
What is FAP?

Familial Adenomatous Polyposis
(FAP) is an inherited condition in
which hundreds to thousands of pre-
cancerous or "adenomatous" polyps
form in the colon, usually beginning
at age 16.  People with FAP have
almost a 100 percent chance of
developing colon cancer in their
lifetime.  However, if a person with
FAP undergoes regular screening
(see guidelines on attached card) and
proper medical management, colon
cancer can almost always be
prevented.  FAP occurs when there is
a mutation or change on a gene
called the adenomatous polyposis
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coli (or APC) gene.  The APC gene
is located on chromosome 5.

What is the difference
between FAP and AAPC?

Attenuated adenomatous
polyposis coli, or AAPC, is a milder
form of FAP in which genetic
mutations occur on a different area
of the same (APC) gene.  Although

a particular family can have either
AAPC or FAP, the clinical picture
is not always clear; there may be
clinical variations among family
members.  For example, a family
with the genetic mutation that
causes AAPC does tend to have
fewer polyps than a family with
FAP, yet certain family members in
the AAPC family can have
hundreds of polyps, which is a
hallmark of FAP.  

The lifetime colon cancer risk for
AAPC is 80 percent, rather than
100 percent seen in FAP.  In
typical AAPC, people have fewer
pre-cancerous polyps (about 30)
and cancer occurs 10 years later
than is seen in people with FAP.
AAPC may also be associated
with an increased risk of
stomach cancer. While AAPC is
a milder form of the syndrome, it
is still very serious and screening is
equally important. 

What is a polyp?

A polyp is a growth that protrudes
from the mucous lining of an organ –
in this instance, from the colon.  In
the general population not everyone
gets polyps, but they are relatively
common and are more likely to occur
as we age.

Every pre-cancerous colon polyp
has about a 5 to 10 percent chance
of becoming cancer if it is not
removed.  The progression from
polyp to cancer is slow; it usually
takes about ten years.  Polyps are

removed to eliminate the chance
they will become cancerous in the
future.  In people with FAP/AAPC,
there can be hundreds of polyps.

This makes timely screening and
proper medical management vital.

How do polyps relate to FAP
and AAPC?

Since a person with FAP or
AAPC has far more polyps than
someone who does not have the
syndrome, and since these polyps
develop at an earlier age and may
progress to cancer more quickly, an
individual with untreated FAP or
AAPC can develop colon cancer
much more easily and much earlier
than the average person.  In the

general population, 6 percent of
adults will develop colon cancer by
age 73.  For 7 percent of those with
FAP who do not seek out
appropriate medical care, however,
colon cancer will occur as early as
age 21; over 95 percent will have
colon cancer by age 50!  

How do I know if I have FAP
or AAPC?

There are two ways to determine
if you have FAP or AAPC:  colon
screening and genetic testing (see
related article on page 4).  Some
worrisome symptoms that require
further assessment for these
syndromes are diarrhea, bleeding
from the rectum, lower abdominal
pain and weight loss.  But in over
half of people with FAP or
AAPC, symptoms do not occur
until cancer is present and has
had time to spread. Proper

screening, beginning early in life,
and appropriate treatment are the
best ways to prevent colon cancer.

What should I do if I have
FAP or AAPC?

Remember that with proper
screening and medical care, colon
cancer can almost always be
prevented in people with FAP or
AAPC.  In addition, genetic testing,
which allows family members to be
diagnosed with a blood test, allows
people at risk for FAP or AAPC to
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In over half of people with FAP or AAPC, symptoms do not

occur until cancer is present and has had time to spread.

Remember that with proper screening and medical

care, colon cancer can almost always be prevented in

people with FAP or AAPC.  

continued on page 3
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begin proper treatment before
problems develop.  

What other problems may
arise with FAP and AAPC?

Over 90 percent of people with
FAP and a large number of people
with AAPC may also develop polyps
in the stomach and duodenum (the
part of the small intestine located
just past the stomach).  In AAPC,
there seems to be a higher risk for
stomach cancer despite the fact that
stomach polyps are usually not pre-
cancerous and rarely cause
symptoms.  Scientists do not yet
understand why this is so.

