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THE INAUGURAL ISSUE
It was two years ago this past May when I started on my first CF
adventure - embarking on the JUST BREATHE book. I had no idea
where it would lead to, whether or not it would even be embraced.
I just woke up one day and decided it needed to be done. It was
pure gut instinct. I was diagnosed with CF very late (at age 38) and
I was feeling very overwhelmed, and also feeling very isolated and
frustrated. There was very much a lack of viable information geared
towards ME - an adult - living with cystic fibrosis. I simply thought
“I can’t be the only one feeling this”. And sure enough I was right.
I was VERY right. The book was a success, and born out of that
idea came SALTYGIRLS, which ended up being an international
phenomenon. The SaltyGirls concept went viral worldwide, landing
on the pages and screens of People magazine, Buzzfeed, Huffington
Post, ABC news, CBC news... and outlets from Brazil to Australia.
Now it was deciding how to parlay all this goodwill and awareness
into something even more impactful and relevant. The SaltyLife is
what we ended up with.
The books were able to focus on very particular issues, and those
in them were able to talk about their specific life issues they have
had to deal with. But now we needed something for EVERYONE,
something that included not just people with CF, but something that
can be inclusive to all those touched by it. The patients as well as
the caregivers, the parents and siblings, the doctors and nurses. The
researchers and technicians. There is a vast and tireless network
surrounding us, all with the same goal: cure CF once and for all.
But until we reach that goal we have our daily lives to get on with.
We need to know what’s best for us - in exercise, in nutrition. In
medicine. In all aspects, for patients and those around us. We want
this magazine to be that reference. Yes, with enough Googling you
can most likely find out some of the same advice. But you’d have

to dig deep to find the personal stories from the front lines. Stories
from mothers and fathers. Stories from doctors and CEOs. And most
importantly stories from people with CF. We hope you’ll be part of this
journey with us.
OK, now for some fun stuff. We welcome all your comments, feedback,
article ideas and criticism (email us at the address under my name
below). Now, to address ONE question that keeps popping up - are
we a charity/not-for-profit? Nope, we are not. We are very much FOR
profit, but profits we can put back into the CF Community. Already
for this issue we have reached out to many CFers to contribute, and
have paid them for their work. And we’ll continue to do so in this way.
Besides the obvious awareness we are trying to generate, we feel by
giving back in this way makes an immediate impact on the lives of the
CFers contributing.
If I haven’t done it enough times on our Facebook page, thank you to
everyone who helped make this possible. Now stay tuned, Issue #2 is
well underway and will be here soon!!
______________

For those new to this magazine, Cystic Fibrosis is a fatal, genetic
disease with no known cure. An inherited disease, CF affects the
lives of almost 35,000 people in North America and over 70,000
people worldwide. Those with CF have a defective gene that causes
the body to produce unusually thick and sticky mucus, which clogs
the lungs causing chronic infection and blocks digestive enzymes from
leaving the pancreas. People with CF have more chloride (salt) in their
sweat - the CFTR chloride channel is defective, and does not allow
chloride to be reabsorbed into sweat duct cells. Hence the SaltyLife.

Ian Ross Pettigrew, Editor. thesaltylifemag@gmail.com
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HEALTH
+FITNESS

BODYBUILDER + PERSONAL TRAINER
JAMES CAMERON
BY JANEIL JAGGERS WHITWORTH,

WITH JAMES CAMERON

T

hose with CF who exercise do better
than those who don’t.”

Very simply, this is James Cameron’s motivation when it comes to
caring for his body and fighting cystic fibrosis on a daily basis. As
a certified personal trainer, strength and conditioning specialist,
Canadian national level bodybuilder, and group Guinness World
record holder for Canada, you could say Cameron knows a
thing or two about the importance of exercise. He believes
that because he has implemented two very key elements into
his lifestyle—proper nutrition and exercise—he has been able to
endure numerous near-fatal infections, four life-saving operations
including a double lung transplant, and dramatically improved his
quality of life while living with CF.

Although a well-established body of research supports Cameron’s
argument, the concept of “exercise as medicine” within CF care
has only become mainstream within the last few years. Research
has shown exercise to improve health-related quality of life, slow
the decline of lung function, improve body mass, and even serve
as a productive form of airway clearance to help move and clear
mucus. Overall, it’s something we all need to be doing. However,
many people with CF find incorporating daily exercise into an
already packed schedule almost impossible. Below, Cameron
shares tips and hints to help get you started and keep you moving.
Even Cameron himself understands the barriers to staying active,
especially literal barriers as the US Border Patrol denied his entry
from Canada to compete in 2015’s Arnold Classic, an annual
professional bodybuilding competition (Very low blow, USA.).
Bottom line: don’t give up.
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Getting started
“For those of us born with cystic fibrosis, it is extra important that exercise be factored into our daily
routine. It should be done every day and be as normal as brushing your teeth, taking your meds,
etc. Why? Because those with CF who exercise do better than those who don’t. Scheduling time
to exercise is just like putting in the time to make food and eat; do your nebuliser treatments; taking
your medications at specific times; etc. Learn to make working out part of your daily ritual.”

Choosing
a routine
“There are so many exercises to choose from, so take your time in finding what you
like. I love building strong back and core muscles, which will assist you in
those out-of-nowhere cough attacks that happen when you least expect it (often
embarrassingly in public). Whether you are training one body part per week, an
upper and lower body split, or a three day a week toning program, make sure you
find something that feels good to you. Otherwise, you won’t want to continue on
doing it and you’re back where you started.
If you are a hard weight gainer (like most of us), then don’t put too much emphasis
on cardio. I suggest to first work on building sufficient muscle for your frame and
then work on maintaining it. Going through a work-out routine will build muscular
endurance and stamina.
You don’t need to belong to a gym to accomplish better health and quality of life.
When you grow up almost like a bubble-boy, you learn a thing or two about using your
surroundings as tools for physical exercise. Anything can be used.”

It’s not just
physical, but
mental too
“No one has ever said that they felt worse after a workout. Having said that, there is no
wrong [type of] exercise. Personally, I love what I call anger-exercises-- things like using
the battle-ropes, smashing a tire with a sledgehammer repeatedly, or kickboxing drills on
punching bags. At some point after dealing with the harsh conditions of cystic fibrosis and all
the maintenance work involved, it will get to you, so we all need an output. The trick is to find
what excites you and drives you to keep moving forward. This is how I keep my sanity.
I think of exercise as a tool to help and protect you through the rough roads that lay
ahead, because the older we get, the more curveballs CF throws at you. You need
to be ready for the storm.”
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Supinated-Grip Front
Dumbbell Squats
Step 1
Begin in a standing position with a dumbbell in each
hand. Curl the dumbbells to shoulder height or eye-level
in front of your chest. Your palms should be facing you
and the elbows pointed forward. Look straight, keep
your chest up, and place your feet shoulder-width apart.
This will be your starting position.
Step 2
Initiate the movement with a squat, flexing your quads
as you lower your body. Descend till your elbows touch
your knees, maintaining good posture.
Step 3
At the bottom of the squat, squeeze your hamstrings and
glutes and return to the standing position.

Dumbbell Lunges
Step 1
Start by standing with your torso upright holding one
dumbbell in each hand.
Step 2
Step forward with your right leg around 2 feet or so
from the foot being left stationary behind and lower
your upper body down, while keeping the torso upright
and maintaining balance. Inhale as you go down.
Note: Don’t allow your knee to go past your toes as
you come down. This will put unwanted stress on the
knee joint. Make sure that you keep your front shin
perpendicular to the ground.
Step 3
Using mainly the heel of your foot, push up and go
back to the starting position as you exhale. Repeat
the movement for the left leg, alternating with each
repetition.

Wall Push-ups
Step 1
Starting Position: Stand about 2 1/2 to 3 feet away from the
wall. Feet shoulder width apart. Tilt with your arms straight out
and come to a hands on wall position. Engage the abdominals.
Step 2
Slowly bend at the elbows, bringing your body forward until
your chin comes close to the wall.
Step 3
Upward Phase: Press upward through your arms, straightening
the elbows. Imagine pushing the wall away from you.
When & How many: Can be performed daily.
3 Sets, Max-Out (as many as you can do before failure)
Targeted Body Part: Shoulders, Arms, Chest.
9
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PROFILE
CODY SHEEHAN
LEADS THE CF AVENGERS
BY KRISTY O’CONNELL

A

merica-born and Australia-raised, Cody Sheehan – also
known as The Capt to the CF community– is 27 years
young living with Cystic Fibrosis, mutation double delta
f508. Cody is the founder of the CF Avengers, a group
that began as a clever Great Strides team name and developed
into a growing symbol for powerful CFers who strive to avenge the
loss of our fellow cysters and fibros. On a lighter note, Cody and
I have informally deemed it a sorority-and-fraternity-in-one for only
the most kickass CFers out there.
It all began in May 2012, when The Avengers debuted, and
Sheehan’s infatuation with super heroes (and Robert Downing
Jr.) was born. Aside from connecting with the intensity of the
characters’ fearlessness and their daring demeanors, Cody’s
connection with Captain America in particular rose to a new
height when a family member mentioned the resemblance he
saw between Cody and The Captain: “Dude, you totally look like
Captain America.”
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When I asked Cody what The CF Avengers means to him, I was
taken aback by his eloquent response. Paraphrasing will not due
it the justice it deserves. “When I was a kid, I loved super heroes.
In my teens, I connected with the X-Men story because they have
a mutation like we do. Being mutated in a very unique way gives
you a gift that no one else has. Whether that gift is a positive thing
like a super power or whether it’s something that’s disguised, like
having a chronic illness, then yes it makes you unique, but it also
gives you an edge. You then have a choice, and when a hero is
given a choice, he/she can either follow a given call to action, or
not. For me personally, it was my call to action to do what I can for
my CF family. “
The call to action of The CF Avengers is to remind us that we might
not be able to save every single CFer, but you can be damn sure
that we can and will avenge every single one of them.

It wasn’t long before Sheehan’s Captain America fantasy became
a joke amongst his friends. Then, that same year in 2012, The
Avengers came to inspire his Great Strides team name: “The CF
Avengers” seemed to roll off the tongue. On the day of the walk,
Cody wore a Captain America costume, and it was a total hit. He
knew then that The CF Avengers was only just beginning and
was on its way to becoming something more than just a silly team
name.

The we-are-in-this-together mentality that exists throughout the CF
community has truly shined through the development of Cody’s
CF Avengers. The CF community and the intimacy and lifelong
friendships that are established within it will never cease to amaze
me. Though we are each going through our own personal fight with
Cystic Fibrosis, thousands of people have turned to social media
to share in the fight against Cystic Fibrosis and mutually show their
support for one another. Cody himself is in touch with more than fifty
CFers from around the world on a weekly basis. He has even visited
with many of these friends in the states.

The CF Avengers as we know it today was brought to reality with
the click of a button. Literally. Sheehan did what he knows best
and took to Facebook to grow his idea and created a group called
“The CF Avengers.” He went particularly “ape-shit” when he heard
word of the support for The CF Avengers from Marvel through a
connection.

The beauty of the support that we can find in groups like The CF
Avengers is that together we can fight this illness and cope with
whatever hardship it may bring. And we do this through building
friendships and connecting with one another on a deeper level
– because we have an understanding of one another’s personal
experiences that cannot be found elsewhere.

To Cody, The CF Avengers was no longer just a name that would
stick; it was becoming a call to action. The idea became so much
more than a fantasy because there is such a meaningful, positive
underlying message behind the entire venture.

For this same reason, however, sometimes we need a little comic
relief and fantasy to suppress the immense burden that CF comes
with. This is why The CF Avengers is so very important to the
wellbeing and solidarity of our community, especially because so
many people look to super heroes for help and guidance, and we
really fit into that niche.

“

The one thing
that scares me
the most is not
being able to
use the time that
I have on this rock
to meet and affect
those people who
I want to help.”

11
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DR. PAUL QUINTON
GETS SALTY
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avory Kisses.
The taste of a CF kiss has ominous roots going back to the
dark ages, but in fact, kissing a person with CF (PWCF) is
really savory. They taste good.

