AN INTRODUCTION TO BLEEDING DISORDERS 

What is a Bleeding Disorder?
Bleeding disorders is a general term for a wide range of medical problems that lead to poor blood clotting and continuous bleeding. When someone has a bleeding disorder they have a tendency to bleed longer.  

Blood clotting is a complex process involving as many as 20 different plasma proteins, or blood clotting factors. In people with bleeding disorders, clotting factors are missing or don't work as they should. This causes them to bleed for a longer time than those whose blood factor levels are normal
Symptoms include: Excessive bleeding, Excessive bruising, Easy bleeding, Nose bleeds, Abnormal menstrual bleeding 

Bleeding disorder risks include: Scarring of the joints or joint disease, Vision loss from bleeding into the eye, Chronic anemia from blood loss. Anemia is a low red blood cell count, Neurologic or psychiatric problems, Death, which may occur with large amounts of blood loss or bleeding in critical areas, such as the brain.

Hemophilia 

Hemophilia is an inherited bleeding disorder that affects 18,000 persons (primarily males) in the United States. The disorder results from deficiencies in blood clotting factors and can lead to spontaneous internal bleeding and bleeding following injuries or surgery. These bleeding episodes can cause severe joint damage, neurological damage, damage to other organ systems involved in the hemorrhage, and, in rare cases, death. Treating the bleeding episodes involves the prompt and proper use of clotting factor concentrates. 

von Willebrand disease 

The most common bleeding disorder is von Willebrand disease (vWD), which is found in approximately 1-2% of the U.S. population. VWD results from a deficiency or defect in the body's ability to make von Willebrand factor, a protein that helps blood clot. Although VWD occurs in men and women equally, women are more likely to notice the symptoms because of heavy or abnormal bleeding during their menstrual periods and after childbirth.
Comprehensive Medical Care - Hemophilia Treatment Centers
Blood disorders are complex conditions that can lead to chronic health problems. Optimal care to prevent the complications of these disorders requires a team of health professionals from several different disciplines. For example, the professionals who provide comprehensive care in HTCs include

· adult and pediatric hematologists 

· nurse coordinators 

· social workers and other mental health professionals 

· dentists 

· orthopedists 

· gynecologists 

· physical therapists 

· coagulation laboratory personnel 

The development of comprehensive care over the past 30 years has greatly improved the quality of life for people with bleeding disorders, helping them to be more independent and productive. The treatment center care network has also lowered patients morbidity and provided cost-effective care in the long term 

Studies conducted by CDC indicate that integrating services in this way proves to be effective and efficient. The care provided in HTCs has been shown to significantly improve prevention of complications for persons with hemophilia. Mortality rates are 40 percent lower in persons who use HTCs than in those who do not, despite the fact that the more severely affected patients are the ones who typically visit these centers. HTCs place a premium on preventive medicine because of the difficulty and expense of treating the complications of hemophilia. 
Hemophilia A & B

Hemophilia A 


Hemophilia A is the most common type of hemophilia.  It is largely an inherited disorder in which one of the proteins needed to form blood clots is missing or reduced. In about 30% of cases, there is no family history of the disorder and the condition is the result of a spontaneous gene mutation. Approximately one in 5,000 males born in the United States has hemophilia. All races and economic groups are affected equally.

Hemophilia B
Hemophilia B is the second most common type of hemophilia. Hemophilia B is far less common than Hemophilia A.  Occurring in about one in 25,000 male births, hemophilia B affects about 3,300 individuals in the United States.  All races and economic groups are affected equally.  

Hemophilia is largely an inherited disorder in which one of the proteins needed to form blood clots is missing or reduced. In about 30% of cases, there is no family history of the disorder and the condition is the result of a spontaneous gene mutation. Small cuts or surface bruises are usually not a problem, but more traumatic injuries may result in serious problems and potential disability (called "bleeding episodes"). 

There are different levels of hemophilia: mild, moderate, and severe: 

• People with mild hemophilia (6% to 49% factor level) usually have problems with bleeding only after serious injury, trauma, or surgery. In many cases, mild hemophilia is not discovered until an injury or surgery or tooth extraction results in unusual bleeding. The first episode may not occur until adulthood.  

• People with moderate hemophilia, about 15% of the hemophilia population, tend to have bleeding episodes after injuries. They may also experience occasional bleeding episodes without obvious cause. These are called "spontaneous bleeding episodes." 

