Jane C Davies
Curriculum Vitae

Professional  Dept of CF & Chronic Lung Infection , National Heart & Lung Institute,

address Imperial College London, Emmanuel Kaye Building, Manresa Rd, London
SW3 6LR
E-mail j.c.davies@imperial.ac.uk GMC 3261765

Current Posts  professor of Paediatric Respirology & Experimental Medicine, NHLI, Imperial
College London (2013 onwards)

Honorary Consultant in Paediatric Respiratory Medicine
Royal Brompton & Harefield NHS Foundation Trust, London (1999 onwards)

Qualifications 1987 MB ChB, University of Dundee
1991 MRCP (Paeds), London
1996 MRCPCH London
1998 MD (Hons) University of Dundee

Previous Posts
2009 — 2013 Reader in Gene Therapy, Imperial College London

1999 — 2009  Senior Lecturer in Gene Therapy, Imperial College London
1998 — 1999  SpR in Paediatric Immunology and Infectious Disease
Great Ormond Street Hospital, London

1997 — 1998 SpR in Paediatric Respiratory Medicine and Intensive Care
Great Ormond Street Hospital, London

1994 — 1997 Research Fellow in Paediatric Cystic Fibrosis
Royal Brompton & Harefield NHS Foundation Trust, London

1993 — 1994 Registrar in Paediatric Respiratory Medicine & Intensive Care
Royal Brompton & Harefield NHS Foundation Trust, London

1992 — 1993 Registrar in Paediatrics and Neonatology
Hillingdon Hospital, Middlesex

1991 — 1992  Senior House Officer, Infectious Diseases and Immunology; Neurology;
Dermatology, Great Ormond Street Hospital, London

1990 - 1991 Senior House Officer, Haematology; Paediatric Surgery; Gastroenterology;
Neonatoloav. Oueen Elizabeth Hospital for Children & Homerton Hospital.

1989 — 1990  Senior House Officer in Paediatrics and Special Care,
West Middlesex Hospital, London



Areas of
Research

Interest Pathogenesis in CF:

Novel therapies and clinical trial design
Outcome measures for CF lung disease, including young children

Pseudomonas aeruginosa: pathogenesis, antimicrobial therapies and non-

invasive detection methods

Innate defence, airway remodelling and inflammation

Students supervised'/ co-supervised?
BSc/ MBBS

Tamsin Lloyd! (2000-01; BSc Uni York)
Robert Shaw? (2001-02; BSc Uni York)
Arran Titley! (2002-03; BSc Uni York)
Louise Collins! (2003- 04; BSc Uni York)
Laura Benzonana! (2003-04; BSc Uni York)
Martha Truscott! (2004-05; BSc Uni York)
Fiona McLean! (2005-06; BSc Uni York)
Laura Wright! (2006-07; BSc Uni York)
Robert Fordham? (2007-08; BSc Uni York)
Sarah Moody* (2008-09; BSc Uni York)
Isis Redford* (2009-10; BSc Uni York)

Valerie Khoo?! (2015; ICL MBBS BSc Imperial)
Aaniya Ahmed? (2015; MBBS summer student)
Helena Lund Palau® (2015; MBBS Erasmus Spain)
Laurance Pallant! (2016; MBBS BSc Imperial)

Nisal Weerakoon! (2016; MBBS BSc Imperial)

Ishani Seth?! (2016; MBBS summer student)

Abigail Lark! (2017; BSc summer student)

Merel Oudraad?! (2017 MBBS Erasmus Netherlands)
Erica Asperges! (2017 MBBS Erasmus Italy)

Dylan Amin! (2019 MBBS; intercalated BSc Imperial)
Frouke Terpstra® (2019 MBBS Erasmus Netherlands)

Khayam Naderi* (2010; MBBS BSc Imperial)
Rajit Khosla® (2011; MBBS BSc Imperial)

MSc/ MRes

Yaqi Hu® (Genes, Drugs & Stem cells 2016)
Christopher Short (2018 - 2021)

Matt Besley! (Genes, Drugs & Stem cells — 2019)
Asma Alharbi! (Healthcare — 2019)