Why?
Because they are nicely seasoned with salt. Yes, the same thing
that we buy from the grocery store and put in the salt shaker to
give flavor to nearly everything we eat. The reason CF kisses
taste good is because the salt in kisses comes from sweat.
PWCF have 3 to 5 time more salt in their sweat than PWOCF.
The reason there is so much more Salt in PWCF sweat comes
about from the way salt travels through sweat glands. But first, it
is important to know that our bodies have two large compartments
of liquid solutions: the largest is water inside all the cells of the
body called ‘intracellular’ fluid and the other contains all the water
outside the cells called ‘extracellular’ fluid, which is where the Salt
in sweat comes from.
A sweat gland under a microscope is a single skinny long tube,
thinner than a thin hair on a ladies’ arm. The long tube is coiled
up like a tangled thread just under the surface of the skin, but it
has two parts. The first half of the tube moves (secretes) solution
from the extracellular body fluid with lots of salt (same as blood)
into the inside (called the lumen) of the tube, where is it trapped
because one end of the tube is sealed shut so that as sweat fluid
enters the tube lumen, it can only leave by moving through all the
rest of the tube toward the end that opens and empties onto the
skin surface. It is the sweat’s travel or journey through the second
half of the tube, called the ‘sweat duct’, on its way to the skin
surface, that creates a great CF kiss.

body, crucial for maintaining blood pressure and adequate blood
circulation. So sweat glands are designed to avoid losing salt.
Getting the salt back into the body fluid from inside the duct
takes work and involves the romantic chemistry of salt. That
is, when salt dissolves in water, i.e., body fluids, it separates
into two basic elements: sodium (Na+) and chloride (Cl-). Like
terminals of a battery, one is electrically positive (Na+) and the
other is electrically negative (Cl-), and as in most romances, in
real chemistry these opposites strongly attract. Think of Na+ and
Cl- as married couple. Where he goes, she wants to go too, and
he will always refuse to go without her. In the cells of the sweat
duct tubule, there are two separate doors (channels) for them to
use to get out of the lumen, one for positive Na+ and the other for
negative Cl-. When Na+ comes through its door, the duct cells
work only to transfer Na+ from the inside of the tubule back into
the extracellular body fluid because it knows Cl- is so attracted
to Na+ that she will come along for the ride as long as she can
get through her door out of the lumen into the cell also. The door
(channel) for Na+ is called ENaC. The door for Cl- is called CFTR
and is the protein channel that is affected in CF.
In sweat glands of PWCF, the ENaC functions well, but the CFTR
door for Cl- is missing or doesn’t open freely, so Cl- cannot get
out of the duct lumen into the cell and back into the body fluids.
As you can predict, the attraction between Na+ and Cl- keeps
him from leaving her, so that both of them remain in the fluid inside
the sweat duct tubule. When PWCF sweat empties and spreads
on the skin surface, it still has a lot of salt, almost as much salt as
blood or the extracellular body fluid that it originally came from,
giving PWCF sweat a nice, slightly salty flavor much more savory
than that of PWOCF.
Now we can see why PWCF get so many kisses.

The solution from the body fluid that initially enters the first half of
the sweat tube lumen has the same large concentration of salt
in both PWOCF and PWCF. However, as this sweat solution
travels into the second half of the tube, the cells of the duct work
hard to separate the salt from the water of the sweat solution. It
is designed to leave the water in the tubule to go out onto the
surface to keep us cool by evaporating while putting the salt
back inside the body. Although salt is cheap, it is precious to the
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RAY POOLE
DISCUSSES HIS NEW BOOK
“LESSONS FROM A CF
CORNERMAN”
ew Year’s Eve…it conjures visions of laughter and
celebration of what has passed and what may be. On
December 31, 2014, its meaning drastically changed
for Raymond Poole. This was the day his wife Rebecca
experienced respiratory failure from cystic fibrosis and
was placed on a ventilator. The excruciating weeks that followed
seemed like they would never end. When Rebecca woke up from
her chemically induced coma in February, her prognosis remained
grim. Her only hope for survival was a double lung transplant for
which she was not qualified.
Their inspiring story is just a part of Ray’s new book Lessons from
a CF Cornerman. Ray shares what he learned during his wife’s
battle with cystic fibrosis and throughout her journey for new
lungs. Using frank honesty tempered by his droll wit, Ray walks
the reader through some very challenging events and how he kept
himself focused so that he could help his wife stay motivated.
“Through all of the ups and downs, it was painfully apparent
that I could not experience this for her, heal her, or take away
her worries,” explained Ray. “I had to focus on what I could do,
which was to help her build up her strength, advocate for her, try
to brighten her day, and keep her focused on the only goal that
mattered: qualifying for a double lung transplant.”
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As he saw friends and family visiting and becoming discouraged
at Rebecca’s condition, Ray often found himself explaining how he
decided to see and handle the difficult situation. These “lessons”
helped provide perspective for their close friends and family. After
prompting from a friend, Ray decided to write a book in the hopes
of helping others who are experiencing similar situations.

Excerpt:
Scanning the DVR recordings, it was clear we were way behind
on our shows, and that I had recorded a large collection of
movies that I had little interest in watching. Unfortunately, a day
of moderately interesting movies and some minor cleaning was
not in the cards. My phone rang and I saw it was Rebecca calling.
To my surprise, it was not Rebecca—it was the doctor. I knew
immediately that something was wrong because the doctors
never called me. Rebecca knew her condition inside and out,
knew her medical history, and knew her treatment plans and
medications. I couldn’t add anything of value. The only reason for
the doctor to call me was because Rebecca could not.
Becca had a very bad night. The oxygen saturation levels (sats) in
her blood had declined overnight, despite increasing the level of
her supplemental oxygen. This meant that her lung function had
diminished significantly.
To counter this, they had placed her on BiPAP and brought her
to the MICU. I did not know what those unusual words meant,
but I knew that things were bad. When the doctor is clearly
uncomfortable giving you news, it is bad news. He asked if I was
coming in and I said I was. There was something to his tone that
suggested that this could be the last time I would see Rebecca.
It hit me right in the chest. There was nothing at all ‘routine’ about
this tune up.
I went upstairs to get dressed. I came downstairs without my
pants. I went back upstairs to find a different shirt. I came back
down to look for my backpack. After what seemed like an eternity
(but was probably closer to five minutes) I was marginally closer
to being ready to leave. This was when I made myself stop. In that
moment I realized that all I had to do was show up. I did not have
to bring a bunch of supplies, I did not need to perform any kind
of surgery. In fact, I did not need to know what to do. This was
the first of many major lessons I learned as this nightmare began:
Show up.

Lessons from a CF Cornerman will be released in the summer of 2016.
To learn more about their story, visit www.CFCornerman.com.
Enter your email address on the contact page for release updates.
The book’s Facebook page is “Lessons from a CF Cornerman”
and can be found on twitter as @CFCornerman.
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RUNNING
EMILY SCHALLER

OF ROCK CF ON THE MERITS OF RUNNING
BY GRETCHEN BOERNER
ASSOCIATE EDITOR / SENIOR WRITER

E
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Emily Schaller is a well known pillar within the Cystic
Fibrosis community; not only for her foundation’s
fashionable gear but even more so for her tenacity to
never let CF win. Emily, now 34, was diagnosed with CF
at 18 months old. Even though some doctors in the early 1980’s
recommended keeping children with CF fairly dormant for fear of
not wanting them to cough, this was never an option for Emily.
With two older brothers to keep up with, Emily was active from
the get go. It wasn’t until later in life that she began running.

Now a thriving foundation helping Cystic Fibrosis patients all
over the world, Rock CF hosts numerous races every year, sells
a highly sought after line of wicked cool apparel, sends medals
for children in the hospital to decorate, and provides shoes to
CF patients wanting to begin their own exercise program through
the Kicksback program (see page 4 to learn more). With the
foundation’s 10-year anniversary approaching next year they have
their sights set high to do even more, aiming to empower all CF
patients to find improvement through exercise.

In 2007, Emily founded the Rock CF Foundation on the basis
of educating 18-35 year olds about CF using, you guessed it,
rock and roll. As a way to reach out to those who weren’t going
to black tie fundraisers or golf outings, Emily held rock concerts
where they could rock out and raise awareness for CF all at
the same time. Fast-forward to 2009 when Emily began to
get healthier and Rock CF’s focus began to shift towards the
importance of exercise.

We caught up with Emily in Detroit, where her foundation is
based, as she threw out the first pitch for the Detroit Tigers home
game. A testament to how far her outreach has gone, not only
within the CF community, but within her own local community as
well. Rock CF is making a huge impact with Emily at the helm.
Always chipper Emily was just as bubbly in her interview as she
was throwing out that first pitch. We chatted about running, her
foundation, her adorable pup Uschi, and her biggest race yet …
the New York Marathon this coming November.

needed
“...I
to do more to
be a better
healthier
person.”
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What made you want to start running?
I was sick of being sick all the time. I was at a point where my lung
function’s were in the 50’s (maybe 60 on a good day), in the hospital
3 to 4 times a year and being a fool with my health. I decided I was
sick of that. I needed to do more to be a better healthier
person. I began running and biking at the same time
and noticed my health improved like crazy in 3
months. My lung functions went up to 70, which
I couldn’t ever remember them being. And I was
like, ‘alright this is cool... I’m going to start a race!’
Which is now the biggest event the foundation
holds. The Rock the Rivers race in March
has become the signature event for the
foundation and brings in people from all
over the United States.
Was it hard at first? What gave you
motivation to keep going?
I think it was because I knew I could. I was
a very active child, I played sports, and
I knew I could do this. When I started,
it was so difficult. I set out to run two
miles and I made it a block. I was
coughing and hacking and I was like
‘this sucks’… but I knew I could do
it. I pushed myself. I was determined.
I met people [triathlon athletes] at my
brother’s wedding in California who
were doing this and I saw no reason
why I couldn’t do it too. I channeled
them in the back of my mind… and kept
going.
Why running instead of some
other form of exercise?
I was never really a fan of team sports. I liked the
individual nature that came with running. You can
go at your own pace. You can challenge yourself
and you can only blame yourself or the weather for a
bad run. And… it was cheap! All I had to do was buy
running shoes. I started running and biking at the
same time but a friend who had a shop across
the street had a personal connection with CF.
One day he asked me, “Hey want to walk to
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New York for CF?” I was like, “no, that sounds like a horrible idea.”
So we tossed around some other ideas and landed on riding bikes
to Chicago. So it kind of started with running and biking at the same
time, and this idea to bike to Chicago kind of turned on the light bulb
and kicked things off. I enjoy both biking and running. I like to do the
biking to mix it up, but my personal focus is running.
Do you have a pretty structured routine?
Yes, very. I get up early every morning and run before I do anything
else. It’s how I start my day. I think a set routine is an important part
of any exercise program. You’ve got to keep at it and setting
a certain time helps. For me it’s first thing in the morning.
Maybe for you it’s at midnight. Do what works for you
and stick to it! Right now I run 4 to 6 miles depending
on the day but remember I started at one block.
Anyone can do this.
Once you started taking Kalydeco
do you think that helped improve you even
more?
Oh for sure. I was actually injured at the time.
I started taking Kalydeco so I wasn’t running
then, but as soon as I got back to it I could feel a
huge difference. I was able to go faster, breathe
deeper, and push myself harder. I remember
being in the gym wondering, “alright if this stuff
is really working on a cellular level I gotta test
it out,” so I made sure no one was looking and
licked myself. Sure enough… that stuff wasn’t
salty! While Kalydeco drastically improved my
health, I got myself healthy with exercise before
starting it.

I
pushed
“myself,
I was
determined,
I knew I
could it.”

What advice would you give to those wanting to start an
exercise program of their own?
Start slow. Ease into it. You’re not going to be able to run miles
right away. Do what you can do that day. Keep going even though
it’s hard. Some people are just never gong to be runners. Find
something you love and enjoy to do. If it’s not running, maybe its
yoga or a beer league softball. Find your thing and do it. Even if
you suck at it at first, keep going and you’ll get there. Another
good thing to do is find a buddy. People are much more likely to
not cancel or just brush it aside if they have a friend to hold them
accountable. There are so many people out there crushing CF.
Don’t hesitate to reach out to us. Most of us are more than happy
to answer any questions you may have.

