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Living As Long As Moses: A CF Story

By Rod Spadinger
ome on the outside of our CF
community may view having cys-

S tic fibrosis as a curse, but those

who hold that mindset do not know
us. This is my CF Story.

Despite living in  Honoluluy,
Hawaii, I was introduced to Dr. Robert
Kramer in Dallas, Texas, after becom-
ing critically ill at age four. He provided
me with my first lease on life. In 1976,
exercise was not seen as the CF elixir of
life, as it is now. Nevertheless, in order
to keep me comfortable, Dr. Kramer
enjoined my parents to make me run
daily at the age of four. Under the
threat of sanctions that would limit my
viewing of Sesame Street, | ran for at
least five miles a day, every day, which
eventually led me to compete in the
Cross-Country  National  Junior
Olympics from the ages of seven
through nine, and in track events held
in Finland and in the USSR upon high
school graduation, despite being diag-
nosed with multiple sclerosis at 17. I
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ceased running as my MS diagnosis
initiated a slow but steady spiral in my
health. In 2012, 23 years later, my PFTs
hovered around 25%. Despite this, I
was convinced that a transplant would
never be a necessity for me as | expect-
ed to live forever.

After an emotional half-hour
discussion, we agreed that I would fly to
Texas in a number of days to be formally

listed for transplant.

Even so, I met my Kryptonite in
the form of a five-day trip that began
with a 25-hour Alaskan experience,
followed by visits to Seattle and San
Diego in December 2018. That trip
proved to be the turning point for my
lungs. During the months following, I
was admitted for multiple hospital
stays. The doctors and nursing staff at
Straub Hospital were quickly becom-
ing my second family. I remember

~

telling a coworker during that time
that I had finally reached the level
where my lung functions would no
longer improve after each hospitaliza-
tion; rather, they would decline slowly
over time. [ still maintained I would
never die, that I was going to live lon-

ger than Moses.

In late July 2017, my lung func-
tion was 17%. During one of my
appointments, my CF doctor told me
that if I didn’t leave Hawaii by that
weekend to receive a transplant in
Texas, there was not much more he
could do for me. After an emotional
half-hour discussion, we agreed that I
would fly to Texas in a number of days
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EDITOR’S NOTES_

ummer is in full swing! And with it, at least here in Texas, the

100-degree temperatures. This issue we're focusing on a hot topic—

diversity of all kinds in the CF community. One of our directors, Tré
LaRosa, expresses his views on the Black Lives Matter movement and what
we can do to further inclusion within the CF community. We're also fea-
turing a story about being trans in the CF community as well as a story
from an African American man chronicling his experience in the CF com-
munity as a Black man. Tannaz Motevalli details her story growing up as
a queer person of color with CF. Teena Mobley talks about living her best
life regardless of her skin color, while Ashley Wilson details her own expe-
riences within the CF community, as both an individual of mixed race and
a person of color. Dr. Xan Nowakowski talks about the importance of sex
identity awareness within the healthcare community. Daniel Gonzalez
relays his experiences with limited healthcare resources growing up in a
different country. In that same vein, Isa Stenzel Byrnes writes about the
challenges we all face right now and how those challenges are especially
difficult for racial minorities and/or underprivileged individuals.

We're excited to welcome former LMK scholarship winner, Grace
Knight, to our growing board of directors. You can read her story on
page 37. You'll also find Andrea Eisenman’s review of Tim Wotton’s
memoir on cheating death. In the “Voices From The Roundtable” sec-
tion we're featuring an interview with Mohamad Elsayyed, a Muslim
Palestinian refugee living near Beirut, Lebanon, who is the lucky recipi-
ent of a vest donated by the CF Vests fO?r Life foundation. You can read
the backstory about this foundation and one of the co-founders in the
cover story by Rod Spadinger. You can also read about Andrew Kirby’s
journey with sobriety and Laura Mentch’s work with the Cystic Fibrosis
Reproductive and Sexual Health Collaborative.

Beth Sufian breaks down the Family and Medical Leave Act (FMLA)
in her column “Ask The Attorney.” Molly Pam talks about diversity in
family and what growing a family means in her column. Lara Govendo
writes about the importance of unity and truly listening to each other in
a time when emotions run high. You can read about tips for managing
your CFRD during these hot summer days and backyard BBQs in Kat
Porco’s column this issue. Kathy Russell writes about the many reward-
ing changes since starting Trikafta. Dr. Julie Desch lists various tools for
controlling the fightorflight response when processing how we experi-
ence CF. Dr. David Gudis answers questions about best practices with
an ENT visit during COVID-19.

In our “In The Spotlight” segment this issue we interview Nathan
Tallent, a man with multiple degrees who absolutely loves guest services
in the hotel industry. He talks about his incredible work-life balance and
his passion for helping others.

Enjoy this summer issue! In the words of Effie Trinket from Hunger
Games, may the odds be ever in your favor, Sydna.

r

Publication of GF Roundtable is made possible by donations from our readers and grants from Sustaining Partners - AbbVie,
Gilead Sciences, Maxor Specialty Pharmacy, Mylan, Two Hawks Foundation in Memory of Dr, Lisa Marino, and Vertex
Pharmaceuticals; Pearl Sustaining Partners - Boomer Esiason Foundation, Cystic Fibrosis Foundation, John & Susan McMurry
Fund in memory of Peter McMurry; Diamond Sustaining Partners - Marina Day, Trustee of the McGomb Foundation,
Nancy Wech (in memory of daughter, Lauren Melissa Kelly & in honor of son, Scott Kelly).
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Information From
The Internet...

Compiled by Laura Tillman

A Newly Discovered Disease May Lead
To Better Treatment Of Cystic Fibrosis

Researchers have discovered a novel
disease that might lead to a better under-
standing of cystic fibrosis and new treat-
ment options in the future. The cause of
cystic fibrosis are mutations in the cystic
fibrosis transmembrane conductor regula-
tor gene (CFTR). The researchers discov-
ered a new disease that is caused by
defects in another chloride channel,
TMEMI16A. This channel is also present
on the surface of airway cells. The team
evaluated the cellular effects of the disor-
der that is caused by a total loss of
TMEMI6A function. Surprisingly, they
discovered that not only TMEM16A but

LAURA TILLMAN

also CFTR is not functional in these
patients. Patients with TMEMI16A defi-
ciency don’t have any respiratory symp-
toms at all. A loss of CFTR function due

to lack of TMEM16A does not lead to
clinical symptoms of cystic fibrosis. Taken
together, these results raise an intriguing
question: Could the pharmacological
inhibition of TMEMI6A improve the
respiratory symptoms of patients with
cystic fibrosis! A significant reduction of
mucus production and secretion as a con-
sequence of TMEMIOGA inhibition has
previously been shown under laboratory
conditions. Thus, potent and well-tolerat-
ed TMEM 16-inhibitors, which have FDA-
approval for other diseases, should be
further examined in preclinical and clini-
cal studies to be use in CF lung disease
and other inflammatory airway diseases.
https://tinyurl.com/y7kfm9wn
AND
https://tinyurl.com/ybaql97¢
AND

https://tinyurl.com/yd88vmvf

For CF, Promising Antibiotic
Developed For Drug-resistant Lung
Infections

Eontinued on page 9

| Spring (May) 2021: Sexuality and Sexual Health in CF. (Submissions due March 2021.)

LOOKING AHEAD

lease 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, humor-

ous 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. Email all submissions to:
cfroundtable@usacfa.org. Or go to our website: www.cfroundtable.com/newsletter.

Summer (August) 2020: Diversity in the CF Community. (Current issue.)

Autumn (November) 2020: People with CF Who Have Started A Business. (Submissions due September 15, 2020.)
What type of business have you started or are planning to launch? Was it geared toward the CF community or to the
general population? What has been helpful? And what have you learned from your experience?

Winter (February) 2021: Late Diagnosis of CF. (Submissions due December 15, 2020.) How did your CF diagnosis
help you with existing, untreated health issues? What acceptance or resistance have you experienced within the CF
community? What resources have helped you in processing your diagnosis?

CF Roundtable § Summer 2020
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ASK THE ATTORNEY

Family And

Medical
Leave

By Beth S. Sufian, J.D.

The Family Medical Leave Act (“FMLA”)
became law in 1993. Some individuals
with CF have recently used FMLA to
obtain 12 weeks of leave from work because
of a need to take care of themselves. Others
have been given inaccurate information
regarding the ability to take FMLA leave to
care for oneself, a child, or a parent who has
CFE. Some employers have confused the
requirements for Public Health Emergency
Leave (“PHEL”), a new type of leave, with
the regular FMLA criteria.

The information provided below is not
legal advice about a specific situation and
is only meant to be legal information. If you
have questions, please contact the CF Legal
Information Hotline at CFLegal@sufian-
passamano.com or call 1-800-622-0385.
Q1: Is it true some employers do not have
to provide FMLA leave?

Al: Yes, not all employers have to pro-
vide FMLA leave. Employers who are
covered by FMLA leave:

(a.) Private employers with 50 or
more employees (during 20 or more
work weeks in the current or preceding
calendar year); and

(b.) Public employers (such as local,
state, or federal government agencies);
and

(c.) Public or private elementary or
secondary schools.

Q2: Are all employees working for a
covered employer able to receive FMLA
leave?

A2: To be eligible for FMLA leave, the

employee must meet the following criteria:
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(a.) Employee must work for a cov-
ered employer; and

(b.) Employee must have worked
for the employer for at least 12 months
prior to requesting leave; and

(c.) Employee must have worked at
least 1,250 hours during the 12 months
immediately preceding the request for
leave; and

(d.) Employee must work at a loca-
tion where the employer has at least 50
employees within 75 miles.
Q3: Can I take FMLA leave because I
want to avoid the risk of contracting
COVID-19?
A3: Employees are permitted to take
FMLA leave for a specific qualifying
reason only. The employee may request
leave to care for their own serious
medical condition, the serious medical
condition of a family member, or to
care for a newly arrived child.

FMLA does not require an employ-
er to approve FMLA to avoid the risk of

BETH SUFIAN

Pandemic, Workplace Rights,
And Cystic Fibrosis®

becoming infected with a virus. An
employee can always ask an employer
for unpaid leave even if the FMLA
requirements are not met. However,
the employer is not legally obligated to
provide the leave.

Q4: What are qualifying reasons for
FMLA leave?

A4: An employee eligible for FMLA
leave may request leave for any of the
following qualifying reasons:

(a.) Employee needs to care for the
birth or placement of a son or daugh-
ter; or

(b.) Employee needs to care for his
or her spouse, son, daughter, or parent
with a serious health condition; or

(c.) Employee needs to care for
themselves and has a serious health
condition; or

(d.) Employee qualifies for the
Military Family Leave Provisions.

For purposes of the FMLA, “seri-
ous health condition” is defined as an
illness, injury, impairment, or physical
or mental condition that involves inpa-
tient care or continuing treatment by a
healthcare provider. According to U.S.
Department of Labor guidance, a per-
son who needs to perform daily medi-
cal treatments to prevent incapacity is
considered someone who has continu-
ing treatment by a healthcare provider.
See FMLA regulations §825.113,
825.114, 825.115.

Q5: I have CF and I have child who is
five years old who does not have CF.
This summer his day care is closed
because of COVID-19. Can I take
FMLA leave for the next 12 weeks!

A5: FMLA leave can be taken if there
is a need to care for a child with a seri-
ous health condition. If the child does
not have a serious condition, and you
are not able to show you cannot work
due to your serious health condition,
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then the FMLA requirements will not
be met.

However, under the Families First
Coronavirus Response Act (“FFCRA”),
Congress amended the FMLA to create
a new form of leave, PHEL, to address
the COVID-19 pandemic. PHEL is
available when:

(a.) Worker is employed by an
employer with 500 or fewer employees.

(b.) Employee has worked at least
30 days for the employer.

(c.) Employee is unable to work
due to need to care for a minor child
because the child’s school is closed (or
childcare is unavailable) due to emer-
gency declaration by federal, state, or
local authority related to COVID-19.

(d.) Healthcare providers and first
responders are excluded.

(e.) A small employer under 50
employees can elect not to provide
PHEL if they can show granting the
leave would jeopardize the viability of
the business enterprise.

(f.) The first two weeks (or 10 work
days) of PHEL are unpaid. After the
initial 10 days, employer must pay the
employee on PHEL 2/3 the employee’s
regular compensation rate for regular
number of hours. Paid PHEL is capped
at $200 per day and $10,000 aggregate
for the whole leave period.

(g.) PHEL can be up to 12 weeks of
leave, but it could end sooner. If the
qualifying reason for PHEL ends (no
longer caring for minor child whose
school or childcare is closed due to
COVID-19), the leave will also end.

(h.) PHEL was adopted by Congress
to address the COVID-19 emergency
and the statute expires on December
31, 2020.

Q6: I asked for FMLA, but my employ-
er says that since FMLA is unpaid I
could just quit and be rehired when I
am rteady to return. Why do I need
FMLA leave?

A6: Although federal FMLA is typically

unpaid (unless there is a state law that

CF Roundtable § Summer 2020
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provides paid leave), there are impor-
tant protections that come with FMLA
leave:

(a.) Employee on leave retains their
status as a current employee during a
period of FMLA leave.

(b.) As a current employee, the
worker remains enrolled and eligible to
receive employee benefits, such as
employersponsored health insurance.

(c.) At the end of the FMLA leave
period, the employee is entitled to
return to the same, or substantially
similar, position that they held when
they requested the FMLA leave at the
same rate of pay and with the same
benefits.

Q7: My employer granted my request
for FMLA but says that I must use my
accrued paid time off (like sick leave
and vacation time) during FMLA leave.
I want to save my paid time off for
when I need it. Can the employer make
me use accrued paid time off as part of
my FMLA leave?

A7: Yes. Leave taken under federal
FMLA is unpaid leave. However, the
employee may use, and the employer
may even require the employee to use,
any amount of accrued paid time off
(such as sick leave, vacation leave, or
other paid leave) as part of the FMLA
leave period.

Although the federal FMLA does
not provide for paid leave, some states
have adopted their own version of
family and medical leave which do
provide for paid leave. Some states
have state laws that cover smaller
employers. Google your state name
and the words “paid family leave” to
find out if your state provides paid
leave under state law. A

Beth is 54 and has CF. She is an attorney
who specializes in disability law and is the
President of USACFA. Her contact infor-
mation is on page 2. You may contact her
with your legal questions about CFelated
issues at CFLegal@sufianpassamano.com.

What is the Boomer Esiason
Foundation?

In 1993, NFL Quarterback, Boomer
Esiason, learned that his son, Gunnar,
was diagnosed with the incurable
genetic disease cystic fibrosis (CF).
Never ones to back down from a fight,
he and his wife, Cheryl, founded BEF
and decided then and there to fight
for a cure and for the cystic fibrosis
community.

Cystic Fibrosis is an inherited
chronic disease that affects the
lungs, digestive system, and repro-
ductive system of about 30,000
Americans by causing a thick build-
up of mucus that leads to blockage,
inflammation, and infection.

What does BEF do?

In addition to assisting the CF com-
munity with the following programs,
we also support CF clinics and
research centers:

* Educational Scholarships

* Lung Transplant Grant Program

* Team Boomer

* Jerry Cahill’s Cystic Fibrosis
Podcasts & Wind Sprints

* Breathe In Podcast

* CF Patient Disaster Relief
Program

* CF Step-by-Step Video Series

* Gunnar Esiason Blog

* Tru Heroes Nursing Program

* You Cannot Fail Hospital Bags

* CF Education Days & CF
Speaking Engagements

www.esiason.org
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%] SPIRIT MEDICINE

Il around the globe, people are
A enduring the consequences of

the COVID-19 pandemic. For
the first time in human history, we are
all together, joined in the same cause—
protecting human health, wearing
masks, and focusing on priorities.
While we all appear to be in the same
boat, we are, in fact, not. The poor and
economically marginalized are at much
higher risk of catching this disease and
dying from it. And, this June, our
country is facing another devastating
fight against social injustice and racial
inequities. Life is chal-

Mette in Norway, my friend Sandra in
Spain, my friend Akihiro in Japan, and
my friend Fabian from Germany. I have
been blessed to meet friends with CF
who are from Turkey and Saudi Arabia.
There is something comforting to know
that we Americans are not the only ones
facing this disease. It has been fascinat-
ing to learn how certain countries care
for their CF patients—with nationalized
health care, the focus is more aggres-
sively on preventative care rather than
exacerbation care. And it has been trag-
ic. In some countries, there is little that

The Spirit of Unfairness With CF
Across The Globe

By Isabel Stenzel Byrnes

can be done for CF patients. In families
with limited resources, parents with
many children simply cannot give their
CF child the care and focus needed
since their healthy children—the ones
with a chance—must be prioritized.

My sister Ana, who was a genetic
counselor and had CF, gave a talk on
CF genetics at CFRI in 2002. She
shared that the deltaF508 gene evolved
52,000 years ago. She joked that, in
fact, we CFers did have a common
ancestor and we really are all a family.
Sadly, though, our health and survival

rates are determined by our

lenging for everyone, due
to uncertainty and insecu-
rity, and even more so for
the underprivileged and
for racial minorities.
There are aspects of
these circumstances that
are parallel to living with
cystic fibrosis. All around

Sadly, our health and survival rates
are determined by our location. Some
of us are privileged to be born in
countries where CF care is available.

location. Some of us are
privileged to be born in
countries where CF care is
available. This country’s
medical system is far from
perfect, but we are given a
chance.

Though our country
has a long way to go, in

the globe, young people
and their families are struggling to sur-
vive with CF. Like the disparities in the
United States, the disparities in CF
care and access to medication are vast
and heartbreaking. Life expectancy is
dramatically lower in developing coun-
tries. When I was getting listed for a
transplant, I heard about a woman
whose daughter in Japan was fighting
CF. She did not have proper enzymes
and the chance of getting a lung trans-
plant was almost zero. She looked like
she was 10 years old, but she was 18—
the oldest known child with CF living
in Japan. She died in 2004. My heart
broke for the unfairness of her situa-
tion in this wealthy, advanced country.
I've known people with cystic fibro-
sis from all over the world—my friend
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general we are also privi-
leged to have a culture that supports
equality of opportunity, despite our
health status. In some cultures, kids
with CF cannot go to school. In others,
patients cannot challenge their doctors.
In many cultures, women are valued for
their reproductive potential; having CF
dramatically reduces their worth. People
with CF do better with exercise; but, in
some cultures, girls aren’t even allowed
to ride a bicycle! In some cultures, ill-
ness is shameful and cannot be shared
outside of the home. Every day I thank
God I was born with CF in the United
States in 1972, at a time when opportu-
nities were unfolding for a normal life
for people with disabilities.
As a halfJapanese, halfGerman CF

patient, I've always looked different from

CF Roundtable B Summer 2020



my CF peers who are mostly Caucasian.
I've known a handful of CF peers who
are African American or Hispanic. I've
only met one other half-Asian child with
CF. The beauty of this community is
that I've always felt included, welcome,
and equal to my CF peers. I've been
embraced and loved dearly. This has
done wonders for my self-development.
cannot even imagine discrimination in
the CF community! I think it is because
the common struggle of fighting CF and
all the mental health and social conse-
quences far outweighed any differences
perceived by race and background. If
only others were so lucky.

In the last few weeks of social
unrest, ['ve talked to many elders and
people with chronic health conditions
who feel guilty that they cannot do more
to attend the antiracism and police
brutality protests. We talk about being
passive bystanders, yet want to do more
for people impacted by inequality. The
same holds true in the CF community,
not just our global community. Even in
the U.S,, there are so many people with
CF who do not have enough money for
their copayments or the extra calories
they need. There are people with CF
who are uninsured, or working in high-

risk environments, or who have lost
jobs. Life is so insecure for so many. It is
overwhelming.

Meanwhile, I'm blessed to work
from home and am both secure and
relatively healthy 16 years post-trans-
plant. I know of many CF families in
the U.S. struggling with poverty, espe-
cially those who are persons of color.
How do I live with such privilege while
others are so much less fortunate?! How
do we live life without feeling weighed
down by guilt? The emotion of guilt can
motivate me to do something, but it can
also bring me down. One thing I know
is that we are all just trying to survive.
There is so much inequity and each of
us can only do so much to make a differ-
ence. Today, while sheltering in place, I
wish I could join the courageous protes-
tors. [ wish I didn’t have to worry about
my health. But I cannot. I can only
applaud the protestors’ efforts, bless,
and support them with my heart, talk
about these issues with people in my
life, and support these causes with my
wallet. And, I can vote.

Life with CF is full of limitations. I
wish I could help more people with CF
across the globe, but I appreciate what
Jana Stanfield says: “I cannot do all the

~

good that the world needs. But the
world needs all the good I can do.”
What good can I do to cope with the
unfairness! I practice kindness to all. I
honor the life blessings I have received
by taking as good care of myself as pos-
sible. 1 seize opportunities to make a
small difference for those less fortu-
nate, including donating to interna-
tional CF causes. I send positive energy
and prayers to those with CF who are
less fortunate in the world. I learn a
language so | can communicate with
my CF peers in Japanese and Spanish.
I connect intentionally with racial
minorities with CF, knowing we are a
small bunch in this club. Mostly, I
thank God for the gift of life for all. I
can hope that all people with CF,
across all corners of the globe, can
cherish the positive experience of life
no matter how short life is or how full
of suffering their lives may be. Isn’t
that what we all try to do? A

Isabel Stenzel Byrnes is 48 and has CF. She
lives in Redwood City, California, and is
happily married to Andrew Byrnes. She
loves to hike, play the bagpipes, and be a
slow triathlete. Her email is isabear2 7@
hotmail.com.

An Update On The Speakers Bureau

e relaunched the Speakers Bureau last fall. So far,
W in 2020, we have delivered five talks. We are proud
of our ability to roll with the punches as we've had

to do since COVID-19 has forced us to suspend in-person
speeches for the calendar year. One of our directors gave a
speech to Translate Bio, Tré LaRosa spoke to Integrated
Genetics, Ella Balasa spoke to Corbus Pharmaceuticals and
Translate Bio, and Isabel Stenzel Byrnes spoke to Walgreens.
Our Speakers Bureau is able to speak on a far-reach-

ing range of topics, from daily living with cystic fibrosis,
working with CF, going to college with CF, legal measures
and CF, mental health, grief, struggling with clinics and/

or adherence to treatments, and just about anything else
you can think of. We are proud of our ability to sponsor
our speeches for companies that are looking to host and
better understand the patient experience. We are also
thrilled with our ability to educate clinics, research orga-
nizations, or just about anybody else. It is our belief that
we when we tell our stories, we improve the world for
others with CF, and, hopefully, we encourage a bit more
compassion in the world.

Please let us know if you would like to request a speaker—
or, if you have CF, if you'd be interested in joining our Bureau!

https://www.cfroundtable.com/speakers-bureau
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SPEEDING PAST 50

e've made it through another
winter. Hooray! Here in
Oregon we were so fortunate.

We had a very mild winter with only
about a halfinch of snow in total and
only a few days of quite cold weather.
Also, the east wind, which can be so
treacherous, blew for only a few days.
The low amounts of precipitation,
which ultimately left us a little short for
the water year, were the only hiccup we
encountered. I hope we will be able to
make up the rainfall shortage this
spring and early summer.

So, we got through winter only to
then get news of the dread-

An Alien No More

By Kathy Russell

would tell me that “horses sweat, males
perspire, and females glow.” 1 didn’t
glow; I sweat! It was so embarrassing to
have hands that were wet always—even
when they were cold.

My feet sweat so much that I dis-
solved leather shoes after just a few
weeks of wearing them. In warm weath-
er, when it was normal to go barefoot
out of doors, my sweaty feet would look
as if 1 never washed them because of
how the dust would adhere to my wet
feet. I would have mud between my
toes, even though they had been clean
when I went outside to play. My much

older brother used to call me Dirty
Foot! I didn’t appreciate his humor.

When I started in hospital nursing,
I had to buy new work shoes about every
six weeks. I was putting out so much salt
that I had to take salt pills at the added
rate of about 2 grams per day. I had to
wear white shoes and my sweat degrad-
ed the white dye and made the leather
crumble. I was so happy when I could
start wearing clogs as nurses did in
Europe. My feet could breathe and they
stayed a little drier. I saved a lot of
money on shoes after that.

My sweaty hands caused me embar-
rassment, too. | remember

ed COVID-19. I don't
even want to talk about
that. Fortunately, my hus-
band, Paul, and I have
both been healthy. We

have been staying at home,

For most of my life I have felt as
if I came from another planet and

was an alien here.

a time when I was in a
production at a local frater-
nal meeting. Each of us
who were participating was

handed a 3" by 5" card with

the words that we were to

except for necessary out-
ings to get food and to keep some doc-
tor appointments. | was able to meet
with my pulmonologist via teleconfer-
encing. Since I am doing so well, that
was all that was needed.

As I mention “doing so well” I
need to elaborate. In March, I changed
from taking Orkambi to taking Trikafta
and I haven’t felt this well since I was
in my 50s! [ am able to live as a normal
person of my age. I still have arthritis
and still have to use supplemental oxy-
gen but have been able to lower my
flow rate to only 1 liter/minute. In the
past, I have had to use oxygen at rates
up to 15 liters/minute, so this is quite
an improvement. I am delighted.

