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INTRODUCTION
Von Willebrand disease (VWD) is a bleeding disorder which affects the blood’s ability

to clot.  If your blood doesn’t clot, you can have bleeding symptoms such as easy bruis-

ing, nosebleeds, and heavy periods. It may also be hard to stop bleeding after injury or

surgery.  

A protein in the blood called Von Willebrand factor (VWF) helps blood to clot. In VWD,

either the level of VWF is low or the VWF doesn’t work well. Normally, when a blood

vessel is injured, you start to bleed.  Small blood cells called platelets clump together to

plug the hole in the blood vessel and stop the bleeding.  VWF acts like glue to help the

platelets stick together and form a blood clot. 

VWF also carries clotting factor VIII (8), another important protein that helps your

blood to clot.  Factor VIII is the protein that is missing or doesn’t work well in people

who have Haemophilia, another bleeding disorder. 

WHAT CAUSES VON WILLEBRAND DISEASE?
VWD is almost always inherited.  “Inherited” means that the disorder is passed from

parent to child though genes.  True VWD is caused by mutations (changes) in the gene

for VWF.  VWD affects males and females.

You can inherit Type 1 or Type 2 VWD if only one of your parents passes a mutated

(changed) VWF gene to you. You inherit Type 3 VWD if both of your parents pass a

mutated VWF gene on to you.  Your symptoms may be different from your parent’s

symptoms. 

A person can have a mutated VWF gene without symptoms of VWD. However, he or

she can still pass the mutated VWF genes on to their children. 

Some people get VWD later in life as a result of other medical conditions.  This type of

VWD is called acquired Von Willebrand syndrome. 

Low von Willebrand Factor 
Some people have low VWF levels but are not thought to have true VWD. In adults with

low VWF the level of VWF varies from 0.30 to 0.50 IU/ml. Adults with VWD have VWF

levels of less than 0.30 IU/ml (normal VWF levels is greater than 0.50 IU/ml).  

The low level of VWF is not caused by mutations in the gene for VWF.  VWF levels are

reduced in a number of ways, for example faster clearing of VWF from the blood as hap-

pens in people who have blood group O. Some people with low VWF level have bleed-

ing symptoms like people with VWD and may need to have treatment if they are having

surgery or other invasive procedures.
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TYPES OF VON WILLEBRAND DISEASE
The three major types of VWD are called Type 1,  Type 2 and Type 3.  Adults with VWD

have VWF levels of less than 0.30 IU/ml (normal VWF level is greater than 0.50 IU/ml).

Adults with “low VWF “have VWF levels between 0.30 and 0.50 IU/ml.

Type 1
People who have Type 1 VWD have low levels of VWF and may also have low levels of

factor VIII.  Type 1 is the commonest form of VWD.  About 3 out of 4 people who have

VWD have type 1. 

Type 2 
In Type 2 VWD, VWF doesn’t work well.  Type 2 is divided into subtypes: 2A, 2B, 2M and

2N.  Different gene mutations (changes) cause each type. About 1 out of 4 people who

have VWD have type 2. 

Type 3 
People who have type 3 VWD usually have very low levels of VWF and low levels of fac-

tor VIII.  Type 3 is the most serious form of VWD, but it is very rare affecting about 1 in

500, 000 people.  

Symptoms 
The symptoms of VWD depend on which type of the disorder you have. Many people

have such mild symptoms they don’t know they have VWD. 

Type 1 or Type 2 VWD or low VWF 
Possible symptoms include:

• Frequent large bruises from minor bumps or injuries.

• Frequent or hard-to-stop nose bleeds.

• Heavy or prolonged menstrual bleeding.

• Heavy bleeding after surgery.

• Prolonged bleeding from gums after dental procedure. 

• Heavy bleeding from a cut.

• Prolonged or heavy bleeding after injury.

Type 3 VWD
People who have Type 3 VWD may have any of the symptoms listed above. They may

also have bleeding into muscles or joints. Bleeding may happen for no apparent reason. 
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WOMEN AND VON WILLEBRAND DISEASE

Menstruation
It can be difficult for a woman to tell if menstrual bleeding is heavy. Comparing yourself

to other women in the family can be misleading as they, too, may also have VWD with-

out knowing it.  The following should alert a woman to a potential problem:

• Bleeding which lasts longer than 7 days.

• Unpredictable bleeding.

• Menstrual bleeding which affects daily activity.

Oral contraceptives, other hormone therapy and anti-fibrinolytic drugs (see below) may

also be useful for women with heavy menstrual bleeding.

Pregnancy and childbirth
Pregnancy can cause blood levels of VWF to increase, decreasing the likelihood of bleed-

ing complications during pregnancy and delivery. However, this needs to be monitored

as women with VWD can have heavy bleeding for an extended period after delivery

when their factor levels return to their usual levels.

