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Policy position statement 
Idiopathic pulmonary fibrosis (IPF) – 2018 
 

Introduction 
 

The BLF has recently published a report on improving interstitial lung disease (ILD) services across the 
UK – A map for better care: making effective care pathways for people with interstitial lung disease.  
The topic of this position statement, IPF, is the most common type of ILD. Our report therefore forms 
the basis of this policy position statement. See the report for further information on any of the topics 
covered below. 

The BLF recommends four central policy asks:  
 

• All patients should receive personalised treatment and support, allowing access to anti-
fibrotic drugs and referrals to tailored interventions, so they can manage their condition to get 
the best out of day to day life 

• Local ILD care networks should be established to facilitate collaboration across services to 
improve diagnosis and support for patients  

• ILD care pathways should be developed so that all patients have the opportunity to see 
specialist nurses and teams of clinicians, no matter where they live   

• Patient information should be appropriately collected and shared to improve service design 
and access 

 
What is IPF? 
Idiopathic pulmonary fibrosis (IPF) is the most common type of interstitial lung disease (ILD) – which is 
an umbrella term for various conditions that affect the interstitium, a lace-like network of tissue that 
supports alveoli.1 There is no known cause of IPF and, as of yet, no cure.  
 
People with IPF develop scarring, known as fibrosis, in their lungs, making it harder for them to absorb 
oxygen.2 Symptoms include breathlessness, a persistent cough and fatigue.3 About half of people 
develop finger clubbing, which is a change in the shape and curvature of the finger nails.4  
 
The causes of IPF are not fully understood.5 Unlike many lung diseases, there is no known link with 
smoking and no correlation with socio-economic status,6 although there have been some anecdotal 
indications of a genetic pre-disposition. 
 
Existing treatments do not stop or reverse IPF but they do work for some people in slowing progress of 
the disease. There are now two anti-fibrotic drugs – pirfenidone (Esbriet) and nintedanib (Ofev) – 
available proven to slow disease progressione, but these are currently only available when forced vital 
capacity (FVC) has already deteriorated.7 FVC measures the amount of air which can be forcibly exhaled 
from the lungs after taking a deep breath. Pulmonary rehabilitation (PR), a physical exercise and 
education programme designed for people with long term lung conditions, can help improve physical 
function and lessen the impact of the disease.8 Lung transplants can be an option, but the long waiting 
list and specific criteria mean this is only a possibility for only a small minority of patients.9 
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How many people live with IPF in the UK? 
Approximately 32,500 people in the UK have an IPF diagnosis.10 Around 6,000 new diagnoses are made 
annually. IPF is most frequently diagnosed in people between 71 and 80, with 85% of diagnoses made 
in people aged over 70.11 It is rare for people under 50 to be diagnosed.12  
 
Around 5,300 people die from IPF each year, which equates to around 0.9% of all deaths each year in 
the UK. 1314 
 
IPF can be difficult to diagnose for a variety of reasons. In part, this is because other causes of 
breathlessness (e.g. COPD and heart disease) are more common, and misdiagnosis is common as GPs 
are unlikely to see many cases of IPF. Diagnosis typically also requires the joint expertise of a 
multidisciplinary team (MDT).15  
 
What is the impact of IPF? 
There are 9,000 yearly hospital admissions for IPF in the UK, accounting for 86,000 hospital bed days.16  
Before pharmacological treatments became available, studies showed that people diagnosed with IPF 
often survived for around three years after diagnosis, with only 20% surviving for more than five years.17 
Outcomes are generally poor and symptoms can worsen quickly. Disease progression varies from person 
to person which makes it difficult to estimate how long someone will survive.18  

 
Progress in the UK 
 
IPF patients face many similar issues across England, Scotland, Wales and Northern Ireland. In each 
nation there are different ways that IPF services are being improved: h: 
 

• England – NHS England new ILD service specification published in 2017, with the establishment 
of a clinical reference group for specialised respiratory to support service commissioning.  

• Scotland – the Scottish ILD Group formed to informally discuss best practice ahead of the 
proposed National Respiratory Action Plan 

• Wales – a three year Respiratory Health Delivery Plan published in 2014, requiring people 
diagnosed with IPF to be managed through an MDT. This led to a marked reduction in the mean 
time from referral to MDT diagnosis from 19 weeks to 2.2 weeks. The Plan will be refreshed in 
2018 

• Northern Ireland – the Respiratory Framework for 2015-2018 set objectives for IPF care, 
including outlning that patients with IPF are to be under the care of an MDT. There is also a 
proposal to support the development of a NI Interstitial Lung Disease network  

• UK – the introduction of the British Thoracic Society (BTS) ILD Registry in 2013, which records 
data on various aspects of a patient’s IPF and sarcoidosis diagnosis and treatment. NICE clinical 
guidelines also published in June 2013, with a quality standard in January 2015 (applicable in 
England, Wales and NI) 

 
 

BLF policy objectives 
All patients to receive personalised treatment and support  
 
Timely and accurate diagnosis is essential for all IPF patients. Once the diagnosis is received, all 
patients should have a needs assessment for the services they require, before being offered a range of 
tailored interventions that have been commissioned in line with national guidance.  
 
