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Dear friends, patients, families, and
colleagues,

Welcome to the Spring 2017 issue of the
Cystic Fibrosis Center of Excellence
newsletter which focuses on our clinical care
program at the Emory+Children’s CF Care
Center. Before outlining some highlights that
have occurred in the last year as well as
exciting new developments in the coming
year, let me briefly describe our Center.

The Emory+Children’s CF Care Center
consists of three programs — the Adult CF
program at Emory lead by Dr. Seth Walker,
the Emory+Children’s Pediatric program lead
by Dr. Arlene
Stecenko, and the
Affiliate Pediatric
Program at
Scottish Rite lead
by Dr. Kevin
Kirchner. We are one of the largest CF Care
Centers in the country and the leaders of the
three programs strive to be a unified center
with overarching goals and ideals that spread
over the three programs. We are one of over
120 care centers in the US accredited by the
CF Foundation (CFF). The CFF sends experts
in adult and pediatric CF care to each center
at least every five years to conduct a site visit
to assess that the center is fulfilling the
requirements to be accredited by the CFF.
Essential components of a center to attain
accreditation are:

¢ An interdisciplinary health care team

consisting of physicians and nurse
practitioners, dieticians, nurses, social
workers, and respiratory therapists

¢ A quality improvement program aimed

at improving health outcomes for CF
patients

e A clinical research program so that CF

patients can participate in research
projects so that new and effective

Almost an entire floor of the facility will
be dedicated to treatment and
research for breathing and airways

drugs can be made available to all CF
patients
¢ A family/patient council that acts as
advisors and advocates for the center
¢ An educational program for families, staff,
trainees, and the community
Our Center had the last site visit in 2013 and
received full accreditation.

And now to the highlights. The most
exciting news for the pediatric CF programs
is the building of the new Children’s clinic
building, the Center for Advanced Pediatrics
(CAP), at Tullie. Dr. Patrick Frias, the Chief
Operating Officer at Children’s, described
our clinic area for CF children in an article in
The Atlanta Business

Chronicle article from

February 10, 2017 as

follows: “Almost an entire

floor of the facility will be
dedicated to treatment and
research for breathing and airways, bringing
together the areas of pulmonology, allergy/
immunology, cystic fibrosis, and sleep.” Dr.
Frias goes on to say that on our same floor
will be a “pediatric research center (which)
will provide a convenient, dedicated location
for patients to participate in clinical research
trials.” The building will be completed in the
Summer of 2018.

Continued on page 2
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Continued from page 1

Another highlight is that we have found the funds  time for our three clinical programs to come
to create three new positions for the CF care team  together as a unified group to discuss how we can

that we believe will markedly improve our clinical continue to provide our patients with the best care.
care. The first position is for a coordinator to
improve mental health for patients at our three With best wishes,

programs. This position was funded by grants from Arlene Stecenko, MD, CF@LANTA
the CFF awarded to Drs. Walker, Stecenko, and
Linnemann. The person recruited for this position
was Shaina Blair, who was the CF social worker for
the Adult program at Emory and then the pediatric
program at Emory+Children’s. Shaina has now
returned from her maternity leave and will devote all
her time to this program. The second new position is
for a physical therapist and is funded by a CFF grant
to Dr. Kirchner. The reasoning behind creating this
position is that the Director of the pediatric center
that has one of the best outcomes for lung function in
children feels that believes that his physical therapist
is the key to achieving these excellent lung health
outcomes. Dr. Kirchner has hired a physical therapist
for the Scottish Rite program to pilot a pulmonary
physical therapy program there with the goal of
finding sufficient funds to have these services across
our entire center. Finally, Drs. Walker, Stecenko, and
Kirchner have teamed together to find funds for the
new position of a transition coordinator. We are in
the process of recruiting this person and should be
able to have her join the center in the next month or
so. This person would work with the care teams
from all three programs to improve the transition
program from
pediatric to adult
care. In this issue,
Brandi Middour-
Oxler outlines
several strategies
we will use to make
the transition
program even
better.

In the following
pages you will read
about work
presented at our
recent CF
Tripartite Program
Meeting. This is a
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Tripartite Meeting Recap: Transition Project/Survey Update

The CF Transition Program began at the Scottish Rite location in 2008, and later at Egleston in 2012. The
purpose of this program is to educate and empower adolescents to take over their own medical care and
medical decision-making as they prepare to change from pediatric to adult care. This robust, and award
winning program, was one of the first CF Transition programs in the country.

