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Staying in Touch with our Growing FDC Family

Since the beginning of the FDC Re-
search Project in 1993, our researchteam
at Oregon Health Sciences University
(OHSU) has had the opportunity to work
with an increasing number of families
affected by FDC. When we activated our
National Institutes of Health (NIH) grant
in 1998, the number of familieswe were
ableto work with grew... and grew... and

grew... fromthreeto sixteen! And it'sstill
growing!

As our project has grown, we've
wanted to stay in touch and share infor-
mation with you about thisexciting work!
So we got our headstogether and decided
to launch FDC BEAT, a newsletter that
will comeout threetimesayear and keep
you updated on happenings and devel-

opments with the FDC Research Project
at OHSU.

We're excited about this new addi-
tion to our research program and the op-
portunity to stay connected with you. As
aways, our goa is to provide you with
information and support as we work to-
gether towards our goal of finding the
cause -- and the cure -- of FDC.

The PI’s Files: notes from our principal investigator

Ray Hershberger, M.D., isthe head of the FDC research team. He'll be writing a
frequent column about the project, our progress, and other news you can use!

| was trained, in the late 1980s, as a
heart failure/heart transplant cardiol ogist
-- an expert for patients with advanced
heart failure. | have treated scores of pa
tients with idiopathic dilated cardiomy-
opathy (IDC), or heart muscle disease of
unknown cause. A common question
from patients with IDC and their fami-
lies has been, “Does dilated cardiomy-
opathy run in families?” The conven-
tional answer in the 1980s and early
1990s was, “Familial disease has been
reported in afew cases, perhapsin 1-2%
of families. You really don’t have any-
thing to worry about!” That was the best
that we knew then.

Now we know better! A provocative

research report was published in 1992,
which evaluated first-degree relatives of
patients diagnosed with IDC by
echocardiography. Amazing to me then,
20% of patients with IDC were found to
have family members with a similar di-
agnosis! This meant that IDC was really
afamilial disease (familial dilated cardi-
omyopathy, or FDC) at least 1in 5times!

| was struck by this report -- even
though | wasawell-trained heart failure/
heart transplant cardiologist, | was rou-
tinely missing the FDC diagnosisin the
patients (and their families) with whom
| worked! | needed to change my prac-
tice patterns.

In 1992 | decided that we must learn

Termsyou can use: Dilated Cardiomyopathy

agreat deal more about FDC, and slowly
over the past few yearswe have evolved
this FDC research program into the ac-
tiveand productive group you have come
to know. How common is FDC now ac-
cording to the latest research? In 1998,
we learned that IDC is likely familial in
35%-50% of cases, meaning up to onein
two cases of IDC is inherited! Some
specul ate even higher numbers.

Please stay tuned to this exciting
story. We will be updating you with our
progressthreetimesayear. And THANK
Y OU to each and every participant. We
sincerely appreciate al of your help to
make this research effort possible and
productive. -- Ray Hershberger, M.D.

Dilated cardiomyopathy is atype of heart muscle disease in which the
heart enlarges, or dilates. When the heart dilates, thewall of the heart’s
main pumping chambers (the ventricles) get thinner and weaker. This
makes it harder for the heart to do itswork.

Moving? New Phone Number? Questions? Comments? Suggestions? Stories? Call ustoll-free at 1-877-800-3430,

or visit our WEB site at http://www.fdc.to If you've got agreat FDC story, we'd love to share it in April’s newsletter!
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Road Trip!

