ACQUIRED
HEMOPHILIA

Introduction
Acquired hemophilia affects an estimated one to two
people per million in Canada every year. It affects
both men and women, on average around 75 years
of age. This pamphlet provides information for
patients and their families about this very rare
bleeding disorder.

What is acquired
hemophilia?
Acquired hemophilia is a bleeding disorder caused by
the disappearance of a blood protein that is essential
for normal clot formation following a cut or injury.
Normally when bleeding occurs, many proteins called
coagulation factors are involved in the clot formation
process to stop the bleeding.
With acquired hemophilia, the immune system
mistakenly targets and temporarily neutralizes
a clotting factor. This leads to bleeding that can
sometimes be serious, similar to that experienced
by people with hemophilia. Acquired hemophilia
resembles the congenital form of hemophilia which
is passed on genetically, but is distinguished by the
fact that it involves temporary malfunctioning of the
immune system leading to the disappearance of one
of the coagulation factors.
In the majority of cases, the cause of this
malfunctioning is unknown and it can occur without
any apparent reason. Sometimes, the immune
system malfunctioning can be associated with the use
of medications, autoimmune disorders, the presence
of a tumour, or following a pregnancy.
To diagnose acquired hemophilia, the physician
performs a comprehensive medical examination that
includes specific blood tests for this disorder. First, a
blood test called the activated partial thromboplastin
time (APTT) is done to assess overall coagulation
factor activity. Next, a blood test is done to measure
the level of the missing clotting factor. Finally, a test
is done to determine the level of antibodies, called
inhibitors, produced by the immune system, which is
measured in Bethesda units (BU). These same blood
tests are then used to assess the effectiveness of the
ongoing treatment.
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Available treatments
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Upon the patient’s arrival at the hospital, the
health care team develops a medical intervention
plan with two goals:
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1. Stop and control the bleeding
2. Eradicate the antibodies that are attacking the
coagulation factor

Signs and symptoms
Individuals with acquired hemophilia often present
with severe bleeding and it is not uncommon for very
large ecchymoses (bruises) to appear. Bleeding can
occur spontaneously (without an apparent cause), or
following trauma (for example, following a fall, physical
injury, surgery, etc.).
Joint and muscle bleeds are often accompanied by
swelling, skin discoloration, and pain and stiffness in
the affected area, and can interfere with mobility of
that part of the body.
Some types of bleeding are less visible but just as
significant, such as the presence of blood in urine
(hematuria), stool (melena), or phlegm (hemoptysis),
bleeding in the mouth, and nosebleeds (epistaxis). In
all cases, the health care team must be informed when
such bleeding episodes occur.

Conclusion
1. Stop and control the bleeding

2. Eradicate the antibodies

To stop and control bleeding, the physician prescribes
procoagulant agents (medications that help blood
coagulation) in order to replace the missing factor.
However, in cases where bleeding is not serious
and antibody levels are not very high, a medication
called desmopressin (DDAVP) can be administered
subcutaneously or intravenously.

To eradicate (eliminate) the antibodies, the physician
prescribes medications that act upon the immune
system.

Some of the procoagulant agents that the physician
may prescribe to stop and control bleeding include:
• Anti-inhibitor coagulant complex (FEIBA NF):
A pasteurized plasma-derived concentrate that
contains coagulation factors which promote clot
formation despite the presence of antibodies. This
product is manufactured using viral inactivation and
removal procedures to assure its safety.
• Activated recombinant human blood
coagulation factor (NiaStase RT®): A factor product
developed through genetic engineering. It works by
activating the coagulation system directly at the site
of bleeding.
• Recombinant porcine sequence antihemophilic
factor (Obizur®): A product derived from a porcine
factor VIII gene rather than the human factor VIII. The
recombinant porcine factor VIII is less susceptible to
detection by the immune system, thus allowing clot
formation to stop the bleeding.

The treatment options are:
• Immunosuppressive therapy: Immunosuppressive
agents that are used to suppress or reduce
activation of the immune system include prednisone,
cyclophosphamide (Procytox®) or rituximab
(Rituxan®). Your physician will determine which
medications to prescribe according to your current
state of health.
• Intravenous immunoglobulin (IVIG): This
medication is primarily used in patients who have
developed an antibody against von Willebrand factor.
• Plasmapheresis and immunoadsorption: These
techniques aim to eradicate antibodies by filtering
the blood, but are very invasive and seldom used for
treatment of this bleeding disorder.
Once your state of health improves, you can leave
the hospital. You will be followed closely with regular
medical monitoring by your health care team. This
follow-up will include blood tests (coagulation factor
and/or antibody assays) in order to assess the
progressive eradication of the antibodies or their
reappearance, for at least one year following your
bleeding episode.

Acquired hemophilia resembles congenital (genetically
inherited) hemophilia in that coagulation does not
function normally. Bleeding can occur spontaneously
or following physical injury. Acquired hemophilia differs
from congenital hemophilia in that it is caused by
temporary malfunctioning of the immune system and
it can be cured. However, there are no preventative
measures and bleeding must be treated right away.
In order to help you as soon as possible, the health care
team must be informed immediately when you have a
bleeding episode or are concerned about bleeding.
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The Canadian Hemophilia Society
The Canadian Hemophilia Society (CHS) is committed
to improving the health and quality of life of all people
in Canada with inherited bleeding disorders and
ultimately finding cures.
The CHS consults qualified medical professionals
before distributing any medical information. However,
the CHS does not practice medicine and in no
circumstances recommends particular treatment
for specific individuals. Brand names of treatment
products are provided for information only. Their
inclusion is not an endorsement of a particular product
or company. In all cases, it is strongly recommended
that individuals consult a hemophilia-treating physician
before pursuing any course of treatment.
For further information, please contact:
Canadian Hemophilia Society
Telephone: 514-848-0503
Toll-free: 1-800-668-2686
chs@hemophilia.ca
www.hemophilia.ca
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