For most of my life I have felt as if
I came from another planet and was an
alien here. I remember when 1 was
young [ felt really different because of
my “sweaty” hands and feet. If I said
that I was sweating, some older person
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speak. After holding my
card for only the duration of the produc-
tion—just a few minutes—it had almost
dissolved. When the group leader asked
us to hand back the cards, I could have
died of embarrassment because my card
was so damaged. It was practically
unreadable. The leader looked at me as
if I were some sort of lower life form. I
don’t remember what she said, but I
remember how bad I felt.

I remember having terrible ear-
aches when I was young. The pain was
so bad that my daddy would pick me
up and carry me in his arms as he
walked out from our house across the
front yard and to the mailbox, which
was about a city block away from the
house. He would sing “You Are My
Sunshine” to me as he walked and he
would hold me so firmly that I felt safe
and all right. It didn’t take away the
pain, but [ felt better. The earaches
were caused by my sinus disease. I was
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in my 50s before I got rid of the sinus
disease and, believe me, I don’t miss
the terrible headaches that were caused
by my sinuses.

Other things that made me feel
like an alien when I was young were
the coughing that would cause me to
turn beet red and gag from the effort;
the unpleasant troubles that CF guts
can cause; the looks I got when I had
to stop running or playing; the short-
ness of breath; the everpresent sinus
problems and the runny nose that
went with that; and so many other lit-
tle “fun” problems that CF can cause.
I missed so much school that I was
always having to catch up. It seemed as
if everything was trying to make me
feel odd.

I was short and little. I could, at
eight years of age, wear clothes that my
older sister had worn when she was
five. In school 1 was always the last
person chosen for teams at recess and
the first target of the ball in a game of
dodge ball. I learned how to not care
what others thought of me when I was
pretty young. I decided that only peo-

ple I cared about could hurt my feel-
ings. Also, they would be the only
people whose opinion mattered to me.
(That still is my way.)

Now, for the first time in my life, I
feel as if [ belong here. On my 76™ birth-
day, within the first four weeks of start-
ing Trikafta, I realized that I woke up
alert and rested. I didn’t feel as though
I needed to take a nap as soon as I got
up. I could breathe easily and was able
to use my chest muscles to breathe
instead of having to use my diaphragm
to get air in. My brain was functioning
at a much better level than it had been
for years, and I was able to stay up and
awake all day. This might not seem like
much to some people, but it was a
major positive change for me.

Another thing that has changed
for the better for me is that [ am enjoy-
ing cooking. I have been a cook since |
was young and had gotten to the point
that I was fixing meals that took very
little effort and were pretty simple.
Now I am pulling out favorite old reci-
pes and enjoying the fixing of them. I
bake bread at least once a week and am

~

loving it. I like to cook from scratch so
that I know what we are getting in our
meals. I am able to do that and don’t
mind the time that some recipes take.

I have more energy so that I can
exercise more, too. [ do at least 50 steps
each day on a stair climber. This may
not seem like much to younger folks
who are active and healthy, but when
you have been mostly inactive for years
it is a really big deal. I also am able to
walk more than a few steps without
desaturating. Wahoo!

I don’t know if this feeling will
last, but I surely do hope that it will.
If it doesn’t, at least I have had sev-
eral weeks of feeling like I am an
alien no more.

Until next time, please stay healthy
and happy. A

Kathy is 76 years old and has CF. She and
her husband of 55 years, Paul, live in
Gresham, OR. She is a past director of
USACFA and served as President and
Treasurer and was Managing Editor of CF
Roundtable for several years. You may
contact her at krussell@usacfa.org.

TILLMAN Eontinued from page 5 |

A man-made antibiotic able to fight
drugresistant bacteria in the lungs with
minimal toxicity to a person’s cells may
be a promising approach to eliminate
lung infections, such as those caused by
resistant Pseudomonas aeruginosa, that
trouble people with cystic fibrosis (CF).
The antibiotic molecule was tested in
the lab and in mice with lung infections,
where it effectively cleared the resistant
bacteria without notable side effects.
The findings warrant its clinical testing
as an aerosol against multi-drug resistant
bacteria in the lungs. Antimicrobial pep-
tides (AMPs) are natural small proteins
that the human body uses as a first line
of defense against bacteria, disrupting
their membrane even in cases of resis-
tance to more conventional antibiotics.

CF Roundtable § Summer 2020

But AMPs work only in specific circum-
stances, and are susceptible to degrada-
tion when used outside their optimal
conditions. Modifying AMPs in a way
that makes them less vulnerable to deg-
radation and that further increases their
antimicrobial activity has been widely
investigated, and some of these synthetic
molecules are now reaching clinical trials
for specific infections. This is the case of
an engineered cationic AMP (eCAP),
named WLBU2. Aiming to improve
WLBU2, researchers changed the mole-
cule — basically, they constructed near-
mirror versions of its amino acids (the
building blocks of proteins). The
researchers made several new versions of
WLBU?2, but the molecule that worked
best contained eight flipped amino

acids, and thus received the name D8.
The D8 molecule was found to retain
the antibacterial activity of WLBUZ2, and
also killed bacteria by breaking their
membrane, but was much more stable
than WLBU?2 in the blood, which con-
tain proteases (proteins that degrade
proteins). This suggested D8 was less
vulnerable to degradation. When the
stability of a certain medicine increases,
it remains longer in the body, which may
increase its toxicity. But to the research-
ers’ surprise, the D8 antibiotic was much
less toxic to blood cells than WLBU2.
The team is now exploring D8’s poten-
tial as an aerosolized treatment for CF
patients burdened with drugresistant
lung infections and for those developing

It Sontinueq on page MI
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FAMILY MATTERS

By Molly Pam

can be for some. It can also be

chosen, constructed, and modi-
fied over time. I have two sisters, only
one of whom shares my DNA. We
“adopted” my other sister into our fam-
ily, but not in the truest sense of the
word—she’s not my biological sister. We
grew so close that the bond we shared
was the same bond I have with my bio-
logical sister. It is so tight that I can test
the limits and know they will still be
there for me. That is what makes some-
one family. It is the people

14 Family” is your blood. Well, it

What Is A Family?
Why Does It Matter?

ute to how we think about whether to
have kids and the options available for
us to do so. Adoption, surrogacy, fos-
tering, pregnancy, and living a life
without raising kids are all valid meth-
ods of building a family. The words we
use to describe issues about family mat-
ter because we cannot leave out people
whose only family is chosen, whose
given families are a source of pain, or
whose inability to grow their family
causes grief. How do we, diverse in so
many ways, choose how to build our
families?

People with CF tend to approach

family building with more intention
than many because we are often
reminded that we have short lifespans.
Due to difficulties getting pregnant,
and questions about whether our bod-
ies can sustain a pregnancy, more peo-
ple in the CF community adopt, use
surrogacy, or foster than in the general
population. We ask “how can we have
a baby if we cannot get pregnant!” or
“will I be discriminated against during
the adoption process due to my CF?”
We may need to use assisted reproduc-
tive technologies due to trouble con-
ceiving or because we are using a sur-
rogate. We might foster or

you want to spend
Thanksgiving with because
you are thankful for hav-
ing them in your life. For
me, family are the people
who are there for me, and
I'm there for them, wheth-
er chosen or bonded by
DNA, that’s what

and

The words we use to describe issues
about family matter because we
cannot leave out people whose only

family is chosen...

adopt so that we can con-
trol the age of the child we
raise so that we don’t have
to chase a toddler. We
might only have one child
when our social group
expected us to have many.

matters.

In the CF community, we have
people of multiple races and ethnici-
ties, sexual identities, religions, and
abilities. We also have, layered on top
of these characteristics, further diversi-
ty within our community. We have
different mutations that determine
treatment options; a range of lung
functions and body mass indices that
are markers of disease severity; related
conditions like ABPA, CFRD, or CF
liver disease; some of us have had mul-
tiple lung transplants, while others are
thriving on the lungs they were born
with; some are on disability, while oth-
ers can work full time; and almost
equal numbers are on government
insurance programs as those who have
private insurance.

All of these characteristics contrib-
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Our CF families are
diverse!
We wused to think

there were too many barriers to having
kids, but that is now changing. Trikafta
has given many people with CF more
energy and stability. Modulators have
increased life spans into the 40s;
Trikafta will probably increase it fur-
ther. Its effects extend beyond stability
and longer lives. While it has not been
studied, anecdotally Trikafta is increas-
ing fertility, most likely due to thinned
cervical mucus (just like it thins out
lung mucus!) and stabilized hormones,
leading to a Trikafta baby boom (side
note: please use contraception if you
are not actively trying to conceive, espe-
cially when starting a modulator).

This ease of pregnancy and added
stability is still not available to everyone
with CF. 1 have noticed in conversa-
tions about CF fertility struggles an
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absence of people who have tried and
were unable to have biological chil-
dren. People who had multiple miscar-
riages, went through round after round
of in vitro fertilization (“IVF”) or intra-
uterine insemination (“IUI”) who
ended up having a child through preg-
nancy are visible. People who tried to
pursue parenthood and ultimately
decided against having children are not
heard from as frequently. People who
adopted, fostered, or did surrogacy are
more visible, but doctors are often ill
equipped to help patients seeking
information about these options. I had
a doctor who did not know surrogacy
was illegal in their state. More resourc-
es and understanding of local agencies
would be a great place to start. CF Peer
Connect and Facebook groups like
CFReSHC (Cystic Fibrosis
Reproductive and Sexual Health
Collaborative) are great places to con-
nect with others. To all of the people
out there in our community who
haven’t been successful, I see you. The
person who decided to stop after mul-
tiple miscarriages...the couple who
struggled with infertility...your stories
matter, too. Those of us organizing
conferences, panels, articles, etc., need
to do better at including these stories
when we present the narrative of what
it means to have a family with CF. We
need to hear these stories, because they

matter just as much as the successes.
And when we hear them, it helps those
who have traveled a different path feel
like they belong here, too.

I have been thinking a lot about
the words we use as I write a guide
about sexual and reproductive health
with CFReSHC. I am writing the fami-
ly-building chapter with a team—a
resource to help people with CF, their
partners, and caregivers have conversa-
tions about our reproductive inten-
tions. We have all experienced differ-
ent ways of building our families—some
of us have had heartbreak about chang-
ing our plans, but all of our experienc-
es have helped us grow as individuals
and we can celebrate that. I am also
working with a team of researchers to
write a family-building decision aid
tool that will be available for beta test-
ing soon, eventually being hosted on a
website accessible from home.

So why do I keep saying “building”
a family instead of “having” a family,
“forming” a family, “growing” a family,
“creating” a family, or many other ways
of discussing this issue! Because words
matter. When thinking through what
to call the process, we wanted to find a
word that implied that a family can
both be added to and taken away from,
implying that a family is always chang
ing. Additions can be a first child, sec-
ond child, chosen family, or a pet.

~

Changes come when kids move out,
parents get divorced, a family member
dies (including a pet!), or family mem-
bers become estranged from one anoth-
er. “Building” includes all of this, and
also acknowledges that if you do not
have children, you are still part of a
family. Having a child does not make
you a family, but it is hard to see that
the way society discusses the issue.

[ built out my family when I
gained a sister, and again when I mar-
ried my husband. For now, we are not
adding any children to our family of
two, though we did add our betta fish,
Sally, last summer. We are enjoying
being a hands-on aunt and uncle to
our local niece and nephew, seeing
them weekly, going on vacations with
the larger family, and having them
over for sleepovers. No matter where
you are in building your family, know
that you are not alone, and that there
are as many ways to build your family
as there are members of our CF com-
munity. And every one of those paths
is normal, valid, and special. Someday
our family will change, because we are
always building it. A

Molly Pam is 32 with CF. She and her
husband, Adam, are currently sheltering
with her parents, sister, brotherin-law, tod-
dler nephew, and brandmew niece. They
live in San Francisco.

Cystic Fibrosis Mothers

Cystic Fibrosis Mothers is a website dedicated to provid-
ing information on parenthood to women with cystic
fibrosis around the world. Our aim is to provide a central
online resource for the global cystic fibrosis community.
It includes personal stories, research articles, advice and
links to further sources of information built up over time.

We also provide a private support group on Facebook with
more than 500 members worldwide. To visit our website
go to: www.cfmothers.com.

If you would like to join our Facebook support group,
please go to: https://cfmothers.com/cfmothers-forums,/.

CF Roundtable § Summer 2020
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WELLNESS

ne of the benefits of aging with
O cystic fibrosis is that I have been

able to watch the natural evolu-
tion of the way that I think of my ill-
ness and be a witness to the conse-
quences of this I am
approaching 60 years of living in a
body that doesn’t function normally
and, as a result, there has been a diver-
gence from what living with CF used to
feel like and what it feels like now as I
type this sentence. Of course, there has
also been a divergence during all of
those years in how it is treated. When [
was a child, CF was treated with mist
tents and chloramphenicol, a nasty
antibiotic with life-threatening side
effects that is only rarely used today.
Now, as we all know, the advent of
modulators, better mucolytics, and

evolution.

There can be diversity in the way
we think about illness. This doesn’t
occur to us very often, at least it didn’t
for me, until one day it did. I used to
think that there was only one way to
approach CF—that it and everything
about it sucked, that fear was always
lurking around the corner in my
mind, and the only way to deal with
that fear was to be in fightorflight
mode. The fight-orflight response is a
way of describing the stress hormones
released by the sympathetic nervous
system. The biological opposite of this
response is the rest-and-digest response
of the parasympathetic system.
Together, these make up the auto-
nomic nervous system.

Whether we experience life
through the sympathetic nervous sys-

Diversity Of Thought

By Julie Desch, M.D.

tem or the parasympathetic nervous
system is not in our control. It is a
purely instinctual occurrence that is
automatically determined by our per-
ception of our environment. Are we
feeling safe? If yes, then the rest-and-
digest system activates. If we are sensing
danger, our fightorflight system acti-
vates. In animals, we can see how this
functions optimally. A giraffe sees a
tiger and immediately shifts into fight-
orflight mode. It runs away, and, if it is
successful, in 90 seconds or so, the
mechanism turns off and the giraffe
goes back to feeding.

Humans, on the other hand, think
and therein lies our downfall. Our
brains have evolved to place us at the
top of the food chain by enabling us to
learn from the past (memory) and plan

for the future. We do this

antibiotics have changed
the game for
although it goes without
saying that for those who
have mutations that don’t
respond to modulators,
this is less true.

many,

Having CF has most definitely
brought with it several intimate

encounters with fear.

through thinking. The
problem arises when we
don’t stop thinking about
what just happened, which
serves to keep us in fight-or-

flight mode. It takes 90

As a presupposition
for this article, I'd ask
that you consider, just for a few min-
utes, that the thoughts that we pay
attention to and hold to be true very
much color how we experience life. |
don’t mean this in a “woo-woo” way
wherein we create our own reality and
a shift in thinking erases having CF.
That is dangerous thinking that places
blame where blame doesn’t belong. 1
simply mean that thinking has the
ability to change how we feel, and
thus how we experience life. I've lived
long enough now to notice that this
is, in fact, very true, and, in seeing,
this I feel more comfortable facing the
inevitability of the consequences of

CF.
Page 12

JULIE DESCH, M.D.

seconds for an animal to
process fight-or-flight
response; whereas, in humans, that
response time is stretched out to nine
hours, nine years, or sometimes an
entire lifetime. At best, it’s a feedback
loop that serves no valuable purpose.
At worst, we can’t stop imagining a ter-
rible future, ultimately throwing us
into the fight-orflight state of chronic
anxiety or chronic depression. Like so
many things in life, this thinking pro-
cess is a double-edged sword.

The perspective of living via the
fight-orflight sympathetic system is
very, very different from living from a
rest-and-digest parasympathetic per-
spective. While the automatic and
instinctual response to stress is not in
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our control, the thoughts we give atten-
tion and energy to can either trap us in
the fight-orflight mode, or allow us to
move to the opposite mode. In that
sense, we actually do shape our experi-
ence of reality. I've selected a few ways
that I've seen my thoughts change over
the years that have allowed me to lean
away from the fight-orflight response.
There is an obvious way of think-
ing about living with CF that is embed-
ded in our language when we talk
about CF. We are battling CF. I often
find myself thinking and talking about
CF in terms of war. I “fight off” an
infection or I “struggle” with digestion.
Of course, it’s true that the cells of the
immune system really do try to fight off
infection. But “I” don’t. I just infuse
antibiotics and allow them to do their
magic. “I” just rest, and let nature heal
herself. As you read that, is there a dif-
ferent sense of how a response to infec-
tion could be viewed, and thus felt?
Similarly, one word used to describe
the hours spent in discomfort on the
toilet is “struggle.” Perhaps another way
to view this is saying “well, I guess I
have more time to read” or “wow, isn’t
it great that I can watch Netflix on my
phone?” I don’t have to envision a war
going on in my body and, when I
don’t, there is a lot more relaxation
and much less contraction of the body
and mind around “winning” a battle.
Before my back and knees let me
know in no uncertain terms that they
were done with high-impact training, I
used to run. I loved the feeling that
came at the end of the run. The feeling
of exhilaration and accomplishment
combined with perfect fatigue to a
post-exertion blissful relaxation. My
motivation to run wasn’t really about
that feeling. The motivation for me was
that [ was running from something, and
that something was death. Lurking in
my subconscious mind was a message
that running was keeping me alive, and
therefore, if I didn’t run, well, I would
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cease to be alive. I'm still here three
years after having stopped running so,
clearly, that message was incorrect.
Looking back now, I see that running
from something bad completely took
the fun out of running and was entirely
unnecessary. It was a way of thinking
about exercise that caused me to live in
a narrative that was 1) untrue, 2) fear-
based, and 3) not fun. I regret that I
saw too late that running could have
been a more joyful experience of being
alive. Now, I bring that understanding
to walking instead of running and all is
good. Fear. Fear is the giant on switch
for the fight-or-flight response. Having
CF has most definitely brought with it
several intimate encounters with fear.
Fear is a normal and natural response
to danger. It is nature’s way of saying
“pay attention to this!” With the emo-
tion of fear come thoughts that are
separate from the emotion, but con-
tinue to feed it and keep it alive, like
water and sunlight to seeds planted in
a garden. Several years ago, when I was
at high altitude, I had my first episode
of hemoptysis. Of course, our first
response was to drive back home, clos-
er to medical care. I spent those several
hours driving back home immersed in
thoughts of fear. “What did this mean?
Should I go to the hospital? What if it
starts again and doesn’t stop before I
get there!” Of course, these thoughts
kept me trapped in sympathetic over-
drive, long after it was necessary. The
anxiety grew with each mile as I let my
thinking about the danger I was in
grow more and more real, even though
the bleeding had long since stopped.
Thinking is like this much of the time.
We get lost in thoughts, trapped in
their message of doom and gloom as
they proliferate. The danger of that
happening is perfectly reflected by
what I did when [ arrived home.
Carried away by fear, I immediately
hopped up on my treadmill and pro-
ceeded to run three miles just to prove

~

to myself that I could; that [ wasn’t, in
fact, dying.

More recently, I've experienced a
different way of being with fear regard-
ing the COVID-19 pandemic. Of
course, when it first became clear that
this was a dangerous time to be out in
public, I heeded the fear message and
completely secluded myself. Once this
was done and there was nothing left for
me to do to take appropriate action, I
spent a fairly peaceful three weeks
(mostly alone) meditating, hanging out
on Zoom, reading, eating, sleeping,
and not perseverating on danger.
Comparing this to the hemoptysis
response is like day versus night.
Completely different thinking led to a
completely different experience of life.
The hemoptysis response was cyclical,
manic thinking taking the lead, and
truly unskillful action following like a
shadow. The COVID response was
simply just the appropriate response,
followed by peace.

So, the invitation is merely to look
into your thinking process about living
with CF and ask yourself what is the
experience of living with this particular
way of thinking. Is it a helpful way of
thinking that leads to appropriate action?
Or, is there a way that the thought pro-
cess is keeping you trapped in a flightor-
flight mode? If it is, what does fight or
flight feel like? Is it pleasant? Once it has
sent its message, is it helpful to stay there?
Is there a way of thinking that gently
allows you to relax, to rest and digest? If
so, what does that feel like? Exploring in
this way can result in naturally dropping
unhelpful modes of thinking, and with
this can come a more relaxed and peace-
ful way of being. A

Julie Desch is 59 years old and lives in San
Rafael, CA. She enjoys meditation, reading,
writing, exercise of every variety, and hang
ing out with her partner, two boys, and
three dogs. She can be reached at Juliedesch@
gmail.com.
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CFRD EDUCATION

By Kat Porco

espite COVID-19, summer is here.
D The days of picnics, BBQs, and

having a libation in the sunshine
is upon us. However, blood sugar man-
agement remains especially critical.
Often, we do not drink enough hydrat-
ing fluids in the summer, we are hot, we
perspire more, and we run the risk of
becoming dehydrated more easily due to
CF. This, in turn, elevates blood sugars,
further concentrating the sugars in our
blood. So, how can we strategize our
intake, cover the carbs, and eliminate
insulin stacking?

First and foremost, it is important
to remember the rules around insulin
usage. Insulin is active for approxi-
mately three to four hours, so if you
are having a social-distancing BBQ
and may potentially elongate a meal,

plan to take your insulin at the best

time to cover the most carbs. If you
have an InPen or pump, there are
strategies that allow you to dose more
frequently. The key is understanding
how much insulin is still on board and
available for intake, thus titrating the
coverage amount to include the insu-

KAT PORCO

Enjoying Summer While
Managing CFRD

lin that is already circulating. However,
if you do not have these tools, and you
choose to snack without insulin, drink
lots of water and go for a walk to
minimize hyperglycemia.

Exercising has two beneficial
byproducts for managing diabetes.
First, your muscles need energy (in the
form of glucose) to work. When you
exercise, you start to burn sugar as an
energy source, which will help to lower
glucose levels in the blood. Exercise
also lowers resistance to insulin (i.e.,
you use the insulin available more effi-
ciently), allowing for the sugar in the
cells to be utilized more readily as
energy, effectively diluting the sugars.

If you start exercising in a hypergly-
cemic state, keep in mind that if blood
sugars are over 300, your blood viscosity
is close to the consistency of ketchup,
versus 100, where the consistency is
closer to water. Asking your body to
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pneumonias associated with mechanical
ventilation.
https://tinyurl.com/y8n5vszf

Microbe DNA Discovery May Lead To
Noninvasive Test For CF Infections
People with cystic fibrosis (CF) have
higher levels of DNA from common
microbes that cause CFrelated infec-
tions circulating in their blood compared
to healthy controls. These findings sup-
port the development of a simple blood
test as a noninvasive diagnostic tool to
identify chronic lung infections in CF
patients. A new type of biomarker in
infectious disease diagnosis comes from
DNA released into the blood by decom-
posing cells called cell-free DNA
(cfDNA). Most cfDNA comes from a
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person’s own cells, but a small amount of
microbial DNA has been detected effec-
tively in the blood during acute infec-
tions, particularly from microorganisms
that directly invade the bloodstream.
Given that some CF-related microbes
can be invasive and inflammation can
lead to tissue damage, cfDNA originat-
ing from lung microbes may enter the
bloodstream of CF patients during
chronic infection. Researchers collected
blood samples from 21 people with CF,
ages 19 to 62. Blood from 12 healthy
people of similar age was collected as
controls. <fDNA was isolated and
sequenced to identify its microbial
source. The analysis revealed that the
amount of microbial ¢fDNA — from
organisms that commonly infect the

lungs of CF patients — was nearly 10
times higher in the blood of CF patients
compared healthy
Microorganisms also were cultured and
identified from sputum samples collect-
ed from patients to compare each meth-
od. From these, a total of 44 identified
microbial infections were found, and 15
of those statistically matched the cfDNA
results. For some bacteria, the cfDNA
and the sputum results matched perfect-
ly, while with others it did not. In par
ticular, out of 13 Pseudomonas aeruginosa
infections identified in sputum, eight
were confirmed by cfDNA, while 12
infections by Staphylococcus aureus were
found in sputum samples, compared to
four by cfDNA. Conversely, 17 identified

microbial infections (from 11 patients)

CF Roundtable B Summer 2020

to controls.


https://tinyurl.com/y8n5vszf
https://cysticfibrosisnewstoday.com/cystic-fibrosis-overview/
https://cysticfibrosisnewstoday.com/pseudomonas-aeruginosa/
https://www.cdc.gov/hai/organisms/staph.html

circulate “ketchup” throughout the
body is very taxing, so it may be benefi-
cial to drink a couple pints of water first
to try to bring that down into the 200s
to ensure safety while exercising.

Seeing high blood sugars can be
frustrating and even scary, but it’s
important to remember that correction
factors are not intended to be dosed
between insulin doses during meal
time—they are supposed to be added
onto the existing insulin dosage at the
next meal. Dosing an insulin correc-
tion within three hours of a prior cor-
rection is considered stacking and can
lead to hypoglycemia. If sugars are high
one to three hours after a meal, increas-
ing water intake and exercise are the
best route, rather than dosing more
insulin! Correction factors should be
added if a state of hyperglycemia exists
at the start of mealtime and insulin is
already being dosed.

