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406 senomeUwideHidentificationHofHtheHgeneticHbasisHofHamyotrophicHlateralHsclerosisVVHNeuronTH2022TH 13.9 8

405 StructuralHvariationHanalysisHofHbTaXXHwholeHgenomeHsequencesHinHamyotrophicHlateralHsclerosisVVHNpjc
GenomiccMedicineTH2022THcTHd 6.2 4

404 yulticentreHappraisalHofHamyotrophicHlateralHsclerosisHbiofluidHbiomarkersHshowsHprimacyHofHbloodH
neurofilamentHlightHchainVVHBraincCommunicationsTH2022TH]THfcacXZe 4.5 2

403 senomeUwideHstudyHofHpzmHmethylationHshowsHalterationsHinHmetabolicTHinflammatoryTHandH
cholesterolHpathwaysHinHmxSVVHSciencecTranslationalcMedicineTH2022THY]THeabjXZb] 17.5 4

402 UnbiasedHmetabolomeHscreenHleadsHtoHpersonalizedHmedicineHstrategyHforHamyotrophicHlateralH
sclerosisVVHBraincCommunicationsTH2022TH]THfcacXbe 4.5 1

401 TensorHelectricalHimpedanceHmyographyHidentifiesHbulbardiseaseHprogressionHinHamyotrophicHlateralH
sclerosisVVHClinicalcNeurophysiologyTH2022THY[eTHbeUca 4.3

400 ooncurrentHsodiumHchannelHmyotoniaHandHamyotrophicHlateralHsclerosisHsupportsHsharedH
pathogenesisVHJournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2022THe[THmY[VZUmY[ 5.5

399 SimultaneousHmxSHandHSomZHassociatedHwithHanHintermediateUlengthHomsUrepeatHexpansionVH
AmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2021THZZTHaceUadZ 3.6 3

398 oommonHseneticHVariantsHoontributeHtoHβiskHofHTranspositionHofHtheHsreatHmrteriesVHCirculationc
ResearchTH2021TH 15.7 2

397 oommonHandHrareHvariantHassociationHanalysesHinHamyotrophicHlateralHsclerosisHidentifyHYaHriskHlociH
withHdistinctHgeneticHarchitecturesHandHneuronUspecificHbiologyVHNaturecGeneticsTH2021THa[THYb[bUYb]d 36.3 19

396 –roteinopathiesHasHtallmarksHofHumpairedHseneHqxpressionTH–roteostasisHandHyitochondrialH
runctionHinHmmyotrophicHxateralHSclerosisVVHFrontierscincNeuroscienceTH2021THYaTHcd[bZ] 5.1 1

395 mHreviewHofHyendelianHrandomizationHinHamyotrophicHlateralHsclerosisVHBrainTH2021TH 11.2 7

394 yetaUanalysisHofHgenomeUwideHpzmHmethylationHidentifiesHsharedHassociationsHacrossH
neurodegenerativeHdisordersVHGenomecBiologyTH2021THZZTHeX 18.3 6

393 riberH’pticHβamanHSpectroscopyHofHyuscleHinH–reclinicalHyodelsHofHmmyotrophicHxateralHSclerosisH
andHpuchenneHyuscularHpystrophyVHACScChemicalcNeuroscienceTH2021THYZTHYcbdUYccb 5.7 2

392 mdiposeUderivedHstemHcellsHprotectHmotorHneuronsHandHreduceHglialHactivationHinHbothHandHmodelsH
ofHmxSVHMolecularcTherapycpcMethodscandcClinicalcDevelopmentTH2021THZYTH]Y[U][[ 6.4 3

391 –roteomicHmpproachesHtoHStudyHoysteineH’xidationfHmpplicationsHinHzeurodegenerativeHpiseasesVH
FrontierscincMolecularcNeuroscienceTH2021THY]THbcdd[c 6.1 3

390 –hysicalHexerciseHisHaHriskHfactorHforHamyotrophicHlateralHsclerosisfHoonvergentHevidenceHfromH
yendelianHrandomisationTHtranscriptomicsHandHriskHgenotypesVHEBioMedicineTH2021THbdTHYX[[ec 8.8 19
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389 pirectlyHconvertedHastrocytesHretainHtheHageingHfeaturesHofHtheHdonorHfibroblastsHandHelucidateHtheH
astrocyticHcontributionHtoHhumanHozSHhealthHandHdiseaseVHAgingcCellTH2021THZXTHeY[ZdY 9.9 10

388
ritHforHpurposekHmHcrossUsectionalHstudyHtoHevaluateHtheHacceptabilityHandHusabilityHofHteadUpTHaH
novelHneckHsupportHcollarHforHneurologicalHneckHweaknessVHAmyotrophiccLateralcSclerosiscandc
FrontotemporalcDegenerationTH2021THZZTH[dU]a

3.6

387 TheHqffectHofHSyzHseneHposageHonHmxSHβiskHandHpiseaseHSeverityVHAnnalscofcNeurologyTH2021THdeTHbdbUbec9.4 2

386 TheHgutHmicrobiomefHaHkeyHplayerHinHtheHcomplexityHofHamyotrophicHlateralHsclerosisHPmxSQVHBMCc
MedicineTH2021THYeTHY[ 11.4 16

385 yitochondrialHpysfunctionHinHmlzheimerOsHpiseasefHmHniomarkerHofHtheHruturekVHBiomedicinesTH2021TH
eTH 4.8 19

384 ValueHofHsystematicHgeneticHscreeningHofHpatientsHwithHamyotrophicHlateralHsclerosisVHJournalcofc
NeurologyocNeurosurgerycandcPsychiatryTH2021THeZTHaYXUaYd 5.5 20

383 unnovatingHolinicalHTrialsHforHmmyotrophicHxateralHSclerosisfHohallengingHtheHqstablishedH’rderVH
NeurologyTH2021THecTHaZdUa[b 6.5 2

382 SβSrYUdependentHinhibitionHofHoe’βrcZUrepeatHβzmHnuclearHexportfHgenomeUwideHmechanismsHforH
neuroprotectionHinHamyotrophicHlateralHsclerosisVHMolecularcNeurodegenerationTH2021THYbTHa[ 19 2

