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COMPANIES RACE TO DEVELOP FIRST HEDGEHOG 
INHIBITOR CANCER DRUG (Creating Opportunities for 
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�����n an effort to provide more cost 
effective family & medical provider 

meetings, the Network has scheduled 
a series of family conferences in stra-
tegically located regions of the USA & 
Canada in the upcoming months.  
Please join new families and seasoned 
veteran members to gain insight into 
this complex condition, while making 
new friends, and learning from those 
who do understand the depth and 

breadth of BCCNS / Gorlin Syndrome.  

     “We hear repeatedly from families 
seeking,  wishing  they had a doctor, who 
was familiar with this condition, whom 
they could talk to.  The devoted doctors 
who participate in these meetings are 
very knowledgeable & accessible. They 
donate their valuable time. Carpe Diem!  
This is your opportunity,” says  Network 
Administrator, Sheila LaRosa , the mtg. 
organizer and advocate.  
     “Walk the walk, talk the talk. We 
(staff) go to great lengths (expending 
valuable organizational resources) to 
host these meetings, and we see lasting 
results of empowerment, comprehension 
and self-esteem in attendees who take 
the time & make the effort to engage in 
the programming and interactive activi-
ties. “  
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     “If we are successful, the children espe-
cially gain a working knowledge of how to 
manage their condition. They leave knowing 
that they truly “are not alone” in this world, 
that others are going through the surgeries 
and testing as they are.  It is a very unique 
brother and sisterhood. “   

     “Realizing that others look, feel & act like 
you, . . . that you are not the only one with a 
big head or scars, was a life changing mo-
ment for me,” said one attendee. “I had felt 
so lonely, so isolated.  They helped me real-
ize that I am a person of worth with deep 
feelings. I need to be heard by my caregiv-
ers & unaffected family members.  They 
changed not only how I think about myself, 
but how I treat others. Now,  I am kinder to 
others, kinder to myself as well.  I no longer 
feel less deserving, or undesirable, but as a 
human being who can and will make a differ-
ence !” Read more about these amazing 
opportunities inside! 
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�����Sun, summer, fun and fur-
ther exposure to blistering sun 
burns.   We all love to swim, 
garden, picnic, or play ball .  

I am constantly answering 
questions from families about 
what type of sunscreen, how 
much, how often etc.   

     True confessions;  I wear 
sun protective clothing; I selec-
tively incorporate  sunscreen or 
block.  When I do, it is always 
35 SPF or better, and I apply it 
liberally, more than a shot 
glass full.  1 tube does not last 
all summer, nor should it for 
you. A 2 oz. shot glass is about 
the right amount to cover es-
sential areas of your body — 
face, ears, nose, cheeks, 
shoulders, backs are vital. Al-
ways carry some with you so if 
you do have the opportunity to 
be outdoors, you can enjoy it.  

     Another tip is to seek the 
shade,  reposition yourself un-
der awnings, trees, umbrellas 
during breaks, and to read.  

     Less is more — a $4.99 
tube may provide just as much 
protection as a $22 bottle, mak-
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Don’t try to fool yourself, 
Nor your parents or doctors.  

If you are not frequently 
 using the correct  

amount of sunscreen,  
admit it to yourself, 

then use sun protective 
clothing, regularly; or change 

your activities.  

Protect your entire body, yet enjoy the 
benefits of being outdoors.   Incorporate 
sun protective clothing into you daily rou-
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use, respondents indicated  
that they do not use the 
recommended amount, 
they seldom reapply, and 
they do not use it regularly.   

     The same survey nota-
bly tracked that people 
generally do wear sun pro-
tective clothing for the en-
tire day, or time in the sun.  
This includes big brimmed 
hats; sun glasses & gog-
gles (skiing), not just tinted, 
but with UVA & UVB pro-
tection; shirts; jackets.     

      When you invest in 
your vision,  sight, nose, 
neck, head and face, use 
sun protection that works 
from the moment you put it 
on in the morning, until you 
take if off at night.  

     Sun glasses protect 
your eyelash follicle, the 
mucous membranes 
around the eyes, the eyes 
& retina, themselves.  

     Your choices have con-
sequences.  IF you are 
going to golf, play tennis, 

ing it much more afford-
able.  Reasons people 
provide for non-use, you 
may add your own, and 
please let us know. 

1. Sunscreen is (fill in the 
blank)  _____; sticky, 
greasy, etc. 

2. Lotions comes off 
when I sweat, swim. 

3. The cream runs off my 
forehead into my eyes 
& is irritating. 

4. I don’t like it.   

5. Sticks to my shirt.  

6. It’s too expensive.   

7. I forget to put it on until 
its too late.   

     Watch for expiration 
dates, as the ingredients  
break down and do not 
work past that date.  Throw 
out the old, and invest in 
the future of your skin by 
keeping a fresh supply.  

      Here are my issues 
with sun screen.  Recent 
surveys indicate that when 
asked about sunscreen 

swim, arrange your time to be late in 
the evening, or very early morning.   

