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By Chris Kvam

M y name is Chris Kvam, I’m 37 
years old, and I was diagnosed 
with CF at the age of four. In 

2016, my wife and I became parents 
when we adopted our son, Benjamin. 
We brought him home from the hospi-
tal when he was discharged after birth. 
I’d like to share a bit about our thought 
processes and choices we made during 
our journey to adoption. It wasn’t easy, 
but it has been so worth it!

My story to parenthood starts in 
my late teens, when I learned of my 
CF-related infertility. Learning this was 
a crushing piece of news, and I strug-
gled with it for a long time. I had 
always known I wanted to be a father, 
and while I knew I had some control 
over my health, there was a sense of 
futility around this information when I 
first learned it. It was hard enough to 
contemplate someone wanting to take 
the chance of marrying me with CF, 

and infertility made me feel even less 
desirable. For a long time, I tried to 
convince myself that I didn’t need to be 
a dad. Fortunately, that’s not the end of 
the story. I met Christine and four 
years later we married each other. We 
discussed my infertility at length and 
were both committed to the idea of 
children and doing what it took to 
become parents when we were “ready.” 
At that time, I think both of us under-
estimated just how hard that would be. 

A few years went by, we moved, I 
went to law school and the question 
of when we would be ready did not 
surface again for a while. Then, 
Kalydeco became available to me 
through a clinical trial. That day, with 
the hope and promise of that drug, we 
decided that now was the time to fig-
ure out how to become parents. 
Unfortunately, that was only the 
beginning of a very long road toward 
parenthood. 

After our initial emotional shift 
into “let’s become parents now,” we 
had some hard decisions to make, the 
first being a weighing of our options 
between IVF, other fertility options 
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I hope that winter soon will be over for all the people who are experi-
encing a particularly brutal bout of weather. I know that it has been 
awful for so many.  I’m hoping that spring will come before long and 

will burst forth in a glory of flowers.

We have a new columnist. John Mercer writes “Financial Solutions.” 
Inside this issue, he introduces himself and writes of financial planning 
for a family.

I hope you have read the article by Chris Kvam on the front page. It 
is on the Focus topic – Becoming A Parent With CF. Chris writes about 
adoption. Other Focus articles are from Teri Ball who writes about a 
child of a person who has CF getting married, Molly Pam who discusses 
planning a family and Abigail Dwyer who writes of becoming a parent 
with CF.

In “Ask The Attorney,” Beth Sufian answers questions about SSI, 
SSDI, Medicare and repeal of the Affordable Care Act. Aimee Lecointre 
talks of working out at home in “Active For Life.”

“Information From The Internet” is full of many tidbits of informa-
tion as compiled by Laura Tillman. We meet Julie Browning Ice in “In 
The Spotlight.” There are two new recipients of USACFA scholarships, 
Hannah Buck and Mary Grace Bernard. You can meet them on page 
26.

In “Searching For The Cure,” Reid D’Amico tells us that there is 
more than CFTR to be considered in research. Isabel Stenzel Byrnes 
uses “Spirit Medicine” to talk of the spirit of time.

Julie Desch writes of mindfulness of the body in “Wellness.” I bring 
up the rear in “Speeding Past 50” when I write about many odd bits.

Please look at the upcoming Focus topics that are listed on page 3. 
Perhaps one of them will interest you to write. We want to hear from 
you. Maybe you feel that you aren’t an accomplished writer, but don’t let 
that stop you. We are happy to work with you to make your article just 
what you want. If none of the Focus topics interests you, we also are 
happy to receive articles on any CF subject that would be of interest to 
our readers.

Stay healthy and happy,
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PRESS RELEASES
Groundbreaking DNA and RNA edit-
ing could cure up to 15,000 diseases: 
Scientists can swap out genetic muta-
tions including cystic fibrosis.

Scientists have discovered two gene 
editing techniques to fix mutations that 
cause diseases like cystic fibrosis, which 
is caused by mutations in single letters 
in the human genome, in which an “A” 
appears where there should be a “B.” 
The newly developed gene editing sys-
tems can target the smallest units of 
DNA or RNA to undo the mutation 
that causes cystic fibrosis. One system 
edits DNA in the genome itself, while 
the other targets RNA, which trans-
ports genetic messages for making pro-

teins. Both DNA and RNA contain 
four base components: adenine, thy-
mine, guanine and cytosine. Cystic 
fibrosis could be prevented or corrected 

if only there were a “G” in the genome 
where the disease’s victims have an “A.” 
With the new gene editing technologies 
scientists could rewrite the part of the 
genome or its messenger that spells cys-
tic fibrosis. The research group that 
created a DNA base editor are calling 
their breakthrough a “molecular 
machine.” Their gene editing system is 
technically called the Adenine Base 
Editor, or ABE. The “A” in ABE is for 
“adenine,” one of four chemical bases 
that are the smallest elements of our 
genomes. Adenine is always paired with 
thymine and guanine is always paired 
with cytosine. ABE targets the “A,” 
adenine, and rearranges its atoms to 
turn it into guanine. So, where there is 
an incorrect AT set of base pairs in the 
genome, ABE can reset it to a GC. 
CRISPR-Cas9 is a tool for making pre-
cise edits in DNA, discovered in bacte-
ria. The acronym stands for “Clustered 
Regularly Inter-Spaced Palindromic 
Repeats.” The technique involves a 
DNA-cutting enzyme and a small tag 

Information From 
The Internet…
Compiled by Laura Tillman

Continued on page 11

LOOKING AHEAD

Please consider contributing to CF Roundtable by sharing some of the experiences of your life in writing . Read the 
Focus topics listed below and see if there are any about which you might like to write . In addition, humorous 
stories, articles on basic life experiences, short stories, artwork, cartoons and poetry are welcome . We require 

that all submissions be original and unpublished . With your submission, please include a recent photo of yourself as 
well as your name, address and telephone number . Photos will be returned . Send all submissions to: CF Roundtable, 
PO Box 1618, Gresham, OR 97030-0519 or e-mail to: cfroundtable@usacfa.org

Winter (current) 2018: Becoming A Parent With CF. 

Spring (May) 2018: Maintaining Mental Health With CF. (Submissions due March 15, 2018 .) Does your CF affect 
your mental state? What do you do to deal with it? Do you have any information to share with our readers on how to 
deal with depression or other mental conditions that are caused by having CF?

Summer (August) 2018: What Is Most Important To You When A Disaster Strikes? (Submissions due June 15, 
2018 .) Do you have a plan for when a disaster strikes your area? What equipment, medicines, food, clothes and other 
things will you be sure to have ready to go? 

Autumn (November) 2018: Changes We Experience As We Age. (Submissions due September 15, 2018 .)

LAURA TILLMAN
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By Beth Sufian, J.D.

C F Roundtable readers had a num-
ber of questions in the past three 
months. Nothing in this column 

is meant to be legal advice about a spe-
cific situation and is meant only as 
information.

A person, a family member or a 
member of the CF Center Care Team 
can contact the CF Legal Information 
Hotline to ask questions. All contacts are 
confidential and free. A call can be sched-
uled by e-mailing:

CFLegal@sufianpassamano.com
E-mail is easiest because then a 

specific time to talk to an attorney can 
be scheduled. If you do not have access 
to e-mail you can call 1-800-622-0385.

1. Question- I read a news story 
that quoted President Trump as say-
ing, “I shouldn’t say this but we essen-
tially repealed Obamacare.” He was 
referring to the section in the new tax 
law that repeals the Affordable Care 
Act requirement that people have 
health insurance (often known as the 
individual mandate). Is this true?

Answer- NO. The new tax law does 
not repeal the Affordable Care Act, 
often referred to as Obamacare. 
However, many analysts predict that 
repeal of the individual mandate could 
result in a rise of insurance premiums 
in the future.  

There are many people with CF 
who purchase health insurance plans 
through the government website found 
at www.healthcare.gov, also known 
as the Marketplace or Healthcare 
Exchange. Most of the people with CF 
who purchase health insurance through 
the Marketplace receive help paying the 
premiums for the plan they choose. In 
addition, if a person with CF loses 

coverage, has a change in family size or 
has a change in income, the person can 
obtain a special enrollment period and 
purchase a plan on the Marketplace 
even though open enrollment has 
ended. The other mandates set out in 
the Affordable Care Act are still in 
place and provide substantial protec-
tion to people with CF. 

2. Question- Once a person 
receives Social Security Disability 
Insurance (SSDI) benefits, how long 
until the person is eligible for 
Medicare?

Answer- A person who receives 
SSDI benefits for 24 months becomes 
eligible for Medicare after the 24-month 
period ends. There is a 5-month waiting 
period before SSDI benefits start so the 
actual number of months before 
Medicare starts is 29 full months from 
the date of disability. If a person stopped 
work on January 15, 2017, then January 

is not counted because it is not a full 
month. In this example, the 29 months 
would start on February 1, 2017, and 
then a person would count forward 29 
months to determine when their 
Medicare coverage would start.

3. Question- My mother passed 
away last year. I am 21 years old and 
have been receiving SSI benefits for 
two years. Now Social Security tells 
me that I will start receiving a Social 
Security benefit based on my moth-
er’s work record. Can I just keep SSI?

Answer- No. A person who is 
deemed disabled before turning 22 
years of age will be eligible for a Social 
Security benefit based on a parent’s 
work record if the parent dies, retires 
(under the Social Security retirement 
program), or the parent him or herself 
starts to receive Social Security 
Disability benefits. If a person with CF 
is receiving SSI benefits and was 
deemed disabled by SSA prior to turn-
ing the age of 22, then if the person 
with CF has a parent who dies, retires 
or becomes disabled, then the person 
with CF will receive a Social Security 
benefit based on the parent’s Social 
Security record. If the new benefit is 
LESS than the SSI benefit in the state, 
then SSA will deduct the new benefit 
from the SSI amount and the person 
will receive a small amount of SSI. 

For example, if the benefit under 
the deceased parent’s record is $500 
and the SSI amount in the state is 
$735 then the person will receive $500 
in Social Security based on a deceased 
parent and $235 in SSI.  However, if 
the Social Security benefit based on 
the parent’s work record results in the 
person with CF receiving $1,000 a 
month, then the person with CF will 
not receive any SSI because when the 

ASK THE ATTORNEY
Questions From Our Readers, 
Answers From Our Attorney

BETH SUFIAN
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SSI amount is reduced by $1,000 the 
result is a SSI check of zero. In 19 states 
the only way for an adult to obtain 
Medicaid is to be receiving SSI bene-
fits. 

Loss of SSI because a person 
becomes eligible for a benefit based on 
a parent’s work record is often detri-
mental to the person with CF. If the 
adult with CF lives in one of the 19 
states that did not expand Medicaid to 
low income adults, the person will not 
have access to Medicaid coverage. 

 The person with CF who receives 
a SSA benefit based on a deceased, 
retired or disabled parent’s work record 
becomes eligible for Medicare but only 
24 months after the date the person 
starts receiving the new benefit. 
Occasionally SSA starts the Medicare 
clock from the date the person with CF 
initially became eligible for Social 
Security benefits, but a review of the 
regulations makes it seem like this is 
optional not mandatory.

There are 31 states who do allow a 
low income adult to enroll in Medicaid. 
These states expanded Medicaid under 
the Affordable Care Act (also known as 
Obamacare).  The ability to access 
Medicaid in these states is extremely 
helpful to people with CF who are low 
income and do not receive SSI bene-
fits. Some people with CF who are 
considering moving to a new state are 
making sure the state they move to has 
expanded Medicaid.

4. Question- My mother was the 
payee for my SSI check before I turned 
18. Now I am 20 years old and my 
mother does not give me the SSI ben-
efit money which I need to buy food 
and could use to move to my own 
place. How can I change the payee for 
my benefit check?

Answer- A person can go to SSA to 
change who the payee is on the account. 
Sometimes SSA will want a letter from 
the physician indicating the person can 

manage their own money. A person 
may want to take a letter from their 
physician stating the person can man-
age their own money in the event SSA 
requests such a letter, then the person 
does not have to make another trip to 
SSA. 

A person should be aware that if 
they have not been reviewed by SSA 
recently, then going to SSA to change 
the payee for the SSA check could trig-
ger a review. 

5. Question- Why do I get a one-
third reduction of my SSI benefit 
check if I am not paying my own rent?

Answer- A person who is eligible 
for SSI benefits will have a one-third 
deduction of his check (in states that 
have a $735 SSI monthly benefit 
amount the deduction is usually $240) 
deducted from each SSI check if the 
person is not paying his share of house-
hold expenses to the person with 
whom he is living. 

SSA will need to see a written 
rental agreement between the person 
who will be receiving SSI benefits and 
the person in whose house he is living. 
The person agrees to pay his share of 
household expenses (typically rent or 
mortgage, utilities and taxes). SSA may 
provide a person with a rental work-
sheet if a person submits the rental 
agreement to SSA. A person has to 
complete the worksheet and return it 
to SSA. SSA usually says that the per-
son can agree to pay his food expenses 
separately. 

SSA has very strict rules regard-
ing rental agreements and the house-
hold deduction. SSA may require 
different proof than is discussed in 
this answer. The CF Social Security 
Project is requesting funds to help 
people who did not know they need-
ed a rental agreement or whose rental 
agreement was found to be invalid by 
SSA. If such funding is available, 
notice will be posted in a CF 

Roundtable blog post.  

6. Question- If I move do I need 
to let SSA know?

Answer- Yes. SSA needs to be noti-
fied of a new address in writing. If the 
bank account stays the same then the 
SSDI check will continue to be deposited 
in the bank account listed. If the bank 
account changes it is very important to 
make sure SSA knows the new bank 
account number. It is also important to 
make sure that SSA has the new address. 
If SSA needs to send a person paper-
work, they must have the new address. 
Sometimes SSA does not record a new 
address. Some advocates recommend 
going to SSA and watching them input 
the new address on their computer. In 
addition, it is important to submit a let-
ter that states the new address. If a per-
son at SSA can date stamp a copy of the 
letter, this will be helpful as it is proof 
SSA had notice of the new address. If 
SSA sends future paperwork to the 
wrong address, which results in a termi-
nation of benefits because the person did 
not submit the requested information, 
then proof the new address was submit-
ted to SSA is helpful in efforts to have 
benefits restarted. 

7. Question- If I move does my 
Medicare coverage change?

Answer- If a person receives an 
SSDI benefit a person receives 
Medicare coverage 29 full months after 
the date of disability (when the person 
became unable to work full time). 
Medicare is the same no matter where 
a person lives. However, the ability to 
purchase a Medicare supplement plan 
or Medigap policy depends on the state 
where a person lives. s

Beth is 52 and has CF. She is an attorney 
who specializes in disability law and is a 
Director of USACFA. Her contact informa-
tion is on page 2. You may contact her with 
your legal questions about CF-related issues.
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I t’s a new year, already. Time sure 
flies! The last few months of 2017 
were ridiculously busy. When I 

received the e-mail reminding me of this 
article, my first instinctual response was, 
“I don’t have time to write!” But therein 
lies my topic. I’d like to ponder the topic 
of time for those with cystic fibrosis 
(CF) and its relationship to spirit. 

Time is the only thing we have no 
technology to stop or change. We can-
not push the pause button; the clock 
ticks forward, the calendar 
page turns, no matter 
what. We adults over 40 
see this, each time we look 
in the mirror! And yet, all 
of us have 24 hours to a 
day. How do we make the 
most of the time we have?

I remember one of the 
first product slogans for the CF drug 
Pulmozyme ™. It was “Time Well Spent.” 
The idea was the time it took to do 
your treatment was an investment in 
the future that you’d have because this 
drug worked. Isn’t this the great irony 
of life with CF? Doing so many things 
for our health takes so much time, but 
is supposed to give us more time. 

Let’s ponder the typical “normal” 
life many of us have. We sleep, we wake 
and prepare for our day, eat, maybe 
commute, then we engage in some 
daily purpose - whether it’s school, 
work, caregiving or self-care, or a cre-
ative or social endeavor, then we finish 
our day, return home, eat, prepare for 
the next day and go to sleep. Most of us 
with CF have to pack in treatments 
and numerous other tasks to take care 
of our health. CF is a crash course in 
time management. We learn to adapt 
by multi-tasking and “saving time” 

where we can. It’s a hard life. Where do 
we find the space in our schedules to 
allow real breathing room? 

Added to the “things to do” list is 
the larger sense of time. People with 
cystic fibrosis are bonded by a recogni-
tion of the preciousness of time. We 
ask ourselves, “How much more time 
do I have? How long will this body last 
until it breaks down?” We want to trea-
sure the time that we do have. This 
reality may be difficult to absorb, but it 

can also help us live intentionally and 
deliberately. But this time pressure can 
also lead to a sense of urgency.

In modern life, we are often at war 
with time. Poet John O’Donohue says, 
“Stress is a perverted relationship to 
time.” Time becomes a bully, for exam-
ple, when we see an e-mail that says: 
“Urgent: Respond Immediately.” 
Having too much to do and not enough 
time is the sure way of triggering a 
stress response. My gut stops, my mus-

cles tense, my heart races, 
my ribcage hyper-inflates. 
Stress leads to exhaustion. 
Exhaustion can lead to 
exacerbations, hemopty-
sis, blood sugar imbalanc-
es, rejection and so on. In 
essence, stress can kill me. 
Pushing time can kill. 

