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l Paper IF Citations

205 bclXdXimmunoglobulinJtransgenicJmiceJdemonstrateJextendedJtJcellJsurvivalJandJfollicularJ
lymphoproliferationYJCellWJ1989WJgiWJikXjj 56.2 1062

204 sutophagyJinductionJandJautophagosomeJclearanceJinJneuronslJrelationshipJtoJautophagicJ
pathologyJinJslzheimerRsJdiseaseYJJournaldofdNeuroscienceWJ2008WJdjWJhkdhXei 6.6 837

203 NiemannXPickJdiseaseJtypeJucJisJaJsphingosineJstorageJdiseaseJthatJcausesJderegulationJofJ
lysosomalJcalciumYJNaturedMedicineWJ2008WJcfWJcdfiXgg 50.5 632

202 NovelJoralJtreatmentJofJyaucherRsJdiseaseJwithJNXbutyldeoxynojirimycinJSOyTJkcjTJtoJdecreaseJ
substrateJbiosynthesisYJLancetrdTheWJ2000WJeggWJcfjcXg 40 628

201 TheJcellJbiologyJofJdiseaselJlysosomalJstorageJdisorderslJtheJcellularJimpactJofJlysosomalJ
dysfunctionYJJournaldofdCelldBiologyWJ2012WJckkWJideXef 7.3 470

200 TargetingJglycosylationJasJaJtherapeuticJapproachYJNaturedReviewsdDrugdDiscoveryWJ2002WJcWJhgXig 64.1 348

199 ylycosphingolipidJsynthesisJrequiresJxsPPdJtransferJofJglucosylceramideYJNatureWJ2007WJffkWJhdXi 50.4 327

198  nfantileXonsetJsymptomaticJepilepsyJsyndromeJcausedJbyJaJhomozygousJlossXofXfunctionJmutationJ
ofJyMeJsynthaseYJNaturedGeneticsWJ2004WJehWJcddgXk 36.3 304

197 βysosomalJstorageJdiseasesYJNaturedReviewsdDiseasedPrimersWJ2018WJfWJdi 51.1 304

196 MolecularJmechanismsJofJendolysosomalJuadVJsignallingJinJhealthJandJdiseaseYJBiochemicaldJournalWJ
2011WJfekWJefkXif 3.8 278

195  nhibitionJofJglycosphingolipidJbiosynthesislJapplicationJtoJlysosomalJstorageJdisordersYJChemicald
ReviewsWJ2000WJcbbWJfhjeXkh 68.1 270

194 StemJcellsJactJthroughJmultipleJmechanismsJtoJbenefitJmiceJwithJneurodegenerativeJmetabolicJ
diseaseYJNaturedMedicineWJ2007WJceWJfekXfi 50.5 264

193  nvariantJNαTJcellsJreduceJtheJimmunosuppressiveJactivityJofJinfluenzaJsJvirusXinducedJ
myeloidXderivedJsuppressorJcellsJinJmiceJandJhumansYJJournaldofdClinicaldInvestigationWJ2008WJccjWJfbehXfj15.9 258

192 uommonJandJuncommonJpathogenicJcascadesJinJlysosomalJstorageJdiseasesYJJournaldofdBiologicald
ChemistryWJ2010WJdjgWJdbfdeXi 5.4 255

191 sctivationJofJinvariantJNαTJcellsJbyJtollXlikeJreceptorJkXstimulatedJdendriticJcellsJrequiresJtypeJ J
interferonJandJchargedJglycosphingolipidsYJImmunityWJ2007WJdiWJgkiXhbk 32.3 220

190 PurifiedJTPuJisoformsJformJNssvPJreceptorsJwithJdistinctJrolesJforJuaSdVTJsignalingJandJ
endolysosomalJtraffickingYJCurrentdBiologyWJ2010WJdbWJibeXk 6.3 213

189 SphingolipidJlysosomalJstorageJdisordersYJNatureWJ2014WJgcbWJhjXig 50.4 211
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188 sJsensitiveJandJspecificJβuXMSaMSJmethodJforJrapidJdiagnosisJofJNiemannXPickJucJdiseaseJfromJ
humanJplasmaYJJournaldofdLipiddResearchWJ2011WJgdWJcfegXfg 6.3 191

