
NEWS FROM THE FRONT

Every year, we submit information about 
our center’s patients to the CF Foundation 
Registry. Our information is then compared 
to that generated by all of the other CF 
centers around the country. Recently, this 
comparison revealed that our patients’ 
pulmonary function has been decreasing 
over the last few years, and now is slightly 
above national average. 

Since the review, we have formed a 
quality improvement team to work on 

improving this statistic. The team includes the center director, 
associate director and nurse coordinator as well as a nurse, 
respiratory therapist, physical therapist, dietitian, social worker 
and, most importantly, a member of our Family Advisory Board 
who is the mother of two girls with CF. Below is a summary of the 
steps the team is working on and/or already applying in the clinics 
and in the hospital:  

1. At the time of diagnosis, we now recommend the use of an 
inhaled bronchodilator (Albuterol) and airway clearance twice 
a day. This helps open up and clear the lungs of any mucus that 
may have built up. 

2. If the baby/child starts coughing, we will administer inhaled 
Pulmozyme to help with clearance. If the cough continues, 
inhaled HyperSal (hypertonic saline) will be started. That will 
help hydrate the lungs. 

3. If wheezing or lung congestion is heard during a physical exam, 
or parents mention that they heard it in a baby/child who cannot 
tolerate a pulmonary function test, inhaled steroids may be added.

4. For patients six years and older: If the forced expiratory 
volume drops by more than 10 percent, a bronchodilator 

medication (Albuterol) will be administered followed by a lung 
function test. If improvement is detected, inhaled steroids might 
be tried. 

5. If oral antibiotics are administered, a spirometry test will be given 
three to four weeks following to make sure there is improve-
ment from this treatment. If no improvement is noted, we will 
consider ordering a high-resolution CT scan and a bronchoscopy 
for more evaluation. An admission might be needed.

6. Post-clinic reviews will include a close look at the FEV1 to 
assist primary physicians in evaluating a patient’s progress. 

7. If Pseudomonas grows in a throat culture, we will start one of 
three treatment plans depending on how the patient is feeling: 
Tobramycin inhaled, Tobramycin inhaled and Ciprofloxacin by 
mouth, or having the patient admitted for IV antibiotics.

8. During each of these steps, the patient’s adherence to 
medications and treatments will be reviewed. Also, we 
will make sure they understand why they are using their 
medications. Physical therapy and respiratory therapy as well 
as talking to a dietitian, nurse or social worker can all help, 
depending on what activities the patient finds most difficult. 

We will be tracking our progress on these measures very closely. 
We welcome any ideas and suggestions. Our goal is to improve the 
lives of all our patients by improving their lung function.

Improving the Lives of 
Children and Young Adults 
by Improving Lung Function
By Samya Nasr, MD, Director, Cystic Fibrosis Center

There are many reasons why lung function could be low or 
decreasing over time in cystic fibrosis (CF) patients. These 
include the genetic mutation of the patient, his/her nutritional 
state, when CF was diagnosed, the kind of bacteria or germs in 
the lungs (like Pseudomonas or Staph), and whether the patient 
has CF-related diabetes or other complications. Of course, 
if medications are not taken or airway clearance treatments 
are not performed according to plan, these actions could also 
reduce lung function.

Factors That Can Impact Lung Function
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NEWS FROM THE FRONT

Lung Transplantation
By Richard H. Simon, MD, Director, Adult Cystic Fibrosis Center

the lungs fairly to those who need them the most, a national 
organization steps in to oversee the process. The goal is to 
transplant those people first who are least likely to stay alive 
without new lungs and those who will live the longest after they 
receive them. 

Survival following lung transplantation has improved steadily. A 
typical way to measure outcomes is by “median survival time.” 
This is the number of years following transplantation that 50 
percent of people will still be alive. The median survival following 
lung transplantation for people with CF is currently 9.2 years.

Not everyone with cystic fibrosis chooses to undergo evaluation 
for lung transplantation. The decision is personal. Regardless 
of whether a person chooses to be evaluated, the CF team will 
continue to provide care with the goal of maintaining quality of 
life at the highest possible level. To achieve this, we are beginning 
to engage our colleagues who have special expertise in maximizing 
functional activity and minimizing bothersome symptoms. These 
specialists have organized into groups called “palliative care.” We 
in the CF field have realized that palliative care experts have a lot 
to offer our patients with advanced lung disease, whether or not 
they are pursuing the lung transplant option. In fact, referral to 
palliative care experts might be reasonable around the same time 
as referral to the transplant program, so patients can learn what 
help will be available to manage their symptoms.  