From Oregon to Maryland, Michigan to Mississippi, the
FDC team crisscrosses the country to offer screening to
as many of our FDC families as possible

There's almost no place
our intrepid research team
won't go for ascreening trip.
So far, we've held 20 differ-
ent screening tripsall over the
United States. We' ve screened
peopleat family reunions, held
screenings at local clinics, ina
motorhome, in ahotel suite, and
visited folksintheir homes. We' ve
also had some excellent BBQ, seen
lovely parts of the country, outrun a

fast-moving winter storm, spent
timeinlotsof airports, and had the
chance to meet many of you, al in
the name of research. So far we've
made it to Arizona, California, I1li-
nois, Indiana, lowa, Maryland,
Michigan, Minnesota, Mississippi,
Missouri, Nebraska, Oklahoma, and
Washington State for screening trips. If
we haven't gotten to your area of the
country yet, don’t worry. We' reworking
onit, and we'll see you soon!
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InthisFDC BEAT exclusive, Dr. Kathy Crispell spillsthe beans on why we draw blood as

part of our screenings

There are several partsto our screening process, including
a history and physical examination, an electrocardiogram, an
echocardiogram and obtaining a blood sample. Obtaining a
blood sampleismost everyone'sleast favorite part of the screen-
ing process, but it is one of the most important components of
screening.

Blood ismade up of liquid (serum) and solids (cells). There
are two major types of cellsin the blood: the red

will help us find the gene that causes FDC.

We draw four tubes of blood for our sample, about two
tablespoons of blood in all. Thefirst tube we draw hasapurple
top, and we use the blood from thistube to extract and analyze
the DNA patternsin afamily.

Two tubes have green tops and we use the blood in those to
get DNA for storage. White blood cells are sorted out from the
red blood cells. Thewhite blood cellsarethen

blood cellsand the white blood cells. Most of the "«
blood we collect isused to obtain DNA, aperson’s

sinceeveryonegetshalf their DNA from each par-

...your blood pro-

genetic material, from their white blood cells. Vides very important
Every individuals DNA is unique. However, information ...”

frozen. If in the future we need more DNA to
run other important tests, thewhite blood cells
can be thawed and grown, thus providing a
living source of DNA.

ent, portions of DNA may be shared by members of the same
family. Once we have completed screening of an entire family,
agroup of FDC scientistsanalyze the DNA patterns of the fam-
ily and determine which ones are shared. We hope to find a
piece of DNA shared among family members who we believe
may carry the gene for FDC. If such a pattern is identified,
then we will be able to identify what chromosome and what
place on the chromosome the disease-rel ated geneisnear. This

Lastly, the blood in the speckle-topped
tube is used to check for an enzyme that is released at high
levels from damaged muscle. There are some dilated cardi-
omyopathies that are associated with increased levels of this
enzyme, which is called CPK.

Hopefully, thishas hel ped you seethat your blood provides
very important information to hel p usunravel the cause of FDC.
Whileit’snot alot of fun, having your blood drawn is essential
to our work — and it helps your family. Thanks!

Don't forget to plug into the new FDC website, where you'll find articles, informa-
tion, and links to FDC topics and resources. You can send us e-mail through the web A,
site, too! Our address on the world wide web is http://www.fdc.to  Happy surfing! %/
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Swimmin’ in the Gene Pool with Emily

Emily Hanson, M.S,, isthe genetic counselor on our staff. Emily has her master’s degree
in genetic counseling and is here to answer your questions about genetics. From what
makes DNA twist to exactly what a geneis, Emily’s your one-stop gene info shop.

WEe' re dlways asking FDC study par-

exactly ISDNA? DNA
is found in the nucleus,
or center, of every cell
inyour body. Itisalong
mol eculein the shape of
adoublehelix — picture
two ladders side-by-
side, twisted together in
aspira. The DNA in a
cell is packed down ex-
tremely tightly to allow

A DNA molecule takes the form of

alot of DNA to fit in a adouble helix, shown here

very small place. Infact,

if the DNA from one cell was taken out
and stretched end to end, it would be 6

feet long!

There are sections of DNA called
genes. Genes are arecipe for creating a

living thing (in your case, a human be-
...0...0.0.0.0.0.0................0.0..‘.0...000.00000.00.00.0................

ment of your heart.
It is these heart genes that we think

ing!) — they direct your growth and de-
ticipants for asample of DNA, but what  velopment from the time you are just a

single cell. Alto-
gether, there are 50
- 100,000 genesin
one molecule of
human DNA, or
genome. Thereare
genes that guide
the devel opment of
your brain, your
muscles, and your
bones. There are
also genes that
guide the develop-

may bealtered in peoplewith FDC. With

Help us stay connected!