187
NormalJdevelopmentJandJfunctionJofJinvariantJnaturalJkillerJTJcellsJinJmiceJwithJ
isoglobotrihexosylceramideJSiybeTJdeficiencyYJProceedingsdofdthedNationaldAcademydofdSciencesdofd
thedUniteddStatesdofdAmericaWJ2007WJcbfWJgkiiXjd

11.5 185

186  minoJsugarJinhibitorsJforJtreatingJtheJlysosomalJglycosphingolipidosesYJGlycobiologyWJ2005WJcgWJfeRXgdR5.8 183

185
ModulationJofJhumanJnaturalJkillerJTJcellJligandsJonJTβRXmediatedJantigenXpresentingJcellJ
activationYJProceedingsdofdthedNationaldAcademydofdSciencesdofdthedUniteddStatesdofdAmericaWJ2007WJ
cbfWJdbfkbXg

11.5 160

184 TherapeuticJapplicationsJofJiminoJsugarsJinJlysosomalJstorageJdisordersYJCurrentdTopicsdindMedicinald
ChemistryWJ2003WJeWJghcXif 3 152

183 snalysisJofJfluorescentlyJlabeledJglycosphingolipidXderivedJoligosaccharidesJfollowingJceramideJ
glycanaseJdigestionJandJanthranilicJacidJlabelingYJAnalyticaldBiochemistryWJ2004WJeecWJdigXjd 3.1 149

182 StorageJsolutionslJtreatingJlysosomalJdisordersJofJtheJbrainYJNaturedReviewsdNeuroscienceWJ2005WJhWJiceXdg13.5 149

181 sccumulationJofJglycosphingolipidsJinJNiemannXPickJuJdiseaseJdisruptsJendosomalJtransportYJ
JournaldofdBiologicaldChemistryWJ2004WJdikWJdhchiXig 5.4 148

180 βipidsJonJtriallJtheJsearchJforJtheJoffendingJmetaboliteJinJNiemannXPickJtypeJuJdiseaseYJTrafficWJ2010
WJccWJfckXdj 5.7 144

179 zighJincidenceJofJunrecognizedJvisceralaneurologicalJlateXonsetJNiemannXPickJdiseaseWJtypeJucWJ
predictedJbyJanalysisJofJmassivelyJparallelJsequencingJdataJsetsYJGeneticsdindMedicineWJ2016WJcjWJfcXj 8.1 138

178 TreatmentJwithJmiglustatJreversesJtheJlipidXtraffickingJdefectJinJNiemannXPickJdiseaseJtypeJuYJ
NeurobiologydofdDiseaseWJ2004WJchWJhgfXj 7.5 138

177
 mplicationsJforJinvariantJnaturalJkillerJTJcellJligandsJdueJtoJtheJrestrictedJpresenceJofJ
isoglobotrihexosylceramideJinJmammalsYJProceedingsdofdthedNationaldAcademydofdSciencesdofdthed
UniteddStatesdofdAmericaWJ2007WJcbfWJgkicXh

11.5 133

176 NXbutyldeoxygalactonojirimycinlJaJmoreJselectiveJinhibitorJofJglycosphingolipidJbiosynthesisJthanJ
NXbutyldeoxynojirimycinWJinJvitroJandJinJvivoYJBiochemicaldPharmacologyWJ2000WJgkWJjdcXk 6 125

175 R PαeJasJaJpotentialJtherapeuticJtargetJforJyaucherRsJdiseaseYJNaturedMedicineWJ2014WJdbWJdbfXj 50.5 122

174 wmptyingJtheJstoreslJlysosomalJdiseasesJandJtherapeuticJstrategiesYJNaturedReviewsdDrugdDiscoveryWJ
2018WJciWJceeXcgb 64.1 118

173 VesicularJandJnonXvesicularJtransportJfeedJdistinctJglycosylationJpathwaysJinJtheJyolgiYJNatureWJ
2013WJgbcWJcchXdb 50.4 117

172
 nhibitionJofJcalciumJuptakeJviaJtheJsarcoaendoplasmicJreticulumJuadVXsTPaseJinJaJmouseJmodelJofJ
SandhoffJdiseaseJandJpreventionJbyJtreatmentJwithJNXbutyldeoxynojirimycinYJJournaldofdBiologicald
ChemistryWJ2003WJdijWJdkfkhXgbc