381 mssociationHofHVariantsHinHtheHS–TxoYHseneHWithHvuvenileHmmyotrophicHxateralHSclerosisVHJAMAc
NeurologyTH2021THcdTHYZ[bUYZ]d 17.2 5

380 qxtensiveHphenotypicHcharacterisationHofHaHhumanHTp–U][´ transgenicHmouseHmodelHofHamyotrophicH
lateralHsclerosisHPmxSQVHScientificcReportsTH2021THYYTHYbbae 4.9 0

379 TensorHelectricalHimpedanceHmyographyHidentifiesHclinicallyHrelevantHfeaturesHinHamyotrophicHlateralH
sclerosisVHPhysiologicalcMeasurementTH2021TH]ZTH 2.9 2

378 mmyotrophicHlateralHsclerosisHaltersHtheHmetabolicHagingHprofileHinHpatientHderivedHfibroblastsVH
NeurobiologycofcAgingTH2021THYXaTHb]Ucc 5.6 4

377 mmyotrophicHlateralHsclerosisHtranscriptomicsHrevealsHimmunologicalHeffectsHofHlowUdoseH
interleukinUZVHBraincCommunicationsTH2021TH[THfcabY]Y 4.5 1

376 yodellingHandHanalysisHofHelectricalHimpedanceHmyographyHofHtheHlateralHtongueVHPhysiologicalc
MeasurementTH2021TH]YTHYZaXXd 2.9 3

375 TypeHZHdiabetesHmellitusUassociatedHtranscriptomeHalterationsHinHcorticalHneuronesHandHassociatedH
neurovascularHunitHcellsHinHtheHageingHbrainVHActacNeuropathologicacCommunicationsTH2021THeTHa 7.3 5

374 poHdeficitsHinHmitochondrialHspareHrespiratoryHcapacityHcontributeHtoHneuropsychologicalHchangesH
seenHinHmlzheimerâ��sHdiseasekVHAlzheimerjscandcDementiaTH2020THYbTHeX[caZc 1.2

373 peficitsHinHyitochondrialHSpareHβespiratoryHoapacityHoontributeHtoHtheHzeuropsychologicalHohangesH
ofHmlzheimerOsHpiseaseVHJournalcofcPersonalizedcMedicineTH2020THYXTH 3.6 10

372 ’ligodendrocyteHpathologyHexceedsHaxonalHpathologyHinHwhiteHmatterHinHhumanHamyotrophicH
lateralHsclerosisVHJournalcofcPathologyTH2020THZaYTHZbZUZcY 9.4 15

(2020-2021)

3



371 –haseHYUZHTrialHofHmntisenseH’ligonucleotideHTofersenHforHmxSVHNewcEnglandcJournalcofcMedicineTH
2020TH[d[THYXeUYYe 59.2 140

370 yultiUdimensionalHelectricalHimpedanceHmyographyHofHtheHtongueHasHaHpotentialHbiomarkerHforH
amyotrophicHlateralHsclerosisVHClinicalcNeurophysiologyTH2020THY[YTHceeUdXd 4.3 11

369 ooncurrentHsodiumHchannelopathiesHandHamyotrophicHlateralHsclerosisHsupportsHsharedH
pathogenesisVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2020THZYTHbZcUb[X 3.6 1

368 yagneticHresonanceHspectroscopyHrevealsHmitochondrialHdysfunctionHinHamyotrophicHlateralH
sclerosisVHBrainTH2020THY][TH[bX[U[bYd 11.2 6

367 repeatHexpansionsHconferHriskHforHamyotrophicHlateralHsclerosisHandHcontributeHtoHTp–U][H
mislocalizationVHBraincCommunicationsTH2020THZTHfcaaXb] 4.5 12

366
orossUreactiveHprobesHonHulluminaHpzmHmethylationHarraysfHaHlargeHstudyHonHmxSHshowsHthatHaH
cautionaryHapproachHisHwarrantedHinHinterpretingHepigenomeUwideHassociationHstudiesVHNARc
GenomicscandcBioinformaticsTH2020THZTHlqaaYXa

3.7 3

365
zeuropathologicalHcharacterizationHofHaHnovelHTmzwHbindingHkinaseHPTnwYQHgeneHlossHofHfunctionH
mutationHassociatedHwithHamyotrophicHlateralHsclerosisVHNeuropathologycandcAppliedcNeurobiologyTH
2020TH]bTHZceUZeY

5.2 6

364 βareHVariantHnurdenHmnalysisHwithinHqnhancersHudentifiesHomVYHasHanHmxSHβiskHseneVHCellcReportsTH
2020TH[[THYXd]ab 10.6 6

363
mdvancedHslycationHqndH–roductHrormationHinHtumanHoerebralHoortexHuncreasesHWithH
mlzheimerUTypeHzeuropathologicHohangesHbutHusHzotHundependentlyHmssociatedHWithHpementiaHinHaH
–opulationUperivedHmgingHnrainHoohortVHJournalcofcNeuropathologycandcExperimentalcNeurologyTH
2020THceTHeaXUead

3.1 5

362 βepeatedHaUdayHcyclesHofHlowHdoseHaldesleukinHinHamyotrophicHlateralHsclerosisHPuy’pmxSQfHmHphaseH
ZaHrandomisedTHdoubleUblindTHplaceboUcontrolledHtrialVHEBioMedicineTH2020THaeTHYXZd]] 8.8 12

361 S’pYUtargetingHtherapiesHforHneurodegenerativeHdiseasesfHaHreviewHofHcurrentHfindingsHandHfutureH
potentialVHExpertcOpinionconcOrphancDrugsTH2020THdTH[ceU[eZ 1.1 0

360 niomarkersHinHamyotrophicHlateralHsclerosisfHaHreviewHofHnewHdevelopmentsVHCurrentcOpinioncinc
NeurologyTH2020TH[[THbbZUbbd 7.1 8

359 xongitudinalHmultiUmodalHmuscleUbasedHbiomarkerHassessmentHinHmotorHneuronHdiseaseVHJournalcofc
NeurologyTH2020THZbcTHZ]]UZab 5.5 8