In 2015 while working on my doctoral project, | joined a multidisciplinary transition team from all three
care centers to illicit patient feedback and improve the transition program. Members included myself, Dr.
Randy Hunt (Emory Adult CF), Barb Crews (PNP, Scottish Rite), Stephanie Pendley (PNP, Egleston), Shaina
Blair (Social Worker, Egleston), and Alissa Siragusa (Child Life, Scottish Rite). Together the team wrote a
survey that asked adults who had participated in the transition program how they felt about their transition
timing, transition readiness, and their opinion on helpful program elements. This is one of the first surveys of
CF adults who were active in a transition program and have since moved into adult care. Thanks to the hard
work of the team the survey completion rate was an impressive 63%. Results revealed that most patients
found it anxiety provoking to leave their pediatric providers, but the inclusion of the adult CF providers at a
final capstone combined clinic attenuated this concern. Patients varied in preference for transition timing.
Despite high levels of patient-perceived readiness, patients reported several knowledge deficits including
insurance knowledge, knowing how to reorder medications, and how to schedule appointments.

A poster of this work was presented at the 2016 North American Cystic Fibrosis Conference and was
very well received by many leaders in the CF community. The transition survey is just one of many ways that
the CF Center is using to improve the transition program and increase understanding of possible best
practices for pediatric to adult transition. In the future, changes to the transition program could include
partnering with adolescents to choose a transition time based on individual skill mastery and personal
readiness. In 2017 the transition study will begin its second phase where transition program participants will
be asked to take a part in a Pre-Transition Survey at their pediatric visit before transferring to the adult CF
team. Future endeavors will include investigating if participation in transition programs has effects on
important CF outcomes. An update on the project was also presented at the November Tripartite meeting.

~submitted by Brandi Middour-Oxler, DNP
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Tripartite Meeting Recap: DIGEST Award

The DIGEST Award (Developing Innovative GastroEnterology Specialty Training) was created by the
Cystic Fibrosis Foundation to expand the availability of Gl experts in CF. The CFF recognizes the growing
demand for physicians trained to address the unique gastroenterologic needs of CF patients and the need for
a greater Gl focus in the clinical research enterprise. The first iteration of the award included
I5 awardees (10 pediatric and 5 adult Gl providers) along with 6 core mentors. | am honored to be an
inaugural DIGEST Awardee. Together, the group has embarked on a number of projects focused on
improving Gl-based clinical care in patients with CF and disseminating the latest updates of care to centers
around the country. Efforts have ranged from creating basic guidelines to be used by Gl and non-Gl
providers/caregivers as well as pushing forward new studies to improve our understanding of the
Gl manifestations of CF. | have been fortunate to be involved in a number of these projects, with a few
highlighted below:

e Co-author of CFF sponsored Constipation guidelines for patients with CF

e Invited to Chair Gastroenterology and Hepatology Workshop at the 2016 NACFC Conference
in Orlando

¢ Invited to lead Roundtable session at 2016 NACFC entitled: Working up Elevated Liver Enzymes
in Patients with CF

e Led Meet the Professor Breakfast at 2016 Pediatric Gl World Congress in Montreal entitled: Gl
issues in Cystic Fibrosis: Myths and Facts

e Invited review article in Pediatric Clinics of North America (2016): Gastrointestinal, Pancreatic
and Hepatobiliary Manifestations of Cystic Fibrosis

e Member of international Cystic Fibrosis Liver Disease Consortium

e Interview with US News & World Report on Pancreatic Exocrine Insufficiency

e Local Primary Investigator for CFF sponsored GROW Study

~submitted by A. Jay Freeman, MD

&% Children's
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Tripartite Meeting Recap: Role of Lung Clearance Index in Monitoring of
Early Cystic Fibrosis Lung Disease

Airway disease in Cystic Fibrosis begins in the small airways from a very young age, but is not easily
detected by standard clinical tests. Measurement of lung function as an indicator of airways obstruction by
spirometry is generally available for children older than age 6 years and by that age most children have
developed significant small airway disease. As most children with Cystic Fibrosis are diagnosed through
newborn screening, it is important to start monitoring for lung disease earlyand to identify patients that are
at risk of rapid progression of their lung disease.