Drinking alcohol safely is more
challenging with diabetes, but not
impossible. However, there are a few
things to be aware of if you have

CFRD and drink alcohol. Drinking
alcohol increases your risk of hypogly-
cemia. It is critical to be very cogni-
zant of your blood sugars if you are
imbibing and make sure those around
you are aware that being drunk can
mimic the symptoms of being hypogly-
cemic, which can become very danger-
ous. Why does alcohol tend to lead to
hypoglycemia? The liver stores glyco-
gen and releases it when your blood
sugars become low; however, when
alcohol is on board, your liver starts to
detox rather than manage glucose, so
it does not release the glycogen when
your blood sugars are trending down.
This can last for up to 12 hours after
drinking. It is critical to know that
glucagon will NOT work for alcohol-
induced hypoglycemia, as the mecha-
nism for glucagon is to activate the
liver to release glycogen, which is sup-
pressed due to alcohol. So, keep fast-
acting carbs with you if you want to
treat yourself to a summer drink. Set
an alarm to check your blood sugars
two to four hours after your last drink,

~

when you are most likely to experi-
ence hypoglycemia.

Enjoy the summer and be safe,
friends! A

Kat Porco is a diabetes educator and the
cofounder of Attain Health Foundation.
She received a Bachelor’s in Social Work
followed by a Master’s of Science in Health
Communications. Her work over the past
ten years has been solely focused on support-
ing and advocating for the cystic fibrosis
community. Throughout these years, she has
seen the disconnect between the recommen-
dations of the medical community and
applicability for the patient community.
Because she does understand this complex
relationship, Kat felt that she could assist in
bridging the gap to reach ultimate health
goals through health coaching and diabetes
education. She is a Duke Certified
Integrative Health Coach, as well as being
Nationally Board Certified in Health &
Wellness Coaching through the National
Board of Medical Examiners. Kat is a
Certified Diabetes Care and Education
Specialist (CDCES) through NCBDE.

using cfDNA were not identified by spu-

tum culture, including Burkholderia

cepacia and Mycobacterium species.
https://tinyurl.com/y99srr4o

Growing Lung Bacteria In Lab May
Predict Antibiotics’ Effectiveness Better

Antibiotic susceptibility tests that
determine how people with lung infec-
tions will respond to antibiotics may
work better if researchers grow the
pathogenic bacteria in the lab along
with other commensal bacteria found in
the lungs, because it more accurately
mimics their real environment. The
reason for this is that some infectious
bacteria, such as Pseudomonas aerugino-
sa, are resistant to many antibiotics but
rely on other bacterial species to sur
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vive. If antibiotics are able to eliminate
the other bacteria, it is likely the patho-
genic (harmful) one also will die.
Currently, to determine the most effec-
tive antibiotic treatment for CF patients,
a sample of the patient’s mucus is taken
to the lab, where the disease-causing
bacteria are isolated and tested against a
range of antibiotics. But data is showing
that these tests are not very accurate at
predicting responses in the clinic, and
some clinicians are no longer using
them to guide treatment decisions.

A problem with the tests is that they
fail to mimic the intricate environment
seen in the lungs, from oxygen gradients
to the presence of other bacterial species
in the mucus, which often work as a com-
munity and rely on each other for nutri-

ents. P. aeruginosa is one such species that
appears to work in cooperation with other
bacteria. While it creates an anaerobic
environment for the other bacteria to
grow, the anaerobic bacteria produce
nutrients from mucin (the main compo-
nent of mucus) that P. aeruginosa would
not be able to obtain on its own. This
means the bacteria species are dependent
on each other to survive and that target
ing the most susceptible one (the weakest
link) could be enough to eliminate the
entire bacterial community.

https://tinyurl.com/y6uwgsrl

CF Lung Function Decline In Those
With  Infection  Slowed By
Azithromycin

| TR PNYT
Page 15


https://www.cdc.gov/hai/organisms/bcepacia.html
https://www.cdc.gov/hai/organisms/bcepacia.html
https://www.cdc.gov/hai/organisms/mycobacterium.html
https://tinyurl.com/y99srr4o
https://cysticfibrosisnewstoday.com/antibiotics/
https://cysticfibrosisnewstoday.com/pseudomonas-aeruginosa/
https://cysticfibrosisnewstoday.com/pseudomonas-aeruginosa/
https://medlineplus.gov/ency/article/003439.htm
https://tinyurl.com/y6uwgsrl

SPADINGER Iontinued from page 1 I

to be formally listed for transplant.
Receiving a transplant is not how [ saw
my future—I did not need a transplant
then, nor would I ever because I was
going to live longer than Moses.

I received the call for both new
lungs and a new liver on August 25,
2017. 1 knew when I got the call that,
more often than not, the call for lungs
turns out to be a dry run, whether due
to an organ size mismatch or the donor
organs being in worse condition than
predicted and therefore unsuitable for
transplant. I was convinced that would
be the case—I would wake up and go
home with my original lungs because
neither the lungs nor liver would be a
match for me. [ was going to live longer
than Moses, after all, despite having a
lung allocation score (“LAS”) of 43.
These were my last thoughts, lying on
the operating table, as they adminis-
tered the anesthesia for my procedure. I
awoke from my medically induced
slumber a day later with my angel
donor’s lungs and liver. Joni Marie gave
me a second lease on life. I was fortu-
nate to have been matched with Joni
Marie, as one of my liver transplant
surgeons told me her liver was the
cleanest he had ever seen. He shared
with me those thoughts as he shed tears
at the side of my bed.

It was during my nearly six-week
flawless recovery and rehab period that
I knew I wanted to give back as a CF
patient after taking from the communi-
ty for the past 44 years. It was my time
to pay it forward!

In August 2019, I met CF Warrior
Ashleigh Suggs. This young lady was, at
the time, on palliative care. Nevertheless,
[ found that her spirit and will to live cast
a bright shadow over the noticeable
green oxygen container she trailed
behind her. That spirit which was so joy-
fully fluorescent made her container
largely invisible. Ashleigh was an imme-
diate inspiration to me—she sadly passed
away two months and two weeks follow-
ing my introduction to her. In her
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honor, I established Ashleigh’s Life
Foundation in January 2020, with a mis-
sion of providing financial support to
those who are battling end-stage cystic
fibrosis. To date, over $3,000 have been
raised, providing eight grant awards to
other CF Warriors fighting CF.

January was a pivotal month for me.
In the middle of the month, a young lady
from Chile reached out to me on
Facebook, asking if I had a therapy vest
(such as a HilllRom Vest or Afflovest)
that I could donate to her. Within days,
my Hill-Rom Vest was in transit to her
5,000 miles away. Two months later, 1

ROD SPADINGER

was contacted by another individual via
social media. From 7,000 miles away in
Beirut, Lebanon, Mohamad and I began
a dialogue. Following several FB messen-
ger conversations, I posted a plea on that
same social media platform that this
young man was also in need of a therapy
vest. A young lady with CF, living in
Ohio, heard my call and responded with
a donation of her Respirtech inCourage
Vest, of which Mohamad now has pos-
session.

I met Mark Tremblay, another CF
Warrior, through these charitable acts of
kindness and eagerly shared with him
these two stories of providing vests to CF
warriors in need. Mark was as inspired as
I by these chance circumstances, facilitat-

ed through social media. We both felt that
these two individuals from different parts
of the world could not be the only ones in
need of these CF resources, which are
both valuable and rare in many other
countries around the globe. As such,
Mark and I cofounded the CF Vests fOr
Life Foundation, with a mission of trans-
ferring both therapeutic vests and oxygen
concentrators from those who no longer
need them to those who do. We are cur-
rently working to build this foundation to
present the gift of life-extending CF medi-
cal equipment to those in need.

I believe in miracles more than I do
coincidences. Was it a coincidence that
my family found Dr. Robert Kramer in
Texas when I was ill at the age of four?
Wias it a coincidence that I was blessed
to be matched with my donor, Joni
Marie, who had the cleanest liver my
surgeon had ever seen? Was it a coinci-
dence that a young lady from Chile
contacted me by chance to request my
unused Hill-Rom Vest? Was it a coinci-
dence that I met Ashleigh Suggs and
Mark Tremblay, both of whom inspired
me to establish two charitable founda-
tions to benefit those in need within
the CF community? To me, those situa-
tions were a series of miracles. These
miracles are what brought me to my

third lease on life. A

Rod Spadinger is 47 years old and has CF.
He was born and raised in Honolulu,
Hawaii, but later relocated to Dallas, Texas.
In August 2017, Rod underwent a success-
ful double lung and liver transplant thanks
to the generosity of his donor, Joni Marie. As
a means of giving back to the CF communi-
ty, Rod cofounded CF Vests fO%*r Life
Foundation, with the mission of providing
therapeutic vests and portable oxygen con-
centrators to those in the CF community
who do not have access to these therapies
and equipment. He established
Ashleigh’s Life Foundation, whose mission is
to provide financial grants to those who are
at or near end-stage CF. He can be reached
via email at rspading@yahoo.com.
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. AbbVie Pharmaceuticals —

Prolonged use of the antibiotic ﬂb D'VIE It Starts with Science and Ends with a
azithromycin resulted in a 37% slower Supported by a grant from AbbVie New Way Forward

rate of lung function decline in cystic www.abbvie.com

fibrosis (CF) patients with persistent
Pseudomonas aeruginosa infection over a ( . .
three-year period. Because many CF [_J G I LEA D Gilead Sf'-'ences
patients experience chronic infections, S - http://gilead.com/
the antibiotic azithromycin is commonly

detyure: bray Framap
[t

prescribed for longterm use. Roughly M .
Maxor Specialty Pharma

70% of CF patients with P. aeruginosa aXD r Im rovill: Ou:zomes EV::’ da
infections take azithromycin regularly. | SPECIALTY PHARMACY h ttpS' / /mgaxor com/ yday
Support for a longterm regimen of ps: ’
azithromycin treatment comes from clin-
ical trials demonstrating health improve-
ments in CF patients with P. aeruginosa Myla n{ Mylan

Batter Healh

over a sixmonth period. However, little fﬂ'i Buatlosr Workd https://www.mylan.com/
is known about the health benefits of
azithromycin over longer periods of time.
Thus, researchers collected data from the . ;
U.S. CF Foundation Patient Registry. I'HHI;IIHiEIE i_‘ M
They used data from pulmonary func- W PR

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

tion tests to compare the lung function-

ality of CF patients who were on azithro-
mycin with those who were not. In the P. o

aeruginosa-positive group, the researchers
identified a significant reduction in lung
function decline, over a threeyear peri-

od, in the group of patients who had
been taking azithromycin. The findings

Boomer Esiason Foundation
Esiason.org

indicated that long-term aélthromycm = Cystic Fibrosis Foundation
treatment can slow the decline of lung E_TSTIE wiAsieis www.CFF.org

functionality by 37% in P. aeruginosa FOUNDATION Adding Tomorrows and Living Today
positive CF patients. No such reduction ADDING TOMOERSWE

in lung function decline was observed in

the CF patient group who was P. aerugi- JOhIl Susan

John & Susan McMurry Fund
McMurry Fund In Memory of Peter McMurry

In Memory of Peter McMurry

nosa-negative, suggesting that azithromy-
cin only provides long-term benefits in
lung function in patients with recurring
P. aeruginosa infection. Researchers then
looked at data on the use of antibiotic
injections to treat acute pulmonary
exacerbations. They found that azithro-
mycin seems to have no significant
impact on the risk of pulmonary exacer-
bations, in both P. aeruginosa-positive and
negative groups. The team also investi-
gated a recent finding that azithromycin IN MEMORY OF
could have an adverse interaction with

tobramycin, an inhaled antibiotic also LAUREN
prescribed to treat lung infections in CF MELISSA KELLY
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By Teena Mobley

with my two younger, biological

siblings. Unfortunately, our biologi-
cal mother couldn’t take care of us and
we were taken away from her. Overall,
this was a huge blessing in my eyes and
later I found out that my adoption saved
my life. My adopted parents took great
care of us. From a young age, I had aspi-
rations of one day impacting the world.
At the time, I didn’t know how but I
knew in my heart this was something I
wanted to do.

I live in Long Island, New York.
Currently, I am an advocate, entrepre-
neur, and media mogul. Persistency,
consistency, and the drive to get things
done helped me achieve my goals and
mold me into the person I am today. My
passion grew from the small seeds in my
local community. I cultivated my great-
est personality traits from the cystic
fibrosis community, where my aim is to
one day leave my legacy in the world.

Growing up, I had a passion for
sports but also knew from a young age
that I was different from most children.
However, I did not expect to be consid-
ered different due to my physical capa-
bilities. 1 was first misdiagnosed with
severe asthma at a young age. One day [
became really sick and, ultimately, the
hospital became my home. After several
tests | was finally correctly diagnosed
with cystic fibrosis. From that moment
on, this diagnosis only gave me the
strength and resolve to know what I
wanted to do with the rest of my life.

Iwas adopted at 21 months, along

A Person of Color with Cystic Fibrosis

Cystic fibrosis is not as common in
African Americans; thus, my initial
diagnosis of severe asthma, as opposed
to cystic fibrosis. I can’t even begin to
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No Limits With Teena

imagine the number of people who
may have had a similar situation or
were diagnosed later in life due to their
ethnic background. When it comes to
cystic fibrosis, I think more research
needs to be done, especially within
other ethnic backgrounds. As we know,
CF is more common in Caucasian
Americans and less common in other
ethnic groups. Cystic fibrosis affects
people differently and it’s important to
understand that, especially for health-
care professionals. I also believe there is
a systemic gap within the healthcare
system. I think doing most of my own
research, as well as hearing different
stories from others within the CF com-
munity, has helped me learn about
diversity within our community. Again,
more research needs to be done from
an ethnic background standpoint.

No Limits with Teena
When it comes to cystic fibrosis,

TEENA MOBLEY

doctors would say that our capabilities
are fairly limited. I have always been
ambitious with a competitive nature
from being an athlete all of my life. I
was told to take it easy at practice, to
not overwork myself, and to not give
100% all the time because they didn’t
want me to overdo it. Well, if you know
me then you know that I can be hard-
headed at times.

Coming out of high school, I was
named New York State’s top long jump-
er in track and field, with my furthest
jump at the time being 18 feet 9 inches.
I graduated with athletic honors and
received a track scholarship from
Monroe College in New Rochelle, New
York, where [ attended for two years. My
mornings started at 4:30 am. [ was able
to balance my school work and CF treat-
ments while also being ranked one of
the top long jumpers in the nation in
2014. I was an All-American in the 4x4
meter relay. This was the life I had to
adapt to. It has not been easy being a
cystic fibrosis athlete, but [ think the
overall motivating factor that pushed
me was not only my support system but
also wanting to push past my potential.
And I did. The last thing that this illness
would do was to stop me from compet-
ing and training.

After obtaining my Associate’s
Degree in Business Administration. I
then received another D1 athletic schol-
arship at Long Island University, where
[ graduated with my Bachelor’s Degree
in Sport Management. Living with cys-
tic fibrosis is exceedingly challenging for
me and many others. It is hard for oth-
ers to understand what we go through
on a day-to-day basis. I believe being an
athlete has prepared me for the real
world—even when I was in school train-
ing for track twice a day, I still had to
wake up earlier to do my treatments.
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Unmasking Cystic Fibrosis

For many years, | was able to mask
this illness in public. At first, I didn’t
tell others that I had this illness because
it was embarrassing, especially with all
of the medications I had to take. I
didn’t want people to treat me any dif-
ferently, as if 1 were fragile. Being
physically active and playing sports has
helped make my heart stronger and
clear my lungs. Being an athlete has for
sure helped my general health.

Striving to be a positive role model
and leave my mark on the world, I have
been a CF advocate and created the
Redefining Life - Cystic Fibrosis move-
ment in December of 2016 as a way for
me to give back to the CF community. |
wanted to redefine the outlook people
had on this illness and encourage others
not to limit themselves with their
dreams and goals in life. I truly believe
that this illness does not define us—we
can still achieve our dreams no matter
the obstacles that come our way, as long

as we put our mind to it. It starts with a
positive mindset. The doctors say that
our capabilities are fairly limited, but I
believe we can go past that.

After the launch of Redefining
Life - Cystic Fibrosis, | built a pedestal
to stand on and speak to others to raise
awareness for this illness. It gave me
the voice to become a guest speaker at
schools and programs as well as leading
to features on websites, podcasts, and
interviews. 1 was able to collaborate
with a scout for the Brooklyn Nets to
assist with his youth basketball pro-
gram; | spoke at an event hosted by
Adelphi University (netting over
$6,500 in donation to the Cystic
Fibrosis Foundation); I hosted the Five
Feet Apart Screening at CBS
Corporation; and I was featured on
Jerry Cahill’s Cystic Fibrosis Podcast
and the Team Boomer website, just to
name a few. I follow the mantra of one
of my biggest influences, Sean “P.

Diddy” Combs—can’t stop, won’t

~

stop!—and later grew my list of talents
to include sales, marketing, events,
media manipulation, and various other
entertainment industry skills.

I will always continue to be a role
model in my community. I have hopes
to one day start my own non—profit orga-
nization and to share my talents with
the world with the launch of my own
company and public speaking. Having
an illness will for sure not take away or
define what I want to do in my life. If
anything, it serves as a motivating factor
for me to push the limits to what others
may seem to be “impossible” for a per-
son with a chronic illness. A

Teena Mobley is 25 years old and has cystic
fibrosis. She lives in Long Island, New York.
She loves working out, shopping, going to
events, and photography. She also loves
spending time with her family and friends
as well as raising awareness for cystic fibro-
sis during her free time. She can be reached
by email at mobleyteena@gmail.com.
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patients. This is also being investigated in
CF patients enrolled in the TEACH
clinical trial (NCT02677701).
Azithromycin treatment was not associ-
ated with a slower lung function decline
in the tobramycin group, whereas it was
in the aztreonam lysine group. The
results suggested that azithromycin was
not providing the same health benefits
identified in the study to patients who
were also taking tobramycin.
https://tinyurl.com/yaupra3n

Antibiotic Treatment For
Stenotrophomonas Maltophilia In
People With Cystic Fibrosis.

Chronic infection with

Stenotrophomonas maltophilia has recently
been shown to be an independent pre-
dictor of pulmonary exacerbation requir-
ing hospitalization and antibiotics.
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However, the role of antibiotic treatment
of Stenotrophomonas maltophilia infection
in people with cystic fibrosis is still
unclear. This is an update of a previously
published review. The objective of this
review is to assess the effectiveness of
antibiotic treatment for Stenotrophomonas
maltophilia in people with cystic fibrosis.
The primary objective is to assess this in
relation to lung function and pulmonary
exacerbations in the setting of acute pul-
monary exacerbations. The secondary
objective is to assess this in relation to
the eradication of Stenotrophomonas malto-
philia. This review did not identify any
evidence regarding the effectiveness of
antibiotic treatment for Stenotrophomonas
maltophilia in people with cystic fibrosis.
Until such evidence becomes available,
clinicians need to use their clinical judge-
ment as to whether or not to treat

Stenotrophomonas maltophilia infection in
people with cystic fibrosis.
https://tinyurl.com/y75m5bvf

S. Aureus In CF Airways Change With
Antibiotic Use, Age, Study Finds
Different types of Staphylococcus
aureus can be found persistently in the
airways of cystic fibrosis (CF) patients,
but this bacteria population is influ-
enced by age and prior antibiotic treat-
ment. S. aureus is one of the earliest bac-
teria present in the airways of people
with CF and is known to persist in the
airways of CF patients for extended peri-
ods, and to proliferate by creating clones
of itself. Over time, these clones accumu-
late slight genetic variations and origi-
nate different S. aureus types. However,
there is a lack of knowledge about the

ontinued on page 2
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ave you ever wondered what your
H life would have been like if you

had been born in a different
country other than the United States?
Both your life and medical care would
have been extremely different. The doc-
tors in the U.S. have greater access to
medical knowledge and the U.S. is one
of the first countries to get new medica-
tions and treatments, which is a huge
advantage for those in need of more
specialized care. I was born in Mexico
and, while it is a great country that I
enjoyed living in, moving to the U.S.
was the best thing for me.

When I was about two years old, it
was clear to my parents that I had some
type of health issue. I did not have any
respiratory symptoms, but I had major
digestive problems. They took me to
the hospital and were told 1 had liver
cancer and may not have long to live.
My parents were surprised but not fully
convinced. My pediatrician told them
it might be a good idea to travel to The
Children’s Hospital in Dallas for addi-
tional testing. It is here they found out
I had CF. The initial misdiagnosis of
liver disease may seem strange from the
outside looking in, but my most severe
CF symptom in childhood presented as
liver disease rather than lung disease.
Unfortunately, many places outside the
U.S. lack the resources for researching
and understanding CF, much less the
tools to diagnose and treat it as effec-
tively. I might not have been diagnosed
until much later in life had my parents
not sought out a different opinion,
which could have led to more serious
health problems.

Between the ages of two and eight, I
was seen in Dallas for my CF. We would
travel a couple times a year from Mexico to
see the doctors. Every trip cost lots of
money, between the lack of insurance and
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How CF Shaped My Life

By Daniel Gonzalez

“ Not too long ago, I went back to my
hometown to visit family and I had a
small glimpse at the care I would have
received had I stayed in Mexico. ¥ §

| DANIEL GONZALEZ

trip expenses. It was clear this was becom-
ing a financial burden; luckily my grand-
parents were able to help my parents with
some expenses. As my CF worsened, we
started talking about the next steps as far
as my care was concerned. There were no
options in terms of CF doctors in the
town we lived in, so we would need to
move to get better CF care. Once we real-
ized the U.S. provided a better opportu-
nity for my care, we decided to make the
move to Austin, Texas.

Once I got here, | had some trou-
ble assimilating—the shift in my envi-
ronment, a new language, and the
people I interacted with, as well as the
move itself, affected my daily lifestyle.
In Mexico, both of my parents worked;

however, our new visas didn’t allow for
my mom to do so. We also moved from
a big house to a small apartment. |
attended a new school, where I received
help to adjust and learn the language,
but it took me a while to get comfort-
able. Luckily, my CF was not too much
of a problem at this point with my
FEV1 being near 100 for many years,
something that my doctor erroneously
attributed to my race having larger tor-
sos and lungs than others.

About four years ago, I received a
liver transplant, which further empha-
sized the benefit of the move. After the
transplant, I was in and out of the
hospital for the first two months. Later,
[ was once again hospitalized; this time
for six months. During this hospitaliza-
tion, I had about six specialists visiting
me during my hospital stay to check on
me. I was told by multiple doctors that
I was a very complicated case. If the
doctors who saw me here in the U.S.
thought this, it made me wonder how
my care would have been in Mexico.

Not too long ago, I went back to my
hometown to visit family and I had a
small glimpse at the care I would have
received had I stayed in Mexico. Many
precautions were taken to avoid infec-
tions or illnesses for both my family and
me because of my transplant. My extend-
ed family had to get flu shots (while nor-
mal in the U.S., it is not as common for
people in Mexico to get them) and we all
had to take a few additional precautions:
being extra clean and preparing food
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more carefully, avoiding tap water, and
mainly drinking bottled water. All of
these precautions were necessary
because of my immunosuppressants,
which are critical to avoid rejection
after the transplant.

I know that in any country, there
are doctors with knowledge and experi-
ence. However, in the U.S., doctors can
choose from a wider range of special-
ties and have access to more education.
For example, my infectious disease doc-
tor gave me a medicine to treat the
fungal infection in my lungs. After a
few weeks, I was unable to move and
had debilitating nerve pain whenever I
tried. At first, she said it was unlikely
the medicine was causing the nerve
pain; however, the next day she circled
back and said she had done research
and found that there were only two
other documented cases in the world
with a similar side effect. She immedi-
ately stopped the medicine and pre-
vented what could have led to perma-
nent nerve damage. She was able to do
so thanks to the access to information
that she had. She then found a better
option that would not only avoid simi-
lar side effects, but was well absorbed
by people with CF.

Compared to many other coun-
tries, the U.S. has excellent medical
care. Here we can be treated for our
CF, in addition to any other problems
that may arise. There is easier access to
information and research from all over
the world, coupled with access to more
medications. As most CF patients
already know, less than a year ago, a
groundbreaking modulator, Trikafta,
was approved by the FDA. Today, about
90% of people in the United States
with CF are already benefiting from it.
Unfortunately, people in Mexico and
the EU do not have easy access to
Trikafta. As the world globalizes, we
are starting to see greater access to
information, equipment, and newer
treatments in other countries.

Having CF has allowed me to expe-
rience and meet a diverse range of cul-
tures, situations, and people. Before,
the only aid my family received was
from other family members, but today
I have access to many different organi-
zations that provide financial aid,
scholarships, information, and a lot of
other resources. I have become a part
of CF communities that have helped
me grow and become more open mind-
ed, communities where other CF

~

patients listen and provide support for
one another. | have also learned about
other people with CF and their situa-
tions, including their unique struggles.

