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Blood contains many proteins (called clotting

An important part of school inclusiveness is factors) that help stop bleeding. These clotting
recognizing the importance of offering care to factors are numbered from 1 through 13, using
young people with chronic illnesses, particularly roman numerals (such as I, IV, or X), and work
since a major part of childhood is spent attending together to insure that a clot is properly formed.
school. The Rehabilitation Act of 1973 prohibits People with hemophilia have either a low level of
discrimination on the basis of disability, and these clotting factors in their blood or none at all;
contains specific language in Section 504 which the lower the level of clotting factor — the more
provides opportunities for children and adults serious the hemophilia. The result: problems, such
with disabilities in education, employment and as bleeding, including internal bleeding into the
various other settings. It allows for reasonable joints and muscles, without an obvious cause and
accommodations such as the Stuqent hfaving an bleeding after an injury or surgery, are more likely.
extra set of books at home to avoid having to carry  There are several different types of hemophilia. The
heavy bags and other assistance as necessary following two are the most common:

for each student. The Individuals with Disabilities = Hemophilia A (Classic hemophilia). This type is
Education Act governs how states and public caused by a lack or decrease of clotting factor
agencies provide early intervention, special VI (8).

education, and related services to children with - Hemophilia B (Christmas disease). This type is
disabilities. Students with bleeding disorders fall caused by a lack or decrease of clotting factor
under the protection of both of these federal laws. X (9).

A bleeding disorder is a condition in which a Von Willebrand disease (VWD) is a disorder that is

person tends to bleed longer (not faster) before a caused by a problem with one of the proteins in the
blood clot forms to stop the bleeding. A bleeding blood (von Willebrand factor or VWF). People with

disorder can be caused by a defect in the blood VWD either don’t have enough VWF or what they
vessels or from an abnormality in the blood itself. have doesn’t work correctly.

The abnormality may be in blood clotting factors VWEF plays two important roles in blood clotting. It
(proteins called coagulation factors) or in platelets  makes platelets stick to the wall of an injured blood
(small protein-containing blood cell elements, vessel and to each other. Without it, a platelet plug
called fragments). cannot be made. VWF is also a called a carrier

. - protein because it also carries one of the clotting
factors, factor VIII (8), with it. This means that it
helps make sure there is enough factor VIII (8) is in
the blood that it gets to where it's needed. Without
VWEF, factor VIII (8) will be broken down in the
bloodstream and there may not be enough of it to
help make a firm clot.

Hemophilia is an inherited (genetically passed to
the child through the parent’s DNA) bleeding
disorder in which the blood does not clot properly.
The overwhelming majority of people with
hemophilia are men and boys because of how the
disorder is passed genetically from parent to child.



There are six different types of VWD:

= Type 1: Thisis the most common and mildest
form of VWD. A person with Type 1 VWD has
lower-than-normal levels of VWF and may also
have low levels of factor VIII (8), which is another
type of blood-clotting protein.

= Type 2: (with subtypes 2A, 2B, 2M and 2N): With
this type of VWD, the body makes normal
amounts of VWF but it does not work the way it
should. Type 2 VWD is further broken down into
four subtypes—2A, 2B, 2M, and 2N—depending
on the specific problem with the person’s VWF.
Because each type is treated differently, a person
should know which type he or she has.

o Subtype 2A —Level of VWF is reduced, as is
the ability of platelets to clump together.

o Subtype 2B — Although the factor itself is
defective, the ability of platelets to clump
together is actually increased.

o Subtype 2M —VWF levels are decreased
and the interaction of VWF with platelets or
connecting tissue is reduced.

o Subtype 2N —The binding of VWF to factor
VIII (8) is markedly decreased.

= Type 3: This is the most severe form of VWD, in
which a person has very little or no VWF and low
levels of factor VIII.

How does someone get a
bleeding disorder?

While there are many different and rare bleeding
disorders, generally bleeding disorders are
inherited genetically. It is possible to develop a
form of Von Willebrand disease and hemophilia
later in life as a result of other medical conditions
(called acquired von Willebrand syndrome and
acquired hemophilia respectively) and about one-
third of hemophilia patients have hemophilia not as
a result of their parents genetically passing it on,
but due to a change (called spontaneous mutation)
in the gene’s instructions for making the clotting
factor protein. This change can prevent the clotting
protein from working properly or the protein may be
missing altogether.

Hemophilia is caused by a problem in one of the
genes that tells the body to make the clotting factor
proteins needed to form a blood clot. These genes
are located on the X chromosome.

All males have one X and one Y chromosome (XY)
and all females have two X chromosomes (XX).

