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Your treatment team

My IPF specialist nurse is…

My IPF doctor is…

My hospital is…

Nurse

Doctor

Hospital
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About this booklet

This booklet is to support the information from your 
IPF doctor or specialist nurse, and has different sections 
that may be helpful at different times through your 
IPF journey, including more information about IPF, how 
to manage symptoms and various treatment options. 
The contents listed on page 3 can help guide you 
through the booklet.

This booklet aims to help support you through your 
diagnosis and decisions about treatment, but of course 
it doesn’t replace any medical advice given by your IPF 
doctor or specialist nurse. Remember to always contact 
them if you have any concerns.

Roche has developed this booklet with the help of a 
panel of respiratory and IPF specialist nurses, to make 
sure it can be as useful to you as possible.
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What is IPF?

Lungs
IDIOPATHIC

means ‘unknown’ 
because the cause of IPF 
is currently not known

PULMONARY

means ‘relating to 
the lungs’ as IPF is 

a lung disease

FIBROSIS

refers to stiff scar tissue, 
which develops inside 

the lungs in IPF

We don’t fully understand what causes IPF. However, we do know that 
in IPF, tissues in the lungs become scarred over time, which as a result 
makes it difficult to breathe deeply. This makes it hard for your lungs to 
work properly.

Normal healthy lung tissue is soft and flexible, allowing you to breathe 
easily. In IPF, the lung tissue is damaged, becoming scarred over time.1 
This is called fibrosis.1 As IPF gets worse, scarring spreads through the 
lungs, which makes breathing more difficult. Once the lung tissue is 
damaged from progressive scarring, unfortunately it does not recover.1

The outlook for people with IPF varies from person to person, and it’s 
hard to know how IPF will progress, even after a diagnosis. For some 
people, the disease and its symptoms stay the same for months, 
whereas for others the symptoms can quickly get worse. These people 
might get what are known as acute exacerbations (times of severe 
breathlessness).

IDIOPATHIC Fibrosis
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Looking inside the lungs
Lungs
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Air sac
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the air sacs
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Oxygen
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Air sac

Blood vessel

Air sac Thickened
tissue

Scarring around
the air sacs

Oxygen

Oxygen

In healthy lungs, thin tissue in the lungs lets oxygen pass through 
into the body.

In IPF, fibrosis scars and thickens the tissue around and between the 
air sacs in your lungs. This makes it more difficult for oxygen to pass 
into your blood stream. Low oxygen levels and the stiff scar tissue 
make it hard to breathe.
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IPF at a glance
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Other conditions that are sometimes associated with IPF include 
gastro-oesophageal reflux disease, where stomach acid leaks into the 
food pipe; pulmonary hypertension (high blood pressure in the blood 

vessels supplying the lungs); and sleep apnoea, a condition that 
interrupts normal breathing when you sleep (this must be reported to 

the Driver and Vehicle Licensing Agency [DVLA]).5,6

In the UK, around 5,000 
people are diagnosed 
with IPF every year.2

Each person is different and it's hard to say
how your disease will progress.

If left untreated, around 50% of people with IPF may pass away within 
3–5 years of their diagnosis.5 Some treatments can impact the 
prognosis of IPF.

IPF often affects 
middle-aged and
elderly people.3

IPF is more
common in men 
than women.4

Tiredness Loss of appetite or 
weight loss

Persistent, dry and 
irritating cough

Shortness of breath (during 
physical activity to begin with, 
but can progress to happening
at rest)

Widening and rounding 
of the tips of the fingers 
or toes (known as 
clubbing)

Who it affects?

What are the symptoms?

Disease course of IPF

hmorris
Sticky Note
could the order be changed putting persistent cough next to shortness of breath?

trcyj
Sticky Note
Agree, could the order be SOB, Cough, tiredness then clubbing and loss of appetite
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What causes IPF?

Unlike other types of lung fibrosis that have specific causes, it’s not 
known exactly what causes IPF. However, a number of things may be 
linked with an increased risk of developing it:7

A family history of IPF or a genetic cause.

Cigarette smoking.

Exposure to gases, smoke, chemicals and dust from 
work in dirty conditions.

Other medical conditions including gastro-oesophageal 
reflux disease (where stomach acid leaks into the food 
pipe). 

Genetics

Cigarette

Exposure
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Making the diagnosis

The symptoms of IPF are similar to those of other common illnesses, 
such as asthma, chronic obstructive pulmonary disease and congestive 
heart failure. In order to confirm a diagnosis of IPF, doctors must rule 
out all known causes of these common symptoms, so it often takes time 
to do this. 