Duodenal polyps can be pre-
cancerous and 5 to 10 percent of
individuals with untreated FAP or
AAPC develop duodenal cancer in
their lifetime.  Whether you have
FAP or AAPC, upper endoscopy
screening with side-viewing scope
is recommended to monitor the
growth of duodenal and stomach
polyps. Upper endoscopy screening
involves inserting a flexible tube
containing a special camera into the
upper part of the digestive tract
through the mouth.  Currently,
there are some medications being
studied that may slow polyp
growth in the duodenum (see
article, page 5).  

What are some of the other
health problems associated
with FAP?

The mutation that gives rise to
FAP may occur anywhere along the
length of the APC gene. Different
locations of the mutation can cause
people with FAP to have other
physical problems.  One variation

of FAP that can lead to any of these
other problems is called Gardner
Syndrome.  In addition to a large
number of colon polyps, people
with Gardner Syndrome also
develop benign or non-cancerous
growths on bone, skin, or scar
tissue.  The bone growths
(osteomas) are usually quite small,
but occasionally grow to several
inches in diameter.  They occur
most commonly on the head, but
may be found on any bone.  Skin
cysts are usually found on the trunk
of the body, but may occur on any

skin surface.  Scar tissue tumors
(desmoids) most commonly occur
inside the abdomen, sometimes
even after surgery, but may also be
found anywhere on the body.
Although desmoids are benign,
they can sometimes compress
organs or blood vessels in the
abdomen and cause significant
injury to those organs.  People with
Gardner Syndrome may also have
extra teeth or have dark pigmented
spots on the retina of the eye.
Extra teeth and pigmented retina
can help confirm a diagnosis of
Gardner Syndrome but are not seen
in all patients with FAP and are
rarely if ever seen in individuals
with AAPC.

Another variant of FAP is called
Turcot Syndrome.  In Turcot
Syndrome, a family with FAP also
has an increased risk for brain cancer.

Does having FAP increase the
risk of developing other
cancers?

Several other cancers also occur in
people with FAP, although they are
very unusual.  These cancers include:

Disease Lifetime Risk

Pancreatic Cancer 2%

Thyroid Cancer 2%

Brain Cancer Less than 1%

Liver Cancer Less than 2%
(typically occurs in
children under ten)

Summary

It is important to realize that our
present understanding of FAP and
AAPC means that colon cancer can
almost always be prevented.  In
addition, other types of cancer can
usually be detected early and often
cured by regular screening and
appropriate treatment.  Genetic
testing has added a new dimension
to the diagnosis of these syndromes
because some families can be
diagnosed using a blood test instead
of more invasive tests like
sigmoidoscopy or colonoscopy.
Exciting future developments will
include medications to prevent
polyps and possibly delay or even
prevent the need for surgery.  The
most important thing a person
with FAP or AAPC can do is
undergo regular screening as
outlined (see insert) so that if
cancer does occur, it is caught
early enough to treat.

Genetic testing has added a new dimension to the

diagnosis of these syndromes because some families

can be diagnosed using a blood test.
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What is genetic testing?

Genetic testing is available for
FAP and AAPC and involves taking
a blood sample from a family
member who is thought to have the
syndrome.  If a mutation that leads
to FAP or AAPC is found, genetic
testing can be performed on other
family members with greater than
99 percent accuracy.  Since these
syndromes are inherited, genetic
testing can ensure proper medical
management for the parents,
siblings, children, and other family
members of people who have been
diagnosed with FAP or AAPC.  

Occasionally, genetic testing fails
to identify a mutation in a family.
If no mutation is found, it may be
because testing did not "work" due
to the testing process but the
individual can still have a clinical
diagnosis of FAP or AAPC.

In some cases, genetic testing can
also be used to confirm a suspected
diagnosis of FAP or AAPC.
Occasionally, additional tests are
required to try to find the mutation
in the gene.  

If I have FAP or AAPC, will my
children definitely inherit it?

If you have FAP or AAPC, each
of your children has a 50 percent
chance of inheriting the syndrome.
It is important to note that there are
no skipped generations with these
two syndromes.  Colon screening or
genetic testing can determine if any
children have inherited FAP or
AAPC so that they can receive
proper medical care.  If a child does
not inherit the mutation, his or her
children will not be at risk.

At what age should my
children have genetic testing
for FAP or AAPC?

Typically, doctors recommend
sigmoidoscopy screening between
the ages of 10 and 12 for children
who have a parent with FAP.  If a
genetic mutation has been found in
the family, genetic testing can be
done before colon screening
(sigmoidoscopy) is done, but after
the child is old enough to
understand and be a part of the
genetic testing process.  If the child
does not have the mutation, then he
or she would not have to have a
sigmoidoscopy or further specialized
medical care. 