CF has molded in me a lifestyle 
pattern - the desire to do it all, to live 
life fully and not give up any opportu-
nity. I know others with CF who feel 
like they have to pack 80 years into 40. 
I have had countless extraordinary life 
experiences because of this philosophy. 
But at 45, my relationship to time is 
changing. I realize this pace is not how 
time is meant to be experienced. There 
are times when I haven’t had a moment 
of free time with such a packed sched-
ule. I miss quiet time. Sitting on the 
couch, talking to a friend on the phone. 
My high-paced life has formed a nega-
tive thought habit – that I was “wasting 
time” just chilling. But what is wasting 
time? Seeing a film more than once? 
Opening junk mail? Staring at the wall?

Time is an interesting thing. It is 
constant, but inside our minds, it 
speeds up or slows down. It can be 
wide, drawn-out, spacious in times of 

SPIRIT MEDICINE
Spirit Of Time 
By Isabel Stenzel Byrnes

ISABEL STENZEL BYRNES

“ ”
People with cystic fibrosis are  
bonded by a recognition of the  

preciousness of time. 
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say, a boring hospital stay or waiting in 
the waiting room for someone to come 
out of a transplant surgery. It can seem 
like an instant, like when you are 
caught up in a phenomenal show and 
90 minutes flies by, or when they start 
the propofol drip before surgery and 
the next thing you know you’re awake 
and it’s over. At the transplant games, 
I often dread a swim race for months, 
but in what seems like a split second, 
it’s over. Grief distorts time as well. In 
the midst of acute grief, time passes 
like molasses; the past dominates and 
the future doesn’t exist. Then sudden-
ly, a year seems like a flash and then it 
seems like a decade.

There are two types of time. 
Chronos time is linear, chronological 
time, like the hands of the clock tick-
ing forward. It is measurable and pre-
dictable. We have a meeting at 3 p.m. 
that lasts an hour. We have 35 minutes 
to commute to work. The medication 
will be delivered in three days. That is 
the kind of time we are accustomed to 
in the modern world. There is another 
kind of time as well, one that’s closer to 
the spirit. Kairos time is time that flows 
and is full of possibility. It is experi-
enced time that is lost with positive 
distraction. In the world of spirit, time 
behaves differently. It is quality time 
with friends, and carries a nostalgic 
feeling. Five minutes may seem like an 
eternity when you are intimate with a 
loved one, or caught up writing a poem 
or painting an image. The sense of 
time slows and transforms in kairos 
time. Kairos time is healing. I believe 
our spirits are meant to live in kairos 
time. To experience time mindfully, 
heartfully and to be present with what 
we have and what we are given. I’d like 
2018 to be the year I choose to spend 
my days immersed in more kairos time.

I have grown up with the mantra, 
“I want more time.” Now, I’m middle 
aged, grateful, but realize I have to 

have inner and outward symmetry 
when it comes to time. I have to relax 
around time, not take it so seriously 
and allow it to flow. I have to make 
choices on how to best use my time - 
to prioritize, triage or even cross off 
things that I won’t have time for – 
ever. Time with family, friends, caring 
for my body and enjoying life are 
worthwhile. I have to surrender to the 
reality of certain “time sinks,” like 
calling insurance and fighting insur-
ance for denial of medications. I have 
to take the time to check my blood 
sugar or floss or order meds. But 
when given a choice, I have to decide 
some things are not worth my time. I 
have to not let others take my time if 
I don’t want them to. And most of all, 
I have to grieve giving up some things 
I love which I don’t have time for.

When modern life — work, traffic, 
appointments, deadlines — demands a 
high-paced rhythm, I have decided 
there is a way to make peace internally 
with time. I find myself talking to 
myself, saying, “Oh well, I tried to get 
that done. I will let that go,” or “I can 
do only so much. My mind wants to do 
that, but it’s all good right now.” This 
inner dialogue helps me control my 
time below the surface. I try to create 
more space, stillness, just thinking dif-
ferently about time. In the midst of the 
rat race, I can sit mentally still and just 
be in the present. As the German mys-
tic Meister Eckhart said, “There’s a 
place in the soul that neither time nor 
space can touch.” 

Our time alive is full of possibility. 
So, how will you be with your time? 
Ferrari time or kairos time? By allowing 
our spirits to choreograph our own 
time, we can invite a new relationship 
with time. We can transform. s

Isabel is 45 and has CF. She lives in 
Redwood City, CA, with her husband, 
Andrew. 

The You Cannot Fail program is 
based on a saying that Jerry 
Cahill’s parents shared with 
him at a very young age . This 
saying helped keep him deter-
mined to push through all 
bumps along his path .

You Cannot Fail is an inspira-
tional launch pad that empow-
ers people to discover and 
embrace their inner hero; to 
face the challenges of life with 
strength and courage; to meet 
each day with optimism; to live 
a life of creativity, purpose and 
passion . You Cannot Fail col-
lects, organizes and shares 
individuals’ stories about spe-
cific aspects of their lives in 
order to motivate and inspire 
others to be the heroes of their 
own stories . 

Visit: www .youcannotfail .com 
to share your story, inspire 
others, and to become a part 
of this official program of the 
Boomer Esiason Foundation . 



By Kathy Russell

B rrr…it’s getting cold. Winter is not 
my favorite season. I like to be 
warm and am not fond of getting 

chilled. It makes my joints ache more and 
makes me want to snuggle up in a warm 
comforter and hibernate. Of course, I 
can’t do that because there always is work 
to be done. So, I muddle 
through my days wishing it 
were warmer. Oh, well, we 
get this every year don’t we? 
I guess I should just be quiet 
and accept that we have to 
get through this season in 
order to get to spring. I 
hope that all of us are able 
to survive winter and enjoy 
spring.

Now on to a different topic. You 
will see that this column is a few lines 
about this and then a few lines about 
that. No real subject that covers all the 
paragraphs. I just keep jumping from 
topic to topic, without a theme.

I feel sure that I am not the only 
person who has been told that once we 
lose some lung capacity we never will 
regain it. We will just keep getting less 
able to breathe easily and have more and 
more problems. I can’t remember how 
many times I have been told this. I have 
found that this is not necessarily true. 

Recently, my oxygen flow had been 
running around four or five liters. I felt 
terrible and was having trouble breath-
ing. I was admitted to the hospital. 
While I was in ICU, my oxygen flow 
got as high as 10 liters. By the time I 
went home from the hospital, my oxy-
gen was down to two liters. I haven’t 
been able to function at two liters for 
several years, so this was a real surprise. 
I am maintaining at two liters, other 
than with extra upper-body exertion, 

and seem to be doing all right. I do 
kick the portable concentrator up to 
three liters when I leave home. I seem 
to be maintaining well on that. I can’t 
ask for any more than that.

After having been ill for several 
months, I find that my muscle tone is 
not good. I have lost a fair amount of 
weight and that contributes to my 

weakness, I am sure. My next goal is to 
rebuild my strength. I am trying to 
strengthen my legs and get back to 
being able to walk more than a short 
distance. I still am able to walk while 
pushing a shopping cart. The handle of 
the cart is perfect for me to lean on, 
when necessary. That means that I am 
able to do my own grocery shopping. 

That makes me happy. 
This is not to say that my 
husband wasn’t doing a 
good job of shopping, 
because he was. He fol-
lows my lists and always 
gets some treat that will 
bring a smile to my face. 
He indulges me in a way 
that I don’t indulge 
myself…and I love it.

You may wonder what kinds of 
indulgences he gets me. Let me tell you 
about a few of them. One is an old-
fashioned kind of ice cream. It isn’t the 
frozen custard that most people like. It is 
real ice cream that freezes hard. I love ice 
cream that is so hard you have to chew 
it! It has little ice crystals in it and I find 
it very refreshing. A little scoop of that 
can keep me happy for days. Another 
thing is generic cheese curls. Our mar-
ket has a kind that is fine to my taste. 
We both eat them and will say that they 
are terrible, but we love them. Two or 
three of them can hold us for a long 
time. Sometimes we even eat more than 
a couple of them. A really frivolous 
indulgence is “Circus Peanuts.” These 
are peanut-shaped marshmallow candy 
that is orange and tastes rather like 
bananas. I know, weird! Why they are 
colored orange, shaped like peanuts and 
taste like bananas makes absolutely no 
sense, but I love them. I will eat them 
once every two or three years. I don’t 
want to overindulge.  
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We decided that we couldn’t,  
in good conscience, have children 
when we had no way of knowing if 

that child would have CF. 

SPEEDING PAST 50
A Little Of This And  
A Little Of That
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Oops, I got a little off track there, 
didn’t I? Back to getting stronger. I 
notice that I am not waking up feeling 
as if I was ready to take a nap. I actu-
ally am able to be up an entire day, 
sometimes, and take only a short nap 
on other days. Of course, most days I 
still take a nap in the afternoon or 
early evening. I find that even a 20-min-
ute nap can really revitalize me. I feel 
ready to go with whatever chores are 
waiting for me. The naps also help ease 
the discomfort in my back and spine. 
When I nap, I sit in my chair with heat 
on my back. That really eases my back 
discomfort.

You may have noticed that I don’t 
refer to my back as having pain. I think 
of pain as something that is temporary 
and can be treated. My back discomfort 
is permanent and I wouldn’t consider 
taking pain medicine for it. Instead, I 
have learned to live with it and to ease 
it, when I can. My back is twisted and 
is not going to straighten out, so I 
might as well accept it.

I am very reluctant to use pain 
medications. I have seen too many 
people who started out using some 
medicine to ease pain and then ended 
up being addicted to a type of opioid. I 
remember one friend who had part of 
one lung removed while she was in 
nursing school. She was given mor-
phine for the pain immediately after 
her surgery. She said that by day three 
of her recovery she realized that the 
morphine wasn’t taking care of the 
pain, but she didn’t care. She just 
wanted the morphine. She stopped it, 
immediately, and asked for another 
way to deal with the pain. Of course 
that was 50 years ago so I hope that 
physicians are more careful now about 
prescribing such meds.

Now a little bit about the Focus 
topic of this issue. As far as planning to 
have children goes, we (my husband, 
Paul, and I) talked about it a lot. We 
tried to look at all the positives and 

negatives entailed with being parents. 
In those days there was no DNA test-
ing. There was no way to know if my 
husband was a carrier. We decided that 
we couldn’t, in good conscience, have 
children when we had no way of know-
ing if that child would have CF. 

Neither of us ever had felt a burning 
need to be a parent. Having a little clone 
of ourselves never was a goal, either. It 
was before things such as surrogacy and 
IVF, and we weren’t interested in adop-
tion. We decided that we would be a 
happily married couple who didn’t have 
children. It has worked for us and we 
never have regretted our decision. 

However, this is a very personal 
decision. Each couple must make a 
decision based on their specific set of 
needs and wants. I recommend that 
you make your decision without bow-
ing to the pressures of family, friends 
or society. 

When I am ill, I am very happy 
that I didn’t have children. When I was 
young, I’d get a cold or some other ail-
ment and have to miss work. Where 
other employees might miss a few days, 
I’d be off work for weeks or even 
months. It made it very hard to keep a 
job. Imagine if I’d had a child who got 
sick and I needed to stay home to care 
for it. Missing that time on top of the 
time I missed for my own health needs 
would have been a sure way to get fired. 

I can imagine that if I had children 
who needed an adult to look out for 
them and to care for them, they might 
have gotten the short end of the stick. 
My health would have had to come 
first. There was no law to cover leave 
for family and personal health, so my 
husband couldn’t have taken time off 
to watch children. It just didn’t work 
for us to have children.

So now I am old and when I get ill 
I wonder if it would be helpful to have 
children. Perhaps they could ease the 
load on Paul, while I am hospitalized. 
Then I realize that there is no guaran-

tee that any children would have been 
the kind to be helpful. We may have 
dodged a bullet by not having children 
and having to put up with their various 
problems. Who knows? I prefer to 
think that our decision was the right 
one for us. After more than 52 years, it 
would be a little late for us to want to 
change our minds now. 

I am hoping that 2018 will be a 
healthier year for all of us. I am tired of 
spending a lot of my time on my health. 
You may be, too. What with medicines, 
treatments, doctor appointments and 
so on, too little time is left for pleasur-
able activities. Yup, I am complaining. 
As I tell my husband, I’m tired of this 
game and I want to play a different one. 
Yeah, I know that this is the game that I 
must play for the rest of my life, but 
sometimes it feels good to complain.

And so it goes…
Stay healthy and happy, s

Kathy is 73 and has CF. She is Managing 
Editor of CF Roundtable. Her contact 
information is on page 2.

SPEEDING PAST 50
A Little Of This And  
A Little Of That

Jennifer Wilmoth, 44
Federal Way, WA
Died on March 5, 2017

In Memory

Immediate family members may 
send in the names of CF adults 
who have died within the previ-
ous year for inclusion in “In 
Memory.” Please send: name, 
age, address and date of death.
Send to: 
CF Roundtable
PO Box 1618,
Gresham, OR 97030-0519 
E-mail to: 
cfroundtable@usacfa .org
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By Julie Desch

A beginning meditator is usually 
given basic instructions on how 
to be mindful of the breath fol-

lowed closely by learning to be aware of 
body sensation. This is because it is usu-
ally easiest to teach and easiest to under-
stand mindfulness of the felt sense of 
body/breath before delving into mind-
fulness of thinking or emotions. 

This is often not received as good 
news for people who live with chronic 
health conditions, especially ones that 
affect the lungs or lead to ongoing 
issues with pain and 
fatigue—such as CF—not to 
mention the bodily mani-
festations of the anxiety 
and fear that arise from 
never knowing when the 
next shoe will drop and we 
will land in the hospital 
for another round of anti-
biotics. Let’s face it…the last thing we 
want to pay close attention to, on pur-
pose, is the body that is failing us.

But alas, the first foundation of 
mindfulness is mindfulness of the 
body and breath and this is for a good 
reason. It turns out that especially for 
those of us with chronic illness, the 
body can be our greatest teacher.

The natural “reactive” responses to 
the pain, the exhaustion, the discomfort 
is not to dive with full awareness into 
the felt sense of pain, exhaustion and 
discomfort. It is to avoid, to resist or to 
overcome. We see this when we start to 
actually pay attention in meditation to 
discomfort. We see our resistance; we 
feel the urge to distract ourselves…to do 
anything other than be with what is.

My dog helped me to become clear 
about this the other day, as I was trying 
to meditate with all five dogs in my 

office, as the gardener was about to 
arrive and I was trying to avoid listen-
ing to the cacophony of angry and dis-
trustful dogs that would ensue if they 
laid eyes on him.

After a few minutes of irritation 
with me, four of them settled in for a 
nap, but Iggy—AKA Dukkha Dog (a 
story for another time)—would not 
relent. As I sat unmoving, he contin-
ued to bark at me with remarkable 
persistence. Two sharp barks, then a 
pause, two more…pause. There was a 
distinct rhythm to it. Mind you, he is 
part beagle, and his barks are piercing. 

Though my eyes were closed, I knew he 
was staring at me, determined that this 
was a battle he was going to win.

But I, too, was determined. I decid-
ed that I would use this opportunity to 
be mindful of what actually happened 
inside my body as it encountered this 
rather unpleasant situation. I watched 
my body’s reaction to the sound of 
Iggy’s discontent. There was a clinch-
ing in my gut with each shrill demand, 
and a powerful urge to cover my ears…
or his mouth. I felt the anger in my fists 
as they wanted to clench and the heat 
rose in my face. I watched my mind 

scheme to get revenge, 
plotting to pause for just 
20 seconds and whisk him 
off to his crate in the bed-
room, shutting the cur-
tains so he could not see 
the offender. I endeavored 
to avoid the sound by try-
ing to instead focus on my 

breathing. I watched my ego as I became 
more and more determined that this 
little 18-pound canine was not going to 
get the best of me. If it sounds like this 
went on for a while, it did. He kept it 
up for 20 minutes…non-stop. 

I’m not sure how long I fought it, 
but at some point, a wiser inner voice 
just said, “Ok, relax and just be with 
barking.” Eventually, I managed to let go 
of wanting it to be different from what 
it was, and started to just hear the bare 
sound of his bark without all the extra 
stuff provided by my mind. I will not lie 
and say it somehow became pleasant, 
but it did move significantly to the more 
“neutral” category of experience.

The implication was pretty clear to 
me. If I could do that with Iggy’s bark-
ing, could it work for other, more “seri-
ous” unpleasant experiences?

Unfortunately, I soon got the 

WELLNESS
Mindfulness Of The Body When  
It’s The Last Thing You Want To Do

JULIE DESCH, MD

“ ”
Let’s face it…the last thing we want 
to pay close attention to, on pur-

pose, is the body that is failing us.
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chance to find out because I got sick 
rather unexpectedly and ended up on 
IVs for the fourth time this year…a per-
sonal record. This time during medita-
tion, the very unpleasant emotion of 
fear visited me. Actually, terror is prob-
ably a better descriptor. It snuck in as 
my thinking mind was concocting sto-
ries about what this latest pneumonia 
“meant.” I began imagining a dramatic 
decline in my pulmonary function. I 
envisioned a future devoid of travel 
since I could never trust my body again. 
I visualized saying good bye to my kids 
and partner on my death bed. Then 
those thoughts morphed into memories 
of saying goodbye to my sister on her 
deathbed, and that’s when I felt the 
warm tears running down my face.