It should be assumed that the baby may have VWD and delivery methods should be as

gentle as possible. 

Menopause
When a woman begins menopause, her body’s erratic hormone regulation can increase

her risk of unpredictable and heavy menstrual bleeding. However, for some women with

VWD, levels of VWF rise as they age and normalise so that bleeding problems reduce.

Diagnosis
Sometimes VWD is hard to diagnose. People with Type 1 or Type 2 VWD may not have

day to day bleeding problems. They may not be diagnosed until they have heavy bleed-

ing after surgery, dental work or injury.

Type 3 VWD can cause major bleeding problems in infants and children. So, children with

Type 3 VWD are usually diagnosed within the first year(s) of life.

Medical history
Your doctor will ask questions about your medical history and your family’s medical his-

tory. He or she may ask about:

• Any bruising with little or no injury, especially if you could feel a lump under 

the bruise.

• Any nosebleeds that happened for no reason and lasted more than 10 minutes

despite pressure on the nose, or any nosebleeds that needed medical attention.



• Any bleeding from a small wound that lasted more than 15 minutes.

• Any prolonged, heavy or repeated bleeding that required medical care after 

surgery or dental extractions. 

• Any heavy menstrual bleeding. The bleeding often involves clots.

• Any medicines that you have taken that might cause bleeding or increase the 

risk of bleeding. Examples include Aspirin, non-steroidal anti-inflammatory 

drugs (Brufen, Nurofen, and Ponstan).

Physical examination
Your doctor may do a physical exam to look for unusual bruising or recent bleeding.

Blood tests
No single test can diagnose VWD. Blood tests may include:

• Von Willebrand factor antigen: this test 

measures the amount of VWF in the 

blood.

• Von Willebrand factor ristocetin cofactor

activity and/or collagen binding activity. 

These tests show how well VWF works.

• Factor VIII level.  This is checked with VWF

since Factor VIII level may also be low.

You will have these tests more than once to confirm or exclude a diagnosis.

TREATMENT
Minor bleeds such as nose bleeds, bruises and minor cuts can often be controlled using

simple first aid measures.    

Treatment may be needed for tooth extraction, surgery or after injury.  Please contact

your Haemophilia Treatment Centre for advice:

• If you need dental extraction.

• If you need surgery.

• If you are injured.

• If you are pregnant.

Treatment options include Tranexamic Acid (Cyklokapron), Desmopressin (DDAVP),

von Willebrand Factor replacement therapy and fibrin glue.

Desmopressin (DDAVP) 
DDAVP (Desmopressin) is a synthetic drug, identical to a hormone found normally in
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the body. It is not used in children under the age of 2 years.

How does it work?
DDAVP stimulates the release of clotting factors VIII and VWF from storage sites in the

body into the blood.  Levels of the clotting factors are increased by three to six times

the baseline level for twelve to twenty four hours. If necessary, the dose of DDAVP may

be repeated after 12 hours. Repeated infusions may not be as effective because the body

doesn’t have the chance to rebuild its stores. 

DDAVP Trial
Some adults/children do not respond to DDAVP, so it is necessary to give a trial infu-

sion to assess the response. 

The trial generally takes:

• Three hours for children.

• Six hours for adults and some children.

Blood samples are taken before and hourly after DDAVP infusion up to four hours.

Occasionally a blood test will be needed on the following day 

The response to DDAVP will be reported as one of the three following categories:

DDAVP responsive: 
DDAVP is the treatment of choice for all procedures and bleeding episodes.

Partial response to DDAVP: 
DDAVP can be used only for minor procedures and minor bleeding episodes. An alter-

native treatment will be necessary for major procedures and major bleeding episodes.

No response:
An alternative treatment will be necessary for all procedures and all bleeding episodes.

Dose:
The dose is calculated according to your or your child’s body weight.

How is DDAVP given?
DDAVP is added to a bag of saline. This is then given into a vein through a cannula (a

plastic straw in the vein) over thirty minutes to one hour. 

Before DDAVP administration
Please inform your nurse/ doctor of the following:

• Any known reaction to this or any other medication.

• If you take diuretics, medication for high blood pressure or any other 



medications, including over the counter medications and herbal remedies.

• Pregnancy or breastfeeding.

• Any significant medical problems including :

heart disease
kidney disease
cystic fibrosis
epilepsy

Side Effects of DDAVP
Occasional side effects include: 

• Headache

• Facial flushing

• Stomach pain and nausea

• Allergic reactions

• Decrease in blood pressure

• An increase in heart rate

Treatment with DDAVP without reducing fluid intake may lead to fluid retention, dilu-

tion of salt in the blood, and in more severe cases, epileptic seizures. If these side effects

occur, your doctor may advise an alternative treatment to DDAVP.

Fluid Intake
As DDAVP can cause fluid to be retained by the body it is important to restrict fluid

intake after the infusion of DDAVP. 