The Lung Clearance Index is a newer method for the measurement of ventilation inhomogeneity that can
result from progressive obstruction of the small airways in early stages of the disease. This test requires less
effort than spirometry and can be performed for a wider age spectrum of patients, ranging from infants and
young children to adults with CF. Its normal values do not change significantly with age, and it can be useful
to track changes in the small airways over time. Studies have validated the use of LCl in the settings of acute
pulmonary exacerbations and with development of bronchiectasis on imaging. Further studies are needed to
better define the minimum clinically important change in LCl and how it can be used effectively in clinical and
treatment decision making for patients with CF, and we look forward to performing some of these studies in
our Program

~Submitted by Lokesh Guglani, MD
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Tripartite Meeting Recap: EnVision Emerging Leaders

Cystic fibrosis-related diabetes (CFRD) is one of the most common comorbidities in patients with cystic
fibrosis. Unfortunately, those who have a diagnosis of CFRD have increased morbidity and mortality. They
may see deterioration in nutritional status and higher rates of respiratory exacerbations requiring
hospitalization. Many see a decline in pulmonary function when high blood sugars are uncontrolled. In an
effort to address the growing endocrinologic needs of the CF community, the Cystic Fibrosis Foundation
(CFF) announced their support of a training program that would expand the availability of CF-endocrinology
experts throughout the country. The goal of CFF is to develop the next generation of leaders in pediatric and
adult CF endocrinology. The program recruited eligible physicians in internal medicine and pediatrics with
subspecialty certification in endocrinology. Sixteen EnVision Emerging Leaders were selected, 8 pediatric
endocrinologists, 8 adult endocrinologists. Dr. Tanicia Daley, a pediatric endocrinologist at Children’s
Healthcare of Atlanta, was selected as a recipient of the CF Envision Training award. This opportunity will
increase CF endocrinology resources available to our CF population. In addition to increasing time spent with
CF patients, Dr. Daley will also investigate how nutritional and pulmonary clinical status is affected in toddler
and school age children who have pre-diabetes compared to those without, and how the elimination of
simple sugars may improve glucose tolerance.

~Submitted by Tanicia Daley, MD, MPH

EnVision CF: Emerging Leaders in
CF Endocrinology Program

i
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Profile: Stephanie Pendley, RN, CPNP

| have been working at the
Emory/Egleston campus
for 16 years. | joined the
CF@LANTA in 2006 after
working as a nurse at
Egleston and developing a
love for pulmonary
patients. | attended Emory
University for my
undergrad degree in
Nursing and pursued my
Master’s degree at GA
State. Working with the
patients and team at the CF Center has been my
dream job. | have learned so much about resilience
and overcoming obstacles in working with our

Stephanie Pendley, RN, CPNP

patients and families. The team approach to CF has
allowed me to learn from colleagues and other
disciplines. Until working at the CF Center, | did not
have the opportunity to work in research, but | have
appreciated the opportunities to work on studies
and learn about new and upcoming projects within
the CF community. | serve as the Clinic Coordinator
at the CF Center and serve as a leader on our CF QI
Committee. | am also the lead Advanced Practice
Provider for the PACS division. | am a local, born and
raised in the suburbs of Atlanta. In my spare time, |
love travelling, being a movie buff, shoe shopping, and
cheering on the GA Bulldogs!

~submitted by Stephanie Pendley, RN, CPNP

Faculty Profile: Kevin Kirchner, MD

W Dr. Kevin Kirchner has
been the CF@LANTA
Affiliate Center Director
at Scottish Rite since the
fall of 2012. He attended
the Southern lllinois
University School of
Medicine, completed his
Pediatric Residency at the
University of lowa, and
Pediatric Pulmonary
Fellowship at the
University of Rochester in
Rochester, NY, in 1990. He then worked as a
Pediatric Pulmonologist at the University of
Colorado/Children’s Hospital of Denver until 1995
when he relocated to Atlanta. While in Denver, he
directed the initial studies of Pulmozyme and
investigated its potential effectiveness in children
under 5 years of age with CF. Since relocating to
Atlanta he has remained active in caring for patients
with CF, and along with the other physicians in his
practice has seen the Scottish Rite CF clinic grow
from around 30 patients in the early 90’s to over 180
patients in 2017. The Scottish Rite affiliate program
has worked hard through the years to provide
excellent clinical care to CF patients while adhering
to the established guidelines of the CF Foundation,