“Thinking, thinking…,” I noted as 
I eventually saw that I had been lost in 
thoughts. “Go back to back to sensa-
tion.” And there it was, plain as day. 
Fear was the cold, sinking hollowness 
in my stomach. Grief and sorrow and 
regret were strangling my throat with a 
death grip. I breathed…and I remem-
bered Iggy, and just let it all be there. 
Unpleasant…fear is like this. Sorrow…
grief is like this. Tears feel like this.

And just as it was with the sounds 

from Iggy, the emotional waves became 
slightly more bearable. I was staring the 
big, scary monster of fear right in the 
eyes, for once, and I learned that I could 
do it…that it wouldn’t kill me. In fact, it 
seemed like “I” was the space of aware-
ness that was bigger than the fear and 
sorrow. Similar to the barking noises…
the emotions were just objects in this 
awareness. And then, like everything 
else in life, the experience changed. The 
powerful emotions eventually faded 
away and I was left with nothing but my 
own awareness and acceptance.

As Rumi describes it, this fallible  
human body is like a guest house:

This being human is a guest house.
Every morning a new arrival.
A joy, a depression, a meanness,
some momentary awareness comes
as an unexpected visitor.
Welcome and entertain them all!
Even if they are a crowd of sorrows,
who violently sweep your house
empty of its furniture,
still, treat each guest honorably.
He may be clearing you out
for some new delight.
The dark thought, the shame,  
   the malice.

meet them at the door laughing  
   and invite them in.
Be grateful for whatever comes.
because each has been sent
as a guide from beyond.

— Jellaludin Rumi,
It seems crazy to “welcome” fear or 

terror, sorrow and grief—especially 
laughing and inviting them in.  After 
all, our natural response to stressors 
like these is to fight or flee. But I think 
Rumi was on to something. When we 
see them with our direct experience, 
feeling them in the body with courage, 
then this suffering, our humanness, 
can be a great teacher.

Of course, it’s called practice for a 
reason. I haven’t come close to “con-
quering” fear. And I will never be done 
grieving the loss of my siblings or so 
many friends to CF. But each time I 
face these strong emotions and don’t 
run away, I come closer to the freedom 
that comes with the confidence that I 
can do this. I can live with courage and 
I can die with courage…and even grace.

So I’ll keep practicing. And I’ll let 
Iggy bark as much as he wants. s

Julie is 56 and is a physician who has CF. 
You may reach her at jdesch@usacfa.org.

which tells the enzyme where to cut. By 
editing this tag, scientists are able to 
target the enzyme to specific regions of 
DNA and make precise cuts, wherever 
they like. The CRISPR/Cas9 technique 
uses tags, which identify the location of 
the mutation, and an enzyme, which 
acts as tiny scissors, to cut DNA in a 
precise place, allowing small portions of 
a gene to be removed. The gene editors 
are developments on the CRISPR tech-
nology which allows scientists to more 
efficiently target and edit the genome. 
CRISPR works by making cuts in the 
genome, and the latest technique, 
REPAIR, is essentially the same thing, 

but for RNA. RNA editing avoids inter-
fering with the genome itself. Because 
RNA plays a communication role in 
humans, rather than being the funda-
mental genetic information itself, 
changes to it might be more flexible, 
and reversible. However, RNA degrades 
over time, so the impermanence of 
changes to its component parts (called 
nucleoside bases) could be disadvanta-
geous, too.
http://tinyurl .com/ybkrembu

Turning to a Discarded Remedy to 
Defeat Superbugs

As infections become harder to 

treat because of drug resistance, scien-
tists are once again enlisting help from 
the oldest enemy of bacteria: viruses. 
Bacteriophages (Latin for “bacteria eat-
ers”) are viruses that target bacteria. 
Bacteriophages, or “phages” for short, 
are among the most abundant living 
entities on earth. The natural enemies 
of bacteria, these viruses have been 
hunting down, attacking and killing 
bacteria for hundreds of millions of 
years. Specific phages are isolated for 
their ability to target unwanted bacteria. 
Once the phage has latched onto a 
germ, it hijacks the organism’s cellular 

Continued on page 17

TILLMAN continued from page 3



Page 12 CF Roundtable ❚ Winter 2018

By Abigail Dwyer 

A s if having children were not com-
plicated enough, let’s add CF 
into the mix. My husband and I 

knew that we wanted children and I had 
been told by my CF Team that I was 
healthy enough to carry a child, but 
then the question became “when”? 
Many of our considerations were per-
fectly regular - “I’m still attending gradu-
ate school” snowballed into “I just 
started my career as an attorney.” But 
the two biggest variables were unique to 
CF.  We balanced my participation in a 
Vertex clinical trial (Phase 2, which 
meant I knew that I was not receiving a 
placebo anymore), against knowing that 
we wanted to capitalize on my good 
health and stability. With the support 
of my doctors, we made the incredibly 
difficult decision to end my participa-
tion in the clinical trial in an attempt to 
get pregnant. The calculation boiled 
down to knowing that I would likely 
stop taking some variation of the latest 
pharmaceutical wonder-drug if I wanted 
to become pregnant, so the question 
simply became a matter of “when,” as 
opposed to “if.”

This was, without a doubt, the 
right decision for me and my body. 
However, it had unforeseen aftershocks. 
I had difficulty getting pregnant, as 
many CF women do, and this decision 
hung over my head like a cloud with 
each unsuccessful month of infertility. 
Did I make the right decision? What if I 
can’t get pregnant? I could have been 
participating in the clinical trial (or tak-
ing a myriad of other non-pregnancy-
friendly CF drugs) for the last two 
months…six months…year and a half.  
The stress of “trying” was compounded 
by the weight of CF.  Finally, we turned 
to a fertility clinic - we were incredibly 

lucky to have success with our first 
round of treatment. Suddenly, the pre-
vious 18 months melted away and, in an 
instant, our lives changed. 

My pregnancy was remarkably 
unremarkable, not even a tune-up in 
sight. Prior to pregnancy, I ran as exer-
cise, but my balance became too awful 
during pregnancy to continue running 
(who knew?). I could barely walk with-
out falling, let alone take off at a jog. 
Instead, I joined my local pool and 
began to swim laps - I swear that swim-
ming kept my lungs in fighting shape 

that entire 40 weeks. I had difficulty 
gaining weight, but I ate constantly 
and, while my ultimate weight gain was 
on the low end of normal, I was per-
fectly healthy and gave birth to a beau-
tiful baby girl who clocked in at 7 
pounds 9 ounces.  

And then the hard part began! I 
kid (sort of). I attempted (and was 
encouraged) to breastfeed but it was 
nothing short of a disaster. My body 
just couldn’t keep up with the nutri-
tional demands of feeding another 
human. I lost all of my pregnancy 

FOCUS TOPIC
BECOMING A PARENT WITH CF

Bringing Up Baby 

ABIGAIL DWYER WITH HER DAUGHTER, MAYA JANE, AND  
HUSBAND, ADAM, IN THE HOSPITAL AFTER DELIVERY.

       I struggled during those hazy new-
born days and nights with how to balance 
taking care of myself (my previous top  
priority) with caring for an infant .

“
”
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weight plus five more pounds in the 
first week postpartum and my daugh-
ter didn’t gain weight. The first few 
weeks were incredibly difficult. I know 
that these are trying times for all new 
parents, but CF made it harder. Once 
I could pass along feeding responsibili-
ties to my husband, my health began 
to improve significantly. I struggled 
during those hazy newborn days and 
nights with how to balance taking care 
of myself (my previous top priority) 
with caring for an infant. My brain 
understood faster than my heart that 
taking care of my health was a form of 
caring for my daughter, but it took 
several weeks of internalizing this 
mantra before it felt truly comfortable. 

Anxiety still regularly creeps in to ask 
the “big” questions regarding what it 
means to be a parent while managing a 
chronic illness like CF, but I usually can 
combat these feelings by focusing on my 
daily tasks at hand. When the baby goes 
down for a nap, I prioritize myself - do I 
need to do a treatment? Have I exercised 
today? If none of the above, time to eat! 
These chores have to come first before 
regular mom duties like cleaning baby 
bottles and laundry. My husband and I 
have also adjusted to the fact that, in a way, 
I’m not as independent as I once was. For 
example, I now need him to be home and 
not out for a run while I do my morning 
treatments so that I can focus on myself 
and not the adorable drooling babe.  

All in all, motherhood is amazing. 
Almost five months in and it still feels sur-
real. One of my friends with CF, who is a 
new mom herself, commented recently 
about how incredible it is that our bodies 
can produce such beautiful, healthy babies. 
She’s right. For many reasons, these bodies 
of ours are truly incredible. s

 
Abigail is 31 and has CF. She and her hus-
band, Adam, their daughter, Maya, and 
their wonderful dog, Greta, live in New York 
City. You may contact her at Abigail.dwyer@
gmail.com. 

SUSTAINING PARTNERS

DIAMOND SUSTAINING PARTNERS

PEARL SUSTAINING PARTNERS

Boomer Esiason Foundation
Esiason .org

Foundation Care Pharmacy
www .foundcare .com

Gilead Sciences
http://gilead .com/

AbbVie Pharmaceuticals –  
It Starts with Science and Ends with a 
New Way Forward
www .abbvie .com

Supported by a grant from AbbVie

Two Hawks Foundation 
In Memory of Dr. Lisa Marino
twohawksfoundation .org

Kroger Specialty Pharmacy
Your Full Service CF Pharmacy
www .krogerspecialtypharmacy .com
www .cflifecare .com

Cystic Fibrosis Foundation
www .CFF .org
Adding Tomorrows and Living Today
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“N o more monkeys jumping 
on the bed!” the four-year-
old cried out as I read aloud 

the familiar book to my nephew and 
baby cousins. The younger kids 
clapped and leaned in to see the pic-
tures while my nephew sat full speed 
ahead in the driver seat of my lap, 
finding more fun in turning the pages 
than reading the book. My mom tried 
to capture the scene on camera: Molly, 
the only cousin without a child, sit-
ting on the couch surrounded by baby 
cousins who will grow up together, go 
to the same day cares, and have play 
dates with each other. We all wonder 
if there will someday be one more 
cousin to add to the mix. 

I started thinking about if and how 
to have children when I was in high 
school. I assumed even at that point 
that I would never be able to carry a 
child, or that if I did it would negatively 
impact my health. I’ve always wanted 
children, but I have never yearned for 
pregnancy the way many women do. 
My best friend offered to be a surro-
gate. I thought I was set for my future.

Fast forward to seven years ago 
when I met my husband. Children was 
a “must-have” to him - not just one 
child but at least two. He wanted to 
teach a mini version of himself piano, 
how to read and to play sports (but not 
football!). We had a discussion very 
early on in our relationship about how 
I decided not to carry children, but 
discussed the options of surrogacy and 
adoption. He wanted surrogacy because 
he wants to pass on his genes. We 
thought the matter was settled. We 
would get married, my best friend 
would be a surrogate and everything 
would work out as planned.

As you can probably guess, that has 
not yet happened. When we sat down 

to start making concrete plans, we had 
many questions for each other, for our 
doctors and for our families. We would 
obtain an insurance approval to get my 
husband genetic testing to see if he is a 
CF carrier, then become stymied by the 
question of “what happens if he is a 
carrier?” I would get the card of an IVF 
doctor, then put the card away in a 
drawer as my lung function declined 
after a nasty flu that landed me in the 
hospital for 10 days. Unfortunately, we 
keep coming back to the biggest ques-
tion that we can’t answer: Will having a 
child reduce my lifespan and limit the 
amount of time we have together?

A year ago I joined the Cystic 
Fibrosis Reproductive and Sexual 
Health Collaborative (CFReSHC), a 
group of women with CF and research-
ers who are working together to identify 

gaps in sexual and reproductive health 
knowledge for people with CF. We hold 
monthly meetings on a range of sexual 
and reproductive topics, which are open 
to all adult women with CF. We discuss 
topics ranging from menopause to body 
image and birth control use. Some of 
the major information deficits we have 
identified are big black boxes surround-
ing health outcomes for not just preg-
nancy, but also for parents with CF, 
including general lung function and 
health effects of parenting young 
“germy” children who interrupt your 
sleep. Our work may result in a repro-
ductive life plan or decision making tool 
for women with CF, their care teams 
and families to navigate these questions 
while we await the results of studies that 
can better inform reproductive decision 
making for people with CF. My hus-
band jokes that I am so data-driven that 
I turned our dilemma into a national 
conversation. Unfortunately, we won’t 
have any answers in time to help us 
make our decision, but hopefully our 
journey will help future couples. 

One important question for me is 
my work. While I still yearn for chil-
dren, it is hard for me to imagine 
compromising my health to the point 
that I could not work. I draw immense 
personal value from the work I do, 
despite only working 20 hours per 
week. I fear that I would go crazy if I 
didn’t have that outlet. It’s not a given 
that I would have to stop working, but 
I have to consider the impact of less 
sleep, illnesses and energy output with 
a family. 

My husband’s work is part of the 
discussion as well. Is he willing to leave 
his startup company, which he loves, 
for a bigger, more corporate company 
that has more generous leave policies 
and benefits? Are we willing to move 

BECOMING A PARENT WITH CF

Planning A Family With CF
By Molly Pam 

FOCUS TOPIC

MOLLY PAM
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our lives across the country to be close 
to my parents so they can take an active 
grandparent role for our child(ren) and 
caregiver role for me when my health 
declines? Are we willing to give up trav-
eling the world, which has been a large 
part of our relationship and happiness? 
And my CF guilt kicks in when I won-
der how my husband feels about the 
prospect of being a single father.

These discussions have led us to 
switch our positions to the point where 
we feel locked in a perpetual decision-
making limbo. Recently we’ve been put-
ting off the decision until “the next big 
drug” comes out. Our first hope was 
Kalydeco, which stabilized my health 
and reduced the frequency of IV cours-
es and hospitalization, but did not 
improve my lung function. Now we are 
waiting on the FDA to approve 
Tezacaftor, which is even more targeted 
to my specific mutation, so we are hop-

ing it could position us to take the leap 
into starting a family. But even that leap 
would just be the start of a long, slow 
slog of egg harvesting, embryo creation, 
lawyers and surrogacy. We feel like we 
need to make a decision, but as long as 
the hope of better treatments is alive, we 
keep thinking, “Will things be better a 
year from now? Two years?”

While we wait for that miracle treat-
ment, we are throwing ourselves head-
first into the aunt and uncle job. We are 
so involved that my husband’s coworker 
swore to him that he had kids despite 
his assurances to the contrary. We go on 
vacations with our nephew, make birth-
day cakes for my nieces and even change 
their diapers when needed. At such a 
young age, they already see that I am 
different. The two-year-old points to my 
accessed port and says, “Molly boo boo” 
and knows to give me extra snuggles. 
The eighteen-month-old tries to inhale 

my nebulizer, cries when I won’t let him 
and imitates my cough. 

We also try to be involved in the 
lives of our close friends’ children, but 
we increasingly wonder who we will be 
socializing with as we grow older and 
have fewer childless friends. As our 
friends spend their time driving to soc-
cer games and helping with homework, 
who will join us for dinner and drinks?

My husband I and got married a 
little over a year ago on a beautiful 
ranch in Sonoma.  I walked down the 
aisle to the instrumental version of the 
song “Like I’m Gonna Lose You.” I 
don’t think anyone at the wedding reg-
istered the meaning of it in regards to 
my health, but to my husband and me, 
we are the most important person each 
other has. Maybe someday we will add 
a third or a fourth, but for now:

 
No, we’re not promised tomorrow
So I’m gonna love you
Like I’m gonna lose you
I’m gonna hold you
Like I’m saying goodbye
Wherever we’re standing
I won’t take you for granted ‘cause  
   we’ll never know when
When we’ll run out of time s

Molly is 29 and has CF. She is a chef living 
in New York City with her husband, 
Adam. She posts pictures of her food, nieces 
and nephews on Instagram @chefmolly-
pam. Also, you can contact her at molly-
pam@gmail.com.

E
Encourage Family and Friends to Sign Donor Cards

Give the gift of life that lives after you.

To receive donor cards, call: 
United Network For Organ Sharing 1-800-355-7427

To join CFReSHC and our patient task force, e-mail cfreprohealth@gmail .
com . We welcome all CF women who are at least 18 years of age to give 
their input on research topics and share their personal experiences in a 
supportive and confidential environment! You can also like our Facebook 
page @CFReSHC .

Join us at the Sexual Health and Reproduction mini-con on Sunday, April 8, 
2018, open to all adults with CF! Mini-con is a virtual event where you can 
come meet other people with CF and discuss everything including dating, 
sex, body image, parenting, menopause, relationships and other sexual and 
reproductive health topics .  
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and adoption. Ultimately, based on a 
number of factors including cost, suc-
cess rates and the inherent good of 
adoption, we did not attempt IVF and 
chose to pursue adoption. Arriving at 
that choice took about six months. 
We met with a fertility clinic and dis-
cussed our options. My wife thought a 
lot about whether or not she wanted 
to experience pregnancy and child-
birth and the added burden of fertili-
ty treatments. 