Mickael Aoun?® (Genes, Drugs & Stem cells-2022)
Marina Kusumoto?! (Biomedical Research- 2022)

MD/ MDRes

Tom Hilliard* (2002- 04) MD awarded

Hui-Leng Tan! (2007-09) MD awarded

Andrew Ives? (2007-09)

Sarah Brown? (2009-11); MDRes awarded
Andrew Jones? (2009- 13) MD awarded
Rebecca Thursfield! (2011-13; MDRes awarded)

PhD

Katy Fidler? (2001-07 PhD awarded)

Jackie Donovan?! (2004-12 part-time; PhD
awarded)

Gwyneth Davies! (2008- 13; PhD awarded)
Chandrika Nair? (2010-14; PhD awarded)
Matthew Coates! (2011- 2017 part-time; PhD
awarded)

Rishi Pabary! (2011-14; PhD awarded)

Mike Waller? (2012-14; PhD awarded)

Katie Bayfield! (2013- 2016; PhD awarded)

Aditya Malkar! (2022 MBBS; intercalated BSc)

Pre-doctoral fellowship
Sian Bentley (2019 — 2021 NIHR)

Katherine Harman?! (2012-2015; MDRes awarded)
Tom Semple! (2016- 2022) Awarded

Isaac Martin' (2016 — 2021) Awarded

Laura Gardner (2018 — writing up)

Chris Hine (Uni Birmingham; 2019- writing up)
John King (2020 — ongoing)

Afsoon Sepahzad (2021-ongoing)

Simone Hadjisymeou-Andreou (2022-ongoing)

Katie Farrant? (2013- 2017; PhD awarded)
Bushra Ahmed? (2014 — 2017; PhD awarded)
Andrew Turnbull* (2014- 2018; PhD awarded)
Natasha Wierre-Gore? (2015- writing up)
Emmanuelle Bardin? (2015- 2019; PhD awarded)
Loren Cameron? (2015- 2019; PhD awarded)
Wynne Smith! (2015- writing up; part-time)
Gemma Stanford? (2016- writing up; part-time)
Claire Edmondson?! (2016- 2020; PhD awarded)
Dominic Hughes! (2017-2022; PhD awarded)



Ronan Murphy! (2017 — 2021; PhD awarded) Post-doctoral fellows

Rebecca Dobrat (2017- 2022; PhD awarded) Theresa Wodehouse (2003- 2005)
Livia Spiga? (2018-2022; submitted) Nicholas Regamey (2005-2008)
Richard Morton? (2019 — ongoing) Rossa Brugha (2016-2018)
Christopher Short! (2021 — ongoing) Andrew Turnbull (2019 — 2020)
Simon Stoneham? (2021 - ongoing) Matt Coates (2020-2022)

Alice Collins? (2019 — ongoing)
Luca Robinson? (2021 — ongoing)
Micaela Mossop? (2021 — ongoing)

Grants Awarded

Apr — Nov Imperial College London Healthcare NHS
2022 Trust - BRC funding £40,768

Pseudomonas aeruginosa virulence and persistence mechanisms as novel therapeutic
targets for cystic fibrosis.

2021 — 2024 Cystic Fibrosis Foundation £654,962

Oxygen-enhanced MRI as an outcome measure in cystic fibrosis

2020 — 2024 Cystic Fibrosis Foundation, £2,543,968
Cystic Fibrosis Trust and CF Ireland

Real World Clinical Outcomes with Novel Modulator Therapy Combinations in People with CF
(RECOVER)

2020 — 2021 Cystic Fibrosis Trust £50,000

Exploring the utility of quorum sensing inhibitors and biofilm disruptors on growth and
virulence behaviours of Pseudomonas aeruginosa obtained from patients with Cystic Fibrosis

2020 - 2024 NIHR £80,000
NIHR Senior Investigator Award

2020 - 2022 EPSRC £850,000
The ldealized Lung Clearance Index

2020 — 2022 Cystic Fibrosis Trust £98,594.93
The idealised LCI (i-LCI): tuning in on the ‘silent years’ of paediatric CF
2018-2022 Cystic Fibrosis Trust £750,000
Personalised Approach to Pseudomonas aeruginosa (PAPA)