Staying in touch with our FDC
families is important to us! Al-
though wetry to call each of you
once a year, we can't always
keep up with everyone who's
moved or changed phone num-
bers. Help us out by cutting out
the card ontheright, filling it out
and mailing it back to us. That
way, you can stay up-to-date on
the latest in our research — and
we can stay in touch with you!
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If you aren'tinvolved in the FDC project yet, but would
like more information, send in the card with your ad-
dress or telephone number and we'll get right back to

you.

And don’t forget: our WEB SITE isagreat way to stay
connected, no matter where you are. Visit us at http://
www.fdc.to (Thisis the third time we' ve mentioned it
in thisissue. Can you tell we're excited about it, too?)

your help, we will be able to identify
these genes and find out how they affect
the size and function of the heart.
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Who discovered
DNA'’s shape?

Thediscovery of the structure (and
shape) of DNA is credited to James
Watson and Francis Crick. Watson and
Crick used published information
from other scientists (particularly
Rosaline Franklin, an X-ray crystal-
lographer who took pictures of DNA)
as well as their own research in their
discovery.

Watson and Crick published their
hypothesis in a 1953 issue of the sci-
entific journal Nature. As you can
imagine, thiswas big news in the sci-
entific community, and Watson and
Crick won the 1962 Nobel Prize for
Physiology and Medicine as a result
of their discovery.
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Meet the Team! (or two of us, anyway)

The FDC Research Project Team is made up of an interdisciplinary group of clinicians, biomedical researchers, and statisti-
cians. Some of you have already met some of us, but we'd like all of you to meet all of us! In thisissue, we're profiling Emily and
Kendra. Many of you know them as voi ces on the phone What a relief to find out they actually exist as real people, too!

When you pick up the telephone (or send an e-mail, | etter,
or FAX) tothe FDC Project, chancesare good that either Emily
or Kendra will be the first people on the FDC research team
that you talk to, and they’ll be the ones you talk to most fre-
quently throughout your participation in the project. Although
Emily and Kendrahave different rolesin the project, they have
one job in common: working with FDC families.

Emily Hanson, M.S.,, is our staff genetic counselor. Emily
has her master’s degree in genetic counseling from the Medi-
cal College of Virginia. This means that she is trained to talk
with peoplewho are dealing with genetic issues, and help them
obtain and understand the information they need in order to
make good decisions for themselves and their families. Be-
cause FDC isinherited (genetic), those of you with questions
about how it may be passed on in your family should talk to
Emily; she can talk to you about this risk.

KendraWise, B.S., isthe FDC project coordinator. Work-
ing with so many families (and all the new familieswe' re con-
stantly learning about) meansthat we have alot of information
that needs to be kept organized and easy-to-find. That's
Kendra'sjob. She distributes our information to the peoplewho

Oregon Health Sciences University
3181 SW Sam Jackson Park Road

Division of Cardiology, UHN-62

The FDC Research Project
Portland, OR 97201

need it, when they need it.

So Emily is agenetic counselor, and Kendrais the project
coordinator. But what work do they have in common? They
both work with our FDC families, explaining the FDC project,
building family trees (we call them “pedigrees’), obtaining
documentation like desth certificates and medical records, and
contacting family members about the FDC project. They both
plan (and go on!) screening trips, making sure that everything
goes as smoothly as possible. And they’ re both here to answer
your questions and help you get the information you need. We
want to find the gene that causes FDC, and want to help our
FDC families while we're doing it. That idea is the basis of
everything that Emily and Kendra do.

How do you get in touch with these two? By calling our
toll-free number, of course! It's 1-877-800-3430. Kendrais at
extension #1, and Emily is at extension #2.

P.S. Emily is our webmistress, and Kendrais our newslet-
ter editor. If you've got suggestions about either, give them a
call and let them know! We'd love to hear from you. Or, (you
guessed it!) send us an e-mail using our web page (one more
time: http://www.fdc.to)
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