

» Processes in place for end of life care

» Care of children not eligible a focus for our centre
» CF is not fixed for everyone
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