Once we decided that adoption was 
our desired means to parenthood, we 
began to chip away at that process. We 
knew we wanted an infant, particularly 
a newborn, which eliminated interna-
tional adoption from our consideration. 
We knew we did not want to risk the 
possibility of losing a foster care place-
ment, which further narrowed our 
choices. We found an agency about an 
hour away from our house and began 
the process of being “home certified” 
for adoption. This certification process 
involved an incredibly in-depth dissec-
tion of our house, personal finances, 
health, employment history and crimi-
nal background check. A word about 
health – yes, I have cystic fibrosis. I was 
able, with the help of my Care Team to 
provide enough evidence to show the 
adoption agency that I was healthy and 
could reasonably expect to live to a 
child’s “age of majority” and, as a result, 
was not required to disclose my diagno-
sis to a birth mother. This was a big deal 
and cleared a major barrier for our 
adoption process. We were also helped 
by the fact that my wife is in perfect 
health and having a “well spouse” and 
otherwise very supportive extended 
family decreased the ethical concerns 
around nondisclosure of my CF. Our 
home-study was completed and we were 
eligible for matching. 

The match process was the hardest, 
most vulnerable time of our lives. First 
we had to select what we were open to. 
Some of this was easy: infant, either sex, 
any race. Some of this was harder: 

would we be open to adopting a child 
with a serious medical condition? With 
CF? With exposures to substances? 
With problematic or unknown family 
health history? We made our decisions 
and live with them. I won’t go through 
them all, but I will share our thought 
process around the particular question 

of a child with CF. This was incredibly 
difficult, because of course we would 
want to love such a child. Ultimately, we 
indicated that we would not be open to 
such a placement given the infection 
risks I would pose to that child and vice 
versa. We knew that someone would be 
there to adopt that child and we did not 
want to create the possibility of a sce-
nario where my wife was in a position of 
losing both her husband and a child to 
CF. Such is life with CF.

After we generated our “grid” of 
what we were open to and created a 
photo book showing off our house, our-
selves and our family in waiting (promi-
nently featuring our adorable dog), we 
waited to be chosen. This lack of con-
trol was excruciating. We waited and 
waited and waited. It took years. Along 
the way we had a woman choose us and 
change her mind and we had a woman 
choose us and lose a pregnancy. 

At times the tunnel of waiting 
seemed endless. I dealt with the wait by 
training for a half Ironman and the 
NYC marathon. We questioned our 
choice to forgo IVF. We prepared to call 
an IVF clinic again and reassess our 
options. I ran the marathon. Then, five 
days later, the phone rang. A baby boy 
had been born that morning and we 
had been picked as parents. To move 
from that place of almost total despair 

and seemingly endless waiting and mon-
etary expense to the bright sun of that 
day is impossible to describe. We held 
our breath and brought him home 36 
hours later. It was love at first sight and 
he is ours. 

So. That’s the nuts and bolts of 
our process to become parents. It 

ignores some of the larger questions 
that I confronted at the outset. Is it 
responsible for a person with CF to try 
to be a parent? Should I have even 
attempted this? I firmly believe that in 
my case, given my present health status 
and the treatment options available to 
me, it was absolutely responsible and 
even necessary for me. Confronting 
life with CF, gazing outward at the 
unknown horizon of my future requires 
the inner voice that says, “I can do 
this.” Believing in the possible gives me 
strength. It has pushed me to run 
marathons, become a lawyer, plan for 
the financial security of my family and 
to greet every day with thankfulness. I 
am worthy of being a dad. Overcoming 
the long odds and many hurdles in our 
path to parenthood represents all of 
the work I have ever done to maintain 
my health. To be 37 and able to raise 
my son with my wife, work full time 
and support my family represents every 
mile I have run, every treatment I have 
done, every course of IVs, every sur-
gery and the absolutely relentless 
approach I have taken to living my life 
with CF. Buckle up Buddy, it’s only 
going to get better. s

Chris is 37 and has CF. He is a dad, spouse, 
attorney and runner. He can be reached at 
cmkvam@gmail.com. 

KVAM continued from page 1

       We discussed my infertility at length 
and were both committed to the idea of 
children and doing what it took to become 
parents when we were ‘ready .’

“
”
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Birthday
Cheri Dewilde
Woodway, TX
50 on October 30, 2017

Terri Lyn Glickman 
Wheat Ridge, CO
55 on October 19, 2017 

Chris Gautier
Indianapolis, IN
49 on October 21, 2017

Laura Tillman
Northville, MI
70 on December 22, 2017

Transplant
Chris Gautier, 48
Indianapolis, IN
Bilateral lungs
6 years on October 8, 2011

Jen Weber, 43
Indianapolis, IN
Bilateral lungs (second set)
5 years on October 24, 2017

Please share the milestones in your life with our readers . Your successes and achievements may serve 
as a source of motivation for others in need of an infusion of “positive mental attitude” in the pursuit 
of their goals . Send us a note specifying your “milestone .” Include your name, age, address and phone 
number . Mail to: CF Roundtable, PO Box 1618, Gresham, OR 97030-0519. Or e-mail to: 
cfroundtable@usacfa.org

ANNIVERSARIES

MILESTONES

TILLMAN continued from page 11

machinery to make more phages and to 
cause the host cell to explode in a cloud 
of new viral particles. These viral explo-
sions spread exponentially throughout a 
bacterial colony, eventually destroying 
all the susceptible disease-causing cells. 
Phages are highly specific. They often 
target single strains or subtypes of bacte-
ria without disturbing other germs, 
including those in the gastrointestinal 
tract that support digestion, vitamin 
production and the immune system. 
These “friendly bacteria” often become 
collateral damage with antibiotic use. 
Phages are even able to make bacteria 
sensitive to antibiotics they were previ-
ously resistant to. Because bacteria 
mutate to evade phage attack, multiple 
phages need to be administered to over-
come or slow the development of resis-
tance. The preparation of such cocktails 
can be delayed by the need to identify 
the correct phages to use. Phages need 
to be propagated under controlled con-
ditions and carefully purified to remove 
any toxins. And while they produce few 
or no side effects, there are concerns 
that there could be some dangerous 

consequences if quality-control proce-
dures for phage selection aren’t estab-
lished.
http://tinyurl .com/y8bbjz4w

Catabasis Pharmaceuticals Announces 
Upcoming Presentation on CAT-5571 
as a Potential Treatment for Cystic 
Fibrosis at the 31st Annual North 
American Cystic Fibrosis Conference

CAT-5571 is an investigational oral 
small molecule that is being developed 
as a potential host-directed therapy for 
cystic fibrosis (CF)-associated respirato-
ry infections. CAT-5571 restores host 
defense by activating autophagy, a 
mechanism for recycling cellular compo-
nents and digesting pathogens. 
Autophagy is depressed in CF, and by 
restoring autophagy, CAT-5571 re-
establishes host defense to enhance the 
clearance of pathogens. CAT-5571 has 
the potential to augment the efficacy of 
antibiotics and could also be used with 
other CF therapies, including trans-
membrane conductance receptor 
(CFTR) targeted agents.
http://tinyurl .com/yd3l569e

Sclerosis medicine can fight multi-
resistant bacteria

Researchers have discovered that a 
drug known as glatiramer acetate, which 
is normally used for treating the disease 
multiple sclerosis, kills half of the 
Pseudomonas bacteria in specimens 
from patients with cystic fibrosis. The 
research project is part of a new global 
movement within the development of 
medicine that focuses on medicine recy-
cling or, as it is also called, repurposing. 
This is where researchers and compa-
nies test already approved medicines or 
substances on other diseases or func-
tions of human biology than those they 
were originally developed for. 
http://tinyurl .com/ybko48zz

Cystic fibrosis: Eat garlic to combat 
this life-threatening genetic disorder

A sulphurous compound in garlic, 
known as ajoene, breaks down resistant 
bacteria, allowing antibiotics to work 
again as it is able to destroy important 
components in the bacteria’s communi-

Continued on page 22
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By Teri Ball 

I am a married 62-year-old woman 
with cystic fibrosis (CF). My muta-
tions are deltaF508 and 3272-26 A 

to G and I was diagnosed at age 41. My 
husband and I have one son who is 29 
and because I have CF he is a CF car-
rier. We have never had him genetically 
tested and don’t know which of my 
mutations he carries.  

Our son has known that he is a 
carrier for a while, and we have had a 
few conversations about it over the 
years. They first came about when he 
was studying genetics in an early sci-
ence class in high school. 

In the last three years he has been 
in a serious relationship with a woman 
and they were married in April. As you 
can imagine, questions about what it 
means to be a carrier started coming 
up more frequently as their relation-
ship progressed.

His wife has an extended family 
that live in Pennsylvania and, when he 
would visit with her family questions 
came up related to what CF is and how 
you “catch it.” This all led to develop-
ing a deeper awareness of the genetics 
of being a carrier.

As a refresher, people with only one 
copy of the defective CF gene are called 
carriers, but they do not have the dis-
ease. Each time two CF carriers have a 
child, the chances are: 25 percent (1 in 
4) the child will have CF, 50 percent (1 
in 2) the child will be a carrier but will 
not have CF and 25 percent the child 
will not be a carrier at all. 

An additional complicating factor 
for the happy couple was that on one 
side the parent’s genetics are Ashkenazi 
Jew, and in this population CF occurs 
in 1 in 24 Ashkenazi couples. In the 

United States, cystic fibrosis occurs at a 
rate of 1 in 3,400 births. That was a 
little tough for them to process.

I had several discussions with my 
son about whether I would knowingly 
bring a CF child into the world and I 
must admit that I weighed in against it. 
This is a personal decision, but a life 
with CF is difficult and it would be hard 
to knowingly impose it on another. 
Even with all the recent advances in CF, 
it is still a challenging, limiting disease.

We had several discussions about 
being genetically tested, so they would 

know what mutation our son carries 
and to learn if the bride-to-be is a car-
rier. I did research on the availability of 
testing. At the time, they were not yet 
married, and insurance would not 
cover the testing. The cost of just being 
tested, no genetic counselling, was not 
out of reach and I almost recommend-
ed that they have the testing done at 
my expense. On further reflection, I 
recommended against being tested 
without counselling. I was concerned 
that the testing could turn up a prob-
lem on either side of the couple not 
even related to CF, and without genetic 
counselling that could be hard. 

All of this led to what are the 
options after marriage, if it turns out 
that they are both carriers. They could 
decide not to have children or to adopt 
a child. They could try for a baby and 
test the fetus if she became pregnant. If 
the fetus was positive for CF they could 
continue the pregnancy, or they could 
decide to terminate it. These are not 
easy decisions and only they as a cou-
ple can determine what the best solu-
tion is for them. I am hopeful that my 
son’s wife will not turn out to be a 
carrier so that they don’t have these 
difficult and potentially painful deci-
sions to work through. s

Teri is 62 and has CF. She lives with her 
husband, Dave, and their small dog, Josy, in 
Bozeman, Montana. You may contact her 
at balldt@gmailcom.

BECOMING A PARENT WITH CF

Considerations When The Child Of 
A Person Who Has CF Marries 
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TERI BALL

        As you can imagine, questions about 
what it means to be a carrier started  
coming up more frequently as their  
relationship progressed .

“
”
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BECOMING A PARENT WITH CF

Considerations When The Child Of 
A Person Who Has CF Marries 
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My Mom and Me
She helps me a lot oan my homework and my journal
She cooks for me
She takes me places.
It makes me happy.
She buys me shoes
She helps me keep my room clean.
She takes care of me.

I brought her meds
I brought her food
I helped take her temperature.
I cared for her.

They took her lungs out and put new ones in
My Dad and I had to wear a mask
In kindergarten we made my Mom a Get Well Soon! poster.
I missed her. 

I got to go into the ICU when I was only 5 
I always used to ask my Daddy for ice cream from the 
    cafeteria
He always said, “Yes.” I said, ”Yea!” I had toppings:
Gummy bears, Oreo chips, and chocolate syrup.
I always said, “Thank you!”
My Mom couldn’t talk and we had to use sign  
   language

I could understand her more than my Dad
When we visited her on Christmas, I said,  
   “Mommy needs a nap now.”
We had to go back the next day to give her the  
   presents. 

I had to baby-sit Mommy’s little bear, Oats
The bear and I played cards
He slept with me
He helped me brush my teeth, he brushed his.
He ate invisible macaroni.

Isabear gave me Teddy Transplant Bear
I gave him new lungs.
He does not need oxygen anymore. 

Mom remembers when I flushed her IV line 
I even drew up the saline in the syringe.
I was only 5! Amazing! 

Now
She blows on my stomach and my arm
She can yawn! Amazing!
She can go on airplanes! Amazing!
She can breathe again! Amazing!

- M. Mau, 2003
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LEFT TO RIGHT: MIKE 

SANTORIE, MATT MELBY AND 

JOHN MERCER. LIFELONG 

FRIENDS ROOTING FOR USC AT 

THE ROSE BOWL, JANUARY 

2017. 

MOLLY PAM AND HER HUSBAND, ADAM COHEN, ENJOYING BRUNCH AT TARTINE BAKERY IN SAN FRANCISCO WITH THEIR NEPHEW PAX.

ABIGAIL DWYER
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JEN WEBER 
CELEBRATING HER 44TH 
BIRTHDAY IN 
NOVEMBER 
2017.

CHRIS, CHRISTINE, 
BENJAMIN KVAM, AND 
HILDY ON JULY 4TH.

TERI BALL, SON STEVE 

AND HUSBAND DAVE AT 

STEVE’S WEDDING AT 

THE BILTMORE ESTATE, 

ASHEVILLE, NC.

JULIE BROWNING ICE 

WITH HER HUSBAND, 

ROY ICE.
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T he U.S. Adult CF Association 
(USACFA) is pleased to announce 
the recipients of the Lauren 

Melissa Kelly Scholarship.
In our evaluation we look for stu-

dents who demonstrate tremendous 
academic achievement, community 
involvement and a powerful under-
standing of how having CF matched 
with these achievements places them 
in a unique situation to gain leadership 
roles within the community. Our 
scholarship is open to all pursuing any 
degree, from associate to Ph.D. We 
believe that any higher education is a 
strong foundation for advocacy and 
involvement in CF. 

Nancy Wech, Lauren’s mother, 
established this scholarship in honor of 
Lauren Melissa Kelly. These two 
exceptional recipients demonstrated 
outstanding potential just as Lauren 
did years ago. Lauren Melissa Kelly was 
an inspiration to all who knew her. An 

incredible leader and scholar, her drive 
and success are the foundation of her 
memory. She was transformative in 
every aspect of her life. She had distin-
guished herself as a member of the 

Golden Key Honor Society, 
Mortar Board, Phi Upsilon Omicron, 
Gamma Beta Phi, Delta Gamma soror-
ity and was chosen as one of ten Senior 
Leaders at the University of Georgia. 

USACFA’s Spring 2018 Lauren Melissa Kelly 
Scholarship Recipients Announced

HANNAH  BUCK MARY GRACE BERNARD

TILLMAN continued from page 17

cation systems, which involve regulatory 
RNA molecules. It does this by disrupt-
ing a gene that microbes require to stick 
to human tissue, without which they 
cannot reproduce. Researchers also 
found that ajoene suppresses a particular 
gene that leads to the destruction of bac-
terial “biofilm,”; which is required to 
stick to human tissue. Although this 
does not kill bacteria, it prevents them 
from communicating with other 
microbes, which they need to do in order 
for their numbers to grow. This enables 
antibiotics and the body’s immune sys-
tem to fight infections more effectively. 
The researchers’ drug, NX-AS-401, 
which aims to treat patients with cystic 
fibrosis, is set to be trialed in clinical 
studies within the next two years. 

http://tinyurl .com/y6w5jy26
AND

http://tinyurl .com/yaxm5brs

Trial suggests tablets effective in newly 
diagnosed cystic-fibrosis-related diabetes

A trial carried out in Europe sug-
gests that repaglinide tablets are as effec-
tive and safe as insulin in treating peo-
ple with newly diagnosed cystic-fibrosis-
related diabetes (CFRD). The most 
common medication to date is for peo-
ple with CFRD to use insulin to man-
age their blood sugar. However, the new 
trial suggests that the type 2 diabetes 
medication repaglinide may be more 
effective. Repaglinide is in a class of 
drugs called glinides, which stimulate 
the pancreas to release more insulin. 

This helps lower blood sugar but also 
increases the likelihood of weight gain. 
With CFRD, patients typically struggle 
to put weight on and so the weight gain 
associated with insulin and glinides is 
less likely to occur. Effects on safety 
were similar in repaglinide and insulin. 
The fact that tablets are easier to take 
than insulin suggests that repaglinide 
may be a better option for some patients.
http://tinyurl .com/y9mw4w4x

New hope for cystic fibrosis treatment
Fresh insights into how cystic fibro-

sis affects immune cells could pave the 
way for new treatments for the condi-
tion. Scientists have discovered that cells 
in patients with cystic fibrosis that nor-
mally defend against infection can also 
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She acted as one of the re-founding 
members of the Phi Kappa Literary 
Society and was significant in the 
metamorphosis of the Z Club into the 
William Tate Society. Even after losing 
her battle with cystic fibrosis late in 
her senior year, her hard work and 
memory continue to live on through 
her inspiring involvement.

We are pleased to announce 
Hannah Buck and Mary Grace 
Bernard as the recipients of this semes-
ter’s scholarships. Con-gratulations to 
them! They will be awarded $2,500 
each. 

Hannah Buck is a motivated young 
woman who has volunteered much of 
her time to the cystic fibrosis commu-
nity by raising funds through social 
media and ad campaigns she created 
and became a “2017 CF Star” for her 
local CF chapter. She creates YouTube 
videos, runs a blog about life with CF 
and contributes as a columnist on a CF 
news site all in hopes of creating 
awareness and having a positive impact 
on others as an advocate for those with 

chronic illness. She is also an accom-
plished drummer in a performance 
group. She attends the University of 
Michigan and plans to graduate spring 
of 2019.