Kevin Kirchner, MD

spearheaded by the fantastic efforts of Dr. Peter
Scott, our prior director, who retired in 2015.
Building upon his initiatives, we have striven to
maintain quality improvement, while strengthening
our relationships with our core center, the Emory
Pediatric CF Center at Egleston. Together in 2013,
we were invited participants in the “ONE CF”
initiative sponsored by the CF Foundation, a two
year process that promoted further synergy between
all three campuses and focused on the QI and
process improvement of CF care across all ages.
Since that initial effort, we have collectively initiated
efforts to expand research offerings for clinical
studies on the Scottish Rite campus that in 2017 have
resulted in the Scottish Rite campus becoming a
member of the Therapeutics Development Network
of the CF Foundation. This will enable our campus to
expand our offerings and support to research studies
in CF on-site, while continuing to develop all the
efforts across the CF programs in the Atlanta/
Georgia region.

On a personal note, Dr. Kirchner has been married
for 30 years to Angela Weiss, and is the father of 3
children: lan 23 yo, Erin 21 yo, and Liam 18 yo. He
enjoys spending time with his wife, taking long walks
in the evenings with “Max and Milo”-energetic | yo
Morkie and Maltese, and playing golf on weekends.

~submitted by Kevin Kirchner, MD
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Faculty Profile: Rachel Linnemann, MD

Dr. Daniel Caplan, became her primary clinical and research interest,
known as the and she helped secure a 3 year grant from the CF
“grandfather of CF” in Foundation to study palliative care in CF.
Atlanta, retired at the Since arriving at Emory, she has become very
end of February after involved in the cystic fibrosis team. She provides
providing care for 48 clinical care for pediatric patients and is the CF
years to people with CF.  Quality Improvement Officer for the Division of
He was much loved by Pediatric Pulmonology. A major effort centered
generations of people around obtaining a grant from the CF Foundation to
“ with CF and their hire a mental health coordinator to coordinate
Rachel Linnemann, MD families, who, on hearing  mental health screening and provide mental health
the news, sent in abundant personal messages services for the pediatric and adult programs at the
expressing their gratitude for his lifetime of Emory+Children’s CF Center.
dedication to CF. With Dr. Caplan’s retirement, Dr. From a research standpoint, Dr. Linnemann is an
Rachel Linnemann has taken on his previous investigator in Emory’s Therapeutics Development
position as Associate Director of the Emory Network (TDN) research group. She serves as site
Pediatric CF Program. Dr. Linnemann will work Pl and co-investigator for several of our TDN CF
closely in this role with Dr. Arlene Stecenko, clinical trials. She continues to be involved in CF
Director of the Emory Pediatric CF program, and palliative care/quality of life research with colleagues
Stephanie Pendley, Program Coordinator. in Boston and is part of a CF Foundation working
Dr. Linnemann joined the Emory faculty in 2015. group on palliative care. She also has an interest in
She grew up in Arlington, VA and studied human factors contributing to rapid rate of lung function
biology at Brown University. She then taught decline in the adolescent years and is beginning
elementary school for 2 years before attending several projects in this area.
medical school at Yale University. She completed When not at work, Dr. Linnemann spends time
her residency in pediatrics and fellowship in with her husband, 2 year old son, and dog. She loves
pediatric pulmonology at Massachusetts General the beach, long walks, and superhero movies.
Hospital in Boston, MA. In Boston, she discovered ~submitted by Rachel Linnemann, MD

her passion for caring for people with CF. CF

Recent CF-AIR Publications

e Balekian DS, Linnemann RV, Hasegawa K, Thadhani R, Camargo CA Jr. Cohort Study of Severe
Bronchiolitis during Infancy and Risk of Asthma by Age 5 Years. ] Allergy Clin Immunol Pract. 2017 Jan -
Feb;5(1):92-96. doi:10.1016/j.jaip.2016.07.004. PubMed PMID: 27523277.

o Betters KA, Gillespie SE, Miller ], Kotzbauer D, Hebbar KB. High flow nasal cannula use outside of the ICU;
factors associated with failure. Pediatr Pulmonol. 2016 Nov 21. doi: 10.1002/ppul.23626. [Epub ahead of
print] PubMed PMID: 27870384.