2018 - 2020 Vertex Pharmaceuticals £56,121
Children's Follow up Orkambi Real world MBW Study (C-FORMS)

2018-2019 Cystic Fibrosis Trust £50,000

Exploring the utility of novel ‘antimicrobial resistance breakers’ on strains of Pseudomonas
aeruginosa obtained from patients with Cystic Fibrosis

2018-2019 Cystic Fibrosis Trust £20,000

LCI Training Package for the Cystic Fibrosis Clinical Trials Accelerator Platform (CTAP)



2017-2022 Department of Health/ Wellcome Trust £550,000
First-in-human trial of an optimised lentiviral vector for cystic fibrosis gene therapy

2016-2019 Cystic Fibrosis Trust £81,312.58 (3 awards)

Exploring the antibacterial activity of Glatiramer acetate on strains of Pseudomonas
aeruginosa obtained from patients with Cystic Fibrosis at varying stages of disease
progression.

2017-2020 Cystic Fibrosis Trust £90,000

RAPID point-of-care infection detection and antibiotic-resistance TESTing enabled with laser-
patterned microfluidic devices (RAPID-TEST)

2017-2020 EPSRC £96,223.44

RAPID point-of-care infection detection and antibiotic-resistance TESTing enabled with laser-
patterned microfluidic devices (RAPID-TEST)

2017 Cystic Fibrosis Trust £4,497
Grant Award for Cystic Fibrosis Clinical Trials Database Information Support

2016-2018 Cystic Fibrosis Trust £372,724.22

CLIMB-CF: Clinical Monitoring and Biomarkers to stratify severity and predict outcomes in
children with cystic fibrosis

2016-17 Cystic Fibrosis Trust £28,409

SmartCareCFKids: Home monitoring for the prompt recognition of Pulmonary exacerbations
(PEX)in children with cystic fibrosis.

2016-2017 British Lung Foundation £25,000

The role of bacterial biofilms in children with chronic suppurative lung diseases

2016-2021 National Institutes for Health Research £283,606
Improving Outcome Measures For Physiotherapy Trials of Airway Clearance in Adult Cystic
Fibrosis

2016 National Institutes for Health Research £69,555
Stratifying disease severity in paediatric cystic fibrosis: identifying high risk children in
different age groups - Dr Claire Edmondson Fellowship.

Imperial College Antimicrobial Research
2015-2016 Collaborative; Early Career Fellowship £57,832.49

Subverting bacterial c-di-GMP signalling to fight antimicrobial resistance in the clinic.
2014 Cystic Fibrosis Trust £44,507
Cystic Fibrosis Trust: CF Gene Therapy Consortium core funding 1st tranche

2014-2018 Cystic Fibrosis Trust £750,000

Strategic Research Centre for Pseudomonas Research



2012 - 2014 NIHR through EME scheme £3,073,900

A randomised double-blind placebo-controlled Phase 2B clinical trial of repeated application
of gene therapy in patients with cystic fibrosis.

£1,243,400
2012 — 2013 DPFS Medical Research Council £34,146 (extended)

Development of a novel, potent, safe, long-lasting lentivirus-based gene therapy for cystic
fibrosis.

2010 - 2011 Phage Special Services £65,547

Industrial Collaboration ‘The potential for phage therapy to treat bacterial airway infection in
cystic fibrosis’

Royal Brompton Hospital Biomedical
2010 - 2011 Research Unit Pump Priming Fund £9,450

Volatile organic compounds in exhaled breath as markers of lower airway bacterial infection

2003 — 2011 Cystic Fibrosis Trust Various see below

UK Gene Therapy Consortium Grants:
“Gene Therapy for Cystic Fibrosis: Towards Clinical Reality”

Internal Investigators: Eric Alton, Jane Davies, Uta Griesenbach
Depts of Gene Therapy, Paediatric Respiratory Medicine
External Investigators: David Porteous, Medical Genetics, Edinburgh University

Steven Hyde, University of Oxford

2003 £761,329 2007 £4,704,675
2004 £2,786,442 2010 £4,784,692 (cancelled in 2011)
2006 £971,464 2011 £1,600,000

