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BCCNS members will be traveling to
Atlanta, Georgia for the Society of Investi-
gative Dermatology Annual Meeting, May
5-8, 2010. We have also been invited to
participate and speak at the American
Academy of Oral & Maxillofacial Pathol-
ogy’s Annual Convention in Tucson, Ari-
zona May 15-19, 2010.

We would like to offer our members
the opportunity to have an informal social
get together at both meetings. These “get
-togethers” offer families the chance to
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meet others with the condition in an infor-
mal setting, thus allowing them ample
time to ask questions, compare notes
and develop friendships and resources
that will last for years to come.

We will have a gathering in Atlanta
Thursday eve, May 6th & in Tucson Satur-
day eve, May 15th following Gorlin Syn-
drome programs taking place at the re-
spective venues. If you are interested in
attending either please contact the office
to RSVP and be included in the fun.
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Although there are many definitions
of clinical trials, they are generally
considered to be biomedical or
health-related research studies in
human beings that follow a pre-
defined protocol.

Participants in clinical trials can play
a more active role in their own
health care, gain access to new
research treatments before they are
widely available, and help others by
contributing to medical research.

All clinical trials have guidelines
about who can participate. Using
inclusion/exclusion criteria is an
important principle of medical re-
search that helps to produce reli-
able results. The factors that allow
someone to participate in a clinical
trial are called "inclusion criteria"
and those that disallow someone
from participating are called
“"exclusion criteria".

These criteria are based on such
factors as age, gender, the type and
stage of a disease, previous treat-
ment history, and other medical
conditions. Before joining a clinical
trial, a participant must qualify for
the study. Some research studies
seek participants with illnesses or
conditions to be studied in the clini-
cal trial, while others need healthy
participants. It is important to note
that inclusion and exclusion criteria
are not used to reject people per-
sonally. Instead, the criteria are
used to identify appropriate partici-
pants and keep them safe. The cri-
teria help ensure that researchers
will be able to answer the questions
they plan to study.

The clinical trial process depends
on the kind of trial being conducted.
The clinical trial team includes doc-
tors and nurses, as well as social
workers and other health care pro-

= &3(; # 8
fessionals. They check the health of
the participant at the beginning of the
trial, give specific instructions for par-
ticipating in the trial, monitor the par-
ticipant carefully during the trial, &
stay in touch after the trial.

Some clinical trials involve more
tests & doctor visits than the partici-
pant would normally have for an ill-
ness or condition. For all types of
trials, the participant works with a
research team. Clinical trial participa-
tion is most successful when the pro-
tocol is carefully followed & there is
frequent contact with the staff.

BCCNS patients have the unique
opportunity right now to participate in
one of several trials specifically
studying the effects of three different
drugs on Gorlin Syndrome patients.

Drugs used in chemotherapy, such
as tazarotene, work in different ways
to stop the growth of tumor cells, ei-
ther by Killing the cells or by stopping
them from dividing.

One phase Il trial is studying topical
tazarotene to see how well it works
in treating patients with basal cell
skin cancer and basal cell nevus
syndrome on the face.

The second involving tazarotene is a
randomized phase Il trial comparing
two different schedules of topical
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tazarotene and topical placebo to see
how well they work in treating patients
with basal cell skin cancer and basal

cell nevus syndrome on the chest.

Both of these are for those ages 18-75
and are being conducted by Drs. Ep-
stein & Bickers with sites in San Fran-
cisco, Cleveland & New York.

The next is a randomized, phase Il mul-

ticenter trial evaluat-
ing the efficacy and
safety of a systemic
Hedgehog Pathway
antagonist (GDC-
0449) in patients with
Basal Cell Nevus
Syndrome (BCNS).
This is an oral medi-
cation for those 35-75
years in age and is

also being conducted by Drs. Bickers &
Epstein with sites in San Francisco and
New York City.

Lastly, a double-blind, randomized, ve-
hicle-controlled Proof of Concept (PoC)
study to evaluate the safety, local toler-
ability, pharmacokinetics and pharma-
codynamics of multiple topical admini-
strations of LDE225 (a specific Smooth-
ened inhibitor) on skin basal cell carci-
nomas in Gorlin's syndrome patients.

This trial is for those ages 18-75 and
currently being conducted in Austria.
The BCCNS LSN is currently in discus-
sions with Novartis Pharmaceuticals
regarding expanding the trial to the
United States in the near future.

More specific information on all of these
trials can be found by visiting
www.clinicaltrials.gov and the typing in
the name of the drug and then clicking
on the specific trial involving patients
with Gorlin Syndrome.
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In 1993, the AMERICAN ACADEMY OF DERMATOLOGY (ACADEMY) started CAMP DISCOVERY with a single camp

location in Minnesota serving about 50 kids. Little did we know that Camp would be so successful! More than 3,000 kids
have benefited over the past 16 years.

This year the Academy is proud to offer four camping sessions for young people with chronic skin conditions who are
between the ages of 8 and 16. Under the expert care of dermatologists and nurses, Camp Discovery gives campers the
opportunity to spend a week with other young people with skin conditions, while participating in everything from swim-
ming and fishing to horseback riding to lots of camp games and just plain fun!

There is no fee to attend this very special camp. Full scholarships, including transportation, are
provided by the Academy through generous donations from its members, outside organizations
and individuals. All campers must be referred by their dermatologist.