Mary Grace Bernard is an accom-
plished master’s student who graduated 
summa cum laude from the University 
of New Orleans and now attends the 
University of Denver studying art his-
tory. Through her passion for art, not 
only has she progressed her profes-
sional career, she has raised awareness 
for cystic fibrosis. Each year she donates 
her art to the CF Foundation along 
with a program she created called 
Sixty-five Roses Challenge, in which 
she created a piece of art every day for 

65 days to raise funds for CF through 
the sale of her pieces. In addition to 
her current studies and job as an art 
gallery assistant, she is currently creat-
ing a CF coloring book of original 
images of medications, treatments etc. 
in hopes of encouraging patients to be 
regimented with treatments, as well as 
provide entertainment and stress relief 
for those hospitalized. In the future, 
she plans to use art to contribute to 
society’s well-being and address the 
issues of gender inequality, unequal 
representation of women in the arts 
and healthcare inequality. 

Both Hannah Buck and Mary 
Grace Bernard demonstrated the lead-
ership, intelligence and drive of Lauren 
Melissa Kelly. We at USACFA look 
forward to seeing them further develop 
their leadership and advocacy in the 
cystic fibrosis community.

We are happy to announce more 
scholarship opportunities coming 
soon! Please stay tuned for more infor-
mation. For questions, please contact 
us at scholarship@usacfa.org. s

perpetuate damage to the lungs. Drugs 
that target these cells could help to stem 
progression of the disease. Researchers 
focused on immune cells known as neu-
trophils - part of the body’s first line of 
defense against infections. Once an 
infection has been cleared, neutrophils 
are usually programmed to die off qui-
etly, so that they do not mistakenly cause 
damage to healthy tissues. However, in 
patients with cystic fibrosis, neutrophils 
survive longer than they are supposed to 
and are a key contributor to the lung 
damage associated with the condition. 
The team discovered that neutrophils 
from cystic fibrosis patients are more 
resistant to the usual mechanism of cell 
death - a process called apoptosis - with 
their ability to survive longer directly 

related to the underlying genetic muta-
tion that causes cystic fibrosis. Instead, 
the cells die by a different process, which 
causes them to disintegrate and expel 
their damaging contents into the sur-
rounding area of the lung. This process 
promotes inflammation and may there-
fore promote damage to healthy tissues 
in the lung. Researchers said they were 
able to block this process by treatment 
with a drug that encourages neutrophils 
to die by apoptosis, paving the way for 
new therapies for the disease.
http://tinyurl .com/ybyq749d

Tezacaftor/Ivacaftor Combo Therapy
The investigative combination ther-

apy of tezacaftor and ivacaftor is being 
studied for the treatment of cystic fibro-

sis by Vertex Pharmaceuticals. The 
treatment consists of tezacaftor (VX-
661) and Kalydeco (ivacaftor). Tezacaftor 
is a “corrector” therapy, meaning it acts 
to move the defective CFTR protein to 
the cell membrane so that it can trans-
port chloride. Kalydeco is a therapy 
approved by the U.S. Food and Drug 
Administration (FDA) for the treatment 
of CF. It improves the flow of chloride 
over the cell membrane by increasing 
the length of time that the CFTR chan-
nel is open. The tezacaftor/ivacaftor 
combination therapy has been tested in 
multiple Phase 3 clinical trials and has 
demonstrated a clinical benefit. 
Additional trials are ongoing. The treat-
ment is delivered by mouth as 100 mg 

Continued on page 25
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By Aimee Lecointre

O ne thing I get asked quite often is 
what equipment I recommend to 
start building a home gym. 

Whether it’s just trying to prevent pick-
ing up any extra germs, wanting to save 
money on a membership or just feeling 
more relaxed, some people prefer work-
ing out in the comfort of their own 
home, and I totally get that. 

You don’t have to spend thousands 
or even hundreds of dollars to get 
started working out at home. Here’s 
the thing, though. It all comes down to 
your  goals, budget and 
interests. I’m going to 
share some of my favorites 
with you all. Remember, 
you don’t have to rush out 
and buy things all at once. 
Start slow and build up 
over time. If you have no 
interest in something (like 
me and the treadmill), don’t buy in 
hopes that you’ll use it now that you 
have it. Find ways to stay active and 
work out that keep your interest, that 
way you’re more likely to stick to it and 
you won’t waste money on equipment 
that will otherwise just collect dust. 

Cardio Equipment (aka the big 
stuff): We all know cardio can be great 
for heart and lung health. But we’ve 
also seen so many others (or maybe we 
are guilty as well) use the treadmill in 
the corner of the room as a place to 
hang clothes rather than using it for its 
intended purpose. 

Personally, I hate the treadmill. I 
don’t run because it’s hard on my 
joints (and I just don’t like it) and walk-
ing inside just doesn’t keep me inter-
ested. If you know you’ll use a tread-
mill, go for it. But there are other 
options! Stationary bikes are great and 

much easier on the joints. I took my 
first spin class this year and am hooked! 
I’d love to get a nice spin bike for home 
eventually. Another one of my favorites 
is the rowing machine. Steppers and 
ellipticals are some other options. 

Jump Rope: You can find jump 
ropes for fairly cheap almost anywhere. 
They don’t take up much space and are 
super easy to travel with. They are also 
a great option to take to the hospital 
with you. 

Empack: This one is new and most 
of you probably haven’t heard of it, but 
I highly recommend it! It’s a military 

grade backpack that doubles as a weight 
training pack. It fits up to four blad-
ders, each one can hold 15 pounds of 
water or 21 pounds of sand. It comes 
with two bladders and you can buy 
more as you get stronger. The backpack 
straps are removable and it has handles 
to make it functional for working out. 
It also has a laptop sleeve and makes a 
great travel/carry-on bag. 

I got one last fall and I LOVE it. I 
use it to workout at home, when I 
travel and in the hospital. It can be 
used for a wide variety of exercises 
including squats, lunges, chest presses, 

hip thrusters, bicep curls, 
cleans, bench rows, skull 
crushers etc. You can find 
it on Amazon or at evolved-
motion.com 

Dumbbells: Dumbbells 
can be used for a wide vari-
ety of exercises and don’t 
take up much space. I’ve 

seen some nice dumbbell sets with racks 
for a decent price. But if you can’t or 
don’t want to pay that much up front,  
you can buy a couple to start with and 
as you get stronger you can buy a heavi-
er pair. They are fairly inexpensive and 
I’m sure you could even find them sec-
ondhand. 

Yoga Mat: As a yogi, I definitely 
recommend a yoga mat. For me it’s 
essential, but for others it’s just option-
al. Aside from yoga you can also use it 
just to stretch and for some exercises, 
rather than just using the hard floor. 

A Bench: If lifting weights is your 
jam then a bench will probably be use-
ful at some point. You don’t need any-
thing too complicated or big. Just a 
simple bench will do. One that’s adjust-
able may be nice, but it doesn’t have to 
break the bank or have any extra fea-
tures (like a bar rack etc.) if you don’t 

ACTIVE FOR LIFE
Working Out At Home: Tips For 
Building Your “At Home Gym”

AIMEE LECOINTRE

“ ”
You don’t have to spend thousands 
or even hundreds of dollars to get 

started working out at home. 
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have the space. Although  if you do 
have the space, I say go for it. 

Resistance Bands: I like the bands 
that come in a loop shape. Again, these 
don’t take up much space and are easy to 
travel with. They can be used alone in a 
number of different exercises or with 
weight training to help engage more 
muscles (placed just above the knees dur-
ing hip thrusters, for example). You can 
also use longer resistance bands (straps or 
tubes) for a wide variety of resistance and 
strength building exercises. 

There are also a lot of great resourc-
es available via phone app or online. 
Some of it is free and some of it requires 

a monthly subscription, but it’s still less 
than most gym memberships. 

There are so many more options 
out there, these are just some of my 
favorites. During the warmer months 
I get in most of my activity and exer-
cise outside. But during the cold 
winter months I tend to work out at 
home most often. I don’t have any 
sort of special home gym, just some 
basic equipment, and it more than 
gets the job done. For me, the fewer 
obstacles in the way the more likely I 
am to work out. I have no excuses 
when I don’t have to get in my car 
and drive anywhere! s

Aimee is 32 and has CF. She is a Nutritional 
Therapy Practitioner and Registered Yoga 
Teacher. She was diagnosed with CF at only 
two weeks old. She has had two surgeries for 
scoliosis that involved spinal fusion and place-
ment of metal rods. Despite her many health 
challenges, she continues to live life to the full-
est and look for the positive in every moment. 
Aimee has a continued passion to help others 
live a life that supports better overall health, 
especially those within the cystic fibrosis com-
munity. She currently resides in Salt Lake 
City, UT, with her husband, two pugs and a 
cat. You can  find more about what she’s up 
to at www.thenourishedbreath.com and on 
Instagram @thenourishedbreath 

TILLMAN continued from page 23

of tezacaftor once daily and 150 mg of 
ivacaftor every 12 hours. A 24-week 
Phase 3 clinical trial called EVOLVE 
(NCT02347657) aimed to assess the 
effectiveness and safety of the tezacaftor/
ivacaftor combo therapy. Another Phase 
3 trial called EXPAND (NCT02392234) 
evaluated the efficacy and safety of the 
tezacaftor/ivacaftor combination for 
eight weeks in patients. In the patients 
who completed the study, a significant 
improvement was seen in ppFEV1. The 
combination therapy also significantly 
improved the quality of life of patients 
compared to the placebo.
http://tinyurl .com/ycnpdnv8

AND
http://tinyurl .com/yc7bdgmm

Phase 3 Studies of the Tezacaftor/
Ivacaftor Combination Treatment in 
People with Cystic Fibrosis Ages 12 
and Older

The tezacaftor/ivacaftor combina-
tion demonstrated statistically signifi-
cant and clinically meaningful improve-
ments in lung function and other mea-
sures of disease. The EVOLVE study 
evaluated the combination in people 
who have two copies of the F508del 

mutation, the most common mutation 
in the CFTR gene. The EXPAND study 
evaluated the combination in people 
with one F508del mutation and one 
mutation that results in residual CFTR 
function. Key Data from EVOLVE 
show improvements across multiple dis-
ease measures, including lung function. 
There was also a reduction in pulmo-
nary exacerbations among those treated 
with tezacaftor/ivacaftor. The 
tezacaftor/ivacaftor combination treat-
ment was generally well tolerated. The 
majority of adverse events were mild or 
moderate. The most common adverse 
events were infective pulmonary exacer-
bation, cough, headache, nasopharyngi-
tis and increased sputum. Key Data 
from EXPAND showed improvements 
across multiple disease measures, 
including lung function. In the 
EXPAND study, the safety profile 
observed for the tezacaftor/ivacaftor 
combination treatment was favorable 
and similar to that seen in the EVOLVE 
study. Tezacaftor/ivacaftor combination 
treatment and ivacaftor monotherapy 
were both generally well tolerated. The 
majority of adverse events were mild or 
moderate. The most common adverse 

events were cough and infective pulmo-
nary exacerbation.
http://tinyurl .com/y9bcka8y

AND
http://tinyurl .com/y8u2f5fs

Corbus Pharmaceuticals Announces 
New Patent Issuance Covering the Use 
of Anabasum for the Treatment of 
Inflammatory Diseases

Anabasum is a synthetic oral endo-
cannabinoid-mimetic drug candidate 
designed to resolve chronic inflamma-
tion and fibrotic processes through the 
activation of the cannabinoid receptor 
Type 2 (“CB2”). CB2 activation triggers 
physiologic pathways that resolve 
inflammation, speed bacterial clearance 
and halt fibrosis. Nonclinical and 
human clinical studies to date have 
shown anabasum has favorable safety, 
tolerability and pharmacokinetic pro-
files. It has also demonstrated promis-
ing potency in nonclinical models of 
inflammation and fibrosis. Anabasum 
is designed to trigger the production of 
“Specialized Pro-resolving Lipid 
Mediators” that activate an endogenous 
cascade responsible for the resolution 

Continued on page 28
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By Andrea Eisenman and 
Jeanie Hanley

I nterviewing Julie, I (Andrea) got a 
sense of what a dynamic duo can 
do to combat one’s CF and jour-

ney through transplant. Roy, her hus-
band, was her rock. He was involved 
with every intimate detail of her care. 
He was a full-time nurse, researcher, 
cook, cleaner, driver and overall sup-
port system. It is evident that he helped 
her at every turn. Going through so 
much together and growing from their 
experience, Roy decided to write a 
book about their experiences to help 
others understand the transplant pro-
cess and some of the tolls it can take. 
But Julie is truly the hero of her story 
and she perseveres quite a lot trium-
phantly. Even those of us (myself 
included) who have received a trans-
plant will be amazed at her fierce deter-
mination to live and conquer the 
obstacles in her way. She never gives up 
and does what she can to keep going. 
She is here to tell us her story so… meet 
our latest star. Spotlight, please!
Age: 46
Diagnosed when and why? 

I was diagnosed in January of 
1995, at the age of 23. After years of 
hospitalizations for pneumonia, asth-
ma and bronchitis, I got really ill on 
December 31, 1994. We called the doc-
tor (partner of my longtime pulmon-
ologist) who told us to come on to the 
ER and page him when we arrived. 
Once in the ER, the ER doctor told me 
I had walking pneumonia. We knew 
that wasn’t the problem. So we demand-
ed to have the pulmonary doctor 
paged, who showed us the x-ray and 
pointed out all of the damage. He 
immediately said, “I think you have 
cystic fibrosis. Let’s get your fever 

down, then we will do a bronchoscopy 
and sweat chloride test for CF.”

Several weeks later, I would go in 
for the scope and two sweat chloride 
tests. All three showed positive results.
When you found out about your 
diagnosis, what went through your 
head?

When my diagnosis was con-
firmed, Roy and I were obviously fear-
ful of what that would mean for me, as 
well as our future. But I also felt a sense 
of relief that I now knew why I was sick 
my whole life. I was angry with the 
medical community, especially the pul-
monologist whom I had seen since the 
age of two.

Our lives had dramatically changed. 
I was told that I would likely die by the 
age of 29. Here we were, married for six 
months and told that if there was any-
thing we wanted to do, we needed to do 
it now and that included having chil-
dren. I was angry that our lives together 
would be so short and I was saddened 
for Roy who married me and then had 
this thrown at him. My husband writes 
about this in his book, Julie: The Courage 
to Breathe by Roy E. Ice.
Did it affect having children?

Yes, it did. Once we learned of our 
limited time to have a baby, we decided 
to try. We tried for six months with no 
success and then sought help from a 
reproductive specialist. After several 
rounds of artificial insemination and 
one round of in-vitro fertilization, I 
had had enough disappointment for a 
lifetime. Not only was it outlandishly 
expensive, but the emotional toll it 
took on both of us was just too much 
to continue.

A few months later, we decided to 
look into adoption. We tried several 
Kentucky agencies, all of which turned 
us down because “I didn’t have a nor-
mal life expectancy.” Again, I was furi-
ous with the system. We were told to 
look into a private adoption. After 
doing so, we realized it just wasn’t 
meant to be. We were 23 years old and 
did not have $80,000-$120,000 to 
adopt a child.
How long are you married? 

23 years. We married on April 16, 
1994.
How did it affect your marriage?

Our marriage was affected in many 
ways. Newly married and newly diag-
nosed, I gave Roy the option to leave, 
because he didn’t sign on for a life full 
of illness. I did not want him to have 
all of our dreams destroyed before ever 
starting. Roy had a conversation with 
his dad that day. (This is also in the 
book.) In short, his dad gave him some 
sage advice, which to this day, I believe 
saved our marriage.

My career was altered significantly 
because of CF. I had planned on work-
ing in radio, but given the obstacles of 
CF, I would not be successful in radio. 
I altered my course and went into PR. 
Roy joined Ford, and many of his per-
sonal goals would be pushed aside to 
take care of me. Luckily, Ford’s health 

IN THE SPOTLIGHT
With Julie Browning Ice
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insurance was fantastic and would end 
up keeping me alive. He has never been 
able to pursue his dreams because leav-
ing Ford would have such a dramatic 
effect on my health.

Each of us had our own way of cop-
ing with it. I just kept it quiet from 
people. Only my family and a few close 
friends knew. Roy had another way. He 
was quietly preparing for my death 
daily. It took him years before he real-
ized what he was doing. His anger 
slowly dissipated as he learned how to 
let me live.
What helped?

Once we got involved with the CF 
Foundation and met other CFers, we 
finally felt a little peace. The stories 
and the memories of our hospital stays 
are some of my best times. I hate how 
closed off CF patients are from each 
other today. The camaraderie between 
CF patients is no longer there. Since 
we are not supposed to be in the same 
room together we lose that companion-
ship and understanding. We got 
involved in the CF Foundation to 
maintain that contact and friendship. 
What made you become a spokes-
person and advocate for people 
with CF and transplant?

For years, I wanted to teach people 
about CF and what it was, how it 
affects people and the need for a cure. 
It was critical that people understood 
the disease and its impact. For 20 years 
we participated in the local chapter CF 
events throughout the year. I spent 
about 10 years as the Policy Advocacy 
Chairperson for KY/WV Chapter of 
the CFF. This meant I spent time in 
Washington, D.C., talking with mem-
bers of the House of Representatives 
and Senate. I participated in the CFF 
Advocacy Day for several years.

