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71 zunctionalMcorrectionMofMwNSMlesionsMinManMMPSaβββuMmouseMmodelMbyMintracerebralMuuVamediatedM
deliveryMofMsulfamidaseMandMSUMzeMgenesbMHumaniMoleculariGeneticsZM2007ZMejZMfjmgakdf 5.6 90

70 yndoalysosomalMandMautophagicMdysfunctionnMaMdrivingMfactorMinMulzheimerTsMdiseasesbMJournaliofi
NeurochemistryZM2017ZMehdZMkdgakek 6 79

69 wharacterizationMofMaMwikvLcjMcongenicMmouseMstrainMofMmucopolysaccharidosisMtypeMβββubMBraini
ResearchZM2006ZMeedhZMeaek 3.7 79

68 βnjectionMofMrecombinantMhumanMsulfamidaseMintoMtheMwSzMviaMtheMcerebellomedullaryMcisternMinMMPSM
βββuMmicebMMoleculariGeneticsiandiMetabolismZM2007ZMmdZMgegafl 3.7 75

67 xevelopmentMofMmotorMdeficitsMinMaMmurineMmodelMofMmucopolysaccharidosisMtypeMβββuMUMPSaβββuVbM
BehaviouraliBrainiResearchZM2005ZMeilZMemeam 3.4 64

66 yffectMofMhighMdoseZMrepeatedMintraacerebrospinalMfluidMinjectionMofMsulphamidaseMonM
neuropathologyMinMmucopolysaccharidosisMtypeMβββuMmicebMGenesxiBrainiandiBehaviorZM2008ZMkZMkhdaig 3.6 61

65 yxaminationMofMintravenousMandMintraawSzMproteinMdeliveryMforMtreatmentMofMneurologicalMdiseasebM
EuropeaniJournaliofiNeuroscienceZM2009ZMfmZMeemkafeh 3.5 58

64 OpenMfieldMlocomotorMactivityMandManxietyarelatedMbehaviorsMinMmucopolysaccharidosisMtypeMβββuM
micebMBehaviouraliBrainiResearchZM2008ZMemeZMegdaj 3.4 58

63 βntracerebralMinjectionMofMsulfamidaseMdelaysMneuropathologyMinMmurineMMPSaβββubMMoleculariGeneticsi
andiMetabolismZM2004ZMlfZMfkgali 3.7 57

62 yffectMofMcisternalMsulfamidaseMdeliveryMinMMPSMβββuMαuntawayMdogsaaaMproofMofMprincipleMstudybM
MoleculariGeneticsiandiMetabolismZM2009ZMmlZMglgamf 3.7 50

61 ynzymeMreplacementMreducesMneuropathologyMinMMPSMβββuMdogsbMNeurobiologyiofiDiseaseZM2011ZMhgZMhffagh7.5 43

60 βnMvitroMcharacterizationMofMgeneticallyMmodifiedMembryonicMstemMcellsMasMaMtherapyMforMmurineM
mucopolysaccharidosisMtypeMβββubMMoleculariGeneticsiandiMetabolismZM2004ZMleZMljami 3.7 40

59 ReductionMinMopenMfieldMactivityMinMtheMabsenceMofMmemoryMdeficitsMinMtheMuppMknockainMmouseMmodelM
ofMulzheimerTsMdiseasebMBehaviouraliBrainiResearchZM2018ZMggjZMekkaele 3.4 35

58
unManimalMmodelMofMextrapyramidalMsideMeffectsMinducedMbyMantipsychoticMdrugsnMrelationshipMwithM
xfMdopamineMreceptorMoccupancybMProgressiiniNeuroyPsychopharmacologyiandiBiologicaliPsychiatryZM
2001ZMfiZMikgamd

5.5 35

57 βmpactMofMhighadoseZMchemicallyMmodifiedMsulfamidaseMonMpathologyMinMaMmurineMmodelMofMMPSMβββubM
ExperimentaliNeurologyZM2011ZMfgdZMefgagd 5.7 34

56 uMPreclinicalMStudyMyvaluatingMuuVrhedavasedM eneMTherapyMforMSanfilippoMSyndromebMHumaniGenei
TherapyZM2016ZMfkZMgjgaki 4.8 28

55 ullogeneicMstemMcellMtransplantationMdoesMnotMimproveMneurologicalMdeficitsMinM
mucopolysaccharidosisMtypeMβββuMmicebMExperimentaliNeurologyZM2010ZMffiZMhhiaih 5.7 28
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54 ValidationMofMaMheparanMsulfateaderivedMdisaccharideMasMaMmarkerMofMaccumulationMinMmurineM
mucopolysaccharidosisMtypeMβββubMMoleculariGeneticsiandiMetabolismZM2006ZMlkZMedkaef 3.7 27