If you have Cystic Fibrosis and need a little kick
to get active, or if you just need new shoes to
keep you going, the Rock CF Foundation can
help! A program started to inspire people with
CF to experience the benefits of exercise/
running, and empower them to set and
accomplish goals, Kicksback is in its third year
of donating shoes to people with CF. Along
with receiving a new pair of kicks you’ll be
registered for a race of your choosing to show
of your newly acquired exercising skills.
For more information or to apply visit:
http://letsrockcf.org
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RECIPES
NUTRITIONAL TIPS AND ADVICE WITH
CHEF JOE MARZULLO

M

y name is Joe Marzullo and I am a CF sidekick to my Salty Girl (& My Salty Queen) April
Marzullo. A brief background about myself is that I am a professionally
trained chef with over 15 years of culinary experience in several
realms within the food service industry. My culinary diversity has
had exposure to several types of cuisine: Italian American, Neapolitan
Fusion, Thai, Latin/Caribbean, South American, Irish-American, French,
Americana, and Mediterranean.
I am here to help you with the daunting task as you look in the fridge full of
food and say to yourself “there is nothing to eat”, along with having a focus
on providing the calories, fat, and protein needed to help gain weight and
keep it on, which is the complete opposite in today’s society. I welcome the
challenge that has been given to me and hope that you find these recipes and
the one’s to come enjoyable, approachable, and delicious.
I first want to give you a great resource for your home collection of recipes called
Savory Solutions: A collection of recipes benefitting those with Cystic Fibrosis by
Kim Payne. To sum up this recipe book, it’s the collection of recipes from people
around the nation put into one book which also has the nutritional information
specifically geared to those with CF. These recipes are easy to make recipes that
doesn’t go so gourmet that it makes your head spin out of control. If you get
a chance, I recommend the book especially if you need to count your
calories and find new way of adding fats with out always having to
put Carnation Instant Breakfast in everything!
The recipes that I will provide for you in this issue will be a
breakfast item and hearty snack that can be made to eat by
yourself in front of a favorite movie or sporting event or as a crowd
pleaser.
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First, we will start with breakfast. I call this recipe the Leftover Baked
Omelet because what doesn’t go better than the items in your fridge with
eggs and cheese? The base that I usually use is a protein source (chicken,
beef, or pork), vegetable option (onion, garlic, tomato, broccoli, etc), eggs
(minimum of 3 eggs), and cheese (to top your omelet). In the recipe below I
will give you an example omelet and then you can later use your refrigerator
creativity to create your own masterpiece.

Leftover Baked Omelet

1/2 medium onion diced
1 clove garlic chopped
1 leftover chicken breast cut into cubes or thin slices
Broccoli chopped into bite sized pieces
fresh herbs optional (can use chives, parsley, basil, etc)
3 eggs whisked for a scramble
1-2 Tablespoons of heavy cream or Half & Half optional
1/4 cup shredded cheese

The next recipe is an easy to make recipe that is a crowd pleaser or loner
veg out meal. This is a Black Bean Dip. For those of you reading this
and already turning your noses in the air, you can use a different type of
bean, no beans and substitute chicken, or beans and chicken. Remember
any one of the variations below can add chicken or sausage just omit
some ingredients but leave the base ingredients the same (cream cheese,
1/2 & 1/2, sour cream). The possibilities are endless and just let your
imagination run wild. Just note, I am giving direction so if you experiment
and you don’t like it you can’t blame me.

Black Bean Dip

1. Turn the broiler part of your oven on

1 can of black beans (drained and rinsed)
1 8 oz package cream cheese
1 cup sour cream
1/2 jar of salsa
Approximately 1 cup 1/2 & 1/2 or heavy cream
Lawrys Seasoned Salt
Cayenne Pepper (optional)
shredded cheese

2. In a medium non stick pan melt butter or oil add onion and garlic.
Let that cook for about 2-3 minutes on medium heat.

1. Soften cream cheese (either by microwave or let sit out) so that it is able
to be easily incorporated without large chunks)

3. Add chicken and broccoli and let cook for about 3 minutes
until “reheated”

2. In a food processor, add black beans and 1/2 cup of 1/2 & 1/2 or heavy
cream and blend until beans are creamed.

4. Add eggs, 1/2 & 1/2 or cream and gently stir your mixture continuously
but not vigorously and when it starts to become creamy add about half
of the cheese and herbs and incorporate.

3. In a bowl add the bean mixture, lawny’s seasoned salt, cayenne, the
rest of the 1/2 & 1/2 or heavy cream, sour cream, salsa, and softened
cream cheese. Whisk or completely incorporate the cream cheese
mixture so that there is no visible sign of cream cheese then add
a handful of cheese and mix. You can add more salsa if you like more!!

5. Top your “egg bake” with the remainder of the cheese and put
under the broiler.
6. Keep an eye on your baked omelet and you will see the cheese starting
to brown and your egg mixture poof like a souffle. After you pull out your
baked omelet from the oven and it is golden brown and poofy gently place
on a plate, cut, and serve.
Note: if your egg mixture is still runny in the middle after you put under the
broiler place back on the stove top and cook the egg mixture more and adjust
the length of the cooking time of your eggs for next time.

4. Spray an oven safe pan and put your black bean mixture in the pan. Top
with cheese and bake at 350 for about 20 minutes covered and about
10 minutes uncovered until cheese browns (or place under your broiler
to brown cheese).
Note: this can be made and refrigerated or frozen for later use. You will have
to adjust your cooking times if you are cooking from frozen.

Variations:
Buffalo Chicken Dip - chicken instead of beans and add buffalo sauce to
mixture, bleu cheese instead of shredded. Also Artichoke Spinach Dip.
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RONNIE GAVSIE

CEO OF THE TRILLIUM GIFT OF LIFE NETWORK (TGLN)
What is Trillium Gift of Life Network
and some of the work it does?
Trillium Gift of Life Network (TGLN) is
the government agency responsible for
managing and coordinating organ and
tissue donation and transplantation in
Ontario.
Since 2003, more than 12,000 Ontarians
have received a life-saving organ
transplant, thanks to the generosity of
donors and their families. TGLN works
with the public, hospitals, and our partners
to create a strong donation culture, where
the majority of Ontarians are registered
donors and all families are offered the
opportunity to choose donation.
How did you become involved
with TGLN?
In 2011, I joined the TGLN as its
President and CEO. When I first read
the posting for this role, it really interested
me that it combined healthcare and
logistics. I am educated in nursing (McGill
University), but I spent the greater part of
my career at KPMG after completing my
MBA (University of Ottawa). Over those
16 years, I honed my ability to re-engineer
processes to maximize efficiency, and
remained involved with several healthcare
related organizations. Joining TGLN
meant I had the opportunity to connect
two chapters in my career and support a
very meaningful cause.
Obviously our focus is Cystic
Fibrosis, do you work in concert
with CF Canada on any initiatives?
TGLN partners with organizations that
share a common goal – to help save and
improve lives, and that includes Cystic
Fibrosis Canada. TGLN has supported
CF Canada by supplying its 13 Cystic
Fibrosis clinics across Ontario with
materials about organ and tissue donation.
We have also supported various CF

Canada chapters with materials during
their Great Strides Walks.
Are donation rates UP, or are they
down or steady at the moment?
In Ontario, organ donation and
transplantation continue to increase. In
fact, we recently announced back-toback record years. In 2015/2016 296
deceased organ donors gave the gift of
life; a 9 per cent increase over last year
and a 61 per cent increase over 10 years.
Because of the generosity of donors and
their families, every day, on average, three
people in Ontario received a life-saving
organ transplant. Our goal is to ensure
that when donation is an option, families
have the information they need and the
opportunity to make a choice.
What is the #1 message you
would like to get across?
Today there are 1,600 people in Ontario
waiting for a life-saving organ transplant,
and every three days someone will die
waiting. By registering your consent for
organ and tissue donation, you give hope
to those on the wait list. In Ontario, our
registration rate is 29 per cent. When
the majority have registered, and our
registration rate reaches 50 per cent, we
will have a true culture of donation in the
province.
Are there any government/
bureaucratic issues that you see
as hurdles?
The support of Ontario’s Ministry of
Health and Long-Term Care has been
the driver of progress for organ and
tissue donation and transplantation in
the province. In addition, our relationship
with ServiceOntario means we have
the opportunity to interact with eligible
Ontarians at least once every four years
when they renew their health card or

driver’s license. This transaction has been
a large contributor to the progress of
Ontario’s registration rate over the past
several years; growing from 16 per cent
in 2008 to 29 per cent today.
What do you see as biggest barrier
to increasing donor rates?
People procrastinate. They don’t want
to think about death, so they don’t talk
about their wishes with family, and many
don’t register. Registration saves lives.
It gives families reassurance that they
are doing what their loved one wanted.
When a family is given proof that their
loved is a registered donor, they almost
always consent to donation. Without this
knowledge, families consent only half of
the time.
What can someone do once they
decide they want to be a donor?
Register your consent for organ and
tissue donation by visiting www.
BeADonor.ca and share your wishes with
your family. One day this act could save
up to eight lives.

Ronnie Gavsie is President and CEO of the Trillium Gift of Life
Network (TGLN), the government agency accountable
for organ and tissue donation and transplantation throughout
Ontario. She brings business and health industry experience
through her work as Senior Partner with KPMG LLP, President
and CEO of the Ontario Genomics Institute, and Managing
Director of the Research and Health Promotion Practice at
PricewaterhouseCoopers LLP.
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BY BAILEY VINCENT
ASSOCIATE EDITOR / SENIOR WRITER
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otherhood is often described
as the hardest job on earth.

It doesn’t pay a lot (unless you count hugs and kisses…but who
counts those?), it is never ending, and there are zero 401ks. For
most, life couldn’t be messier. Kids color on walls, they wipe their
noses on your sleeve, and they are possibly, literally genetically
incapable of that thing called listening.

“It is immensely hard to sit in a hospital bed, sometimes for weeks
on end, knowing that while I am at a standstill, his life does not
stop,” Gretchen admits, “Soccer games go on, superheroes
fly, and homework never ends. I try to make as many special
memories with him as I can.”

Becoming a parent requires expertise in a variety of fields with
which we aren’t officially trained: accounting, management,
teaching, psychotherapy, and being a hostile dictator of a small
foreign country. For CF mothers, it also involves fighting for your
life every single day without a single moments break.

April Mraz, 35, is a proud mother of a 5-year-old girl Sophie. “For
me, personally, pregnancy was simple and beautiful. I was the
easiest high-risk pregnancy my doctors had ever seen,” April
recalls, “Being told that [female] Pulmonary Function Tests can
go up during pregnancy put fuel on my fire to fight like hell. Maybe
their PFTs go up because they realize life is no longer about them,
but rather the beautiful soul being created inside.”

Gretchen Boerner, 29, knows this fight all too well. “I hope and
pray that all the love I give my son between the hard weeks,
surpasses all the times I couldn’t be there to tuck him in at night.”
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appointments, not to mention unforeseen hospitalizations and
surgeries along the way. Since rearing children is also a full-time
job, the task frequently seems impossible.

Battling cystic fibrosis is a full-time job. It requires hours of
nebulized treatments, lung therapies, medications, and doctors

“I knew when I was pregnant with my son that he would be
the best thing I’d have ever done,” says Gretchen of Brighton, 7,
“I was meant to be a mother… it is my true calling in life.”