CF has had a large impact on both
my life and my family. [ struggled to find
an ideal care team that suited me and
that understood the many aspects of my
CF. I also had to learn how to live in a
new country with a different culture and
people. I had to learn a new language;
however, this has proved to be a great
thing for both me and my career. I have
become a greater person in spite of, or
maybe even because of, my CF It is
important to remember that, while we
enjoy our normal life, we must also wel-
come change when necessary as it can
bring opportunity, whether it is through-
out your daily life or in your CF care. A

Daniel Gonzaley is a 24-yearold college
student with CF who is currently working
on his Bachelor’s Degree in Business
Administration through Penn State World
Campus. Daniel was born in Mexico and
moved to Austin, TX, at a young age. He
enjoys spending time with friends, playing
video games, and relaxing He can be
reached via email at danygonzalex96@hot-
mail.com.
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different S. aureus types present in the
airways of CF patients, and the dynamics
of their longterm presence in the air
ways.

In this study, scientists investigated
the S. aureus types present in the airways
of people with CF over a 21 month-peri-
od, and their association with the
patients’ lung disease, age, and history of
antibiotic treatment. Researchers identi-
fied 265 different types of S. aureus from
1,929 patient samples where the bacteria
was present. CF patients carried on aver-
age 3.21 S. aureus types in their airways.
Eight types of S. aureus were found in
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more than 10 people, making them the
most common types among CF patients
in the study. Depending on the types of
S. aureus found in their samples, patients
were divided into four groups. The first
group included patients in whom a
prevalent type of S. aureus was identified
in samples from at least half of their vis-
its. In the second group, patients in
whom only one type of S. aureus was
identified during the entire study were
included. Patients in the third group had
a dominant type of S. aureus which was
present in samples from all visits, while
other types of S. aureus were only present

in samples from some visits. Finally, the
fourth group included patients who had
a mix of genetically-related S. aureus
types in more than half of their visits.
None of the different groups had a
higher risk of pulmonary exacerbations
or worse lung function. There was not a
special S. aureus type, identified that was
associated with a more severe lung dis-
ease. Transmission of different S. aureus
types within centers was found to be low,
and any possible S. aureus types transmit-
ted between patients did not persist for
long. Antibiotic resistance was generally

ontinued on page 2
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By Anonymous

ue to COVID-19, the past few
D months have been challenging for

many people with CF, including
me. At the beginning of 2020, I felt bet-
ter than ever thanks to a new treatment
I was eligible to start in November,
2019. 1 know that many African
Americans who have CF are not eligible
to take modulators because they do not
have one copy of the delta F508 muta-
tion. I felt I had won the lottery when I
heard the FDA had approved the newest
modulator for people who had one copy
of the delta F508 mutation.

[ started the new year with a new
hope for my future. I had never been
able to go to college or work due to the
demands of my daily CF medical treat-
ments and frequent hospital stays each
year. Once my health improved at the
end of 2019, I decided I wanted to try
to work and then, in a year, apply to
college. My plan was to start college in

the fall of 2021.

I had heard from friends and rela-
tives that it would be hard to find a job.
I told them I knew that because 1 had
never had a paying job, it would be a
more difficult. However, I was hoping
that my volunteer work over the years
would show an employer 1 had useful
skills and I could be a great employee.
My African American friends explained
that it would not be my lack of work
experience but the color of my skin that
would be the biggest obstacle. I had
never tried to find a job so I thought
they were exaggerating. How hard would
it be to find a job as a Black male?

I started to apply for a variety of
jobs in January, 2020. I am a friendly
person and try to have a positive out-
look. I lined up five interviews with
prospective employers. All the jobs
were entry-level jobs in the service
industry and none of the jobs required
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a college degree. This was pre-COV-
ID-19 and so 1 went for face-toface
interviews and talked about my volun-
teer experience for different groups. I
spoke about my excitement about
working at the respective business. |
was disappointed when I received email
after email explaining that I was not
what the business was looking for in an

Living With CF While Black

ized, it was a different story. When I
spoke to other white men with CF men
online, it seemed that the frequent
inquiries about drug use or gang mem-
bership were not the norm.

My job search abruptly ended on
March 6, 2020, when I spoke to a
friend with CF. He told me he was

going to start staying home to avoid

I wondered if other young men
with CF were asked about being a member

of a gang.

employee. | kept searching for other
job opportunities and was surprised to
see some of the same listings for jobs I
had interviewed for in the prior weeks.
I was discouraged and started to won-
der if my friends had been right. Was
the color of my skin keeping me from
landing a job?

I remembered the obstacles 1 had
encountered when hospitalized—the
bias many medical residents and doc-
tors seemed to have when they entered
my room. [ intuitively knew that health-
care workers who are used to seeing
white people with CF in the hospital
were surprised when they saw an
African American male with CF as the
patient. I wondered if other young men
with CF were being asked so many
questions about drug use. They were
unusual questions since there was no
evidence of prior drug use. I wondered
if other young men with CF were asked
about being a member of a gang—also
an unusual question since there was no
evidence of gang association. I won-
dered if other young men with CF were
viewed with suspicion by people at the
hospital. I had a great relationship with
my CF team. But when I was hospital-

being infected with COVID-19. He
encouraged me to do the same. I read
some articles online about the lack of
any test kits in the city I live in and
decided I would start staying home.

A few weeks later, I was talking to
another friend who told me her daugh-
ter had come home from college and
was now taking her college courses
online. A light bulb went off in my
head. I wondered if I could enroll in a
few online classes at a college. At first,
I thought it must be too late to enroll
in college for the summer. But then I
decided it could not hurt to ask.

It was clear my plan to work for a
year before starting college was not
going to be possible. I wondered if I
could change my plan and start college
now. As luck would have it, a local col-
lege was interested in adding students
since their summer classes would be
online and they weren’t restricted by
in-person classroom sizes. [ ordered my
high school transcript, completed some
paperwork and, two months later, I
received an exciting email letting me
know I had been accepted and could
register for classes the next day.

I have read stories from others call-
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ing something that has come out of
this national emergency a “silver lin-
ing.” I realized that being able to start
college was my silver lining. After com-
pleting one week of college, I can tell
you it is terrific. My plan is to stay put
in order to stay safe, so being able to

take online classes is perfect. I have met
some really nice people already and
enjoy the classes. I am also getting
involved with the racial justice move-
ment by participating in events online.

I am hopeful that the racial justice
movement will improve the lives of

~

people of color in the United States. I
dream of employment opportunities
for people of color improving. Until
then, I will stay safe at home, enjoy my
summer college classes, and look for-
ward to reading stories in CF Roundtable
about others living with CF. A
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low in the S. aureus types isolated from
patient samples. About 2% of S. aureus
were resistant to oxacillin, an antibiotic
similar to methicillin, which indicates a
low proportion of methicillin-resistant S.
aureus (MRSA). A higher number of past
antibiotic treatment cycles was seen to be
associated with a higher chance of carry-
ing only one type of S. aureus. According
to the researchers the fact that antibiotic
treatment affected the number of differ-
ent clones [S. aureus types], indicates that
CF patients are highly susceptible for the
acquisition of new S. aureus strains, if
not treated with antibiotics. Another
finding of the study was that older CF
patients were more likely to either have a
mix of genetically-related S. aureus types,
or a dominant type of S. aureus.

https://tinyurl.com/yc27fqgz

Toxicity
Fights

Long-lasting, Low
Antimicrobial  Peptide
‘Superbug’ Lung Infections
Researchers reduced the toxicity of
a potential antibiotic against the most
feared drugresistant bacteria, while also
improving its stability in fighting infec-
tions. The new antibiotic ~ adminis-
tered via the windpipe to target lung
infections ~ proved more effective than
its experimental predecessor and tradi-
tional last-resort antibiotic therapies in
fighting drugresistant bacteria in labo-
ratory cell cultures and mice. And it did
so without notable toxic side-effects.
The experimental drug that the team
developed is built from an engineered
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cationic antimicrobial peptide,
“eCAP,” which is a synthetic and more
efficient version of naturally occurring
antimicrobial peptides that form a first
line of defense against infections in
humans. eCAPs work by “punching
into” bacteria, thereby destroying them.
https://tinyurl.com/ycddhydr

or

Drug-resistant S. Maltophilia
Genetically Diverse, Widely Spread,
Study Says

The antibioticresistant bacterium
Stenotrophomonas maltophilia, a dangerous
bacteria for people with lung diseases
such as cystic fibrosis (CF), is widely
spread around the world, with most
strains carrying virulence and resistance
genes. Stenotrophomonas maltophilia is
increasingly recognized as a dangerous
pathogen, with the World Health
Organization listing it as one of the lead-
ing drugresistant pathogens in hospital
settings. The bacterium most frequently
causes infections in the airways, in the
blood (bacteraemia), or in catheters.
Despite the worrisome clinical scenario
associated with S. maltophilia infection,
little is known about the bacterium’s
infectivity and its transmission world-
wide. To address this question, an inter-
national partnership with scientists from
eight countries established a standard-
ized method to analyze the genome of
the different strains of S. maltophilia. The
team analyzed a global collection of
newly sequenced S. maltophilia strains
together with publicly available whole-

genome data. In total, they collected data
of 2,389 strains from 22 countries on
four continents. The researchers found
that the global population of S. malto-
philia comprises a total of 23 lineages. To
determine the infection potential of S.
maltophilia strains, the researchers
screened the data for genes related to
virulence and resistance. They found
that resistance genes were broadly pres-
ent in S. maltophilia strains. Analysis of
strain transmission in hospital outbreaks
showed that genetically similar strains
were isolated in short intervals of days or
weeks in the same hospitals.
https://tinyurl.com/y7yyopzk

CF Candidate MRT5005 From
Translate Bio Gets FDA Fast Track

Status
The U.S. Food and Drug
Administration (FDA) has granted fast
track designation to MRT5005, an inves-
tigational RNA-based treatment for cystic
fibrosis (CF). MRT5005 is a firstin-class
RNA-based therapy that works by deliver-
ing CFTR messenger RNA (mRNA) —
the template cells use to make the CFTR
protein that is faulty among those with
CF — to cells in the lungs. The therapy is
delivered to lungs via nebulization. By
providing the correct instructions to make
the CFTR protein to cells and directly
addressing the root cause of the disease,
MRT5005 is expected to work in all CF
patients, regardless of the mutations they
carry. The investigational therapy is
Eontinued on page 430
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https://www.who.int/
https://tinyurl.com/y7yyopzk
https://www.fda.gov/
https://www.fda.gov/
https://www.fda.gov/patients/fast-track-breakthrough-therapy-accelerated-approval-priority-review/fast-track
https://www.fda.gov/patients/fast-track-breakthrough-therapy-accelerated-approval-priority-review/fast-track
https://cysticfibrosisnewstoday.com/mrt5005/
https://cysticfibrosisnewstoday.com/cystic-fibrosis-overview/
https://cysticfibrosisnewstoday.com/cystic-fibrosis-overview/
https://cysticfibrosisnewstoday.com/mrt5005/
https://translate.bio/rna-therapeutics/
https://kidshealth.org/en/kids/nebulizer-inhaler.html

AR R (" DIVERSITY IN THE CF COMMUNITY

By Xan Nowakowski, Ph.D.,
M.P.H.

lot of recent writing on cystic
A fibrosis has, quite appropriately,

celebrated how the new CFTR
modulator drug, Trikafta, will likely
give many patients the opportunity for
long, adult lives. In the past, many of
us had to put important and social
and emotional goals on hold because
of more pressing threats to our lives
from CF complications. As we live
progressively longer and healthier
lives with the help of innovative thera-
pies, we can now bring those goals
more to the forefront. This process
will likely be both exciting and chal-
lenging for many of us. It will bring
new experiences for which we may feel
unprepared, and thus require substan-
tial adjustment. This also means it
may be more difficult for those of us
who have had to put goals that are
more social or emotional in nature on
hold in the past because of more
pressing threats to our lives from CF
complications to further delay going
after what we want. Embracing an
authentic sex or gender identity is one
set of goals that often gets put on hold
because of profound illness early in
life. So, as our community begins to
thrive more and live longer, we will
likely see more people with CF open-
ing up about who they are with respect
to sex and gender.

To offer a quick overview for folks
who are new to thinking about these
kinds of diversity, sex and gender are
different but related aspects of who we
are. Sex describes our relationships
with our own bodies and the various
things that make them look and func-
tion as they do. Gender describes our
social identities related to other peo-
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ple’s perceptions of our bodies. Both of
these terms invoke the body but are not
a direct description of the body. Both
of these terms are also hard to define
precisely, which can make understand-
ing exactly how to address them in
clinical and community settings seem
tricky. So, it helps to understand what
kinds of sex and gender identities we
might see in our patient community.
Let’s start with sex. When babies

XAN NOWAKOWSKI

are born, generally they get “assigned”
a sex on their birth certificate.
Sometimes this reflects the actual per-
son’s sex identity and sometimes it
doesn’t. When sex assigned at birth
matches a person’s sex identity, this is
called “cissex.” A person whose sex
identity differs from the one assigned
at birth is “transsex.” We can also think
about sex in terms of characteristics the
person has—for example, what their
genitals look like or what chromo-
somes they have. Some characteristics
are associated with maleness and some
are associated with femaleness. And,

Making Space For Sex And Gender
Diversity In CF Care And Community

some people have a mixture of the two
groupings! Folks who have both female
and male sex characteristics are “inter-
sex.” People with just female or just
male characteristics are
Being intersex and endosex are both
normal, as are being transsex and being
cissex. Think about how some people
have two different colored eyes and
some people have two similarly colored
eyes or how some people are diagnosed
with one health condition at birth but
turn out to have another. That last bit
has happened to a fair amount of us in
the CF community!

As birth care providers tend to do
with babies, we all tend to think
about the apparent sex of people we
encounter in daily life because we are
socialized to do so. And often we
guess correctly, both by looking at
people’s bodies and by paying atten-
tion to social clues they are giving us.
But sometimes we get it wrong or
oversimplify things. This moves us
more into the territory of gender
identity. A person’s gender still has
something to do with their body but
is a layer more removed from all of
that. Gender is really more about
social roles we feel comfortable play-
ing, and how we respond to others’
expectations of the social roles we
should play based on what our bodies
look like. As with sex, there are differ-
ent groupings of gender characteris-
tics that we describe as “feminine”
and “masculine.” Some folks largely
have one set or the other, whereas
others have many characteristics from
both sets. When people have mixed
gender characteristics, we can broadly
describe them as “nonbinary.” People
with more streamlined gender charac-
teristics from one set or another are
likely to identify as ”

“men” or
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“women.” And if a person’s gender
identity matches what has been
expected of them since birth, we
describe them as “cisgender.” People
whose true genders diverge from early
life expectations are by contrast
“transgender.”

Broadly speaking, folks of transsex,
intersex, and/or transgender identity
are described as “sex and gender minor-
ities.” This term refers to the fact that
although our individual experiences
may be very different, we share a broad-
er vulnerability to various forms of
marginalization. All of the specific
identities that fall within this broad
“sex and gender minority” category are
far too numerous to name. Each of
these identities also has nuances;
indeed, it is in these finer details where
really wonderful support can flow
between different members of a patient
community.

I've given a general overview of
what sex and gender mean in society as
a whole. But how does this relate to CF
specifically? On a basic level, healthcare
interactions tend to be more effective if
they help people feel seen, heard, and
valued. In a world where people who
are transsex, intersex, and transgender
often face terrible stigma and violence,
simple actions that communicate safety
and value can go a long way toward
improving care. Showing patients that
we care about who they are and what
they need is a basic principle of good
healthcare, and equally as important
for sex and gender considerations as
for any other aspect of CF care.

These same kinds of simple wel-
coming actions also invite creative
thinking about how CF may intersect
with sex and gender with respect to the
kinds of services we receive and how we
respond to those elements of our care.
Sometimes we forget that people with
CF are often more medically complex
than just that one condition, which is
complex enough on its own. As such,
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we may not necessarily think about
what happens, for example, when a
transsex patient needs to balance medi-
cations for their CF with other drugs
they may benefit from taking to help
their body reflect who they are inside.
What about what happens when gen-
der nonbinary patients get called the
wrong pronouns several times during
the space of a single clinical encounter?
Consider also the ability of intersex
patients to work with providers who
really understand their reproductive
characteristics
needs—often a tricky issue in integrated
CF care for endosex patients as well.
So what can folks working with CF
patients do to create space for the con-
siderable sex and gender diversity of

and associated care

What about what happens when
gender nonbinary patients get called the
wrong pronouns several times during the
space of a single clinical encounter?

our community! My own experiences
have given me a few ideas on this front.
I'm an “agender” adult with CF who
works in clinical education. Being
agender means | don’t have a specific
gender identity. It’s one of many types
of nonbinary gender identities. I also
do research and evaluation about
healthcare services for a variety of
chronic conditions. (You can read my
last article in the Spring 2020 issue of
CF Roundtable if you'd like details
about my job!) My personal back-
ground has given me a lot of insight,
through both my own eyes and those of
others, into what people who work
with CF patients can do to facilitate
positive experiences.

Think about us! Reflect actively
on who may be left out of particular
aspects of CF care, or not feel fully
included. Why is this so, and what can

~

you do to change it? Just knowing that
we don’t have to clue people in to our
existence, or the fact that our being in
the world is a very normal and unre-
markable thing, goes a long way for
those of us juggling the already chal-
lenging demands of managing CF
along with other forms of hardship.
And being a sex or gender minority is
definitely difficult, even for those of us
who have considerable privilege on
other fronts. We constantly have to
remind people that we are real and
valid—when we’re not fighting for our
legal rights or avoiding physical vio-
lence, that is. Do the work for us and
show us you're aware of our existence,
even if you don’t know that much
about the particular hardships any of

us might face.

Make us visible! Use language on
forms that allows people to give you
accurate information about their sex
and gender identity. And let patients
know that you're open to feedback
about how to improve any forms your
organization is using! I've worked with
several different practices to help them
update forms with more inclusive lan-
guage. This process is pretty easy once
you commit to doing it, at least if your
organization has the latitude to update
terminology. Sometimes you have to use
forms required by particular govern-
ment agencies or other entities. That’s
okay, too—we often have constraints on
our choices, and nobody understands
this better than folks who experience
some form of social marginalization. In
those cases, provide a supplemental

| mosnc gy gy |
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form where people can tell you more
about themselves than what gets cap-
tured in forms for regulatory purposes.
Let us know you see us.

Ask us questions! I'll let you all in
on a little secret about the trans com-
munity: many of us struggle to keep up
with changing and expanding termi-
nology about sex and gender, too.
Change takes time, and those of us
who are approaching midlife now have
lots to learn even if we've been part of
a marginalized sex and/or gender com-
munity for ages. Many of us also may
not have realized that we ourselves
were sex or gender minorities until we
were well into our adult lives! Not
everyone who is trans in some way is
“born this way”; often figuring out that
we are transsex and/or transgender is a
long process. In some cases the same
might be true for intersex people, too—
for example, if a person’s hormonal
characteristics change substantially
with aging. Bottom line: If you want to
know something, ask. We'll tell you,
and we probably won’t make you feel
embarrassed for asking, either.

Assess us! Sometimes sex and gen-
der minority CF patients may have par-
ticular needs for our healthcare that
relate to these aspects of our experience.

Other times, we may simply want to
know that anyone working with us
knows who we are. It is exhausting
when people try to cram us into boxes
where we do not fit. For people with
CF, this challenge gets compounded
because we already spend so much time
trying to explain our disease to people
unfamiliar with it. So, be proactive and
give us the opportunity to tell you about
what the best healthcare looks like for
our unique needs. This will also help
you learn about the immense diversity
of our patient community, as no two of
us who check both the “CF” and “sex/
gender minority” boxes will be the
same—or even very similar at all. For
example, a new provider might wonder
if the particular hormonal medication I
take is an indication that I am working
on sex transition. It isn’t, but that’s cer-
tainly a good question to ask! I take an
older, higher-dose combination hor-
mone pill to help protect my bones
from the inhaled steroids I use to keep
my lungs healthy. The hormones also
help thin my mucus, and likely assist
with weight maintenance. In this par-
ticular case, my use of hormones has
nothing to do with my gender minority
status—but for another patient, it might!

Listen to us! This is really the most

important tip of all. Working effectively
with and gender-diverse CF
patients—and just people in general—
depends foremost on actually listening
to our voices and taking our contribu-
tions seriously. When we take the time
to share our perspectives with you, let us
do that sharing without being inter-
rupted. Many of us get interrupted
enough by having to cough frequently
or make an urgent restroom visit!
Believe us when we tell you about our
experiences of hardship, and about
what you can do to make staying healthy
easier for us. Your attention, and the
respect it communicates, can go a long
way even if you have very little technical
knowledge about sex and gender minor-
ity issues in healthcare. A
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Sumerau.

Amy Baker

Julie Bombeck

John and Pauline Dinello Trust
Pepper Hartney

Nicolas Morency
Nancy Moseley
James and Ann Nash
David Restivo

\

BRONZE Judith Riley (in honor of Steven and Douglas Riley)

Bill and Sharon Thompson (in memory of

Susan Mitchell (in memory of Raymond Corwin)

Melissa Thompson)
Andrew Winders

GOLD

AllianceRx Walgreens Prime

SUSTAINING PARTNERS

Cystic Fibrosis Foundation

J
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THROUGH THE LOOKING GLASS )

Defiance

This cord that binds me also frees me —
it feeds me oxygen so I can breathe, yet
keeps me closely tethered to the tank.

With this leash, I've become bound, but
I am not trapped.

PHOTO BY DEREK POWAZEK

I feel more vulnerable, however
I refuse to be frightened.

My weakness is now exposed, yet
I will not be conquered.

I am coming to terms with my life,
That means coming to terms with my death —
and finding the beauty in both.

Through it all, I remain steadfastly
DEFIANT

-M. Compton, 1997

- J

CF Roundtable I Summer 2020 Page 27



FROM OUR FAMILY PHOTO ALBUM...

ASHLEY WILSON AND HER

KATHY YODER INTODOS SA
JANUARY, 2020.

NATHAN TALLENT; FE TALLE

SANTA CLAUS HOLDING SNOWKING;
NATHAN'S MOTHER, WANDA CARVER TALLENT.

AFTER ENJOYING A DAY OFFSRJE__'&(';V'ILLA,

NTOS, MEXICO,
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KIM
ANDREW KIRBY AND HIS MOTHER,

KIRBY.

TANNAZ MOTEVALLI

DANIEL GONZALEZ; MOTHER, IRMA DAVILA;

FATHER, RICARDO GONZALE?Z.
RICARDO GONZALEZ. ALEZ; AND BROTHER, GRACE KNIGHT
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Mohamad Elsayyed

By Mark Tremblay

met Mohamad Elsayyed through a
Imutual friend on Facebook and

was immediately struck by his
overwhelming optimism in the face of
his illness, as well as the many other
challenges he faces. Like most of you, I
have met many folks in the CF and
substance use recovery communities
who have truly inspired me. I have,
however, rarely met someone like
Muhammad, who is able to genuinely
find joy in the moment while simulta-
neously holding out hope for a better
life in the future. After a few Facebook
messages back and forth, I knew I
wanted y'all to get to know him and
his story. Please welcome Mohamad
Elsayyed.
Where do you live and how old
are you?

[ am 21 years old. I'm a Muslim
Palestinian refugee with cystic fibrosis
living in Bchamoun (near Beirut),
Lebanon.

How is your health currently?

My health goes up and down. I
currently have 22% lung function.
Last year, I was admitted for emergen-
cy surgery to remove part of my right
lung. I have never received inhaled or
intravenous Tobi or Cayston, despite
culturing Pseudomonas aeruginosa. Also,
because of COVID-19, [ have to stay in
my apartment and am not allowed
outside so that I don’t get sick. (Note
from the author: since this interview,
Muhammad was again admitted to the
hospital for hemoptysis and released three
days later without having received any IV
antibiotics to treat his lung infection.)
When were you diagnosed with
CF and how did you react when
you found out?

Since birth I was shuffled from

An Interview With

£ £ Where I live there are very few
patients with CF and no CF specialists.

doctor to doctor because I was sick all
the time and no one knew what was
wrong with me. In 2014, when I was 14
years old, I was finally diagnosed with
CF based on a sweat test. It came as a
huge shock when they told me I had
CF. After searching the web and learn-
ing more about it, I didn’t believe I had
it. However, the doctor confirmed the
sweat test was positive and I eventually
accepted my diagnosis. Where [ live
there are very few patients with CF and
no CF specialists, so [ was referred to a
doctor with an office nearby who had
previously treated another CF patient.
What is your plan of care and
what do you do to manage your
CF on a daily basis?

We do not have a lot of treatment
here so we do what we can. As a
Palestinian refugee, I have very limited
access to medical care and equipment,
so the only treatments available to me
are nebulized inhaled saline solution,
creon enzymes with meals, and oral

MOHAMAD ELSAYYED

azithromycin three times per week as a
preventative measure for lung infec-
tions. Roughly six weeks ago, due to
the generosity of a notfor-profit orga-
nization (CF Vests f{Or Life) operating
out of the U.S., [ was given a Respirtech
inCourage therapy vest which 1 do
twice a day in conjunction with my
inhaled medications.

Have you considered or are you

on a lung transplant list?

My doctor told me about lung
transplant surgery and said if [ do not
need it now I will eventually; however,
it is not available for me in Lebanon.
He said in order to have that as an
option I would have to travel to anoth-
er country.