Diagnosis with IPF often needs the help of several different 
specialist,8 including:

• Chest physician
• Radiologist
• Pathologist with expertise in lung disease
• Thoracic surgeon
• Interstitial lung disease specialist nurse

Tests to help confirm IPF include physical examinations, testing 
lung function, blood tests, scans and surgical lung biopsy 
operations (taking a piece of lung tissue to examine).
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If you’re 
worried about 

anything, please 
speak to your 
IPF doctor or 

specialist nurse.

Keeping an eye on things

Your healthcare team will do everything to help support 
and keep an eye on you once you’ve been diagnosed. This 
involves asking questions, examinations and some regular 
tests.8

•  Breathing tests: several are used to measure how much air 
you can breathe out at one time compared with how much 
you can breathe in, and how well your lungs are absorbing 
oxygen. 

•  Exercise tests to check how far you can walk and how you 
feel afterwards. 

•  Lung check (listening): IPF produces a velcro-like crackle 
when you listen to the lungs. The IPF specialist will listen to 
your lungs with a stethoscope to see if they sound different 
from your last check-up.

•  Assessment of your oxygen need.
•  Blood tests.
•  Lung scan, to see if they look different from your last 

check-up.

Monitoring

You will typically be  
reviewed by your healthcare 

team every month to start with, 
then every 3 months to monitor 

your progress; however, this 
may vary depending on your 

particular situation.

hmorris
Sticky Note
Patients don't have CT scans routinely. Can the wording be changed to reflect that CT scans are used in diagnosis  and to evaluate a significant change in symptoms to help establish a cause for the deterioration and not for routine monitoring.

hmorris
Sticky Note
This should probably be the other way round Nurse then Doctor. Or even your main IPF contact (could be a pharmacist allied health professional)

hmorris
Sticky Note
Each specialist centre is different, this comment should reflect that?

trcyj
Sticky Note
could they say 3-6 months?

trcyj
Sticky Note
Specialist nurse other other healthcare professional?
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Life with IPF

As IPF progresses, you may find it gets harder to breathe. This might only 
affect you when you’re doing physical activity at first, but may get worse 
and start to affect you when you’re resting as well.

Some people experience acute exacerbations (times of severe shortness 
of breath) during the course of their disease.

As a result of having IPF, you may have an increased risk of:

Pulmonary hypertension 
(increased blood pressure in
the blood vessels of the lungs)

if so, you might be 
referred to an expert for 
treatment

Gastro-oesophageal reflux
(where stomach acid leaks out of
the stomach into the food pipe)

for this, you may be treated 
with anti-acids at the 
discretion of your doctor

Lung cancer
(seen in 4.8–48% of people
with IPF)5 

this would be treated by a 
specialist cancer team

hmorris
Sticky Note
Use the word assessment rather than treatment or before treatment?

trcyj
Sticky Note
Could lung cancer be placed after Pulmonary hypertension as we seem to more of that than lung cancer... ie more in common with IPF

trcyj
Sticky Note
assessment yes as not always treated
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Managing your symptoms 

Use these handy tips to help manage your symptoms. Your IPF doctor or 
specialist nurse may suggest working with a palliative care support team. 
They’re really good at helping you deal with your symptoms day-to-day.

Hold the fan 
6 inches away, around 

your nose/top lip

Try moving 
the fan round 

your face

Menthol lozenges can be helpful.

Coughing may be brought on when talking for a long time, so take 
it slowly.

Coughing

Breathlessness

Pace yourself 
and prioritise 
your activities

Use a fan to
help circulate

air in your
home

Use a handheld
fan around your
face to improve
your breathing

Have a chair
at the top of the 

stairs to rest 
when you get

to the topLeave your
clothes for the
day in an easy

to reach
place

Avoid
wearing tight
or restrictive

clothing

Have a stretch.
This loosens your 

neck, shoulders and 
ribcage, which can 
help make you feel 

less breathless

hmorris
Sticky Note
Ask your IPF team about any medication that might help?
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If you’re worried about anything, please speak to your IPF doctor 
or specialist nurse.

pillow too high pillow too low a good fit

Make sure your pillows support you properly.

Try relaxation exercises before bed.

Arrange your bedside to have everything you need within 
easy reach.

Sleep disturbances

Take things  slowly and give yourself time  to rest.

Regular exercise  and pulmonary rehabilitation can  help you feel 
less tired during physical  activities.

Keep a diary to  see if certain  activities make you particularly tired.

A healthy  diet of small  frequent meals  may help.

Try having  a nap after  lunch.