358 UwHcaseHcontrolHstudyHofHsmokingHandHriskHofHamyotrophicHlateralHsclerosisVHAmyotrophiccLateralc
SclerosiscandcFrontotemporalcDegenerationTH2020THZYTHZZZUZZc 3.6 5

357 tealthHcareHprofessionalsOHviewsHonHpsychologicalHfactorsHaffectingHnutritionalHbehaviourHinHpeopleH
withHmotorHneuronHdiseasefHmHthematicHanalysisVHBritishcJournalcofcHealthcPsychologyTH2019THZ]THea[Uebe 8.3 14

356
oombinedHfusedHinHsarcomaUpositiveHPrUSSQHbasophilicHinclusionHbodyHdiseaseHandHatypicalH
tauopathyHpresentingHwithHanHamyotrophicHlateralHsclerosisWmotorHneuroneHdiseaseHPmxSWyzpQUplusH
phenotypeVHNeuropathologycandcAppliedcNeurobiologyTH2019TH]aTHadbUaeb

5.2 5

355 mstrocyteHadenosineHdeaminaseHlossHincreasesHmotorHneuronHtoxicityHinHamyotrophicHlateralH
sclerosisVHBrainTH2019THY]ZTHadbUbXa 11.2 44

354 TelomereHlengthHisHgreaterHinHmxSHthanHinHcontrolsfHaHwholeHgenomeHsequencingHstudyVHAmyotrophicc
LateralcSclerosiscandcFrontotemporalcDegenerationTH2019THZXTHZZeUZ[] 3.6 11
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353 niomarkersHinHyotorHzeuronHpiseasefHmHStateHofHtheHmrtHβeviewVHFrontierscincNeurologyTH2019THYXTHZeY 4.1 52

352 SharedHpolygenicHriskHandHcausalHinferencesHinHamyotrophicHlateralHsclerosisVHAnnalscofcNeurologyTH
2019THdaTH]cXU]dY 9.4 72

351 yutationsHinHtheHslycosyltransferaseHpomainHofHsxTdpYHmreHmssociatedHwithHramilialHmmyotrophicH
xateralHSclerosisVHCellcReportsTH2019THZbTHZZedUZ[XbVea 10.6 31

350 pifferentiationHofHhumanHadiposeUderivedHstemHcellsHintoHneuronWmotoneuronUlikeHcellsHforHcellH
replacementHtherapyHofHspinalHcordHinjuryVHCellcDeathcandcDiseaseTH2019THYXTHaec 9.8 36

349 zeedsHandHpreferencesHforHpsychologicalHinterventionsHofHpeopleHwithHmotorHneuronHdiseaseVH
AmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2019THZXTHaZYUa[Y 3.6 8

348 oeorfcZHintermediateHexpansionsHofHZ]U[XHrepeatsHareHassociatedHwithHmxSVHActacNeuropathologicac
CommunicationsTH2019THcTHYYa 7.3 35

347 oeorfcZHexpansionHwithinHastrocytesHreducesHmetabolicHflexibilityHinHamyotrophicHlateralHsclerosisVH
BrainTH2019THY]ZTH[ccYU[ceX 11.2 29

346 ’ralHlevosimendanHinHamyotrophicHlateralHsclerosisfHaHphaseHuuHmulticentreTHrandomisedTH
doubleUblindTHplaceboUcontrolledHtrialVHJournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2019THeXTHYYbaUYYcX5.5 15

345 UsingHtelehealthHinHmotorHneuronHdiseaseHtoHincreaseHaccessHtoHspecialistHmultidisciplinaryHcarefHaH
UwUbasedHpilotHandHfeasibilityHstudyVHBMJcOpenTH2019THeTHeXZdaZa 3 15

344 –rocessHevaluationHandHexplorationHofHtelehealthHinHmotorHneuronHdiseaseHinHaHUwHspecialistHcentreVH
BMJcOpenTH2019THeTHeXZdaZb 3 13

343 oriticalHdesignHconsiderationsHforHtimeUtoUeventHendpointsHinHamyotrophicHlateralHsclerosisHclinicalH
trialsVHJournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2019THeXTHY[[YUY[[c 5.5 6

342 tumanHgeneticsHandHneuropathologyHsuggestHaHlinkHbetweenHmiβUZYdHandHamyotrophicHlateralH
sclerosisHpathophysiologyVHSciencecTranslationalcMedicineTH2019THYYTH 17.5 16

341 qxomeHsequencingHinHamyotrophicHlateralHsclerosisHimplicatesHaHnovelHgeneTHpzmvocTHencodingHaH
heatUshockHproteinVHNaturecNeuroscienceTH2019THZZTHYebbUYec] 25.5 56

340 mssociationHofHzu–mYHrepeatHexpansionsHwithHamyotrophicHlateralHsclerosisHinHaHlargeHinternationalH
cohortVHNeurobiologycofcAgingTH2019THc]THZ[]VeeUZ[]VeYa 5.6 13

339 StrikingHphenotypicHvariationHinHaHfamilyHwithHtheH–aXbSHUn xzZHmutationHincludingHamyotrophicH
lateralHsclerosisTHspasticHparaplegiaTHandHfrontotemporalHdementiaVHNeurobiologycofcAgingTH2019THc[THZZeVeaUZZeVee5.6 10

338
YoungerHageHofHonsetHinHfamilialHamyotrophicHlateralHsclerosisHisHaHresultHofHpathogenicHgeneH
variantsTHratherHthanHascertainmentHbiasVHJournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2019TH
eXTHZbdUZcY

5.5 17

337 TheHroleHofHmitochondriaHinHamyotrophicHlateralHsclerosisVHNeurosciencecLettersTH2019THcYXTHY[Ze[[ 3.3 191

336 –rognosisHforHpatientsHwithHamyotrophicHlateralHsclerosisfHdevelopmentHandHvalidationHofHaH
personalisedHpredictionHmodelVHLancetcNeurologyocTheTH2018THYcTH]Z[U][[ 24.1 189