     Balance your need for good 
healthy social activities, rest and 
recuperation. Love and protect the 
skin you are in! 
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A great place to vacation & 
to see the fall colors, your 
trip to the Town of Ajax, ON, 
will be full of family fun. 

plan accordingly.   

     This meeting is open to all and prom-
ises to be packed full of pertinent informa-
tion on clinical trial openings, treatment 
options and networking  opportunities. 

     For more information on this meeting 
and others mentioned in this newsletter, 
contact the BCCNS Network office at 440-
834-0011. 

     BCCNS Life Support Network is 
currently researching locations for an 
East Coast Regional Meeting the 
weekend of Sept. 9-10, 2011. 

     Current cities under consideration 
are:  Philadelphia; Williamsburg; and 
the New Jersey area. 

     So, mark your calendars now and 
be sure to let us know if you would be 
interested in attending so that we can 
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tor, traveled to Phoenix, AZ recently 
to attend the Annual Mtg. of the 
Society for Investigative Dermatol-
ogy (SID).   

     The Network hosted a sympo-
sium “For Whom the Cell Mutates ” 
which highlighted the amazing early 
results of Drs. David Bickers & 
Ervin Epstein’s Phase II clinical 
trial of GDC-0449 and BCNS pa-
tients.  Additional speakers in-
cluded: Dr. Jean Tang, Stanford 
University (CA); Dr. Aleksander 
Sekulic,  Mayo Clinic (AZ ).  The 
event was attended by more than 
100 researchers in the field of der-
matology.   

     Both Dr. Epstein & Dr. Bickers 
were recognized by the Society for 
their lifetime achievements in the 
field and are now “Honorary Mem-
bers”. 

      Coalition of Skin Disease (CSD)  
members were also recognized for 
their advocacy work and focus was 
given to the importance to patients 
and medical professionals alike of 
advocacy organizations like ours. 
 

      Kristi S. Burr continued her efforts 
to meet with pharmaceutical company 
representatives, from Genentech, Lilly, 
& Novartis to make our presence 
known,  stressing the importance of the 
ongoing Hedgehog Inhibitor Trials and 
the dramatic impact they are making in 
the lives of those suffering with our syn-
drome.  This is a time of great hope for 
our members and especially for the 
possible futures of the children in our 
group who may not have to endure the 
multiple surgical procedures that many 
of our veteran members have in the 
past.   “ It is through attendance at 
mtgs. like this, that our organization is 
able to continue to spread the word 
about our condition and educate young 
researchers in the field,” noted Burr.  “It 
is proven that with early diagnosis, 
management and intervention, patient 
outcomes are improved and their over-
all quality of life increases.” 

     We also had the opportunity to talk 
with Dr. Michael Wilkerson, Univer-
sity of Texas who took our brochures 
and will be distributing them at upcom-
ing Texas Dermatology meetings. 

�

“ I was able to “carry on” my stick, on the 
plane, by using it as a medical device!” E. 
Epstein. shown here with Dr. David Bickers, 
as they were presented  BCCNS Network Sur-
vivor Walking Sticks, for their achievements.    

� � 
 � � � � � � 
 � � � � � � � � � � � 
 �

     Attendees were all smiles 
for the American Assoc. for 
Cancer Research (AACR) 
meeting held in Orlando, Flor-
ida, on April 3, 2011, as 
Dr. Ervin Epstein ,  Children’s 
Hospital of Oakland Research 
Institute, Oakland, CA, USA, 
presented early results from 
the current Investigator- Initi-
ated, Phase II Double-blind, 
Placebo Controlled Clinical 
Trial of GDC-0449 for Preven-
tion of BCCs in Basal Cell Ne-
vus Syndrome (BCNS) Pa-
tients to a packed audience, of 
6,000.  To be able to see the 
complete slides, go to 
http://webcast.aarc.org/porta
l/p/2011annual/9380 
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     10 year veteran Network mem-
ber, Bob Tuck and his wife Nita, 
joined Sheila LaRosa, Kristi S. Burr, 
and  Dr. Epstein for dinner to share 
news about Network happenings 
and discuss BCC developments.  
Dr. Epstein even agreed to examine 
Bob, by excusing themselves from 
the table and going into the bath-
room, much to the delight of the 
“Men Only” frequenters.  

     Bob and Nita are the proud own-
ers of Mr. Appliance , in Punta 
Gorda Florida. 

     Bob and Nita, you still have the 
“it factor”! 

     BCCNS Staffers, Kristi Schmitt Burr, Ex-
ecutive Director & Sheila LaRosa, Administra-
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     I was 8 yrs. old when I got sunburned 
on my shoulder. Most people have gotten 
sunburned at least once in their lives. 
Treat it with aloe vera and let it heal. Un-
fortunately this wasn’t the case for me. A 
few days passed and something about the 
burn just “didn’t look right” to my parents 
so after a trip to my family doctor, we were 
sent to dermatologist Dr. Robert 
Scoggins in Richmond, Virginia. The sun-
burn happened to be on a mole, which Dr. 
Scoggins said he would cut out and we’d 
be done with it. Unfortunately, nothing 
could have been farther from the truth.   