Adults should not drink more than 1 to 1.5 litres (approximately 8 to 10 cups) in the

twenty-four hours following DDAVP.  You will pass less urine in the 24 hours after the

infusion. If you find you are passing very little urine in 24 hours following the DDAVP

treatment you should contact your Haemophilia centre. 

A child’s fluid intake is restricted to 75% of normal daily fluid requirement in the 24

hours following DDAVP.

Von Willebrand Factor replacement therapy
Factor VIII / von Willebrand Factor (vWF) concentrate is given into a vein to replace the

missing vWF to allow clotting to take place. It is made from pooled human plasma, which

is screened for blood-borne viruses such as HIV and hepatitis B and also treated to

destroy viruses.  This treatment may be used if you:

• Can not take Desmopressin or need more extended treatment

• Have Type 1 VWD that doesn’t respond to DDAVP

• Have certain subtypes of Type 2 VWD

• Have Type 3 VWD
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Tranexamic acid (Cyklokapron)
Tranexamic acid (also known as Cyklokapron) is an anti fibrinolytic agent. This means

that it slows the breakdown of blood clots. It is used to prevent or treat bleeding from

mucous membranes such as the inside of the mouth, nose, gut or uterus. It may be given

before dental work, for nose bleeds or prolonged menstrual bleeding. It may be used

alone or in combination with DDAVP and von Willebrand Factor replacement therapy.

Tranexamic acid does not help to form a clot. This means it cannot be used instead of

DDAVP or Factor VIII/VWF concentrate.   It can sometimes have side effects, which

include:

• Nausea

• Dizziness

• Diarrhoea

• Stomach pain

Fibrin Glue
Fibrin glue is made from synthetic copies of two proteins, fibrinogen and thrombin,

which are normally found in the body. Fibrin glue can be put directly to the site of bleed-

ing. It is especially useful in tooth extractions. 



LIVING WITH VON WILLEBRAND DISEASE 
Tell your doctor, dentist and pharmacist that you have VWD.  Your dentist can ask your

Haemophilia Centre whether you need medicine before dental work to reduce bleed-

ing. 

You also may want to tell other people about your condition, like your occupational

health nurse and sports coach.  Anyone who cares for your child with VWD (teacher,

child minder, crè che) should be told about the condition.  This will allow them to act

quickly and appropriately if you have an injury. 

Consider wearing a medical ID bracelet or necklace if you have a serious form of VWD

(for example Type 3).  In case of a serious accident or injury, the health care team treat-

ing you will know then, that you have VWD. 

Medications
Avoid over the counter medicines that can affect blood clotting, such as Aspirin,

Ibuprofen, and other non-steroidal anti-inflammatory drugs (NSAIDs).  Always check

with your doctor before taking any medicines. 

Exercise, fitness and sports
Be physically active and maintain a healthy weight.

Physical activity helps keep muscles flexible.  It also

helps prevent damage to muscles and joints.

Always stretch before exercising. 

Some safe physical activities are swimming, biking

and walking. Rugby and boxing are not safe activi-

ties if you have bleeding problems.  Always check

with your Treatment Centre before starting any

exercise programme. 

Travel
Find out the contact details of Treatment Centres

in the places that you are visiting.  Information is

available from your Treatment Centre, the Irish

Haemophilia Society (www.haemophilia.ie) and

the World Federation of Hemophilia

(www.wfh.org)

Take up-to-date written medical information,

including diagnosis and the name and phone num-

ber of your Treatment Centre. 
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CONTACT DETAILS

Adults
National Centre for Hereditary Coagulation Disorders, St. James’s Hospital,
Dublin 8
Tel: (01) 416 2141 / 4162142

Cork University Hospital 
Tel: 021-492 2278 direct line. Hospital line 021-4546400 bleep 719

After 5pm and at weekends

Tel: 021-4546400 ask for haematology team on call

Children
Our Lady’s Children’s Hospital, Crumlin, Dublin 12 
Haemophilia Nurse Specialist Tel: (01) 4096939/4096940

Tel: (01) 4096100 pager 8731 / 8732 / 8733

After 6pm and at weekends

Tel: (01) 4096100 ask for haematology doctor on call

Non urgent enquiries : haemophilia.dept@olchc.ie

Cork University Hospital 
Tel: 021-492 2278 direct line. Hospital line 021-4546400 bleep 719

After 5pm and at weekends

Tel: 021-4546400 ask for haematology team on call

FOR FURTHER SUPPORT CONTACT: 
Irish Haemophilia Society

First Floor, Cathedral Court,

New Street,

Dublin 8, Ireland.

Tel: 00 353 1 6579900

Fax: 00 353 1 6579901

Email: info@haemophilia.ie

Website: www.haemophilia.ie

For women with bleeding disorders, more information can be found in our booklet

“Women and Bleeding Disorders”.
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