(2018-2019)
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335 senomeUwideHmnalysesHudentifyHwuramHasHaHzovelHmxSHseneVHNeuronTH2018THecTHYZbdUYZd[Veb 13.9 296

334
TheHTiyHsystemfHdevelopingHaHnovelHtelehealthHserviceHtoHimproveHaccessHtoHspecialistHcareHinHmotorH
neuroneHdiseaseHusingHuserUcenteredHdesignVHAmyotrophiccLateralcSclerosiscandcFrontotemporalc
DegenerationTH2018THYeTH[aYU[bY

3.6 29

333 –rojectHyinqfHstudyHdesignHandHpilotHanalysesHofHaHlargeUscaleHwholeUgenomeHsequencingHstudyHinH
amyotrophicHlateralHsclerosisVHEuropeancJournalcofcHumancGeneticsTH2018THZbTHYa[cUYa]b 5.3 75

332 ototpYXHvariantsHinHamyotrophicHlateralHsclerosisfHWhereHisHtheHevidencekVHAnnalscofcNeurologyTH
2018THd]THYYXUYYb 9.4 16

331 umagingHmuscleHasHaHpotentialHbiomarkerHofHdenervationHinHmotorHneuronHdiseaseVHJournalcofc
NeurologyocNeurosurgerycandcPsychiatryTH2018THdeTHZ]dUZaa 5.5 25

330 xostHinHtranslationfHmicroβzmsHmediateHpathologicalHcrossUtalkHbetweenHmotorHneuronsHandH
astrocytesVHBrainTH2018THY]YTHZa[]UZa[b 11.2 2

329 StableHtransgenicHoeorfcZHzebrafishHmodelHkeyHaspectsHofHtheHmxSWrTpHphenotypeHandHrevealHnovelH
pathologicalHfeaturesVHActacNeuropathologicacCommunicationsTH2018THbTHYZa 7.3 28

328 zovelHgenotypeUphenotypeHandHyβuHcorrelationsHinHaHlargeHcohortHofHpatientsHwithHmutationsVH
Neurology:cGeneticsTH2018TH]THeZce 3.8 32

327
UrsodeoxycholicHmcidHumprovesHyitochondrialHrunctionHandHβedistributesHprpYHinHribroblastsHfromH
–atientsHwithHqitherHSporadicHorHramilialHmlzheimerOsHpiseaseVHJournalcofcMolecularcBiologyTH2018TH
][XTH[e]ZU[ea[

6.5 35

326 Tp–U][HinducesHpa[UmediatedHcellHdeathHofHcorticalHprogenitorsHandHimmatureHneuronsVHScientificc
ReportsTH2018THdTHdXec 4.9 22

325 qfficacyHofHtheHteadHUpHcollarHinHfacilitatingHfunctionalHheadHmovementsHinHpatientsHwithH
mmyotrophicHxateralHSclerosisVHClinicalcBiomechanicsTH2018THacTHYY]UYZX 2.2 5

324 mxSUassociatedHmissenseHandHnonsenseHTnwYHmutationsHcanHbothHcauseHlossHofHkinaseHfunctionVH
NeurobiologycofcAgingTH2018THcYTHZbbVeYUZbbVeYX 5.6 44

323 TranslatingHS’pYHseneHSilencingHtowardHtheHolinicfHmHtighlyHqfficaciousTH’ffUTargetUfreeTHandH
niomarkerUSupportedHStrategyHforHfmxSVHMolecularcTherapycpcNucleiccAcidsTH2018THYZTHcaUdd 10.7 20

322 oeorfcZHexpansionHdifferentiallyHaffectsHmalesHwithHspinalHonsetHamyotrophicHlateralHsclerosisVH
JournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2017THddTHZdY 5.5 25

321
JmnythingHthatHmakesHlifeOsHjourneyHbetterVJHqxploringHtheHuseHofHdigitalHtechnologyHbyHpeopleHlivingH
withHmotorHneuroneHdiseaseVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2017TH
YdTH[cdU[dc

3.6 12

320 oomparisonHofHtheHwingOsHandHyiToSHstagingHsystemsHforHmxSVHAmyotrophiccLateralcSclerosiscandc
FrontotemporalcDegenerationTH2017THYdTHZZcUZ[Z 3.6 37

319 SerumHmiβzmsHmiβUZXbTHY][U[pHandH[c]bUapHasHpotentialHbiomarkersHforHamyotrophicHlateralH
sclerosisHPmxSQVHNeurobiologycofcAgingTH2017THaaTHYZ[UY[Y 5.6 74

318 mHcomprehensiveHanalysisHofHrareHgeneticHvariationHinHamyotrophicHlateralHsclerosisHinHtheHUwVHBrainTH
2017THY]XTHYbYYUYbYd 11.2 46
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317 yutationsHinHtheHvesicularHtraffickingHproteinHannexinHmYYHareHassociatedHwithHamyotrophicHlateralH
sclerosisVHSciencecTranslationalcMedicineTH2017THeTH 17.5 74

316 ViralHdeliveryHofHhexanucleotideHrepeatHexpansionsHinHmiceHleadsHtoHrepeatUlengthUdependentH
neuropathologyHandHbehaviouralHdeficitsVHDMMcDiseasecModelscandcMechanismsTH2017THYXTHdaeUdbd 4.1 17

315 mHdataUdrivenHapproachHlinksHmicrogliaHtoHpathologyHandHprognosisHinHamyotrophicHlateralHsclerosisVH
ActacNeuropathologicacCommunicationsTH2017THaTHZ[ 7.3 38

314 mmyotrophicHlateralHsclerosisVHNaturecReviewscDiseasecPrimersTH2017TH[THYcXcY 51.1 459

313 vulyHZXYcHqzomxSHstatementHonHedaravoneVHAmyotrophiccLateralcSclerosiscandcFrontotemporalc
DegenerationTH2017THYdTH]cYU]c] 3.6 31

312 yetaUanalysisHofHpharmacogeneticHinteractionsHinHamyotrophicHlateralHsclerosisHclinicalHtrialsVH
NeurologyTH2017THdeTHYeYaUYeZZ 6.5 48