Measures of Esteem

Invited 2023 Royal College of Physicians Croonian lecturer

NIHR Senior Investigator Award 2020-

Fellow of the European Respiratory Society 2018-

Invited Plenary lecturer:

- NACF Conference 2019

- European CF Conference: 2012, 2017, 2019

- International Conference on Paediatric Pulmonology (CIPP) 2017

- British Thoracic Soc Winter Meeting 2019

- Australasian CF Conference 2019

- Talamo Lecturer Award 2019

NIHR award for commercial trials leadership 2016

NIHR NW London CRN Awards for: Outstanding Pl & Best research team 2019
Imperial College London Rector’'s Gold Medal for Research Supervision 2014
Chair DSMB for multicentre, NIHR-funded clinical trial (ProteKt, 2016-2018)



Leadership roles (current unless stated)
European CF Society
¢ Deputy President 2020-
e Task Force: Strategic Planning for faster access to new drugs, Lead
o Diagnostic Working Group, Site Lead
e Standardisation Committee, member
e Clinical Trials Network, Principal Investigator
e Lung Clearance Index Core Facility, Lead
e Conference: Scientific Committee (2004, 2012-15); President 2019
CF Trust
e Strategic Advisory Board (2013- 2022), Vice Chair
o Clinical Trials Accelerator Platform Research & Scientific Oversight Committee, Chair
(2017-2022)
e CTAP London Network, Lead
British Thoracic Society
e Science & Research Committee (2014- 2022)
e Training & Education Committee (2014- 2020)
National institutes for Health Research
e Imperial Academic Health Sciences Lead on Respiratory Translational Research
Collaboration (2019- ongoing
Royal Brompton, Harefield and NHLI
Biomedical Research Centre, Co-lead Respiratory Theme
Deputy Head of Section, NHLI, Imperial College London (2019 -ongoing)
Clinical Research Oversight Committee (2015- ongoing)
Respiratory Research Committee (2017- ongoing)
¢ Research Ethics Committee (2007-2010)
UK CF Gene Therapy Consortium
e Strategy Group member

Other
e Medicines Discovery Catapult/ CFT Syndicate for Antimicrobial Resistance: Deputy
Chair
e British Paediatric Respiratory Society: Research Committee Chair (2014- 2022)
¢ lancet (2015- 2020)
e Medicines for Children Research Network: Respiratory and CF CSG (2010-)
o American Thoracic Society Conference Paediatric Assembly, 2007, 2008, 2009

Journal/ Editorial roles
Deputy Editor Journal of Cystic Fibrosis (2020-ongoing)
Lancet Respiratory Medicine, Advisory Board (2019- ongoing)

Associate Editor Thorax (2015- 2020)
Editorial Board Pediatric Allergy, Immunology and Pulmonology
Series Editor: New Biology of the Airways, Paediatric Respiratory Reviews

Clinical Advisory Roles

LifeArc

PIPE-CF; Strategic Research Centre, Liverpool University
Vertex Pharmaceuticals

AbbVie



Galapagos NV

Chiesi Limited

Proteostasis Therapeutics Inc.
Eloxx Pharmaceuticals Inc.
Boehringer-Ingelheim Pharma GmbH & Co. KG
AlgiPharma AS

Arcturus Therapeuticts

Flatley Discovery Lab
Pulmocide

Novartis

Enterprise Therapeutics
Raptor Phamaceuticals Inc.
ProQR Therapeutics Il B.V.
Bayer AG

ImevaX GmbH

Nivalis Therapeutics, Inc.

Review/ referee activities
Grants:
In recent years | have reviewed grant applications for the following bodies:

National Institutes for Health Research
Cystic Fibrosis Trust
Canadian CF Society
Cystic Fibrosis in Australia
German Federal Ministry of Education and Research Funding Initiative on Rare Disease
Research Consortia
e |talian Research Foundation
e Gilead Research Scholars Program (2017-ongoing)
e Vertex Venture & Innovations Awards (2017-ongoing)
Journal submissions:
| regularly review scientific manuscripts for the major respiratory journals including Lancet
Respir Med, Am J Respir Crit Care Med, ERJ, Annals ATS, Pediatr Pulmonol, Thorax, JCF,
Chest

Publications (Google scholar h-index 69; Feb 2023)
Original Research

Diversity and prevalence of type VI secretion system effectors in clinical Pseudomonas
aeruginosa isolates. Robinson LA, Collins ACZ, Murphy RA, Davies JC, Allsopp LP. Front
Microbiol. 2023;13:1042505.