53 xeliveryMofMtherapeuticMproteinMforMpreventionMofMneurodegenerativeMchangesnMcomparisonMofM
differentMwSzadeliveryMmethodsbMExperimentaliNeurologyZM2015ZMfjgZMkmamd 5.7 24

52 whangesMinMmuscleMtoneMareMregulatedMbyMxeMandMxfMdopamineMreceptorsMinMtheMventralMstriatumMandM
xeMreceptorsMinMtheMsubstantiaMnigrabMNeuropsychopharmacologyZM2001ZMfiZMiehafj 8.7 24

51 uxonalMdystrophyMinMtheMbrainMofMmiceMwithMSanfilippoMsyndromebMExperimentaliNeurologyZM2017ZMfmiZMfhgafii5.7 23

50 TreatmentMofMcanineMfucosidosisMbyMintracisternalMenzymeMinfusionbMExperimentaliNeurologyZM2011ZM
fgdZMfelafj 5.7 23

49 S SαMgeneMtransferMinMmucopolysaccharidosisMtypeMβββuMmiceMusingMcanineMadenovirusMvectorsbM
MoleculariGeneticsiandiMetabolismZM2010ZMeddZMejlaki 3.7 23

48 LessonsMlearntMfromManimalMmodelsnMpathophysiologyMofMneuropathicMlysosomalMstorageMdisordersbM
JournaliofiInheritediMetaboliciDiseaseZM2010ZMggZMgjgake 5.4 23

47 xeterminationMofMtheMroleMofMinjectionMsiteMonMtheMefficacyMofMintraawSzMenzymeMreplacementMtherapyM
inMMPSMβββuMmicebMMoleculariGeneticsiandiMetabolismZM2015ZMeeiZMggahd 3.7 20

46 αelperadependentMcanineMadenovirusMvectoramediatedMtransgeneMexpressionMinMaM
neurodegenerativeMlysosomalMstorageMdisorderbMGeneZM2012ZMhmeZMigak 3.8 20

45 βntracisternalMenzymeMreplacementMtherapyMinMlysosomalMstorageMdiseasesnMroutesMofMabsorptionMintoM
brainbMNeuropathologyiandiAppliediNeurobiologyZM2011ZMgkZMhehaff 5.2 19

44 NeonatalMvoneMMarrowMTransplantationMinMMPSMβββuMMicebMJIMDiReportsZM2013ZMlZMefeagf 1.9 18

43 yvaluationMofMenzymeMdoseMandMdoseafrequencyMinMamelioratingMsubstrateMaccumulationMinMMPSMβββuM
αuntawayMdogMbrainbMJournaliofiInheritediMetaboliciDiseaseZM2015ZMglZMgheaid 5.4 17

42
xeliveryMofMrecombinantMproteinsMviaMtheMcerebrospinalMfluidMasMaMtherapyMoptionMforM
neurodegenerativeMlysosomalMstorageMdiseasesbMInternationaliJournaliofiClinicaliPharmacologyiandi
TherapeuticsZM2009ZMhkMSupplMeZMSeelafg

2 17

41
TheMeffectsMofManMirreversibleMdopamineMreceptorMantagonistZM
NaethoxycarbonylafaethoxyaeZfadihydroquinolineMUyyxQVZMonMtheMregulationMofMmuscleMtoneMinMtheM
ratnMtheMroleMofMtheMsubstantiaMnigrabMNeuroscienceiLettersZM1998ZMfieZMkkald

3.3 16

40 SurvivalMandMengraftmentMofMmouseMembryonicMstemMcelladerivedMimplantsMinMtheMguineaMpigMbrainbM
NeuroscienceiResearchZM2005ZMigZMejeal 2.9 16

39 RacloprideMandMchlorpromazineZMbutMnotMclozapineZMincreaseMmuscleMrigidityMinMtheMratnMrelationshipM
withMxfMdopamineMreceptorMoccupancybMNeuropsychopharmacologyZM1999ZMfeZMedeam 8.7 15

38 yxocytosisMisMimpairedMinMmucopolysaccharidosisMβββuMmouseMchromaffinMcellsbMNeuroscienceZM2012ZM
ffkZMeedal 3.9 14

37 ymergingMtherapiesMforMneurodegenerativeMlysosomalMstorageMdisordersMaMfromMconceptMtoMrealitybM
JournaliofiInheritediMetaboliciDiseaseZM2011ZMghZMeddgaef 5.4 13
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36
LowadoseZMcontinuousMenzymeMreplacementMtherapyMamelioratesMbrainMpathologyMinMtheM
neurodegenerativeMlysosomalMdisorderMmucopolysaccharidosisMtypeMβββubMJournaliofiNeurochemistryZM
2016ZMegkZMhdmaff