311 mdvancesTHchallengesHandHfutureHdirectionsHforHstemHcellHtherapyHinHamyotrophicHlateralHsclerosisVH
MolecularcNeurodegenerationTH2017THYZTHda 19 31

310
SmallHβzmHSequencingHofHSporadicHmmyotrophicHxateralHSclerosisHoerebrospinalHrluidHβevealsH
pifferentiallyHqxpressedHmiβzmsHβelatedHtoHzeuralHandHslialHmctivityVHFrontierscincNeuroscienceTH
2017THYYTHc[Y

5.1 62

309 oanHmstrocytesHneHaHTargetHforH–recisionHyedicinekVHAdvancescincExperimentalcMedicinecandcBiologyTH
2017THYXXcTHYYYUYZd 3.6 7

308 seneHTherapyHinHtheHzervousHSystemfHrailuresHandHSuccessesVHAdvancescincExperimentalcMedicinec
andcBiologyTH2017THYXXcTHZ]YUZac 3.6 2

307 petectionHofHlongHrepeatHexpansionsHfromH–oβUfreeHwholeUgenomeHsequenceHdataVHGenomec
ResearchTH2017THZcTHYdeaUYeX[ 9.7 159

306 oeorfcZHexpansionHdisruptsHmTyUmediatedHchromosomalHbreakHrepairVHNaturecNeuroscienceTH2017TH
ZXTHYZZaUYZ[a 25.5 90

305 SβSrYUdependentHnuclearHexportHinhibitionHofHoe’βrcZHrepeatHtranscriptsHpreventsH
neurodegenerationHandHassociatedHmotorHdeficitsVHNaturecCommunicationsTH2017THdTHYbXb[ 17.4 71

304 mHmulticentreHevaluationHofHoropharyngealHsecretionHmanagementHpracticesHinHamyotrophicHlateralH
sclerosisVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2017THYdTHYUe 3.6 14

303 –’ZZcHmHclinicalHtrialHofHtelehealthHtoHimproveHtimelyHaccessHtoHspecialistHcareVHJournalcofcNeurologyoc
NeurosurgerycandcPsychiatryTH2017THddTHmcZVYUmcZ 5.5

302 –roteinHtomeostasisHinHmmyotrophicHxateralHSclerosisfHTherapeuticH’pportunitieskVHFrontierscinc
MolecularcNeuroscienceTH2017THYXTHYZ[ 6.1 37

301 TargetedHseneticHScreenHinHmmyotrophicHxateralHSclerosisHβevealsHzovelHseneticHVariantsHwithH
SynergisticHqffectHonHolinicalH–henotypeVHFrontierscincMolecularcNeuroscienceTH2017THYXTH[cX 6.1 19

300 oe’βrcZHhexanucleotideHrepeatHexertsHtoxicityHinHaHstableTHinducibleHmotorHneuronalHcellHmodelTH
whichHisHrescuedHbyHpartialHdepletionHofH–tenVHHumancMolecularcGeneticsTH2017THZbTHYY[[UYY]a 5.6 17

(2017-2017)
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299 mnH’bjectiveHrunctionalHoharacterisationHofHteadHyovementHumpairmentHinHundividualsHwithHzeckH
yuscleHWeaknessHpueHtoHmmyotrophicHxateralHSclerosisVHPLoScONETH2017THYZTHeXYbeXYe 3.7 6

298 βareHgeneticHvariationHinHUzoY[mHmayHmodifyHsurvivalHinHamyotrophicHlateralHsclerosisVHAmyotrophicc
LateralcSclerosiscandcFrontotemporalcDegenerationTH2016THYcTHae[Uaee 3.6 16

297 senomeUwideHassociationHanalysesHidentifyHnewHriskHvariantsHandHtheHgeneticHarchitectureHofH
amyotrophicHlateralHsclerosisVHNaturecGeneticsTH2016TH]dTHYX][Ud 36.3 328

296 zqwYHvariantsHconferHsusceptibilityHtoHamyotrophicHlateralHsclerosisVHNaturecGeneticsTH2016TH]dTHYX[cU]Z 36.3 149

295 mssociationHofHaHxocusHinHtheHomyTmYHseneHWithHSurvivalHinH–atientsHWithHSporadicHmmyotrophicH
xateralHSclerosisVHJAMAcNeurologyTH2016THc[THdYZUZX 17.2 40

294
oreatineHkinaseHenzymeHlevelHcorrelatesHpositivelyHwithHserumHcreatinineHandHleanHbodyHmassTHandHisH
aHprognosticHfactorHforHsurvivalHinHamyotrophicHlateralHsclerosisVHEuropeancJournalcofcNeurologyTH
2016THZ[THYXcYUd

6 31

293 qvidenceUbasedHorHarroganceUbasedHmedicinekVHAmyotrophiccLateralcSclerosiscandcFrontotemporalc
DegenerationTH2016THYcTH[XaUb 3.6

292 xongUtermHphysicalHactivityfHanHexogenousHriskHfactorHforHsporadicHamyotrophicHlateralHsclerosiskVH
AmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2016THYcTH[ccUd] 3.6 31

291 TheHimpactHofHgastrostomyHinHmotorHneuroneHdiseasefHchallengesHandHbenefitsHfromHaHpatientHandH
carerHperspectiveVHBMJcSupportivecandcPalliativecCareTH2016THbTHaZUe 2.2 25

290 rorcedHqxpiratoryHVolumeHinHYHSecondHVariabilityHtelpsHudentifyH–atientsHwithHoysticHribrosisHatHβiskH
ofHsreaterHxossHofHxungHrunctionVHJournalcofcPediatricsTH2016THYbeTHYYbUZYVeZ 3.6 33

289 pi–mxSfHpiaphragmH–acingHinHpatientsHwithHmmyotrophicHxateralHSclerosisHUHaHrandomisedHcontrolledH
trialVHHealthcTechnologycAssessmentTH2016THZXTHYUYdb 4.4 5

288 ummuneHresponseHinHperipheralHaxonsHdelaysHdiseaseHprogressionHinHS’pYHmiceVHJournalcofc
NeuroinflammationTH2016THY[THZbY 10.1 44