5.4 115

171 wxpressionJofJua´†VXpermeableJtwoXporeJchannelsJrescuesJNssvPJsignallingJinJTPuXdeficientJcellsYJ
EMBOdJournalWJ2015WJefWJcifeXgj 13 114

(2015-2011)

3



170 SubstrateJreductionJtherapyYJActadPaediatricardInternationaldJournaldofdPaediatricsWJ2008WJkiWJjjXke 3.1 113

169  mpairedJselectionJofJinvariantJnaturalJkillerJTJcellsJinJdiverseJmouseJmodelsJofJglycosphingolipidJ
lysosomalJstorageJdiseasesYJJournaldofdExperimentaldMedicineWJ2006WJdbeWJddkeXebe 16.6 113

168 teneficialJeffectsJofJantiXinflammatoryJtherapyJinJaJmouseJmodelJofJNiemannXPickJdiseaseJtypeJucYJ
NeurobiologydofdDiseaseWJ2009WJehWJdfdXgc 7.5 110

167 wnhancedJsurvivalJinJSandhoffJdiseaseJmiceJreceivingJaJcombinationJofJsubstrateJdeprivationJ
therapyJandJboneJmarrowJtransplantationYJBloodWJ2001WJkiWJediXk 2.2 110

166 βysosomalJuaSdVTJhomeostasislJroleJinJpathogenesisJofJlysosomalJstorageJdiseasesYJCelldCalciumWJ
2011WJgbWJdbbXg 4 108

165 NSs vsJincreaseJsurvivalJinJtheJSandhoffJdiseaseJmouselJsynergyJwithJNXbutyldeoxynojirimycinYJ
AnnalsdofdNeurologyWJ2004WJghWJhfdXk 9.4 108

164 wxtensiveJglycosphingolipidJdepletionJinJtheJliverJandJlymphoidJorgansJofJmiceJtreatedJwithJ
NXbutyldeoxynojirimycinYJJournaldofdBiologicaldChemistryWJ1997WJdidWJckehgXid 5.4 103

163 MutationsJinJtfysβNTcJSyMdJsynthaseTJunderlieJaJnewJdisorderJofJgangliosideJbiosynthesisYJBrainWJ
2013WJcehWJehcjXdf 11.2 100

162 ylucosylceramideJmodulatesJmembraneJtrafficJalongJtheJendocyticJpathwayYJJournaldofdLipidd
ResearchWJ2002WJfeWJcjeiXfg 6.3 98

161 zeatJshockJproteinXbasedJtherapyJasJaJpotentialJcandidateJforJtreatingJtheJsphingolipidosesYJ
SciencedTranslationaldMedicineWJ2016WJjWJeggraccj 17.5 96

160  ntracellularJsphingosineJreleasesJcalciumJfromJlysosomesYJELifeWJ2015WJfWJ 8.9 90

159  mpairedJantibacterialJautophagyJlinksJgranulomatousJintestinalJinflammationJinJNiemannXPickJ
diseaseJtypeJucJandJX sPJdeficiencyJwithJNOvdJvariantsJinJurohnRsJdiseaseYJGutWJ2017WJhhWJcbhbXcbie 19.2 89

158
ReversibleJinfertilityJinJmaleJmiceJafterJoralJadministrationJofJalkylatedJiminoJsugarslJaJ
nonhormonalJapproachJtoJmaleJcontraceptionYJProceedingsdofdthedNationaldAcademydofdSciencesdofd
thedUniteddStatesdofdAmericaWJ2002WJkkWJcicieXj

11.5 89

157 sJnovelWJhighlyJsensitiveJandJspecificJbiomarkerJforJNiemannXPickJtypeJucJdiseaseYJOrphanetdJournald
ofdRaredDiseasesWJ2015WJcbWJij 4.2 84

156
TheJassociationJofJShigaXlikeJtoxinJwithJdetergentXresistantJmembranesJisJmodulatedJbyJ
glucosylceramideJandJisJanJessentialJrequirementJinJtheJendoplasmicJreticulumJforJaJcytotoxicJ
effectYJMoleculardBiologydofdthedCellWJ2006WJciWJceigXji

