Sutter CF Center Newsletter

In This Issue

Clinic News: 1
From the Editor: 1
General Info: 6
Q&A: 6
Special Topics:
Unique Trial: 1
Questions for Kasey: 2
Stem Cell Research: 4
Events: 6
Previous Events: 7
Patient News: 7
Newsletter Staff: 7

Recipe: 8

May 2005



Sutter CF Center Newsletter

May 2005

Unique Trail Provides Duel Weapons to Fight PA

By: a publication for the CFF Care Center network

The EPIC trial, which stands for Early
Pseudomonas Infection Control, will evaluate
the effectiveness and safety for intermittent
anti-microbial therapy for the treatment of
new onset Pseudomonas aeruginosa (PA)
airway infection in children with CF. This
two-pronged study is the most comprehensive
study of its type in terms of the number of
subjects and sites involved.

EPIC Observational Study:

The objectives of this study are to determine
the risk factors for early acquisition of PA
infection; the impact of early PA infection and
the effect of antibiotic treatment in children
with CF. Previous PA studies have elucidated
the need for larger more generalized studies
and have produced conflicting results.

The observational EPIC trial will attempt to
address some unanswered questions. What is
the temporal relationship between serology
and respiratory cultures? What is the role of
serology in diagnosing acute and chronic PA
respiratory infection and response to
treatment? The inclusion criteria for this study
are: ages < 12 years; diagnosis of CF; no prior
history of PA isolation, or at least two years of
negative cultures or concurrently enrolled in
EPIC clinical trail and informed consent for
both the CF Foundation Patient Registry and
EPIC observational study participation. This
study will include 1,400 participants at 60 CF
care centers. The enrollment period is two
and half years with a total study duration of
five years.

Questions for Kasey

By Wendy Hubbs, RN, CNS

Most of you know Kasey Pearson from your clinic visits. I asked Kasey if she would be willing to let us get
to know her a bit better and to share her thoughts on Cystic Fibrosis management. I enjoyed interviewing her
and believe all our patients and families will be very interested in her answers.

Tell us about your training and career

experience.

K. Ibegan my career as a Registered Nurse at
Oakland Children’s Hospital in 1985 where I
worked on the medical and respiratory floors
for 7 years. That is when I first became
involved with Cystic Fibrosis and I spent a lot
of time working with CF patients and their
families. In 1990, I attended UCSF where 1
got my Master’s degree and became a
Pediatric Nurse Practitioner. Following
graduation I moved to Chico and accepted a
job in Yuba City as the Director of Nursing of
a Home Health Agency and IV infusion
Company. In 1994 after having my son [
started my first job as a Pediatric Nurse
Practitioner at the Chico Children’s Center. In
1998, my family relocated to Sacramento and
I began working for Sutter in my current role
as the nurse coordinator for Pulmonary and
Cystic Fibrosis Outpatient Services.

What do you like most about working with CF
patients and families?

K.

I think what I love the most is having a connection
with the families and the patients, watching the
children grow, being able to be a part of their lives
and educating families in how to live with cystic
fibrosis.

(Continued on Page 3)
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If you could give one piece of advice to patients
and families, related to CF management, what
would that be?

K.  Ithink my greatest focus in regards to CF
management would definitely be on
prevention. In other words, it’s not about
trying to fix problems once they occur; it’s
about preventing those problems from
occurring. Educating patients and families
about the importance of maintaining good
lung function, proper nutrition, medication
management and why we order routine lab
work and throat/sputum
cultures are just some of the
things that I feel are really
important. o

Along that line, when would you
recommend that a patient or
parent call their family doctor
or Dr. Chipps or you or what
guidelines would you suggest? PY
K. When your child has Cystic

Fibrosis, the role of the

Pediatrician is primarily to

provide the well-child

exams, immunizations and basic healthcare.

If your child gets sick and it involves the

lungs or sinuses, then it’s best to take your

child to Dr. Chipps to be seen. If your child is

having gastrointestinal problems like poor
weight gain, diarrhea, constipation, vomiting
or reflux, you should take him/her to see Dr.
McDonald or Dr. Davies. If our patients are

having problems, we strongly encourage them

to contact the team depending on what their
individual need is. We strongly discourage

CF patients from being seen in the emergency

room. Patient’s can call Dr. Chipps’ office
after hours and they will be able to talk to an
on-call practitioner who can advise them of
what they need to do.