Like April and Gretchen, a majority of mothers with cystic fibrosis are simply
happy to be mothers at all. And although the likelihood of complications during
pregnancy and struggles with infertility can be higher in CF women, the
discrepancy may not be as large as previously thought. In fact, according
to a study done by Dr. F. P. Edenborough titled Women with cystic
fibrosis and their potential for reproduction, “There appears to be little
evidence that fertility is reduced in healthy women with CF, except
by the mechanical barrier of the cervical mucus plug.”
April certainly didn’t find an easy road when it came to getting
pregnant years ago. “My husband and I were married for 6
years before [it happened]. No birth control was ever used. I
didn’t want to take anything to prolong [the occurrence of]
a pregnancy I wasn’t guaranteed.”
The possibility of conception not withstanding, additional
studies showcased by Edenborough point to the outcomes
of CF pregnancies being far more successful in those with
lesser variations of the disease. In more severe cases or
those post lung transplant, risk of infant death or premature
birth increase, as well as loss of lung function for the mother.
Of course, successful pregnancies after a diagnosis of cystic
fibrosis or a double lung transplant are not impossible, even if this is
commonly believed. In fact, April believes that becoming a mother led to an
increase in awareness towards her health: “Being a CF mother is hard…
but very doable. In order for me to be the best mom to our daughter, I need
to take care of myself.”
Gretchen admits that the guilt and anxiety at the onset of infections is often
unbearable: “When those moments of fear and heartbreak take over, I try my
best to work through it by writing him love letters he can one day read.”
Although many might feel that being a CF matriarch is as tough as it gets, being
the mother of a child with cystic fibrosis can often go overlooked as well. Not
only does it add additional credits to your resume (nurse, caretaker, professional
mucus cleaner), but the psychological trauma of watching your child struggle is
indisputably difficult.
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it is my true calling
in life.”
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“Andrea was 4-1/2 when I got the dreaded call confirming
her CF diagnosis,” says mother Susie Rider, “Although I had
heard of CF before, I really didn’t know what it entailed. Our first
clinic left everyone in the room crying when I asked them if this
disease could kill my child. Life expectancy then was around 24.
Fast forward 15 years and those life expectancy numbers have
been transposed.” Still, the reality of the disease is a jagged
pill to swallow, no matter the progress. “42 is still too young to
be taken from earth because of this ugly disease,” Susie says,
“Although I don’t cry daily anymore, and my family and I live fully,
fear lingers and at times knocks the wind out of me.”
Imagine convincing your typical toddler to go to bed, or brush
their teeth, or Velcro their shoes when they don’t want to (hint:
grandiose temper tantrums are involved). Now, imagine that
same toddler not wanting to sit still for hour’s worth of treatments
or lengthy stays in the hospital. You thought vegetables were
bad? Try encouraging them to swallow 20 – 30 pills a day. You
thought their annual shot was scary? Imagine if that was every
day of their lives through a portacath or PICC line.
“As a mother, the hardest thing about having a child with CF
was probably the anxiety of wondering if I was doing all the
treatments right,” explains Cindy Porsche, 47, “If she would
get sick, would it be my fault for not doing something right?”
Cindy’s daughter Miranda is now 21 years old and thriving.
“Watching her grow up to be an outstandingly amazing adult….
The doctors told me she would probably not live to be ten years
old.”
Susie affirms that attitude is half the battle: “I have been to too
many funerals for patients taken too soon, at the tender age
of their 20s. I’ve hugged too many parents, with broken hearts
because they will no longer get to hold, hug and kiss their child.
And despite all the sadness and the fear of ‘what-ifs’… We
fight.”
Fighting, in fact, can often seem like the full time job of every
patient, parent and advocate affected by cystic fibrosis.
Gretchen appreciates everything her mother did to combat in
her stead: “I can only imagine how hard it was for my mother all
the years of me growing up, from having to hold me down while
doctors changed my g-tube, to pounding on my back daily for
airway clearance.”

told PFTs
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April, 35

Unfortunately, stereotypes plague mothers of children with cystic
fibrosis nearly as much as they do the patients themselves. “The
biggest misconception is people thinking I sheltered her from
life,” Cindy states. Daughter Miranda agrees: “Everyone always
thought every decision was made strictly on the basis that I was
sick. Making me a victim in a situation that I’m truly not.”
Instead, she explains how she lived life more, in part because of
her parents. “They’ve helped me achieve anything and everything
I could and wanted to despite my sickness.” Gretchen notes,
“As a mother, you always want to protect your child, to help fix
the things that are wrong. For the mother of a CFer… that is not
always possible.”

“...despite all the

sadness and the
fear of ‘what-ifs’…
We fight.”
Andrea, 19

Susie feels that the disease helped her daughter Andrea have
perspective that many others would envy. “She is such a joy to be
around,” she admits, “Listening to how she views life and what she
wants for herself in the future brings such joy to this mama’s heart.
She totally understands about living in the now...I’m so grateful
for that.”
Still, a lot of young CF patients are beginning the journey towards
dreaming of motherhood themselves, even if the process is
proving as diverse as their predecessors.
Janeil Jaggers Whitworth, 25, hopes to reach the milestone
one day in the future. “Personally, I view motherhood as the
most meaningful way to spend my life on this Earth,” she says,
“Watching them grow to have their own opinions, quirks and
hopes would make all the effort I put into staying healthy seem so
very… uncomplicated.”
Of course, not every CF patient is ready to be a parent. Miranda
is beautifully honest on the subject while still in her 20’s: “I’ve
chosen not to have kids.” Explaining, “my health takes so much
out of me and it has to be my priority. I hate that I wouldn’t be
able to give a child all I would want to… but I know I can’t.” After
Miranda came all to close to a hysterectomy a year ago, she
realized, “[Even if] the reality of a biological kid isn’t in the cards
for me, I would rather a child be adopted by someone who could
give them what I couldn’t.”
No matter the choice, no matter the biology, no matter the
background, mothers within the cystic fibrosis community
could perhaps best be described as the unsung heroes of our
generation… Walking a path that is tougher than most with little
recognition along the way.

“The hardest part is the uncertainty of my future,” Gretchen
concludes, “The notion creeps up on me in the everyday moments,
like marveling at his lengthy eyelashes while he peacefully sleeps.”
And even if mothers have the hardest job on earth, you can bet
the fight they are putting up in return is a heck of a lot harder.
“My daughter fights daily by keeping up with her CF health
protocol,” Susie concludes, “My family and I fight as well, by
raising funds, promoting awareness and advocating about a
disease so many still know little to nothing about. CF may get in
the way, but we keep finding ways around it to keep living and
loving fully.”
The greatest weapon against cystic fibrosis?
You may have just met some of them by name.
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mmah Money, perhaps best known as Australia’s own
@CFMummy, is raising awareness in a big way down
under. Emmah resides in Adelaide and has been a constant
contributor to CF Australia over the years. Whether claiming
the title of CF Youth Ambassador or countless other awards,
the blonde bombshell has graced the cover of a magazine, and
encouraged awareness as a budding model.
Now 28, Emmah is married and raising a family, which she easily
considers her greatest accomplishment yet. A “Double Delta”,
Emmah has remained relatively healthy for most of her life, and
attributes her current good health to her hard work and dedication
to the cause. Boasting lung functions in the 90’s, Emmah has
made it part of her life’s work to educate others about Cystic
Fibrosis, and in doing so, has garnered quite a following through
social media. In fact, @CFMummy has tackled motherhood just
like everything else in her life… with grace, beauty and digital
dignity.
While growing up, Emma (like many of us) was told that having
children would not be possible. “Children weren’t even on my
radar, as I didn’t think I would live past high school,” she explains
candidly. Of course, once she proved this theory wrong and
began to achieve other life goals, Emmah started to wonder about
her future.
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Meeting her Prince Charming, her husband Nick, didn’t hurt.
As time went on, they began to wonder about having children.
Emmah researched the idea extensively: “I didn’t find anything
positive. More negativity... mostly from fellow CF women. Many
stating it was selfish to bring a baby in the world knowing you
wouldn’t be around to see them grow up.”

Behind the scenes, Emmah knew that she was working hard
to keep herself healthy, and found all of the pessimistic views
towards motherhood rather frustrating. After becoming more
involved with the CF community in her early 20’s, she began
motivational speaking… and her career suddenly took off. She
went on to check off items on her “bucket list”, travel the world,
and settle down with her husband, until finally… the timing
seemed right.
“I literally woke up one morning and it was like a switch had
been flicked in my body… the maternal one.” Emmah and Nick
spoke to her doctors about the chances of pregnancy and the
risks involved, and they felt that her high lung function could aid
in a health pregnancy and birth. After trying for only a month, the
couple became pregnant immediately.
Emmah’s first pregnancy with her daughter Ayvah, now 3, was
fairly easy. She was healthy throughout, and in fact, was healthier
during her pregnancy than she had been previously. Her lung
functions rose, as well as her weight. Emmah admits, “The term
‘glowing’ was so appropriate, as I did in all aspects of pregnancy
with Ayvah.”
A perfect pregnancy led to the perfect birth of their perfect
daughter Ayvah. Unfortunately, the second time around was
a bit more difficult. Emmah’s son Logan, now 10 months old,
was much different from the first. “They say boys are naughty,”
Emmah explains… And that’s exactly what her little man proved
to be. “I was induced at 37 weeks because I could barely string a
sentence together without coughing,” she explains.
>>

Emmah’s CF became much more symptomatic as her pregnancy
went on, and she felt lethargic, short of breath, and constantly
grappling with cough. Doctors made the decision to induce to
relieve some of the pressure that the pregnancy was putting on her
lungs. Emmah feels that much of her difficulties with Logan were
that she was looking after a young toddler while pregnant, as well.
“It took a lot out of me.”
Fortunately, her induction went off without a hitch, and a healthy
baby boy was delivered. Both labors were natural and fairly easy
for Emmah, requiring little in terms of critical care. Emma’s doctor
even believed that extraordinarily strong abdominal muscles aided
the easy experience… Who knew all that coughing would pay off
some day?
After having children, Emmah’s health
remains stable, but continues to be a
whole new challenge. Emmah found
that keeping on top of her health
is much harder with children. “I am
healthy, but it takes a lot of work just to
be healthy.” Taking care of herself, as
well as two little ones, is a full time job,
and requires all of her energy most of
the time.
Emmah says that while some people
start their day at the gym, hers
starts like many other CF mothers:
treatments and breakfast. “I have
found I get run down a bit easier.”
Other things that come with children
(such as germs that lead to colds)
have also come into play. “Naturally, I
always seem to catch the bug!”

Motherhood
is indescribable,
it is the hardest
job but by far the
most rewarding.’
Another struggle comes from necessary hospital stays and
intravenous antibiotics, which often require time away from kids.
“Thinking I have the energy when I am sick can be difficult because
I get frustrated that I can’t play with them, but I just need to lounge
around because I’m having a CF day,” says Emmah. “I wouldn’t
change it though. Being a mother
is the most rewarding role ever. If it
wasn’t a challenge, it wouldn’t be
parenthood!”
The mental effects of CF can take
more of a toll than the physical at
times. Having children when you
are not sure you will live to see
them grow up can be difficult on the
best of days… let alone the worst.
Depression and anxiety can be
common in both motherhood and CF
life, so it is no secret that CF mothers
are often burdened with these feelings
as well. Emmah has learned to use
these feelings to her advantage: “They
[the children] are my motivation to be
compliant with my treatments. It gives
me a reason to keep going.”

Emmah has a wonderful support
system, including her husband and
her parents that live near by. “We are
a very close family. We talk everyday,
if not see each other. They are a great
help.” Her brother and sister are also
close, and her sister has a little one
whose children often play with her own. This is actually is a big help
when she gets sick and needs extra help. “I can rest and take the
time to do my treatments, although I don’t always like to. I love being
a hands on mum.”

While it can be scary at times, Emmah
harnesses all those feelings into being
the best patient she can be, which in
turn helps her be the best mother she
can be. For her, the amazing aspects
of being a mother far outweigh the
bad. “The most rewarding part?… I
couldn’t choose one part. I love being a mother: from the cuddles, to
the hilarious things my three year old says, to the cheeky smiles my
baby gives me. [My kids] are the best of friends, and it gives me so
much joy to see them playing together.”

As with most CF moms, having to take the time out to take care of
herself can be hard for Emmah. In fact, the hardest part can often be
remembering that making her health number one priority is making
her children the top priority. The normal daily upkeep for CF takes so
much time out of the day that it can be challenging to fit it all in with
little ones running around. “There are the kids to look after and sort
out,” she says, “My 3 year old is more understanding now, but when
its time for nebs?… I have my baby crawling all over me. They can’t
occupy themselves quite yet. It’s hard work!”

