
Some of the CF Care Team Members showed 
their support earlier this year during the 
Great Strides Walk in Pensacola and in 
Crestview.  A good time was had by all.  
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Director’s Corner  
Okan Elidemir, MD, Division Chief & Pediatric Pulmonologist

Hello everyone! I am once again very proud while typing these lines. 
I would like to announce that our center sent its application to CF 
Foundation to become an independent, free-standing CF Care Center. 
CFF has a meeting in December and will announce if we are approved 
or not early next year. To become the fi rst independent center in the 
Florida Panhandle will bring great honor to us. During my fi rst year of 
directorship, we have made signifi cant improvements in the quality of 

care provided to our patients. These changes will come to fruition in the coming years. Our 
goal of becoming one of the best care centers in the country is still there, and we are working 
hard to reach it as a team. 

In this second director’s corner, I am going to write more about Lumacaftor (VX-809). An 
interim analysis of the results of a multicenter clinical study was presented in European CF 
Conference in Lisbon, Portugal this summer.  Lumacaftor (VX-809) was tested in patients 
who carry two copies of Delta-F 508 mutation (Delta-F 508 homozygous), alone and in 
combination with Ivacaftor (Kalydeco). When used alone, Lumacaftor did not show any 
signifi cant benefi t in lung function or sweat test results, but when used in combination with 
Kalydeco for 4 weeks there was signifi cant improvement (9%) in lung function and sweat test 
results. There were no serious side eff ects. The medicine is now being tested in longer studies 
to get FDA approval. I think it will be available within a few years. Arikase (amikacin) and MP-
376 (levofl oxacin) are two inhaled antibiotics still waiting to get FDA approval. 

A dry powder inhalation form of tobramycin is now available. “TOBI podhaler” can safely 
be used instead of TOBI nebulized in older kids who can perform slow, deep inhalations. 
Treatment time is decreased to a few seconds instead of several minutes. This is expected to 
improve compliance in teenagers. 

I wish you a warm and healthy winter. See you in the spring! 

 

Pictured above was the Nemours team at the 
CF Great Strides Walk in Pensacola.  The Team 
raised approximately $700 which went towards 
CF research.Pictured above was the Nemours team at the CF Great 

Strides Walk in Crestview.  Way to Go!
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This newsletter can also be sent 
via email.  Please notify 
Cortney Owens,  850-505-4739 or 
cowens@nemours.org, if you are 
interested, and to provide 
feedback.  Set your spam email 
filter settings to allow messages 
from Nemours to be delivered to 
your inbox.

Understanding Cystic Fibrosis Related Diabetes (CFRD)
Most of you probably know someone who has diabetes.  Type  1 diabetes is sometimes 
called juvenile diabetes, and Type 2 diabetes is commonly associated with obesity.  
However, in Cystic Fibrosis (CF), a different form of diabetes called cystic fibrosis-relat-
ed diabetes (CFRD) can develop. The  CF  team would like you to know more about this 
potential complication and why we do screening tests to detect it.

Background 
When starches and sweets are digested, they are broken down into glucose, which 
is the energy source for the cells in our bodies.  After a meal, the glucose level in the 
blood (aka “blood sugar”) goes up, and the pancreas makes insulin, which lets glu-
cose into the cells to be used for energy. Without insulin, blood sugar levels rise above 
normal levels and cells run short on fuel. Type 1 diabetics don’t make enough insulin. 
Type 2 diabetics make insulin but their cells have trouble using it. This is called “insulin 
resistance.”

CFRD results from a combination of factors including decreased insulin production, 
some insulin resistance by body cells, and an abnormal response to changes in blood 
sugar. The treatment goal for all types of diabetes is to achieve normal glucose levels 
in the blood. In contrast to Type 1 and Type 2 diabetes, CFRD patients should continue 
high calorie, high fat diets to meet their energy needs, which range from 1.2 to 2 times 
that of people who don’t have CF. 

Who develops CFRD and what causes it? 
The average age of onset for CFRD is 18-21 years, and with each decade the incidence 
of CFRD increases by 10%. Currently, 20% of adolescents and 40-50% of adults with CF 
eventually develop CFRD. The causes of CFRD are not fully understood. People with 
CF may make less insulin due to scarring in the pancreas. Insulin resistance may be due 
to chronic low-grade respiratory infection and higher levels of stress hormones. Oral 
corticosteroid medication (e.g., Prednisone) can temporarily cause higher blood sugars. 
Despite these factors, most people with CF won’t develop CFRD. 