In AAPC, the typical age of onset
of pre-cancerous polyps and cancer
is later than for those people with
FAP.  In AAPC, it is recommended
that colonoscopy screening begin
between the ages of 18 and 20.  If
there is a known mutation in the
family, genetic testing can be
offered to the child before doing
colon screening.

Does my family need genetic
counseling?

We recommend genetic counseling
in conjunction with genetic testing so
that the details and emotional aspects
of testing can be addressed.  Whether
or not the tests reveal a mutation in
the gene, parents and children may
experience overwhelming feelings
including denial, anxiety, guilt,
and/or happiness and relief.
Additionally, if some siblings are
found to have the syndrome while
others are not, all of the children will
need help coping with the news.

Will my insurance company
cover the cost?

Many insurance companies will
pay for genetic testing, and you
would need to contact them directly
to find out if testing costs will be
covered.  However, you may not
want your insurance company to
know there is a risk for an inherited
disease in your family.  There is some
concern that insurance companies
may base decisions about your policy
on genetic test results or family
history information, especially if they
consider you to be at "higher risk"
than the average population.

How can I find out more
about genetic testing?

If you have questions or wish to
learn more about genetic testing, call
the Family Cancer Assessment Clinic
at Huntsman Cancer Institute at (801)
587-9555.  You can make an appoint-
ment to see a genetic counselor and a
doctor who specializes in diseases of
the colon, colon cancer, FAP, AAPC
and other cancer syndromes.

Commonly Asked Questions about Genetic Testing
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adenomatous colorectal polyps in FAP
as an adjunct to usual care (e.g.
endoscopic surveillance, surgery)."
Approval was based on a study
performed at the University of Texas
M.D. Anderson Cancer Center.  This
study showed a 28 percent decrease in
the number of colon polyps in FAP
patients on a large dose of Celebrex™.
Although this is the first drug to be
approved in this country for use in
shrinking colon polyps, there is no
proof yet that this drug can prevent
colon cancers from occurring. 

Other drugs that may help reduce
polyp growth are being studied at
Huntsman Cancer Institute. Clinical
studies are currently underway to test
the benefits of drugs similar to
Sulindac® and Celebrex™ for patients
with FAP.  In addition, the University
of Utah School of Medicine is
involved in a clinical trial of a drug
called refecoxib, or Vioxx™, which is
similar to Celebrex™.  A third drug,
called exisulind, or Aptosyn™, has also
been studied here at the University of
Utah for its ability to prevent polyps
in FAP and AAPC patients.  The
results of this trial have not yet been
formally published.  

Medical research continues to
search for new and better drugs that
can be used to prevent colorectal
cancers.  The results of such studies
will be discussed in future
newsletters.  If anyone is interested
in joining an investigational study,
please contact Daisy at the number
listed on the back of this newsletter.

It is important to note that drug
treatment as a replacement for surgery
is still far in the future.  Talk to your
doctor about treatment alternatives! 

Scott Kuwada, M.D.

Familial Colon Cancer Clinic,
Huntsman Cancer Institute

In 1993, a clinical trial performed
at Johns Hopkins University
demonstrated that a drug used for
arthritis pain could dramatically
reduce the number of colon polyps
in patients with FAP.  The drug,
called Sulindac®, is a member of the
same family of drugs as aspirin and
ibuprofin.  These chemically related
drugs are called nonsteroidal anti-
inflammatory drugs, or NSAIDs.  

While doctors were initially very
excited about Sulindac®, they found
that many patients developed
unpleasant side-effects and
complications such as gastrointestinal
ulcers and bleeding.  These side-
effects are not an issue when
Sulindac® is taken to treat arthritis
because the treatment of arthritis
requires a much smaller dose of the
drug. Because of the side-effects, the
Food and Drug Administration
(FDA) has not approved NSAIDs for
use in colon cancer prevention.  Some
doctors continue to prescribe
Sulindac®, though, for those patients
who do not experience or can handle
the side-effects.