3.5 80

155 MaleJgermJcellsJrequireJpolyenoicJsphingolipidsJwithJcomplexJglycosylationJforJcompletionJofJ
meiosislJaJlinkJtoJceramideJsynthaseXeYJJournaldofdBiologicaldChemistryWJ2008WJdjeWJceegiXhk 5.4 79

154 MacroautophagyJisJnotJdirectlyJinvolvedJinJtheJmetabolismJofJamyloidJprecursorJproteinYJJournaldofd
BiologicaldChemistryWJ2010WJdjgWJeifcgXdh 5.4 78

153 xetalJgeneJtherapyJforJneurodegenerativeJdiseaseJofJinfantsYJNaturedMedicineWJ2018WJdfWJceciXcede 50.5 76
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152  mprovedJoutcomeJofJNXbutyldeoxygalactonojirimycinXmediatedJsubstrateJreductionJtherapyJinJaJ
mouseJmodelJofJSandhoffJdiseaseYJNeurobiologydofdDiseaseWJ2004WJchWJgbhXcg 7.5 75

151 PreparationWJbiochemicalJcharacterizationJandJbiologicalJpropertiesJofJradiolabelledJNXalkylatedJ
deoxynojirimycinsYJBiochemicaldJournalWJ2002WJehhWJddgXee 3.8 71

150  dentificationJofJnovelJbileJacidsJasJbiomarkersJforJtheJearlyJdiagnosisJofJNiemannXPickJuJdiseaseYJ
FEBSdLettersWJ2016WJgkbWJchgcXhd 3.8 69

149 warlyJglialJactivationWJsynapticJchangesJandJaxonalJpathologyJinJtheJthalamocorticalJsystemJofJ
NiemannXPickJtypeJucJmiceYJNeurobiologydofdDiseaseWJ2012WJfgWJcbjhXcbb 7.5 68

148 teneficialJeffectsJofJsubstrateJreductionJtherapyJinJaJmouseJmodelJofJyMcJgangliosidosisYJ
MoleculardGeneticsdanddMetabolismWJ2008WJkfWJdbfXcc 3.7 67

147 sctivationJofJinvariantJNαTJcellsJbyJtheJhelminthJparasiteJschistosomaJmansoniYJJournaldofd
ImmunologyWJ2006WJcihWJdfihXjg 5.3 67

146  nhibitionJofJNXglycanJprocessingJinJtchJmelanomaJcellsJresultsJinJinactivationJofJtyrosinaseJbutJ
doesJnotJpreventJitsJtransportJtoJtheJmelanosomeYJJournaldofdBiologicaldChemistryWJ1997WJdidWJcgikhXjbe5.4 66

145 sJnovelJapproachJtoJanalyzeJlysosomalJdysfunctionsJthroughJsubcellularJproteomicsJandJlipidomicslJ
theJcaseJofJNPucJdeficiencyYJScientificdReportsWJ2017WJiWJfcfbj 4.9 63

144 SubstrateJreductionJtherapyJforJglycosphingolipidJstorageJdisordersYJExpertdOpiniondond
InvestigationaldDrugsWJ2001WJcbWJfggXhh 5.9 63

143 uyclodextrinJalleviatesJneuronalJstorageJofJcholesterolJinJNiemannXPickJuJdiseaseJwithoutJevidenceJ
ofJdetectableJbloodXbrainJbarrierJpermeabilityYJJournaldofdInheriteddMetabolicdDiseaseWJ2013WJehWJfkcXj 5.4 62

142 NXbutyldeoxygalactonojirimycinJreducesJneonatalJbrainJgangliosideJcontentJinJaJmouseJmodelJofJ
yMcJgangliosidosisYJJournaldofdNeurochemistryWJ2004WJjkWJhfgXge 6 62

141 sccumulationJofJglucosylceramideJinJmurineJtestisWJcausedJbyJinhibitionJofJbetaXglucosidaseJdlJ
implicationsJforJspermatogenesisYJJournaldofdBiologicaldChemistryWJ2007WJdjdWJedhggXhf 5.4 61

140 TreatingJlysosomalJstorageJdisorderslJcurrentJpracticeJandJfutureJprospectsYJBiochimicadEtd
BiophysicadActadsdMoleculardCelldResearchWJ2009WJcikeWJieiXfg 4.9 60