What are the symptoms?
The most common symptoms of CFRD are excessive thirst and frequent urination, 
but fatigue, lack of energy and weight loss (despite a good diet) may also occur. More 
frequent lung infections may also be associated with CFRD, and there may be an unex-
plained drop in lung function.  

However, since people with CFRD produce some insulin, the signs and symptoms may 
not be obvious right away. Weight loss and reduced lung function can occur as much 
as four years before CFRD is diagnosed, so routine screening is highly recommended. 

How is CFRD diagnosed? 
Early diagnosis and treatment of CFRD is crucial. The recently published Cystic Fibrosis  
Foundation consensus on CFRD  recommends annual blood glucose screening starting 
at 10 years of age and additional blood glucose monitoring at the time of pulmonary 
exacerbations. More frequent screening may be needed in cases of frequent exacerba-
tions or an unexplained decrease in PFTs. 

The best test to diagnosis CFRD is an Oral Glucose Tolerance Test (OGTT).  Your CF 
physician will order an OGTT, starting at 16 years of age, as part of the yearly lab work. 
The OGTT is done in the morning after fasting overnight for at least eight hours. Blood 
glucose levels are drawn before and 2 hours after a special glucose solution is given to 
drink. If the blood sugar is too high at either time, CFRD or glucose intolerance (interme-
diate form) can be diagnosed.  

How is CFRD treated? 
If a child is diagnosed with CFRD or impaired glucose tolerance,  the  par-
ent  and  the child  will be taught how to monitor blood glucose at home us-
ing a special meter. Blood sugar should be checked at certain times of the day, 
such as upon first waking and 2 hours after a meal. Blood sugar should be also 
checked before starting nighttime G-tube feeding and 3-4 hours into the feeding.   

The CF team, along with an endocrinologist (diabetes specialist) and diabetes educator 
will recommend the best treatment regimen based on blood sugar levels, lifestyle, activ-
ity, and eating habits. The goals of CFRD care are to maintain near-normal blood glucose 
levels, achieve optimal growth and weight gain, and preserve the function of the lungs. 



What do Clinical Social Workers 
Do?  
Melanie Fryou, LCSW
Clinical social workers are an 
important part of the Cystic 
Fibrosis Care Team. They can help 
with a wide range of fi nancial 
and emotional situations and can 
enhance communication with the 
healthcare team. People sometimes 

think that a social worker becomes involved only when 
there is a concern about abuse or neglect. This is very 
rarely the care. Clinical social workers are licensed 
professionals with training in health and mental health 
care. Their job is to help family with any social or 
psychological issues that arise. 

When to contact the clinical social worker:
•	 	Insurance	questions	 	 	 	
•	 	Letters	for	school	or	work
•	 	Parenting	questions
•	 	You	aren’t	sure	who	can	answer	a	particular		 	
  question
•	 	You	have	been	worrying	more	than	usual
•	 	You’ve	been	feeling	down	or	blue
•	 	You	just	feel	like	talking	to	someone!	

What can clinical social workers help with?
•	 Adjustment	to	illness
•	 Coping	with	life	stresses
•	 Dealing	with	relationship	problems
•	 Addressing	job	or	school	concerns
•	 Anxiety	and	depression
•	 Grief	and	loss
•	 Domestic	violence
•	 Mental	health
•	 Substance	abuse
•	 Identifying	and	accessing	community	resources
•	 Social/fi	nancial	concerns

How do clinical social workers help? 
•	 Counseling	and	support
•	 Care	coordination
•	 Referrals	to	community	agencies
•	 Information	and	education
•	 Safety	planning
•	 Brief	therapy
•	 Advocacy

If you think you might want help in any of these areas, 
tell your doctor or nurse that you would like to meet 
with Melanie Fryou, LCSW, CF care team social worker 
(850) 505-4724. 
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Pumpkin Time Cookies 

Ingredients:
2/3	cup	shortening	 	 1	teaspoon	of	vanilla
½ cup of peanut butter  2 and ½ cups of fl our
1	1/3	cup	of	brown	sugar	 2	teaspoons	of	baking	powder
2 eggs    1 cup of chopped peanuts
1 cup of pumpkin pie mix