Males who inherit an X chromosome that has the
abnormal gene on it have hemophilia. Rarely, a
condition called “female hemophilia” occurs. In
these cases, both X chromosomes are affected or
one of two X chromosomes is missing or inactive. In
these women, bleeding symptoms may be similar
to those that hemophilia men have.

A female who inherits one affected X chromosome
is said to become a carrier of hemophilia. In

other words, she “carries” the gene that causes
hemophilia on a chromosome. These women
sometimes have low factor levels as well and can
have mild hemophilia. In addition, they can pass
the affected gene on to their children. There will
be a 50% chance their sons will have the bleeding
disorder and a 50% chance their daughters will
be carriers.

Hemophilia is a one of the more common inherited
bleeding disorders. It occurs in about 1 of every
5,000 male births. Currently, about 20,000 men and
boys in the United States have hemophilia.
(Although hemophilia can occur in women, the
number of women with hemophilia is extremely
small.) Hemophilia affects people from all racial and
ethnic groups.

The two most common forms of hemophilia are
hemophilia A and hemophilia B. Hemophilia A
is about four times more common than
hemophilia B, and about half of those with
hemophilia A have a severe form. That means
they have less than 1% of factor VIII, the
clotting factor they need.

About 10%-15% of people with hemophilia develop
an antibody (called inhibitor) to the clotting factors
used to treat the bleeding disorder. An antibody is
the body’s natural response to fight off a “foreign”
invader, such as a virus. When people develop an
inhibitor, their body sees the clotting factor as a
foreign body and fights against it, and clotting
factor does not stop the bleeding.

For people who develop inhibitors, treating a bleed
becomes extremely difficult, and the cost of care
can increase because more clotting factor or a
different type of clotting factor is needed.



Patients with inhibitors often experience increased
joint disease and other complications from
bleeding, which reduce quality of life.

Von Willebrand disease is passed genetically
from parents to children. Types 1 and 2 VWD can
develop when only one parent carries the gene.
Type 3 VWD is passed along only if both parents
pass the gene to the child.

In general, small cuts and scrapes are treated
with usual first-aid measures: clean the cut and
then apply pressure and a bandage. Deep cuts
or internal bleeding, such as bleeding in to the
joints or muscles, require treatment by replacing
the missing clotting factor to reach levels close to
normal, in order to produce a firm clot and stop
the bleeding. These treatments are given through
a needle into a vein (infusion), orally or by a nasal

spray.

All replacement clotting factor
treatments are infused. This means they are
injected from a needle placed into the student’s
vein (referred to as intravenously). This process
takes a little time; it isn’t like getting a quick shot.
Some students with limited venous access may
use alternative access devices, such as a port or
catheter that can be surgically inserted under the
skin in the chest area to make it easier to administer
clotting factor products.

(called factor) is
a dried powder form of the missing clotting
factor; it is mixed with sterile water to become a
liquid again before it is given. If the student has
severe hemophilia, doctors may recommend
giving clotting factor several times a week to
prevent most bleeds (called prophylaxis).
Prophylaxis reduces the number of bleeds but
does not prevent all bleeds.

A synthetic
form of the naturally occurring hormone that can
be given through a vein or by nasal spray. It helps
release von Willebrand factor (vWF) and factor VIII
(8) from where it is stored in the body tissues. For
people with mild, and some cases of moderate,
hemophilia, and von Willebrand disease (VWD), it

can help increase their own factor VIII (8) levels so
that they do not have to use clotting factor.

Given either in a
vein or taken by mouth (as a pill or a liquid) this
is a chemical that prevents clots from breaking
down, which results in a firmer clot. It is often used
for bleeding in the mouth or after a tooth has been
removed because it blocks an enzyme in the saliva
that causes clots to come apart.

Depending on the
severity of the underlying bleeding disorder,
bleeding episodes may be frequent to rare. When
possible, prevention of bleeding is the goal in
managing patients with a bleeding disorder.
However, when bleeding does occur, it is important
to recognize the signs and symptoms at the earliest
possible time and treat it appropriately.

Common bleeds, such as bruises, nosebleeds,
mouth bleeds and heavy periods generally do
not require emergency medical attention. If a
person with a bleeding disorder has a bleed and
is not on a home-therapy program, be sure to
consult immediately with the student’s parents
who will most likely contact a doctor or
hemophilia treatment center (HTC) to determine
whether treatment is required.
Potential bleed sites are:

Mouth

Urinary Tract

Nose

Joint

Muscle

Soft Tissue

Head (911!%)

Eye (911'%)

Spinal cord (911!%)

Neck or throat (911!*)

Deep cuts or lacerations (911!*)

Gastrointestinal (GI) (911!%)

* 911! Bleeding from these sites is life threatening. If
a person has bleeding at one of these sites, call 911
immediately, notify the student’s parents and, if protocol
indicates, also the hemophilia treatment center (HTC),
and bring the person’s medication (factor) with them to
the emergency room.