What do you think is helpful to patients and

families if hospitalization is needed?

K. During hospitalization it is important for
patient’s to know that the team is there to
support them. They also need to be educated
about infection control guidelines, so they

understand why healthcare givers are following

isolation precautions like wearing gowns,
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gloves, and masks. They should know there are
Child Life specialists to help take care of their
children’s developmental needs and to help them
cope with invasive or painful procedures. I think
it’s important for them to know that the nurses and
the doctors at Sutter Memorial are well versed in
the care of patients with Cystic Fibrosis.

So, now on a lighter note, what do you like to do for
fun?
K. Spending time with my ten-year old son is my first

priority. I am very close with my family and love

being with them too. I bought a new home last
year and we are in the process of
putting in a new pool this summer.
Reading is one of my favorite

® hobbies. I also enjoy traveling and
spending time outdoors.

What future plans do you have, in
relation to the CF center?

K. I want it to continue to grow
and grow and grow! | want to make
our center the best possible place
for patients and families to learn
about cystic fibrosis. I want it to be
a place where patients and families feel they can
come to and get their needs met and questions
answered, knowing that we care about them and
want the very best for them. I also welcome
input from patients and families about what they
think would make our center a better place for
them.

Last question, how can patients and families keep
current on the latest care and treatment for CF?

K.

Your CF team is always the best place for
patients and families to learn about their care. [
also recommend the Sacramento Chapter of the
Cystic Fibrosis Foundation at (916) 979-7080.
The best on-line resource is the Cystic Fibrosis
website called CFF.org. I discourage patients
from going on the Internet and looking at sites
that are not researched based. CFF.org is going
to have the most accurate and up-to-date
information on CF. Sharing information between
families and reading the Sutter CF newsletter are
other good ways to keep current. An excellent
book for families to read is “Cystic Fibrosis: A
Guide for Patient and Family” by David
Orenstein. Those books will soon be available
for families to borrow during their clinic visit.
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Stem Cells and CF:

Growing New Lung Tissue to Repair Damaged Lungs

Richard Mollard, Ph. D (Presented at CFRI Conference 2004)
By: Amy Daly

Stem cells are proving to be one of the hottest
topics in recent history. What are they? What is
their potential? We were tremendously fortunate
to have Richard Mollard, PhD, from Monash
University in Melbourne, Australia, explain
some of this to us at CFRI’s 17" Annual
Educational Conference. Dr. Mollard presented
unpublished data from his research team
suggesting for the first time that human lung
tissue can be successfully grown from human
embryonic stem cells. He took time here to
explain the significance of this research.

What are stem cells?

Stem cells are unspecialized cells that have the
remarkable ability to renew themselves through
cell division. They can also develop into many
different, more specialized cell types in the
body and as a result, they have the potential to
provide cures or new treatments for many
diseases and injuries. Most scientists consider
stem cells in two categories: embryonic and
adult.

Where do we get embryonic stem cells?
During in the in vitro fertilization process (IVF),
many eggs are fertilized, and at 5-6 days these
grow into balls of cells called blastocysts.
Blastocysts that are reimplanted in the mother
for pregnancy could develop into a fetus and
then a newborn baby. But often there are more
fertilized eggs than those that are reimplanted;
the other fertilized eggs are often frozen or
ultimately discarded.

In some cases, donors can approve the use of
their discarded fertilized eggs for stem cell
research. Embryonic stem cells can be derived
in culture from the center of blastocysts.

Where do we get adult stem cells?

Adult stem cells are found in both children and
adults, as well as in the blood of the umbilical
cord. Among the many types of adult stem cells,

the most commonly used for therapeutic
procedures are located in the bone marrow and
blood, and the blood of the umbilical cord.

How can stem cells be used?

Adult stem cells have been successfully used to
treat people with blood diseases and disorders
such as leukemia and to reduce the adverse
effects of high-dose chemotherapy and
irradiation.