I sought asylum to the U.S. but
was denied. I also applied for a visa to
go to Belgium through non-conven-
tional channels because refugees are
unable to get travel visas. Last year, |
finally saved up enough money to pay
someone to get me a visa to go to
Belgium, where I could apply for asy-
lum through an expedited process
because of my refugee status, which
would give me access to better health-
care and potentially a transplant. After
paying for the Belgian visa, [ was unex-
pectedly admitted to the hospital, so I
missed my opportunity to go to
Belgium and lost all my money.

How has your life changed because
of the current COVID-19 crisis?

My doctor told me I am more
susceptible to this virus and recom-
mended that I try to stay home as
much as possible. Although I do not
like staying at home, 1 know it’s best
for me to do so in order to stay safe.
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My brother helps me get stuff I need.
What are your goals in life? Are
they tempered by the fact that
you have this disease?

I want to have a good life, house,
job, and family. I'd like to have a wife
but with all that I read about CF, I'm
not sure about a wife.

What motivates you to keep
pressing on?

I try to do everything people
around me do but in my own way. I
try to prove myself. [ stay positive and
tell myself I can do it and I have the
power to this or that.

What do you think about when
you’re facing your hardest chal-
lenges?

My family helps me get through
the big challenges I face in life.
What role does religion play in
your life?

When we were kids, they told us
about Islam in school and left it up
to us to choose. Islam is a big deal to
me. It tells me that [ am strong and [
can do it. We all know that God is
looking over us and that he will take
this disease from us.

What do you do to help manage
your stress?

I used to visit my family and
friends and play outside. I like social
media—Facebook specifically, because
it helps connect me to other people.
If you had to say one thing to
other CF patients and one thing
to your loved ones what would
it be?

If I had one thing to say to others
with CF, I would say stay positive and
don’t get discouraged. To my family
I'd say a thousand times over, thank
you for sticking by my side. A

Mark Tremblay is 50 and has CF. He is
a director of USACFA. He lives in
Albany, NY, with his wife MaryGrace

and stepson. His contact information can

be found on page 2.

Inaugural CFRD Summit
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he Inaugural CFRD Summit
Tmeeting is planned for July 6, 7,

& 8% in 2021. The event will be
hosted at The Lodge at Whitefish
Lake, in Whitefish, MT, 26 miles
from the entrance to Glacier National
Park. The purpose of this gathering is
to bring together thought leaders in
the Cystic Fibrosis Related Diabetes
(CFRD) community who are advanc-
ing research as well as promoting
more progressive therapy of diabetes.
The Summit program will be com-
prised entirely of endocrinologists
(both pediatric & adult) who are a
part of the Cystic Fibrosis
Foundation’s EnVision CF program,
of which there are thirty members.

The mission of the EnVision pro-
gram is to fund training for physi-
cians interested in developing exper-
tise in the endocrinologic care of
patients with cystic fibrosis. The
speakers will present their latest
research and findings to the attend-
ees. The objective of this program is
not only to create a space for the
EnVision endocrinologists to come
together and share their wisdom with
each other, but also to expand the
knowledge of endocrinologists who
partner with CFRD patients, but who
are not fully immersed in a CF care
center, thereby enhancing their
understanding of the many nuances
and variances of CFRD versus
T1DM/T2DM.

The Summit will also encourage

the attendance of CF Center direc-
tors, with the goal of developing more
cohesion, shared understanding, and
fluidity in the treatment of the CFRD
in the CF Clinic. The
Directors have a rich opportunity to
enhance the teams understanding of
CFRD and the critical need for a
strong continuum of care as it relates
to diabetes management.

Our goal for the Summit is that
current EnVision members walk away
inspired by their colleagues’ research
and motivated to move their research
and others’ research into practice. We
hope that endocrinologists who are
not currently connected to a CF care
center find inspiration to integrate
the newfound critical knowledge into
practice, as well as understand the
need for communication between the
providers. CF Center directors should
leave with a better understanding of
the pulmonary implications associat-
ed with CFRD, providing motivation
for more expansive communication
with patients and care team members,
aggressive observation of diabetic
potential in each individual they serve
and a shared partnership of under-
standing with the endocrinologist
who mutually serves their patient
population.

Center

For more information or to
receive updates on the virtual training
program, sign up here: http://attain-
health.org/cf-endocrinology-summit
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FOCUS.'I_'OPIC DIVERSITY IN THE CF COMMUNITY

-
L]

By Tannaz Motevalli

Disclaimenr:

As one of the cochairs for BreatheCon
2020—an online conference for and by
adults with CF through the Cystic Fibrosis
Foundation (CFF)-I'm writing this article
to share some of my own personal thoughts
on diversity and inclusion in the CF com-
munity, as well as some insight on how
Kasey Raffensperger (my fellow BreatheCon
co-chair) and I have been framing this year’s
event specifically around promoting and
encouraging diversity and inclusion in our
community. The thoughts and the opinions
shared in this article are my own and not a
direct reflection of the CFF or others
involved in planning BreatheCon 2020.

he specific events that inspire each
Tof us to pursue social justice are

unique to every individual and it is
a private journey. Usually, if we are pay-
ing attention, a series of events happen
and then something, or multiple things,
push us over the edge and we are faced
with a choice to act or stay silent. For
many people recently, it was the death
of George Floyd on May 25, 2020. For
me, it was two particular events: the
release of dashcam footage on November
24, 2015, of Laquan McDonald’s death
in Chicago thirteen months prior, fol-
lowed by the death of Freddie Gray on
April 19, 2015, in Baltimore. Laquan
McDonald was shot 16 times while
walking away from former officer Jason
van Dyke. Freddie Gray died seven days
into a coma caused by his spine being
nearly severed 45 mins after being arrest-
ed and placed in a Baltimore Police
Department transport van. In 2015, 1
was living in Chicago pursuing my
undergraduate degree. 1 remember
watching as both cities and communi-
ties I loved took action and the Black
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Lives Matter movement had reached
about a year of consistent protests and
demonstrations nationwide. For the
first time in my life, [ was willing to fight
for something that did not directly
affect me. Laquan McDonald could
have been a teen I would later interact

TANNAZ MOTEVALLI

with while working for the Chicago
Parks District. Freddie Gray could have
been an old friend or former classmate.
Or they could just be strangers who,
despite me not knowing them, have as
much right to live a full and joyous life
as me. | am not free until we all are.
So, what does all of this have to do
with the CF community! Racism and
systemic oppression permeate every-
thing (hence the word systemic) and the
work to be anti-racist must be done
every day, internally and externally. As a
queer person of color with CF, a disease
historically known to impact predomi-

Calling for Social Justice in
the CF Community

nantly White people, I have felt like an
outsider to the CF community often.
Only in the past several years have I
come to recognize and grapple with the
fact that racism and other issues sut-
rounding identity have big roles to play
in that feeling. From one CFer to
another, if you don’t believe racism is a
problem in the CF community, you're
not paying attention and you need to
listen to POC CFers, especially BIPOC
CFers. Race negatively impacted me as a
person with CF early on in my life. My
mother is a nurse of over 28 years and,
by the time I was born, she had taken
care of several patients with CF. Within
three months of my birth, she knew I
had CF. She kissed my forehead on a
hot summer’s day and it tasted salty.
Along with the saltiness, I was not
digesting my food well. She told the doc-
tors and they did not believe her. It took
two years of my mother’s persistence
and a GI specialist to finally suggest a
sweat test. Remember, this was the 90s
and, at that time, the majority of CF
patients were White. And though things
have changed, the assumption that CF
was only a White folk’s disease was par-
tially to blame for delaying my diagnosis
a full two years. For those with CF or
those who have close family or friends
with CF, you know that two years with-
out treatment could, in some cases, have
been fatal or have severely detrimental
health consequences in the long run.
I'm not writing this to tell you all
the times [ have been negatively impact-
ed by racism and stereotyping, because
the truth of the matter is, I can never
compare what I've experienced to the
racism any of my Black friends and col-
leagues have experienced. I don’t know
that reality and I'll never know. So, as a
nonBlack person of color in the wake
of another resurgence of the Black
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Lives Matter movement, | want to dis-
cuss ways the CF community can par-
ticipate in anti-racist work and the
pursuit of social justice.

It’s important to consider how the
CF community overlooks marginalized
the community.
Affinity groups built from a shared
diagnosis or health status (such as the
CF community is) can be extremely
dangerous when there is not an inter-
approach to identity.
Intersectionality, the framework of
identity that sees each individual as the
intersection of their identities rather
than siphoning each off into separate
boxes, is key to recognizing the com-
plexity of discrimination throughout
all aspects of life. Without intersection-
ality, disease-based affinity groups run
the risk of policing what qualifies
someone as healthy or ill enough to be
part of the group. Without intersec-
tionality, the group can consciously or
subconsciously align other specific
identities to that diagnosis that have
nothing to do with the diagnosis itself,
rather than see the diagnosis as the
common denominator amongst many
diverse identities that interact with
being a CFer. And this is where
Whiteness comes into play.

For vyears, the physical representa-
tion of a person with CF has been
predominantly White. This is chang
ing. But because of this, I spent many
years not only feeling like an outsider,
but actively avoiding anything that had
to do with CF and the CF community.
When I attended my first BreatheCon
event, | remember being shocked by
how akin I felt to some of the other
CFers I met. Meeting other people
with CF who also took issue with some
of the ways the community had been
represented helped me feel less alone
and more interested in participating.
Around this same time, I also was mak-
ing a concerted effort on my part to
keep an open mind about the commu-
nity and the people I was meeting.

CF Roundtable § Summer 2020

identities within

sectional

Even after all this effort, I still
sometimes feel like an outsider. To be
very clear, I have not experienced many
overt forms of racism and/or stereotyp-
ing among other CFers. What I have
experienced are covert forms of racism
and/or stereotyping, such as the lack or
minimal number of resources and
opportunities tailored to non-White
and non-straight people with CF, het-
ero-centric discussions around sexuali-
ty within the community, and simply
not seeing a face or a name that looked
like mine.

I feel extremely thankful that I
pushed myself to get more involved in
this community. [ am extremely thank-
ful that I have the opportunity to co-
chair BreatheCon this year. And, in the
wake of so much call for change and
social justice, I have to acknowledge
that [ am tired of having to push myself
and encourage myself to become a part
of a community with which I may not
always feel aligned. I'm happy to do it,
but, at the same time, I wish I didn’t
have to try so hard. CFers who feel like
outsiders should not have to convince
themselves to be on the inside—the
community should actively welcome
and include them.

I believe it is true that some are
more aligned to change, whether
through personality or instilled beliefs.
This is not an excuse for complacency
or to reason with bigotry. It is a recog-
nition that each person has different
steps to take to enact change in them-
selves and in the world around them;
meanwhile, the duty to make change
relies on us all and must be met.

In trying to strike a balance that
gives everyone space to take their private
journey toward social justice and still
insist we all must do our part, planning
BreatheCon has been an amazing
opportunity to think critically about
what it means to be different together.
At this year’s BreatheCon, we hope to
ignite conversation about what commu-
nity means to all of us and brainstorm

~

how to build a more welcoming envi-
ronment for people of all experiences
and backgrounds. We will also create
spaces for people to connect through
mutual interests and experiences rather
than just a mutual diagnosis. We recog-
nize that race and ethnicity, sexual pref-
erence and gender identity, as well as
socio-economic status are heavy topics
to work through and can be triggers for
some. We welcome people to think
about the ways those identities shape
someone’s unique experience of life
with CF and recognize that we may not
all be able to understand one another
completely. The truest form of empathy
is not just putting yourself in someone’s
shoes, it's putting yourself there and
recognizing that’s still not enough to
really know what it’s like to be them and
that’s okay.

This is just the beginning. There is
so much work to be done, and I hope
that for some folks with CF BreatheCon
can activate you to not only connect
with other people with CF, but to also
think about what social justice can
look like in the CF community and
start building some change.

For adults with CF who wish to
join the BreatheCon 2020 workgroup,
please contact virtualevents@cff.org. A

Tannaz Motevalli is an Iranian-American
artist, writer, and researcher living in
Baltimore, MD. She works full time as one
of the exhibition coordinators for the History
of Medicine Division’s Exhibition Program
at the National Library of Medicine in
Bethesda, MD. She is also pursuing a
Master’s Degree in Library and Information
Science at the University of Maryland,
College Park. Outside her career, Tannaz
enjoys singing, crafting, cooking, and spend-
ing time with her human and feline friends.
To reach out to Tannaz, you can reach her
via email: motevallitannazx@gmail.com.
You can also follow her on her Instagram,
@human_grl, where she occasionally posts
about social justice, disability rights, and

life with CF, but also just life-stuff.
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FOCUS_TORIC DIVERSITY IN THE CF COMMUNITY

By Mica

a person with cystic fibrosis. The

discomfort and pain of disease, the
hassle of doing intense daily treatments,
the anxiety of what to do when you get
sick—it’s a lot to handle. Our bodies are
medicalized, pinched, and prodded on a
regular basis. Identifying as a “sick per-
son” has its own existential questions.
Having to face one’s own mortality from
a very young age, as many of us do, can
be challenging as well as spiritually
enlightening. I have long referred to the
hospital as my “vacation home.” And
yet, it has taken many years for me to
feel safe and respected there. I used to
be called the wrong name. I used to be
“miss’d” instead of “sir'd.” I sometimes
feel ashamed to ask that I be called by
my correct name, or to be referred to
using the correct pronouns. Sometimes
I'm asked erroneous, invasive questions
based on the fact that I had an F in my
chart next to my name instead of an M.
Once 1 was even verbally assaulted by a
hospital orderly when I asked him,
politely, to respect my identity. For
transgender people, especially people of
color or disabled people like myself, the
medical system can be a terrifying, even
dangerous, place, requiring immense
skill and bravery to navigate. Being in a
body is all the harder when society cre-
ates so many barriers to being seen and
feeling safe.

But I am one of the lucky ones. 1
live in a progressive place (Vermont), I
have received the gender-affirming care
that I've needed, and I have an amazing
medical team that respects and even
celebrates my identity. It’s been a long
and difficult journey to acquire the
supportive environment that [ have
now. As such, I want to briefly discuss
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I nhabiting a body is a tricky thing for

a few things that CFers and their care-
givers should know about living with
this disease and being transgender and
offer some suggestions for how to
improve the care that we receive. My
health has improved tremendously
since my physical transition, and I want
to reassure other trans CFers and their
caregivers that not only is this possible,
but it is safe, and it is important.
Being Transgender

Being transgender is a natural state
of existence, as is being homosexual,
and both are ubiquitous in the plant
and animal kingdoms. It is only human
societies, with their arbitrary definitions
of what is “right” and “wrong,” that
have any issue with it. Being trans is not
a disease nor a disorder; it is not a “sin”
nor a crime; it is simply a natural state of
being. Transgender people have existed
in every time, in every place, and in
every culture on earth, though we have
often been made invisible by social dis-
crimination.

Because of our unique positions in
between the so-called sexual binary
(which, even now, the latest science is
debunking), many traditional cultures
have given us roles as holy people to
advise the spiritual health of their com-

Being A Transgender
Person With CF

munities. Some contemporary examples
include the Lakota Winkte, the
Hawai’ian Mahu, the Hijra of India, the
Waria of Indonesia, and so on. An
excellent book on gender diversity is
She/He/They/Me: For the Sisters, Misters,
and Binary Resisters by Robyn Ryle. Also,
check out this map of traditional third
genders around the world. [ am writing
a historical fiction series on this topic, as
it's something I believe to be important
and inspiring. I hope that Western soci-
eties will someday regain their lost
acknowledgment of the spiritual impor-
tance of the transgender experience.

In addition to social discrimina-
tion, trans people can be in danger due
to gender dysphoria (the experience of
feeling uncomfortable in one’s body as
a result of one’s sexual features not
matching one’s gender identity). The
suicide rate among untreated transgen-
der teens in the U.S. is scarily high.
Dysphoria cannot be helped in any
other way besides gender-affirming
medical care (which includes hormones
and surgery) and social inclusion.
Psychotherapy, religion, or anything
else cannot be successful by itself (trust
me, ['ve tried it!), though these can be
supportive to trans-affirming medical
care. My own struggle with dysphoria
caused me immense emotional and
physical suffering until I finally received
the medical care I needed at age 26. I
am so, so glad that many more trans
kids growing up these days will have
better access to the care they need, so
that they might avoid the kind of suf-
fering I endured early in my life.
Navigating the Medical System

When it comes to being trans and
having CF, there are some extra compli-
cations. Many trans people avoid medical
care due to the common, painful dis-
crimination we experience in hospitals

CF Roundtable B Summer 2020



https://blogs.scientificamerican.com/voices/stop-using-phony-science-to-justify-transphobia/
https://blogs.scientificamerican.com/voices/stop-using-phony-science-to-justify-transphobia/
https://www.pbs.org/independentlens/content/two-spirits_map-html/
https://www.mzmcdonnell.com/poet-prophet-fox.html

and doctors’ offices. But as a CFer, I
cannot avoid medical care. The way that
modern Western medicine pathologizes
and objectifies the human body is par-
ticularly unhelpful, and it is why comple-
mentary and holistic medical care can be
much more accessible to trans people (I
myself became a clinical herbalist). Some
things at my hospital have improved
since I transitioned, but if I go to other
specialists who are not transliterate, it
can be a jarring experience.

Some very basic things that need
to be done to support trans people in
the medical system include: noting in
the medical chart and using the per-
son’s preferred name (if they have not
changed it legally); noting and using
their correct pronouns; using sensitive
and respectful language related to gen-
dered body parts; asking and recording
the person’s gender identity (which is
different than sex); and avoiding mak-
ing medical assumptions based on the
M or F next to the patient’s name. It is
important to ask medical questions
related to the organs and hormone
dominance a person currently has, not
just questions related to the M or F
designation in the chart (some trans
people don’t want to or are unable to
change the M or F for other reasons).
Also remember that many trans people
(myself included) are non-binary, mean-
ing that they do not identify as either
man or woman, male or female. In
some states we can now choose a third
gender option on the birth certificate
and/or driver’s license; therefore, med-
ical records and insurance companies
should also reflect this additional
choice. These things will hopefully
encourage larger changes in main-
stream medicine, moving away from
statistical medicine toward more per-
sonalized care. Medical providers can-
not rely on the M or the F alone to
make assumptions about a patient’s
sex, gender, physical health, social sta-
tus, or medical risk factors. It requires
greater nuance and asking better ques-
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tions, both of which mainstream medi-
cine needs to improve upon for all
patients. Medical record software must
be updated to reflect the patient’s pro-
nouns, preferred name, and gender
identity. As gender and sexual diversity
increases, in cisgender and transgender
people alike, these changes will make
medical care more respectful and more
precise for everyone.

There are excellent resources out
there now to help educate medical pro-
fessionals on how to best care for trans
patients. It is important to note that
every medical professional is responsi-
ble for educating themself on these
issues because providing uneducated
care can, and does, cause harm. This
harm is both unnecessary and avoid-
able. I believe that these changes will
benefit every single patient of every
gender identity. When healthcare pro-
viders make it a habit to think twice
about making gendered assumptions
and judgments about patients, I believe
this will also help tackle the misogyny
inherent in the medical system.
Surgery and Hormones

When 1 first decided to pursue
physical transition, my family and
healthcare providers had some con-
cerns. Initially, some family members
were concerned about “top surgery”
(i.e., removal of mammary tissue and
chest masculinization) due to its prox-
imity to my lungs. However, for me this
wasn’t a choice—I had been waiting for
this opportunity for almost 15 years.
Luckily, my doctors understood my
need to do it (one of my docs is trans
himself) and they helped me jump
through the many bureaucratic hoops.
[ knew how much this surgery would
improve my life. A difficult part of the
process was trying to explain my deci-
sion to family members who didn’t
understand. While no one’s opinion
was going to stop me from doing it, it
was hurtful when some expressed their
concerns or dissent. However, my
immediate family was supportive (my

~

sister was my strongest advocate and I
don’t know how I could have done it
without her!) and eventually I won
everyone over. Many trans-masculine
people like myself bind their breasts to
slim the chest profile. I knew that as a
person with severe lung disease, any-
thing like a binder that restricted my
breathing would be a very bad choice,
so | had to do without it. Chest mascu-
linization surgery may be extra impor-
tant for CF trans-masculine people for
that reason, because binding can be so
harmful to the lungs. In addition, I
find that exercise and chest physical
therapy is much easier and more com-
fortable without breasts (side note: the
Vest should make a more comfortable
model for people with breasts!).

A few months before my top sur-
gery, | started injecting testosterone
(“T”). Using T was less important to
me than the top surgery, but I decided
to try it and see how it felt. Turns out,
I loved it! It gave me so much more
energy, enhanced my mood, and
helped me gain weight in muscle mass.
With the new energy that I gained, I
could exercise more, which led to great-
er muscle mass, which made exercise
easier and further boosted my energy,
creating this amazing positive feedback
loop that really helped my lungs stay
clear. I do believe both testosterone
and the top surgery have helped
improve my CF. My functional life
capacity has increased significantly, not
to mention the improvement in my
mental health! After being on T for a
few vyears, my exercise tolerance
increased to levels I had not experi-
enced since high school! Even though
my lung function was slowly declining
(until starting Trikafta last fall), my
functional capacity was improving.
Remember friends: FEVI1 is not the
sole indicator of your health! Don’t let
the number bum you out!

I began my transition about 4.5

years ago. The day after my top surgery
IContinued on page 37'
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FOCUS

e

ecause | am mixed race, I have

B been asked about my experience
as a person of color within the

CF community. I know several people
over the years would be surprised to
learn that I have cystic fibrosis because
I am halfblack. At one time, CF was
thought of as a Caucasian-only disease
because it originated in Europe.
Through social media, I personally
only know about six people who are
both black and have cystic fibrosis. I
believe cystic fibrosis is prevalent in
other races today because interracial
marriages are becoming more accept-
ed. CF doesn’t recognize skin tone. In
the end, we are all a melting pot of
different races from around the world.
As far as healthcare, I do not feel
that [ have been treated differently due
to my race. [ have been treated fairly as
a patient. I was diagnosed with cystic
fibrosis at birth in Denver, Colorado.
We moved to California when I was
nine years old and I've lived there ever
since. | currently have a team of spe-
cialists here in California. I have not
had a black doctor; however, I have
had several doctors of many varied
ethnic backgrounds and they have all
treated me with respect and profes-
sionalism. [ have had one respiratory
therapist who was black and a few
nurses during hospital stays. I think
having a diverse healthcare team has
opened my eyes to understanding and
appreciating different cultures within
my community. More diversity in
healthcare is helpful and comforting—
you can relate to someone who looks
like you and possibly has a better
understanding of your background. I
admire people of different races and I
am especially proud of those who are
black and studying to go into the
medical field because it is broadening
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Diversity In Healthcare

By Ashley Wilson

£ £ 1 appreciate when my team takes
the time to get to know me as a person
first, understanding that I am someone
who has a variety of interests outside

clinic appointments. §

ASHLEY WILSON

the diversity of races in healthcare.
Diversity in healthcare has come a
long way from where it used to be, but
there are always improvements that
could make patients feel better under-
stood. Most importantly, for a patient
with chronic illness, is to have a team
of professionals who are genuine in
nature, patient, and who are good lis-
teners. [ appreciate a team that explains
things clearly and has expectations of
me to follow protocol. I also appreci-
ate a team that understands the com-

plexity of this disease and recognizes
that I am a person who desires to live
life, despite the fact that I live with CF.
In other words, [ appreciate when my
team takes the time to get to know me
as a person first, understanding that I
am someone who has a variety of inter-
ests outside clinic appointments.

I have found that social media
and cysticfibrosis-related-foundation
websites have been the greatest resourc-
es outside of my healthcare teams. I
have been extremely fortunate to have
parents who strive to learn about this
disease and support me in making
wise decisions about my health. They
have provided me with excellent health
insurance and the ability to see highly
skilled doctors. I do not take this for
granted as I know that healthcare and
insurance are not available nor afford-

able for all. A

Ashley Wilson is 22 years old and has CF,
CF-elated diabetes, and CF liver disease.
She lives in central coast California. Ashley
is currently pursuing a Bachelor’s Degree in
Cinematic Arts and Technology and hopes
to share others’ stories through documenta-
ries. Qutside of school, Ashley enjoys surf-
ing, adventures with friends, and working
as a YouTube creator. She also is a pro-
ducer and contributor on various podcasts.
You can find her personal YouTube chan-
nel at Ashley’s Roses.
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Meet A New Director — Grace Knight

board this year! For the past few

years, I have enjoyed reading CF
Roundtable and am a recipient of the
Lauren Melissa Kelley (LMK) scholar-
ship. [ am 22 years old and have recently
earned a B.A. with distinction in English
from the University of Pennsylvania. In
the fall, I will be attending University of
Texas School of Law in Austin, TX. I
spent many months in college fighting
nontuberculosis mycobacteria (NTM)
and am grateful to have made it to the
other side. I am currently on Trikafta
and am constantly amazed at the improve-
ment I have seen in my health while on
the drug. It has opened the door to a
brighter future for CF patients.

