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39 StagecSpecificMGenerationMofMHumanMPluripotentMStemMzellM®erivedMLungMModelsMtoMMeasureMzFTRM
FunctionddMCurrentlProtocolsbM2022bMhbMeijg 0

38 InducedMpluripotentMstemMcellsMforMcysticMfibrosisM2022bMificiih

37 zFTRMinteractomeMmappingMusingMtheMmammalianMmembraneMtwochybridMhighcthroughputMscreeningM
systemddMMolecularlSystemslBiologybM2022bMgnbMegflho 12.2 2

36 xMprotocolMforMidentifyingMtheMbindingMsitesMofMsmallMmoleculesMonMtheMcysticMfibrosisMtransmembraneM
conductanceMregulatorMVzFTRWMproteinddMSTARlProtocolsbM2022bMibMgfghkn 1.4 0

35 HumanMxmnioticMMesenchymalMStemMzellsMandMFibroblastsMxccelerateMWoundMRepairMofMzysticM
FibrosisMEpitheliumdMLifebM2022bMghbMmkl 3 0

34
RescueMofMmultipleMclassMIIMzFTRMmutationsMbyMelexacaftoratezacaftoraivacaftorMmediatedMinMpartMbyM
theMdualMactivitiesMofMelexacaftorMasMbothMcorrectorMandMpotentiatordMEuropeanlRespiratorylJournalbM
2021bMkmbM

13.6 39

33 SmallcmoleculeMdrugsMforMcysticMfibrosispMWhereMareMweMnowvdMPulmonarylPharmacologylandl
TherapeuticsbM2021bMmhbMgfhfon 3.5 1

32 GenerationMofMfunctionalMciliatedMcholangiocytesMfromMhumanMpluripotentMstemMcellsdMNaturel
CommunicationsbM2021bMghbMlkfj 17.4 3

31 Threec®imensionalMxirwayMSpheroidsMandMOrganoidsMforMzysticMFibrosisMResearchdMJournallofl
RespirationbM2021bMgbMhhochjm 0 2

30 xMnewMplatformMforMhighcthroughputMtherapyMtestingMonMiPSzcderivedMlungMprogenitorMcellsMfromM
cysticMfibrosisMpatientsdMStemlCelllReportsbM2021bMglbMhnhkchnim 8 5

29 PhenotypingMRareMzFTRMMutationsMRevealMFunctionalMExpressionM®efectsMRestoredMbyMTRIKxFTxdM
JournalloflPersonalizedlMedicinebM2021bMggbM 3.6 6

28 IdentificationMofMbindingMsitesMforMivacaftorMonMtheMcysticMfibrosisMtransmembraneMconductanceM
regulatordMISciencebM2021bMhjbMgfhkjh 6.1 4

27 PhotochemicallyMxctivatedMNotchMSignalingMHydrogelMPreferentiallyM®ifferentiatesMHumanM®erivedM
HepatoblastsMtoMzholangiocytesdMAdvancedlFunctionallMaterialsbM2021bMigbMhfflggl 15.6 5

26 EmergingMpreclinicalMmodulatorsMdevelopedMforMFkfndelczFTRMhaveMtheMpotentialMtoMbeMeffectiveMforM
ORKxMyIMresistantMprocessingMmutantsdMJournalloflCysticlFibrosisbM2021bMhfbMgflcggo 4.1 21

25 OnecStepMFormationMofMProteincyasedMTubularMStructuresMforMFunctionalM®evicesMandMTissuesdM
AdvancedlHealthcarelMaterialsbM2021bMgfbMehffgmjl 10.1 2

24 xnticInflammatoryMandMxnticOxidantMEffectMofM®imethylMFumarateMinMzysticMFibrosisMyronchialM
EpithelialMzellsdMCellsbM2021bMgfbM 7.9 3

23 xntisenseMoligonucleotideMsplicingMmodulationMasMaMnovelMzysticMFibrosisMtherapeuticMapproachMforM
theMWghnhXMnonsenseMmutationddMJournalloflCysticlFibrosisbM2021bM 4.1 5
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22 TheMeraMofMzFTRMmodulatorspMimprovementsMmadeMandMremainingMchallengesdMBreathebM2020bMglbMhfffgl 1.8 10

21 TheMzFTRMMutationMcdijkiGMuMzMV®ggkhHWMzonfersManMxnionMSelectivityM®efectMinMPrimaryMxirwayM
TissueMthatMzanMyeMRescuedMbyMIvacaftordMJournalloflPersonalizedlMedicinebM2020bMgfbM 3.6 10

20
xllelecSpecificMPreventionMofMNonsensecMediatedM®ecayMinMzysticMFibrosisMUsingM
HomologycIndependentMGenomeMEditingdMMolecularlTherapyl-lMethodslandlClinicallDevelopmentbM
2020bMgmbMgggncgghn

6.4 19

19 xMhelpercdependentMadenoviralMvectorMrescuesMzFTRMtoMwildctypeMfunctionalMlevelsMinMcysticMfibrosisM
epithelialMcellsMharbouringMclassMIMmutationsdMEuropeanlRespiratorylJournalbM2020bMklbM 13.6 12