Access to drugs 
NICE and the Scottish Medicines Consortium (SMC) should widen the eligibility criteria for both 
pirfenidone and nintedanib, enabling access for patients with a FVC of over 80%. We want all patients 
with IPF who can benefit from anti-fibrotic drugs to be offered them. 
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NICE only recommends prescribing pirfenidone and nintedanib only when the patient has a FVC of 
between 50%-80%, whilst the SMC recommends prescribing the drugs when FVC is less than or equal to 
80%.  However, patients should not have to wait until their disease gets irreversibly worse before being 
prescribed these life-extending drugs. Studies show that patients with lung function over 90% receive 
the same benefit from these drugs as patients with more impaired lung function.1920 Nintedanib already 
has regulatory appropal for use across all levels of IPF severity, whilst pirfenidone is approved for use 
in mild and moderate stages of the disease.  

We also want health care professionals to discuss and agree appropriate drug treatments as a patient’s 
disease progresses, and to give information to patients on available clinical trials. 

Pulmonary rehabilitation 
We want all patients to be referred immediately to pulmonary rehabilitation which is tailored to 
people with IPF. This is because PR is more effective when delivered early after diagnosis, where it 
can improve quality of life and scores on the six minute walking test for some patients.21 22 23 
 
All PR services should be commissioned in compliance with NICE guidance. Healthcare professionals 
should also be resourced to refer patients with with IPF for an assessment for PR, whilst providing 
patients with the information they need to understand the physical and educational benefits of the 
service.  

Lung transplantation 
We want all patients to be screened for lung transplant eligibility as soon as possible. The new 
national lung allocation system means organs will be available for those in greatest need first. Where 
patients are eligible, they should then receive a timely referral and assessment for transplant.  
 
Currently, lung transplants are rare. Only 188 lung transplants for all lung conditions were carried out 
in 2015/16, with 330 people on the waiting list.24 Low transplant levels have been attributed to donor 
shortage and to under-utilisation of viable lungs. Just 25% of lungs from donors are used for 
transplantation.25 26  To improve this, we recommend that:  
 

• Health care professionals discuss a lung transplant within six months of diagnosis 
• The utilisation rates of donor lungs are improved by sharing international expertise   

 
Oxygen therapy 
We want all IPF patients to be assessed for long-term, tailored oxygen therapy. If patients can 
benefit from oxygen then they should receive a full assessment in their own home. Assessments should 
take into account a person’s individual living circumstances, such as their choice of equipment and risk 
of injury.  
 
We also want IPF patients to have their smoking status recorded, and if they smoke, to be offered a 
referral to a stop smoking service. Smoking can worsen symptoms for people living with the condition. 
 
Palliative care 
We want patients to be offered a referral for individualised palliative care. This does not have to 
be offered only at the end of life. Palliative care is a set of services that are designed for people with 
terminal conditions. It offers patients and their families support in managing pain and other symptoms, 
as well as emotional and psychological support. It also includes end of life care. 
 
There should be a timely, clear and individualised pathway for all patients, which includes a wide 
assessment of needs. We want health care professionals to be given training, expertise and confidence 
to carry out palliative care assessments and have open conversations about end of life.  
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Prioritising patient-centred communication and care 
Throughout all stages of care and treatment patients should receive care, with dignity, compassion 
and respect. Key elements of this includes patients revieving appropriate information and 
communication through face-to-face conversations throughout their care journey, referrals for 
patients, families and carers to peer support groups – such as the 230 Breathe Easy support groups, and 
support to self-mange their condition.  
 
Local ILD care networks to be established 
 
Local ILD care networks are the connection and collaboration of all organisations involved in any ILD 
patient’s care. This includes GPs, social care services, specialist ILD centres and providers of PR. Local 
ILD care networks should be established to allow for collaboration in delivery of care for people 
with IPF. 
 
The three areas highlighted below show where ILD care networks would make a real difference: at the 
point of diagnosis, collaborative service commissioning, and training for healthcare professionals.  
 
Diagnosis 
People must be diagnosed in timely and accurately, and from this point onwards patients should have 
access to necessary services quickly. Diagnosis is made through an MDT because it involves the input 
of various experts, so local ILD care networks will ensure this expertise is readily available.  
 
