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WHAT IS SICKLE CELL DISEASE?

Sickle cell disease (SCD) refers to a group of
genetic conditions in which the sickle cell trait
is inherited from both parents.

Hydroxyurea in Treating
Sickle Cell Disease

Key characteristic of SCD is the malformation
of red blood cells to a ‘sickled’ shaped cells
rather than normal circular red blood cells.
This has a detrimental effect on the body’s
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WHAT IS A HYDROXYUREA?

Hydroxyurea, also referred to as
Hydroxycarbamide, has been used in the
treatment of SCD since the 1980s. It has been
approved by the TGA for use in children as
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HOW DOES THE DRUG WORK?

Hydroxyurea has multiple mechanisms of
action in sickle cell disease:

e The drug induces fetal haemoglobin, which
increases the size of the red blood cells
and keeps them rounder and more flexible.
It also reduces the production of certain
immune cells such as neutrophils as well
as immature red blood cells (reticulocytes)
and platelets. This is important, as higher
white blood cell counts have been
associated with higher morbidity and
mortality in sickle cell anaemia.

* Neutrophils and reticulocytes promote the
occlusion of blood vessels through
adhesion to the vessel walls. Reducing the
concentration of these cells is important in
reducing clot formation which is associated
with a range of complications in SCD
including stroke, organ damage and pain
crises.

e The drug increases the average volume of
blood cells in our circulation. This helps
with hydration and reduces haemolysis as
well as sickling of the red blood cells,
improving blood flow to important organs.

Benefits to sickle cell patients

Hydroxyurea reduces complications caused
by SCD and increases life expectancy for
people with SCD.

The drug reduces the incidence of:

e Pain crises
» Episodes of acute chest syndrome
Blood transfusions
Hospital stays
Organ damage
Stroke

Risks and side effects

Hydroxyurea is a safe treatment, that has
been approved for use in adults and children
by the Therapeutic Goods Administration in
Australia, as well as the Federal Drug
Administration in the US.

Most people who take hydroxyurea have few
side effects, however mild side effects may
arise such as:

e mild hair loss or thinning

» darkening of the fingernails

e mild nausea

More serious side effects are very rare.

If you experience any new symptoms after
taking hydroxyurea or have concerns about
how it will affect your fertility, consult your
doctor.
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Who should take hydroxyurea?

Hydroxyurea can improve management in
people with any form of sickle cell disease.
This also includes people who do not have
severe symptoms.

Different types of SCD respond different to
the drug. For advice on what treatment is
best for your type of SCD, please consult
your doctor.

Experts strongly recommend hydroxyurea
for people with:

¢ Sickle Cell Disease Type SS

e Type Sickle Beta Zero Thalassaemia

Extensive research has proven the drug to
be highly effective in people with both
these types of sickle cell disease.

Taking hydroxyurea

Be sure to follow the recommended
prescription ordered by your doctor, and to
take the medication every day. Setting an
alarm or organising a pill box can be a
good way to keep track of your
medications.

Check with your doctor or pharmacist
before taking other medications alongside
hydroxyurea.

Check your blood count regularly to
observe the changes and effects of the
drug. These tests will check the
haemoglobin levels, the size of your red
blood cells and your neutrophil count.
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