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IPF

AND HOW IT MAY AFFECT

YOU

IPF=idiopathic pulmonary fibrosis.




Demystifying IPF

IPF is a rare, serious, and progressive
lung disease that makes it harder to
breathe over time. IPF can be difficult
for doctors to diagnose because its
symptoms are similar to other heart and
lung diseases, like chronic obstructive
pulmonary disease (COPD), congestive
heart failure (CHF), and asthma.

. . ‘ About 50,000 new
people are found to
- have IPF each year

IPF affects up to
132,000 people in
the United States

IPF is one of a large group of
conditions called interstitial lung
diseases, or ILD. Unlike asthma and
COPD, ILDs are restrictive conditions.
Scarring causes the lungs to stiffen,
making it harder for them to expand
while breathing.




Defining IPF

Idiopathic
(ID-ee-oh-PATH-ik)
means that the cause of
the disease is unknown

Pulmonary
(PUHL-mon-air-ee)
refers to the lungs

Fibrosis
(fye-BRO-sis)
means scarring

In other words, something of
unknown origin is causing the lungs
to become scarred.

IPF is a progressive lung disease
that advances over time, so the earlier
that treatment begins, the better.

6} Ask your doctor about available

treatments for IPF today




Your hardworking lungs
Normal breathing

¢ In healthy lungs, air passes through
your mouth and down to your lungs
into tiny air sacs called alveoli
(al-VEE-oh-lye)

e When you inhale, the oxygen (O2) in
the air passes through the walls of the
alveoli into the bloodstream. When
you exhale, waste gasses pass from
the bloodstream into the alveoli
and out of your body

Healthy
Lungs

e” O
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IPF and your lungs
Scars build up

¢ In IPF, the body’s repair processes
overreact to tiny injuries in the walls
of the alveoli and surrounding
lung tissue

e Special cells called myofibroblasts
(MYE-oh-FYE-bro-blasts) produce
too much scar tissue, which builds up
between the walls of the alveoli and
the blood vessels

myofibroblasts

Breathing with IPF

e The scar tissue interferes with the
flow of oxygen into the blood. As
shown in the IPF lung, when scarring
worsens, damaged alveoli form
cysts. Together, these cysts form a
honeycomb pattern in the lung
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Scar tissue causes
an increased loss
of lung function

People without lung disease naturally lose
lung function as they age, usually between
30 to 65 mL per year.

Patients with IPF may lose
3 to 4 times more lung function,
or 150 to 200 mL per year.

This is due to the accumulation
of scar tissue in the lungs.




<« Disease progression

IPF progresses

in all patients

It is not possible to predict how quickly IPF
will progress. Some people remain stable for
years, while others get worse more rapidly.

A
O—

Stable patient J/

Acute
exacerbations

a

Rapid

patient

progression

0P O

Time

Stable disease in which there
is very little progression

Slow-but-steady progression
Rapid progression

Acute exacerbation

Sudden drop in lung function
following acute exacerbation
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Acute exacerbations
accelerate disease progression

Acute exacerbations are very serious
because they can lead to a rapid decline
in lung function:

e Characterized by a serious and sudden
worsening of symptoms

e May occur at any point in progression

e May sometimes be the first indicator
of IPF

e Cause is still unknown

O

N\ _ I | N .

1 in 4 people with IPF may suffer an
acute exacerbation over a 3-year period




What happens during

an acute exacerbation

If you have one or more of the following
symptoms, call your doctor immediately:

)

Fever or
flu-like symptoms

Breathing becomes Worsening
more difficult cough
F S

In severe episodes,
trouble breathing
on your own

More than just “having a bad day,”
an acute exacerbation may lead to
hospitalization. Your doctor will determine
if you've had an acute exacerbation.




Diagnosing IPF
Risk factors

Although doctors are not sure what causes
IPF, they do know that some things can
irritate the lungs and may increase a person’s
risk for IPF. These risk factors include:

3
"
it

GERD (gastroesophageal

reflux disease), or frequent
heartburn—With GERD,
stomach acid backs up into

the throat. Some people may
breathe in tiny drops of this acid
which may damage the lungs.
The relationship of GERD to IPF
still needs to be determined

Genes
Genetic factors may
contribute to disease risk

Some viruses

including Epstein-Barr,
influenza A, hepatitis C,
HIV, and herpes virus

Environmental factors
including long periods of
exposure to asbestos,
inorganic dusts like silica,

or organic matter like bacteria
and animal proteins

Cigarette smoking




IPF signs
and symptoms

Some of the common symptoms that
patients with IPF describe include:

&
-
v

Shortness of breath

at first after activity, but
later even when at rest; fast,
shallow breathing

Dry, hacking cough
that does not get better

Gradual weight loss when
not trying to lose weight

Tiredness or just not
feeling well, including aching
muscles and joints

Clubbing—the widening and
rounding of the tips of the
fingers or toes




Testing for IPF

A number of tests are used to identify and
monitor IPF. Diagnosis is usually achieved
with HRCT alone, but lung biopsy may also
be needed.

HRCT

The scar tissue associated with IPF may
make the damaged areas of the lungs look
like honeycombs. Doctors look for these
honeycomb patterns using a high-resolution
computed tomography scan, or HRCT.
Usually this test alone can diagnose IPF.

= S ."
. Scar
tissue

Lung biopsy

If the doctor is still not sure after the
HRCT, he or she may order a lung biopsy
to confirm the diagnosis. During a lung
biopsy, the doctor collects small samples
of lung tissue which are examined in

a laboratory.




Here are some other tests that will be
performed during the diagnosis process:

Lung function tests

Lung or pulmonary function tests
measure how well your lungs work.
Spirometry is a test where you take
your deepest breath and blow as hard
and long as possible into a device. This
measures how much air your lungs can
hold and how fast you can exhale. Other
tests may be used.

Pulse oximetry
A small sensor is
attached to your
finger or ear. It
measures the
oxygen in

your blood.

Ask your doctor about your
pulmonary function tests (PFTs) and
forced vital capacity (FVC) reading.




Moving forward with IPF

There are positive steps you can take to
deal with how IPF affects your lungs and
your lifestyle.

Build a team

Having friends, relatives,
and doctors who care about
you is important to your
mental and physical health

Find a support group
A support group offers

a caring environment,
disease information, and
tips and advice on how

to stay healthy

(4

The upside to all of this
has been education.
The more you know,
the better off you are.”

—Evelyn N., San Antonio, NM
Diagnosed in 2015




These websites have valuable
information on IPF

pulmonaryfibrosis.org

patientslikeme.com

lung.org

lungsandyou.com

inspire.com

clinicaltrials.gov

To speak to someone about IPF and
request more educational materials,
call 1-844-IPF-ANDU (1-844-473-2638)
or visit lungsandyou.com
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BE PROACTIVE!

Ask your doctor
about available
treatments
for IPF today
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IPF INFORMATION e SUPPORT e INSPIRATION
Visit lungsandyou.com or
call 1-844-IPF-ANDU
(1-844-473-2638)
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