Roy began a non-profit, Julie’s 
Dream Team, in 2010 with the focus of 
not only raising awareness, but also 
raising funds for research as well.

For the last five years, I have been 

speaking about organ donation to high 
schools and businesses. This is a great 
avenue to teach the younger generations 
about the need for them to become 
registered donors. By the time I finish 
with my presentation, I usually have 
several people registered on the spot.
How did being a federal lobbyist 
affect your views or help you 
define what you are doing now?

After spending ten years as a fed-
eral healthcare lobbyist, I learned how 
the healthcare systems in this country 
work. Not only did I spend countless 
hours as a patient, I worked PR for the 
transplant hospital for five years, then 
for an insurance company for ten. 
With all of that knowledge, I was able 
to grab the ears of the powers in D.C. 
I was one of many who lobbied for 
mandatory testing for CF at birth. I am 
also still interested in educating legisla-
tors on the importance of health insur-
ance for people who have CF.

My next task is to lobby for a man-
datory opt-out policy on becoming an 
organ donor. This means that everyone 
in the U.S. would automatically be an 
organ donor unless they went to a 
DMV and opted out of being a donor. 
This same policy in Europe has been 
successful in increasing organ dona-
tions. A state representative in Texas 
has just submitted a bill to become the 
first opt-out state.
When and where did you get your 
lung transplant?

I received my bilateral lung trans-
plant on December 18, 2011, at the 
University of Kentucky.
What was your transplant experi-
ence like?

At the age of 40, I had never been 
on full-time oxygen and I wasn’t on the 
transplant list when I was hospitalized 
three months prior to transplant. I was 
working full time. I started feeling like 
I needed to be admitted for a routine 
tune-up after a busy week of getting a 
conference together. Once admitted, I 

thought it was a routine tune-up.
A week after I was admitted, my 

port clogged. They took me into surgery 
to replace it and that was my downfall. 
After surgery, my lungs became weaker 
and O2

 saturation was dropping. I was 
placed on a ventilator. From the second 
week of October to mid-November, they 
ran me through the rigorous testing 
necessary for transplant. 

On November 11, 2011, I was put 
on the transplant list. I was at the top 
of the list because I was literally days 
from dying. Most of this time is blank 
for me, because I was knocked out 
from pain meds. I would do PT and 
breathing treatments as scheduled, but 
it became increasingly difficult to even 
sit up or lift my arm. The transplant 
doctor insisted upon making sure I 
walked and sat in a chair several times 
a day. If I didn’t do this, and show my 
desire to live, he would remove my 
name from the list. Time slowly passed, 
five sets of lungs were passed over and 
then December 18 came.

Dr. Diaz, my transplant doctor, told 
me that if I didn’t get lungs that day, I 
would be dead that night. Then my luck 
changed. Dr. Diaz came in the room 
and the excitement was all over his face. 
He then proceeded to tell me “there’s a 
50/50 shot we have lungs.” I’m thinking 
to myself, isn’t there always a 50/50 
shot? I barely remember being wheeled 
down the hallway, with my parents, Roy 
and a few good friends giving me kisses 
and holding my hand. At that point I 
was 61 pounds at transplant and breath-
ing at 13 percent lung capacity.

The surgery took approximately 
twelve hours. I spent about two weeks 
in the hospital post-transplant before 
discharge. Around the third week of 
January 2012, I had three seizures. 
Then I had another side effect of the 
transplant that nearly wiped me out 
completely. Apparently, the precious 
lungs I received had a fungus called 

Continued on page 28
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blastomycosis. This fungus had traveled 
from the lungs to my right ankle. My 
ankle swelled up to the size of a grape-
fruit. Eventually it was properly diag-
nosed with an MRI and then required 
emergency surgery. At some point, they 
wanted to amputate my leg, but Roy 
refused to let them.
Why did you and Roy write a book?

Roy decided to tell our story in the 
form of a book. He wanted to help other 
families learn the good, the bad and the 
ugly of disease and transplant and the 
inner workings of family dynamics dur-
ing a crisis. The book was his release in 
coping with everything that happened. 
Julie: The Courage to Breathe can be pur-
chased at Barnes and Noble, Amazon 
and lulu.com. All proceeds are donated 
to the Cystic Fibrosis Foundation.

The book is currently being adapt-
ed into a screenplay by a writer in L.A. 
Once completed, the writer will begin 
the process of selling the script to a pro-

ducer. The producer will then deter-
mine when the movie will be made. We 
will likely be on set as consultants.
Any words of wisdom for others 
with CF or those considering a 
transplant?

NEVER, EVER GIVE UP!!!!! 
When you think you can’t go any fur-
ther, GO! When you feel like crap, push 
yourself. CFers are natural fighters. 
When you feel like lying in bed, get up. 
Take a shower. When you feel like you 
can’t take another step, take ten. While 
you’re still healthy enough to exercise, 
do it. Build your muscles and strength.

Transplant is scary and it’s hard. You 
will need lots of support from friends 
and family. Let them help you. Let them 
carry you through the toughest days. But 
know you have to do the work.

Do your research early, know where 
you want to go and research the facility, 
the doctors, the program and the statis-
tics. Every transplant center is different 

and has different rules. Know your 
insurance plan and what is covered. 
www.unos.org has all the statistics by 
day of the center, the doctor and organ. 
Follow the success and failure rates of 
the facility and doctor.
Do you have a philosophy you live 
by?

Live each day to the fullest. Believe 
in yourself. Take chances. I want to 
make my donor proud by enjoying every 
minute of life, by living the life he never 
had the chance to live. s

Andrea Eisenman is 53 and has CF. She is 
a Director of USACFA and is the Webmaster 
and Executive Editor of CF Roundtable. 
Her contact information is on page 2. Jeanie 
Hanley is 55 and is a physician who has 
CF. She is a Director of USACFA and is the 
President. Her contact information is on 
page 2. If you would like to be interviewed 
for “In The Spotlight,” please contact either 
Andrea or Jeanie.

of inflammation and fibrosis, while 
reducing production of multiple inflam-
matory mediators. Anabasum also is 
designed to have a direct effect on fibro-
blasts to halt tissue scarring. In effect, 
anabasum is believed to trigger endoge-
nous pathways to turn “off” chronic 
inflammation and fibrotic processes 
without causing immunosuppression.
http://tinyurl .com/y9uwvrjj

Pulmatrix (PULM) to Present at North 
American Cystic Fibrosis Conference

PUR1900/Pulmazole combines an 
anti-fungal drug, itraconazole, with 
Pulmatrix’s dry powder technology, 
called iSPERSE™. The technology 
allows drugs to be delivered to the lungs 
with much higher efficiency than other 
approaches can. Pulmazole can achieve 
high concentrations of itraconazole in 
the lungs while keeping levels of the 
drug in the bloodstream low. Pulmatrix 

is initially developing Pulmazole to treat 
a serious condition called allergic bron-
chopulmonary aspergillosis (ABPA), 
which is caused by pulmonary 
Aspergillus infections.
http://tinyurl .com/yc8l2bkt

Novoclem presents promising new data 
at the North America Cystic Fibrosis 
Conference on November 2, 2017

Novoclem Therapeutics is a biotech 
company focused on advancing novel 
nitric oxide therapies for the treatment 
of respiratory diseases. The in vitro 
work showed that BIOC51 was bacteri-
cidal against the following pathogens: 

• Methicillin-resistant staphylococ-
cus aureus (MRSA) 

• Methicillin-sensitive staphylococ-
cus aureus (MSSA) 

• Pseudomonas aeruginosa
• Burkholderia cepacia 
• Mycobacterium avium-intracellu-

lare complex (MAC) 
• Mycobacterium abscessus
• Achromobacter xylosoxidans 
• Stenotrophomonas maltophilia
BIOC51 is a novel polyglucosamine 

biopolymer covalently modified with 
N-diazeniumdiolate nitric oxide (NO) 
donors to facilitate spontaneous (with-
out the need of enzymes) and con-
trolled NO release. The level of NO 
release from BIOC51 has proved suffi-
cient for eradicating planktonic and 
biofilm-based bacteria, and can be deliv-
ered to the lungs as a dry powder or 
solution (e.g., nebulization). 
http://tinyurl .com/y7v7abdo

AND
http://tinyurl .com/y7ff9x9g

Novoteris Investigator Receives Health 
Canada Clearance to Start a Phase 2a 
Clinical Trial of Its Thiolanox® Nitric 
Oxide for the Treatment of Non-
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Giving Tuesday 
By Jeanie Hanley, President

O n behalf of the USACFA board of 
directors, THANK YOU to each 
and every one of you for your amaz-

ing generosity during our Giving Tuesday 
campaign (November – December 2017). 
Because of you – our subscribers, support-
ers, family and friends – the campaign 
was a success. Each of your donations 
makes a wonderful, positive impact. A 
special thank you to Marina Day, the 
trustee of the McComb Foundation, who 
matched all your donations, for an even 
greater impact. 

Your contributions during this cam-
paign and throughout the year have 
guaranteed continued funding for all of 

our programs. Our programs are vital to 
the CF Community – the primary one 
being this CF Roundtable newsletter! Just 
as important are our community out-
reach programs including:
• CF Roundtable Website: Blogs, 

Clinical Trials, Conferences and 
Partner links

• Academic Lauren Melissa Kelly 
Scholarships

• CF Roundtable Speakers Bureau
• Founders and Jacoby Angel Awards
• CF Roundtable Facebook, Twitter 

and LinkedIn; CF Connect FB

There were also two businesses that 
volunteered their services to help us 
launch this campaign. They were 
BSquared Media in NYC who guided us 
with their social media expertise; and 
Integrita Video Productions in Kansas 
who dressed up our amateur videos.

We are very grateful for all of our 
readers, sponsors and volunteers. We 
hope this new year brings you and 
your family good health, strength and 
happiness. s

Jeanie is 55 and a physician with CF. She is a 
Director of USACFA and is the President. She 
lives with her husband, John, in Los Angeles 
and loves meeting and talking with you, our 
subscribers. Her contact info is on page 2.

JEANIE HANLEY

Tuberculous Mycobacteria (NTM)
Novoteris, LLC, a clinical stage 

medical device and pharmaceutical 
developer focused on innovative nitric 
oxide gas applications, announced that 
the Therapeutic Products Directorate of 
Health Canada has cleared an investiga-
tor sponsored, pilot clinical trial appli-
cation exploring the treatment of Non-
Tuberculous Mycobacteria (NTM) with 
Novoteris’s Thiolanox inhaled nitric 
oxide gas, using its unique computer-
ized trace-gas delivery system. Gaseous 
nitric oxide’s potent antimicrobial prop-
erties, lack of bacterial resistance and 
small molecule penetration capabilities 

could provide a promising alternative, 
non-antibiotic approach to treating 
infections. Nitric oxide is a molecule 
naturally produced by the body and 
plays an important role in every organ 
system, including the innate defense 
system against microorganisms. 
Externally delivered nitric oxide has 
been demonstrated to be an effective 
antimicrobial agent against a broad 
spectrum of microbes, including drug 
resistant strains.
http://tinyurl .com/y8hlsrgz

AND
http://tinyurl .com/y7frrzw9

Anthera Pharmaceuticals Announces 
Completion of Recruitment in the 
Phase 3 RESULT Clinical Study of 
Sollpura

Anthera Pharmaceuticals, Inc., 
announced that patient recruitment is 
now complete for the Phase 3 RESULT 
clinical study of Sollpura for the treat-
ment of Exocrine Pancreatic 
Insufficiency (“EPI”) caused by cystic 
fibrosis. The RESULT study allows for 
more frequent and higher dose adjust-
ments based upon clinical signs and 
symptoms than the previous Phase 3 
SOLUTION study. As with current 

Continued on page 30



Page 30 CF Roundtable ❚ Winter 2018

By Reid D’Amico

C FTR modulators are in vogue. I 
mean, I get it. They’re the first 
therapeutic target to directly 

change the underlying cause of CF. 
Some have found incredible success on 
them, others have not. And for those 
who have not seen incredible improve-
ments, the research pipeline provides 
great hope for improved therapies in the 
coming years. However, we can not for-
get that many with CF still do not have 
a CFTR modulator. Some may not get 
one for many years. Because of this, I 
want to take some time to reiterate the 
importance of clinical trials that are not 
necessarily linked to treating CFTR. 

1. Another therapeutic develop-
ment avenue designed to target a dereg-
ulated protein in CF is known as 
ENaC inhibitors. If approved, these 
therapies would be available to the 
entire CF community. ENaC is an ion 
channel on the surface of cells in the 
airway. Ion channels, like ENaC and 
CFTR, move ions such as sodium and 
chloride across cells to regulate mucus 
hydration. Proper ion channel func-
tion is critical to keeping mucus hydrat-

ed and freely moving. In CF, CFTR, 
which helps add fluid to the surface of 
the lung, does not work properly. 
However, ENaC works in the opposite 
way: to remove fluid from the surface 
of the lung. In CF, ENaC is known to 
be overactive, and results in more dehy-
drated mucus. This results in the accu-
mulation of dehydrated mucus in the 
airway. This build-up of mucus is what 
leads to exacerbations and infections. 

However, airway hydration is a compli-
cated process. Other clinical trials are 
also underway to address the dehydra-
tion of mucus in the CF lung. Many of 
these trials leverage differing therapeu-
tic strategies to increase the amount of 
fluid present in the lung.

2. Antibiotic resistance is a growing 
challenge in the world, with direct and 
unfortunate consequences for the CF 
community. Since people with CF can 
rarely eradicate infections, the bacteria 
acquire antibiotic resistance with chron-
ic and periodic dosing. This makes treat-
ing infections challenging, as the bacte-
ria stop responding to anti-infective 
treatments. Thus, it is essential for 
research to push more anti-infective 
therapies to market. Even with the 
introduction of more CFTR therapies, 
we still do not know how this will affect 
lung bacterial colonization. While new 
therapies are expected to make lung 
function better, CF patients (like all 
people) will eventually become sick. If 
antibiotic resistant bacteria are present, 
it will be a struggle to address the under-
lying infection. Because of this, we must 
pay special attention to clinical trials for 
anti-infectives. 

3. Anti-inflammatories remain 

SEARCHING FOR THE CURE
The Future Of CF Clinical Trials: 
There’s More Than CFTR

REID D’AMICO

TILLMAN continued from page 29

practice with porcine pancreatic enzyme 
replacement therapies (“PERT”), the 
RESULT study allows for dose increases 
of Sollpura on an individualized basis 
to achieve maximum therapeutic bene-
fit. Sollpura has the potential to become 
the first non-porcine PERT, which may 
provide a reduction in the size and 
number of pills patients must consume 
daily due to the significantly more com-
pact formulation of Sollpura than por-

cine PERTs.
http://tinyurl .com/ydbkabbr

CF Therapy Relizorb, Which Helps 
CF Patients Digest Healthy Fats, Focus 
of Vizient-Alcresta Deal

Vizient has awarded a contract for 
Alcresta’s Relizorb — a product that 
helps with the digestion of healthy fats 
in serious diseases such as cystic fibro-
sis. The Relizorb (immobilized lipase) 

cartridge contains an enzyme that 
breaks down fats in tube feeding formu-
las to aid in their proper digestion and 
help absorption by the body. It is 
approved by the U.S. Food and Drug 
Administration for use in children ages 
5 and older with CF, as well as in 
adults. Research has shown that 
Relizorb can double levels of healthy 
fats in the bloodstream. Without it, 
nutrients may pass through the body 
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another important avenue of clinical 
trials research in respiratory disease. CF 
airways tend to be more inflamed, lead-
ing to hindered mucociliary clearance 
and shortness of breath. The increased 
inflammation is also what can lead to 
airway remodeling, scarring and bron-
chiectasis. Numerous anti-inflammatory 
therapies are underway in clinical trial 
with the hope to ameliorate the inflam-
matory state of the CF lung. An 
improved inflammatory state is expect-
ed to increase lung function.

Ultimately, CF is a complicated 
disease with a number of symptoms 
arising. While CFTR is the corner-
stone of many of these problems, a 
combination of multiple new drugs 
will likely lead to the best outcome for 
patients. These medications in clinical 
trial also serve as the backbone of 
future health for those who currently 
do not have a CFTR modulator. This 
population of people with CF repre-
sents a solid portion of our community 
and needs these future medications. 
Because of this, we must remember to 
advocate for their future and push the 
importance of clinical trials that will 
have a direct impact on them while 
they wait for a CFTR modulator. s 

Reid is 25 and has CF. He is a director of 
USACFA. His contact information is on 
page 2.

Clinical Trials
Here are five clinical trials . You can go to the URL to get information .