Directions:
Mix shortening, peanut butter, sugar, and eggs until well blended 
and creamy.  Stir in milk and vanilla.  Add fl our, baking powder 
and nuts.  Drop onto greased cookie sheet (tablespoon size).  
With the back of a wet spoon, make a depression in the center of 
each cookie and fi ll the depression with a heaping teaspoon of 
pumpkin mix.  Bake at 375 degrees for 10-12 minutes until lightly 
browned.  Cool on rack.  Store in loosely covered container.  Yield: 
4 dozen cookies

Nutritional Information (per cookie): 109 calories, 2 grams of pro-
tein, and 2 grams of fat.

High Calorie Recipe for CF Patients
Emilee Shelton, Licensed Dietitian

An individual may need to take one or more insulin shots a day and 
test their blood glucose 3-4 times a day. Although CFRD diet man-
agement does not limit calories, fat, salt or sugar, it is often helpful 
to follow a schedule for meals and snacks. 

Can CFRD be prevented? 
At this time there is no way to prevent CFRD. Avoiding sweets will 
NOT prevent the development of CFRD and will unnecessarily limit 
calories. More research is needed to understand the factors that lead 
to CFRD.

Conclusion 
CFRD is a condition that has well-known eff ects, but treatment can 
control it in most cases. People with CFRD also feel much better af-
ter starting treatment. Managing CFRD involves a team approach to 
combine education, ongoing assessment of insulin needs and emo-
tional support to the patient and family. Vigilant screening is the 
best way to identify CFRD early and begin treatment so that optimal 
health is maintained.

CF Data Transparency

CF Data Transparency is an initiative by the Cystic Fibrosis Founda-
tion (CFF) to openly share outcome data from CF centers across 
the country with our CF families. The data received at each center 
helps identify areas for improvement and reinforces the commit-
ment to excellence in CF care. There is no magic bullet, no easy 
roadmap to perfection. We are constantly working to identify key 
areas for improvement. The data we receive from the CF founda-
tion is vital to this process. 

In emails and future editions of our CF newsletters, we will be shar-
ing with you our center’s  outcome data as well as specifi c quality 
improvement initiatives that were generated in response to our 
outcome data. 

If you wish to be on our email list or need to update your email ad-
dress, (for announcements only; not for patient care issues) please 
contact Jackie Feagan at jfeagan@nemours.org. To learn more 
about CF Transparency and Quality Care Initiatives you can watch 
an online Web presentation: “Quality CF Care is More Than the 
Numbers” http://www.cff	.org/LivingWithCF/Webcasts/Archived-
Webcasts/ManagingLife.



Enzyme Tricks
To help remember to take your enzymes:
	 •	 Put	them	in	the	drawer	where	the	snacks	are	kept.
	 •	 Look	into	getting	a	vibrating	pill	box	to	send	to			
  school or to a friend’s house  (Check out Amazon. 
	 	 com	or	http://www.epill.com/casio.html).
	 •	 Put	a	reminder	on	your	cell	phone.
Create a reward chart for taking enzymes everyday.
Always carry a supply of enzymes with you “just in case.”
 •	 Do	not	leave	them	in	your	car	or	the	refrigerator.
If traveling with an infant use a contact case to put 
applesauce and enzymes in for storage.
Avoid the embarrassing pill box and put enzymes in a small 
Altoid container.

The “Encourage You” Journal
by Destin Johnson

The “Encourage You” journal is a journal that was created by Destin, and 
friends, to encourage “You”.  Who? Me? Yes, you! This journal was created 
for parents, patients, and friends, who are associated with Cystic Fibrosis 
(CF) in any way to write in questions for Destin regarding the CF life. This 
journal will be helpful in encouraging “you” families, patients, and friends- 
as you journey through the life of an individual with CF. It is Destin’s prayer 
that, through this journal, many people will be inspired, encouraged, and 
able to obtain great insight into the CF life. Feel free to explore the mind 
of Destin and be encouraged to ask whatever is on your mind or heart. 
Destin may also have questions for you too!   *Now for some questions!