We are fortunate that the University of Michigan has a 
long-standing lung transplant program with considerable 
experience among CF patients. Detailed information about lung 
transplantation at our center can be found online at uofmhealth.
org/conditions-treatments/transplant/lung-transplant-process. 
Additionally, the Cystic Fibrosis Foundation has launched a 
comprehensive lung transplantation program that is described 
online at cff.org/News/News-Archive/2016/CF-Foundation-Shares-
Plans-to-Improve-Lung-Transplantation-at-White-House-Event/.

The first lung transplant for a patient 
with cystic fibrosis was performed 
in 1984. Since then, the number has 
increased so that, in 2016, 265 people 
with CF received transplants in the US.  
Approximately 10 to 15 percent of all 
lung transplants performed in the US are 
for people with CF.  

There is an ongoing discussion among 
the CF Centers about when a person 

with bad lung disease should be referred to a transplant team. A 
consensus is developing that patients should meet the transplant 
team earlier than later, so that they can learn about the procedure, 
find out what is required for them to be listed, and hear about 
what post-transplant treatment includes. A trigger for the first visit 
might be when FEV1 drops and stays below 40 percent predicted. 
When patients reach this point, most will still have many years 
before they will need a transplant. But early referral allows them to 
begin to consider whether transplantation is something they might 
want and whether they will be eligible for it. Potential barriers to 
being listed for transplant can take time to correct; these include 
poor nutritional status, poor blood sugar control for those with 
CF-related diabetes, chronic use of narcotics, and the need to 
identify a family/friend who can assist the newly transplanted 
patient during recovery at home.  

No single factor drives the decision as to when a patient is ready 
to begin the complex testing necessary to be put on the active 
transplant waiting list. But a combination of signs and symptoms 
usually include an FEV1 less than 30 percent predicted or rapidly 
decreasing; a need for continuous supplemental oxygen; an 
elevation in arterial blood carbon dioxide level; recurrent coughing 
up of substantial amounts of blood (hemoptysis); recurrent lung 
collapse (pneumothorax); an increase in pulmonary artery pressure; 
and decreasing ability to perform daily activities. Other conditions 
that encourage earlier evaluation are diabetes and having difficulty 
maintaining nutritional status.  

Unfortunately, the number of donor lungs that are available for 
transplantation is too few for everyone to get lungs immediately 
after they are put onto the active transplant list. To distribute 

Are you or your family interested in  
registering as an organ donor?

 Visit giftoflifemichigan.org for more 
information.

®
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WHAT’S NEWS

Staff Introductions

Shijing Jia, MD, is an adult pulmonary 
physician at the University of Michigan. She 
developed a personal interest in caring for CF 
patients over the past year and is excited to 
take care of the patients at the Adult Center.

Brian Nickerson, LLMSW, studied 
integrated behavioral healthcare in 
graduate school before joining the CF care 
team in September as the new inpatient 
social worker on the University Hospital 
pulmonary unit.

Zahrae Sandouk, MD, completed her 
endocrinology fellowship at the Cleveland 
Clinic and is now at U-M as a clinical 
assistant professor in the endocrinology 
department. She enjoys building long-term 
relationships with patients. 

Dana B. Steien, MD, completed a GI 
fellowship at U-M and a clinical nutrition 
fellowship at the Children’s Hospital of 
Philadelphia, where she gained experience 
in caring for young CF patients from an 
intestinal and nutritional perspective.

Cindy Jones, RRT, worked in the 
Respiratory Care Department at Mott for 
six years and has worked with many of 
our CF families as an inpatient respiratory 
therapist. She joined the PFT staff full time 
this past June.

Vicky Kiss, RRT, has 15 years of 
experience working as an RT with infant, 
pediatric and adult patients. Prior to 
joining the PFT lab staff in August, she 
worked at Beaumont Hospital.

Kelsey Rajala, RRT, worked in adult 
respiratory care at U-M for several years 
prior to joining the PFT staff in November 
2016. She has become involved in CF 
initiatives over the past year, and was able 
to attend the National CF conference.

Breanna Stowell, RRT, had eight years 
of experience in adult respiratory care at 
U of M before coming to the PFT Lab in 
September.

DEXA Scan: What is it and why do I need one?
By Catherine Enochs, BSN, RN, AE-C, Pediatric CF Program Coordinator

What is a DEXA scan?
DEXA stands for “dual-energy x-ray absorptiometry.” It is an 
x-ray of your hip and spine. It measures bone thickness and can 
help show if you have osteopenia, osteoporosis, or normal bone 
thickness. It takes about 20 to 30 minutes to administer, and does 
not need sedation. A DEXA scan can be scheduled at the East Ann 
Arbor Center, Livonia Center, or Taubman Center Radiology.  