Another class of drugs called COX-
2 selective inhibitors has been shown
to be as effective as NSAIDs for
reducing the symptoms of arthritis,
while creating fewer side-effect and
other complications.  The FDA has
approved two COX-2 selective
inhibitors for the treatment of
arthritis, and more are being studied.
A COX-2 selective inhibitor, called
Celebrex™, has been approved by the
FDA "to reduce the number of

Advances in Drug Therapy for FAP and AAPC patients  

The Proper Use of
Medication

★ Most medications have potential
side effects.  Carefully discuss
the use of any drugs with your
doctor.

★ The same medication isn't always
right for everyone with the same
problem.  Personal health history
and complications may limit a
drug's effectiveness.

★ While many non-prescription
supplements claim to prevent
cancers, these claims have not
been proven in scientific studies,
and supplements can impact the
action of drugs your doctor may
have recommended.

★ Remember that, while drugs can
be very effective, they do not
replace the need for proper
screening and preventative care.

New Directions 
in Managing FAP

Mutations causing FAP and
AAPC occur throughout the
length of the gene.  Currently,
researchers are studying the
relationship between the location
of the mutation and the symptoms
that develop.  For example, some
individuals with a mutation at the
beginning of the gene develop less
than a hundred polyps, whereas
individuals with a mutation in the
middle of the gene develop
thousands of polyps.  In the future,
it may be possible to use
information about the location of
the mutation to individualize
medical treatment. 
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Recommended
Web Sites

The following Web sites are
recommended for people who have
an inherited form of colon cancer,
who are at risk for it, or have a loved
one suffering from it. Please
remember that only qualified
doctors and genetic counselors who
are aware of your personal history
should give you medical advice.

Huntsman Cancer Institute
www.huntsmancancer.org

For adults and children:
www.hopkinscoloncancer.org/
subspecialties/heredicolor_cancer/
overview.htm

members.aol.com/sanddude

Especially for children:
clubs.yahoo.com/clubs/
kidswithgardnerssyndrome

Patient advocacy:
www.hereditarycc.org

Support groups:
listserv.acor.org/archives/
fap-gs.html

clubs.yahoo.com/clubs/
gardnerssyndrome

www.gardnersyndrome.org
(Garden Voices, Inc.)

About genetics: 
www.genetichealth.com

www.preventcancer.org/colorectal/ 

This list is not meant to be
exhaustive, just some suggestions.
Please let us know if you find other
sites you'd like to recommend.

Editors Note:

Laura Szabo-Cohen and her
husband, Jim, have three children, one
with FAP, and the others, as she says,
"equally eccentric without the excuse."
Laura is the author of Disaster
Blasters, Food No Matter What, and
the upcoming Mama Says, and is the
President of GARDEN Voices, Inc..
Laura's opinions reflect views from the
FAP community and it is our hope that
her message also finds use in many other
people's lives.

FAP ranges from the inconvenient
to the catastrophic, but its worst
manifestation is the one doctors never
mention: the utter isolation of
patients and immediate families
coping with it.  In case your extended
family, acquaintances, and local rural
gastroenterologist didn't think you
were a bit quirky to begin with, just
try convincing them that you who
look so gorgeous, are in reality weak,
or in pain, and jeopardized enough to
merit constant, invasive surveillance.
Try actually saying the whole name
aloud, "Familial Adenomatous
Polyposis " (practice at home). Say it
to your primary care physician from
whom you need referrals. To your
employer. To disability officials. And
if you're really up to a challenge, to
your Great Uncle Irving who can't
figure out why any relative of his is
"slacking off."

There is no community in more
need of support groups than the
FAP population…but neither is
there a population more scattered,
so we must make our own
arrangements. Get thee to an ON-
LINE support group. Here are some
criteria to consider when choosing

organized support.

1. The group or group
administrator is accessible daily.
On-line, this could be in the form
of a Web page, public or private
loop, message or bulletin board, or
chat room.  Phone support should
consist of patients or experienced
well-family who will be there
reliably for you, or a hotline where
you can leave a message and get a
tolerably prompt response. Retreats
should be a goal; FAP-ers thirst for
a face-to-face connection even if
only once or twice a year.

2. Support groups provide a forum
for the exchange of medical
information and resources, but do not
give medical advice. There are
variations within all illnesses, but no
disease is more individualized than
FAP.  Diagnoses, prognoses,
prescriptions, treatment, and testing
are the realms of doctors and genetic
counselors. Unless moderated by a
health professional, the purpose of a
support group is to listen intelligently,
respond compassionately, and share
individual stories honestly.  In doing
so we add to the wisdom and strength
we need to eventually choose (or not
choose) the options offered to us by the
medical and scientific communities.