• People with severe hemophilia, about 60% of the hemophilia population, have bleeding following an injury and may have frequent spontaneous bleeding episodes, often into the joints and muscles. 
In general, small cuts and scrapes are treated with regular first-aid: clean the cut, then apply pressure and a band-aid. Individuals with mild hemophilia can use a non-blood product called desmopressin acetate (DDAVP) to treat small bleeds. Deep cuts or internal bleeding, such as bleeding into the joints or muscles, require more complex treatment. The clotting factor missing (VIII or IX) must be replaced so the person can form a clot to stop the bleeding. 

Some factor products are made from human blood products such as donated plasma. Others, called "recombinant factor," are made in a laboratory and do not use human blood products. The Medical and Scientific Advisory Council of the National Hemophilia Foundation encourages the use of recombinant clotting factor products because they are safer. All factor treatments are injected or infused directly into the veins. 

In cases of severe hemophilia, doctors sometimes recommend giving a regimen of regular factor replacement treatments (a therapy called prophylaxis) to prevent bleeding episodes before they happen. The Medical and Scientific Advisory Council of the National Hemophilia Foundation recommends prophylaxis as optimal therapy for children with severe hemophilia A and B. 


In rare instances, people can develop an inhibitor to standard factor treatment.  In the event this occurs, it requires a special plan of care. 

Inhibitors 

In some patients with hemophilia, the immune system produces an antibody that inhibits the action of replacement blood products and prevents clot formation. This antibody is known as an inhibitor. The presence of an inhibitor makes the treatment of bleeding episodes more difficult. An inhibitor destroys the clotting factor before it has a chance to stop the bleeding. The reason inhibitors develop is unknown, but it is not related to the number of treatments your child receives. Inhibitors usually occur in the first 5-10 years of life.
von Willebrand disease

Von Willebrand Disease is a bleeding disorder caused by a defect or deficiency of a blood clotting protein, called von Willebrand Factor. The disease is estimated to occur in 1% to 2% of the population. The disease was first described by Erik von Willebrand, a Finnish physician who reported a new type of bleeding disorder among island people in Sweden and Finland. 

Von Willebrand Factor is a protein critical to the initial stages of blood clotting.  This glue-like protein, produced by the cells that line the blood vessel walls, interacts with platelets to form a plug which prevents the blood from flowing at the site of injury.  People with von Willebrand Disease are unable to make this plug because they do not have enough von Willebrand Factor or their factor is abnormal.  

Researchers have identified many variations of the disease, but most fall into the following classifications: 

• Type I: This is the most common and mildest form of von Willebrand disease. Levels of von Willebrand factor are lower than normal, and levels of factor VIII may also be reduced. 
• Type II: In these people, the von Willebrand factor itself has an abnormality. Depending on the abnormality, they may be classified as having Type IIa or Type IIb. In Type IIa, the level of von Willebrand factor is reduced, as is the ability of platelets to clump together. In Type IIb, although the factor itself is defective, the ability of platelets to clump together is actually increased. 
• Type III: This is severe von Willebrand disease. These people may have a total absence of von Willebrand factor, and factor VIII levels are often less than 10%. 
• Pseudo (or platelet-type) von Willebrand disease: This disorder resembles Type IIb von Willebrand disease, but the defects appear to be in the platelets, rather than the von Willebrand factor. 

Von Willebrand Disease is a genetic disease that can be inherited from either parent.  It affects males and females equally.  A man or woman with VWD has a 50% chance of passing the gene on to his or her child.  There are no racial or ethnic associations with the disorder. A family history of a bleeding disorder is the primary risk factor. 

Diagnosis of von Willebrand Disease can be difficult.  Blood tests can be performed to determine the amount, structure and function of von Willebrand Factor.  Since levels can vary, sometimes tests may need to be repeated.  A person suspected of having von Willebrand Disease should be referred to a hematologist who specializes in the diagnosis and treatment of bleeding disorders.  

Usually, people with VWD bruise easily, have recurrent nosebleeds, or bleed after tooth extraction, tonsillectomy or other surgery. Recurrent nosebleeds are also a hallmark of VWD.  Women can have increased menstrual bleeding.  

Stimate® or desmopressin acetate (DDAVP), a nasal spray, is the treatment of choice for mild von Willebrand disease. Bleeding is usually controlled in individuals with mild von Willebrand disease by using this nasal spray to boost their own factor VIII and von Willebrand levels. DDAVP may be given to increase the amount of the von Willebrand factor long enough for surgery or dental procedures to be performed. DDAVP is a synthetic product that carries no risk of infectious disease. 

For excessive bleeding, infusions of a factor VIII concentrate rich in von Willebrand factor, such as Humate-P®, Alphanate® or Koate DVI®, may be required.  Humate-P, manufactured by ZLB-Behring, is the only FDA-approved Factor VIII concentrate for use in von Willebrand Disease.  
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