What are osteopenia and osteoporosis?
Osteopenia is a lower than normal bone mineral density (or bone thick-
ness). This can sometimes be a warning sign that osteoporosis might 
develop next. Osteoporosis is very low bone mineral density (or bone 
thickness), and causes weak and brittle bones that can break easily.

Who needs a DEXA scan?
All adults with cystic fibrosis should have a DEXA scan when 
they turn 18 years old. It is then repeated every one to five years 
depending on the results. 

Children with CF ages nine to 17 should have a DEXA if they 
have any of these risk factors:
• FEV1 less than 50 percent predicted
• Less than 90 percent ideal body weight OR BMI below the 

25th percentile
• More than 90 days of oral steroids
• A history of broken bones not caused by severe trauma
• Delayed puberty

Continued on page 4
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WHAT’S NEWS

Pain in Cystic Fibrosis
By Deborah Long, LMSW and Shijing Jia, MD

Why are people with cystic fibrosis  
at risk for low bone thickness? 
There have been many studies at the possible causes of low bone 
thickness. The most common are listed below with information 
about how we help manage them.
• Pancreatic insufficiency and malabsorption: This can lead to a low 

BMI. Patients with poor nutrition are at risk for low bone density.
 Your dietitian and doctor help you by giving enzymes and 

supplements like high-calorie foods, appetite stimulants, tube 
feedings, and liquid nutrition drinks.

• Continually low vitamin D (less than 30 ng/mL)
 Your dietitian, doctor, or nurse monitor your levels and help 

you get the right amount of vitamin D. 
• Low level of physical activity
 Your physical therapist, respiratory therapist, dietitian, nurse, 

or doctor can help you focus on being active to help strength 
your bones. 

Over the last few years, there has been more recognition that 
chronic pain can be a major problem for many people with cys-
tic fibrosis. Problems with pain become more frequent as these 
patients get older. Almost all adults with CF experience pain at 
some point in their lives. As expected, a number of studies show 
that pain decreases a CF patient’s ability to enjoy life. Surprisingly, 
it also may make pulmonary exacerbations happen more often.

In general, there are three major types of pain: nociceptive, neuro-
pathic, and centralized. 

1. Nociceptive pain
• Caused by direct damage to body tissues, such as during a 

pulmonary exacerbation or a surgery procedure.
• Usually happens only at the area of the body where the damage 

occurred and resolves quickly.
• Treatment is based on short-term pain control, and may include 

medications like ibuprofen, acetaminophen, and occasionally opiates.

2. Neuropathic pain 
• Caused by damage to a nerve. 
• Occurs at the area where the nerve is damaged. Sometimes the 

pain can be long-lasting.
• Treatments for neuropathic pain may include nerve 

medications, nerve block injections, or even surgery.

• Delayed puberty
 Your doctor can help determine if you are having delayed 

puberty and if a referral to Endocrinology is needed. These 
specialists can help determine if anything should be done to try 
to correct it. 

• Chronic infection
 Your doctor will treat infections as they occur. Your whole team 

will work to get the most out of your preventative daily care. 
• Inflammation and steroid use
 If you need them, your doctor prescribes oral steroids only 

when necessary and for the shortest time possible. 
• Lung transplant
 After a transplant, your transplant team will monitor you 

closely for many things, including bone density. 

If this information prompts additional questions, please talk to 
your CF care team. 

3. Centralized pain 
• Can occur anywhere throughout the body with no clear trigger 

at the point of pain. This happens because the pain is caused by 
damage or dysfunction of the nervous system.   

• Centralized pain is chronic and can be felt on and off or be 
continuous. It is considered a “pain syndrome” because it may 
happen along with tiredness, difficulty with sleep or memory, 
poor mood, and often depression. 

• Treatments used for centralized pain are often non-drug 
therapies like cognitive-behavioral therapy (changes patterns 
of thinking or behavior) and symptom management programs. 
Some nerve medications can also be helpful.  

• Treatments used for nociceptive pain, like ibuprofen and opiate 
medications, are not helpful for centralized pain and can 
actually be harmful.

Often times, the three different kinds of pain are difficult to tell 
apart. Treatments for each kind of pain are unique and cannot be 
used for other times of pain. For that reason, we have much to 
learn about the pain experienced by people with CF. Currently, 
there are not many tools to help CF patients with centralized pain. 
The adult CF center is working on learning ways to better help our 
patients to manage pain more effectively.