In animal models, scientists have reported
success in using embryonic stem cells to:

e Promote some recovery of
paralysis following injury to rat
spinal cords

e Reverse symptoms of type |
diabetes and temporarily restore
normal sugar levels in diabetic
mice

e Reverse some symptoms of
Parkinson’s disease (PD) in
animal models of PD

e Improve cardiac function in rats
who have had heart attacks

Using human embryonic stem cells, scientists
have reported success in growing cells with the
potential to treat certain diseases. For example:
e Brain cells for PD
e Insulin secreting cells for Type |
diabetes
e Blood cells for blood disorders
e Heart muscle for heart attacks
e Blood vessels for bypass
surgeries
e Liver cells for liver disease
e Antigen producing leukocytes
for immune tolerance

(Continued on Page 5)
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Will a patient’s immune system reject stem
cells?

If the cells come from the person receiving
treatment, they are unlikely to be rejected.
Immunologically unmatched and even matched
donor stem cells have a high chance of being
rejected. Strategies are being investigated to
minimize the chance of rejecting cells made
from embryonic stem cells. These include:
customizing stem cells through a process known
as nuclear transfer, creating stem cell banks
(similar to blood banks), and adjusting the
patient’s immune system so that it will accept
the stem cells.

How might this help people with CF in the
future?

Given the progress of stem cell research in
recent years, there is promise for treating cystic
fibrosis in the future.

Respiratory cells grown from embryonic stem
cells could be transplanted to provide fully
functioning lung tissue to repair damaged lungs.
Perhaps a more exciting possibility is to
combine embryonic stem cell research and gene
therapy to prevent CF.

Stem cells could be a source of lung tissue for
transplantation. We can use stem cell derived
respiratory cells to screen new therapies and
treatments, to see if they work and if they are
safe, before testing on humans. Stem cells could
also be used to deliver therapeutic reagents or
medicines to targeted sites, such as the lungs.

Which stem cell type is the best for stem cell
therapy for lungs in CF patients?

In animal models with lung disease, adult stem
cells have been injected into the blood stream
resulting in their engraftment on the lung, or
partial rebuilding of the lung tissue. However, it
is unclear that adult stem cells have the capacity
to produce all cell types of the lung.

Embryonic stem cells have demonstrated an
amazing potential. Unlike adult stem cells
which to date have only been unambiguously
demonstrated to give rise only to certain cell
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types, embryonic stem cells can be instructed to
produce functional representatives of every cell
type of the body, including every cell type of
the lungs. Therefore, they offer a high potential
for treatment of cystic fibrosis to replace
diseased tissue and reduce damage that may
have already occurred in the lungs.

The door remains open as to whether embryonic
or adult stem cells, or a combination of both,
will provide the best therapies for treating cystic
fibrosis.

For further information regarding stem cell research visit
the following links on the Internet:
www.isscr.org/public/escells.htm and
http://www.isscr.org/public/adultstemcells.htm)

Editor’s Note

The following is an excerpt from comments written
by Dr. Mollard following the conference:

Summary

The possibility of using stem cells to treat cystic
fibrosis was looked upon with great interest and
mixed feelings by conference participants.
Interactions facilitated by holding such
conferences enables researchers and the
community to work together to formulate the
most acceptable methods to help people who
may benefit from these research efforts.

The ideas and concepts surrounding stem cell
therapies of cystic fibrosis are at a high and
esoteric technical level. Yet they are by no
means science fiction. Although much work
remains to be done, many of the individual steps
in designing cystic fibrosis therapeutics through
stem cell research are being established in
laboratories.

It is crucial that the public becomes as aware as
possible of developments in the stem cell field
and that forums are continually held to give
researchers and the community the possibility to
interact on this level. The initiative made by
Cystic Fibrosis Research, Incorporated to
organize their conference at this level must be
applauded, and represents an important facet of
developing meaningful therapeutics in the
future.
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Question and Answers:

Question: Could you explain the use of probiotics and how they help keep the
digestive track functioning with good bacteria?

Answer: by Dr. McDonald Probiotics are "good" human intestinal bacteria that
have been isolated from healthy human volunteers. When ingested they live in the
large bowel for 7-10 days and tend to crowd out "bad" bacteria. Probiotics have
been shown to help prevent and treat diarrhea caused by taking antibiotics. They
help stimulate mucosal immunity and help shorten and stop the spread of a viral
gastroenteritis. There is virtually no harm ever caused by taking probiotics. They
won't improve fat digestion, however.