      That Friday evening, we got a phone 
call from Dr. Scoggins himself telling us 
that we needed to be in his office first thing 
the next morning. This would be the first of 
many Saturday morning visits at the doc-
tor’s office over the next 8 years. We were 
informed that the biopsy results came back 
and along with some other physical traits I 
was showing, I had what was called Basal 
Cell Nevus Syndrome. My parents had 
been notified of this before they called me 
back to his office and asked him to remove 
the “carcinoma” part from his description. It 
would be almost 15 years later before I 
would eventually learn that I had Basal 
Cell Carcinoma Nevus Syndrome.  

     The word “syndrome” was enough to 
rattle my brain a little bit and what came 
next was a slightly blurred recollection of 
how the doctor tried to explain this to me. I 
was told it was like a typo in a long sen-
tence, in which my DNA happened to be 
the long sentence. When he tried explain-
ing this fact further and said “it would be 
like if you actually had the genes of a 
blonde, blue-eyed female; but were, in 
fact, a black haired, brown-eyed male. 
Somehow in my state of shock.  I man-
aged to simply hear “your DNA says you 
should be a blonde-haired, blue-eyed fe-
male.” Unfortunately this is how I would 
explain this to everyone. It’s hard to get a 
date to the middle school dance when 
you’ve managed to tell every single girl 
“my DNA says I’m a female!” 

     Over the next 8 years, I would go to his 
office on Saturday morning every 3 
months to get checked out. I was told that 
he wanted to see how Retin-A and Efudex 
would work together to help get rid of all of 
my moles & basal cells. It seemed to work 
really well because he was so impressed 
with the results that I was a “subject” at 2 
local dermatology conventions over the 
next few years in which I would sit in an 
exam rm. in the hospital wearing nothing 

but my “tighty whities” as 30-45 doctors 
would come into the room each asking me 
seemingly the same sets of questions while 
looking all over my body. This must be what 
the redneck feels like right before he gets 
probed by the aliens.  

     Over the course of my time with Dr. 
Scoggins, I perfected what I called the 
“ragdoll technique”.  I went to the exam 
room and stripped down to my underwear. I 
would let my body go completely limp while 
in a seated position. The good doctor would 
then come into the room and over the next 5 
minutes would jerk up my arms and legs or 
shove my neck or torso from side to side. I 
remember one time my Aunt had to take me 
to an appointment because both parents 
were working.   

 

 

 

 

 

 

 

 

 

 

 

 

 

       As we left the office, she kept asking 
me if I was ok because of how my body was 
contorted a few minutes prior. Any flexibility 
I had as a kid, I contribute solely to my time 
getting examined by Dr. Scoggins. I’ve al-
ways had a seemingly blind faith and trust in 
my doctors. I’ve never been the kind of per-
son to question what they tell me and never 
believed that they had nothing but my best 
interest in mind. It is this same mentality that 
would gladly let the doctor contort my body 
every way possible. I never once thought he 
would cause harm to me and he never did.  

     I had about 20 basal cells surgically cut 
out of me during my time with Dr. Scoggins. 
Dr. Scoggins would also freeze off moles 
and skin tags under my arm pits and around 
my neck. Given that my parents never ven-
tured into Richmond unless if it was for an 
appointment, we would spend the remainder 
of the day driving up and down Broad 
Street, Richmond’s longest and most well 
known street, going into the shops, malls 
and Fuddruckers for dinner. This came re-
gardless of whether or not I had just had 20 
spots frozen off my body that morning. So I 
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Puberty & BCCNS: Don’t Go Together Like Peanut Butt er & 
Jelly  — 1st Person Story by Billy Wray,  Virginia  

would walk with my neck sticking 
straight up & my arms almost perpen-
dicular from my body because my arm 
pits hurt if I put my arms down. If my 
big head alone didn’t make me look 
like Frankenstein’s monster, walking 
with my neck stretched up & my arms 
straight out certainly did.  

     Puberty is a strange occurrence for 
any teenager to deal with. It managed 
to get even weirder for me. The reason 
most of my visits were on Saturdays is 
because that was the day Dr. 
Scoggins would have students at 
nearby Medical College of Virginia’s 
Dermatology Dept. come to work with 
him for a day. Since I had been written 
about in various medical journals 
across not only the U.S.A. but other 
parts of the world, he wanted each of 
these students to get a chance to see 
me.  

     Most of these students happened 
to be attractive females.    So here I 
would sit in his office wearing just my 
“tighty whities” as the pretty student 
would put her hands all over my body 
including my genitals. I’d spend the 
entire visit thinking about baseball, 
dead puppies, or anything but the fact 
that this woman, much older then me, 
was putting her hands all over me. My 
mother was in the room and I sure as 
heck wasn’t about to show mom her 
baby boy’s “woody”.  