Phase 1b study of inhaled 
AZD5634 in adults with CF 
(AstraZeneca D6600C00002): This 
is a four-month placebo-controlled 
study measuring mucociliary clearance 
with inhaled AZD5634. To learn more, 
visit: https://www.cff.org/Trials/
Finder/details/471/Phase-1b-study-of-
inhaled-AZD5634-in-adults-with-CF 

Phase 2 study of LAU-7b in 
adults with CF (APPLAUD) (Laurent 
LAU-14-01): This is a placebo- con-
trolled study measuring efficacy of 
LAU-7b through monitoring of lung 
function. Patients who have been posi-
tive for Bulkholderia cepacia or are cur-
rently being treated for allergic broncho-
pulmonary aspergillosis (ABPA) are 
ineligible for this study. To learn more, 
visit: https://www.cff.org/Trials/
Finder/details/448/Phase-2-study-of-
LAU-7b-in-adults-with-CF-APPLAUD

Phase 3 study of inhaled vanco-
mycin in adults and children 6 years 
and older with cystic fibrosis 
(Savara SAV005): This study is a 
12-month interventional study for 
those with persistent MRSA (methicil-
lin-resistant staphylococcus aureus) 

with an open label option. To learn 
more, visit: https://www.cff.org/
Trials/Finder/details/466/Phase-3-
study-of-inhaled-vancomycin-in-adults-
and-children-6-years-and-older-with-cys-
tic-fibrosis

STOP 2: Treatment of pulmo-
nary exacerbations in people with 
CF (STOP2-IP-15): This study looks 
at the safety and efficacy of three differ-
ent lengths of IV antibiotic treatment 
for pulmonary exacerbations. To learn 
more, visit: https://www.cff.org/
Trials/Finder/details/455/STOP-2-
T r e a t m e n t - o f - p u l m o n a r y -
exacerbations-in-people-with-CF

Rare mutation cell collection 
(RARE) (RARE-OB-16): This study 
consists of only one study visit. A 
researcher will collect blood and nasal 
samples for research during this visit. 
CFTR genotype will be confirmed and 
repository of rare CF mutations will be 
established and made available to other 
researchers to continue advancing 
knowledge of genotype research. To 
learn more, visit: https://www.cff.org/
Trials/Finder/details/477/Rare -
mutation-cell-collection-RARE s

unabsorbed.
http://tinyurl .com/ycu598ng

AND
http://tinyurl .com/y97pxvp6

Interim Data from Clinical Trial 
Support MS1819 as Potential Therapy 
for EPI in CF Patients

Interim data from an ongoing Phase 
2a clinical trial indicate that the investi-
gational therapy MS1819-SD may pro-

vide therapeutic benefits for patients 
with cystic fibrosis who have exocrine 
pancreatic insufficiency (EPI), a diges-
tive disorder. The trial 
(ACTRN12616000962437) is being 
conducted in patients with chronic pan-
creatitis (CP) who have EPI, but the 
drug is being developed for both CP 
and CF patients with EPI. MS1819 is 
an engineered recombinant enzyme 
derived from the yeast Yarrowia 

Lipolytica. Developed by AzurRx 
BioPharma in collaboration with 
Laboratoires Mayoly Spindler, MS1819-
SD is an oral capsule engineered to help 
overcome nutrient malabsorption in 
chronic pancreatitis and CF patients 
caused by chronic pancreatic inflamma-
tion and impaired discharge of pancre-
atic enzymes needed for digestion. 
Previous studies have demonstrated 

Continued on page 34
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By John Mercer

W ell, since this is my first article I’ll 
introduce myself. My name is 
John Mercer and I am an adult 

with CF living, working, trying to do right 
by humanity, coughing and doing what-
ever sounds fun in Southern California. 
I’ve had a unique career ranging from 
pursuing a Ph.D., to being a college Dean, 
and to now being the CEO and 
Investment/Financial Advisor at my own 
company. I saw what was happening to 
people’s financial situations by advisors 
and companies that didn’t truly have the 
best interest of their clients at all times. 
Skimming off the top of family’s nest eggs 
time after time without anyone ever know-
ing it. This is one of the greatest dis-servic-
es to humanity we’ve ever seen. If you’re 
reading this, you’ve likely been impacted 
by CF in some way. Whether it’s you, a 
friend, spouse or family member, trust 
me, finances are so incredibly easy com-
pared to that! I’ll try to make it simple and 
straightforward, I’ll be totally honest with 
you at all times, and I’ll try to incorporate 
a bit of humor along the way!

So, you’re thinking about starting 
a family? That is so exciting and prob-
ably a little bit scary I’m guessing. 
Good, that means you’ve got a pulse! 
We do a ton of family financial plan-
ning and helping people through that 
process so I’ll try to discuss some of the 
most important things to consider. 
The most important thing I can ever 
recommend is to look as far ahead as 
you can about what you truly want in 
life and for your family. Then, we 
reverse engineer that “dream life” and 
set goals along the way to help you get 
there. Most people, we with CF very 
much included, vastly underestimate 
what we can do in a lifetime and in 
doing that they lose sight of what they 

want for their future. We can do so 
much in life no matter the cards we’ve 
been dealt; not looking ahead for what 
you want and going after that is a defi-
nite mistake! Think big and set goals 
accordingly. Reach for the stars and if 
you fail, you’ve at least made the moon.
Knowing What Kids and a Family 
Actually Cost: Overestimate!

We’ve now figured out what we 
want our life to look like right? If you 
haven’t, do that and then come back. 
OK, since this is about starting a fami-
ly, I’ll start there. I also strongly recom-
mend that you know what kids cost in 
the life you want to live. Around 80 
percent of prospective parents underes-
timate this; that’s bad. When in doubt 
overestimate what they cost and if they 
end up cheaper, great, you’ve got extra 
money. Make sure you know what to 
plan for, spoiler alert, it’s a big ticket 
item. For a child born in 2017, the 
average cost to raise a child is about 
$241,000 or about $14,000 per year. If 
you account for projected inflation, 
which you should, that cost is closer to 

$305,000! If you’re living how you 
want to live currently, you are going to 
have to account for at least an extra 
$14,000 per year to account for the 
extra human hanging around.

There are a ton of things to consider, 
so don’t think that you can just cut costs 
and that’ll be okay. Set goals for what you 
want as much as you possibly can and 
then prepare from there. Stay-at-home 
parents, food, a home, vacations, college 
etc. all go into those costs, so make a 
super detailed plan for all things to con-
sider and then set goals and make accom-
modations. Everyone is different so make 
sure you specifically tailor it to your own 
and your significant other’s needs in a 
detailed way. Yes, I know things happen 
and things change all the time, so make 
sure when you’re planning your life you 
constantly revise those goals. Please; over-
prepare and overestimate!
What Your Life Costs and 
Retirement: Again, Overestimate!

Remember I said plan for the life 
you want? Yes, still do that; you’ve got a 
family now so you’re planning for every-
one. Regardless of who you are, I look at 
preparing for your life and retirement 
the same for whether you have CF or 
not. I use 21st-century objective reason-
ing, a forward-thinking modern-day 
mentality and logic for how my team 
and I look at this. Do you want a pent-
house on Fifth Avenue? Do you want a 
house on the beach? Do you want to live 
in the woods in a tent? It doesn’t matter 
what that is and what anyone thinks of 
that; it’s what you and your family want 
that matters. Know what that lifestyle 
looks like and then start to plan on 
what costs go into that. Then you start 
to plan what you can or cannot do or 
afford, what you need to do to acquire 
the fiscal ability to do that, how you save 
for that stuff etc. I can’t go into detail on 

FINANCIAL SOLUTIONS
Financial Considerations When  
Planning For A Family And Your Future

JOHN MERCER

NEW 

COLUMN
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this because each person and family is 
different. Just don’t underestimate those 
costs and plan in detail!

Retirement: this is my area of exper-
tise! Again, CF or not, same mentality. 
First, know that you have to prepare and 
save for retirement, this is not up for dis-
cussion. Currently, 81 percent of 
Americans between the ages of 25 and 
54 will NOT have enough saved in order 
to retire before the age of 73 at or just 
above the poverty line. What? Yes, read 
that again! In addition, 32 percent of 
those people still don’t save any money at 
all. Do you want to work into your 80s or 
not, it’s up to you. Start saving, I’ll talk 
about a few strategies below. For those 
with CF, listen, we’re living longer, that’s 
just what is happening. So prepare! If life 
gets in the way and you have to stop 
working or something else healthwise 
happens, you’ll have all this money saved 
up to do whatever you want with! Unless 
you want to work into your golden years, 
save, and start saving early. Here’s a case 
study: two people start working and mak-
ing the same amount of money in the 
same year. John (because Johns are awe-
some!) starts saving when he’s 22, just 
out of college. Kyle doesn’t start saving 
until he’s 32. Both only save $10,000 per 
year for 10 years and then stop contribut-
ing money (not a good idea but I’m mak-
ing a point here) and just let the interest 
compound at an 8 percent average inter-
est rate. Here’s what that looks like at age 
52 after 30 years of saving:

That’s not a lot of money saved early 
on but look at the benefit. Save, and save 
early in life, I promise it will pay more 
dividends that you can ever imagine!
Investing, Oh No! It’s Not That 
Scary at All Actually.

So many financial advisors and 
those “people” try to make things more 

complicated than they actually are in 
order to confuse you so they make 
more money through making trades 
and charging you outrageous fees. 
That’s terrible in so many ways and I’ll 
address this two ways. I’ll start here: if 
you have a financial professional, make 
sure they are Fiduciary focused and are 
incredibly transparent and honest 
about what fees, charges, taxes etc. are 
being paid and where they are going at 
all times. If they are not, either ask 
directly or find someone else. Fiduciary 
means having your needs, wants and 
interests ahead of their own at ALL 
times! Make sure you know what is 
happening with your money and where 
it’s going. Here’s an example: the larg-
est pension in the country, CalPERS, 
lost $4.6 billion dollars each year from 
2011-2015 to “fees” and “sharing of 
profits” and they were unable to docu-
ment where those fees went because 
their advisors and managers weren’t 
transparent about that and intention-
ally confused them.

If you are investing and saving by 
yourself and on your own, that’s great, 
I’m thrilled for you. If you are, I want 
to share a few tips to always live by in 
no particular order:

• Always know what fees, charges 
etc. are being taken from whomever 
and when. These often cause people 
10-plus years of their savings; upwards 
of $1,000,000 sometimes! That’s not 
including taxes either.

• Don’t save your money in banks! 
They don’t return even the cost of liv-
ing increases and inflation each year; 
you’re losing money by keeping your 
savings in bank accounts.

•Always minimize taxes wherever 
and whenever possible. Taxes are the 
biggest expense you’ll have in life; don’t 

give away 30 percent of your savings to 
the government if you don’t have to.

•For everyone, and even moreso 
those with CF, avoid investing in retire-
ment plans and options that prohibit 
you, or charge you huge penalties, to 
take money out before you are 59. Some 
examples are 401ks, 403bs, IRAs etc. 
You don’t want to be locked out of your 
money unless you absolutely have to be.

• The best rule of thumb if you’re 
messing around in the market is to buy 
things at a cost as low as possible and 
then don’t leave the market. People 
lose money by trying to move in and 
out of the market.

•Preferably, always invest in 
Indexed funds that average the returns 
of the market annually, rather than 
investing in mutual funds that are 
actively managed. They charge high 
fees and don’t offer the same returns 
on average. Avoid actively managed 
funds at all possible costs.
Final Thoughts

If you are planning to have a family, 
that’s amazing—just look far into the 
future for what you want you and your 
family’s life to look like and aim high. 
Then plan accordingly and always set goals 
for yourself to help you get there. They are 
not the easiest things to do or talk about, 
especially if it’s new to you, but they have 
an even greater far-reaching impact on 
your life than you’ll even understand. 
Finances are pretty easy, simple math actu-
ally, definitely not rocket science. It’s the 
rest of life that’s the hard part; just don’t 
ever underestimate or doubt what you can 
do in a lifetime! s

John is 34 and has CF. He is probably 
somewhere in California looking for some-
thing fun to do or figuring out how to 
change the world for the better. Please feel 
free to contact him at any time, not for just 
finance or business, but for anything you 
ever need, want, have to vent, have a ques-
tion or just want to say HI! johnmercer26@
gmail.com

Years Saved  Annual Contributions Total Saved After 30 Years at Age 52
John Age 22-32 $10,000 for 10 years $100,000 .00 $729,230 .17
Kyle Age 32-42 $10,000 for 10 years $100,000 .00 $337,774 .54
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that MS1819 is a potent lipase that can 
actively metabolize long-chain fats while 
eliminating the pork viral contamina-
tion risk that other existing drugs have.
http://tinyurl .com/ybyta8cx

AND
http://tinyurl .com/ybjjpxsy

For CF Lung Infections, Antibiotic 
Iclaprim Granted Orphan Drug Status

The U.S. Food and Drug 
Administration (FDA) granted orphan 
drug status to a broad spectrum antibi-
otic called iclaprim, developed by Motif 
Bio, for the treatment of Staphylococcus 
aureus. Iclaprim is a new antibiotic for-
mulation that has been proven in vitro 
laboratory studies to have potent killing 
capacity against diverse bacteria. In par-
ticular, iclaprim rapidly killed practical-
ly all Gram-positive methicillin-resistant 
Staphylococcus aureus (MRSA) bacteria 
within six hours in vitro. Formulation 
development work is underway at Motif 
Bio to explore potential intravenous 
and inhaled formulations designed spe-
cifically for cystic fibrosis patients. In 
clinical studies, iclaprim was adminis-
tered intravenously at a fixed dose, and 
compared to other standard-of-care anti-
biotics, no dosage adjustment was 
required for patients with renal impair-
ment or patients at risk of diabetes. No 
toxicity to the kidneys was detected in 
previous trials.
http://tinyurl .com/ydapb48x

Mice with CF That Got Iclaprim for 
Pneumonia Survived, Study Shows

All mice with cystic fibrosis that 
received iclaprim for a pneumonia infec-
tion survived, according to a study. 
Iclaprim is designed to kill bacteria that 
develop resistance to other antibiotics. 
Iclaprim has shown punch against a 
number of gram-positive versions of 
Staphylococci, including methicillin-
sensitive S. aureus (MSSA) and methi-
cillin-resistant S. aureus (MRSA). The 
difference between the two main struc-

tural-component class of bacteria are 
that gram-negative bacteria have thicker 
cell walls and are more difficult to treat 
than gram-positive bacteria.
http://tinyurl .com/ya6vnfqo

AND
http://tinyurl .com/y74o8b98

Synspira Announces First Patient 
Dosed in Phase 1a Study of SNSP113 
in Cystic Fibrosis

Synspira announced initiation of a 
Phase 1a first-in-human trial, multi-cen-
ter study of SNSP113 in development 
for use in pulmonary complications of 
cystic fibrosis. SNSP113 has the poten-
tial to improve pulmonary function by 
reducing the viability of recalcitrant 
infectious bacteria, reducing inflamma-
tion and facilitating clearance of associ-
ated biofilms and mucus. The Phase 1a 
first-in-human trial will assess the safety 
and tolerability of single ascending 
doses in healthy individuals and will 
advance into stable CF patients in 2018. 
Pre-clinical studies suggest that 
SNSP113 has the potential to target 
significant infections in cystic fibrosis, 
including those driven by Burkholderia 
and non-tuberculous Mycobacterium. 
SNSP113 is a glycopolymer-based thera-
peutic being developed as an inhaled 
treatment. As a modified polysaccha-
ride molecule, SNSP113 interacts with 
structural polymers in protective bacte-
rial biofilms, breaking them apart, and 
with native glycoproteins in mucus, 
reducing mucus viscosity and adhesion. 
SNSP113 also interacts with the cell 
walls of invading bacteria increasing 
their permeability, thereby reducing 
their inherent viability and potentiating 
the efficacy of antibiotics.
http://tinyurl .com/y9vt48j3

Polyphor launches the development of 
an inhaled antibiotic Murepavadin

Polyphor Ltd. has announced the 
development of an inhaled dosage form 
of its breakthrough antibiotic 

Murepavadin. Murepavadin (POL7080) 
is the first representative of the Outer 
Membrane Protein Targeting Antibiotics 
(OMPTA), a class of antibiotics against 
Gram-negative bacteria with a novel 
mode of action discovered by Polyphor. 
It is a precision antibiotic specifically 
targeting Pseudomonas aeruginosa and 
is highly potent and active against multi-
drug resistant strains. No cross-resis-
tance with a current standard of care 
antibiotics has been observed.
http://tinyurl .com/ybfjkngv

AND
http://tinyurl .com/y887wlp2

Sound Pharmaceuticals Initiates 
STOP Ototoxicity Study in Cystic 
Fibrosis

Sound Pharmaceuticals (SPI) is 
pleased to announce that it has initiat-
ed enrollment in its first study (The 
STOP Ototoxicity study) involving cys-
tic fibrosis patients receiving antibiotics 
that cause inner ear disease or ototoxic-
ity. CF patients are vulnerable to oto-
toxicity because they receive repeated 
courses of tobramycin or amikacin (ami-
noglycosides), through inhaled and 
injected routes of administration. A 
serious and common side effect of ami-
noglycoside antibiotic treatments 
involves damage to several sensorineu-
ral structures within the inner ear, and 
is defined medically as ototoxicity. 
Hearing loss, tinnitus, vertigo and/or 
dizziness are commonly experienced fol-
lowing aminoglycoside treatment, but 
are often under reported due to the 
poor implementation of specific diag-
nostic protocols or neurotologic assess-
ments. Another factor is the absence of 
an interventional strategy that would 
prevent or treat the ototoxicity. SPI has 
designed and is now implementing a 
novel approach to documenting and 
ultimately treating aminoglycoside 
induced ototoxicity.
http://tinyurl .com/yanakd7k

TILLMAN continued from page 31
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Predatory bacteria found in study of 
cystic fibrosis patients’ lung microbi-
ome

Cystic fibrosis patients have a wide 
variety of bacteria in their lungs, includ-
ing two “predators” not detected before. 
Using a laboratory technique called next-
generation sequencing, investigators 

found a wide range of bacterial species, 
including Pseudomonas aeruginosa, 
Staphylococcus aureus, Burkholderia 
and Pandorea. What surprised research-
ers was also finding two types of predator 
bacteria among the samples. 
Vampirovibrio, bacteria that destroys 
cells by sucking out its contents, and 

Bdellovibrio, which enters cells and feeds 
on its proteins, were found. Developing 
a novel computer science model to 
explain the relationship between these 
predators and potential prey bacteria, the 
investigators hypothesized that the preda-
tors, in the early stage of disease, may 

Continued on page 36
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prevent the colonization of bacteria like 
P. aeruginosa normally associated with 
cystic fibrosis. Predator bacteria are ubiq-
uitous and usually found in environmen-
tal aquatic ecosystems. In humans, a 
recent study has found them in the 
intestinal microbiota of healthy individu-
als and in patients with cystic fibrosis. 
The findings indicate that the lung 
microbiota in cystic fibrosis patients is 
more complex than believed. This study 
suggests that predatory bacteria could be 
used as a therapeutic strategy to reduce 
the bacterial load of the lungs of CF 
patients.
http://tinyurl .com/yakfne2r

Savara Announces Start of Pivotal 
Phase 3 AVAIL Study of AeroVanc

Savara, Inc., announced the initia-
tion of the AVAIL study, a Phase 3, 
randomized, double-blind, placebo-con-
trolled study of AeroVanc (vancomycin 
hydrochloride inhalation powder) for 
the treatment of persistent methicillin-
resistant Staphylococcus aureus (MRSA) 
lung infection in individuals living with 
cystic fibrosis. There are no approved 
inhaled treatment options for gram 
positive MRSA lung infection despite 
the increase in MRSA prevalence, now 
affecting approximately 26 percent of 
people with CF in the United States. In 
a randomized, double-blind, placebo-
controlled Phase 2 study in CF patients 
with persistent MRSA infection, 
AeroVanc reduced MRSA density in 
sputum, and showed encouraging 
trends of improvement in lung func-
tion, and respiratory symptoms, as well 
as prolongation of the time to use of 
other antibiotics, with best responses in 
subjects under 21 years of age. 
http://tinyurl .com/y77t2pu3

CF Patients Increase Bacterial Load 
But Lose Bacterial Diversity As They 
Age, Study Finds

Cystic fibrosis patients have more 
bacteria but lower bacterial diversity in 

their lungs than people without CF — 
yet bacterial diversity diminishes with 
age in CF patients.