18 xnticInfectivesMRestoreMORKxMyIMRescueMofMFkfndelczFTRMFunctionMinMHumanMyronchialMEpithelialM
zellsMInfectedMwithMzlinicalMStrainsMofdMBiomoleculesbM2020bMgfbM 5.9 21

17
FunctionalMrescueMofMcdinjlGuxMVWghnhXWMinMpatientcderivedMnasalMculturesMachievedMbyMinhibitionM
ofMnonsenseMmediatedMdecayMandMproteinMmodulatorsMwithMcomplementaryMmechanismsMofMactiondM
JournalloflCysticlFibrosisbM2020bMgobMmgmcmhm

4.1 37

16
PreclinicalMStudiesMofMaMRareMzFczausingMMutationMinMtheMSecondMNucleotideMyindingM®omainM
VcdimffxuGWMShowMRobustMFunctionalMRescueMinMPrimaryMNasalMzulturesMbyMNovelMzFTRMModulatorsdM
JournalloflPersonalizedlMedicinebM2020bMgfbM

3.6 12

15 TheMpreclinicalMdiscoveryMandMdevelopmentMofMtheMcombinationMofMivacaftorMaMtezacaftorMusedMtoM
treatMcysticMfibrosisdMExpertlOpinionlonlDruglDiscoverybM2020bMgkbMnmicnog 6.2 13

14 WSgiclMxdenoviralMvectorMgeneMtherapyMresultsMinMaMwildMtypeMzFTRMfunctionalMpatternMinMclassMIM
mutationMcysticMfibrosisMcellsdMJournalloflCysticlFibrosisbM2019bMgnbMShk 4.1 4

13 zholesterolMInteractionM®irectlyMEnhancesMIntrinsicMxctivityMofMtheMzysticMFibrosisMTransmembraneM
zonductanceMRegulatorMVzFTRWdMCellsbM2019bMnbM 7.9 17

12
ORKxMyIcMediatedMRescueMofMMucociliaryMzlearanceMinMzysticMFibrosisMPrimaryMRespiratoryMzulturesM
IsMEnhancedMbyMxrginineMUptakebMxrginaseMInhibitionbMandMPromotionMofMNitricMOxideMSignalingMtoMtheM
zysticMFibrosisMTransmembraneMzonductanceMRegulatorMzhanneldMMolecularlPharmacologybM2019bMolbMkgkckhk

4.3 31

11 xctivityMofMlumacaftorMisMnotMconservedMinMzebrafishMzftrMbearingMtheMmajorMcysticMfibrosisccausingM
mutationdMFASEBlBioAdvancesbM2019bMgbMllgclmf 2.8 11

10 zorrectorsMofMtheMMajorMzysticMFibrosisMMutantMInteractMthroughMMembranecSpanningM®omainsdM
MolecularlPharmacologybM2018bMoibMlghclgn 4.3 33

9
zomprehensiveMmappingMofMcysticMfibrosisMmutationsMtoMzFTRMproteinMidentifiesMmutationMclustersM
andMmolecularMdockingMpredictsMcorrectorMbindingMsitedMProteins:lStructurezlFunctionlandl
BioinformaticsbM2018bMnlbMniicnji

4.2 31

8 MolecularMMechanismMofMxctionMofMTrimethylangelicinM®erivativesMasMzFTRMModulatorsdMFrontierslinl
PharmacologybM2018bMobMmgo 5.6 22

7 zoverMImagebMVolumeMnlbMIssueMndMProteins:lStructurezlFunctionlandlBioinformaticsbM2018bMnlbMzgczg 4.2

6 Orkambi´fiMandMamplifierMcoctherapyMimprovesMfunctionMfromMaMrareMmutationMinMgeneceditedMcellsM
andMpatientMtissuedMEMBOlMolecularlMedicinebM2017bMobMghhjcghji 12 76

5 zorrectorsMofMmutantMzFTRMenhanceMsubcorticalMcxMPcPKxMsignalingMthroughMmodulatingMezrinM
phosphorylationMandMcytoskeletonMorganizationdMJournalloflCelllSciencebM2016bMghobMgghncjf 5.3 30
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4 TheMinvestigationalMzysticMFibrosisMdrugMTrimethylangelicinMdirectlyMmodulatesMzFTRMbyMstabilizingM
theMfirstMmembranecspanningMdomaindMBiochemicallPharmacologybM2016bMggobMnkcoh 6 27

3
TrimethylangelicinMpromotesMtheMfunctionalMrescueMofMmutantMFkfndelMzFTRMproteinMinMcysticM
fibrosisMairwayMcellsdMAmericanlJournalloflPhysiologyl-lLunglCellularlandlMolecularlPhysiologybM2014bM
ifmbMLjnclg

5.8 40

2 ModelingMlungMcellMdevelopmentMusingMhumanMpluripotentMstemMcells 3

1 HighcthroughputMfunctionalManalysisMofMzFTRMandMotherMapicallyMlocalizedMchannelsMinMiPSzMderivedM
intestinalMorganoids 2
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