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What is haemophilia?

Haemophilia is an inherited condition that affects blood clotting; this means it is passed
from parent to child through the parents’ genes. The pattern of inheritance is X-linked,
which means that generally men are affected by the condition and women are carriers.

There are two types of haemophilia:

e Haemophilia A is where the body does not have enough of a clotting factor called
Factor VIII (eight).

e Haemophilia B is where the body does not have enough of a clotting factor called
Factor IX (nine).

How is it inherited?

Women carry two X-chromosomes and men one X-chromosome and one Y-chromosome.
The haemophilia gene is carried on the X-chromosome. Mutations can happen, making
the gene unable to make enough Factor VIl or Factor IX.

Due to the genetics of haemophilia, any girls who are daughters of men with haemophilia
will be carriers (known as obligate carriers). Girls who are daughters of women carriers
have a one-in-two chance of being a carrier.

The only way to confirm carrier status is by genetic testing, however, this is generally not
done until the age of 16 to make sure that the girl is able to make an informed choice
about the test.

Genetic testing is available to all women where there is the diagnosis of haemophilia in the
family.

What is lyonization?

In each cell in the female body, one of the two X-chromosomes is turned off or
suppressed. This happens in all women, not just haemophilia carriers. This process is
called lyonization, a random process, the cause of which is not fully understood. This
turned off or suppressed chromosome means that the cell does not make normal amounts
of the clotting factor, so blood does not clot properly. However, some haemophilia carriers
can have much lower levels of the clotting factor because more of the X-chromosomes
with the normal gene are turned off, leaving more of the haemophilia genes.

Liverpool University Hospital NHS Foundation Trust Pl 3059 V1



What are factor levels?

The normal level of Factor VIII for the general population should be 50 to 200 iu/dl or %.
The normal level of Factor 1X for the general population should be 60 to 150 iu/dl or %.
Factor levels can vary. Stress, inflammation, infections, pregnancy, and certain medicines
can cause Factor VIII levels to go up. Factor IX levels are not affected by these though.

All carriers, both obligate carriers and possible carriers, will have their factor levels
checked by a blood test. Having a normal factor level does not exclude you from being a
carrier, but knowing your factor level will help us to judge how likely you are to have a
bleeding problem.

Are there any symptoms of having a low clotting factor?

Women who are carriers of haemophilia and have low levels of clotting factor can
experience bleeding problems.

Common symptoms can be:
e nose bleeds.
e bleeding from gums.
e easy bruising.
e Dbleeding during and/or after surgery.
e Dbleeding after trauma/injury.

e heavy and prolonged bleeding during your period (Menorrhagia).
How is having a low factor level treated?

Day-to-day treatment is not needed for low factor levels; however, treatment may be
needed before and after surgery, dentistry, or after trauma.

The need for treatment will depend on:
e the severity of your bleeding.
e the type of surgery or dental treatment you need.
e your previous bleeding history.
e your family’s history of bleeding;
e your measured level of Factor VIII or Factor IX.
What do | need to consider when planning a family?
If you are a haemophilia carrier you may have questions or concerns when thinking about

having children. It is therefore important to discuss the implications of your carrier status and
any other concerns you may have with the haemophilia staff at a clinic appointment.
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We can make you an appointment with the Consultant to discuss more fully the possible
impact of your carrier status. This will make sure that you and your baby have the best care,
as well as any testing that may be available to you before you give birth.

Feedback
Your feedback is important to us and helps us influence care in the future.

Following your discharge from hospital or attendance at your outpatient appointment you
will receive a text asking if you would recommend our service to others. Please take the
time to text back, you will not be charged for the text and can opt out at any point. Your
co-operation is greatly appreciated.

Further information

If you have any further questions, please ask a member of our medical /
nursing team.

Please contact the Haemophilia Team

Available Monday - Friday 9am - 5pm

Telephone number: 0151 706 3397

Text phone number: 18001 0151 706 3397

Useful Websites

The Haemophilia Society:
https://haemophilia.org.uk/.

World Federation of Haemophilia:
www.wfh.org.
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All Trust approved information is available on request in
alternative formats, including other languages, easy read, large
print, audio, Braille, moon and electronically.
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