The MDT approach for diagnosing and managing patients with IPF is considered the ‘gold standard’.27 
MDTs will vary, but typically consist of a consultant respiratory physician, a consultant radiologist, an 
ILD specialist nurse, and an MDT team co-ordinator. An MDT approach can establish a diagnosis in 76% 
of cases when prior diagnosis is uncertain, and successfully changes IPF diagnosis in 50% of cases.28 
 
Delayed IPF diagnosis leads to lower survival rates, whilst misdiagnosis costs our health services 
money.29  
 
Collaborative service commissioning 
Collaborative commissioning for ILD allows the services used by an IPF patient to be integrated more 
successfully. In practice, commissioners of specialist ILD centres should work with the commissioners 
of respiratory services to ensure that care is delivered in a seamless way across local areas.  
 
We ask that commissioners are given the time, knowledge and exptertise to work together through 
ILD care networks to commission services across people’s IPF journeys.  
 
 
Training and resources for health care professionals 
All healthcare professionals involved in the care given to IPF patients should be have specialist 
knowledge in IPF. We want improvements to information and training for health care professionals 
who work outside of specialist centres - such as GPs, commissioners and community care 
practitioners. This can be facilitated through an ILD care network.  
 
 
ILD care pathways to be improved 
 
Wherever they live in the UK, we want all people with IPF to have to access to high quality services. 
Every area in the UK  should ensure that there is a care pathway in place for people with IPF in their 
area. Governments should establish national frameworks for care pathways to reduce variation of 
services and experience.  
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Considerations when developing pathways should be how to reduce regional variation, how new models 
of service delivery can be integrated, and how to improve access to specialist teams and MDTs.  
 
For current care pathways diagrams in England, Scotland, Wales and Northern Ireland, see the BLF 
report A map for better care, pp. 15-18.  
 
Reduce regional variation 
Current ILD service frameworks rely on a small number of centres to cater for a diverse range of 
patients. Yet, travelling long distances with a condition as debilitating as IPF can become very tiring 
and overwhelming for patients and their carers. Research has found that centralising services can 
increase the practical and financial hardship of travel for patients and can be associated with delayed 
interventions - this is often more acute in less affluent regions.30 
 
We want all patients to receive specialist treatment and care in settings they can easily access. ILD 
specialist centres should be designed to factor in local needs, travel times and geography to ensure 
equity of access. 
 
Research, develop and introduce new models of service delivery 
We want further research into the efficacy of different service models for IPF. Hub and spoke 
models are one example, where there is one centralised hub, and number of spoke centres supporting 
it. This means support can continue to be delivered from a central point over a defined area, but 
smaller services are linked to create a larger network that is more sustainable and cost-effective. 
 
Improve access to ILD specialist nurses 
We want all IPF patients to have access to an ILD specialist nurse. We also want the role and remit 
of ILD specialist nurses to be standardised to decrease variation and ensure universal access to high 
quality care.  The BLF’s 2015 IPF patient survey found that only 39% of people reported they had 
frequent contact with an ILD nurse and 36% of people said they had no access.31  
 
Patients consistently rated specialist nurses higher than any other health care professionals in 
understanding needs, designing and implementing care pathways, obtaining patient feedback, and 
being transparent and honest.32 Additional research found that specialist nurses help reduce waiting 
times, lead to reductions in avoidable hospital admissions and reduce patient drop-out rates.33  
 
Ensure universal access to multidisciplinary teams 
We want all people with IPF, or suspected IPF, to have timely and accurate access to a MDT – 
including virtual MDTs. Payment mechanisms should be amended to ensure providers are fully 
reimbursed to cover the cost of MDTs and incentives are provided to improve outcomes.   
 
The BTS-ILD registry finds that the average time for IPF patients, from referral to first clinic 
appointment, is 7.6-10 weeks – worse than the majority of cancers.34 The majority of MDTs were 
conducted at specialist centres.35 
 
Ensuring transparent data and information collection, sharing and usage 
 
Data collection and sharing 
We want continue to improve data collection for patients with IPF.  
 
Data already collected through the BTS-ILD Registry – launched in February 2013 – is being used to 
facilitate the sharing of best practice, benchmarking against NICE quality standards and clinical audit, 
allowing centres to monitor and improve standards of care.36 Governments should offer support and 
investment to the BTS to develop the BTS-ILD Registry. We want trusts, commissioners and health 
boards with existing data collection capacity to participate in the BTS-ILD Registry; those that do not 
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should take steps to ensure that they can in the future, because difficulties in sharing data between 
health care professionals can delay care delivery. 
 
Transparency with specialist centres 
We want national health care bodies to publish a list of specialist centres, including details on MDT 
availability, ILD specialist nurses and nearby peer support groups. 
 
There is no official list of ILD specialist centres across the UK. This means patients and clinicians may 
be less aware of local services. An accessible and informative list of ILD centres would improve 
evaluation and measurement of service provision. Research by the BLF found that there are 29 
specialist centres. 37 
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