DEXA Scan: What is it and why do I need one?
Continued from page 3
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PATIENT SPOTLIGHT

Cystic Fibrosis BreatheCon and MiniCon
By Michelle Stewart

Cystic Fibrosis can be an isolating disease 
for many due to the infection control 
guidelines and the general public’s lack of 
understanding of this disease. I grew up 
without knowing a single family member 
with CF, past or present. I was living in 
uncharted territory, and every experience 
was new for myself and everyone around 
me. Over the years, I have begun to realize 
how blessed I have been with my health. I 
skated through high school with ease, and 
to my recollection, my health never seemed 
prohibitive. 

When I went off to college, I finally started 
to understand what it was like to live life 
with a chronic disease. But it wasn’t until 
last year that I truly felt the full weight 
of this disease on me. What changed? I 
started working a full-time job, taking on 
more responsibilities outside of work, and 
sacrificing my health in the name of being 
“normal.” It wasn’t until recently that I 
questioned my direction in life and felt a 
strong desire to reach out and connect with 
other adults with CF. “There has to be 
someone out there who has been through 
what I’m going through,” I thought. 

Not long after, I received an email to 
register for BreatheCon, sponsored by the 
Cystic Fibrosis Foundation. BreatheCon is 
a virtual event where CF patients gather 
in an online chatroom to listen to keynote 
speakers on various topics, attend small-
group breakout sessions with other adults 
to talk about issues that are unique to us, 
and also engage in fun activities to get 
to know each other — all by using our 
webcams. 

Because infection prevention is extremely 
important, a virtual world where we can 
all gather in the comfort of our own homes 
to talk to each other in an open and honest 
dialogue is a phenomenal way to meet 

other adults with CF and build meaningful 
relationships. Some of the many events 
offered for BreatheCon 2017 were yoga, 
mindfulness-based stress reduction, exercise 
videos, a cooking Q&A, and more than 15 
breakout sessions on a variety of different 
topics. There was also the opportunity to 
sign up in advance for breakout sessions 
based on interests and current life journeys. 
This year, BreatheCon brought together 
over 300 adults with CF from 47 states 
with ages ranging from 18 to 77. A truly 
remarkable event! 

If you aren’t able to make the annual 
BreatheCon event, the CF Foundation 
sponsors smaller CF MiniCon events 
throughout the year, each with a unique 
and focused topic. In 2017, I enjoyed 
the Young Adult program for which the 
keynote theme was on “Dealing, Coping, 
and Thriving.” I attended breakout sessions 
addressing such topics as relationships and 
careers. CF MiniCon couldn’t have come at 
a better time for me. I was blessed to meet 
such inspirational and accomplished young 
adults with CF who are using their voices 
for change and the better good for all with 
chronic illness. 

If you are at all like me and sometimes 
feel alone in the battle against CF, sign up 
for BreatheCon and/or CF MiniCon and 
take the opportunity to connect, share, 
and learn from others with CF who are 
experiencing the same challenges you are. 
While it will always be important to take 
care of our clinical health, overall wellbeing 
and emotional health must not be pushed 
to the side. 

 To register for the 2018 BreatheCon 
events, or the all-new FamilyCon,  
visit cff.org/BreatheCon.

“Because infection prevention 

is extremely important, a virtual 

world where we can all gather 

in the comfort of our own 

homes to talk to each other in 

an open and honest dialogue 

is a phenomenal way to meet 

other adults with CF and build 

meaningful relationships.” 

Michelle Stewart
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Each of us had the opportunity to attend a roundtable event, and we 
chose to sit in on three different topics of discussion. Dawn joined a 
discussion regarding non-tuberculosis mycobacterium, Erin joined 
one regarding the use of probiotics with CF, and Wendy joined the 
table on enhancing patient and family wellness. At each table were 
physicians from across the world. It was a bit intimidating for us 
mothers, walking into the conference hall full of hundreds of profes-
sionals in the CF field, but we found each table to be very welcom-
ing to us as parents. The doctors truly wanted to hear each of our 
child’s CF stories. We left the roundtable discussions feeling like our 
input and time was extremely valuable to those we met. 

We also spent time in the exhibit hall viewing all the research posters 
and communicating with the vendors on new products, medications, 
and treatments.  We were very excited to learn about new advance-
ments in care, and to later share these products and information 
with our care teams and families.  