e Floyd M, Winn M, Cullen C, Sil P, Chassaing B, Yoo DG, Gewirtz AT, Goldberg JB, McCarter LL, Rada B.
Swimming Motility Mediates the Formation of Neutrophil Extracellular Traps Induced by Flagellated
Pseudomonas aeruginosa. PLoS Pathog. 2016 Nov 17;12(11):e1005987. doi: 10.137 | /journal.ppat.1005987.
PubMed PMID:27855208; PubMed Central PMCID: PMC51 13990.

e Gauthier TW, Brown LA. In utero alcohol effects on foetal, neonatal and childhood lung disease. Paediatr
Respir Rev. 2017 Jan;21:34-37. doi:10.1016/j.prrv.2016.08.006. Review. PubMed PMID: 27613232; PubMed
Central PMCID: PMC5303127.

e Gross TS, Harris F, Brown LA, Gauthier TW. Ethyl linolenate is elevated in meconium of very-low-birth-
weight neonates exposed to alcohol in utero. Pediatr Res. 2016 Dec 4. doi: 10.1038/pr.2016.237. [Epub

ahead of print] PubMed PMID: 27828937.
I
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e Hasegawa K, Linnemann RW, Mansbach JM, Ajami NJ, Espinola JA, Petrosino JF, Piedra PA, Stevenson MD,
Sullivan AF, Thompson AD, Camargo CA Jr. Nasal Airway Microbiota Profile and Severe Bronchiolitis in
Infants: A Case-Control Study. Pediatr Infect Dis J. 2016 Dec 21. doi: 10.1097/INF.000000000000 | 500.
[Epub ahead of print] PubMed PMID: 28005692.

e Howard JJ, Sturge CR, Moustafa DA, Daly SM, Marshall-Batty KR, Felder CF, Zamora D, Yabe-Gill M,
Labandeira-Rey M, Bailey SM, Wong M, Goldberg JB, Geller BL, Greenberg DE. Inhibition of Pseudomonas
aeruginosa by Peptide-conjugated Phosphorodiamidate Morpholino Oligomers. Antimicrob Agents
Chemother. 2017 Jan 30. pii: AAC.01938-16. doi: 10.1128/AAC.01938-16. [Epub ahead of print] PubMed
PMID: 28137807.

¢ Klingensmith NJ, Yoseph BP, Liang Z, Lyons D, Burd EM, Margoles LM, Koval M, Ford ML, Coopersmith
CM. Epidermal Growth Factor Improves Intestinal Integrity and Survival in Murine Sepsis Following Chronic
Alcohol Ingestion. Shock. 2017 Feb;47(2):184-192. doi: 10.1097/SHK.0000000000000709. PubMed PMID:
27465753; PubMed Central PMCID: PMC5235949.

e Margaroli C, Tirouvanziam R. Neutrophil plasticity enables the development of pathological
microenvironments: implications for cystic fibrosis airway disease. Mol Cell Pediatr. 2016 Dec;3(1):38.
Review. PubMed PMID: 27868161; PubMed Central PMCID: PMC5136534.

e Meisner ], Goldberg JB. The Escherichia coli rhaSR-PrhaBAD Inducible Promoter System Allows Tightly
Controlled Gene Expression over a Wide Range in Pseudomonas aeruginosa. Appl Environ Microbiol. 2016
Oct 27;82(22):6715-6727. PubMed PMID: 27613678; PubMed Central PMCID: PMC5086565.

e Molina SA, Moriarty HK, Infield DT, Imhoff BR, Vance R}, Kim AH, Hansen JM, Hunt WR, Koval M, McCarty
NA. Insulin signaling via the PI3K/Akt pathway regulates airway glucose uptake and barrier function in a
CFTR-dependent manner. Am ] Physiol Lung Cell Mol Physiol. 2017 Feb |7:ajplung.00364.2016. doi:10.1152/
ajplung.00364.2016. [Epub ahead of print] PubMed PMID: 28213469.

e Morris CR. Arginine Therapy Shows Promise for Treatment of Sickle Cell Disease Clinical Subphenotypes of
Hemolysis and Arginine Deficiency. Anesth Analg. 2017 Feb 17. doi: 10.1213/ANE.000000000000 |874.
[Epub ahead of print] PubMed PMID: 28221202.