Preventive measures to support people
with bleeding disorders

Since people with bleeding disorders are ill-suited
for certain types of work such as hard manual labor
or work that necessitates repetitive movements
especially when joints are involved, it becomes
doubly important for those with bleeding disorders
to receive a good education and sound career
advice.

Individualized Health Plan (IHP): All students

with bleeding disorders should have an individual

health plan. The IHP allows for all parties

involved, medical team, parents, school staff, to

be assured that the correct information regarding

the student is being distributed, while allowing

for a quick reference guide in the event an issue

arises. Many hemophilia treatment centers (HTC)

or local bleeding disorder organizations will work

with school staff to draw up and explain an IHP.

Individual health plans may vary slightly but tend

to cover:

= general description

= diagnosis and treatment

= preventive measures to keep the student well
at school

= arrangements, if any, for giving medication to
the student

= what constitutes an emergency and what to do

= key contacts

= specific information related to the student’s daily
life at school.

The plan should be updated each year and

reviewed with staff the student is likely to meet

during his or her academic year.

School Absences: It is important for schools to
have strong support for students with bleeding
disorders to account for school absences. Despite
a student’s adherence to treatment, breakthrough
bleeds occur, and may cause the student to miss
school in increments from hours to days, and even
weeks. There is the risk that the student will have
absences beyond the school corporation’s allotted
missed days. It is important that the student not
be penalized when such occasions arise due to
serious bleeding episodes. Discuss with school
administrators how the student may plan for and
make amends for days of absence, from the
teacher sending schoolwork to the home with a
sibling or friend, to special tutors.

Physical Activity: Physical activity is any activity
that causes your body to work harder than normal.
Such activities are beyond the daily routine of
sitting, standing, and walking up stairs. Everyone
can benefit from increased physical activity. Some
physical activities are considered safer than others
for people with bleeding disorders. Avoid contact
sports and other forms of hard, physical exercise
involving strenuous exertion that could precipitate a
bleed. Encourage moderate exercise. Over time
the young person will come to know their own safe
limits of physical activity. The IHP should address
which activities are suggested for this individual
student.

Do not refuse requests if a young person with a
bleeding disorder asks to be excused or stop
participating in an activity because of pain or a
bleed. It is important to listen to the student and
parent, and follow advice from their hematologist
and medical team about physical activity.

Pain: When a young person has a bleed it can

be quite painful. The IHP needs to be created
with each individual student in mind, with input
from teacher, school nurse, hemophilia specialist,
student and parents. It is very important that the
policy includes instructions about how to handle a
painful bleed.

Adaptive Devices: From time to time the student
may need to use adaptive devices such as
crutches or a wheelchair. School staff should be
aware to not draw undue attention to the student
while at the same time making sure that ample
exceptions are afforded the student, as needed.

Treatment: A key part of the individualized health
plan should include arrangements for administering
treatment. Treating early is key with bleeding
disorders to avoid continued bleeding and further
damage. Listen to the student and follow the
individualized health plan. Students eventually learn
to self-treat, and the IHP should list the student’s
ability and what provisions have been made for
treatment including parent/guardian permission, and
delivery/storage of factor, among other information.
If there is any doubt contact the student’s parents.



Teacher Awareness: Each parent and student
may have a particular desire regarding who to tell
and how much to tell about the student’s bleeding
disorder, but generally, especially for younger
students, all staff that has regular contact with the
student should be made aware of their bleeding
disorder. Staff needs to know what to do if the
student has a bleed and needs to learn to listen to
the student if he or she is feeling unwell.

Abuse: Bruises on a student can easily be
misinterpreted as a sign of physical abuse. Even
trained healthcare providers may have difficulty
determining whether the bruising they see is
associated with abuse or a medical condition, such
as a bleeding disorder. Having a bleeding disorder
does not exempt a child from abuse. School
officials should look for specific bruising patterns
such as slap marks or the outline of an object, such
as a paddle or belt. A thorough investigation should
occur before any accusations are made.