Being surrounded by a community that is so passionate and dedicat-
ed to improving the lives of those living with cystic fibrosis was truly 
amazing. We had the opportunity to network with other parents, 
members of CF advisory boards, CFF executive leaders, and leading 
clinicians and researchers. From this experience, we were able to cre-
ate new connections within the CF community. These connections 
and interactions have inspired us to do more at the national level.  

Words cannot express how thankful we are for having the opportu-
nity to attend the conference. We will continue to charge forward 
and support the efforts to finding a cure for cystic fibrosis.

In early November, we attended the 2017 North American Cystic 
Fibrosis Conference in Indianapolis. The number of people from 
around the world who had gathered at one event to support those 
living with CF, including our children, overwhelmed our emotions. 
The conference has substantially grown in size over that past several 
years, and is attracting top leaders in the industry. There were over 
5,000 scientists, researchers, clinicians, and caregivers in attendance. 
The best and brightest minds came together to share the latest research 
and advancements in care for people with cystic fibrosis. The confer-
ence offered plenaries, a variety of symposiums, education sessions 
from multiple disciplines, and roundtable discussions as well as hun-
dreds of research posters, vendors, and networking opportunities.  

The daily plenaries we attended included “Matching Medicines with 
Mutation,” “Lung Transplantation,” and “Partnering with the 
Community.” Dr. Preston Campbell, president and CEO of the 
Cystic Fibrosis Foundation (CFF), as well as many other executive 
leaders, revealed the amazing progress that has occurred over the 
past decade. One breakthrough was that the median predictive sur-
vival rate has increased from 41 years of age in 2016 to 47 years of 
age in 2017. If that was not exciting enough, the partnership 
between the Cystic Fibrosis Foundation and Vertex Pharmaceuticals 
and other pharmaceutical companies continues to push progress 
through advanced research. This research is aiming at having 90 per-
cent of CF patients being eligible to receive a CFTR modulator with-
in the next few years. The new CFF tagline, “Until It’s Done,” was 
also released. This really says it all; the Cystic Fibrosis Foundation is 
fully committed to finding a cure for everyone living with CF. 

The plenary on partnering with the community focused on empow-
ering us to work together to advocate for adequate, affordable, and 
available healthcare for all people with CF. The speaker described 
the need for advocacy, and for our community to partner together to 
share our stories and goals. Providing education to the decision 
makers in our local, state, and national government offices is key. 
We can educate and then ask them to help us make changes, and we 
can give our votes to support people with CF. The speaker encour-
aged all of us to get involved and call, write, or email our officials at 
every level.   

PARENT TO PARENT

Left to right: Wendy Carmack, Dawn Nieman, and Erin Boillat at NACFC 2017.

North American Cystic Fibrosis Conference: Our Experience as Parents
By Erin Boillat, Wendy Carmack, and Dawn Nieman
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TEAM UPDATES

Research Update
By Marisa Linn, BGS, CCRP, Clinical Research Coordinator

The CF Foundation’s Therapeutics Development Network (TDN) 
is a driving force in CF research. The TDN reviews clinical 
research projects before they are sent to centers to start getting 
patients involved in the studies. The TDN also works constantly in 
improving research quality and safety.

Michigan Medicine is a CF-designated Therapeutic Development 
Center. This helps us get involved in clinical research, so we can 
contribute to making improvements in treatments and therapies. 
However, we can only accomplish that with the participation of 
our patients.

Study coordinators will visit every U-M clinic to introduce 
themselves and answer any general questions you may have about 
research. If you are approached about participating in a study, we 
encourage you to give it a try. If you have questions about U-M’s 
research program, you may contact Marisa Linn at mlinn@med.
umich.edu and Dawn Kruse at dmkruse@med.umich.edu.

Some may already be closed to enrollment, but current multicenter 
CF studies underway at Michigan Medicine include:

Antibiotic Studies
• APPLAUD: Use of LAU-7B in Adults

• TEACH: Adding Chronic Azithromycin to Inhaled Tobramycin 

• SAV005-04: Inhaled Vancomycin for the Treatment of MRSA

• OPTIMIZE: Optimizing Treatment for Early Pseudomonas 
Aeruginosa Infection

• STOP2-IP-15: Standardized Treatment of Pulmonary 
Exacerbations II

Enzyme Studies
• RESULT: Liprotamase Use in Pancreatic Insufficiency

• SIMPLICITY: Liprotamase Use in Pancreatic Insufficiency 

• CF-FC: Fibrosing Colonopathy in US Patients with Enzymes

Modulator Studies
• VX14-661-108: Ivacaftor and VX-661/Ivacaftor Combo, 12 

years and Older, DeltaF508 and a Residual Function Mutation 

• VX14-661-109: VX-661/Ivacaftor Combo, 12 years and Older, 
DeltaF508 and a Gating Mutation Responsive to Ivacaftor 