I was diagnosed with CF when I
was one-and-a-half years old. At that
time, there was very little knowledge

I am so excited to join the USACFA

about CF in my hometown of Tyler,
TX, and we did not even have a local
CFF chapter. My family and I have
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worked hard to create awareness of the
disease in Tyler and are proud to now
have multiple local fundraising events
throughout the year associated with
the CFF. I have two younger twin
brothers, both of whom are CF carriers
only. After my diagnosis my mom did
in vitro with genetic testing to get preg-
nant with them.

While at Penn, I took many classes
in creative writing and am really excited
to be able to use that knowledge to help
keep the CF community informed. In
my final year of college, I completed an
honors thesis which focused on telling
the stories of CF patients. It was through
that project that I learned of the wis-
dom and strength present within our
community. [ am constantly inspired by
this community and am honored to
fight this disease with you. A

MICA Eontinued from page 351

[ felt reborn! I wish I had done it way
sooner, but I am so grateful that I
finally received the care that I needed.
My life is so much better since my tran-
sition and I am extremely grateful to all
the people—healthcare providers, fami-
ly, friends, and community—who helped
me make it happen!

Trikafta and Hormones

Last fall, I started Trikafta and experi-
enced another rebirth! My FEV1 is higher
than it’s been in six years! I've regained at
least 10% of my lung function. I basically
don’t even cough anymore. I can’t tell you
how miraculous it’s been. I feel like I
might live decades longer.

With that said, everything has its
complications. The combination of
elexacaftor, tezacaftor, and ivacaftor in
Trikafta results in strong inhibition of
the liver enzyme CYP3A4. That liver
enzyme is responsible for metabolizing
many drugs, herbs, and sex hormones
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(i.e., estrogen and testosterone). Both
Trikafta (and Symdeko before it) result-
ed in my serum testosterone level rising
way too high, so I've had to get my tes-
tosterone level checked regularly and
adjust the dose. I've had to cut my tes-
tosterone dose in half since starting
Symdeko and Trikafta. I've also gotten
more acne recently as a result of the
hormone fluctuation. But both testos-
terone and Trikafta are too valuable to
me to stop either, so I just have to check
on my testosterone levels periodically.
For trans CFers and their caregivers, be
aware that you will have to keep tabs on
hormone levels and reconfigure the
dose while on CFTR modulators.
Gratitude

I am so grateful to so many people
who have allowed me to thrive as I do
now. [ am grateful to my transcestors who
have fought so hard for the freedom of
transgender people in the U.S. for so

many decades, through such strife and
hardship. I am grateful to my health care
providers who have helped me gain the
care ['ve needed. I am grateful to my fam-
ily and community for supporting me in
my transition. I'm grateful to the scientists
at Vertex who have created a medicine
that has totally transformed my life. And
lastly, I'm grateful to CF Roundtable for
providing this space to discuss the issues
that are important to queer and transgen-
der people with CF. I am so happy that we
do not have to be invisible anymore!

If you’re trans and have CF, let’s be
in touch! I'd love to know more people
with this unique experience, and maybe
help support each other in our strug
gles. I hope to hear from you! A

Mica (they/them) is 32 years old with CF.
They are a clinical herbalist and author liv-
ing in Vermont. You can find them on their
website at www.cfnaturalhealth.com.
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By Tré LaRosa

pend five to ten minutes search-
ing the literature for Black peo-
ple with cystic fibrosis and their
health outcomes. To say it is wrong
that there hasn’t been more extensive
research to understand the disparities
for Black people with CF is a massive
understatement. It is
wrong; it is a demonstration of racial
inequality and inherent racism in the
healthcare system in the United States.
We, as a community, must acknowl-
edge our privilege. Cystic fibrosis is
typically regarded as a white disease.
Look at federal funding and outcomes
for those with sickle cell disease, typi-
cally regarded as a Black disease. The
similarities between the incidence,
prevalence, even life expectancy, clini-
cal severity, and underlying Mendelian
genetics between these diseases are
remarkable. While there very well may
be many explanations, it’s hard to skirt
around Occam’s razor. Outcomes in
the Black CF subpopulation are poor-
er than in the white population, and
sickle cell disease is not nearly as well
known or understood as cystic fibro-
sis. It stands to reason that in order to
improve outcomes for these communi-
ties of people, we must find the causes
and root out systemic biases that dis-
proportionately harm Black people.
As we see nationwide protests
about racial inequality, I feel compelled
to say this: I stand with you and I am
listening. I am fortunate to be part of
the only nonprofit in the United States
led solely by people with CF. USACFA
provides resources and support for
everyone in our community regardless
of their ethnicity, race, sexual orienta-
tion, gender identity, religion, political
affiliation, or anything else for that
matter. This very issue of our CF
Roundtable newsletter is dedicated to
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more than

diversity within the CF community. It
is incumbent on all of us in the CF
community to work for and with each
other to improve the disparities within
marginalized subpopulations in the CF
community so all of those with CF
have equitable healthcare access, out-
comes, and expectations until the day
when CF is cured for all.

Merely pointing out these dispari-
ties isn’t enough. Understanding of

- <l -
TRE LAROSA

the root causes is critical in order to
propose solutions for mitigating these
disparities. Poorer care and access to
care that Black people in the U.S. face,
combined with Black patients’ under-
representation in clinical trials and
other factors, makes clear that system-
ic racism impedes the improvement of
health outcomes witnessed across the
spectrum of those with CF.

In the CF community, the “final
ten percent” consists of a subpopula-
tion of patients who are not currently
eligible for approved modulators. These
people either have an unknown muta-
tion, experienced adverse effects of

My Views On Racial Inequality

approved modulators, or they have
mutations that will require more com-
plicated therapies to fix. To draw a
slight comparison, those of us that have
at least one delta F508 mutation are
fortunate as it is the most common
mutation, and therefore we have bene-
fitted from the most research and fund-
ing, effectively reaping the most health
benefits. Thus, the phrase “F508del
privilege.” While it’s true that clinical
severity can vary across all different
mutations, this privilege is hard to
deny. Combine this privilege with
being white in the U.S., and it only
confirms my suspicions that the glaring
disparities among white people with
CF and Black people with CF is at least
partially due to systemic racism in the
U.S. healthcare system, in the way the
way federal funding is allocated, and in
the way CF awareness is spread.

The first step to improving these
disparities is to bring the conversation
to the forefront. Our community, as
much as we don’t want to admit it, is
not immune to racial inequality.
Improving these disparities is only the
first step. We must seek out to entirely
mitigate them. I am honored to be a part
of the USACFA board. I like being part of
an organization that is passionate about
highlighting the diversity in our communi-
ty. I believe that the world will not be better
until every member of our community
has an equal and equitable chance
at the best life possible, especially
one free from cystic fibrosis. A

Tvé LaRosa is 26 years old and has CF. He
currently lives in Cincinnati, OH, but will
soon be moving to Pensacola, FL. He
enjoys writing, reading, exercising, playing
basketball, and exploring with his golden
retriever/basset-hound mutt Duncan. His
contact information is on page 2.
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BOOK REVIEW

By Tim Wotton

Reviewed by Andrea Eisenman

elcome to a year in the life of
W Tim Wotton, an Englishman
with CF, whose goal is to
reach the age of forty. His book is a
compendium of his personal week-by-
week written with flashbacks to his
past. After seeing so many people in
England who don’t live long enough
to celebrate their 40™ birthday, we
learn that he is 39 and has set his
sights on achieving this seemingly
unlikely milestone birthday. Early in
the book he says, “[flor most of my
life, thirty seemed unachievable and
forty felt an impossible age to reach.”
Throughout, he discusses the
many friends with CF who didn’t
make it into their 30s, all the while
wondering why he was still alive when
they didn’t survive. Despite his fixa-
tion on death, he also focuses on life,
or so it seemed to me. If | had to guess
why he is still alive, I would say he
never gives up and tempers everything
with a good dose of humor. He defi-
nitely pushes himself physically when
it comes to exercising and, when he
was younger, drinking and partying.
We go on this journey with Tim
to see the highs and lows of his every-
day life. Many with CF themselves
will relate to the trials and tribulations
of doing treatments, being diagnosed
with diabetes, being hospitalized for
intravenous antibiotics, and trying to
balance a social life and work, all
while being married and having a son.
In his narrative, he gives some
background history growing up with
both a fraternal twin and an older
brother. Neither of his siblings has CE
His father brought all of his sons up
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How Have I Cheated Death?

A Short And Merry Life With Cystic Fibrosis

and what it gives in return: perspec-
tive and knowledge and sometimes a
spouse and child to make the struggle
even sweeter. For Tim, that was the
case.

Spoiler alert: Tim achieves his
goal of reaching 40. Along the way,
he shares his feeling of working full
time to provide for his family, going
on family vacations, how his parents
raised him, getting married, and play-
ing hockey with a few teams of vary-
ing ability levels. He delves into the
difficulties in conceiving children
and ultimate success through IVE He
recounts the emotional and physical
toll the process took on him and his
wife. He shows great sensitivity on

£ £ Heis open about his struggles and
is pragmatic about his health. J §

playing the sport he himself loved, field
hockey. To this day, Tim still plays
hockey whenever he can and jogs to
stay in shape. He hopes to pass his love
of the game to his son when he is old
enough. He briefly mentions his exces-
sive drinking after many hockey tour-
naments and how he ultimately learned
from his overindulgence.

How Have I Cheated Death? opens
with how many pills Tim takes in a
day, how he does his nebulizer treat-
ments, and how he coughs so hard he
vomits before he’s even had break-
fast! Then, he’s off to work a full day
only to return home and do more
treatments before bed. Rinse and
repeat. He compares it to the movie,
Groundhog Day. He is open about his
struggles and is pragmatic about his
health. It is a relatable book about
living with CF—all it takes from us

how it was harder for his wife who
was taking fertility hormones each
time they tried (unsuccessfully) for a
sibling for their son.

This book might be for you if you
like reading about other people’s jour-
neys with CF for contrast or feelings of
unity. I felt Tim’s story was universal
to those of us with CF, especially those
who, like Tom, wonder if they will live
to their goal milestone birthdays. It is
inspiring and reminds us that, while
we all have the same disease, we all
cope in our own ways at various ages
and levels of maturity.

Those unfamiliar with the author,
Tim Wotton, will enjoy his blog,
Counting Up to 50 (https://timwot-
ton.wordpress.com/). Tim is at it
again, writing about trying to reach
his next goal of a half-century. My bet
is, he will make it and well beyond. A
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IN THE SPOTLIGHT

athan Tallent is one of the sweet-
N est people. He lives in Lexington,

Kentucky, with his wife Fe, whom
he married after a whirlwind romance.
He’s very close to his mother, who has
played a key role in his life and health.
He has a number of degrees—an A.A.
in Computer Information Systems, a
B.A. in Christian Ministries, and a
Master’s of Science in Hospitality
Administration Management. His pas-
sion lies in his work in the hotel indus-
try, and he has often held down several
jobs at once. Nathan has one of the
strongest work ethic I've ever seen.
Unfortunately, he was recently laid off
from his job as a Guest Service
Champion due to the COVID-19 pan-
demic. Despite this and other chal-
lenges in his life, he maintains a great
attitude and a very positive outlook on
life. We were thrilled to interview him
and learn about his life experiences
and coping. Meet our newest star.
Spotlight please!
How old are you?

I’'m 39 years young and coming up
on my 40" birthday in July, which is a
milestone for everyone, but especially
for those living with cystic fibrosis. As I
approach 40, I don’t associate that
number with the “over the hill” saying,
but as an incentive to keep staying
healthy and living life to its fullest!
Where were you born and how
were you diagnosed with CF?

I was born in Kentucky and grew
up in my hometown of Albany, KY.
Soon after birth and because I did not
gain my birth weight back, as is the
norm, I was diagnosed with failure to
thrive, milk allergies, and chronic ear
infections. The doctor tried to change
my formulas to no avail. I continued to
vomit as soon as [ ate and cried con-
tinuously because I was hungry and not
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NATHAN TALLENT WITH
HIS LATE DOG, SAMMY.

able to get the nourishment I needed
in order to gain weight properly.

After four months of not improv-
ing, I was taken to a family doctor. Mom
told him I tasted of salt when she kissed
me and that I vomited and cried imme-
diately upon drinking the formula that
I could not properly digest. He sent me
to a hospital in Nashville, TN, to assess
my health situation, where they shrugged
it off as if I had a common cold! They
gave me too much medicine that, in
turn, caused more complications. As a
result, we went back to my family doctor
who referred me to the University of
Kentucky (UK) CF Clinic in Lexington.
[ was given a variety of tests, including a
sweat test that confirmed my CF diagno-
sis. I was then fourand-a-half months
old. All future follow-up treatments
thereafter were with CF doctors and we
continued all follow-ups, suggestions,
and consultations as prescribed by my
family doctor.

What health problems have you
had with CF?

With Nathan Tallent

By Jeanie Hanley and Andrea Eisenman

[ have two rare mutations: c.1585-
1G>A (f/k/a legacy mutation 1717-
1G>A) and c.982delA. Fewer than
1,200 patients worldwide have the
first mutation, while the latter muta-
tion is so new that it has yet to be
identified in the CFTR mutation
database. This combination of muta-
tions, at least for me, results in seem-
ingly less severe CF complications—I
haven’t been hospitalized for a CF
tune-up. However, I've always had
allergies. I've been on a medication
for many years for liver disease pre-
vention, enzymes to digest my food,
and many fat-soluble vitamins
(e.g.,vitamin D with calcium). 've
had issues with joint pain over the
years, especially as I age. Many years
ago, I cultured Pseudomonas aeruginosa
in my lungs and therefore started
inhaled Tobi for many years to combat
the Pseudomonas aeruginosa. 1 also
take Pulmozyme to break down and
thin the sticky mucus in conjunction
with using the Vest for CPT.
Unfortunately, my two rare mutations
are not responsive to modulator ther-
apies, like Trikafta.

Who helped you with your CF care
growing up?

My mom went above and beyond
in caring for me throughout my child-
hood and into my teenage years and
beyond. She always made sure I had
the proper nutrition, took all my medi-
cines, and did all my breathing treat-
ments, including percussion on my
chest and back so as to easily get the
mucus out of my lungs. I was able to
have a Vest machine to do this for me
later in my childhood.

What is your occupation?

I worked for Walmart from March
2010 until August 2019, when the com-
pany eliminated my job role at all
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stores. | was the Training Coordinator
and always loved helping to train peo-
ple. However, I've worked in the front
office of various hotels since 2003 and
that’s my true career passion, because I
can always help guests!

Growing up, 1 stayed at The
Campbell House Hotel overnight for all
of my trips to Lexington for routine CF
clinic visits. It was such a coincidence
when I landed a job there in May 2016
as a front desk agent, just a few months
after it became a Hilton Curio.

[ regularly held two jobs for many
years since | entered the workforce as I
love people! I received a promotion to
Guest Service Champion when 1
became a full-time employee after leav-
ing Walmart in August. Shortly after
that, COVID-19 quickly became an
immediate and serious threat, especial-
ly in early March in Kentucky, where
we live. I tried to take a leave of
absence/short-term disability on the
orders of my CF doctor, but everything
went so fast with layoffs in the hospital-
ity industry that I was laid off instead.
How difficult was it to fit in your
CF treatments with work?

It was sometimes challenging to get
all my prescribed treatments in while
holding two or three jobs at a time. Yes,
you read correctlyl At one time, I
worked at Walmart, at a hotel, at the
U.S. census bureau as an enumerator,
and as an on-call substitute teacher—all
during a four-month time period.
Recently, when working at The
Campbell House, it was hard to fit in
my Vest treatment in the mornings,
since I had to be at work at 7 a.m. It
was much easier to do it at night,
before bed, with my other treatments,
such as my nebulizer.

How did you meet your wife?

We have been married since June
7, 2009. I met my wife on eharmony.
com in January 2008. After communi-
cating extensively with each other dur-
ing the first few months via chat,
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phone, and video, I flew over to Taipei,
Taiwan, with my mom, to visit her in
September 2008. Fe, who is Filipina,
was working in Taiwan at the time.
Our love is a true love story—I pro-
posed atop the world’s tallest building
at the time: Taipei 101. Mom and I
flew back to Kentucky, where I began
the fiancée visa petition process to help
Fe immigrate to the U.S. from the
Philippines. She was approved fairly
quickly and I traveled to the Philippines
in April 2009, returning to Kentucky
with her.

Did you want to have children?

We had discussed wanting chil-
dren when we got married. However,
we couldn’t naturally conceive a child
thanks to CF. We prayed and talked
about it, trying to decide between IVF
or adoption. We finally decided the
adoption route was the best route, as
we didn’t want to risk having a child
with CF as well.

What happened when you tried to
adopt?

We wanted to adopt my wife’s
niece, Nora, since she was living in
poverty in the Philippines and we knew
her background well enough to know
she didn’t have any underlying health
conditions. She was nine years old
when we started the process in July
2017 and was the youngest of nine chil-
dren. My wife and I were approved for
adoption; however, the Philippines’
Department of Social Welfare con-
ducted home studies at Nora’s home
and ultimately declared her ineligible
for adoption because her parents were
still alive. We appealed the decision
twice over a two-year period, but the
adoption was denied both times.
What is your relationship with your
niece now?

Our relationship with Nora now is
difficult to maintain, as communica-
tion is limited due to spotty wifi, but
she is also busy with her schooling. We
keep in contact via phone and Facebook

~

as much as possible. We do pray one
day, when she graduates high school,
that she will come to Kentucky and go
to college here. Hopefully, this will lead
to her being able to immigrate to the
U.S. and we can finally be together. For
now, she is considered our godchild
and our “unofficial child.”

Tell us about your fur child.

We actually went through an adop-
tion in our first year of marriage, much
earlier before we actually tried to adopt
our niece. We adopted a loving Bichon
Fris¢, named Sammy, in 2010. He was
born in 2004. He became more like
our son, since we didn’t have a human
child. He gave us so much love over the
years and we took him to as many
places as we could. He got to experi-
ence the ocean and many road trips.
We celebrated his Sweet 16 birthday on
March 28 of this year with KFC chick-
en. Sadly, Sammy passed away on April
8, from seizures that began the prior
day. We miss him so much and it’s
even harder not to have him around
during the coronavirus pandemic to
cuddle with and love!

Do you think about what work you
might do in the future that would
minimize your exposure to
CovID?

I will feel safer when I receive the
vaccine. I really miss my hotel and doing
what I do best, but I understand the
high-exposure risk working at the front
desk with guests directly in front of me.
I'm not sure when I will return, as it
depends on the progress of the vaccine,
but I do know I want to go back. If I did
have the opportunity to work from
home, I've thought about being a reser-
vation agent for the Hilton chain.
Where is your favorite place to
travel? Where would you be right
now if you could be anywhere?

I've been to 19 countries and 43
states. Since my wife is from the

Philippines, I've been there five times
_ontinued on page
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LIVE OUT LOUD

By Lara Govendo

nity during hard times can be
challenging when we're all divid-
ed.
The approach changes when the
goal is unity.

[ see trees of green, red roses, too
I see them bloom, for me and you
And I think to myself...

What a wonderful world

—Louis Armstrong

When’s the last time you paused and
looked around? The world is busy dis-
tracting us—it’s become more challenging
to drown out the noise. Media draws us
into the latest saga. Influencers tell us

how we “should” think, feel,

intent to understand, rather than trying
to win someone over to my side. I've
found that listening with undivided
attention to someone else’s experience
rather than anticipating the conversa-
tion, and therefore my reply, has proven
more effective when the goal is unity.
We all have a point of view. Our
perspectives are different given person-
al life experiences, values, and influ-
ences. This can be a beautiful differ-
ence, if we allow it to be. It’s easy to fall
into the trap of assuming our perspec-
tive is the right one and there is only
way to view the world. Getting along
with each other is possible even when
we disagree. Calm, meaningful conver-
sations are more effective when discuss-
ing issues with others who have a dif-

Unity Under Tension-
Filled Times

fering viewpoint. As more events
unfold throughout this season, we have
two choices: we can jump on the group
bandwagon—stating personal opinions
and becoming defensive when some-
one disagrees or we can use our voice
to connect with others, invite conversa-
tions from different points of view, and
create a safe environment for each
other to share our hearts.

Our words have the power to hurt
or heal others with a simple sentence.
Unfortunately, our society has been
desensitized to the effects our words
have on others and
Additionally, it’s become easier to say
what we want, often without conse-
quence. Often times, we use our
screens as a means to say anything that

comes to mind without

ourselves.

or respond. Division runs
deep as we are continually
labeled into categories of
political parties, religion,
and value systems.

Most of the world is in
despair and overwhelmed

Unfortunately, our society has been
desensitized to the effects our words
have on others and ourselves.

thinking about the conse-
quences. We aren’t held
accountable for our words
because social media is
essentially an unsuper-
vised playground.

Our kneejerk reac-

with the magnitude of cur-

rent events. What can we do on an
individual basis? Is there a solution
when it appears that we have no per-
sonal power! Our minds are being
pulled in numerous directions. Where
is our focus? How do we come together
when we are so divided?

It’s becoming more apparent these
days how much judgment runs ram-
pant in our society. Everyone is a
socalled “expert” on social media.
Personally, I've witnessed others attack-
ing each other when they disagree. My
heart breaks with every hurtful word
thrown at one another.

Through the lens of mental health
and personal experience, I've learned
the power of conversation with the
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tion is thinking the world
needs to change. That’s partly true, but
it’s not the whole truth. Upon self
examination of our own hearts, we
need to look within before we look
around us. Assessing our thoughts,
words, actions, and reactions is where
we need to start. It’s easy to point fin-
gers at others; however, it’s personal
growth to look at what needs to change
within us first.

Everything we hear needs to come
through an internal filter. What is the
source! Can it be trusted? Is it biased?
Gathering information without partial-
ity is a challenging research project,
one that we each have to perform on
our own. Depending on others and
their own personal filters is not hold-
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ing ourselves accountable.

‘We have a moral obligation to ask
ourselves, what is the goal of sharing
our opinion? Is it for hostility or har-
mony! If we are handing out hate, hate
will return to us. On the flipside, if we
are handing out love, love will return to
us. The choice is always in our hands.

The challenge for all of us is to
open our eyes to that which is happen-
ing outside of our own circles. Tunnel
vision of our personal circumstances
leaves us disconnected from the world.
What we’ve witnessed is people’s cru-
elty toward one another. Nobody cares
until it affects us or someone we love.
How can we expect other people to
care about our cause if we don’t care

about theirs, too!

It takes community to accomplish
any great feat. We were created to be a
part of one another’s lives. Not just the
celebratory moments, but the struggles,
too. Creating communities that wel-
come everyone is where we begin to
make room for others to bring their
individuality in.