Tiredness

trcyj
Sticky Note
Some medications can worsen tiredness, speak to your IPF team for advice?

trcyj
Sticky Note
 again change to IPF team or healthcare professional??
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Things to try…

Exercise
•  Stay physically active – continue to exercise as directed by 

your IPF doctor or specialist nurse to stay as fit as possible.
•  Using ambulatory oxygen or fans may help your 

breathlessness, so you can stay active for longer.
•  Plan physical activities for the times of the day when you 

have the most energy.

Diet
•  Have a healthy balanced diet.
•  Maintain your ideal body weight. If you don’t know what 

your ideal weight is, discuss this with your IPF doctor or 
specialist nurse.

•  People with IPF often need more calories than usual. Try 
increasing your intake of calories by adding high-calorie, 
low-volume food such as cheese or avocado to your meals.

•  Try eating smaller more frequent meals. You may find it’s 
easier to breathe if your stomach isn’t so full.

Exercise

Diet

Living a good life with IPF

Living with IPF doesn’t mean you need to stop doing the things you 
enjoy. Planning activities in advance, especially if you need to take 
oxygen with you, and checking whether there will be problems with 
access can help you to get through the day without tiring yourself out. 
You can try lots of things to improve your day-to-day enjoyment while 
living with IPF.

trcyj
Sticky Note
Seek further  advice from your healthcare team on dietary adjustments?? 
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Out and about

•  Avoid crowds or busy times of day to reduce stress that 
could trigger breathlessness.

•  Avoid direct contact with people who have colds or flu as 
these can worsen your symptoms.

•  Plan travel to make trips as easy as possible, remembering 
to consider regulations for travelling with oxygen.

Helping yourself

•  Join a support group to meet people in a similar situation 
to you.

•  Practise relaxation breathing techniques including 
meditation or yoga.

•  Set yourself realistic goals for the week.
•  If you smoke, it’s advisable to quit smoking and avoid 

second-hand smoke. If you want help to quit, talk to a IPF 
doctor or specialist nurse or visit www.smokefree.nhs.uk.

Out and about

Help yourself
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Treatments available

There are a number of treatment options available that can help to slow 
down the progression of IPF, offering people the ability to remain active 
for longer and prolong life.8 However, it’s important to remember that 
current treatments don’t cure IPF or reverse the fibrosis of the lungs. 
Research is being done all the time to try and find ways to cure it. Your 
IPF doctor or specialist nurse will be able to advise you on your treatment 
options and discuss which is best for you. With all medicines there are 
side effects, but your IPF doctor or specialist nurse can help you manage 
these.

Don’t forget that 
symptom management 
strategies can be very 

effective, as well 
as specific IPF 

treatments.

Anti-fibrotic agents

Two medicines have been shown to be effective treatments for IPF. While 
they can’t cure the disease, they are proven to slow down the progress  
of IPF.

N-acetylcysteine (NAC)

NAC is a building block for an antioxidant found in the body and is 
sometimes used to treat IPF, as an imbalance between oxidants and 
antioxidants is thought to play a role in IPF.

hmorris
Sticky Note
This is not a recommended treatment and not provided by NHS, this should be made clear if it is included in the booklet.
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Oxygen therapy
Oxygen therapy (an oxygen tank you can move around with or 
resting/long-term oxygen therapy) may be recommended for 
some people with IPF to help make sure their blood contains 
enough oxygen, which may relieve breathlessness. This can help 
people to keep on doing the activities they enjoy for longer.9

Oxygen

Other ways to manage IPF7

AMBULATORY 
OXYGEN THERAPY
is usually offered to 

people if their oxygen 
levels drop during 

exercise, to help them 
to continue 

keeping active.

LONG-TERM 
OXYGEN THERAPY 

(RESTING OXYGEN)
may be offered to some 
people with IPF to help  
keep enough oxygen in 

their blood all 
the time.

How it works

Normal room air contains 21% oxygen. Breathing air that has a higher 
concentration of oxygen makes it easier for the oxygen to reach the 
bloodstream. Oxygen therapy can:

• Decrease your shortness of breath, especially with exercise
• Increase your ability to exercise 
• Improve your quality of life.9 

If you’re prescribed oxygen therapy, it’s important to use it the 
way your IPF doctor or specialist nurse tells you.

If you plan to go on holiday, you may need to speak to your IPF 
doctor or specialist nurse about a flight assessment to see how you 
travel with your oxygen.