• VX14-661-110: VX-661/Ivacaftor Combo, 12 years and Older, 
1 or 2 Copies of DeltaF508

• VX16-659-101: VX-659 Combination Therapy, 18 years and 
Older 

• VX17-659-102: VX-659 Combination Therapy, DeltaF508 and 
a Minimal Function Mutation

• VX17-659-105: VX-659 Combination Therapy, 1 or 2 Copies 
of DeltaF508

• EMPIRE: Use of CTX-4430 for 48 Weeks in Adult Patients

• PTI-428-01: Use of PTI-428

• PTI-801-01: Use of PTI-801

Observational Studies
• Project UPLIFT to Reduce Anxiety and Depression in CF 

Patients

• GOAL-e²: G551D Observational Study – Expanded to 
Additional Genotypes and Extended for Long Term Follow-Up 

• BARRIERS: Standardizing Measures of Barriers to Treatment 
Adherence

• CHEC-OB-17: CFTR Modulated Changes in Sweat Chloride 
and Outcomes

• DESIGN CF: Developing e-Health Systems to Improve Growth 
and Nutrition in CF

• The EPIC Observational Study: Impact of Pseudomonas 
Aeruginosa Acquisition and Early Anti-Pseudomonal Treatment 
in Children (Years 11-15)

Sweat Chloride Studies
• CF Quantum: Study of a New Method of Sweat Testing
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TEAM UPDATES

Adult Patient Advisory Board Update
By Katie Hall, LMSW, Adult Program Coordinator

Our CF Advisory Board has been active for 
over a year. We are fortunate to be working 
directly with amazing patients who join us 
once a month on Tuesday evenings via Blue 
Jeans, an online meeting platform, to pro-
vide input and feedback to our CF program. 
As a care team, we value the opinions of our 
patients, and we want to make sure we are 
best fitting your needs, too.  Although we 
think we have a finger on the pulse of the 
areas we are exceling at and the areas we 
can improve on, we have found that our 
advisory board enables us to identify even 
more effective ways to improve our clinic.  

We have added several new members to our 
advisory board over the past year, and are 
always looking for more voices to join us. The 
group is led by Katie Hall, Dr. Simon, and 
Ronnie Downer. If you are interested in par-
ticipating on our CF Advisory Board, please 
contact Katie Hall at aultkath@med.umich.edu.  

Additionally, the CF Foundation has started 
a mentorship program, CF Peer Connect, 
and has asked centers to endorse patients 
who are interested in becoming peer men-
tors. I would be happy to discuss this further 
with anyone who would like to learn more 
about this opportunity.  

Learning to swallow pills can increase your 
child’s independence, reduce the unpleasant 
taste of medicine, and save time. Many older 
children can learn to swallow several pills at 
once. Here are some tips to help your child 
learn this important skill.  

What age? That depends. Some pre-
schoolers can swallow pills and some teen-
agers struggle. One study showed that 91 
percent of 6 to 11 year olds easily learned to 
swallow a small pill, but 9 percent needed 
more practice. 

When to start? Start when your child 
shows interest or when taking liquid medi-
cations or opening enzyme capsules become 
a hassle. The summer before your child 
enters kindergarten is a good time to start. If 
they are not able to swallow at this age, take 
a break and try again in a couple of months. 
It is also a good idea to teach pill swallow-
ing before there is pressure to succeed. A 
bad time to start would be right after your 
child is prescribed a medicine that is only 
available in pill form. 

How do I teach my child? 
1. Tell your child what you are doing 

and explain that the food that he/she 
swallows is bigger than pills.

2. Practice “chugging” water (drinking 
about two ounces of water in one breath).

3. Once your child can chug water, 
practice with candy. Start with very 
small candy, like cake sprinkles.

4. Place the sprinkle on the back of your 
child’s tongue. Tell him/her to take a 
drink while holding the head level.

5. If successful, move up slowly to bigger 
sized candies (mini M&Ms, Tic Tac).

6. If not successful, have him/her swallow 
a smaller size again, and then stop.

7. Practice over several days.
8. Praise your child and reward with 

that are tradable for a small prize (for 
example, five stickers = 15 minutes of 
tablet time).

9. When your child is ready to start with 
medicine, start with a small, chewable 
tablet first.   

Can I try anything else?
• A pill swallowing cup: The pill is placed 

in the cup spout. When the child takes a 
drink, the pill slips out with the water.