Let us humble ourselves, leave
judgment at the door, and approach
the doorway with love. In doing these
simple acts, we welcome others into
our lives, rather than shutting them
out. Together, we accomplish far great-
er than we ever can alone. Unity dur-
ing hard times can be challenging
when we're all divided. However, we

~

also have the ability to come together
to accomplish the same goal: love all of
our neighbors. A

Mental Health Counseling. She writes
about living out loud and develops educa-

doors, and belly laughing with her loves.

do.com (and on Facebook and Instagram at

Lara Govendo is 33 years old and has CF.
She lives in Vermont as a wild, adventure
enthusiast who holds a Master’s Degree in

tional programs to restore hope to those in
need. Thanks to her double lung transplant
in 2017, you can now find Lara traveling
on the regular, exploring the glorious out

You can find her online at www.laragoven-

“Lungs4Lovey.” Her email is lgovendo@
usacfa.org.
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currently being evaluated in a Phase 1/2
trial (NCT03375047) called RESTORE-
CF. The study aims to enroll at least 40
adults with CF, who will be randomly
assigned to receive either a placebo or one
of several doses (8-24 mg) of MRT5005
administered by nebulization. The trial’s
main goal is to assess the safety and toler-
ability of MRT5005. Effects on lung func-
tion (as measured by forced expiratory
volume) will also be assessed.
https://tinyurl.com/ydgxchrb
AND

https://tinyurl.com/yb6ngss6

CF Infection Candidate AB569 Kills
Resistant Bacteria, Study Finds
AB569 is safe and effective at kill-
ing bacteria resistant to traditional anti-
biotics, in particular Pseudomonas aeru-
ginosa (P. aeruginosa). AB569 is a combi-
nation of acidified nitrite and disodium
ethylenediaminetetraacetic acid. Both
compounds are believed to work togeth-
er for a more potent bacteria-killing
effect. Researchers tested AB569 in
human cell lines and found the agent
was not toxic when used at the concen-
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tration needed to kill bacteria. The
compound effectively killed P. aerugi-
nosa biofilms, bacteria aggregates that
act in a coordinated way to evade a
host’s defenses and acquire resistance to
treatments. The therapy received
orphan drug status from the FDA for
the treatment of CF patients infected
with P. aeruginosa.

https://tinyurl.com/y88gwf98

CF Foundation Awards Armata Up To
$5M To Advance AP-PA02 To Trial
The Cystic Fibrosis Foundation has
awarded up to $5 million to Armata
Pharmaceuticals to advance its poten-
tial treatment AP-PAO2 — a phage
therapy against multidrugresistant
Pseudomonas aeruginosa infections in
cystic fibrosis (CF) patients — into a
Phase 1b/2 clinical trial. Phage therapy
harnesses the properties of bacterio-
phages (or phages) — viruses that infect
and kill bacteria — to fight bacterial
infections that are difficult to treat. The
new trial will test the safety, tolerability,
and effectiveness of AP-PAO2 in CF
patients chronically infected with P.

aeruginosa. AP-PAQ2 is a novel, second
version of the company’s candidate
AP-PAO1, which was previously shown
to successfully treat a CF patient. After
100 days of treatment with the com-
pound, combined with antibiotics, the
patient was free of P. aeruginosa pneu-
monia and CF flares. AP-PAO2 is a
mixture of multiple phages, which was
developed to be inhaled, selected from
Armada’s phage library, and tested in
hundreds of P. aeruginosa samples from
CF patients. With this approach, the
candidate compound is thought to have
a wider targeting range, increased poten-
cy, and potential to prevent the develop-
ment of resistance.
https://tinyurl.com/yd7r8k2j

Topline CF Trial Data for ELX-02
Expected In First Half Of 2020, Eloxx

Says
Eloxx Pharmaceuticals anticipates
reporting topline data from the Phase 2
clinical trial program for ELX-02 — its
lead therapeutic candidate to treat cystic
fibrosis caused by nonsense mutations.
Continued on page 45
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ASKTHE ENT

Q: After my third sinus surgery, it
seems like | have lost my sense of
smell. What treatments are avail-
able for this? Will Trikafta help?
A: Olfaction disorders (disorders
of the sense of smell) are common in
patients who have CF. Unfortunately,
olfaction disorders can have a signifi-
cant impact on a patient’s quality of
life. We all want to enjoy the wonder-
ful smells of a homecooked meal or
the foliage on a walk outside. We also
notice the scents of our children and
loved ones, sometimes without even
realizing it. The inability to appreci-
ate these scents can be very difficult
for patients. Moreover, it has been
demonstrated that anosmia (the loss
of sense of smell) is associated with
feelings of depression and loneliness.
It is not clear why olfaction disorders
are common in CF patients, but it is
probably because CF patients also
have a high incident of chronic sinus-
itis. Chronic sinusitis can impact
olfaction in two main ways. First,
polyps and swelling of the mucus
membranes can prevent odorants
from reaching the upper part of the
nasal cavity where olfaction occurs.
Second,
around the olfactory nerve can impair
normal function (this second reason
is probably the main issue for CF

chronic inflammation

patients). The first—and safest—treat-
ments to try to improve your sense of
smell is a combination of using nasal
saline irrigation (in a sinus rinse bot-
tle or Neti pot) and doing olfactory
training with essential oils, which is
essentially physical therapy for the
olfactory nerve. There are several
techniques and protocols available
for olfactory training, which can be
found online. It is not known yet
whether Trikafta will improve olfac-
tion, but our early data shows that it
significantly improves sinonasal symp-
toms in general, so we are optimistic!
Q: What are the best ways for CF

patients with sinus disease to stay

DAVID GUDIS, M.D.

Your ENT Questions Answered

By David Gudis, M.D.

safe during the COVID-19 pan-
demic? Is it safe to see an ENT in
the office, or is Telehealth better?

A: Social distance, wear a mask,
and keep your hands clean! Regardless
of whether a CF patient has a history
of sinus problems, SARS-CoV-2 (the
virus that causes COVID-19) can be
dangerous. We do not know if added
measures, such as nasal saline irriga-
tion, can provide added protection. I
would recommend that you arrange a
Telehealth visit with your ENT before
scheduling an office visit. ENT is a
high-risk specialty because the highest
concentration of the virus is probably
in the nasopharynx, which is all the
way in the back of the nasal cavity.
ENT patients may also cough during
exams, which could
amount of exposure in the office set-
ting. Therefore, it would be worth
considering a Telehealth visit first, and
if an inperson visit is then also
required, appropriate safety precau-
tions can be taken in the office.

increase the

Have more questions! Send your
CF ENT questions to us at cfround-
table@usacfa.org. A

Dr. David Gudis is an Ear, Nose, and
Throat doctor at Columbia University
Irving Medical Center in New York City.

Give the gift of life that lives after you.
United Network For Organ Sharing

Encourage Family and Friends to Donate!

https:/funos.org/register-to-be-an-organ-donor/
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and would have to say it has become my
favorite place, especially being able to
visit her family and our niece, Nora. If
we could be anywhere right now, as it’s
almost June 1 (the week of our anniver-
sary), we would be sailing on a cruise to
Alaska. However, the pandemic cur-
tailed those plans, so we've been enjoy-
ing our backyard oasis. My wife and I do
intend to spend some time on my dad’s
houseboat on Lake Cumberland, but
will do it in quarantine style for safety.
Who inspires you and what motto
do you live by?

My wife, parents, and family all
inspire me, but God, along with his
Son, inspires me more, because I know
I can do all things through Him that

give me strength, including managing
my CF care. Celine Dion is an inspira-
tion as well because of everything she
went through with her husband and
having a niece with CF.

I live by two mottos, both verses
from the King James Version of the
Bible. Luke 1:37 says “[flor with God,
nothing shall be impossible.” I relate to
this, as I strive to keep moving forward,
knowing God is always with me and
not to give up, even in the hardest of
times. My other motto comes from
Romans 8:28: “[alnd we know that all
things work together for good to them
that love God, to them who are the
called, according to His purpose.” 1
know without a doubt that all things

work together ultimately for good, as
He knows best, even though I may not
understand His plans for my life. I just
keep my faith that everything will be
good, no matter what, as long as I put
Him first in my life. A

Jeanie Hanley is 58 and is a physician who
has CF. She is a Director and the Treasurer
of USACFA. Andrea Eisenman is 55 and
has CF. She is a Director of USACFA and
is both the Webmaster and Executive Editor
of CF Roundtable. Their contact informa-
tion is on page 2.

You may contact Nathan at: nathantal-
lent@yahoo.com. If you would like to be
interviewed for “In The Spotlight,” please
contact either Andrea or Jeanie.
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ELX-02 is a small molecule designed to
restore the production of full-length
functional CFTR protein in patients
with a nonsense mutation. It is cur-
rently in the early stages of clinical
development for CF. Eloxx believes that
data from both pre-clinical and clinical
studies that have been collected to date
support the continued development of
its program. Eloxx announced earlier
this year that enrollment was nearly
complete for two Phase 2 trials
(NCT04135495, NCT04126473) test-
ing ELX-02 in CF patients.
https://tinyurl.com/y9d2vénc

Microbion Corporation Announces
Orphan Drug Designation Granted
for Pravibismane Suspension for
Inhalation by US FDA
Microbion  Corporation
Microbion Pharma Corp. announced
that the US FDA has granted orphan
drug designation for inhalation delivery
of pravibismane (BisEDT antimicrobial
suspension) for treatment of pulmonary
infections in patients with cystic fibro-
sis. Pravibismane (bismuth-ethanedithi-
ol) belongs to a new class of antimicro-
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and

bial medications that have a different
structure than that of clinically utilized
antibiotics. It also works in a different
way than traditional antibiotics, which
typically kill bacteria by stopping their
multiplication or interfering with the
formation of the bacterial cell wall or
cell components. Pravibismane is classi-
fied as a microbial bioenergetic inhibi-
tor, which means it disrupts the bacte-
ria’s ability to produce the energy need-
ed for essential cell processes like DNA,
protein, and cell wall production, caus-
ing the bacteria to die. Pravibismane
exhibits broad-spectrum antimicrobial
activity against carbapenem- and multi-
drugresistant Pseudomonas aeruginosa, as
well as other multidrug-resistant patho-
gens that are recognized as serious
threats to CF patients. Pravibismane
also demonstrates potent activity against
the microbial biofilms formed by these
bacterial pathogens. Microbial biofilms
play a key role in the chronic nature of
the pulmonary infections in people
with CF and are known to contribute to
the antibiotic-resistance of these infec-
tions. Addressing the biofilm compo-
nent of these infections represents a

unique strategy in the treatment of
chronic, resistant infections. Critically,
lab tests have shown that pravibismane
retains its activity in CF sputum.
https://tinyurl.com/yadwav5sr

AND
https://tinyurl.com/ychbjt35

Arrowhead Pharmaceuticals Files For
Regulatory Clearance To Begin Phase
1/2a Study Of ARO-ENaC For

Treatment Of Cystic Fibrosis
Arrowhead Pharmaceuticals Inc.
announced that it has filed an applica-
tion for clearance to begin a Phase 1/2a
clinical trial of ARO-ENaC, the compa-
ny’s investigational RNA interference
(RNAI) therapeutic being developed as
a treatment for patients with cystic
(CF). ARO-ENaC utilizes
Arrowhead’s proprietary Targeted RNAi
Molecule (TRiM™) platform and is the
company’s first inhaled RNAi candidate
to target pulmonary epithelium. The
study will evaluate the safety, tolerabili-
ty, and pharmacokinetic effects of ARO-
ENaC in normal healthy volunteers and
will evaluate the safety, tolerability, and
';)ontinued on page 44
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About Acceptance

By Andrew Kirby

drinking means conviviality, com-

panionship, and colorful imagina-
tion.” Not for me, though. As an alco-
holic, I drank simply to escape whatever
“hardship” I felt life had unjustly thrown
my way. My life was one big pity party,
and alcohol became a way for me to cope
with how I felt inside. It took me a very
long time to come to terms with having
cystic fibrosis. Nowadays, I view my diag-
nosis as a blessing, rather than a curse.

Yes, I have this illness and life can
sometimes get a bit tough. However,
the only sickness I truly suffered from
was what I would call a “spiritual mala-
dy,” characterized by feeling restless,
irritable, and discontented with life.
Though only having a very mild case of
CF, I was miserable and unable to see
the joys in my life. Learning this life
lesson took me down a long road filled
with depression, anxiety, and a gener-
ally angry disposition that eventually
landed me at my first Alcoholics
Anonymous meeting at 17. Six long
years later, [ finally got sober.

It was at a very young age that I
learned from a healthcare worker of my
short life expectancy. “You know, people
with CF die young.” Now, I'm sure the
intent was nothing more than a blunt
(and careless) footin-mouth moment,
not intended to cause any harm.
Nevertheless, at four years old, this was
not the appropriate time to learn about
this, and I unknowingly carried the pain
of this shocking and grim prognosis on
my shoulders for many years.

To be honest, though, despite this
revelation, I didn’t have a bad child-
hood. Except for problems with my
schooling, I managed to stay out of

trouble. I was fairly active. I (reluctant-
\\§

I once read “...for most normal folks,

ly) attended church and Sunday school,
I was in Cub Scouts, I played with
friends after school, and I rode bikes
around my neighborhood. 1 was just
like any other ordinary kid my age.
However, 1 didn’t feel like a normal
kid. 1 felt different from the others. I
was smaller and less athletic than other
kids. Bullies honed in on me—I was
picked on for my size often. This, cou-
pled with always having to take my

ANDREW KIRBY

daily medications and nebulizer treat
ments, caused me to develop serious
self-esteem issues. | felt out of place and
inferior. No matter how hard I tried I
always felt like I never fit in. Even
among my best friends, I felt complete-
ly alone.

I hid my CF from others out of fear
of being pitied or ridiculed. A great
deal of resentment began to build up,
toward my parents, my doctor, even
God. Depression began to creep in as I
felt 1 was fighting an uphill battle.
Anxiety centering around when the
next exacerbation and hospitalization
would happen crippled me. [ lost my
temper with increasing frequency. |
would see others with CF living happy

What Sobriety Taught Me

lives, which further angered me. In
hindsight, I despised them because I
was jealous. Anger became my go-to
reaction for any situation that felt
uncomfortable. I began to rebel against
my parents and often refused to do my
treatments.

The older I got, the angrier I
became. Punching holes in walls
became a normal occurrence. Those
“voices” inside my head grew louder
and louder, telling me I would never be
good enough, until I finally picked up
my first drink. I was 16 years old.

I'd prefer not to dive too much into
my “war stories.” Omitting the more
personal details of my first time being
drunk, what I can say is, in that moment,
I did not have CF. I was not restless, irri-
table, or discontented. Those “voices” in
my head ceased. I felt completely free.
The truth, though, is that I was far from
being free and that “phenomenon of
craving” kicked into overdrive the instant
that first drop of alcohol touched my lips.
What followed was a spree of nonsense
in which I caused so much wreckage that
I was finally convinced by my history
teacher to attend my first AA meeting at
17 years old.

I stayed sober for an entire year,
but I was still miserable because I
couldn’t accept my own life. I was noth-
ing more than a “dry drunk.” And you
can only whiteknuckle your way
through life for so long. Needless to
say, it wasn’t long before I relapsed. I
spent the next year bouncing in and
out of AA. Each time I went back to
drinking, my CF got worse. As time
went on, hospitalizations became more
frequent and my struggle with depres-
sion and anger intensified.

By the age of 19, I had no intention
of quitting. In fact, | was convinced I
didn’t have a problem and that the
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wreckage of my youth was simply due to
my immaturity. Now, being much older
and in my mind more mature, [ could
certainly control my drinking.

But, as an older mentor of mine
taught me, control is a fantasy.

In fact, I had completely lost all
control of myself. The night of my 21st
birthday party, I drank so much I
almost had alcohol poisoning.
Unfortunately, things did not slow
down from there. After having surgery
to repair a shoulder injury, I was pre-
scribed painkillers. These, mixed with
alcohol, marijuana, and some newly
prescribed antidepressants, would
eventually bring me to my knees.

Time went on and my depression
reached an all-time high. My drinking
increased and my overall health declined
rapidly. By this point, [ didn’t really care
about dealing with my CF—I neglected
my nebulizer treatments and exercise for
months at a time. I stopped taking my
antidepressants, my weight dropped,
and my lung function deteriorated to
the point of developing a chronic cough.

Eventually, my pulmonologist of
nearly 20 years confronted me about
my mental health issues and I finally
broke down into tears in his office. I
was admitted into the hospital yet
again for a tune-up, but this time for
the full two weeks to make sure I took
my antidepressants as prescribed.

However, the two-week stay did little
to get my head on straight and soon
enough I was back to drowning my sor-
rows in alcohol. Months later, my heavy
drinking had finally defeated me, a mere
eight months after my 21st birthday.
Completely broken and on the verge of
suicide, I entered the halls of AA for one
last attempt to get sober—I had no other
choice but to surrender to life.

Despite going to AA meetings sev-
eral times per week, I couldn’t manage
to stay sober more than a few weeks at
a time. | wanted to stay sober—not for
my friends, my loved ones, or even for
my job. I wanted (and needed) to stay

~

sober for myself. However, I didn’t
have the mental tools to do so.

So, in March of 2019, at almost 23
years old, I checked into rehab as my
last-ditch effort to turn things around.
Now, almost a year and a half later, I
am proud to say that I haven’t had a
drink or any drugs since. Let me tell
you, life has gotten so much better. Life
hasn’t necessarily been easier, but [ am
happy and now I am truly free and able
to manage my own life.

Rehab gave me the space to do some
soul searching and accept all those things
about myself that I was unable to accept
in the past. Rehab was both an inpatient
and 12-Step program and introspection
was a key component of the program.
Meditation, reading, and writing became
a healthy outlet, in addition to working
out and eating healthy. I spent much of
my time studying different spiritual con-
cepts such as Sikhism and Taoism, but
mostly Buddhism’s Four Noble Truths
and the Buddhist concept of suffering.
What was difficult at first was learning to
have gratitude and practicing acceptance,
but these are key to having a new out-
look. I needed to change what I wanted,
rather than getting what I wanted.

And acceptance is the answer to all
my problems today.

The program gave me the tools to
cope with whatever curveball life threw
my way, regardless of the circumstance.
More importantly, I can now cope with
any dark feelings inside my own mind.
My relationships, be it work, family, or
my loved ones, have all gotten stronger
and I am now healthier and physically
stronger today than I have ever been
before. My diagnosis of cystic fibrosis
no longer upsets me.

And [ owe this all to my sobriety. A

Andrew Kirby is 24 years old and lives in
his hometown of Exeter, NH. In his spare
time, he enjoys reading, hiking, practicing
martial arts, and spending time outdoors.
He is also an animal lover and a practicing

Buddhist. andrewokirby11@yahoo.com
J
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efficacyin patients with CF. Exploratory
objectives in patients with CF include
assessing the effects of ARO-ENaC on
changes in lung clearance index (LCI)
and evaluating changes in forced expi-
ratory volume (FEV1) ARO-ENaC has
the potential to be a genotype-agnostic
therapy, which may prove useful in
combination with existing or new
CFTR-targeted therapies. In addition,
preclinical studies have indicated that
ARO-ENaC has an extended duration
of action that enables once every 3-4
weeks or even less frequent administra-
tion, which may minimize treatment
burden for patients with CF.

https://tinyurl.com/y7602tn5

AzurRx Announces Manufacturing
Agreement with Delpharm for
MS1819 Clinical Drug Product
AzurRx BioPharma, Inc.,
announced that it has entered into a
manufacturing agreement with
Delpharm (“Delpharm”) for the clini-
cal drug product supply of its MS1819
therapy for exocrine pancreatic insuffi-
ciency (EPI). Under the terms of the
agreement, Delpharm will manufac-
ture AzurRx’s MS1819 c¢cGMP batch
that will be used in the Phase 2b
OPTION 2 Clinical Trial for the treat-
ment of EPI in patients with Cystic
Fibrosis (CF). As preparation for the
c¢GMP batch, the drug product manu-
facturing process was transferred to
Delpharm and they have successfully
produced a non-GMP batch. This
marks the first time in which MS1819
has been manufactured with enteric
capsules, which will be used in the
OPTION 2 Trial to deliver MS1819
drug product during the duodenal
phase of digestion. MS1819 is a recom-
binant lipase enzyme for the treatment
of exocrine pancreatic insufficiency
(EPI). MS1819, supplied as an oral
non-systemic biologic capsule, is
derived from the yarrowia lipolytica
yeast lipase and breaks up fat molecules
in the digestive tract of EPI patients so
ontinued on page
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By Laura Mentch

at the CFRI National CF

Conference. She introduced her-
self as a family physician and reproduc-
tive health researcher interested in
learning how CF impacts reproductive
health and choices for patients. Waiting
for an appropriate pause during the
Q&A session, 1 jumped across the
room to meet her as I've been a health
educator in sexual and reproductive
health centers for many years. With my
delayed diagnosis I was learning how
sexual health is different for people
with CF. Friends, knowing my back-
ground, would ask me questions: “will
my birth control pills work while on
IVs?”” or “why is my CF worse around
my period?” I wanted to share accurate
and helpful information but couldn’t
find the resources I needed. Dr.
Godfrey was the first person I'd met
from my professional community who
was also interested in CF.

She had applied for, and received
funding from, the Patient-Centered
Outcomes Research Institute
(“PCORI”), an organization that funds
various patient-centered outcomes
research (“PCOR”) projects to bridge
the gap between patients and health-
care providers. Emily’s project aimed to
bring women with CF together to
engage in discussions and share their
sexual and reproductive health con-
cerns. Emily, now my colleague and
friend, invited me to join the CF repro-
ductive health project initiated by a
core team of researchers, including
Associate Professor Sandy Sufian,
another adult with CF. The door for
me to participate in PCOR opened
and, without hesitation, I walked in.

In 2010, under the Affordable

Care Act, Congress launched PCORI.
(G

F our years ago, I met Emily Godfrey

The mission statement on their website
states: “PCORI helps people make
informed healthcare decisions, and
improves delivery and outcomes, by
producing and promoting high-integri-
ty, evidence-based information that is
guided by patients, caregivers, and the
broader healthcare community.” For

LAURA MENTCH

this to happen, patients are welcomed
into the fold of research and become
active members of the team.

People with CF are familiar with
research. We

e are subjects in clinical studies,

e respond to surveys,

* participate in focus groups,

¢ help with clinic Q/1 projects,

e serve on research steering commit-
tees, and

e review research grants.

Have you ever wanted to be more
involved? PCOR makes this possible.
Read on!

On a PCOR team,

patients,

Patient-Centered Outcomes Research:
A New Approach For The CF community

researchers, and clinicians work togeth-
er to create or define research that can
address the questions expressed by
patients and their families. Patients
bring their concerns and ideas to the
table; researchers share a variety of
approaches to address these issues.
From this exchange, patients begin to
more fully understand the research
process. Close working relationships
facilitate patient partners stepping into
all phases of research. All team mem-
bers work together to write proposals
and articles, prepare posters, and deliv-
er presentations. The goal is to bring
results that make a difference to the
community.

Our PCORI funding led to the
creation of The CF Reproductive and
Sexual Health Collaborative,
CFReSHC. Our Governance Board
includes researchers, healthcare provid-
ers, and women with CF. More women
than men with CF join the Patient
Task Force. Virtual meetings with
patients create a safe space for women
to discuss our unique and unmet needs
for sexual and reproductive health.
Together, we identify questions we
want CF providers and researchers to
address. There are many!

Successful PCOR research hap-
pens when each team member actively
embraces the following principles of
patient engagement. Our commitment
to these principles guides our continu-
ing work and outreach into the CF
community.

Reciprocal relationships.

All roles are defined collaboratively,
clearly stated and shared among team part-
ners. Decision making is shared.

Responsibilities are defined and

thttps://www.pcori.org/about-us/our-
vision-mission
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rotated among all members. Over time,
each of us will create the agenda, facili-
tate, and record notes for our meetings.
Each of us participates in guiding the
direction of CFReSHC

Co-learning.

Patient partners are supported in learn-
ing and understanding the research process.
Researchers take time to learn about PCOR
and the experience of living with CF.
Researchers actively engage patients and
other stakeholders in the research process.
Talent, experience, and contributions of all
partners are welcomed and honored.

Patient partners learn the basics
and process of research. Time is given
for team members to ask questions
when we don’t understand something.
After writing a grant, for example,
Molly wanted to more fully understand
the process. Emily sat down with Molly
to review and explain some of the
changes that were made in the writing.

We want all partners on the same
page moving forward. Researchers were
surprised to learn that our questions
were not only about contraception,
menstrual cycles, and pregnancy. We
also wanted to explore issues of body
image, BMI, incontinence, and family
building.

Partnership.

The contributions of patient partners
valued and compensated fairly.
Reasonable expectations of time commit-
ments of all members are honored. The

are

unique needs of people with cystic fibrosis
are respected and accommodated.

Patient-partners are not volunteers.
To be a part of the research team, we
must understand our responsibilities,
time commitment, and compensation
from the start. Fair compensation is
essential and guided by PCORI
Compensation varies according to the
level of involvement a patient has with
the project.

Trust. Transparency. Honesty.

A Clinician-Scientist Steps Out Of
Her Comfort Zone

By Emily Godfrey

s a clinician-scientist trained in clinical

research, [ had heard the term “patient-cen-

tered outcomes research” being used, but I
didn’t have a firm understanding of what it truly
meant. So, when I first attended an “Introduction to
Patient-Centered Outcomes Research” workshop I
was surprised to see patient partners speaking about
their topics with such confidence and ability. I also
observed, for the first time, how everyone else in the
room—researchers, clinicians, community members—welcomed and honored
all of the comments that came from the patients. After seeing that kind of
mutual respect in action, I overcame my previous judgments about how only
researchers or scholars should be part of a research team, sat back and lis-
tened, and, by the end of the workshop, I realized how much we can learn
from people who experience their disease in everyday life.

What I witnessed at the workshop matched what I wanted for my profes-
sional career. For me, the PCOR process started with making new connec-
tions at CFRI: with Laura, other patient-partners, and with CF researchers.
This small group eventually blossomed into what is CFReSHC today.
CFReSHC is the work of the patient-partners. The patient-partners help cli-
nician-scientists see what matters to them most as patients. As a clinician-
scientist, | work to bring sound research methods to the patient-partners’
unanswered, but important questions. We collaborate in writing protocols,
collecting data, and reviewing our findings.

Our core PCOR team is inspired to spread the word throughout the CF
community about the power of engaging patients and care givers as authentic
partners on the research team. While CF patients are naturally valued for
their “lived experience” with the disease, I have discovered how each indi-
vidual brings special skills and insights that contribute to the mission and
purpose of our work. The research process may not be faster, but it is much
more fulfilling to see important new questions, ones that matter to patients,
addressed through well-vetted research protocols that incorporate PCOR
principles.

Major decisions are made within the
group and information is shared readily
with all partners. We take time to learn
about one another to support our working
relationships. We are committed to open
and honest communication.

We begin each meeting with a
check-in or icebreaker. This helps us get
to know each other better and build

rapport. When one of us has a con-
cern, we are given space to discuss it in
a meeting so we can work through it.
We use first names for everyone, an
early challenge for the patient partners.
In 2018, CFReSHC was awarded a
Eugene Washington PCORI
Engagement Award to build PCOR
foontinued on page Ddl
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capacity within the CF community.
From the beginning, we have met only
online, making it possible for many
with CF to participate. Our experience
encouraged us to also create a guide for
other disease groups on how to operate
virtually. We've reviewed many plat-
forms for virtual meetings, project man-
agement, and communication for this
guide.