     Scoggins retired in 2001 and I was 
sent to dermatologist Dr. Algin 
Garrett at MCV, whom I had met 
during the second of the above men-
tioned Dermatology Conventions. It’s 
been a long journey these past 18 
years.   

      Tumors had been found that 
shrank my jawbone to be as thin as 
an eggshell. My dentist still has the 
CT done that shows me having no 
visible jawbone hanging in his office.  
     I’ve since been invited to a third 
dermatology convention after having 
light treatment done to remove 73 
basal cells from my scalp. A freak 
accident during one of the basal cell 
removals almost caused me to 
bleed to death as I managed to 
cover my nurses, doctors, and the 
exam room in my own blood. They 
say,  what doesn’t kill us, only 
makes us stronger. I’m starting 
to wonder just how strong I’m 
expected to be. 
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ing a physician. After applying to both 
the Nurse Practitioner Program at Yale 
University & the PA Program at Emory 
University, I decided to attend Emory & 
the rest is history. What a great choice 
this has been.  

     While practicing as a PA, I under-
went a number of surgical procedures 

including frequent & extensive MOHS 
surgery, followed immediately by plastic 
reconstruction & repair. They were par-
ticularly difficult, since I would see pa-
tients or scrub in the OR a day or two 
after being treated myself. Having this 
disease while being a PA has increased 
my ability to empathize with patients as 
they do with me. This ability was further 
enhanced after my two children were 
born, each inheriting BCCNS. My 
friends call me the “Energizer Bunny” 
because I keep on going. What choice 
is there? 

     Last year, I participated in a clinical 
trial of the Genentech drug Vismodegib, 
an oral inhibitor of the hedgehog path-
way. For me, the results have been 
positively incredible. In the twelve 
months that I have been on the drug, 
60% of the basal cell carcinomas pre-
sent at the study’s initial exam have 
disappeared. The hundreds of pits on 
my palms & soles have vanished. The 
side effects including altered taste of 
food, hair loss, and muscle cramps are 
significant.  

      When I get frustrated with these, I 
think back to 2009 when I required mi-
nor or major skin cancer surgery 
(biopsies, MOHS, plastic surgery recon-
struction and repair) every month for the 
first 6 months of the year. There is NO 
comparison. For decades prior, these 
surgeries had occurred every 3 months. 
Years ago, I realized that I would proba-
bly never be cancer free. Now, thanks 
to Vismodegib, that potential exists! I 

think this is amazing. 

     Even though I retired from the 
world of medicine about 10 years ago, 
I am still learning about the many 
manifestations of BCCNS. I do not 
know everything about the syndrome, 
but I do know that it is best to ask, 
inform, listen, and communicate. In 
addition, the BCCNS websites are 
excellent information sources. 

     One of, if not the most valuable 
statements I was taught at Emory 
was, “to listen is to communicate.” 
From my perspective as a “PA”tient, I 
would like to add that “knowledge is 
power” in caring for oneself. Those of 
us with rare syndromes need all the 
information we can get. I am grateful 
and relieved to have the BCCNS Life 
Support Network to go to for informa-
tion; this is a patient oriented, advo-
cacy, non-profit organization. Even 
though I was a PA for almost 20 yrs., I 
still think this is a wonderful source.  

     Given that it is impossible to go to 
one medical provider for comprehen-
sive care, patients with BCCNS need 
an “orchestra conductor.” Since regu-
lar dermatology visits are essential, it 
makes sense that these providers 
take up the baton. As PAs in derma-
tology, it is critical to provide all the 
information needed to help your pa-
tients & their families get the care they 
need from all the appropriate physi-
cians and disciplines. 

Editors Note:  Julie recently repre-

�����Back when I was in 8th grade, 
after having 3 large keratocystic 
odontogenic tumors removed from 
my mandible and maxilla, I was diag-
nosed with Basal Cell Carcinoma 
Nevus Syndrome (BCCNS), aka Gor-
lin Syndrome, BCNS, & Nevoid Basal 
Cell Carcinoma Syndrome (NBCS).   

     Subsequently, at the age of 18, I 
had huge, calcified, ovarian fibromas 
removed just prior to starting college. 
At the time, neither my parents nor I 
had been informed that ovarian cysts 
are a manifestation of this syndrome. 
Feeling something hard in my lower 
abdomen & menstruating every two 
weeks for months prior to this surgery, 
I was too naïve and scared to say or 

do anything. The good, the bad, and 
the ugly of BCCNS have shown their 
faces regularly since then. 

      BCCNS is an autosomal dominant 
genetic syndrome that affects all body 
systems. Most prominently, these can 
include the heart, nervous system, 
skeletal/orthopedic, gynecologic, & der-
matologic problems. There are other 
manifestations that can develop as 
well.  

     In retrospect, signs of BCCNS were 
present at birth when my large skull 
size led to an air ventriculogram. Diag-
nosed with mild hydrocephalus, careful 
monitoring was all that was required. 
As a child (growing up in the country), I 
had numerous pits on my palms and 
soles, which were always dirty and hard 
to get clean. My pediatrician had no 
idea why the pits were present or what 
they were. 