139 smyotrophicJlateralJsclerosisJandJdenervationJalterJsphingolipidsJandJupXregulateJglucosylceramideJ
synthaseYJHumandMoleculardGeneticsWJ2015WJdfWJiekbXfbg 5.6 59

138 ˛†XylucosidaseJdJSytsdTJactivityJandJiminoJsugarJpharmacologyYJJournaldofdBiologicaldChemistryWJ
2013WJdjjWJdhbgdXdhbhh 5.4 58

137 TheJpostacrosomalJassemblyJofJspermJheadJproteinWJPsWPWJisJindependentJofJacrosomeJformationJ
andJdependentJonJmicrotubularJmanchetteJtransportYJDevelopmentaldBiologyWJ2007WJecdWJficXje 3.1 57

136 sJcomparativeJstudyJonJfluorescentJcholesterolJanalogsJasJversatileJcellularJreportersYJJournaldofd
LipiddResearchWJ2016WJgiWJdkkXebk 6.3 56

135 ReducedJsphingolipidJhydrolaseJactivitiesWJsubstrateJaccumulationJandJgangliosideJdeclineJinJ
ParkinsonRsJdiseaseYJMoleculardNeurodegenerationWJ2019WJcfWJfb 19 56
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134 SmallXmoleculeJtherapeuticsJforJtheJtreatmentJofJglycolipidJlysosomalJstorageJdisordersYJ
PhilosophicaldTransactionsdofdthedRoyaldSocietydB:dBiologicaldSciencesWJ2003WJegjWJkdiXfg 5.8 55

133  mprovedJneuroprotectionJusingJmiglustatWJcurcuminJandJibuprofenJasJaJtripleJcombinationJtherapyJ
inJNiemannXPickJdiseaseJtypeJucJmiceYJNeurobiologydofdDiseaseWJ2014WJhiWJkXci 7.5 53

132 TherapyJofJNiemannXPickJdiseaseWJtypeJuYJBiochimicadEtdBiophysicadActadsdMoleculardanddCelldBiologyd
ofdLipidsWJ2004WJchjgWJiiXjd 5 52

131
slkylatedJiminoJsugarsWJreversibleJmaleJinfertilityXinducingJagentsWJdoJnotJaffectJtheJgeneticJ
integrityJofJmaleJmouseJgermJcellsJduringJshortXtermJtreatmentJdespiteJinductionJofJspermJ
deformitiesYJBiologydofdReproductionWJ2005WJidWJjbgXce

3.9 51

130 RelativeJacidicJcompartmentJvolumeJasJaJlysosomalJstorageJdisorderXassociatedJbiomarkerYJJournald
ofdClinicaldInvestigationWJ2014WJcdfWJcedbXj 15.9 51

129  ncreasedJglycosphingolipidJlevelsJinJserumJandJaortaeJofJapolipoproteinJwJgeneJknockoutJmiceYJ
JournaldofdLipiddResearchWJ2002WJfeWJdbgXdcf 6.3 51

128 ylycosphingolipidJlevelsJandJglucocerebrosidaseJactivityJareJalteredJinJnormalJagingJofJtheJmouseJ
brainYJNeurobiologydofdAgingWJ2018WJhiWJcjkXdbb 5.6 50

127 viverseJendogenousJantigensJforJmouseJNαTJcellslJselfXantigensJthatJareJnotJglycosphingolipidsYJ
JournaldofdImmunologyWJ2011WJcjhWJcefjXhb 5.3 49

126 MembraneJdisruptionJandJcytotoxicityJofJhydrophobicJNXalkylatedJiminoJsugarsJisJindependentJofJ
theJinhibitionJofJproteinJandJlipidJglycosylationYJBiochemicaldJournalWJ2003WJeifWJebiXcf 3.8 49

125 TheJyeastJpgJtypeJsTPaseWJspfcWJregulatesJmanganeseJtransportJintoJtheJendoplasmicJreticulumYJ
PLoSdONEWJ2013WJjWJejggck 3.7 48

124 wndolysosomalJcalciumJregulationJandJdiseaseYJBiochemicaldSocietydTransactionsWJ2010WJejWJcfgjXhf 5.1 48