Events:

1. May 21, 2005 Great Strides Sacramento: This event includes the walk and a motorcycle
ride. For more information Elease contact the Sacramento CF chapter at: (916) 979-7081

2. August 5-7, 2005 CFRI 18" Annual Educational Conference: Sofitel Hotel, Redwood
City. The theme is “New Horizons: Care of Body, Mind, and Spirit.” Topics include: “CF
Research; What’s New? What’s Next?” “Hypnosis and Alternative Treatments for CF” “CF
Genes: Why they Matter?” “Fitness to Fight CF” “Financial Strategies for CF Families’
Needs” “Becoming an Advocate for Quality Care” For more information please call (650)
404-9975 or www.cfri.org

3. August 7-12, 2005 CFRI Retreat: CYSTIC FIBROSIS TEEN & ADULT DAY Retreat
Located at Vallombrosa Center in Menlo Park, California. This Year’s Theme: MY BIG
FAT GREEK RETREAT. Call CFRI at (650) 404-9975 or www.cfti.org for more
information.

Previous Events:

Stanford/LPCH Cystic Fibrosis Center Education Day occurred on March 12, 2005. This is an
annual educational event that is sponsored by the Stanford Cystic Fibrosis Center. The topics covered
at this conference included Diabetes, CT Imaging in CF, Sleep in CF, Transition to Adult Care,
Pregnancy and Reproductive Issues, NAC- update from Phase 1 trial and Non-Classic CF. For those
that were unable to attend the conference you can purchase DVD’s from the Cystic Fibrosis Research
Incorporated (CFRI).

Cary Nunoz from Prime Time Boxing and Phillip and Maria Arias, parents of a CF child worked
together on the 6™ annual Black Tie and Boxing Benefit. The event was on March 25, 2005 at the
Sheraton Grand hotel in Sacramento. A portion of the funds raised at this event will be donated to the
Sutter CF Center. According to Carry, “the event was great and we had many of our previous guests
attend as well as many clients from our company. We were able to get some television coverage on
KCRA 3 and were on several radio stations which were helpful in bringing more awareness to the
Center.”

Special Evening with Boomer Esiason: University of San Francisco and CHIRON Pharmaceuticals
sponsored this educational event. It was on April 9, 2005 at the Marriott Hotel in Walnut Creek. The
presentations by University staff and Boomer Esiason were very informative and uplifting. Boomer
Esiason is a former football player and now a sports announcer. He has a son with Cystic Fibrosis and

started the Boomer Esiason CF foundation, which has been very successful at raising awareness and
funds.
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General Info:

You may view any of the three Virtual Patient Education Day Web casts at www.cff.org. Go to the “Living
With CF” section and click on a Web cast title.

Managing Cystic Fibrosis Related Diabetes (CFRD), An Instruction Guide for Patients and Families, by the
Cystic Fibrosis Foundation. (www.cff.org)

You can learn about current CFFT sanctioned/approved trials from the “CFFT Clinical Study Summary” and
the revised version of the “CFFT Drug Pipeline,” which shows the status of drug development. Both of these
are now available on Port CF in the “Resources” section, in the “Research” folder. (www.cff.org)

The updated “Glutathione Questions and Answers for Patients and Families” is now available in the Port CF
“Resources” section, under “Education-Patient Family.”(www.cff.org)

The pamphlet, Day-to-Day: School and CF, which instructs patients and their families on getting
accommodations to meet their CF-related needs in the educational setting is now available from your TOBI
Area Business Manger at Chiron (call 1-800-Chiron or 1-800-244-7668). This is the CF Foundation’s second
pamphlet in a series based on the Advocacy Manual: A Clinician’s Guide to the Legal Rights of People With
Cystic Fibrosis.

Pain Management and Guided Imagery publications recommended by the Sutter Child Life Department:
1. Healing Images For Children Activity Book, by Matt Holden
2. Healing Images For Children, by Nancy Klein
3. Spinning Inward, by Maureen Murdock

™
N
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Patient News: \\
e Jeremy Ross was married in March; they honeymooned on a cruise through the Mexican Riviera, | -

Puerto Vallarta and Mazatlan. They had a great time! VA
e Alex Prator, age 18, recently returned from a month long exchange program with Werk Gymnasium

(High School) in Heidenheim, Germany. Previously he had hosted a student from there in his home

in Paradise. He packed up all his CF gear and had a great time touring Munich, Stuttgart, Berlin, and

other German sites. He had fun playing indoor soccer, skiing and experiencing the coldest winter in

28 years!
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