287
yicrozeurotrophinsHumproveHSurvivalHinHyotorHzeuronUmstrocyteHooUoulturesHbutHpoHzotHumproveH
piseaseH–henotypesHinHaHyutantHS’pYHyouseHyodelHofHmmyotrophicHxateralHSclerosisVHPLoScONETH
2016THYYTHeXYb]YX[

3.7 15

286 ’ligogenicHinheritanceHofHoptineurinHP’–TzQHandHoe’βrcZHmutationsHinHmxSHhighlightsHlocalisationH
ofH’–TzHinHtheHTp–U][UnegativeHinclusionsHofHoe’βrcZUmxSVHNeuropathologyTH2016TH[bTHYZaU[] 2 27

285
yotorHneuroneHdiseaseWamyotrophicHlateralHsclerosisHassociatedHwithHintermediateUlengthHomsH
repeatHexpansionsHinHmtaxinUZHdoesHnotHhaveHYoZUpositiveHpolyglutamineHinclusionsVHNeuropathologyc
andcAppliedcNeurobiologyTH2016TH]ZTH[ccUde

5.2 5

284 TheHroleHofHcranialHandHthoracicHelectromyographyHwithinHdiagnosticHcriteriaHforHamyotrophicHlateralH
sclerosisVHMusclecandcNerveTH2016THa]TH[cdUda 3.4 4

283 TheHoeorfcZHproteinHinteractsHwithHβabYaHandHtheHUxwYHcomplexHtoHregulateHinitiationHofH
autophagyVHEMBOcJournalTH2016TH[aTHYbabUcb 13 237

282
ZzStressfHaHhighUthroughputHdrugHscreeningHprotocolHforHidentificationHofHcompoundsHmodulatingH
neuronalHstressHinHtheHtransgenicHmutantHsodYse[βHzebrafishHmodelHofHamyotrophicHlateralH
sclerosisVHMolecularcNeurodegenerationTH2016THYYTHab

19 18
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281 UsingHtechnologyHtoHimproveHaccessHtoHspecialistHcareHinHamyotrophicHlateralHsclerosisfHmHsystematicH
reviewVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2016THYcTH[Y[UZ] 3.6 29

280 mssessmentHofHtheHSheffieldHSupportHSnoodTHanHinnovativeHcervicalHorthosisHdesignedHforHpeopleH
affectedHbyHneckHmuscleHweaknessVHClinicalcBiomechanicsTH2016TH[ZTHZXYUb 2.2 14

279
qvaluatingHaHnovelHcervicalHorthosisTHtheHSheffieldHSupportHSnoodTHinHpatientsHwithHamyotrophicH
lateralHsclerosisWmotorHneuronHdiseaseHwithHneckHweaknessVHAmyotrophiccLateralcSclerosiscandc
FrontotemporalcDegenerationTH2016THYcTH][bU]Z

3.6 16

278 yulticenterHvalidationHofHoSrHneurofilamentsHasHdiagnosticHbiomarkersHforHmxSVHAmyotrophiccLateralc
SclerosiscandcFrontotemporalcDegenerationTH2016THYcTH]X]UY[ 3.6 65

277 olinicalHTrialsHinHzeurodegenerationH2016THZdeU[X[

276 oaseHreportHofHconcurrentHrabryHdiseaseHandHamyotrophicHlateralHsclerosisHsupportsHaHcommonH
pathwayHofHpathogenesisVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2016THYcTHbY]UbYb3.6 2

275 ’ligodendrocytesHcontributeHtoHmotorHneuronHdeathHinHmxSHviaHS’pYUdependentHmechanismVH
ProceedingscofcthecNationalcAcademycofcSciencescofcthecUnitedcStatescofcAmericaTH2016THYY[THqb]ebUqbaXa11.5 102

274 oe’βrcZHinteractionHwithHcofilinHmodulatesHactinHdynamicsHinHmotorHneuronsVHNaturecNeuroscienceTH
2016THYeTHYbYXUYbYd 25.5 87

273 olinicalHaspectsHofHmotorHneuroneHdiseaseVHMedicineTH2016TH]]THaaZUaab 0.6 11

272
zeuronalHpzmHdamageHresponseUassociatedHdysregulationHofHsignallingHpathwaysHandHcholesterolH
metabolismHatHtheHearliestHstagesHofHmlzheimerUtypeHpathologyVHNeuropathologycandcAppliedc
NeurobiologyTH2016TH]ZTHYbcUce

5.2 21

271 TheHSpectrumHofHoeorfcZUmediatedHzeurodegenerationHandHmmyotrophicHxateralHSclerosisVH
NeurotherapeuticsTH2015THYZTH[ZbU[e 6.4 39

270 TheHqlHqscorialHcriteriafHstrengthsHandHweaknessesVHAmyotrophiccLateralcSclerosiscandcFrontotemporalc
DegenerationTH2015THYbTHYUc 3.6 55

269 pevelopingHanHoutcomeHmeasureHforHexcessiveHsalivaHmanagementHinHyzpHandHanHevaluationHofH
salivaHburdenHinHSheffieldVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2015THYbTHYXdUY[3.6 6

268 untermediateHlengthHoeorfcZHexpansionHinHanHmxSHpatientHwithoutHclassicalHoeorfcZH
neuropathologyVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2015THYbTHZ]eUaY 3.6 6

267
qffectHofHlipidHprofileHonHprognosisHinHtheHpatientsHwithHamyotrophicHlateralHsclerosisfHunsightsHfromH
theHolesoximeHclinicalHtrialVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2015TH
YbTH]cdUd]

3.6 30

266
mHpreliminaryHrandomizedHtrialHofHtheHmechanicalHinsufflatorUexsufflatorHversusHbreathUstackingH
techniqueHinHpatientsHwithHamyotrophicHlateralHsclerosisVHAmyotrophiccLateralcSclerosiscandc
FrontotemporalcDegenerationTH2015THYbTH]]dUaa

3.6 28

265 βegionalityHofHdiseaseHprogressionHpredictsHprognosisHinHamyotrophicHlateralHsclerosisVHAmyotrophicc
LateralcSclerosiscandcFrontotemporalcDegenerationTH2015THYbTH]]ZUc 3.6 2