If you’re worried about anything, please speak to your IPF doctor or 
specialist nurse.  A symptom management team could help you deal 
with your symptoms  day-to-day alongside any other treatments.

hmorris
Sticky Note
The word tank may be off putting. Oxygen "cylinder or concentrator?"

hmorris
Sticky Note
Need to mention that this is only provided after the patient is assessed and oxygen is recommended by their local oxygen team.

trcyj
Sticky Note
change wording to how it is prescribed? as not always ipf team who set requirements?
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Pulmonary rehabilitation
Pulmonary rehabilitation is an assistance programme. It usually 
comes as a package of exercise and education over a 6-week 
period. You’ll be supervised by a multidisciplinary team. It 
includes the following support:

•  Educational talks
•  Supervised and unsupervised exercise, which helps reduce 

the effects of inactivity and increases your exercise capacity, 
endurance and muscle strength

•  Social support 
•  Self-management training. 
Your healthcare team may also create a plan tailored to your 
abilities and needs for you to follow at home.

Exercise

Lung transplantation
If you’re physically healthy enough to undergo a major 
transplant operation, many doctors still consider this the most 
reliable option to treat IPF (5-year survival rates are above 50%).3 
However, there are lots of factors that need to be considered 
before this is recommended, and only a small proportion of 
people with IPF are actually eligible for a transplant. Your IPF 
doctor or specialist nurse can discuss these with you.

Lungs
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Make sure you use a support system

It’s normal to feel anxious, stressed or depressed when living with IPF.10 
Don’t bottle up these feelings. Support from friends and family will be 
great in helping you cope. Specialist nurses can also provide support by 
being there for you. They can help you understand any medical jargon 
and give advice that can support both you and your family or carer. You 
may be entitled to benefits due to IPF, which could help ease the stress 
of worrying about costs of living with IPF.

Other valuable sources of information and support are:

• Action for Pulmonary Fibrosis: www.actionpulmonaryfibrosis.org/ 

•  The British Lung Foundation: www.blf.org.uk/ or try the BLF helpline 
on 03000 030 555

• Breathing Matters: www.breathingmatters.co.uk/

•  The European Lung Foundation:  
www.european-lung-foundation.org/ 

• The Irish Lung Fibrosis Association: www.ilfa.ie/.

Your IPF doctor or specialist nurse may be able to advise what additional 
support is suitable for you and what’s available in your area. 

You may also find the following websites helpful:

• www.nhs.uk 

• www.patient.co.uk

• http://guidance.nice.org.uk/CG/Wave24/5.

If you’re worried about anything, please speak to 
your healthcare team.
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Support for carers

Carers need support too
When someone you love is ill, looking after them just seems like the 
natural thing to do. However, being a carer can become a job in itself. It’s 
important to look after yourself so that you can continue to care for the 
person living with IPF.

If you need someone to talk to, don’t hesitate to contact your doctor, the 
healthcare team looking after the person you are caring for, or a helpline 
like the BLF phone line (page 19).

Below are some charities that specialise in supporting carers.

Carers UK
Here to make life better for carers.

Carers UK Adviceline 0808 808 7777 can help with benefits and tax 
credits, carer employment rights, carer assessments and services 
available for carers.

Carers Trust
Carers Trust believe in a world where the role and contribution of unpaid 
carers is recognised and they have access to the quality support and 
services they need to live their own lives.

https://carers.org/

trcyj
Sticky Note
like this bit
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Notes/questions for my IPF doctor or 
specialist nurse

Try to make the most of this notebook to support you as you 
enjoy living life to the full with your IPF. There are lots of people 
available to support you – don’t be afraid to make full use of 
their expertise.
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Glossary

You’ll come across a number of medical words in this booklet. You 
can find out what they mean here, but again if you want to know 
more, ask your IPF doctor or specialist nurse.

ALVEOLI: tiny air sacs (one cell thick) in the lungs that allow the 
exchange of oxygen and carbon dioxide when we breathe. 
ASTHMA: a long-term inflammatory disease of the airways, where 
spasms in the airways of the lungs cause difficulty in breathing.
BIOPSY: removing a piece of body tissue for examination.
CONGESTIVE HEART FAILURE: heart failure caused when the heart is 
unable to pump enough blood to the body.
CHRONIC OBSTRUCTIVE PULMONARY DISEASE: a collection of 
lung diseases that includes chronic bronchitis and emphysema, causing 
difficulty with breathing mainly due to the narrowing of airways.
FIBROSIS: stiffening and hardening or scarring of tissue.
GASTRO-OESOPHAGEAL REFLUX DISEASE: where stomach acid 
leaks out of the stomach into the oesophagus, causing symptoms 
including heartburn.
HEARTBURN: a painful or burning feeling in the oesophagus.
OESOPHAGUS: a long tube of muscle connecting the mouth to the 
stomach.
PULMONARY HYPERTENSION: increased blood pressure in the blood 
vessels of the lungs.
RADIOLOGIST: a medical specialist who uses X-rays and radioactive 
substances to diagnose diseases.
SLEEP APNOEA: a sleep disorder where breathing is reduced or stops 
for more than 10 seconds.
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