e Qadi M, Lopez-Causapé C, Izquierdo-Rabassa S, Mateu Borras M, Goldberg JB, Oliver A, Alberti S.
Surfactant Protein A Recognizes Outer Membrane Protein OprH on Pseudomonas aeruginosa Isolates From
Individuals With Chronic Infection. | Infect Dis. 2016 Nov 1;214(9):1449-1455. PubMed PMID: 27543671.

e Smith EM, Jones JL, Han JE, Alvarez JA, Sloan JH, Konrad R}, Zughaier SM, Martin GS, Ziegler TR, Tangpricha
V. High-Dose Vitamin D3 Administration Is Associated With Increases in Hemoglobin Concentrations in
Mechanically Ventilated Critically Il Adults: A Pilot Double-Blind, Randomized, Placebo-Controlled Trial.
JPEN | Parenter Enteral Nutr. 2016 Nov 9. pii: 0148607116678197. [Epub ahead of print] PubMed PMID:
27875288.

e Tejeda Cl, Broadaway KA, Brown MR, Ponder LA, Ombrello MJ, Pichavant MR, Wang G, Angeles-Han ST,
Hersh AO, Bohnsack JF, Conneely KN, Epstein MP, Prahalad S. Investigation of Associations between
Autoimmunity Associated Variants in PDCD1 and Juvenile ldiopathic Arthritis. Curr Rheumatol Rev. 2017
Jan 4. [Epub ahead of print] PubMed PMID: 28056736.

e  Whiteman MK, Oduyebo T, Zapata LB, Walker S, Curtis KM. Contraceptive safety among women with
cystic fibrosis: a systematic review. Contraception. 2016 Dec;94(6):621-629. doi: 10.1016/
j.contraception.2016.05.016. Review. PubMed PMID: 2728769%4.

e Zang X, Monge ME, McCarty NA, Stecenko AA, Fernandez FM. Feasibility of Early Detection of Cystic
Fibrosis Acute Pulmonary Exacerbations by Exhaled Breath Condensate Metabolomics: A Pilot Study. |

Proteome Res. 2017 Feb 3;16(2):550-558. doi: 10.1021/acs.jproteome.6b00675. PubMed PMID: 28152602.
If you have a publication you would like in the next newsletter, email Karen Kennedy, kmurra5@emory.edu.

Recent CF-AIR visitors

e Kambez Benam, DPhil, February
e Alfin Vicencio, MD, February
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Events for Researchers

These events will be taking a break for the summer months, check the websites below
for the upcoming schedule.

Each month there are several opportunities for CF-AIR researchers to get together to
discuss their work.
e CF-AIR Faculty and Trainees Research (CF-TR):
On the first Tuesday of the month, faculty chalk talks on either the overall work in
their lab, or on a grant proposal planned for submission soon. On the third Tuesday
of the month trainee chalk talks discussing planned manuscripts or fellowship
proposals. Meet at noon in ECC 302
e CF-AIR Workshop:
A weekly Wednesday meeting for research-in-progress and journal club
presentations. Meet at 4:30 pm in ECC 302
¢ CF Scholars Meetings:
A monthly program for CF Scholars, Friday afternoons, see website schedule

More information and current schedules can be found on
www.pedsresearch.org/research/centers/cf-air/seminars-workshops/
and
www.pedsresearch.org/research/centers/cf-air/cf-center-of-excellence/education-
outreach/cf-scholars-program/

Clinics: Website:

Children’s Healthcare of Atlanta www.pedsresearch.org/research/
CF Care Center: i .

Children’s at North Druid Hills centers/cf-air

1605 Chantilly Drive NE

Atlanta, GA 30324 If you are interested in supporting our re-

404-785-2000 search and outreach programs please visit:
www.pedsresearch.org/research/centers/cf
Children’s at Scottish Rite -air/donors-visitors/

Cystic Fibrosis Affiliate Program

5455 Meridian Mark Road, Suite 200  contact:

Atlanta GA 30342 Nael McCarty, PhD
404-785-2898 Program Director

Emory Adult CF Clinic: 404-778-7929 ~namccar@emory.edu

Karen Kennedy, PhD
Program Coordinator
kmurra5@emory.edu
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