6 13

35  lycosphingolipidManalysisMinMaMnaturallyMoccurringMovineMmodelMofMacuteMneuronopathicM aucherM
diseasebMNeurobiologyiofiDiseaseZM2016ZMmeZMehgaih 7.5 12

34 xiseaseMstageMdeterminesMtheMefficacyMofMtreatmentMofMaMpaediatricMneurodegenerativeMdiseasebM
EuropeaniJournaliofiNeuroscienceZM2014ZMgmZMfegmaid 3.5 12

33 SlowZMcontinuousMenzymeMreplacementMviaMspinalMwSzMinMdogsMwithMtheMpaediatricaonsetM
neurodegenerativeMdiseaseZMMPSMβββubMJournaliofiInheritediMetaboliciDiseaseZM2017ZMhdZMhhgahig 5.4 11

32 NeuronalaspecificMimpairmentMofMheparanMsulfateMdegradationMinMxrosophilaMrevealsMpathogenicM
mechanismsMforMMucopolysaccharidosisMtypeMβββubMExperimentaliNeurologyZM2018ZMgdgZMglahk 5.7 11

31 LowadoseZMcontinualMenzymeMdeliveryMamelioratesMsomeMaspectsMofMestablishedMbrainMdiseaseMinMaM
mouseMmodelMofMaMchildhoodaonsetMneurodegenerativeMdisorderbMExperimentaliNeurologyZM2016ZMfklZMeeafe5.7 11

30
βntracisternalMenzymeMreplacementMtherapyMinMlysosomalMstorageMdiseasesnMdispersalMpathwaysZM
regionalMenzymeMconcentrationsMandMtheMeffectMofMposttreatmentMposturebMNeuropathologyiandi
AppliediNeurobiologyZM2013ZMgmZMjleamf

5.2 11

29 uuVrhedMVectorMworrectsMxiseaseMPathologyMinMMPSMβββuMMiceMandMuchievesMWidespreadMxistributionM
ofMS SαMinMLargeMunimalMvrainsbMMoleculariTherapyiyiMethodsiandiClinicaliDevelopmentZM2020ZMekZMekhaelk6.4 10

28 ymbryonicMstemMcelladerivedMglialMprecursorsMasMaMvehicleMforMsulfamidaseMproductionMinMtheMMPSaβββuM
mouseMbrainbMCelliTransplantationZM2010ZMemZMmliaml 4 9

27 uMnovelMconditionalMSgshMknockoutMmouseMmodelMrecapitulatesMphenotypicMandMneuropathicMdeficitsM
ofMSanfilippoMsyndromebMJournaliofiInheritediMetaboliciDiseaseZM2017ZMhdZMkeiakfh 5.4 8

26 xevelopmentMofMcerebellarMpathologyMinMtheMcanineMmodelMofMmucopolysaccharidosisMtypeMβββuMUMPSM
βββuVbMMoleculariGeneticsiandiMetabolismZM2014ZMeegZMflgamg 3.7 8

25 vehaviouralMcharacterisationMofMtheMalphaamannosidosisMguineaMpigbMBehaviouraliBrainiResearchZM
2008ZMeljZMekjalh 3.4 8

24 MPSaβββuMmiceMacquireMautisticMbehavioursMwithMagebMJournaliofiInheritediMetaboliciDiseaseZM2018ZMheZMjjmajkk5.4 7

23 udenoaassociatedMviralMgeneMtherapyMforMmucopolysaccharidosesMexhibitingMneurodegenerationbM
JournaliofiMoleculariMedicineZM2017ZMmiZMedhgaedif 5.5 7

22 PrimaryMcultureMofMneuralMcellsMisolatedMfromMtheMcerebellumMofMnewbornMandMadultM
mucopolysaccharidosisMtypeMβββuMmicebMCellulariandiMoleculariNeurobiologyZM2008ZMflZMmhmaim 4.6 7

21 utropineMactsMinMtheMventralMstriatumMtoMreduceMracloprideainducedMcatalepsybMEuropeaniJournaliofi
PharmacologyZM2001ZMhfhZMekmalk 5.3 7

20 LysosomalMxysregulationMinMtheMMurineMuppMModelMofMulzheimerTsMxiseasebMNeuroscienceZM2020ZMhfmZMehgaeii3.9 7

19 yvaluationMofMxiseaseMLesionsMinMtheMxevelopingMwanineMMPSMβββuMvrainbMJIMDiReportsZM2019ZMhgZMmeaede 1.9 6
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18 xopamineMreceptorsMinMtheMsubthalamicMnucleusMareMinvolvedMinMtheMregulationMofMmuscleMtoneMinMtheM
ratbMNeuroscienceiLettersZM2002ZMgekZMefgaj 3.3 6