In the end, Emmah demonstrates beautifully what a mother should
be: doting, loving and caring. “Motherhood is indescribable”, she
says, “It is the hardest job… but by far the most rewarding.”
A sentiment shared by mothers across the world.
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was 23 years old when I gave birth to my daughter, Berlin.
Bringing a child into the world is filled with so many emotions.
The unconditional love you are introduced to is enough to
knock you off your feet and leave you feeling completely
vulnerable. After all, an extension of your heart now lives
outside your rib cage.
Berlin was diagnosed with CF one day before she turned 4
months old. Between birth and that time, it became clear
something was not right. Amongst a list of other concerns,
Berlin was considered ‘failure to thrive’. Born at 6 pounds 6.7
ounces she lost weight after birth, as most babies do, but
gaining it back was a struggle. Berlin never hit 9 pounds until
she was 4 months old.
I remember, vividly, the day I was told she had CF. February 1st,
2005. It was confirmation of something I already knew inside
myself, but was trying desperately to ignore. Fear of the unknown
overcame me. What does this mean for my baby? How will this
affect her life? Contemplating the mortality of your child is, without
question, one of the most deeply painful of all feelings. I recall
having to call my family members to tell them of Berlins diagnosis.
I felt empty, trying to get it over with so I could stop saying the
words that felt like a kick to the stomach with each repetition.
Why is this happening? I wish with all that I have that this wasn’t
real. In hindsight, I know that what I was experiencing was grief.
Grieving the beautiful vision I had created when bringing her into
this world of what our life would be like.
We are now over 11 years past Berlins diagnosis, and a world
apart from the feelings I had at that time. With parenting in
general, each new age and stage has brought new rewards
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and challenges. This year Berlin has struggled more with the
emotional aspects of having CF. Wishing she didn’t have to do
things that her friends don’t have to do. Feeling different and
wishing she didn’t have CF. I do my best to remind her that we are
all dealt a hand of cards and it is up to us to play them the best we
can. Everyone is responsible to care for themselves. People with
Kidney Disease may have to do dialysis, Diabetics take insulin…
and my CF’er has to take enzymes and do her vesting. I know,
with time, she will grow to understand this.
Fear and grief are very real parts of the process when your child
is given a CF diagnosis, but they only last if you choose to stay
there. I realize that what I was grieving wasn’t just my daughter’s
diagnosis, it was the comfortable illusion that if your child is
‘healthy’ they won’t be taken from you. I now know that no one
is guaranteed time with their child, or anyone for that matter.
We take life one day at a time. I plan to do my best to keep my
daughter healthy each day, and to give her the tools to do so
herself. My wish for her, as well as my non CF son Benjamin,
is that they will LIVE life. Love deeply, learn and grow, find their
gifts and use them to be of service to the world around them.
Berlin is an amazing human being and floors me at times with her
emotional intelligence. Her depth and her energy are matched in
size only by her heart. Raising her has been, and continues to be,
my greatest blessing and education.
To each of you on your own personal journey with CF,
I wish you the very best. Chin up,

Trisha Williams
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hen our daughters were born
we had no idea we were carriers
that had passed this genetic
disease on to our children…

fibrosis sucks. My sister and I have had 9 surgeries between the
two of us. Doing hours of treatments every day is boring and not
fun at all. Having a sister with cystic fibrosis makes hospital visits
and treatments less boring. ~ Madison, age 13
________________

________________
I was diagnosed with cystic fibrosis at 2 months old. I like to draw
and paint. I love to read and spend time with my friends. Living
with cystic fibrosis is hard, painful at times and exhausting. I think
living with CF has, in way, made me who I am: strong; knowing
I can take on any challenge. It’s hard for those who don’t have
cystic fibrosis to know what having CF is like. Having a sister with
this disease makes it easier to have someone who understands.
It is reassuring to have someone else know exactly what you are
going through. ~ Mikayla, age 15
I was diagnosed with cystic fibrosis at birth. This was a quick
diagnosis since the doctors knew my sister had CF. I love to
play basketball and hang out with my friends. I think having cystic
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It is difficult as parents to watch your children grow up and deal
with a disease such as this but we are grateful our girls have each
other for support as they go through the challenges life with cystic
fibrosis brings. A lot of our family time is spent each day treating
cystic fibrosis however we have never let CF define us. We are a
family that seizes life’s moments as they come. We live for now;
through travel, extended family connections and in our daily life. If
we could take CF away from our girls, we would in a heartbeat;
however having cystic fibrosis in our lives has made our family
what it is today. We are a family with unimaginable strength &
determination, an incredible support system for one another and
a family full of love.

- Tammy & Darrin
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ike a puzzle, all the pieces fell into place. Piece #1: When I was pregnant, we were told that our baby’s bowels looked unusual. Piece
#2: My husband and I discovered we were carriers for cystic fibrosis. Piece #3: Our daughter, Sophia, was born with a complete
bowel obstruction. These pieces fit together to form a picture suggestive of cystic fibrosis. Sophia’s diagnosis was confirmed shortly
after she was born. I felt a lot of emotions. Fear, anger, sadness, grief. I wanted to feel the blissful joy of bringing a new baby into this
world. Instead I was filled with terror. I had to fast-track through these feelings, and move into a more positive head-space. One where we
would live each and every day to its fullest. One where my baby would hear my songs and not my fears. I had to do this for Sophia. I had
to do this for my family. I had to do this for myself. I think we’ve been doing a pretty good job. Here are some words that form our reality:

Appointments lasting half the day,
Bacterial swabs on the tray.
Compressors drone, nasal spray,
Drugs inhaled two times per day.

Meds counted out, neat in a line,
Never forget this CF rhyme:
Oh salbutamol, saline, salt, enzyme,
Pulmicort, prednisone, pulmozyme.

Exercise, exercise must be doneFrisbee, soccer, bike, or run.
Gain more weight, eat a tonne,
High calorie shakes sure are fun!

Quietly watching her fall asleep,
Realizing that my love’s so deep.
Scary thoughts upon me creep,
Tears stream down, I silently weep.

Increased treatments when you’re sick,
Just 2 hours more, hear clock tick.
Keflex just might do the trick to
Loosen up that mucous thick.

Understanding risks and rules,
Vote no for hot tub, yes for pool?
What’s right or wrong when she’s at school?
Xact science needed for this fool!
Yet happiness and love prevail,
Zest for life on enormous scale.

34

7

09

SALT
THERAPY
BY BROOKE PUTNAM

S

alt does much more than add flavor to our favorite foods
or aid in making delicious ice cream for a hot day. It has
many medicinal qualities to it as well, many of which have
been used for centuries. ‘Wet’ salt therapies include saline
sprays for nasal problems, gargling salt water to relieve
pain and infections and adding Epsom salt to your bath after a
long day for aching muscles.
Dry salt therapy has now begun to make its debut, providing a
whole new range of health benefits for those who suffer from
respiratory illnesses and skin conditions alike. Some of these
new treatment options include using salt lamps at home and
participating in special salt room therapy sessions.
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More salt rooms and facilities are beginning to emerge thanks
to a company known as the S.A.L.T. Chamber. S.A.L.T. Chamber
is the leading authority for designing and building salt rooms
and facilities as well as providing salt therapy equipment. They
are located in Boca Raton, Florida and for the past 5 years have
been bringing and expanding the salt therapy industry. Over
the past 2 years alone, S.A.L.T. Chamber has worked with over
100+ customers and facilities in starting or adding salt therapy.
They have been building multiple types of salt therapy solutions
all across the US, Canada and other countries across the world
including China, Australia and New Delhi. Some of their salt
therapy solutions include: add-ons to day spas, private residence
set-ups and home care projects for those suffering with Cystic
Fibrosis and other respiratory and skin conditions.

Leo M. Tonkin is the CEO of S.A.L.T. Chamber and has over
25 years’ experience working with high-growth companies. He
began laying the foundations for S.A.L.T. Chamber in 2010.
Today, S.A.L.T. Chamber has become one of the world’s leading
companies on designing, building and developing salt therapy
solutions. S.A.L.T. Chamber provides design services, equipment,
education, training and marketing for those wanting to start their
own salt therapy operations.
As well as being the CEO of S.A.L.T. Chamber, Leo is also the
co-founder and Chairman of the Salt Therapy Association, a nonprofit organization providing resources, information and research
to help support, promote and create awareness for salt therapy
industries, businesses and consumers alike.
So what is salt therapy exactly? While wet salt tends many
ailments outside of the body, dry salt has different properties
and the drier the salt, the better. Dry sat therapy is known as
Halotherapy. Pharmaceutical grade salt is heated to ensure that
all moisture has been evaporated to ensure that it can do its best
job when put into a salt chamber. After being heated, it is then
crushed into tiny micro particles to be inhaled during a salt room
therapy session. These micro particles penetrate deep into the
lungs, small airways and alveoli while any particles not inhaled fall
onto the skin. An individual will sit inside a controlled temperature
salt chamber for an average 45-minute session, breathing in the
particles that are softly blown into the room.

Samantha Wa, 26, shared her own personal experience
with me on doing salt therapy sessions for a year.
“I got interested to try salt therapy through social media. It
seemed to be a huge topic of conversation on Facebook between
others with CF. After starting treatments, I began to notice I was
breathing easier and my phlegm was becoming much thinner.
During these sessions, I really enjoyed having some ‘me’ time to
relax, gather my thoughts and clear my head. I would lay in the
reclining chair and listen to music. The only reason I stopped
going was due to it being a public salt room and people would
come in with coughs or cold and had people trying to give me
advice about my ‘bad cough’. If I could change anything, I would
have individual salt rooms made. Despite that, I would absolutely
recommend this treatment to others with CF!”
Research is continually being done to examine just how
beneficial salt therapy is for individuals. Dr. Daniel T. Lamish, a
pulmonologist in Florida, conducted his own research on the
health benefits of salt therapy, particularly in those with Cystic
Fibrosis. His findings were published in the FloridaMD magazine.
“As a pulmonologist, I initially became familiar with halotherapy
through my care of individuals with Cystic Fibrosis. Nebulized
hypertonic saline has been shown (in well done randomized clinical
trials) to improve pulmonary function and respiratory symptoms
as well as reduce pulmonary exacerbation rate in individuals with
cystic fibrosis. This may be referred to as “wet” salt therapy as
opposed to halotherapy which is “dry” salt therapy.
Nebulized
hypertonic
saline

can sometimes cause bronchospasm, and not all patients
can tolerate this therapy even when pre-medicated with
a bronchodilator. In cystic fibrosis, halotherapy has some
theoretical advantages over nebulized hypertonic saline. The
prolonged duration of therapy appears to be associated with a
much lower incidence of bronchospasm then is seen in the setting
of nebulized hypertonic saline. In addition, in the halotherapy
mode of administration the salt particles are delivered to both the
sinuses and the lower respiratory tract.

“ I began to notice

I was breathing
easier and my phlegm
was becoming much
thinner.”

After seeing anecdotal benefit in our patients with cystic fibrosis,
we performed a clinical study, which confirmed that this therapy
was well tolerated and the patients derived symptomatic
benefit in terms of their sinus complaints. Other studies are
planned to study this therapy further in individuals with cystic
fibrosis. Anecdotally, I have seen patients with other respiratory
diseases derive significant benefit from Halotherapy including
bronchiectasis, chronic bronchitis, chronic sinusitis and allergic
rhinitis. The hypothesis is that Halotherapy may help with
respiratory illnesses by liquefaction of airway secretions thereby
enhancing expectoration. There seems to be very little risk to this
therapy other than the financial and time investment. There is
certainly a theoretical basis for the possible benefit of halotherapy,
given the known anti-inflammatory and anti-infective properties
of salt. It is worth noting that many patients have also noticed
benefits in non-respiratory conditions, particularly dermatologic
conditions such as acne and psoriasis and research is planned
in this area as well.”
All in all, halotherapy is on the rise. As more research is conducted
and more awareness continues to surface, the hope is to provide
a safer and healthier alternative to help those with lung and skin
conditions find some relief and improvement. Companies like
S.A.L.T. Chamber are adding salt treatment options to more
places, further helping to make salt therapy more available to
those who could really benefit. As Leo Tonkin says on the S.A.L.T.
Chamber website: “People all across North America are getting
salted!”
So is salt therapy right for you? As with anything, do your
OWN RESEARCH, look at all the pros and cons,
and read as much as you can about it. From our
own interviews it has worked for some, but not
for others. Investigate, research and make your
own informed decision.
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What started with JUST BREATHE and SALTYGIRLS - portraits of those with cystic fibrosis telling their own
story - will now be a regular feature in the magazine called The Salty Portraits, so now we can include everyone.
Male and female, young and old. Every issue we’ll try to showcase as many people as we possibly can, from
as many different places as is physically possible for us to visit. We want you to tell your story, we want to hear
the good, the bad and ugly side of cystic fibrosis. At the SaltyLife we are very big on having open and honest
discussions about CF. Nothing is off the table. It’s YOUR story and we want you to tell it.

Next issue we will showcase at least 10-12 new people.
With your continued support for this magazine we’ll hopefully be able to travel to places we’ve never been before,
and add a fantastic cross-section of CF stories to help motivate and inspire.

>>>
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Yes I’m Salty, I have Cystic Fibrosis. Frequent hospitalizations, physiotherapy for lung clearance and swallowing
handfuls of pills is how I roll, its my life and what I know. Does it suck, ummm, yeah but its the life I know. Being
born with a disease I think is much different than being diagnosed with a disease later in life, when you “know
normal”. This is my normal and it’s a fight I put everything I have into with every breath. I have spent so much time in
hospital in my 14 years that my family and I felt it would be best for me to leave school and continue my education
at home. Schooling at home works for me though as it provides me a lot of time to put time into my passion, which
is spreading awareness and advocating for those suffering with Cystic Fibrosis. I’m one of the lucky ones, if you
can call a 14 year old with a fatal genetic disease lucky. I’m lucky because I am one of the 3% of the CF population
that carries a rare gene which a new drug has targeted. This drug has changed the way we are looking at treating
Cystic Fibrosis as the drug corrects the defective gene in my body that causes CF. So in the big scheme of things,
I’m pretty lucky. I am so proud to be part of a tight and fierce community of warriors. The inspiration I receive from
this community inspired me to go to Queens Park in Toronto to fight for coverage for this new drug so that it would
be accessible for those who required it. This isn’t a perfect life, but its my life and I am going to enjoy every moment
of the journey and try and leave my little mark on this world while I’m passing though.