Migration is not the perfect answer: How the cross-talk error correction for multiple breath
nitrogen washout (MBWNZ2 ) parameters differs on directly collected vs. legacy data. Short C,
Abkir M, Pinnell S, Proctor O, Saunders CJ, Davies JC. Pediatr Pulmonol. 2022 Sep 29.

Synergistic Activity of Repurposed Peptide Drug Glatiramer Acetate with Tobramycin against
Cystic Fibrosis Pseudomonas aeruginosa. Murphy RA, Coates M, Thrane S, Sabnis A,
Harrison J, Schelenz S, Edwards AM, Vorup-Jensen T, Davies JC. Microbiol Spectr. 2022
Aug 31;10(4):e0081322.

An invisible threat? Aspergillus positive cultures and co-infecting bacteria in airway samples.
Hughes DA, Rosenthal M, Cuthbertson L, Ramadan N, Felton I, Simmonds NJ, Loebinger



MR, Price H, Armstrong-James D, Elborn JS, Cookson WO, Moffatt MF, Davies JC. J Cyst
Fibros. 2022 Jul 21;S1569-1993(22)00627-0.

Efficacy and Safety of Elexacaftor/Tezacaftor/Ivacaftor in Children 6 Through 11 Years of Age
with Cystic Fibrosis Heterozygous for F508del and a Minimal Function Mutation: A Phase 3B,
Randomized, Placebo-Controlled Study. Mall MA, Brugha R, Gartner S, Legg J, Moeller A,
Mondejar-Lopez P, Prais D, Pressler T, Ratjen F, Reix P, Robinson PD, Selvadurai H,
Stehling F, Ahluwalia N, Arteaga-Solis E, Bruinsma BG, Jennings M, Moskowitz SM, Noel S,
Tian S, Weinstock TG, Wu P, Wainwright CE, Davies JC, VX19-445-116 Study Group. Am J
Respir Crit Care Med. 2022 Jul 11.

Curvilinearity provides additional information to lung clearance index only in a minority of
children with early cystic fibrosis lung disease. Irving S, Bayfield K, Davies JC, Bush A. ERJ
Open Res. 2022 Apr 4;8(2):00582-2021.

A Phase 3, open-label, 96-week trial to study the safety, tolerability, and efficacy of
tezacaftor/ivacaftor in children = 6 years of age homozygous for F508del or heterozygous for
F508del and a residual function CFTR variant. Sawicki GS, Chilvers M, McNamara J,
Naehrlich L, Saunders C, Sermet-Gaudelus |, Wainwright CE, Ahluwalia N, Campbell D,
Harris RS, Paz-Diaz H, Shih JL, Davies JC. J Cyst Fibros. 2022 Feb 18:S1569-
1993(22)00033-9.

The feasibility of home monitoring of young people with cystic fibrosis: Results from CLIMB-
CF. Edmondson C, Westrupp N, Seddon P, Olden C, Wallis C, Dawson C, Brodlie M, Baxter
F, McCormick J, MacFarlane S, Rice D, Macleod A, Brooker R, Connon M, Ghayyda S,
Blaikie L, Thursfield R, Brown L, Price A, Fleischer E, Itterman J, Hughes D, Barrett P,
Surette M, Donnelly C, Mateos-Corral D, Padley G, Wallenburg J, Brownlee K, Alton EWFW,
Bush A, Davies JC. J Cyst Fibros. 2022 Jan;21(1):70-77.

Impact of cross-sensitivity error correction on representative nitrogen-based multiple breath
washout data from clinical trials. Robinson PD, Jensen R, Seeto RA, Stanojevic S, Saunders
C, Short C, Davies JC, Ratjen F. J Cyst Fibros. 2021 Sep 12:5S1569-1993(21)01374-6.