123  ncreasedJglycosphingolipidJlevelsJinJserumJandJaortaeJofJapolipoproteinJwJgeneJknockoutJmiceYJ
JournaldofdLipiddResearchWJ2002WJfeWJdbgXcf 6.3 48

122 visordersJofJcholesterolJmetabolismJandJtheirJunanticipatedJconvergentJmechanismsJofJdiseaseYJ
AnnualdReviewdofdGenomicsdanddHumandGeneticsWJ2014WJcgWJcieXkf 9.7 47

121 SubstrateJreductionJtherapyJinJmouseJmodelsJofJtheJglycosphingolipidosesYJPhilosophicald
TransactionsdofdthedRoyaldSocietydB:dBiologicaldSciencesWJ2003WJegjWJkfiXgf 5.8 45

120 NXbutyldeoxygalactonojirimycinJreducesJbrainJgangliosideJandJyMdJcontentJinJneonatalJSandhoffJ
diseaseJmiceYJNeurochemistrydInternationalWJ2008WJgdWJccdgXee 4.4 42

119  nhibitionJofJglucosylceramideJsynthaseJdoesJnotJreverseJdrugJresistanceJinJcancerJcellsYJJournaldofd
BiologicaldChemistryWJ2004WJdikWJfbfcdXj 5.4 42

118  mmuneJdysfunctionJinJNiemannXPickJdiseaseJtypeJuYJJournaldofdNeurochemistryWJ2016WJcehJSupplJcWJifXjb6 40

117 yMcJgangliosideXindependentJintoxicationJbyJuholeraJtoxinYJPLoSdPathogensWJ2018WJcfWJecbbhjhd 7.6 39

Frances M Platt

6



116 uellularJeffectsJofJdeoxynojirimycinJanalogueslJuptakeWJretentionJandJinhibitionJofJ
glycosphingolipidJbiosynthesisYJBiochemicaldJournalWJ2004WJejcWJjhcXh 3.8 39

115 NeuralJstemJcellJtransplantationJbenefitsJaJmonogenicJneurometabolicJdisorderJduringJtheJ
symptomaticJphaseJofJdiseaseYJStemdCellsWJ2009WJdiWJdehdXib 5.8 38

114 uellularJeffectsJofJdeoxynojirimycinJanalogueslJinhibitionJofJNXlinkedJoligosaccharideJprocessingJ
andJgenerationJofJfreeJglucosylatedJoligosaccharidesYJBiochemicaldJournalWJ2004WJejcWJjhiXig 3.8 38

113 ssVkJintracerebroventricularJgeneJtherapyJimprovesJlifespanWJlocomotorJfunctionJandJpathologyJinJ
aJmouseJmodelJofJNiemannXPickJtypeJucJdiseaseYJHumandMoleculardGeneticsWJ2018WJdiWJebikXebkj 5.6 37

112 ylycolipidJdepletionJinJantimicrobialJtherapyYJMoleculardMicrobiologyWJ2003WJfiWJfgeXhc 4.1 37

111 uhemoenzymaticJSynthesisJofJaJPhosphorylatedJylycoproteinYJAngewandtedChemiedsdInternationald
EditionWJ2016WJggWJgbgjXhc 16.4 37

110 NeuraminidasesJeJandJfJregulateJneuronalJfunctionJbyJcatabolizingJbrainJgangliosidesYJFASEBd
JournalWJ2017WJecWJefhiXefje 0.9 35

109  nhibitorsJofJylycosphingolipidJtiosynthesisYYJTrendsdindGlycosciencedanddGlycotechnologyWJ1995WJiWJfkgXgcc0.1 32

108 ylobosidesJbutJnotJisoglobosidesJcanJimpactJtheJdevelopmentJofJinvariantJNαTJcellsJandJtheirJ
interactionJwithJdendriticJcellsYJJournaldofdImmunologyWJ2012WJcjkWJebbiXci 5.3 31

107 snalysisJandJisolationJofJhumanJtransferrinJreceptorJusingJtheJOαTXkJmonoclonalJantibodyJ
covalentlyJcrosslinkedJtoJmagneticJbeadsYJAnalyticaldBiochemistryWJ1991WJckkWJdckXdd 3.1 31