3. Organizers and members should
know how to laugh and grieve
equally well. Those of us who deal
with FAP carry fear and pain, but
those are not the sum total of our
personalities or existence.  A mature
support group shares everything:
celebrations, dreams, and the
endlessly bizarre and morphing
symptoms that constitute not only
this syndrome, but all of life.

Finding a Support Group For Polyposis
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Editors Note:

Phyllus has FAP and is a member of
the Registry.  The following is her story,
a reflection on how far we have come in
our ability to diagnose, manage, and
treat FAP and similar syndromes.
Phyllus’ words remind us that through
the work of health care professionals,
researchers, and all of you, we continue
to make progress, build hope, and leave
frustration and unnecessary suffering in
the past.  As Phyllus so elegantly puts
it, the best IS yet to come.

"When I was growing up, no one
saw the connection between the
horrible stories of illness and death
that my grandmother told of her
family in Portugal, my maternal
grandmother’s stomach removal,
and my mother’s death from colon
cancer. It was only when I was 40,
and my sister, Jeanne, called me
about her doctor’s suspicion that she
had FAP, that I began to realize I
had an inherited syndrome. 

My problems began when I was
20 years old.  Doctors informed me
I had colitis, and told me to relax.
While I didn’t think of myself as a
tense person, I believed their
diagnosis. Twenty years later,
Jeanne called to ask if I had

problems with bleeding from my
rectum.  When I told her yes,
Jeanne said that her doctor believed
she had FAP, but that he needed to
see other members of our family to

confirm his diagnosis.  Needless to
say, I agreed.  When Jeanne’s
doctor received the results of my
tests, he was in disbelief.  I had
polyps on top of polyps.  My colon
was all but closed off.  

My insurance company sent me

to a surgeon who wanted to do a
colectomy with a colostomy instead
of a colectomy with an ileoanal pull-
through, which is what I wanted.
In the end, I got what I wanted, but
a first-year intern performed the
surgery and accidentally severed my
ureter. After a month in the
hospital, I changed doctors and
insurance plans.

Under the care of my new
doctors, my health began to
improve.  Despite this excellent
care, however, I have needed two
resections and ultimately an
ileostomy in 1994.  These surgeries
were necessary because of the rapid
formation of polyps in what was left
of my colon. Today, FAP continues

to cause problems with the little
that is left of my ileum.

Despite these problems, however,
I still enjoy life and do not feel like
a 60-year old.  I love to walk,

garden, and read.  I am very
involved in my church and enjoy
people tremendously.  I know that
gene therapy has not been tried on
FAP yet, but I hope that, some day,
it will help my two daughters and
my grandchildren.  The more
educated our doctors become, and

the more research continues to
develop new and better treatments,
the better chance FAP patients will
have of living long, healthy lives.  

Just hang in there. The best is
yet to come!"

Do you have a story you want
to share about yourself, your
family, a cherished love one, or
something that brings you
strength in times of uncertainty?
Is there someone who you would
like to thank or acknowledge or
inspire and encourage?  If so, this
is the place for us to share and lift
each other’s spirits and keep hope
alive.  We want you to take an
active role in helping to build
this Registry community.  Don’t
be shy -- we will help you with
spelling, editing, grammar…or
just putting your thoughts on
paper.  Please call Daisy or Lisa at
801-585-1936 (toll free 877-422-
6860) if you have something you
would like to share.

Patient Perspective

When Jeanne’s doctor received the results of my

tests, he was in disbelief.  I had polyps on top of

polyps.  

Despite my problems, I still enjoy life and do not feel

like a 60-year old.
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MOVING?
We love working with you and we don’t want to

lose touch!  If you have moved or plan to move soon,
please let us know where we can reach you. Just fill
out this form and return it to:

Familial Colon Cancer Registry
Huntsman Cancer Institute
2000 Circle of Hope
Salt Lake City, UT  84112-5550

Name:

New Address:

New Phone number:

HOW TO REACH US
Stacey Morgan, Registry Coordinator

Lisa Bredthauer, Registry Coordinator

Local:       801-585-1936

Toll-Free: 877-422-6860

Fax: 801-585-5763

Email:       registry.coordinator@hci.utah.edu

REMEMBER, PROPER

SCREENING SAVES LIVES!


