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Introduction
Dear patients, family members and caregivers,

The goal of this book is to help you to better under-
stand a disorder called “pulmonary fibrosis”.

We will explain medical tests that you may need to work 
up this condition. 

At the end of the book, there is space for you to write 
down any questions you may have. Please take a  
moment to go over this book with your doctor or health 
care provider and discuss any questions or concerns.

There are also more specific books available on diseas-
es such as Idiopathic Pulmonary Fibrosis or Inter  stitial 
Lung Disease in Systemic Sclerosis. Please ask your 
doctor about this if you feel like you need more detailed 
information on your specific condition.
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What does pulmonary fibrosis mean?

Pulmonary is the medical term for your lungs and 
“fibrosis” means scarring.

Pulmonary fibrosis can occur in a group of illnesses 
called interstitial lung diseases (ILDs). Interstitial lung 
diseases affect the interstitium, meaning the tissue 
and space around the alveoli in your lungs. They can 
cause scarring and inflammation and make the lung 
tissue stiff.

When the lung tissue hardens, it becomes more 
difficult for the lungs to move when breathing. As the 
tissue around the alveoli thickens, it becomes harder 
to exchange oxygen (O2) and carbon dioxide (CO2) 
across the alveoli wall. 

We will be describing where the lungs are located and 
their function in more detail in the following pages.
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Where are the lungs?

Lungs are spongy air-filled organs located on either 
side of the chest. The heart sits between the two lungs.

As we breathe air in through our nose and mouth, our 
lungs inflate like balloons. The lungs get bigger as air 
fills all the deep spaces in the lungs. When we breathe 
out and air leaves our lungs, they become small again.

Nose and mouth are connected to the lungs through 
a series of tubes, beginning with the windipe called 
trachea. The trachea branches into bronchi, which take 
air to the right and left lungs. 

In the lungs, the main bronchi branch into smaller 
bronchi and even smaller bronchioli which end in very 
small air sacs called alveoli.
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How do the lungs work?

The lungs are important organs that cycle air in and out 
of the body. When we breathe in, oxygen (O2) enters 
the alveoli. Alveoli are surrounded by blood vessels. 
These blood vessels can take up the O2 that we breathe 
in and carry it to the cells in the body. All cells in the 
body need O2 to survive.

The lungs also remove carbon dioxide (CO2) from 
the body. CO2 is made by cells as a waste product. It 
passes from the blood vessels into the alveoli where 
it can be breathed out as a gas. Too much CO2 in the 
body is not healthy.

The air we breathe is sometimes polluted. Our lungs 
also work to remove dirt and germs from the air.
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How common is pulmonary fibrosis?

ILDs are a group of not well understood diseases with 
generally unknown causes, it is very difficult to say 
exactly how many people are affected.

Estimates say that between 0.6 to 7.6 in 10,000 people 
have certain types of ILD. Only a proportion of those 
patients might develop pulmonary fibrosis.

Some people with ILDs might develop pulmonary 
fibrosis that can be irreversible and might get worse 
over time. This worsening behaviour sometimes is 
called “progressive fibrosing ILD (PF-ILD)”. 
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What causes pulmonary fibrosis?

Most of the time the doctors cannot tell you for sure 
what exactly caused your pulmonary fibrosis. When the 
cause of pulmonary fibrosis remains unknown, it is called 
“idiopathic”. Some factors have been associated with 
higher risk of developing pulmonary fibrosis, such as:

• Occupational and environmental factors:  
intense exposure to e.g. silica, asbestos, dusts

• Radiation treatments: e.g. for lung or breast cancer

• Medications: some chemotherapeutic or anti-
inflammatory drugs, antibiotics, heart medications

• Medical conditions: autoimmune diseases,  
e.g. systemic sclerosis, rheumatoid arthritis, 
myositis, systemic lupus erythematosus, sarcoidosis
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What are the symptoms of pulmonary fibrosis?

At first, people with pulmonary fibrosis can have no 
or only mild symptoms. If the pulmonary fibrosis gets 
worse, you may have one or more of these problems:

• difficulty breathing or shortness of breath

• dry cough

• feeling tired

• a bluish skin color (cyanosis)

• changes in the shape of your fingertips and 
fingernails (clubbing) 

• poor appetite and weight loss
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How is the function of my lungs tested?

To check how well your lungs work, you will need so called 
lung function tests. Some tests involve sitting in a large 
glass box while breathing through a tube. Other tests 
can measure O2 in your blood via a sensor or through 
a blood sample:  

• Spirometry: A machine measures how much air your 
lungs can hold and how quickly you can cycle air 
in and out. People with pulmonary fibrosis  have a 
harder time filing their lungs and usually have smaller 
lung volumes. We call this a restrictive pattern. 

• Diffusing capacity measures how well O2 and CO2 
are exchanged over the alveoli wall. In people with 
pulmonary fibrosis this exchange does not work 
properly. 

• Pulse oxymetry:  the amount of O2 in your blood can 
be measured with a finger sensor.

• Arterial blood gas: a blood sample usually taken from 
the wrist to measure O2 and CO2. 
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What is a CT scan?

Computerized axial tomography (CT or CAT scan) uses 
a computer to combine X-ray images taken from many 
different angles. The result is a cross-sectional picture 
of your body’s insides. A high-resolution CT scan (HR-
CT) creates especially detailed images. It can be very 
helpful to show changes in your lung tissue.

A CT scanner is a large machine shaped like a donut. 
During the test, you will lie flat on a table. The table 
slides through the opening, while the machine creates 
many X-ray images. The CT scan usually just takes a 
few seconds and is painless, but the machine may 
make some noise.

A CT scan can detect changes in your lungs that suggest 
pulmonary fibrosis.
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What is the possible management plan?

Depending on the underlying disease condition asso-
ciated with your pulmonary fibrosis, your doctor may  
recommend:

• Medication

• Pulmonary rehabilitation to help you learn to 
manage your symptoms (this might include exercise 
training, breathing techniques, nutrition counseling, 
support group)

• Supplemental oxygen to help keep your oxygen 
levels at a healthy level

• Lung transplantation

• Clinical trials: it may be possible to join a research 
study that tests a new medicine for treating 
pulmonary fibrosis

Lung transplantation



Medication
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Will my lungs get worse?

Pulmonary fibrosis is a permanent condition but may 
be rather stable; in other cases it may worsen over time. 
In some patients the lung scarring keeps worsening 
despite treatment.

Changes in your symptoms can indicate that your 
disease is worsening.  Talk to your doctor about your 
symptoms and mention any changes you may notice.

A good doctor-patient relationship will help you to build 
a partnership. You have done an important first step 
by educating yourself about the disease. Ask questions 
that you may have and let the doctor know if you have 
concerns. Good communication will help you achieve 
the best health outcome.



10 Conversation with the doctor
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When should I see my doctor?

Call your doctor if you notice any changes or have any 
concerns you would like to discuss. In addition, please 
seek medical help right away if you have any of these 
warning signs:

• Unusual trouble breathing or shortness of breath

• Pain or pressure in your chest

• A cough you cannot control or coughing up blood

• Unusual weakness 
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Questions for My Doctor:
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