Madi
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Cystic Fibrosis. There is so much to say, given only so many words. Diagnosed at 7 months from failure to thrive, a death
sentence back in the 70’s. My parents always let me do what I wanted, since I was told I only had ‘til 12. Some say this
would be detrimental in life, as I was flighty, or as I say a dreamer. In retrospect, this gave me an adventure filled beginning
to life, and gave me a profound appreciation for the planet and all life itself. So for that mom and dad, I thank you, and will
always love you.
Luckily for me I made it through my childhood and most of my teens without any serious complications. Cystic Fibrosis does
cause late puberty though, which believe me, caused a few issues in the dating department. It also causes malnutrition. I
was the small skinny kid that coughed a lot. It prevented me from progressing in baseball. I was developing rapidly, made
both high school baseball teams, and was even called to the Toronto under 18 team. But once again, defeated by the fact
that everyone else was growing, gaining strength and power. Me, I was still the skinny kid, no matter how much I ate.
I had my first of many admissions at 19. I had pneumonia and it felt like an elephant sitting on my chest. This went on for
days, but in true me fashion, I always think I’m fine and can deal with it. This admission would begin some of the best times
of my life. Here, I connected with my fellow CF’ers. I attended the Cystic Fibrosis camps for 7 years, but when I personally
saw the true effect of CF, it was in adults. Watching people fight everyday just to breathe, or just to get up to come say hi
at their door was very disheartening. But these people appeared as happy as anyone, talking about getting out and doing
this and that. Sneaking out to go to a nearby club or bar in downtown Toronto, after the nurses turned the lights out. These
people are just like me, I’ve found my soul mates. So you can imagine the times that we had.
These times often came to a crashing halt. The sicker lads wouldn’t get up anymore, sometimes not wake up at all. Rules
were put in place in hospital, and we weren’t allowed to be within so many feet of each other. The hospital is now the most
depressing place to me. It was extremely depressing, like looking into a crystal ball. This will most likely be the same fate
I will face. We owe a lot to our nurses and care givers/support teams. You take on Herculean tasks. To the doctors and
researchers who spend hours and years paining over data, analyzing the best form of treatment and searching for the cure.
To all of you I tip my chapeau and say, bravo, merci.
I’m now 39, another thing many of CF’ers haven’t had the luxury. For this I am truly grateful. My health has declined lately.
Sometimes I cry about it, but I quickly remember how far I’ve come, the days ahead, and the strengths of our fallen comrades.
The CF struggle is real. It shortens life, causes immense suffering, and issues like depression and drug addiction. While
wars are being fought for resources and power, silent wars are being fought just to breathe. We should all stop for a moment
and look around, breathe in and take in the beauty and awe of all the universe is. Please get involved.

Chad
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I was diagnosed with Cystic Fibrosis at 3 months old. As a child I never fully noticed just how different I was
from the other kids but the older I got the more separated I felt from the rest of the world. None of the other kids
took enzymes, breathing treatments or spent weeks in the hospital. As I got older I questioned why I had to do
these things and why I was the only one I knew who did. Eventually I researched CF on my own and at first
glance the internet is very terrifying. This was the first time I felt truly fearful for my life as I read brutal statistics
and an estimated life expectancy. I began to question things like, “Would I ever have children?” and “Would I
ever get married?” I had never felt more alone or afraid. One day, just a few years ago, I found a CF group on
Facebook and my world changed forever. I connected with so many people from all over the world who knew
my struggles first hand. I connected with people that make up MTJM and many more. As time progressed I
actually felt like a part of something bigger than myself. I began to truly love these people and they opened their
hearts to me in ways no one ever had before. I met women who had children and people with CF that were in
their 40’s, 50’s and even a kind woman in her 60’s. Suddenly the world felt so much larger and welcoming.
These people have become my family and my world has forever been changed. CF used to hold so much fear
and negativity for me and now I feel empowered thanks to these people. I no longer feel out of place in my own
skin or threatened by statistics. For the first time I am even grateful to my CF for having allowed me to build the
relationships I so happily call family. My doctors told my parents I would be lucky to see sixteen years old and
I’m now a month away from turning 23 and happily engaged to the man of my dreams who has two beautiful
children I already love more than life myself. Despite all the negativity that CF holds for me it now holds hope.
Hope for a future, hope for a cure and hope for brighter tomorrows.
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Having CF was never a secret. I was never sheltered to think it was anything other than what it is; a fatal illness.
To me, CF didn’t seem serious because it never held me back from doing what I wanted to do. I lived a healthy,
normal childhood. My mom was a very healthy, exercise-crazy, super-mom, and her lifestyle was instilled in me from
the start. She had me doing work-out videos with her by the time I was 3. My dad worked very hard to support
our family so that my mom could stay home to make sure I was taken care of properly. She made sure I had my
nebulizers and therapy 4 times per day and I took all my pills, but also made sure I lived like a normal child. I played
sports; I went on sleepovers; I swam in ponds, and rolled in the mud.
My parents divorced when I was 10, and my mom began struggling with addiction and major depression. She
was no longer the healthy super-mom she used to be, and that was hard for me to understand. My health began
to decline because I was so used to my mom taking care of me, that the responsibility of doing everything myself
was too much for me to handle. Eventually I learned how to take care of myself properly, but my health had taken a
toll in the process. In 2012, I was referred to the Toronto General Hospital to have my first evaluation for transplant,
where I was deemed too healthy to be placed on the waiting list. This turned out to be a blessing in disguise
because 2 weeks later my mom went missing, and a month later her body was found. I don’t think I would’ve been
emotionally strong enough to handle moving to Toronto for transplant, and my mom dying, all at the same time. It
was also a blessing because later that year, I met and fell in love with my boyfriend, Ben.
In July 2015, I had my second assessment, and was told that I was at the right point to be listed. Ben and I moved to
Toronto August 5th and I was officially listed September 30th. Life has since been a blur of doctor’s appointments,
physiotherapy rehab, hospital stays, and declining lung function. I’m now priority status on the transplant list.
I look forward to life after transplant. I want to go to university, and hopefully find a career helping people going
through the transplant process, as well as advocate for better resources for addiction and mental health. The
thing I look forward to the most though is returning to New Brunswick and seeing my family. Although they are
far away right now, they have been so amazingly supportive and strong through this. I have a new baby brother
back home too that I am so excited to meet. But to be able to hug my dad and tell him that I’m finally OK will be
the best. Transplant isn’t a cure, but it will give me extra time to spend with my family that I wouldn’t have without
transplant. After almost 10 years of being too sick to live normally, I am going to finally get to live fully, laugh deeply,
and breathe freely. I can’t wait.

Jade
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IT WAS TWO YEARS AGO...

T

hat I had the idea that got the ball rolling on this project. I just
woke up one day and decided I wanted to do something
truly meaningful and momentous for CF (Cystic Fibrosis)
awareness. I decided I was going to travel far and wide
to take portraits of adults living with this terrible disease.
People like me, with the benefits of modern medicine and no small
dose of sheer luck, that have made it past that Cystic Fibrosis
wall into adulthood. Actually, we have to backtrack a few years, to
when I was diagnosed, at the very late age of 38. I was married
at the time, and after a year of trying to have a child we were able
to find the problem…. me. That was somewhat shocking – but
not near as shocking as when the doctor uttered the words “You
have Cystic Fibrosis”.
I mean, that was a double kick right in the stones. Like most
people, I had heard of CF but wasn’t quite sure what it was. What
I found out was shocking at first, and then completely devastating.
How could I have had this my whole life and not known? But upon
reflection the signs were all there, albeit small and seemingly not
very serious. That’s why no one gave a second thought to my salty
sweat and my digestive issues.
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Although I didn’t feel lucky, I was in one respect, my gene
mutations were certainly not as severe as most. My symptoms
were so mild actually, that to this day I don’t have to do any
treatments. But finding information and support? That proved to
be near impossible for someone my age. Any information I found
seemed so juvenile. All of the literature talked to the parents of

patients, not me, an adult. I figured I couldn’t be alone, and I was
so very right. That was when the JUST BREATHE project was
born! I started it as an outlet for adults living with CF to tell their
story. And they did just that, they poured their hearts out onto
those pages. As I was only part way through this portrait project, I
realized I kept hearing the same stories over and over again from
the women involved. From there came the SaltyGirls book, which,
in 2015, went viral around the world!
Things have changed. And things are still constantly changing, for
the better. The specific problems of adults living with CF are finally
being addressed in a respectful manner, and we are very grateful
for that. But we are not done, not by any means. I’ve lost too many
friends in the past 2 years, and unfortunately, I will lose more.
But we are right on the cusp of major scientific breakthroughs,
advances in research and genetics that will lead to our dream of
a cure sooner than later. Maybe these breakthroughs will benefit
me! But until that time we just keep moving forward, trying to
raise awareness, to get people to donate, and to help advance
research. We’re fighting to get people to sign their donor card,
to get governments involved in our fight. You’re helping us do just
that, so I want to say thank-you to everyone that initially bought
into this pie-in-the sky idea from a crazy Canadian.
You have no idea how much it’s appreciated, and the difference
you have helped make.
- Ian Pettigrew

ROCKING CYSTIC FIBROSIS
SINCE 2007

www.letsrockcf.org
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INTERVIEW
ED OWEN

CHIEF EXECUTIVE, CYSTIC FIBROSIS TRUST, UK
What inspired you or brought you to getting involved with
the organization? Do you have a personal connection to
CF?
I’ve been involved with the trust for 14 years in different capacities
– which relates to the fact I have a daughter with CF. I initially
became involved with the Trust quite early on after her diagnosis in fundraising and campaigning activities. I was then a trustee for
the charity for a number of years and was appointed CEO in 2012.
Do you remember the first time you learned about CF?
I knew very little about cystic fibrosis until we were given the news
my daughter had CF when she born. I was aware of the term
cystic fibrosis, because the year my daughter was born, the Trust
was the annual charity for one of the UK’s largest supermarkets,
Tesco. So I remember the branding of the trust on the plastic bags
at that time – a slightly strange coincidence!
As CEO, what are some of your main
responsibilities within the Trust?
I am responsible for the organization as a whole; for its effective
operations and delivering our strategy to transform and improve
the lives of people with CF. We cover a wide area of work,
from research, to care, to information, advice and support, to
campaigning and raising awareness of the condition. We have a
big fundraising operation to ensure we have the means to do the
things which are so important for people with cystic fibrosis.
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What advancements has your organization been involved
in that you are most excited about? What will they mean
for CF patients?
The Trust has been the vanguard of work to improve the lives
of people with CF. Just in the last decade we have played a
prominent role in a number of vital developments. For instance the
trust and the wider community were vital in persuading politicians
to introduce newborn screening for cystic fibrosis, so that every
child born in the UK is tested for CF via the heel prick test. Today,
the overwhelming majority of people with CF born in the UK are
diagnosed within the first few weeks, rather than waiting months
and years for a diagnosis with all the problems this creates.
Over the last decade the Trust has invested significantly in
research projects to make strides forward in the lives of people
with CF. We’ve just announced funding to develop a cutting

edge, new gene editing therapy programme and we are currently
investing in other research programmes such as one looking at
battling pseudomonas infection, a vital issue for the community
globally, and another programme considering positional therapies
for MTN. I am most excited to witness the tangible difference our
extensive research investment will create for people with CF.
We are doing a lot of work to alongside people with CF and the
community on matters such as utilising remote technology to
help manage their condition. We are also doing new work with
adolescents; we know CF patients going through adolescence
are vulnerable to particular risks. Therefore we are working with
clinicians to identify these risks and understand how best to
manage them. We now have the opportunity to build on steady
improvements to provide personalised support and care for young
people.
Where do you hope to see CF in 10 years?
What are you most excited about?
We have a great opportunity to make a transformational stepchange to the incremental, steady improvement we’ve made over
the last decade. With the new therapies emerging - which for the
first time are correcting the basic genetic defect of CF - alongside
better understanding of the condition and the individual social,
physiological or clinical issues people face offers the hope that
we CF cold become, for many, a manageable condition with life
expectancy not too different from the average population. This is
an ambitious goal but one that we can achieve as part of our effort
to beat CF for good.
What can we do better in terms of care for CF?
CF care has developed very positively in recent decades – to
the extent to which it’s a major reason for why life expectancy
has improved. In the UK and US there are accepted national
standards of care; specialist centres providing specialist care with
multidisciplinary teams using a range of therapies. It has been an
extraordinary effective model in ensuring the quality and length of
life has increased. To some extent this successful model of care is a
victim of its own success. We know from our CF registry each year
there’s an additional 200 to 300 people with CF in the UK, because
more people are living with CF. Therefore there’s a need for greater
capacity within the UK health system to provide for that increasing
number. That’s creating significant pressure on clinical centres who
are having to care for more patients, especially adult care.