2010 Dates:
June 27 — July 2, Junior Camp in Crosslake, Minnesota (ages 10 — 14)
July 11 — 16, Teen Camp in Crosslake, Minnesota (ages 14 — 16)
August 8 — 13, Camp Dermadillo, Burton, Texas (ages 9 — 15)
August 14 — 21, Camp Horizon, Millville, Pennsylvania (ages 8 — 13)

For more information about attending or volunteering please visit their Web site at campdiscovery.org or contact Janine
Mueller at 847/240-1737 or jmueller@aad.org.

Other Children’s Camps
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Kathlyn Roth is the second of three generations of her family
to show the signs of BCCNS. She was diagnosed at age
15—while she was visiting her mother, Blanche, in the hos-
pital. Blanche was undergoing major surgery to remove tu-
mors that had grown out of control; by the end of the proce-
dure, she would lose one eye and a portion of her face.
When Kathlyn came to visit her mother, she was descended
upon by a group of scientists who were researching the ge-
netic factors of the disease.

It was an overwhelming introduction to the syndrome, one
which Blanche was the only sibling among eight to de-
velop—most likely as the result of a de novo mutation in-
stead of an inherited trait. The knowledge that she had the
syndrome did, however, help her prepare for the many
KCOTs (jaw cysts) that she developed a few years later,
starting with four at once when she was 20. She also noticed
some of the skeletal anomalies that present with the disor-
der, such as a bifid rib, a lumbarized sacrum, and short
metacarpal bones.

So Kathlyn and her husband Alan weren't too surprised
when their son, Marc, was diagnosed with BCCNS at age 14
months. He was having trouble developing at a normal pace,
and the doctors thought that he had a medulloblastoma.
Instead of a brain tumor, though, Marc turned out to have
autism, which may or may not have been related to the syn-
drome. He was also completely deaf.

It was a particular challenge to get Marc the help he needed
to deal with his various medical troubles. The family moved
from their native Texas to Arizona for Marc to attend a
school for hearing-impaired and deaf children ("wonderful for
Marc, but terrible for skin cancer,” remarks Kathlyn), and
Kathlyn and Alan took a rigorous immersion course in
American Sign Language. They found work where they
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could, and then they spent 12
years avoiding the sun and learn-
ing to accommodate Marc's need
for a structured life.

Alan, whose methods for teaching

science to blind and visually im-

paired children have gained him

national recognition, was then

recruited to Washington. Along

with increased cloud cover,

Kathlyn was grateful that she was

able to find capable Mohs sur-

geons close to her new home after 1
only a little bit of trial and error. 23
Some time later, Alan was recruited to Indiana, where the family
found out about the BCCNS LSN.

It's made a big difference for Kathlyn to know that she and Marc
aren't the only affected people in the world. "Having other people
around who are going through the same things we are, offering
their support—I| wish Mother had known the same camaraderie!"

Nowadays, Marc enjoys travel and nature. When he's not travel-
ing to new places or visiting zoos and gardens, he watches
documentaries about wildlife and far-off countries. He also
passes time with puzzles, mazes, and video games like Tetris.
Over the years, he's grown more relaxed; now 30 years old, he
gets anxieties less frequently and enjoys attending Network
events. He's learned what to expect when he goes in for surgery;
he and his mother both develop skin cancer frequently, so they
go in to have the lesions removed together. (He doesn't like it
when the doctors have to examine his eyes, though.)

And they've all found that sign language is very useful for talking
with their mouths full.
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Several years ago, the Network commissioned locally renowned quilt artist, Jan Stevenson
of Stillwater Quilts to create a wall hanging size quilt to depict our organization for use at
Medical Conferences etc. The result (seen at right) was displayed at the Society of Inves-
tigative Dermatology’s Annual Art Exhibit. The quilt has been chosen to be the April 2010
Cover of the Journal of Investigative Dermatology.

Colors, patterns & texture representations include: Child’s hands superimposed in parent’s
hand symbolizing the support of parents & the palmar pits; A child’s hand is signing “I Love
You”; Tree of Life w/ Four Seasons, reveals roots deeply embedded in the earth — “what
is on the surface may have deeper roots” ; Global family of Gorlin Syndrome has no geo-
graphical boundaries; 2 dolphins swim in the sea, references resonating from deep inside
each of us; a cry for help, a sounding of warning & a squeal of delight; Moebius circle of life
reflects the journey of life, unveiling the DNA helixes, worm of life; ANKH the earliest
symbol of faith often found in some of the Egyptian nobility tombs; esp. one family tomb w/
several generations of Gorlin Syndrome; Butterfly- “If fat, furry worms can fly, we can be-
come what we dream”; a symmetrical butterfly effect upon the amazing identical hemi-
sphere of the body - ( an occurrence on one side of the face or jaw may also evidence itself
on the other); Hedgehog— symbolizes the identity of the gene, named Sonic Hedgehog
PTCH, Chromosome 9q; Background looks similar to slides of Basal Cell Skin Cancer, w/
dense deposits of melanin, islands of small staining basaloid, proliferative keratinizing cell structures. Congratulations Jan!
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Celebrex Inhibited the Burden of Skin Cancer in Hidh-risk Patients

As published in American Association for Cancer Re=arch (AACR) News, January 5, 2010
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