     After my diagnosis in 1970, my 
mother volunteered me to participate in 
many Grand Rounds at Mass. General 
Hospital. Physicians would examine my 
pitted palms, which I was required to 
stick through the cubicle curtain. The 
vast majority of practitioners had no 
clue about the diagnosis despite these 
clear, pronounced clinical signs.  

     Multiple hospital experiences and 
the opportunity to shadow a young pe-
diatrician during my senior year in high 
school, led me to believe that I wanted 
to do something in medicine, yet with-
out the hours and responsibility of be-
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�����But even when no such mutations are 
present, aberrant Hedgehog signaling can 
still drive solid tumors, for example by 
supporting the blood vessels that fuel their 
growth. That’s  why Genentech , a San 
Francisco–based  subsidiary of the Swiss 
pharma giant Roche, is currently testing 
its drug for nearly 20 other CA types.  

      The phase 1 data from a range of 
solid tumors, published last mo., looks 
promising (Clin. Cancer Res. 17, 2502–
2511, 2011). “If this drug is helpful for 
other diseases, we want to figure that out, 
too,” says medical oncologist Jennifer 
Low , who leads Genentech’s global de-
velopment for Vismodegib.  

      Genentech’s compound is not the only 
hedgehog inhibitor in clinical develop-
ment, though. At the April mtg., research-
ers from a handful of other drug compa-
nies, including Pfizer, Takeda, Novartis 
and Infinity , presented phase 1 or pre-
clinical data from their own experimental 
drugs, all of which target the  smoothened 
protein, (SMO) a key component of the 
Hedgehog signaling pathway.  

      According to Philip Beachy ,  molecu-
lar biologist at Stanford Univ. School of 
Medicine in CA., who first cloned and  
characterized the gene encoding Hedge-
hog in fruit flies in the early 1990's, the 
reason why so many companies are de-
veloping Hedgehog inhibitors is because 
“this pathway is easily drug-able.”  

      1998, Beachy & his colleagues first 
showed that a compound derived from the 
corn lily plant called cyclopamine worked 
by blocking the hedgehog pathway 
(Science  280, 1603–1607, 1998). 4 years 
later, his team identified 4 small molecules 
that inhibit hedgehog activity, but are 
structurally  distinct from cyclopamine 
(Proc. Natl. Acad. Sci. USA 99, 14071–
14076, 2002). Then big pharma clued in. 
“All the drug companies caught on to this 
and realized it’s easy to hit this pathway,” 
says Beachy.  

     Eli Lilly is one such company. At 
the mtg., last month, scientists from 
the Indianapolis, IN., based drug-
maker presented preclinical data 
showing that its drug, called 
LY2940680, inhibits cancer growth 
in cell lines containing a mutation in 
the gene encoding Smoothened that 
researchers had previously ob-
served in a  patient with cancer who 
developed resistance to vismodegib 
(Science 326, 572–574, 2009).  

“Part of our differentiation strategy to 
improve benefit in the patient popu-
lation  we aim to treat is demonstrat-
ing activity of our preclinical mole-
cules at that clinically observed mu-
tation,” says Jonathan Yingling , 
V.P. of Oncology Research at Lilly 
Research Laboratories . The drug 
is currently being tested in phase 1 
trials for people w/ a range of solid 
tumors.  

     Infinity Pharmaceuticals , is 
advancing its own derivative of 
cyclopamine, known as IPI-926, w/ 
improved potency & stability. After 
completing a successful  Phase 1 
trial of the drug in people w/
advanced solid tumors, including 
BCC, the Cambridge, MA., biotech 
firm launched separate phase 2 
trials in people with pancreatic can-
cer & with chondrosarcoma bone 
cancer. “The problem in pancreatic 
cancer is that drugs just can’t reach 
the tumor cells,” says Infinity’s Sen-
ior Dir. Product Development, Mar-
garet  Read . She explains that IPI-
926 changes the blood vessel sup-
port of the tumor to improve the de-
livery of other chemotherapeutic 
drugs.  Although there are no 
Hedgehog pathway mutations seen 
in chondrosarcoma, the idea is to 
inhibit the pathway . . . to slow the 
cancer’s growth. Currently, no drugs 
exist to treat this type of cancer.  

     Even with all the competition, 
Genentech ’s Low remains confident 
that her company’s compound will 
be the 1st to market. “We’ve treated 
a lot more patients than [other com-
panies] have for a longer period of 
time,”   she says. “We have a better 
characterized drug right now.”  

     There is growing momentum. 2 
wks before the AACR mtg., Genen-

tech  announced that Vismodegib 
proved effective in a ‘pivotal’ phase 2 
study of 100+  people w/either metas-
tatic or non-operable BCC. Because 
no approved therapy exists for this 
patient population, “the plan is to file 
that  data” for regulatory approval 
before the end  of the year, says 
Genentech’s VP of molecular biology, 
Frederic de Sauvage . 