Moreover, our registry shows 7 out of 10 people with CF are
in work or study who are wanting to live their lives as freely as
possible. Therefore the Trust and the community should be
focused on how we ensure they are liberated to live their lives as
fully as possible, with the appropriate care and support.
We need to help empower people with CF to take greater control
of their lives by providing better information. We are investing in
the ‘SmartCareCF Programme’ which is exploring how technology
and data can better inform health progress and flag earlier
intervention. Over the next decade there’s going to be a revolution
in CF health care; I predict the old model of patients visiting clinical
centres every three months for check-ups will be replaced by a
much more flexible system with self-monitoring of health data
at home daily, with more remote support by clinical centres and
clinicians, with earlier and more intensive support when people
have problems. It’s a model of care shaped around the needs
and wishes of individuals – which means better information and
technology for people to have at their fingertips.
What is the hardest part about being so closely involved
with a chronic illness, like CF?
The hardest part, in terms of the job, is
dealing with the consequences of CF;
meeting people who are very ill, bereaved
parents or family members are the hardest
parts. It’s the personal stories which are
enviably the hardest but also the greatest
motivator for me and colleagues. To say
this is not good enough - we have to work
harder to get to the point where these
conversations, stories, these friends and
family are not having to go through the
terrible grief this cruel condition brings.
What has been the most rewarding
moment in your time with this
organization?
I’m not sure there is one moment, because
while there has been significant moments, for instance when the
decision was taken in the UK to ensure those eligible had access
to the drug Kalydeco, the thing that is most rewarding is when
the things you are working on have a direct impact on people
with CF. It’s about decisions regarding access to therapy or the
opening of the new CF centre in Nottingham which has made a
big difference to people with CF in the area and the welfare and
support grants we provide that make a tangible difference. I’m
also incredibly proud of the work we’ve done to develop a really
impactful research strategy – so our investment in research is
focused on the best teams and the important issues, which over
time I am clear is going to make a big impact. But of course a lot
of that is longer term so the most rewarding moments are seeing
tangible impacts on individual’s lives.
What will be the biggest obstacle in care as people
with CF live longer and healthier lives?
I think care needs to be much more developed around individual
needs and preferences. We are going to see an increasing
population as people live longer. As people live longer, it inevitably
leads to more complex issues. The health, psychological and social
issues will become more complex and we are going to need new
tools to address such matters over the next decade and beyond.

Given the increase in life expectancy for people
with CF, has that shifted the focus of your organization?
And if so, in what ways?
Yes, very much so. 50 years ago CF was a childhood condition,
most children were not living beyond their 5th birthday, so
there’s two consequences. Firstly the issue were initially clinical
focused on how to keep children alive and care focused on the
needs of children and their immediate family members. As we’ve
seen a steady improvement over the last fifty years, we’ve now
got a situation in the UK and US where most people with CF in
adulthood are facing a completely different set of challenges and
opportunities. Therefore the trust needs to address to these new
demographics; in terms of the information and support we provide,
we are dealing with issues which were unheard of thirty years ago
– issues around mental health and fertility.
CF care differs slightly from country to country, does your
organization communicate and/ or work with similar
foundations in other countries? If so, in what way and
what benefits have come from those collaborations?
Global/international collaboration is vital; none of us are going to
beat CF on our own. We have very strong
links with The CF Foundation in the US and
with CF Canada, and with organisations
here in Europe and Australia and New
Zealand. We have a lot of discussion with
the CF Foundation about care and recently
had a project comparing registry data in the
UK and US, to understand the changes and
issues, which are relevant to our respective
populations of people with CF.
How much of the focus for your
organization is on the mental health
of CF patients and what resources do
you provide related to mental health
issues?
We’re increasingly aware of the importance
of mental health issues in CF. I think for
too long it hasn’t been given priority both here at the Trust and
elsewhere. There’s a need for us to do more; I don’t think we’re
doing enough. There’s increasing awareness of the psychological
limits CF imposes for people living with the condition and their
family members; which is being recognised amongst the clinical
community. It is certainly an area within which we are providing
better support and information but there is a greater need for better
research. We have contributed towards this research but do I think
we’re doing enough? No. Do I think we need to do more? Yes.
Overall, what do you think the future looks like for
people with CF? What are your goals and hopes?
Our ultimate goal is to beat CF. We are working tirelessly to put
ourselves out of work and won’t rest until that is achieved. The way
we do that is by working every day to support people with CF to
overcome and lift the limits imposed on their lives. But also to help
people with CF achieve their goals and ambitions which will be
different for every individual. We’ve just supported a man in the UK
to climb mountain Everest. Not everyone’s goal is to climb Everest
but we are here to help achieve their Everest like goals.
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INTERVIEW
MICHELE ADAIR
CEO, CYSTIC FIBROSIS NSW, AUSTRALIA
What inspired you or brought you to getting involved
with the organization?
To be perfectly honest I was like so many people who had heard
of CF but didn’t really know much about it – until I responded to
a job ad in the newspaper. I did a lot of research to prepare for
my interview and was deeply moved and inspired by what I read.
Thankfully the Board offered me the job and I’ve been trying to
make a difference ever since.

Do you have a personal connection to CF?
I do now. There are only about 3,000 Australians with CF and
I’ve come to know and care deeply about many people. We’ve
shared many highs and lows and my life has changed as a result.
The word community gets bandied around a lot but it’s so true in
relation to CF. I don’t know if anyone in my family is a carrier

Do you remember the first time you learned about CF?
It was many years ago and the friend of a friend had a baby who
received a positive heal prick result.
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As CEO, what are some of your main responsibilities
within the Foundation?
My primary responsibility is to be the custodian of the time,
money and trust people invest in us. That includes all the adults
and families who receive our services, everyone who donates
to support our work, and our staff and volunteers. I’m also
responsible for ensuring we comply with all our legal and financial
obligations, strategy, media and communications, government
relations, fundraising, our office and IT etc.

What advancements has your organization been involved
in that you are most excited about? What will they mean
for CF patients?
There are only three adult hospital clinics in our state able to
manage CF and they were all terribly under-resourced compared
to the National Standards of Care. The situation became desperate
in late 2014 so we began a campaign calling on the Government
to increase the funding for staff. In less than 6 months staff levels
tripled. It was the largest investment in CF services for more than
a decade. It means every adult with CF is receiving better care,
the next wave of teenagers who will transition will receive better
care, and all clinical staff are working in safer and more rewarding
circumstances.
We’re also about to launch the CFBuzz app through the iStore.
It’s the first app in the world that helps manage all aspects of CF
treatment. We’re confident it will have a positive impact on health
and wellbeing.

Given the increase in life expectancy for people
with CF, has that shifted the focus of your organization?
And if so, in what ways?
Yes definitely. Twenty years ago most of our work was with the
parents of young children. Now we provide much more information
and support to teens and adults who are managing work, study,
relationships, parenting, travel, and their financial arrangements.

What is the hardest part about being so closely involved
with a chronic illness, like CF?
It’s obviously a very bitter-sweet experience. I was asked to help
a young woman who wanted to die at home, she was terrified
she’d be transferred back to hospital in her last days. My grief was
balanced by the enormous privilege of helping her.

What has been the most
rewarding moment in your
time with this organization?
There have been many but one
still makes me tear up. Last year
a woman contacted me through
Facebook. It was the first time
she’d ever asked for help and I
don’t think she expected much
to come it. She had been told,
incorrectly, that her lung function
was too low for her to be eligible
for Kalydeco. Five months later
she’d put on 3.8kgs, had an 18%
improvement in lung function
and her oxygen was up to 95%.
Clinicians regular save lives but for
people like me with desk jobs, it
doesn’t get any better.

Where do you hope to see CF
in 10 years?
What are you most excited
about?
There are so many wonderful new treatments in the pipeline, it’s
a very exciting time.

CF care differs slightly from country to country, does your
organization communicate and/ or work with similar
foundations in other countries? If so, in what way and
what benefits have come from those collaborations?
Our national office leads the international collaboration on behalf
of all states and territories. It’s terribly important work, and with
our clinicians, means Australia is an active and respected partner
in global initiatives and policy forums.

What will be the biggest obstacle in care as people with
CF live longer and healthier lives?
Undoubtedly the cost of new and better treatments. If they’re not
affordable we may as well stop doing the research.

How much of the focus for your organization is on the
mental health of CF patients and what resources do
you provide related to mental
health issues?
Almost all of our services team
are Social Workers so mental
health and wellbeing is a priority.
The evidence is very clear. Adults
need good mental health to
manage their physical health, and
a parent’s mental health affects
their child’s physical health.

Overall, what do you think the
future looks like for people
with CF? What are your goals
and hopes?
I read about a new study and
people defying the odds every
week. How could you be anything
but confident about the future?
As the CEO of a small charity I’m
constantly trying to raise enough
money to make sure we’re still in
business when the Cure is Found
so that we can turn off the lights
and all go home. That day is coming, and I can’t wait.

What can we do better in terms of care for CF?
In my state, and in Australia in general, we have to do much
better with e-health and in-home treatment options. The burden
of travelling for hours to get to a clinic or needing an admission
because there are no local options is simply unacceptable.
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THE OPTICS OF INSTAGRAM AND TRAVELING
WITH CYSTIC FIBROSIS
BY KATIE FIELDING

B

y looking at my Instagram feed from my recent my trip
to the Netherlands and Belgium, you would think that I
was having a great time. However, what you witnessed
was my “making the most of it” in action. Trying to take in
and live when life, while life was actually rather ominous: cloudy
like the Dutch sky and the melancholy feelings of the Brussel
bombing that occurred while I was traveling.
While we can deal with bad weather and trudge through
international tragedy; it can be harder to deal with a body that
hurts or holds you back. For the past four or so years I have had
episodes of CF-related arthritis. Usually it only happens every sixmonths to a year --but since this autumn I have had more frequent
episodes. Fortunately this episode while traveling didn’t result in
needing help off the to toilet or remaining in bed--but rather just
pain while walking and grasping objects. What you also didn’t
see in my instagram photos were the mega-doses of ibuprofen
to keep the pain at bay as much as possible or the trips into the
apotheek to see if there was something else they could give me
OTC that might help. Lets just say that the Netherlands is a little
more stringent than Estonia and veterinary grade Prednisone
wasn’t available this time. (Yes, that really happened, and yes I
really took it, and yes I survived).
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Whether we are traveling abroad or taking a staycation we all deal
with these instagram optics. How much to share or what side of
the coin to show are choices we have to make in this social media
driven world. After a lifetime of traveling as a military brat and 15+
years as an adult explorer I have developed a traveling style that
allows me to make the most of what my body will allow me to do
on a given day.

Here are seven travel tips that can
allow you to live loud while all the
CF is in the background:
1. Make the most of neb time before the trip by planning.
When I studied abroad 15 years ago in the Netherlands my
classmates and I had three day weekends every week. We would
get on a train Thursday night to somewhere in Europe and then
pull back into town Sunday. Inevitably on Monday someone
would say “did you see ___?”. Because of this I am now a huge
researcher before I travel and don’t miss out on things because
I plan. I also use neb time to find travel deals which make more
travel possible because medical expenses are also a priority in
my life.
2. Google maps are the best!
True dat Double True! While I don’t like detailed hour-by-hour
itineraries I do like to make to-do lists and to-eat lists. I then plug
both lists into a google map and can see what agenda items are
near each other. This allows me to travel by neighborhood making
the most of my time and energy. I also like to research a few good
places for a cup of tea in case I need to rest my bones for a bit
before moving onto more fun. Having a cute cafe in mind that you
know you can stop at doesn’t make the break for CF feel like a
defeat, but rather part of the experience.