Comparison of the airway microbiota in children with chronic suppurative lung disease.
Ahmed B, Cox MJ, Cuthbertson L, James P, Gardner L, Cookson W, Davies J et al. BMJ
Open Respir Res. 2021 Dec;8(1):e001106.

Clinical pharmacokinetics and dose recommendations for posaconazole gastroresistant
tablets in children with cystic fibrosis. Bentley S, Davies JC et al. J Antimicrob Chemother.
2021 Nov 12;76(12):3247-3254.

Riociguat for the treatment of Phe508del homozygous adults with cystic fibrosis. Derichs N,
Taylor-Cousar JL, Davies JC et al.J Cyst Fibros. 2021 Nov;20(6):1018-1025.

Guiding the rational design of patient-centred drug trials in Cystic Fibrosis: A Delphi study.
Dobra R, Elborn JS, Madge S, Allen L, Boeri M, Kee F, Goundry S, Purcell T, Saunders C,
Davies JC. J Cyst Fibros. 2021 Nov;20(6):986-993.

A Short extension to multiple breath washout provides additional signal of distal airway
disease in people with CF: A pilot study. Short C, Semple T, Saunders C, Hughes D, Irving S,
Gardener L, Rosenthal M, Robinson PD, Davies JC. J Cyst Fibros. 2022 Jan;21(1):146-154.



Updated guidance on the management of children with cystic fibrosis transmembrane
conductance regulator-related metabolic syndrome/cystic fibrosis screen positive,
inconclusive diagnosis (CRMS/CFSPID). Barben J, Castellani C, Munck A, Davies JC et al.
J Cyst Fibros. 2021 Sep;20(5):810-819.

Triple Therapy for Cystic Fibrosis Phe508del-Gating and -Residual Function Genotypes.
Barry PJ, Mall MA, Alvarez A, Colombo C, de Winter-de Groot KM, Fajac |, McBennett KA,
McKone EF, Ramsey BW, Sutharsan S, Taylor-Cousar JL, Tullis E, Ahluwalia N, Jun LS,
Moskowitz SM, Prieto-Centurion V, Tian S, Waltz D, Xuan F, Zhang Y, Rowe SM, Polineni D;
VX18-445-104 Study Group. N Engl J Med. 2021 Aug 26;385(9):815-825.

Efficacy and safety of inhaled ENaC inhibitor Bl 1265162 in patients with cystic fibrosis:
BALANCE-CF 1 - arandomised, Phase Il study. Goss CH, Fajac I, Jain R, Seibold W, Gupta
A, Hsu MC, Sutharsan S, Davies JC, Mall MA. Eur Respir J. 2021 Aug 12:2100746.

Long-term safety and efficacy of tezacaftor-ivacaftor in individuals with cystic fibrosis aged 12
years or older who are homozygous or heterozygous for Phe508del CFTR (EXTEND): an
open-label extension study. Flume PA, Biner RF, Downey DG, Brown C, Jain M, Fischer R,
De Boeck K, Sawicki GS, Chang P, Paz-Diaz H, Rubin JL, Yang Y, Hu X, Pasta DJ, Millar SJ,
Campbell D, Wang X, Ahluwalia N, Owen CA, Wainwright CE; VX14-661-110 study group.
Lancet Respir Med. 2021 Jul;9(7):733-746.

Long-term safety and efficacy of lumacaftor-ivacaftor therapy in children aged 6-11 years with
cystic fibrosis homozygous for the F508del-CFTR mutation: a phase 3, open-label, extension
study. Chilvers MA, Davies JC et al. Lancet Respir Med. 2021 Jul;9(7):721-732.

A Phase 3 Open-Label Study of Elexacaftor/Tezacaftor/lvacaftor in Children 6 through 11
Years of Age with Cystic Fibrosis and at Least One F508del Allele. Zemanick ET, Taylor-
Cousar JL, Davies J et al. Am J Respir Crit Care Med. 2021 Jun 15;203(12):1522-1532.