  
“Vismodegib is life changing,” says 
Kristi Schmitt Burr, Exec. Dir. of the 
Ohio-based BCCNS Life Support 
Network, . . . whose members who 
have participated in Genentech’s 
trials. “We have people crying be-
cause they’re so happy!  We feel like 
we’re been held hostage by this con-
dition, and this removes the shack-
les.” 

 

Editor’s Note:   

A very positive “shout out ” here to 
Genentech, Inc. & Novartis, Inc.; 
who have reached out to your 
BCCNS Network to understand: the 
complexities; depth of the many 
manifestations; the concerns for 
those affected, children through 
adults; and how the condition impacts 
the entire family.  We compliment 
them for their integrity, the manner in 
which they conduct 
the clinical trials, their  
transparency and 
cooperation.   

May the best science 
prevail! 

**** 
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����Expect a Miracle …I have a framed 
notecard sitting on my nightstand that I 
received over 20 years ago from a 
friend with this saying on the cover and 
a pencil drawing of a rainbow.  The no-
tation inside cites the Bible verse that 
God has given us rainbows as His sign 
to us.  The card was sent at my lowest 
point in dealing with BCCNS.  I had just 
had the skin on my nose removed due 
to multiple BCCs and had a split thick-
ness skin graft from my hip covering my 
nose.  I had a tissue expander in my 
neck to grow more skin to harvest for a 
new graft for the nose.  I was in the 
hospital to remove a growth, thought to 
be an ovarian growth that ended up 
being a mesenteric cyst; a rare side 
effect of BCCNS. 

     When I first heard of the GDC-0449 
study, I knew I had to join it.  It just 
sounded like an out-of-the-park home 
run…a hedgehog pathway inhibitor.  
BCCNS communicates along the 
hedgehog pathway so it seemed, by 
definition a winning solution.  Communi-
cation is inhibited.   

     I have known Dr. Epstein for years 
from going to UCSF for my skin care.  
He used my skin and blood in his re-
search and I feel his dedication to 
BCCNS research brought about the 
GDC-0449 study.  I was accepted & 
enrolled in the GDC-0449 study as pa-
tient #1.  I was fortunate - it was appar-
ent at month 1 that I was receiving the 
drug.  In that first month visit, I already 
had significant results with BCCs disap-
pearing.  Gone!  We cried for joy in the 
exam room that day.   

     Even though I’ve continually prayed, 
endured successive surgeries and have 
had many people praying for me, I did 
not have the faith that a cure would 
come in my life time.  I figured that my 
Mohs surgeons and I would grow old 
together;  I’ve been fortunate to have 
been under the care of two great sur-
geons, Dr. Roy Grekin (UCSF) and Dr. 
Annalisa Gorman (Bellevue, WA).  I 
accepted the fact that I would be cut-up 
millimeter by millimeter.  My personal 
joke is, “I get a face lift millimeter by 
millimeter!”  Truly, I figured I would 
never have sagging eyelids or cheeks 
because as soon as I had some “give” 
in the skin, another BCC would develop. 

      Now, all of that has changed.  I 
haven’t had a surgery in over 18 

months!  My upper eyelids are sagging!   
They miss me at the doctor’s office, 
especially the brownies that I brought 
every surgery day. 

     Now, I’m anxious for the next 
phase.  Will the drug react the same 
way?  If I have the same changes, I’ll 
know how to adapt. 

      Actually, I had to stop taking GDC-
0449 after 9 months.  I was experienc-
ing a side effect of the drug, weight 
loss.  At the beginning of study, I had 
surgery to remove a mesenteric cyst.  
With the surgery, my weight dropped 
from 128 to 114.  My weight continued 
to drop as I continued taking the medi-
cation.  I could not gain weight.  My 
weight eventually dropped to 98 
pounds, and Dr. Epstein decided to 
have me stop the medication as my 
weight was too low.  It took 6 months to 
gain back the weight and I’m now back 
to 128 pounds.  To gain weight, I drank 
Carnation Instant Breakfast 2-3 times a 
day with whole milk, in addition to 
meals.  I’ll start the regime again to try 
to maintain weight. 

     I lost the hair on my head while tak-
ing the drug, another side effect.  No 
problem – I got a wig and now I love 
wigs!  I have two wigs and I am think-
ing about getting a third one.  No more 
blow drying and styling hair.  No more 
$45 haircuts every 6 weeks.  Just 
shake it, comb it and go.  I’ve chosen 
to keep my head shaved short.   Due to 
multiple scalp surgeries, on one side of 
my scalp and the crown, the hair 
growth is very thin, so it would take a 
long time to fill-in.  I think it was this 
way before the study, but I didn’t real-
ize how thin the hair growth was be-
cause my hair was longer and covered 
the spaces.  With the hair loss, I think I 
had another side effect, my eyelashes 
grew, but I eventually lost the lashes 
after I stopped the medication.  They 
have grown back to their normal 
length.  I also lost facial & nasal hair for 
a time.  I didn’t realize how not having 
nasal hair makes a small, nasal drip 
turn into a running faucet. 