• A Flavored drink: This may help to hide 
an unpleasant taste.

• A flavored throat spray: This product 
is similar to a flavored drink and may 
help the pill “slide” down the throat.

What if these techniques do not work? Most 
children can learn to swallow pills with 
parental support, but some need more help. 
Warning signs include children who are 
developmentally delayed, have chewing/
swallowing difficulty, or experience high 
anxiety or a negative attitude about pill 
swallowing. 

If your child is still having trouble learning 
to swallow pills or if you have questions, 
please ask for help in the clinic. Nursing or 
psychology can help. One study showed that 
95 percent of children who could not swal-
low pills learned to do so with behavioral 
support. 

Tips for Teaching Your Child to Swallow Pills
By Jennifer Butcher, PhD, Pediatric CF Center Psychologist 

CF Peer Connect is a peer mentoring 
program for people with cystic fibrosis 
ages 16 and older. It allows one-to-one 
connections between people with CF. 
After you complete a mentor request, 
the CF Foundation will match you with 
an adult with CF who has experience 
with the topics you’re looking to learn 
more about. For more information, visit 
cfpeerconnect.com/about. 
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Our CF Family Advisory Board (FAB) has been working 
hard this year. We are in the process of making short videos 
to show what certain things are like when you have a child 
with CF: e.g., morning routines, mealtimes, organizing 
medications, going out, and more. 

We also had our CF Family Meet and Greet event on 
October 4, 2017. Families were split into groups based on 
the ages of their children, and spent the evening talking 
about daily challenges and tips and tricks with our FAB 
members as table leaders. We were honored to have an 
adult CF patient, Meagan Tenyer, attend to lead our adult 
age table as well. Thank you to all who attended.

This coming year looks to be exciting, too. Helping with 
the Family Education Night agenda, creating a Spring/
Summer Meet and Greet event, and finding our place on 
social media are among our plans. 

The Center would like to thank our Pediatric CF FAB mem-
bers for always acting as a link to our families. We cele-
brate their skill at communicating and bringing change to 
improve the CF Center as a whole. Thanks to Rhiannon, 
Josh, Brandi, Dawn, Sharon, Wendy, Erin, Sara, and Chris.

In Memoriam

Paulette Ratkiewicz, RRT, passed away peacefully on 
September 14, 2017 at the age of 65 following a coura-
geous battle with metastatic melanoma.

Paulette worked for the University of Michigan for over 43 
years, and dedicated herself to the Pediatric Pulmonary 
Lab. Her passionate commitment to CF made a positive 
impact on patients, families, and anyone fortunate enough 
to have worked with her.

Paulette had an infectious spirit, a beautiful smile, and lived 
life to the fullest. She brought joy and love to so many; the 
world was a better place with her in it. She is truly missed 
by so many.

Pediatric Family 
Advisory Board Update
By Catherine Enochs, BSN, RN, AE-C  
Pediatric Program Coordinator

TEAM UPDATES

Great Strides 2017 Report

On the 30th anniversary of Great Strides – the Cystic Fibrosis 
Foundation’s largest national fundraising event – we celebrate the 
many milestones we have achieved thanks to our supporters. Each 
year, more than 125,000 people participate in over 400 walks across 
the country. This dedication over the past 30 years has resulted in 
tremendous progress. While we have come so far, we still have so 
much work to do. The lives of people with this disease are still cut 
far too short. Great Strides provides a fantastic opportunity for fam-
ily, friends, students, and colleagues to come together and make a 
difference. The event harnesses the power of people with a shared 
vision and encourages collaboration, team building, and leadership, 
as we take steps to find a cure. Your participation in Great Strides 
matters a lot. We don’t just want to treat CF, we want to end CF. 
Interested in getting involved in Great Strides? Reach out to your 
local CFF staff partner Caitlin Ulrich by email culrich@cff.org or by 
phone (248) 269-8759.

Sunday April 29 
• Metro Detroit, 

MI

Saturday May 5 
• Toledo, OH
• Davison, MI

Saturday May 12
• Ann Arbor, MI
• Fremont, OH 
• Hartland, MI

Saturday May 19 
• Rochester, MI
• Findlay, OH

Sunday May 20
• Remus, MI

Saturday June 2 
• Port Huron, MI
• Frankenmuth, MI
• Petoskey, MI

Saturday June 9
• Mt. Pleasant, MI
• Lansing, MI

Sunday September 9
• Ludington, MI

Great Strides 2018 is coming to a city near you!