3. Pick a nice hotel or airbnb that you won’t mind
spending time in.
If you can spend a little extra money here do it. Four years ago
I was backpacking around Europe for five weeks and I planned
to stay in hostels. Once I checked into my first one I realized it
wasn’t for me at age 30 and that I needed more privacy than it
allowed so that I could deal with my CF needs in my own space. I
didn’t want to both annoy anyone with treatments when I needed
to do them, and I didn’t want anyone bothering me when I needed
an afternoon nap after exploring all morning.
4. Do activities that will count as PT.
Glacial hiking in Iceland? Riding a horse through the Andes in
Chile? Climbing a mountain to take an alpine coaster back down
in Austria? Walking up steep graffiti lined streets in Korea, across
a whole small Caribbean island, or just San Francisco? I have
done them all, and they count as some good physical activity and
airway clearance! I love looking at my fitness tracker data over
the past year and can see my travel days because I always have
25,000+ steps.
5. CF has perks!
Your doctor of CF social worker can write you a letter to make
traversing security and customs easier with all your medicines
and equipment. Also, because CF is a disability you can get into
some places with a discount or free; like the US National Parks
Access Pass which gives free admission for life to people with
disabilities.

6. Advocate and Educate.
Doing my Tobi podhaler in the cafe car as I Amtraked around
America for a summer allowed me to educate people on CF and
connect with others that already had a connection to it. Being
a good CF advocate can literally happen anywhere, especially
when strangers notice your coughing fit. With that said it’s good
to be mindful of cultural sensitivities, which is the main reason I
wore a mask most of the time I was on public transportation in
Korea.
7. You are never traveling alone.
You have to make CF part of your trip. Make sure if you are
traveling abroad you have the right plug adaptors and power
converters. On my first abroad trip I blew a fuse in my nebulizer
because it didn’t have the right converter. Being the stubborn
college kid I was I blew it and my treatments off--which meant IV’s
upon returning home. Remember that you can only go on as many
trips as your body allows, so take care of it.

So go travel, make the most of your life. Be a CF advocate by
roaming where you haven’t roamed before.
Document the best parts or the worst parts. The best parts will
be enriched because of the worst parts. And the worst parts will
be made tolerable because of the best parts. It’s all just optics.
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MEDICINE
PIPELINE AGENTS FOR THE
TREATMENT OF CYSTIC FIBROSIS
BY MATTHEW BILLS, PHARMD

M

edication has always been a part of life for those
living with Cystic Fibrosis, and until recently, with
the exception of pancreatic enzyme replacement
therapy (PERT), those medications only served to
treat symptoms or stave off infection. However, the
word treatment is finally being used correctly when referring to
medication for CF. The approval of Kalydeco changed everything
about the way the pharmaceutical industry looks at treating CF.
For the first time in history, the medical community had the ability
to essentially “fix” the underlying genetic mutation for a small
percentage of CF patients. Kalydeco (ivacaftor) was followed
closely by Orkambi (lumacaftor/ivacaftor), which was introduced
to the market in 2015. For many of us in the CF community,
these drugs may seem like old news. Some have complained
that these medications are not sufficiently treating the disease,
and to a point they are right. However, these medications are a
step towards the ultimate goal. To me, Kalydeco and Orkambi
are more than just drugs to treat patients with particular
mutations. These medications are a proof of concept. The
medical community and the pharmaceutical community now
realize that with enough research and funding, we can ultimately
defeat this disease. As a result, pharmaceutical companies
researching CF are the recipients of exceptional funding from
both public and private sources, and this has resulted in a slew
of new compounds being discovered that are intended to treat
CF patients with various mutations. With that, I want to introduce
some of the promising CF agents in various stages of the drug
development pipeline currently.
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Ataluren
This agent has been in development for quite some time, so long
that many patients are very aware of it and perhaps even familiar
with how the trials have been progressing. It is proposed that
Ataluren works by essentially allowing ribosomes (which produce
proteins) to “skip over” the genetic mutation, thus allowing a
fully functioning Cystic Fibrosis Conductance Regulator (CFTR)
channel to be produced. This mechanism specifically targets
patients who have a premature stop codon, which means a
mutation ending in X, for example (class I mutations). This would,
in theory, allow patients receiving ataluren therapy to restore
normal secretions. It was studied in patients with at least 1 copy
of the previously mentioned class I mutations. The results of a
phase 3 trial initially looked rather disappointing, but after the
authors conducted a subgroup analysis, it was determined that
the patients in the study receiving ataluren who were not receiving
inhaled aminoglycosides (tobramycin) had a significantly slower
decline in lung function than patients in the placebo group. In
this subgroup, the patients who received the active medication
had a decrease in percent of predicted FEV1 of only 0.7%, while
patients in the placebo group saw a 6.4% decrease in lung
function. Due to this discovery, another phase 3 trial is being
conducted to specifically study patients who are not receiving an
inhaled aminoglycoside to determine if this patient population may
benefit from ataluren. It is worth noting that ataluren has been
approved in Europe for use in Duchenne Muscular Distrophy
under the brand name Translarna, indicating that the proposed
mechanism of action does seem to have some merit, however

the FDA has declined to consider ataluren for approval due to
“insufficient data to warrant review.” The results of the current
phase 3 trial will likely determine the future of ataluren, but it
could potentially be useful in patients with one copy of a Class I
mutation who are not receiving inhaled aminoglycosides.

VX-661
Vertex has established themselves as a leader in development
of effective therapy for patients with CF, so it should come as
no surprise that the company has another agent in development
that will further increase the percentage of the CF population
receiving treatment for the underlying genetic mutation. VX-661
is being touted as a CFTR corrector for patients with 1 or 2
copies of ∆f508. In a phase 2 trial, there was no improvement
in lung function after 28 days in patients receiving VX-661
compared to patients receiving placebo. However, in patients
with two copies of ∆f508 who received VX-661 in combination
with Kalydeco (ivacaftor), sweat chloride decreased and lung
function improved by 4.8% compared to patients receiving
placebo. As with Orkambi, initiation of therapy with VX-661
seemed to increase sputum production, cough and pulmonary
exacerbation for several weeks after starting the medication. This
could possibly be attributed to better sodium and water transport
across membranes if the medication is working as it is proposed
to. Vertex is currently conducting several phase 3 trials in a variety
of patient populations to determine efficacy of VX-661 in different
combinations of mutations, but we can certainly expect to see
VX-661 in the future.

funding from the company producing it. In the phase 1 trial, the
researchers administered the drug to mice and studied chloride
transport (a measure of how well CFTR proteins are functioning).
In the mice treated with QR-010, nasal chloride transport was
restored to 80% of wild type, which is another way of saying that
they were transporting chloride at 80% compared to a CF carrier.
They also tested QR-010 on human bronchial epithelial cells and
again found improved chloride transport. While this drug is still
a long way from fruition, this was an important proof of concept
study and could be very effective if the results hold true in further
trials. These further trials are evaluating safety as well as efficacy
in patients with 1 or 2 copies of ∆f508.
_________
The agents discussed here are just a sampling of the many
compounds currently being explored to treat the underlying
cause of Cystic Fibrosis. This has become a popular area of study
for the pharmaceutical industry, so billions of dollars are being
spent to explore these treatment options. While none of these
are a cure, they do hold promise for halting CF with medication
while other avenues for cure are explored. Many get discouraged
when medications do not show drastic improvement in trials,
but it is important to remember that halting deterioration should
also be considered a positive result. With the progress that has
been made in treating the underlying cause of CF in just the
last decade, it is impossible to predict the therapies that will be
available in the coming decade, but there is reason to expect
exponentially more treatment options and continued improvement
in treatment efficacy.

QR-010
This agent has a mechanism of action different from the
modulators on the market today, so we need to understand some
basics of protein production to understand how this medication
works. The genetic mutation that causes CF is found in DNA, but
that mutation itself doesn’t do anything just sitting in the DNA.
Our body reads DNA and produces what is called messenger
RNA (mRNA) which is a molecule very similar to DNA that
essentially carries the message from DNA to ribosomes, which
in turn translate the mRNA and produce proteins, like CFTR. The
proposed mechanism of QR-010 is that it will correct the mRNA.
The corrected mRNA will then be translated by the ribosome and
produce a functional CFTR protein. It is worth noting that this
drug is given by inhalation, so it will only work in the respiratory
tract. At this point, QR-010 has only completed phase 1 trials,
however, the results were promising and warranted continued
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ALEX PANGMAN

CANADA’S SWEETHEART OF SWING, AND
2-TIME DOUBLE LUNG TRANSPLANT
BY BREE ROLFE

T

here’s a complex and rich history in the songs Alex
Pangman sings. Beneath the playful poetics and infectious
rhythms that permeate the music of the Swing Era, there’s
an undercurrent of turmoil and hardship. Jazz and swing
became popular at a time when people were faced with
the aftermath of a world war, severe economic depression and
the coming of a second world war. The music that swept through
the world provided a much needed distraction from the everyday
struggles that often became too much to bear. It provided a
vibrant exaltation or a soulful contemplation of what it meant to
be human. Perhaps this is the main reason why Alex Pangman
was drawn to the melodies of the swing era and not a more
contemporary genre of music. Maybe the reason this music spoke
to her was that her musical career, and her daily life, has always
been a careful balance between joyfulness and strife.
Pangman, who was diagnosed with Cystic Fibrosis as an infant,
has been making records for 20 years. Her latest album, New,
recorded in New Orleans, was nominated for a Juno award, and
it comes on the heels of two other full length albums, a slew of
singles, live recordings, and yes, two double lung transplants.
Her life, like her music, is rich in complex history that is both a
testament to gritty determination and a joyful celebration of life.
“I often joke that I love the music of the 1930s, but if I had been
born then, I’d never have seen my 5 birthday,” Pangman says.
“I was drawn to the beautiful, elegant melodies of the jazz era:
I was drawn to the clever, playful lyrics... None of these things
were fulfilled by the music of ‘my generation.’ …[Jazz] has a very
vivacious energy: strong, full of joy and pathos, passion, mischief
and life. I merely bring the freshness of one who is glad to be alive
and singing about the human condition.”
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Pangman, a self-proclaimed “chameleon,” has never let her illness
get in the way of her music. As a child, doctors told her singing
would help with her lung function, and her parents were always
supportive of her decision to pursue music. That doesn’t mean
that CF hasn’t posed problems, though. “All CF patients, learn,
gradually, to do more with less lung function. It made me —through
necessity— be more determined,” Pangman explains. “It made me
learn to hold back a cough until the instrumental break, I had to learn

to move less and less on stage as my PFTs dropped pre transplant
and dancing while singing became impossible… It meant chopping
up a regular phrase into halfs and thirds because I couldn’t sing
those long lines anymore. It meant back phrasing to catch up where
I’d snuck in a breath or cleared my throat… endless variables on
dealing with less air and twitchy airways. It is amazing the things we
can adapt to in life in order to survive.”
Pangman kept her CF under wraps for most of her career until
her health declined to the point where she could no longer hide
her illness. She says it was more important to her to be seen
a singer first and foremost. “I didn’t want the crowd looking at
me with that sort of pity or wonder,” she says. “I didn’t want
employers to be scared to hire me. A blind bluesman once told
me I should ‘milk the CF angle’… I begged to differ. A blind man
on the corner singing the blues is more romantic than a jazz singer
coughing up blood between sets. After my transplant, I came
out of the health ‘closet’ because I felt I might be able to use
my unique perspective as a singer to inspire people to become
organ donors. To pay that forward. I usually sing a very strong set,
and then tell people that I’m singing with borrowed lungs. It’s a
pretty good way to make the most impact and to inspire them to
sign their consent.”
Pangman is still contemplating her follow-up to New, which she
recorded just six months after her transplant. She says she wants
it to be well thought out and inspired. Regardless of what she
decides, one thing is for certain; it will be imbued with the rich spirit
of the music that she was always meant to record. “This music
got us through some really bleak times… It’s really cathartic,”
Pangman says. “It helped people to celebrate and to feel through
adversity. It helped people to triumph over adversity… CF is kind
of like a battle and I think there’s a real correlation as to why I
chose this music. It had a very real purpose in buoying nations
and people through rough times… the music was there to lick
their wounds and raise their spirits… I was diagnosed [with CF]
as infant. I always knew that there was this anvil floating above my
head, so I do what I love to do. It makes me feel good. I feel like I
have a purpose in my life.”
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