      Another side effect was that my 
taste changed.  I needed more salt.  I 
craved salt.  That was one of the first 
indications I had that my metabolism 
was changing.  I have the same frozen 
entrées for lunch at work during the 
week and add a packet of salt when  

preparing them.  All of a sudden, 
after three weeks of taking the 
drug, one packet didn’t seem to be 
enough.  Adding a second packet, 
didn’t help.  It took a third packet to 
equal the same salty taste.   

      Another indication was I was 
eating sashimi at a Japanese res-
taurant; I thought they had watered 
down the soy sauce and requested 
another bottle.  When it tasted the 
same, but smelled like soy sauce, I 
realized it was me, not them.   

      Along with salt, spices were a 
great need.  I used to be on the shy 
side with spiciness.  Then, it all 
changed.  Sriracha chili sauce be-
came my friend.  Before using the 
drug, I would use one drop of the 
hot spice occasionally.  Then, while 
on medication, I put it on almost 
everything, except peanut brittle.   

     Bread, cakes and chocolate 
were off the list, too, no longer 
tasty.  But, I found See’s Peanut 
Brittle.  I made regular visits to my 
local store and kept a supply on-
hand.  And there’s Crème Brulee, 
tapioca and pudding to satisfy the 
dessert craving.   Luckily, the taste 
of wine and liquor had no adverse 
effects, so I continued to enjoy 
those. 

     Now, after 9 months off the 
drug, I do have new spots appear-
ing but these are in new locations.  
Spots that were cleared have not 
returned!  So, I’m anxious to get 
back on the drug, my miracle pill . 

Onto the next phase ! 
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It remains one of my most vivid childhood food memories. I'm at 
Camp Fire Girls camp. Hot coals are glowing in a huge cooking 
grill, and on nearby picnic tables are platters of meat, cheese, 
and vegetables, a jar of Accent seasoning, and foil sheets. We 
each make our own dinner by filling a foil packet with whatever 
we like. After cooking mine on the fire, I dig in as if it were the 
first time I'd ever tasted food. And, in a sense, it was, because for 
the first time I had made dinner just the way I wanted it. All that 
took place more years ago than I care to admit, but foil dinners 
(what we called hobo stew) are as memorable for kids today as 
they were back then. As much an activity as a meal, the foil feast 
here has been updated with a variety of fresh ingredients. Prep 
as many — or few — as you like, then have everyone customize 
a packet. Your kids will love being the boss of their own dinners, 
and you'll appreciate the no-fuss cleanup. 

During the school year, children's reading agendas are often set by the demands of school. 
But summer is the ideal time for your child to explore her own interests through books.  
 
"The first requisite for summer reading is that the child be intensely interested in the book and 
the subject," says E.D. Hirsch, author of BOOKS TO BUILD ON. Let your children pick the 
books they want to read, even if that means checking out six books on sharks. Some light or 
even goofy reading is fine too, says Hirsch. Then you can gently offer other selections to 
leaven the mix. Hirsch recommends steering your child toward nonfiction books, which can 
be neglected by English teachers, who often prefer fiction.  

 

See below for a few selections.  For a full list of recommendations, go to http://
familyfun.go.com/summer/summer-games/a-summer-reading-list-702205/3/ 

Poetry for Older Children  
POETRY FOR YOUNG PEOPLE by Emily Dickinson 

MAKE A JOYFUL SOUND by Deborah Slier 

 

Nonfiction for Older Children  
MAGIC SCHOOL BUS IN THE TIME OF THE DINOSAURS  
                   by Beverly Collins. 

ORPHAN TRAIN RIDER by Andrea Warren . 
SUMMER OF FIRE:  YELLOWSTONE, 1988  
                   by Patricia Lauber. 

THE BONE DETECTIVES by Donna Jackson 
THE INCREDIBLE JOURNEY OF LEWIS AND CLARK   
                    by Rhoda Blumberg 

THE WRIGHT BROTHERS:  HOW THEY INVENTED THE  
AIRPLANE by Russell Freeman. 
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Grades 1-3  
AMELIA BEDELIA by Peggy Parish.  

ANANSI AND THE MOSS-COVERED ROCK  
                 by Eric Kimmel.  

BILL AND PETE GO DOWN THE NILE by Tomie de Paola.  

DANNY AND THE DINOSAUR by Syd Hoff.  

DIGGING UP DINOSAURS by Aliki.  

FROG AND TOAD ARE FRIENDS by Arnold Lobel.  

GREEK MYTHS by Marcia Williams.  

GREEN EGGS AND HAM , by Dr. Seuss.  
 

Grades 4-6  
A WIZARD OF EARTHSEE by Ursula LeGuin. 

A WRINKLE IN TIME by Madeline L’Engle. 

BELLE PRATER’S BOY by Ruth White. 

HARRIET THE SPY by Louise Fitzhugh. 