264 StratifiedHgeneHexpressionHanalysisHidentifiesHmajorHamyotrophicHlateralHsclerosisHgenesVH
NeurobiologycofcAgingTH2015TH[bTHZXXbVeYUe 5.6 14

(2015-2016)
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263 mntisenseHβzmHfociHinHtheHmotorHneuronsHofHoe’βrcZUmxSHpatientsHareHassociatedHwithHTp–U][H
proteinopathyVHActacNeuropathologicaTH2015THY[XTHb[Uca 14.3 118

262 ourrentHdevelopmentsHinHgeneHtherapyHforHamyotrophicHlateralHsclerosisVHExpertcOpinionconc
BiologicalcTherapyTH2015THYaTHe[aU]c 5.4 25

261
TheHroleHofHTβqyZHβ]ctHasHaHriskHfactorHforHmlzheimerOsHdiseaseTHfrontotemporalHlobarH
degenerationTHamyotrophicHlateralHsclerosisTHandH–arkinsonOsHdiseaseVHAlzheimerjscandcDementiaTH
2015THYYTHY]XcUY]Yb

1.2 126

260 piagnosisHofHspinalHxanthomatosisHbyHnextUgenerationHsequencingfHidentifyingHaHrareTHtreatableH
mimicHofHhereditaryHspasticHparaparesisVHPracticalcNeurologyTH2015THYaTHZdXU[ 2.4 12

259 ooughHassistanceHtoHclearHlungsHofHmxSHpatientsHwithHsevereHbulbarHdysfunctionfHzotHaHgoodHideaIVH
AmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2015THYbTHa[]Ua 3.6

258
SafetyHandHefficacyHofHdiaphragmHpacingHinHpatientsHwithHrespiratoryHinsufficiencyHdueHtoH
amyotrophicHlateralHsclerosisHPpi–mxSQfHaHmulticentreTHopenUlabelTHrandomisedHcontrolledHtrialVH
LancetcNeurologyocTheTH2015THY]THdd[UdeZ

24.1 64

257 mlteredHageUrelatedHchangesHinHbioenergeticHpropertiesHandHmitochondrialHmorphologyHinH
fibroblastsHfromHsporadicHamyotrophicHlateralHsclerosisHpatientsVHNeurobiologycofcAgingTH2015TH[bTHZde[UeX[5.6 26

256 TheHototpYXH–[]SHvariantHisHnotHassociatedHwithHmxSHinHaHUwHcohortHofHfamilialHandHsporadicH
patientsVHNeurobiologycofcAgingTH2015TH[bTHZeXdVeYcUd 5.6 19

255 –TqzHdepletionHdecreasesHdiseaseHseverityHandHmodestlyHprolongsHsurvivalHinHaHmouseHmodelHofH
spinalHmuscularHatrophyVHMolecularcTherapyTH2015THZ[THZcXUc 11.7 40

254
mHneuronalHpzmHdamageHresponseHisHdetectedHatHtheHearliestHstagesHofHmlzheimerOsHneuropathologyH
andHcorrelatesHwithHcognitiveHimpairmentHinHtheHyedicalHβesearchHoouncilOsHoognitiveHrunctionHandH
mgeingHStudyHageingHbrainHcohortVHNeuropathologycandcAppliedcNeurobiologyTH2015TH]YTH]d[Ueb

5.2 27

253 pifferencesHinHproteinHqualityHcontrolHcorrelateHwithHphenotypeHvariabilityHinHZHmouseHmodelsHofH
familialHamyotrophicHlateralHsclerosisVHNeurobiologycofcAgingTH2015TH[bTH]eZUaX] 5.6 43

252 UseHofHclinicalHstagingHinHamyotrophicHlateralHsclerosisHforHphaseH[HclinicalHtrialsVHJournalcofc
NeurologyocNeurosurgerycandcPsychiatryTH2015THdbTH]aUe 5.5 58

251
seneHexpressionHsignaturesHinHmotorHneuroneHdiseaseHfibroblastsHrevealHdysregulationHofH
metabolismTHhypoxiaUresponseHandHβzmHprocessingHfunctionsVHNeuropathologycandcAppliedc
NeurobiologyTH2015TH]YTHZXYUZb

5.2 45

250
unvitedHreviewfHdecodingHtheHpathophysiologicalHmechanismsHthatHunderlieHβzmHdysregulationHinH
neurodegenerativeHdisordersfHaHreviewHofHtheHcurrentHstateHofHtheHartVHNeuropathologycandcAppliedc
NeurobiologyTH2015TH]YTHYXeU[]

5.2 34

249 xβ–UYUmediatedHintracellularHantibodyHdeliveryHtoHtheHoentralHzervousHSystemVHScientificcReportsTH
2015THaTHYYeeX 4.9 95

248 xysosomalHandHphagocyticHactivityHisHincreasedHinHastrocytesHduringHdiseaseHprogressionHinHtheHS’pYH
Pse[mQHmouseHmodelHofHamyotrophicHlateralHsclerosisVHFrontierscincCellularcNeuroscienceTH2015THeTH]YX 6.1 25

247 mHreducedHastrocyteHresponseHtoH˛†UamyloidHplaquesHinHtheHageingHbrainHassociatesHwithHcognitiveH
impairmentVHPLoScONETH2015THYXTHeXYYd]b[ 3.7 36

246 oe’βrcZHssssooHqxpandedHβepeatsH–roduceHSplicingHpysregulationHwhichHoorrelatesHwithH
piseaseHSeverityHinHmmyotrophicHxateralHSclerosisVHPLoScONETH2015THYXTHeXYZc[cb 3.7 74
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245
TheHnuclearHretentionHofHtranscriptionHfactorHr’X’[aHcorrelatesHwithHaHpzmHdamageHresponseHandH
increasedHglutamineHsynthetaseHexpressionHbyHastrocytesHsuggestingHaHneuroprotectiveHroleHinHtheH
ageingHbrainVHNeurosciencecLettersTH2015THbXeTHYYUc