Additional information and resources available at:
www.stepsforliving.hemophilia.org

OTHER RESOURCES

Center for Disease Control and Prevention

National Center on Birth Defects and Developmental Disabilities, Blood Disorders page
http://www.cdc.gov/ncbddd/blooddisorders/index.html



http://www.cdc.gov/ncbddd/blooddisorders/index.html

Name:

Date of

School:

Birth:

Current Class/Group:

Date of Plan:

Review Date:

Contact

Relationship:

Name:

Contact number:

Contact

Relationship:

Name:

Contact number:

Bleeding Disorder:
O Hemophilia A (Factor VIl deficiency)

] Severe [0 Moderate [ Mild
O Hemophilia B (Factor IX deficiency)
] Severe 1 Moderate [1Mild

O von Willebrand disease (VWD)

L] Type | L] Type lla
1 Type llIb 1 Type |l
Other:

Photograph of student
Emergency Contact
Emergency Contact

Name:

number:

Hemophilia Treatment Center Contact Name:

Hemophilia Treatment Center Number:

Signs hel/sheis having a bleeding episode:

O Says something hurts

O Warmth, swelling, redness in joint
or muscle

O Unusual limb position
0 Non use of a limb
O Cranky, irritable

0 Bubbling or tingling in area affected

Other:




Treatment Plan

His/Her treatment plan for a MINOR bleeding His/Her treatment plan for a MAJOR bleeding
episodes (see below for description): episodes (see below for description):

Name of medication:
Dosage:
Special considerations:

Medication will be stored:

Arrangement for delivery to school:

He/she receives his/her factor medication/infusions via:

[J Catheter (med-a-port/Port-a-cath, or Broviac/Hickman catheter)
[J Intravenous infusion into vein

[ Other:

Physical Activities:

Plan for Absenteeism:

School staff Who Have Received Bleeding Disorder Awareness Training:

Name: Date:




The most common types
of bleeding disorders:

= Hemophilia A (Factor
VIl deficiency)

= Hemophilia B (Factor
IX deficiency)

« von Willebrand disease

r
What is hemophilia?

= Hemophilia is an inherited
bleeding disorder in which
there is a deficiency or lack
of factor VIII (hemophilia A)
or factor IX (hemophilia B)

= Hemophilia A or B can be
mild, moderate or severe.

What is 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.

o 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
blood cells called platelets to form a plug which prevents
the blood from flowing at the site of injury.

o 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.

= von Willebrand disease is a genetic disorder than can be

inherited from either parent.

= It can affect males and females equally.

= von Willebrand disease can be Type |, Type lla, Type lib,
Type lll. Type | is typically the mildest form, while Type Ill is

more severe.

QUICK FACTS ABOUT BLEEDING DISORDERS

What is the incidence of

hemophilia?

= Hemophilia A: 1 in 5,000
male births

= Hemophilia B: 1 in 30,000
male births

What is the incidence of
von Willebrand disease?

= von Willebrand disease is
estimated to be present in
1% - 2% of the population




What types of bleeding should | expect in a person
with a bleeding disorder?

= Joint bleeding (internal bleeding into the joints)
0 Symptoms
= Tingling or bubbling sensation
= Stiffness
= Warmth
= Pain
= Unusual limb positions
» Muscle bleeding (internal bleeding into the muscles)
0 Symptoms
= Same as joint bleeding

= Softtissue bleeding (internal bleeding marked by
excessive bruising or swelling)

- Life threatening bleeding (head injuries, eyes, neck/
throat, abdominal/stomach, kidney/bladder)

= Other common bleeding (nosebleeds, mouth/
teething bleeds)

QUICK FACTS ABOUT BLEEDING DISORDERS

r
How do | help someone who is

_

experiencing a bleed?

= Believe a student when he/she says
something hurts.

= Use standard first aid for scraps,
scratches and minor cuts.

= Use RICE Therapy: Rest, Ice,
Compression, Elevation

= Begin factor replacement therapy as
soon as a bleed is detected — call the
parents!

How are bleeding disorders treated?

= Bleeding disorders are treated with replacement of
missing clotting proteins via intravenous infusion.

= This can be done
0 On demand (as injuries/bleeds occur on an as
needed basis)
o Prophylaxis (a preventative treatment program
given regularly to prevent bleeds before they
happen)

* Many parents and even older children have learned
how to infuse factor at home either through a venous
access device (a port-a-cath or med-a-port or
peripherally, directly into a vein.)

= Persons with von Willebrand disease may use a drug
which is also given intravenously or through a nasal

spray.

What happens if a person with a
bleeding disorder is left untreated?

= Continued or repeated bleeding into the
joints can cause:
o Flexion contractures
o0 Joint arthritis/arthopathy
o Chronic pain
0 Muscle atrophy

= Continued or repeated bleeding into
muscle can cause:
o Compartment syndrome
o Neurological impairment