LITTLE HOUSE ON THE PRAIRIE by Laura Ingalls Wilder 

ROLL OF THUNDER, HEAR MY CRY by Mildred Taylor 

THE SECRET GARDEN by Frances Hodgson Burnett 

Ingredients  

· Foil 

· Meat (Shrimp, Chicken, Kielbasa, Hamburger) 

· 2 cups beans 

· 2 cups vegetables 

· 2 cups fruit 

· 2 cups nuts 

· 2 cups cheese 
Flavor Boosters  Chives; 
parsley; dill. 



�����?���� �������
������������;�����8�
3B�����
���������� ���
�������
�����������$������
����������������
������������
���������������@=�===�
���������������"�
������ ������N2�����������������%�������
�����%��������0 "���������$�����
���������
����������
�������������
�������������� �������0�����
����%��
�
������
����$����
�����7���������������
���������
��������
��������������
�
������
�
�������
�����������������
Q�����������%"Q�
�����<������%���������9�*�=33>���
�
�8���������������+��	�����������%�
������
�������������+������
�����"�<���
���%���%�����
���%����2==D��������
:��%�����9"�;�����*������*������*�����
����<����
����$����
����������������

����������������<���
���������9��
�����
���
������1�
�����������
$����
�����7���������"�
�����1������������������
�����%�����
�������������������
���������������
���+��	��������+��"�
�������"��������:���7�����"��������:���7�����"��������:���7�����"��������:���7�����<9��R
��� 
��
���������������
�����������
�����

����
����������
��� ���
%��
������
����
�����������������%R
�
����

���
�
����������������������������
�����
+��+������
��� ��%���"�
�����Q1�R
��������
����+�� �����8�
�
�
��������
���������
������ �Q�
����
:���7�����������
��
��+�
��
�������

���������������������$����
�����7������
���������E$�������% "�Q6+�� ��� �
��+��+�����������
��
�+�� ������"��������
��R
������������ ��������������%���"Q��
:���7����
���������������
��������
��
�����������������
��������+������
��
��������������������������������
��
��%����������������%�������
��
�����

�������
�
�+�������%��
"�7��
����
���������������������
�����������������
����
������%����������
���
�����
�����"�
������ �������
����%��
�����������
+��������
������������������������2=�
 ���
��%�"���
��������
������������
�
�������������
�� ������������8��������
�����������
������������+����
�������
��������������� "�
������ ���������������������
��2=���%��
�����4=������
��%����
��������+������

��������
������
"�O�������������
������
��������%���������
�������� �����������
���"������������������%����������
������
�������
����
����������������������������
�
����������+������������"�	����� ��� ����R
�
������������������������������R�������� �
�������������������� ���
��%����%���
�����"�
������ �������
�������������:��%�����9"�;�����
*������*������*��������<����
����������
�

������%������%���������������������%���%�
������ ������"�������
�������
��%�9�*�
=33>������������
�� ��������%�����
Q���%���%������� Q�������������
���
��������������������%�%���"�

� � � 
 � � � �

D��
���	D�����	
�*
����$�����&47����
������
������� "(�
��E��,���	
�0���� ��� ������	�7
�C�����	��"��� �

� � 
 � � � � � � 
 � � � � � � � � � � � 
 �

Today is a new day 
Or so I am told 

You say be courageous 
To go for the gold 

Move one step at a time 
Leave grief in the past 

How can I be in first place 
When I’m sitting dead last 
Throw caution to the wind 

Let fate take its course 
To think of the good side 

Not live in remorse 
They say good things will 

come 
With what you put in it 

How can I reach for the stars 
When the sky is the limit 

 

                 ~ Curtis Baughman 
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���Editor’s Note :  Thank you, 
Nicole! I am certain that our read-
ers will appreciate learning about 
how you thrive and represent oth-
ers similarly affected.  

  Notice to all young readers:  We 
welcome your personal stories to 
include in the Quarterly Advo-
cate -- the voice, spirit & advocacy 
newsletter of people with BCCNS.   

     This publication is sent to inter-
ested affected individuals, their 
family members, caregivers, doc-
tors, & other healthcare providers, 
if requested.  Please provide us 
with their addresses &  e-mail, 
together with other contact infor-
mation.   

     Please consider writing and 
submitting your own story, and 
sharing it with our readers, who 
directly benefit while learning how 
to manage and cope with this mul-
tifaceted, complex condition.  
Each journey is unique, yet the 
similarities are profound.  There 
are more similarities than differ-
ences, and our shared experi-
ences serve as badges of courage 
for each other.  Thank you.  

� � � 
 � � � �

)
�����&��!�#, �"(�#����	�����������#0�

����This is great news and very promising for those with BCCNS.��On June 19, 2011, Genentech  announced 
final positive results from a pivotal Phase II study with vismodegib (GDC-0449) in People with Advanced Basal 
Cell Carcinoma (BCC) for Whom Surgery Is Considered Inappropriate . The release can be found at 
http://www.gene.com/gene/news/press-releases/display.do?method=detail&id=13507       
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