The airways of CF patients usually 
harbor complex bacterial communities, 
also referred to as microbiota. Yet not 
much is known about the variability of 
these airway communities and their 
dynamics during disease. For this rea-
son, researchers  aimed to characterize 
the microbiota in the lungs of CF 
patients and determine its relationship 
to inflammation and disease status. 
Among CF patients, scientists found 
that airway microbiota differed substan-
tially by patient’s age. Children younger 
than 2 years old with CF had a higher 
diversity of bacteria than did children 6 
years or older, with a lower proportion 
of classical CF pathogens (namely 
Pseudomonas, Staphylococcus and 
Stenotrophomonas). With increasing 
age and increasing inflammation, 
microbiota diversity decreased, with tra-
ditional CF-associated bacteria compris-
ing more than 70 percent of the airway 
communities from older CF patients. 
Scientists also found that non-classical 
CF pathogens were dominant in 20 
percent of both pediatric and adult CF 
patients. The clinical impact of non-
traditional pathogens in CF is still 
unclear. CF patients displayed higher 
bacterial loads, lower diversity and dis-
tinct community structures than did 
non-CF pediatric controls. The team 
believes that exposure to traditional CF 
pathogens may be common in CF and 
non-CF patients, but the host environ-
ment or exposure to antibiotics may 
alter the survival of these microbes 
within the community.
http://tinyurl .com/y99ygzsm

AND
http://tinyurl .com/y9mn74qc

FYI
Prevalence and characteristics of 
chronic kidney disease among Danish 
adults with cystic fibrosis. Kristina H. 

Berg, Lene Ryom, Daniel Faurholt-
Jepsen, Tania Pressler, Terese L. 
Katzenstein. Journal of Cystic Fibrosis. 
Article in Press

With improved prognosis of CF, co-
morbidities including chronic kidney 
disease (CKD) are becoming increas-
ingly important. Identification of those 
at highest CKD risk is an important 
consideration. The authors determined 
that CKD prevalence is high and related 
to age, diabetes, chronic infection, 
transplantation and aminoglycosides 
use.
http://tinyurl .com/yaxgrf9q

Cystic Fibrosis: A Risk Condition for 
Renal Disease. Domenico Santoro MD, 
Adele Postorino MD, Cristina Lucanto 
MD, Stefano Costa MD, Simona 
Cristadoro MD, Salvatore Pellegrino 
MD, Giovanni Conti MD, Michele 
Buemi MD, Giuseppe Magazzù MD, 
Guido Bellinghieri MD. Journal of 
Renal Nutrition. Vol 27, Issue 6, Nov. 
2017. Pgs. 470-473

Renal disease is reported as a rela-
tively rare complication in adult patients 
with CF. Researchers evaluated protein-
uria and chronic renal failure (CRF) in 
a population of patients with CF and 
found a higher prevalence of renal dis-
ease in patients with CF than was previ-
ously described. The main reason may 
be related to increased life expectancy 
because of better management. 
Moreover, patients with ΔF508 homo-
zygosis had a higher risk of proteinuria.
http://tinyurl .com/y74oanap

Vitamin D3 deficiency and its associa-
tion with nasal polyposis in patients 
with cystic fibrosis and patients with 
chronic rhinosinusitis. Konstantinidis, 
Iordanis; Fotoulaki, Maria;  Iakovou, 
Ioannis; Chatziavramidis, Angelos; 
Mpalaris, Vasilios;  Shobat, Kseniya; 
Markou, Konstantinos. American 
Journal of Rhinology & Allergy, Volume 
31,  Number 6, November/December 
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Please accept the enclosed donation 
toward the great work your organization 
does for the community of adults living 
with cystic fibrosis . 

Janice Siegel
East Lansing, MI

We love what you guys are doing!
Jennifer Ballard

 Lebanon, NJ

Enjoy your newsletter very much . Thank you .
Mary Holmes 

Pearl River, NY
Good on Kathy Russell .

Paul Quinton
San Diego, CA

Merry Christmas Lauren & Ryan Hunsaker .
Tara Mize 

Houston, TX

Mailbox

2017, pp. 395-400(6)
Currently vitamin D3 (VD3) or 

cholecalciferol is considered an immu-
nomodulator that may be implicated in 
nasal polyposis (NP) pathophysiology. 
This study aimed to investigate if defi-
ciency of VD3 is associated with the 
presence of NP in patients with cystic 
fibrosis and patients with chronic rhi-
nosinusitis (CRS). Researchers found 
that VD3 deficiency seemed to be asso-
ciated with the presence of nasal polyps 
in the patients with CRS and in the 
patients with CF in a similar manner. 
The lower the level of serum VD3, the 
more severe the mucosal disease was 
found in the imaging studies and the 
more frequent microbial colonization of 
the patients with CF and the patients 
with CRS.
http://tinyurl .com/ybxfvp7e

Bicarbonate in cystic fibrosis. Karl 
Kunzelmann, Rainer Schreiber, Hans 
Beat Hadorn. Journal of Cystic Fibrosis. 
November 2017. Volume 16, Issue 6, 
Pages 653–662

Research has concentrated on 
abnormal Cl- and Na+ transport, but 
neglected bicarbonate as a crucial factor 
in CF. The available data indicate 
impaired bicarbonate transport not 
only in the pancreas, intestine, airways 
and reproductive organs, but also in 
salivary glands, sweat duct and renal 

tubular epithelial cells. Defective bicar-
bonate transport is closely related to the 
impaired mucus properties and mucus 
blocking in secretory organs of CF 
patients, causing the life threatening 
lung disease.
http://tinyurl .com/yb3fz4aa

A single bout of maximal exercise 
improves lung function in patients 
with cystic fibrosis. Matthew A. Tucker, 
Reva Crandall, Nichole Seigler, Paula 
Rodriguez-Miguelez, Kathleen T. McKie, 
Caralee Forseen, Jeffrey Thomas, Ryan 
A. Harris. Journal of Cystic Fibrosis. 
November 2017. Volume 16, Issue 6, 
Pages 752–758

Responses to a single bout of exer-
cise may provide critical information for 
maximizing improvements in pulmo-
nary function following exercise train-
ing in cystic fibrosis (CF). The authors 
determined that a single bout of maxi-
mal exercise acutely improves pulmo-
nary function in patients with CF and 
improvements may be related to peak 
work and peak pulmonary ventilation.
http://tinyurl .com/yam7fc9s

The relationship between sweat chlo-
ride levels and mortality in cystic fibro-
sis varies by individual genotype. Julia 
C. Espel, Hannah L. Palac, Ankit 
Bharat, Joanne Cullina, Michelle 
Prickett, Marc Sala, Susanna A. 

McColley, Manu Jain. Journal of Cystic 
Fibrosis. Article in Press

The association between CFTR 
genotype, sweat chloride and mortality 
has been inconsistent, but no previous 
analyses have examined the association 
stratified by individual genotypes. By 
examining the CFF Patient Registry, the 
authors established that there is signifi-
cant variability in sweat chloride distri-
bution across CFTR class 2–5 geno-
types. The relationship between sweat 
chloride and mortality varies by geno-
type with a relatively strong relationship 
in R117H/F508del patients.
http://tinyurl .com/y7o8e7qh

End-of-life practice patterns at U.S. 
adult cystic fibrosis care centers: A 
national retrospective chart review. 
Elaine Chen, Karen Homa, Jessica 
Goggin, Kathryn A. Sabadosa, Sarah 
Hempstead, Bruce C. Marshall, Albert 
Faro, Elisabeth P. Dellon. Journal of 
Cystic Fibrosis. Article in Press.

Adults dying due to CF in the 
United States most commonly die in an 
ICU, with limited and variable use of 
hospice and Palliative Care Services. 
Palliative care and advance care plan-
ning are recommended as a routine part 
of CF care.
http://tinyurl .com/ycldd9md

Continued on page 38
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EXACERBATIONS
Procalcitonin, erythrocyte sedimenta-
tion rate and C-reactive protein in 
acute pulmonary exacerbations of cys-
tic fibrosis. Geoffrey Loh, Ilya Ryaboy, 
Andrew Skabelund, Alicia French. The 
Clinical Respiratory Journal. 19 
September 2017

The aim of this study was to iden-
tify inflammatory markers that may 
help to identify the need for antibiotics 
and exacerbation as well as predict risk 
of exacerbations. Erythrocyte sedimen-
tation rate (ESR), C-reactive protein 
(CRP) and procalcitonin levels are com-
mon inflammatory markers. ESR and 
CRP significantly increased during 
exacerbation. Procalcitonin did not 
increase during exacerbations. Thus, 
ESR and CRP are useful markers for 
CF exacerbations, as levels rise with 
exacerbations. Baseline elevations in 
ESR and CRP were noted to show an 
increased risk for CF exacerbations. 
Procalcitonin, in contrast, is not a use-
ful inflammatory marker.
http://tinyurl .com/y8agqqgy

PATHOGENS
Group B streptococcus (GBS) is an 
important pathogen in human disease- 
but what about in cystic fibrosis? 
Kate  Skolnik, Austin  Nguyen, 
Christina S. Thornton, Barbara Waddell, 
Tyler Williamson, Harvey R. Rabin and 

Michael  D.  Parkins BMC Infectious 
Diseases. 2 October 2017

Group B Streptococcus (GBS) is a 
common bacteria capable of causing 
severe invasive infections. GBS has 
occasionally been found in the sputum 
of cystic fibrosis patients. However, the 
epidemiology and clinical significance 
of GBS in CF are not understood. The 
researchers concluded that in adults 
with CF, GBS is uncommon and is gen-
erally a transient colonizer of the lower 
airways. Despite the presence of struc-
tural lung disease and impaired innate 
immunity in CF, incident GBS infec-
tion did not increase pulmonary exacer-
bations (PEx) risk, PEx frequency, rate 
of lung function decline or other 
adverse clinical outcomes.
http://tinyurl .com/ycylbpyx

TREATMENTS
The safety of lumacaftor and ivacaftor 
for the treatment of cystic fibrosis. 
Talamo Guevara M, McColley S; Expert 
Opinion on Drug Safety (Aug 2017)

This article reviews safety of this 
therapy. It states that lumacaftor-iva-
caftor therapy may be associated with 
ocular and hepatic side effects. Specific 
recommendations for monitoring are 
available. Dyspnea may occur, especially 
during initiation of treatment. Potential 
drug interactions should be evaluated 
in patients taking combination therapy. 

The risk benefit ratio of lumacaftor-iva-
caftor favors therapy.
http://tinyurl .com/y93m79h4

Lumacaftor/ivacaftor in patients with 
cystic fibrosis and advanced lung dis-
ease homozygous for F508del-CFTR. 
Jennifer L. Taylor-Cousar, Manu Jain, 
Tara Lynn Barto, Tarik Haddad, Jeffrey 
Atkinson, Simon Tian, Rui Tang, 
Gautham Marigowda, David Waltz, 
Joseph Pilewski. Journal of Cystic 
Fibrosis. Article in Press

This research evaluated the safety, 
tolerability, and efficacy of lumacaftor/
ivacaftor in patients with cystic fibrosis 
(CF) with severe lung disease. Compared 
with patients with higher lung func-
tion, respiratory events were more com-
mon in patients with ppFEV1

 < 40; 
aside from these events, the lumacaftor/
ivacaftor safety profile was consistent 
with previous studies. Results suggest 
that patients with ppFEV

1
 < 40 may 

benefit from treatment initiation at a 
lower dose with increased monitoring 
before increasing to the full dose.
http://tinyurl .com/y7menlks

Antibiotic exposure and interpersonal 
variance mask the effect of ivacaftor on 
respiratory microbiota composition. 
Anton Y. Peleg1, Jocelyn M. Choo1, 
Katherine M. Langan1, Deirdre 
Edgeworth, Dominic Keating, John 

TILLMAN continued from page 37

BE SURE TO CHECK US OUT ON SOCIAL MEDIA:

FB CF Roundtable: www.facebook.com/CFRoundtable and 

FB CF Connect: www.facebook.com/groups/cfconnect

Twitter: https://twitter.com/CFRoundtable

Linked In: https://www.linkedin.com/company/us-adult-cf-association-usacfa-
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Wilson2, Geraint B. Rogers2, Tom 
Kotsimbos, Tom Kotsimbos. Journal of 
Cystic Fibrosis. Article in Press

G551D is a class III mutation of the 
cystic fibrosis transmembrane regulator 
(CFTR) that results in impaired chloride 
channel function in cystic fibrosis. 
Ivacaftor, a CFTR-potentiating agent, 
improves sweat chloride, weight, lung 
function and pulmonary exacerbation 
rate in CF patients with G551D muta-

tions, but its effect on the airway micro-
biome remains poorly assessed. The 
researchers report that the short-term 
impacts of ivacaftor therapy on sputum 
microbiota composition in patients with 
G551D mutations are modest compared 
to those resulting from antibiotic expo-
sure, and may be masked by changes in 
antibiotic treatment regimen.
http://tinyurl .com/ydf89hub

A treatment evaluator tool to monitor 
the real-world effectiveness of inhaled 
aztreonam lysine in cystic fibrosis. 
Barry J Plant, Damian G Downey, Joe A 
Eustace, Cedric Gunaratnam, Charles S 
Haworth, Andrew M Jones, Edward F 
McKone, Daniel G Peckham, R. Ian 
Ketchell, Diana Bilton. J of CF. 
November 2017 Volume 16, Issue 6, 
Pages 695–701

Continued on page 40
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In patients with CF in routine prac-
tice, inhaled aztreonam lysine is associ-
ated with improved lung function and 
weight, and reduced hospitalization and 
intravenous antibiotic use.
http://tinyurl .com/ybmyvg3j

LUNG TRANSPLANT
Voriconazole and squamous cell carci-
noma after lung transplantation: A 
multicenter study. B. Hamandi, C. 
Fegbeutel, F. P. Silveira, E. A. 
Verschuuren, M. Younus, J. Mo, J. Yan, 

P. Ussetti, P. V. Chin-Hong, A. Solé, C. 
L. Holmes-Liew, E. M. Billaud, P. A. 
Grossi, O. Manuel, D. J. Levine, R. G. 
Barbers, D. Hadjiliadis, J. Aram, L. G. 
Singer, S. Husain. American Journal of 
Transplantation. 16 October 2017

This study evaluated the indepen-
dent contribution of voriconazole to 
the development of squamous cell carci-
noma (SCC) in lung transplant recipi-
ents, by attempting to account for 
important confounding factors, particu-
larly immunosuppression. Findings 

revealed that exposure to voriconazole 
was associated with increased risk of 
SCC of the skin in lung transplant 
recipients. Benefits of voriconazole use 
when prescribed to lung transplant 
recipients  should be carefully weighed 
versus the potential risk of SCC.
http://tinyurl .com/ydxyxbgu s

Laura Tillman is 70 and has CF. She is a 
former Director and President of USACFA. 
She and her husband, Lew, live in Northville, 
MI.
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