Targeted exhaled breath analysis for detection of Pseudomonas aeruginosa in cystic fibrosis
patients. Kos R, Brinkman P, Neerincx AH, Paff T, Gerritsen MG, Lammers A, Kraneveld AD,
Heijerman HGM, Janssens HM, Davies JC et al. J Cyst Fibros. 2021 May 17:51569-
1993(21)00125-9.

Clinical characteristics of Pseudomonas and Aspergillus co-infected cystic fibrosis patients: A
UK registry study. Hughes DA, Archangelidi O, Coates M, Armstrong-James D, Elborn SJ,
Carr SB, Davies JC. J Cyst Fibros. 2021 May 3:51569-1993(21)00117-X.

Pseudomonas aeruginosa in the Cystic Fibrosis Airway: Does It Deserve Its Reputation as a
Predatory "Bully"? Hughes DA, Price H, Rosenthal M, Davies JC. Am J Respir Crit Care
Med. 2021 Apr 15;203(8):1027-1030.

Transepithelial nasal potential difference in patients with, and at risk of acute respiratory
distress syndrome. Mac Sweeney R, Reddy K, Davies JC, Parker M, Kelly B, Elborn JS,
Conlon J, Verghis RM, Calfee CS, Matthay MA, Alton EWFW, McAuley DF. Thorax. 2021 Apr
22:thoraxjnl-2020-215587.

Colistin kills bacteria by targeting lipopolysaccharide in the cytoplasmic membrane. Sabnis A,
Hagart KLH, Klockner A, Becce M, Evans LE, Furniss RCD, Mavridou DAI, Murphy R,
Stevens MM, Davies JC, Larrouy-Maumus GJ, Clarke TB, Edwards AM. Elife. 2021 Apr
6;10:65836.



Variability in Bacteriophage and Antibiotic Sensitivity in Serial Pseudomonas aeruginosa
Isolates from Cystic Fibrosis Airway Cultures over 12 Months. Martin |, Kenna DTD, Morales
S, Alton EWFW, Davies JC. Microorganisms. 2021 Mar 22;9(3):660.

A Phase 3 Open-Label Study of ELX/TEZ/IVA in Children 6 Through 11 Years of Age With CF
and at Least One F508del Allele. Zemanick ET, Taylor-Cousar JL, Davies J, Gibson RL, Mall
MA, McKone EF, McNally P, Ramsey BW, Rayment JH, Rowe SM, Tullis E, Ahluwalia N, Chu
C, Ho T, Moskowitz SM, Noel S, Tian S, Waltz D, Weinstock TG, Xuan F, Wainwright CE,
McColley SA; VX18-445-106 Study Group. Am J Respir Crit Care Med. 2021 Mar 18.

Discrete choice experiment (DCE) to quantify the influence of trial features on the decision to
participate in cystic fibrosis (CF) clinical trials. Dobra RA, Boeri M, Elborn S, Kee F, Madge S,
Davies JC. BMJ Open. 2021 Mar 2;11(3):e045803.

Pseudomonas aeruginosa induces p38MAP kinase-dependent IL-6 and CXCLS8 release from
bronchial epithelial cells via a Syk kinase pathway. Coates MS, Alton EWFW, Rapeport GW,
Davies JC, Ito K. PLoS One. 2021 Feb 1;16(2):e0246050.

Long-term safety and efficacy of lumacaftor-ivacaftor therapy in children aged 6-11 years with
cystic fibrosis homozygous for the F508del-CFTR mutation: a phase 3, open-label, extension
study. Chilvers MA, Davies JC, Milla, Tian S, Han Z, Cornell AG, Owen CA, Ratjen F. Lancet
Respir Med. 2021 Jan 28;52213-2600(20)30517-8.

A phase 3, double-blind, parallel-group study to evaluate the efficacy and safety of tezacaftor
in combination with ivacaftor in participants 6 through 11 years of age with cystic fibrosis
homozygous for F508del or heterozygous for the F508del-CFTR mutation and a residual
function mutation. Davies JC, Sermet-Gaudelus I, Naehrlich L, Harris RS, Campbell D,
Ahluwalia N, Short C, Haseltine E, Panorchan P, Saunders C, Owen CA, Wainwright CE;
VX16-661-115 Investigator Group. J Cyst Fibros. 2021 Jan;20(1):68-77.