Did You Know?
Research shows that children with CF are more likely to have bowel/ 
bladder disorders, including abdominal pain, leakage of feces or 
urine, constipation, or prolapse. Michigan Medicine now offers a 
treatment approach that can help these children.

Pelvic floor physical therapists are specially trained in using many 
noninvasive tools and treatment techniques (no medication) to help 
young patients. These include hands-on stretching, massage, and 
biofeedback to improve the ability to contract, relax, and bulge the 
pelvic floor muscles needed to decrease leakage and/or have success-
ful bowel movements. 

Ask your physician if physical therapy may be appropriate to help 
your child.
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CLINICIANS’ CORNER

Body Mass Index:  
Why Does It Matter and  
How Can We Make It Better?

By Amy Filbrun, md, ms, Associate Director,  
CF Center; Courtney Iwanicki, rdn; and  
Sandra Bouma, rdn

The Cystic Fibrosis Foundation recommends that 
infants and toddlers with cystic fibrosis keep their 
weight-for-length at or above the 50th percentile. 
When children turn 2 years old, we begin measuring 
body mass index (BMI) — the ratio of weight to 
height — instead. The goal BMI for children ages 2 
to 19 years old is 50th percentile or greater. The goal 
of BMI for adults 20 years and older is 22 kg/m2 or 
greater for females and 23 kg/m2 or greater for males. 
Higher weight-for-length and higher BMI mean better 
lung function. On average, children with CF between 
6 and 20 years of age who have a BMI at or above the 
50th percentile have forced expiratory volumes in 1 
second (FEV1) values of 90 percent predicted or higher. 
Therefore, eating well and growing well are extremely 
important for keeping lungs healthy and having a good 
quality of life. 

Our Center’s 2016 CF Patient Registry shows that we 
have room for improvement in this area, particularly 
for patients who are less than 24 months old. In this 
group, weight-for-length percentiles are slightly below 
the national average. Although we are above the 
national average for BMI in children 2 years and older, 
we still have work to do to be one of the best centers 
in the country. Our goal is to show increased and 
consistent improvement in all of our patients with CF. 
By looking at all patients, we have noticed that many 
are on lower enzyme doses on average, compared to 
other centers.   

“Eating well and growing well 

are extremely important for 

keeping lungs healthy and having 

a good quality of life.”
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CLINICIANS’ CORNER

A hand dynamometer will be employed 
to measure strength in children who are 
6 years and older.

• Appetite stimulants: 
 – Cyproheptadine (Periactin): This is an antihista-

mine used to treat allergies, and also can help prevent 
migraines. A common side effect of this medication 
is to stimulate appetite, which helps patients to 
increase the amount of food that they eat. 

 – Mirtazapine (Remeron): This is an antidepressant 
that has a side effect of increasing appetite. 

 – Dornabinol (Marinol): This medication can be 
used in adolescents if the above do not work.

As always, we encourage you to talk with your CF care 
team about these issues. Let’s work together to improve 
all our patients’ nutrition.

To improve patient nutrition, we are taking the 
following steps: 

• Adding new ways to evaluate how well-nourished 
our patients are 

• Providing better education to our patients and 
families 

• Increasing enzyme dosing 

• Using medications to help improve appetite and 
help patients eat better. 

You may have already noticed some of these changes  
in the clinics. 

• New assessment tool: Grip strength
 – A hand dynamometer will be employed to measure 

strength in children who are 6 years and older. 
 – Increasing BMI and optimizing health helps kids 

get stronger and stay strong. 
 – Building and toning muscles, through physical 

activity and good nutrition, can increase weight 
and BMI because muscle is heavier than fat. 
(Muscle weighs four times more than fat.)

• Dietary focus on high-fat and high-protein foods/
beverages: 

 – Dairy: whole-fat milk, whole-fat yogurt, block 
cheese, cottage cheese, cream cheese, heavy 
whipping cream, sour cream.

 – Meat and meat alternatives: nuts, nut butters, 
meats, eggs, beans.

 – Oils/butter: used during and after cooking.
 – Other healthy high-fat foods: avocado, hummus.

• Pancreatic enzyme replacement therapy:
 – Increasing enzyme dosage per meal and snack.
  • Using fat gram dosing when increasing enzyme 

dosing per meal and snack does not improve stools.
 – Addition of acid-blocking medications
  • Using medicines to block acid can help 

enzymes start working earlier, giving them 
more time to do their job and improve 
absorption. 

 – Changing enzyme brands if the above steps  
don’t work.
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