17 SyntheticMxisaccharideMStandardsMynableMQuantitativeMunalysisMofMStoredMαeparanMSulfateMinMMPSM
βββuMMurineMvrainMRegionsbMACSiChemicaliNeuroscienceZM2019ZMedZMglhkaglil 5.7 5

16 wontinualMLowaxoseMβnfusionMofMSulfamidaseMβsMSuperiorMtoMβntermittentMαighaxoseMxeliveryMinM
umelioratingMNeuropathologyMinMtheMMPSMβββuMMouseMvrainbMJIMDiReportsZM2016ZMfmZMimajl 1.9 5

15 yarlyMdiseaseMcourseMisMunalteredMinMmucopolysaccharidosisMtypeMβββuMUMPSMβββuVMmiceMlackingM
˛–asynucleinbMNeuropathologyiandiAppliediNeurobiologyZM2019ZMhiZMkeiakge 5.2 4

14 VariablesMinfluencingMfluorimetricMasulfoglucosamineMsulfohydrolaseMUS SαVMactivityMmeasurementMinM
brainMhomogenatesbMMoleculariGeneticsiandiMetabolismiReportsZM2015ZMiZMjdajf 1.8 4

13 utropineMreducesMracloprideainducedMmuscleMrigidityMbyMactingMinMtheMventralMregionMofMtheMstriatumbM
EuropeaniJournaliofiPharmacologyZM2002ZMhghZMeekafg 5.3 4

12 ˛†aMannosidosisMinM ermanMShepherdMxogsbMVeterinaryiPathologyZM2019ZMijZMkhgakhl 2.8 3

11 NeurologicalMyxaminationMofMSheepMUOvisMariesVMwithMUnilateralMandMvilateralMQuinolinicMucidMLesionsM
ofMtheMStriatumMussessedMbyMMagneticMResonanceMβmagingM2019ZMdiZM 2

10 wanineMadenoviralMvectoramediatedMgeneMtransferMtoMtheMguineaMpigMbrainbMGeneiReportsZM2019ZMejZMeddhgf1.4 1

9  eneticMmanipulationMofMmurineMembryonicMstemMcellsMwithMenhancedMgreenMfluorescenceMproteinM
andMsulfataseamodifyingMfactorMβMgenesbMCytotherapyZM2010ZMefZMhddak 4.8 1

8 xirectedMdifferentiationMandMcharacterizationMofMgeneticallyMmodifiedMembryonicMstemMcellsMforM
therapybMMethodsiiniMoleculariBiologyZM2006ZMgfmZMhkealh 1.4 1

7 MUwOPOLYSuwwαuRβxOSβSMββMUMPSMββVMβNMuMzRyyaLβVβN MKuKuMUNySTORMMyRβxβONuLβSVMβNMNyWM
ZyuLuNxbMJournaliofiWildlifeiDiseasesZM2021ZMikZMllhalmd 1.3 1

6 βsMtheMeyeMaMwindowMtoMtheMbrainMinMSanfilippoMsyndromesbMActaiNeuropathologicaiCommunicationsZM
2020ZMlZMemh 7.3 1

5
LongitudinalMMagneticMResonanceMSpectroscopyMand´ xiffusionMTensorMβmagingMinMSheepMUOvisMariesVM
WithMQuinolinicMucidMLesionsMofMtheMStriatumnMTimeaxependentMRecoveryMofMNaucetylaspartateMandM
zractionalMunisotropybMJournaliofiNeuropathologyiandiExperimentaliNeurologyZM2020ZMkmZMedlhaedmf

3.1 1

4 βsMS SαMheterozygosityMaMriskMfactorMforMearlyaonsetMneurodegenerativeMdiseasesbMJournaliofi
InheritediMetaboliciDiseaseZM2021ZMhhZMkjgakkj 5.4 1

3 LysosomalMgeneMdisplaysMhaploinsufficiencyMinMaMknockainMmouseMmodelMofMulzheimerTsMdiseasebbM
IBROiNeuroscienceiReportsZM2022ZMefZMegeaehe 0

2 βntracerebralMgeneMtherapyMforMmucopolysaccharidosisMtypeMβββvMsyndromebMLancetiNeurologyxiTheZM
2017ZMejZMjleajlf 24.1

1 unimalMmedicalMgeneticsnMaMhistoricalMperspectiveMonMmoreMthanMidMyearsMofMresearchMintoMgeneticM
disordersMofManimalsMatMMasseyMUniversitybMNewiZealandiVeterinaryiJournalZM2021ZMjmZMfiiafjj 1.7
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