Q: What was the biggest obstacle you had when you were smaller? What is 
it now (caused by CF)?
A: When I was smaller, the biggest obstacle that I faced due to CF was 
acceptance. I had a hard time opening up to my friends and allowing 
them to see the whole “me.” I would try to hide my differences. There were 
certain things I would not do in front of my friends. I had a very difficult 
time with performing my therapies in front of my friends, and sometimes 
family. On field trips or during sleep over nights, I would sometimes skip 
therapies because I didn’t want my friends to talk about me or turn away 
from me because of this sickness. I didn’t want to feel contagious. I didn’t 
think they would understand or accept me for what I go through. As I 
grew older, I was able to open up more but not completely. I still have 
some moments when I struggle with people accepting me, such as taking 
medications at the dinner table in the restaurant in front of people I am 
unfamiliar with.

The biggest obstacle that I face, as an adult, is balancing work and health. 
Growing up in a single parent home, my mom always taught my sister and 
me to work for what we wanted in life. From the moment I reached the 
acceptable age to work, I have always worked extremely hard to obtain 
in life. I even worked to purchase my first vehicle, a 1996 GMC JIMMY, 
for $3,200 cash. This was my first car and I am still driving it today. (As I 
have worked my way through grade school, college, and have received a 
four year Bachelor’s degree in Respiratory therapy, I find it, now, hard to 
work without over stressing my body.) I’m noticing that, as I age, I feel the 
effects of CF more and more, which causes me to decrease my workload, 
sometimes to the point of hospitalizations. 

Q: Has CF kept you from doing anything in your life?
A: Yes. CF has prevented me from directly gaining a close relationship 
with my fellow brothers and sisters who battle the same issues as me. 
The reason I went to college for respiratory therapy was to have the 
opportunity to draw close to my fellow CF patients to help make their 
lives better. Unfortunately, because I am a CF patient, I was not allowed to 
treat other CF patients, due to infection control reasons. While in school, 
I had some hospitals deny me the opportunity to do clinical rotations in 
their facility once they discovered that I was a CF patient. I understand 
completely the reason for the rejections, but I feel like I am hindered and 
isolated from encountering the people who truly understand me. Even 
at CF events, the rule for all CF patients who attend is at least 3-6 feet 
distance from one another. 

Q: If necessary, would you consider a transplant? Why or why not?
A: No. I prayed and told the LORD that I didn’t want to go through that 
process. I attended a lecture about lung transplantation and the results 
were not overwhelming. First, lung transplant will never cure the disease; 
therefore, I would still have to battle CF even after the transplant. Also, 
there are a load of qualifications that an individual would have to meet 
in order to be considered for a transplant. Secondly, there are more 
medications, such as anti-rejection drugs, which would be added to my 
regular drug plan, and, the anti-rejection medications are so strong that 
other organs of the body would eventually have to be transplanted. Also, 
there is a high cost for lung transplant, which would be too much for 
me to tackle. Lung transplant is a very serious operation that should be 
considered with much prayer and discussion with the patient’s family and 
physicians.

Helpful Tips to Know When 
Taking AquaADEKS
AquADEKs is orange because of beta-carotene, which 
is what makes Vitamin A.  This can causing staining of 
teeth, clothes, or any surface where it is spilled.  If this 
has happened to you or if it does happen to you……try the 
following tips directly from the manufacturer.

	*	 Teeth	staining:	rinsing	with	water	and/or	brushing	teeth	
after taking the supplement. 

* Staining of clothes: Use castile soap (oil based) to 
remove the stain.  DO NOT USE WATER !  Do not wet the 
item, simply pour the castile soup on and scrub the stain.  
When the stain is faded the item can be washed.  Dry 
the item outside in the sun to help bleach the stain if any 
remained on the item.

CF Mom’s Support Group Mtg
For a schedule of when the CF Moms will get together, contact Laurie 
Hutchison at lhutch1@cox.net or (850) 582-4738.

The Nemours Children’s Clinic, Pensacola, along with the 
Pensacola Lung Group, has submitted applications to the 
Cystic Fibrosis Foundation (CFF) to become a stand alone 
Pediatric and Adult Cystic Fibrosis Center, respectively.  
Applications will be reviewed in December followed by a site 
visit in the Spring.  Currently, NCCP is a satellite CF center off 
of the Nemours Jacksonville Clinic.  

If approved, this will be a huge win for the community as a 
recognized CF Care Center.

Application Has Been Submitted!