Pseudomonas aeruginosa in the CF Airway: Does it Deserve its Reputation as a Predatory
'‘Bully'? Hughes DA, Price H, Rosenthal M, Davies JC. Am J Respir Crit Care Med. 2020 Dec
2.

Multiple breath washout in bronchiectasis clinical trials: is it feasible? O'Neill K, Ferguson K,
Cosgrove D, Tunney MM, De Soyza A, Carroll M, Chalmers JD, Gatheral T, Hill AT, Hurst JR,
Johnson C, Loebinger MR, Angyalosi G, Haworth CS, Jensen R, Ratjen F, Saunders C, Short
C, Davies JC, Elborn JS, Bradley JM. ERJ Open Res. 2020 Oct 13;6(4):00363-2019.

Ivacaftor in Infants Aged 4 to <12 Months With Cystic Fibrosis and a Gating Mutation: Results
of a 2-Part Phase 3 Clinical Trial. Davies JC, Wainwright CE, Sawicki GS et al; ARRIVAL
Study Group. Am J Respir Crit Care Med. 2020 Oct 7.

Response of Pseudomonas aeruginosa to the innate immune system-derived oxidants
hypochlorous acid and hypothiocyanous acid. Farrant KV, Spiga L, Davies JC, Williams HD.
J Bacteriol. 2020 Oct 26:JB.00300-20.

Ivacaftor in People With Cystic Fibrosis and a 3849+10kb C —T or D1152H Residual
Function Mutation. Kerem E, Cohen-Cymberknoh M, Tsabari R, Wilschanski M, Reiter J,
Shoseyov D, Gileles-Hillel A, Pugatsch T, Davies JC et al. Ann Am Thorac Soc. 2020 Oct 23.

Inhaled dry powder alginate oligosaccharide in cystic fibrosis: a randomised, double-blind,
placebo-controlled, crossover phase 2b study. van Koningsbruggen-Rietschel S, Davies JC
et al. ERJ Open Res. 2020 Oct 19;6(4):00132-2020.



Longitudinal immune profiling reveals key myeloid signatures associated with COVID-19.
Mann ER, Menon M, Knight SB, Konkel JE, Jagger C, Shaw TN, Krishnan S, Rattray M,
Ustianowski A, Bakerly ND, Dark P, Lord G, Simpson A, Felton T, Ho LP; NIHR Respiratory
TRC, Feldmann M; CIRCO, Grainger JR, Hussell T. Sci Immunol. 2020 Sep
17;5(51):eabd6197.

A phase 3, double-blind, parallel-group study to evaluate the efficacy and safety of tezacaftor
in combination with ivacaftor in participants 6 through 11 years of age with cystic fibrosis
homozygous for F508del or heterozygous for the F508del-CFTR mutation and a residual
function mutation. Davies JC, Sermet-Gaudelus I, Naehrlich L et al; VX16-661-115
Investigator Group. J Cyst Fibros. 2020 Sep 21:51569-1993(20)30811-0.

Combination antifungal therapy for Scedosporium species in cystic fibrosis. Bentley S,
Davies JC, Carr SB, Balfour-Lynn IM. Pediatr Pulmonol. 2020 Aug;55(8):1993-1995.

Evaluation of a multiple breath nitrogen washout system in children.
Isaac SM, Jensen R, Anagnostopoulou P, Davies JC et al. Pediatr Pulmonol. 2020
Aug;55(8):2108-2114.

Inflammation in children with neuromuscular disorders and sleep disordered breathing.
Trucco F, Carruthers E, Davies JC, Simonds AK, Bush A, Tan HL. Sleep Med. 2020
Aug;72:118-121.

Whole-Gene Sequencing of CFTR Reveals a High Prevalence of the Intronic Variant ¢.3874-
4522A>G in Cystic Fibrosis. Morris-Rosendahl DJ, Edwards M, McDonnell MJ, John S, Alton
EWFW, Davies JC, Simmonds NJ. Am J Respir Crit Care Med. 2020 Jun 1;201(11):1438-
1441.
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