106 xTYidbafingolimodJincreasesJNPucJandJNPudJexpressionJandJreducesJcholesterolJandJsphingolipidJ
accumulationJinJNiemannXPickJtypeJuJmutantJfibroblastsYJFASEBdJournalWJ2017WJecWJcickXcieb 0.9 30

105 StorageJdiseaseslJnewJinsightsJintoJsphingolipidJfunctionsYJTrendsdindCelldBiologyWJ2003WJceWJckgXdbe 18.3 30

104  nhibitionJofJ˛†XylucocerebrosidaseJsctivityJPreservesJMotorJUnitJ ntegrityJinJaJMouseJModelJofJ
smyotrophicJβateralJSclerosisYJScientificdReportsWJ2017WJiWJgdeg 4.9 28

103 TheJsensitivityJofJmurineJspermiogenesisJtoJmiglustatJisJaJquantitativeJtraitlJaJpharmacogeneticJ
studyYJReproductivedBiologydanddEndocrinologyWJ2007WJgWJc 5 28

102 snJinducibleJmouseJmodelJofJlateJonsetJTayXSachsJdiseaseYJNeurobiologydofdDiseaseWJ2002WJcbWJdbcXcb 7.5 28

101 ModulationJofJTzPXcJmacrophageJandJcholesterolXloadedJfoamJcellJapolipoproteinJwJlevelsJbyJ
glycosphingolipidsYJBiochemicaldanddBiophysicaldResearchdCommunicationsWJ2002WJdkbWJcehcXi 3.4 27

100 ylycosphingolipidsJinJendocyticJmembraneJtransportYJSeminarsdindCelldanddDevelopmentaldBiologyWJ
2004WJcgWJfbkXch 7.5 26

99 slteredJdistributionJandJfunctionJofJnaturalJkillerJcellsJinJmurineJandJhumanJNiemannXPickJdiseaseJ
typeJucYJBloodWJ2014WJcdeWJgcXhb 2.2 25

(2014-2004)
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98 uriticalJroleJofJironJinJtheJpathogenesisJofJtheJmurineJgangliosidosesYJNeurobiologydofdDiseaseWJ2009
WJefWJfbhXch 7.5 25

97  nhibitionJofJglycosphingolipidJbiosynthesisJdoesJnotJimpairJgrowthJorJmorphogenesisJofJtheJ
postimplantationJmouseJembryoYJJournaldofdNeurochemistryWJ1998WJibWJjicXjd 6 25

96 βongXtermJnonXhormonalJmaleJcontraceptionJinJmiceJusingJNXbutyldeoxynojirimycinYJHumand
ReproductionWJ2006WJdcWJcebkXcg 5.7 24

95 βysosomalJvisordersJofJtheJtrainJ2004WJ 24

94 snnualJseverityJincrementJscoreJasJaJtoolJforJstratifyingJpatientsJwithJNiemannXPickJdiseaseJtypeJuJ
andJforJrecruitmentJtoJclinicalJtrialsYJOrphanetdJournaldofdRaredDiseasesWJ2018WJceWJcfe 4.2 23

93 tiomarkersJforJdiseaseJprogressionJandJssVJtherapeuticJefficacyJinJfelineJSandhoffJdiseaseYJ
ExperimentaldNeurologyWJ2015WJdheWJcbdXcd 5.7 21

92  nhibitionJofJglycogenJbreakdownJbyJiminoJsugarsJinJvitroJandJinJvivoYJBiochemicaldPharmacologyWJ
2004WJhiWJhkiXibg 6 21

91 PathogenicJmycobacteriaJachieveJcellularJpersistenceJbyJinhibitingJtheJNiemannXPickJTypeJuJ
diseaseJcellularJpathwayYJWellcomedOpendResearchWcWJcj 4.8 21

90 βysosomalJdefectsJandJstorageJ2004WJedXfk 21

89 trainJPathologyJinJMucopolysaccharidosesJSMPSTJPatientsJwithJNeurologicalJxormsYJJournaldofd
ClinicaldMedicineWJ2020WJkWJ 5.1 20

88 NXtutylXlXdeoxynojirimycinJSlXNtvN²TlJSynthesisJofJanJsllostericJwnhancerJofJ˛–XylucosidaseJsctivityJ
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