To create a PCOR training for CF
providers, researchers, caregivers and
patients we began with a needs assess-
ment to develop learning objectives.
Together, the team planned and deliv-
ered training in four 90-minute ses-
sions. 27 patients/caregivers and 33
researchers/providers attended at least
one of the following trainings:

e PCOR 101 with patients, caregivers,
and researchers;

e Research 101 with patients and caregiv-
ers;

e Participating in and Maintaining a
PCOR Team with patients, caregivers,
and researchers; and

e Designing and Implementing a PCOR
Study with researchers.

We developed this training to share
the benefits of PCOR with the CF com-
munity and encourage others to include
it in their work. Our Best Practice User
Guide for interacting online will also be
available.

Looking to the future, we intend to
continue to address the sexual and
reproductive health concerns of the CF
community, including those of men
with CF. We are devoted to bringing
many patient voices to the future of
research in CF and strive to work with
national CF organizations to do so.
What ideas do you have that could
make a difference for you and others

with CF?

Please contact CFReSHC for more
information about our work and the
application of Patient Centered
Qutcomes Research in the CF

Community. info@ CFReSHC.org A
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Becoming A Researcher
By Molly Pam

came into this project sideways, through a research

study looking at contraception in CF. After that

study, [ was invited to attend a CFReSHC patient
task force meeting run by the same research team. I
was struck by how much these researchers cared about,
and listened to, my personal experience. I started
attending more meetings, and, by the summer, was
asked if I wanted to join the governance board.

While I had many questions about contraception
and family building, I initially assumed that because I had no personal experi-
ence with pregnancy, incontinence, hemoptysis, or exacerbations around my
period, that I would be unwelcome. This couldn’t have been further from the
truth. I stayed not only because I was curious about future issues that might one
day affect me, but also because of the passion of the researchers. I saw how
deeply the researchers looked to the patients for guidance and treated us as
equals and experts in our own lives and diseases. For me as a patient, this was a
unique opportunity to be heard, and to listen to others whose experiences are
vastly different than my own.

The relationships I have made with researchers in CFReSHC are relation-
ships I want to be available to every person with CF, if they want them. Early
on in my partnership with Dr. Traci Kazmerski, I discussed my fraught choice
over whether and how to have children. I had talked with many people with
CF in the same position, stuck in the decision-making process and frustrated
with the lack of help or understanding from our healthcare providers. Over
the course of many conversations, I noted the absence of good resources avail-
able to help the CF community think about these decisions, and identified it
as a large area of need as patients live longer and healthier lives. Traci listened
and changed the course of her research. She is now leading a team of patients
and researchers, using PCOR principles to create a decision aid guide for
patients with CF who are struggling to make family-building decisions.

This ability to change the focus of research extends beyond the individual
to the community. When I approached the CFF about hosting a mini-con on
sexual and reproductive health, nobody else was discussing it. This mini-con
had the highest ratings of any virtual conference they had hosted to that point.
The issues that were brought to the forefront are now talked about throughout
the CF community.

[ am a researcher at heart; that is what I studied as an undergraduate and
wanted to do with my career before my health made that impossible. Emily,
Traci, CFReSHC, and PCORI made it possible for me to engage in research.
I consider many researchers not just colleagues, but friends. The benefits of
creating these strong relationships shows in the quality of the research. They
listen to us deeply to understand our ideas or concerns, so that we can change
the course of research.

Your voice matters. ® You have the ability to change the course of CF research
e Start speaking.
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MILESTONES

Bilateral lung transplant
20 years on April 25, 2020

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 email to:
cfroundtable@usacfa.org

| NEW BEGINNINGS |
Birthday Zachery Hays, 31 Roberto De La Noval, 31
Kathy Russell Vernon, CT South Bend, IN
Gresham, OR Bilateral lung transplant Doctorate in Theology from
76 on April 17, 2020 3 years on February 3, 2020 University of Notre Dame
April 2, 2020
Transplant Wedding
Andrea Eisenman, 55 Kathy and Paul Russell
New York, NY Gresham, OR

55 years on March 27, 2020

Participate in your own Bike 2 Breathe event anywhere, anytime. Help raise funds and awareness for the Cystic
Fibrosis Community. For more information visit the events tab at Teamhoomer.org

BIKE 2 BREATHE

Join Our Team!
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that they can be absorbed as nutrients.
Unlike the standard of care, the MS1819
synthetic lipase does not contain any
animal products.
https://tinyurl.com/y75ng49x

AND
https://tinyurl.com/ydyzj6v8

Lumacaftor-Ivacaftor May Improve
Glucose Tolerance In Cystic Fibrosis
Patients with cystic fibrosis (CF)
who were treated for 1 year with a com-
bination of lumacaftor and ivacaftor
saw improvements in glucose tolerance
abnormalities. Of the 40 patients with
CF included in the study, 78% had glu-
cose intolerance and 22% had newly
diagnosed diabetes. After 1 year of
treatment, 50% of patients had glucose
tolerance classified as normal, 40% had
glucose intolerance, and 10% had dia-
betes. Glucose tolerance improved in
57.5% of patients, with a significant
decrease in both 1 and 2-hour oral glu-
cose tolerance test glycemia.
https://tinyurl.com/yatxbtmr

Symdeko and Orkambi Seen To Also
Ease Inflammation In CF Patients

In addition to restoring CFTR protein
function in cells, the cystic fibrosis (CF)
therapies Orkambi (lumacaftor/ivacaftor)
and Symdeko (tezacaftor/ivacaftor combo)
significantly reduce the excessive inflamma-
tion that damages patients’ lungs. Symdeko

seems to be more potent than Orkambi at
dampening inflammatory responses. This
inflammatory response seems to be trig-
gered by the inflammasome, a multipro-
tein complex inside immune cells that
detects pathogenic (harmful) microorgan-
isms. After being activated by microbes, the
inflammasome triggers the production of
major pro-inflammatory molecules, such as
interleukin-1 beta (IL-1 beta) and IL-18
initiating a cascade of inflammatory
responses. After three months of treat
ment, both Orkambi and Symdeko were
seen to significantly lower blood levels of
IL-18 and tumor necrosis factor (TNF).
But Symdeko also reduced IL-1 beta levels,
and was more consistent in terms of effi-
cacy across patients. Notably, Orkambi and
Symdeko’s effects on inflammation lasted
only 36 hours, but re-exposing cells to the
treatments reduced inflammation as effec-
tively. The data found in this research has
suggested that systemic inflammation plays
a major role in the pathogenesis of CF and
that this pilot study is the first to demon-
strate that CFTR modulators have potent
innate anti-inflammatory properties.
https://tinyurl.com/yahhjn37

Tobacco Smoke Exposure Limits
Benefits Of CFTR Modulators In
Cystic Fibrosis

Tobacco smoke exposure inhibited
the therapeutic benefit of the cystic fibro-
sis transmembrane conductance regulator

(CFTR) modulators in pediatric patients.
Tobacco smoke has been shown to reduce
CFTR functional expression in vitro and
contributes to acquired CFTR dysfunc
Therefore,
researchers sought to determine whether
tobacco smoke exposure also inhibits the
clinical benefit of CFTR modulators, spe-
cifically, tezacaftor/ivacaftor. They per
formed a retrospective analysis of the CF
Foundation Patient Registry comparing
lung function changes, pulmonary exacer-
bations, and hospitalizations after
tezacaftor/ivacaftor initiation in patients
who were exposed to smoke vs patients
who were not. Smoke exposure was deter-
mined by annual caregiver selfreports.
The mean baseline forced expiratory vol-
ume in 1 second percent predicted
(FEV1%) was 83.3%, and 27.6% of
patients were exposed to smoke. The
FEV1% of children who were not exposed
to smoke increased by 0.72%, whereas the
FEV1% of children exposed to smoke
decreased by -1.03%, according to analy-
sis. Tezacaftor/ivacaftor contributed to
0.5% FEV1% improvement in children
not exposed to smoke, but provided no
benefit to children who were exposed to
smoke. In addition, smoke exposure
increased the odds of children being hos-
pitalized >2 times annually and of experi-
encing >2 pulmonary exacerbations
annually by 31% and 47%, respectively.
https://tinyurl.com/y95hga8v

tion in animal models.

BE SURETO CHECK US OUT ON SOCIAL MEDIA:
FB CF Roundtable: www.facebook.com/CFRoundtable

FB CF Connect: www.facebook.com/groups/cfconnect
Twitter: https://twitter.com/CFRoundtable

LinkedIn: https://www.linkedin.com/company/us-adult-cf-association-usacfa-
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https://tinyurl.com/ydyzj6v8
https://www.pulmonologyadvisor.com/home/topics/obstructive-sleep-apnea-osa/rem-related-osa-associated-with-increased-gestational-diabetes-risk/
https://tinyurl.com/yatxbtmr
https://www.cff.org/Research/Research-Into-the-Disease/Restore-CFTR-Function/Basics-of-the-CFTR-Protein/
https://cysticfibrosisnewstoday.com/cystic-fibrosis-overview/
https://cysticfibrosisnewstoday.com/orkambi-lumacaftor-ivacaftor-vertex/
https://cysticfibrosisnewstoday.com/lumacaftor-vx-809/
https://cysticfibrosisnewstoday.com/kalydeco-ivacaftor/
https://cysticfibrosisnewstoday.com/symdeko-tezacaftor-ivacaftor-combo-therapy/
https://cysticfibrosisnewstoday.com/kalydeco-ivacaftor/
https://cysticfibrosisnewstoday.com/symdeko-tezacaftor-ivacaftor-combo-therapy/
https://www.nature.com/subjects/inflammasome
https://ghr.nlm.nih.gov/gene/IL1B
https://ghr.nlm.nih.gov/gene/TNF
https://tinyurl.com/yahhjn37
https://www.pulmonologyadvisor.com/home/topics/smoking/nonsmoker-mortality-demonstrates-harm-of-secondhand-smoke/
https://www.pulmonologyadvisor.com/home/topics/obstructive-lung-disease/effects-on-azithromycin-on-pulmonary-exacerbations-in-pediatric-cystic-fibrosis/
https://tinyurl.com/y95hga8v

Nanoparticles With Plant Sterols May
Aid Gene Therapy For CF

Tiny particles, or nanoparticles, work
better as transport and delivery vehicles
for the RNA molecules central to some
forms of gene therapy when plantbased
relatives of cholesterol, called phytoster-
ols, are included, scientists report. Some
of these treatments use special nanoparti-
cles made up of lipids (fatty molecules)
that encapsulate, protect, transport, and
deliver RNA molecules to cells. (RNA is
the template cells use to make proteins.)
One such therapy is being developed as a
potential treatment of cystic fibrosis (CF).
The idea behind the experimental CF
therapy is to load specialized nanoparti-
cles with the RNA containing the infor-
mation to make a functional CFTR pro-
tein. After being inhaled, these nanopar-
ticles would then transport and deliver
this RNA to cells in patients’ lungs,
restoring the production of the CFTR
protein, as well the transport of com-
pounds in and out of cells. They found
that incorporating phytosterols — found
in plant cell membranes and similar in
ways to cholesterol — made nanoparticles
more stable and effective transport vehi-
cles. According to the researchers, this
happens because phytosterols can change
the shape of these nanoparticles from
spherical to polyhedral, making them
more ergonomic and able to move faster.
This change is important, because once
inside cells, nanoparticles need maneuver-
ability to reach the cell's cytosol — the
liquid-like substance that fills the interior
of cells — where RNA molecules must be
delivered to perform their intended func-
tion. Their experiments showed that com-
pared to spherical nanoparticles, those
containing phytosterols had higher cellu-
lar uptake, retention, and diffusivity (abil-
ity to spread). All of these features contrib-
ute to increase their ability to transport
and deliver their content to its intended
location. The researchers now plan to cre-
ate inhalable nanoparticles containing
phytosterols to use in their investigational
therapy for CF.
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https://tinyurl.com/y7sv68b5

CF Stem Cell Mutations Fixed Via
CRISPR Gene Editing Tool, Study Says
A new variation of the gene-editing
technology CRISPR-Cas9 can correct
mutations in the CFTR gene in stem cells
from CF patients. The new approach has
the ability to correct mutations without
the need to excise the affected region.
CRISPR-Cas9 is a system used by
microbes to defend themselves against
invading viruses. The first version of the
CRISPR technology, developed in 2012,
cuts a mutation out of a gene, but a 2018
version, called base editing, is able to
repair a mutation without cutting the
DNA. This makes the gene-editing tool
more precise and safer. In the new
CRISPR technique, called base editing,
the Cas part is altered in such a way that
it no longer creates a cut, but still detects
the mutation. So instead of creating a cut
and replacing the faulty DNA, the muta-
tion is directly repaired on site, making
this a more effective genome editing tool.
Results showed that the technique was
able to repair the CFTR mutation with-
out causing additional errors in other
parts of the genome. These so-called off-
target effects are a known reservation in
the standard CRISPR technology. With
the new base-editing technique, the muta-
tion in the CFTR gene can be detected
and repaired without creating further
damage in the genome. While the results
are promising, more research is needed
before the strategy is available to patients.
To use the CRISPR technology, scientists
must first design a way to deliver the
CRISPR tools to the appropriate cells.
https://tinyurl.com/ybzqfj7w

Gene Therapy, KB407, Seen to Restore
CFTR Protein in Cell Studies

A potential gene therapy for cystic
fibrosis, KB407, is able to induce the
expression of normal CFTR protein in
cell models of CF. A gene therapy for CF
aims to deliver a non-mutated version of
the CFTR gene into these cells, allowing

for a working CFTR protein. An advan-
tage is that this approach could work
equally well regardless of a person’s par-
ticular CFTR mutation. KB407 is deliv-
ered to cells using an engineered version
of herpes simplex virus 1 (HSV-1) based
on Krystal's STAR-D platform. Viruses
are useful vectors for gene therapy because
they have evolved to be very efficient at
delivering genetic material into cells. The
particular type of HSV-1 used in KB407 is
reported to be replication-defective; that
is, it is able to get its genetic payload (i.e.,
a full-length CFTR gene) into cells, but it
will not replicate and infect other cells.
Krystal will continue its preclinical studies
of KB407, and plans to file an investiga-
tional new drug application, requesting
trials in people, in 2021.
https://tinyurl.com/yczast6p

More Training Needed In CF End-of-

life Care, Small UK Survey Shows
Most healthcare professionals are not
fully prepared for cystic fibrosis (CF) end-
oflife care, and further training and coor-
dination between CF and palliative care
teams would be helpful. The optimal
timing for discussions regarding end-of-
life care, as well as how and by whom this
type of care is best provided, remains
unclear. Patients are often treated by the
same CF team over the long term, and
close relationships may exist between
them. But these team members may be
limited in end-oflife care training, and
feel inadequately prepared. While pallia-
tive care teams have extensive experience
in such care, they may lack knowledge and
familiarity with CF-specific issues. A com-
bination of both specialty cares has been
suggested for routine CF management,
but helpful information on how these
teams should interact over the course of
CF progression is lacking. Researchers set
out to evaluate the knowledge, experi-
ence, and preparedness for end-oflife care
among both CF and palliative care teams.
Results showed that more than 60% of
CF team members reported having some
Eontinued on page 54}
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to extensive experience with CF end-oflife
care, while 63% of the palliative care team
reported minimal or no experience within
the context of CF care. Despite relatively
high levels of CF end-oflife care under-
standing among both teams (more than
80% with somewhat to fully understand-
ing), levels of preparedness were low. Only
11% of CF and 19% of palliative care
team members reported to feel “fully pre-
pared,” and about one quarter of each
team felt minimally or not prepared at all
for that type of care. Notably, 58% of CF
members had no (21%) or minimal (37%)
general palliative care training. Likewise,
69% of the palliative care team had no
CF-specific training, and the remaining
31% had minimal training. Importantly,
all respondents showed a desire for addi-
tional education in CF end-oflife care —
CF team members specifically in general
end-oflife care, and palliative care mem-
bers in CF-specific knowledge. Participants
also reported that the preferred method
for this additional training would be shad-
owing the other team (CF or palliative
care teams), rather than online learning or
formal seminars.
https://tinyurl.com/ycxx8gxs

4DMedical’s Lung Imaging Technology
Receives FDA Clearance As COVID-19
Intensifies Global Focus On
Respiratory Health

4DMedical announced that it has
received clearance from the U.S. Food &
Drug Administration to market its XV
Technology™, a patented fourdimension-
al lung imaging process that rapidly and
automatically analyses any functional lung
impairment from a single X-ray. It provides
critical information about the functional
and structural state of a patient’s lungs in
the treatment of illnesses. 4DMedical’s XV
Technology™ process is a software-as-a-ser-
vice (SaaS) diagnostic tool, available
through secure cloud subscription, and can
be implemented immediately, utilizing
existing hospital and clinical infrastructure
with no capital expenditure or training
required. Imaging departments simply elec-
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tronically send an X-ray (using existing fluo-
roscopy equipment) to 4DMedical.
4DMedical software then rapidly and auto-
matically analyzes and applies its proprie-
tary algorithms to identify and quantify any
functional impairment. The software gen-
erates a ventilation report and sends it to
the hospital to enable clinicians to deter-
mine the most effective treatment course of
action and allocation of finite hospital
resources. The end-to-end process can be
completed and a report generated within
three hours. The unique 4DMedical tech-
nology accurately and quickly scans lung
function as the patient breathes, to provide
sensitive, early diagnosis and to monitor
changes over time. The Softwareasa-
Service (SaaS) scans deliver much more
complete results, showing even subtle varia-
tions in lung function down to the finest
details, using lower levels of radiation than
traditional methods.
https://tinyurl.com/y77kjnqq

A Longitudinal Assessment Of Non-
invasive Biomarkers To Diagnose And
Predict Cystic Fibrosis-associated Liver
Disease

In the present study, the researchers
sought to assess the efficacy of AST to
Platelet Ratio Index (APRI), fibrosis index
based on 4 factors (FIB-4), AST/ALT ratio,
platelet count, gamma-glutamyl transferase
(GGT), and GGT platelet ratio (GPR) in
anticipating cystic fibrosis-associated liver
disease (CFLD) development. From
January 1, 2002 to December 31, 2014,
data were obtained from CF Foundation
Patient Registry for patients aged 3-21
years at Johns Hopkins. Information col-
lected included demographic characteris-
tics, splenomegaly, hepatomegaly, ascites,
and variceal bleeding, AST, ALT, GGT,
platelet count, and FEV<sub>1</sub>. At
the end of the study, 144 “healthy” CF, 12
CFLD, 19 CFassociated pulmonary dis-
ease (CFPD), and 4 CFLD with CFPD
cases have been identified. According to
findings, GPR, GGT, APRI score, and
platelet count were potentially useful bio-
markers while CFLD development was not

predicted by FIB4. In order to analyze the
utility of these biomarkers in clinical prac-
tice, costeffectiveness studies are required.

https://tinyurl.com/ybozq638

Semaglutide In Cystic Fibrosis-related
Diabetes

Despite evidence that inadequately
controlled glycemia is correlated with
worse clinical outcomes, in a majority of
patients, cystic fibrosis-related diabetes is
not well managed, researchers sought to
analyze the impact of adding semaglu-
tide, a glucagon-ike peptide-1 receptor
agonist, to basal insulin to control glyce-
mia in one of those patients. According
to results, there has been a significant
improvement in glycemic control, drop
in glycated hemoglobin Alc from 9.1%
to 6.7%, and stable euglycemic trend on
continuous glucose monitoring within 3
months of treatment start. There was no
rise in concentrations of plasma pancre-
atic enzyme. Findings suggested that low
dose semaglutide in combination with
basal insulin was able to replace prandial
insulin and control glycemia.

https://tinyurl.com/y8n3pfy

For CF Patients With Pancreatic
Insufficiency, Encala Improves Fat
Absorption

Investigational treatment Encala
(Lym-X-Sorb) is safe, well tolerated, and
increased dietary fat absorption in
patients with cystic fibrosis (CF) and
pancreatic insufficiency. While CF is
most commonly associated with the
lungs, it can also affect digestion, impair-
ing nutrient absorption, including fats,
and leading to poor
Malnutrition due to chronic malabsorp-
tion is an important intervention target
in CF care as it affects growth, develop-
ment, pulmonary function, immune sys-
tem function, and survival. Studies have
found that medications to treat symp-
toms of CF, including pancreatic
enzymes and CTFR modulators, only
show limited effectiveness in improving
the absorption of fats. To address this,
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nutrition.


https://tinyurl.com/ycxx8gxs
https://tinyurl.com/y77kjnqq
https://tinyurl.com/ybozq638
https://tinyurl.com/y8ln3pfy
https://cysticfibrosisnewstoday.com/cystic-fibrosis-overview/
https://pancreasfoundation.org/patient-information/ailments-pancreas/exocrine-pancreatic-insufficiency-epi/
https://cysticfibrosisnewstoday.com/digestive-system-symptoms/
https://cysticfibrosisnewstoday.com/enzymes/
https://cysticfibrosisnewstoday.com/enzymes/
https://cysticfibrosisnewstoday.com/cftr-modulators/

CF ROUNDTABLE SUBSCRIPTION FORM Jire

PLEASE CHECK ONE: [ ] NEW SUBSCRIPTION OR [ ] UPDATE

Print Clearly)

* Donation to defray costs

on a separate sheet of paper.

¢ Please send me the back issues I have listed on a separate sheet of paper.
* Please send subscriptions to the names and addresses I have listed

For donations, make checks payable to USACFA and mail with this completed form to:
USACFA, P.0. Box 151676, Austin, TX 78715-1676

We ask that everyone keep their home and email address information up to date.

To contact us by email: cfroundtable@usacfa.org

OR

NAME PHONE ( )

ADDRESS

cITy STATE ZIP+4 +
Email address:

I am interested in CF Roundtable because I am a: CF ADULT BIRTHDATE

ORI am a: Parent ____ Relative Friend Medical/Research Professional ____ Caregiver _____

CF Roundtable is available at no cost. However, to help defray printing and mailing costs, donations are always welcome.

Please do not write
in this space

SU 20

You can also subscribe online! Go to www.cfroundtable.com. You can now scan this QR Code
with your smart phone to go directly to our online registration page. By subscribing online you
have the ability to download a PDF of the latest newsletter, receive the mailed version or you can
receive both. The online version will be available two weeks prior to the mailed version.

®

KEEP YOUR INFORMATION CURRENT

1

1

1

1

1 o keep our records up to date, please be sure to com-
: plete and return a subscription form, on this page, to
I us or register online with any changes to your infor-
1 mation, www.cfroundtable.com. (Any issue of the newslet-
1
I

ter that is returned to us costs us about two-and-a-half
times the first-class postage rate for that piece. Currently
that runs about $3.73 per returned copy.)

Thank you for helping us with this.

Envara Health developed Encala, an
oral treatment specifically designed to
increase fat absorption in CF patients.
The Phase 2 trial NCT00406536) inves-
tigated Encala as a nutritional supple-
ment in patients with CF and pancreatic
insufficiency. To evaluate fat intake, the
researchers primarily used a measure-
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ment called coefficient of fat absorption
(CFA), which uses a stool sample to
determine how much fat was absorbed in
digestion. The CFA value was measured
in participants at the start of the trial, as
well as after three months of treatment.
The researchers reported that subjects
with low baseline CFA and more severe

fat malabsorption had a dramatic
improvement in CFA with Encala treat-
ment, accompanied by improved plasma
fatty acid and growth status.

Lawra is 72 and has CF. She is a former
director and President of USACFA. She and
her husband, Lew, live in Northville, MI. A
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https://www.linkedin.com/company/envarahealth/about/
https://clinicaltrials.gov/ct2/show/NCT00406536
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IMPORTANT RESOURCES

Medical Assistance Tool (MAT): https://medicineassistancetool.org/ PhRMA’'s Medicine Assistance Tool (MAT) is a search
engine designed to help patients, caregivers and health care providers learn more about the resources available through the
various hiopharmaceutical industry programs. MAT is not its own patient assistance program, but rather a search engine for
many of the patient assistance resources that the biopharmaceutical industry offers.

United Network for Organ Sharing (UNOS): Phone: 1-888-894-6361 http://www.unos.org/
Call for information on transplant centers, access for all patients needing organ transplants, and general transplant
information.

Transplant Recipients International Organization, Inc. (TRIO): Phone: 1-800-TRI0-386 http://www.trioweb.org/
index.shtml

An independent, nonprofit, international organization committed to improving the quality of life of transplant recipi-
ents and their families and the families of organ and tissue donors. For information, write to: TRIO, 7055 Heritage Hunt
Dr, #307, Gainesville, VA 20155 or email them at: info@trioweb.org

American Organ Transplant Association (AOTA): Phone: 1-832-930-A0TA (2682) http://www.aotaonline.org/

Helps defray out-of-pocket travel expenses for transplant recipients. Helps to set up trust funds. For more information,
write to: Administrative Service Center, American Organ Transplant Association, P. 0. Box 418, Stilwell, KS 66085.
Preferred method of contact is e-mail: aotaonline@gmail.com

ADA: To learn how the Americans with Disabilities Act (ADA) applies to you, contact the Disability Rights Education and
Defense Fund (DREDF): Phone: 1-510-644-2555 or email at info@dredf.org