3.3 34

244 TheHwideningHspectrumHofHoe’βrcZUrelatedHdiseasegHgenotypeWphenotypeHcorrelationsHandH
potentialHmodifiersHofHclinicalHphenotypeVHActacNeuropathologicaTH2014THYZcTH[[[U]a 14.3 124

243 TyqyYXbnHisHaHgeneticHmodifierHofHfrontotemporalHlobarHdegenerationHwithHoeorfcZH
hexanucleotideHrepeatHexpansionsVHActacNeuropathologicaTH2014THYZcTH]XcUYd 14.3 97

242 mHphaseHuuUuuuHtrialHofHolesoximeHinHsubjectsHwithHamyotrophicHlateralHsclerosisVHEuropeancJournalcofc
NeurologyTH2014THZYTHaZeU[b 6 83

241 SuperoxideHdismutaseHYHmutationHinHaHcellularHmodelHofHamyotrophicHlateralHsclerosisHshiftsHenergyH
generationHfromHoxidativeHphosphorylationHtoHglycolysisVHNeurobiologycofcAgingTH2014TH[aTHY]eeUaXe 5.6 51

240
xossHofHnuclearHTp–U][HinHamyotrophicHlateralHsclerosisHPmxSQHcausesHalteredHexpressionHofHsplicingH
machineryHandHwidespreadHdysregulationHofHβzmHsplicingHinHmotorHneuronesVHNeuropathologycandc
AppliedcNeurobiologyTH2014TH]XTHbcXUda

5.2 73

239 ThyroidHdiseaseHandHtheHnervousHsystemVHHandbookcofcClinicalcNeurologycscEditedcBycPcJcVinkencandcGc
WcBruynTH2014THYZXTHcX[U[a 3 17

238 mHgenomeUwideHassociationHmetaUanalysisHidentifiesHaHnovelHlocusHatHYcqYYVZHassociatedHwithH
sporadicHamyotrophicHlateralHsclerosisVHHumancMolecularcGeneticsTH2014THZ[THZZZXU[Y 5.6 95

237 qxomeUwideHrareHvariantHanalysisHidentifiesHTUnm]mHmutationsHassociatedHwithHfamilialHmxSVHNeuronTH
2014THd]TH[Z]U[Y 13.9 229

236
pzmHdamageHresponseHandHsenescenceHinHendothelialHcellsHofHhumanHcerebralHcortexHandHrelationHtoH
mlzheimerOsHneuropathologyHprogressionfHaHpopulationUbasedHstudyHinHtheHyedicalHβesearchHoouncilH
oognitiveHrunctionHandHmgeingHStudyHPyβoUormSQHcohortVHNeuropathologycandcAppliedcNeurobiology
TH2014TH]XTHdXZUY]

5.2 20

235 oeorfcZHandHUzoY[mHareHsharedHriskHlociHforHamyotrophicHlateralHsclerosisHandHfrontotemporalH
dementiafHaHgenomeUwideHmetaUanalysisVHAnnalscofcNeurologyTH2014THcbTHYZXU[[ 9.4 61

234 tealthHutilityHdecreasesHwithHincreasingHclinicalHstageHinHamyotrophicHlateralHsclerosisVHAmyotrophicc
LateralcSclerosiscandcFrontotemporalcDegenerationTH2014THYaTHZdaUeY 3.6 21

233 yulticentreHqualityHcontrolHevaluationHofHdifferentHbiomarkerHcandidatesHforHamyotrophicHlateralH
sclerosisVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2014THYaTH[]]UaX 3.6 55

232 piaphragmHpacingHsystemsHforHamyotrophicHlateralHsclerosisHWHmotorHneuronHdiseaseVHThecCochranec
LibraryTH2014TH 5.2 1

231
teadUUpgHmnHinterdisciplinaryTHparticipatoryHandHcoUdesignHprocessHinformingHtheHdevelopmentHofHaH
novelHheadHandHneckHsupportHforHpeopleHlivingHwithHprogressiveHneckHmuscleHweaknessVHJournalcofc
MedicalcEngineeringcandcTechnologyTH2014TH[eTH]X]UYX

1.8 20

230 mnHevaluationHofHaHSVmHretrotransposonHinHtheHrUSHpromoterHasHaHtranscriptionalHregulatorHandHitsH
associationHtoHmxSVHPLoScONETH2014THeTHeeXd[[ 3.7 23

229 ThyroidHpiseaseHandHtheHzervousHSystemH2014TH[ZeU[aX

228 mHzebrafishHmodelHexemplifiesHtheHlongHpreclinicalHperiodHofHmotorHneuronHdiseaseVHJournalcofc
NeurologyocNeurosurgerycandcPsychiatryTH2014THdaTHYZddUe 5.5 8

(2014-2015)
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227
pirectHconversionHofHpatientHfibroblastsHdemonstratesHnonUcellHautonomousHtoxicityHofHastrocytesH
toHmotorHneuronsHinHfamilialHandHsporadicHmxSVHProceedingscofcthecNationalcAcademycofcSciencescofc
thecUnitedcStatescofcAmericaTH2014THYYYTHdZeU[Z

11.5 231

226 ractorsHinfluencingHdecisionUmakingHinHrelationHtoHtimingHofHgastrostomyHinsertionHinHpatientsHwithH
motorHneuroneHdiseaseVHBMJcSupportivecandcPalliativecCareTH2014TH]THacUb[ 2.2 36

225 –TqzHregulatesHmy–mHreceptorUmediatedHcellHviabilityHinHi–SUderivedHmotorHneuronsVHCellcDeathcandc
DiseaseTH2014THaTHeYXeb 9.8 19

224 SequestrationHofHmultipleHβzmHrecognitionHmotifUcontainingHproteinsHbyHoeorfcZHrepeatH
expansionsVHBrainTH2014THY[cTHZX]XUaY 11.2 207

223
myY’Tβ’–tuoHxmTqβmxHSoxqβ’SuSHmSS’oumTqpHWuTtHmzHuzTqβyqpumTqHxqzsTtHssssooH
βq–qmTHqX–mzSu’zHtmSHpuSTuzoTHzqUβ’–mTt’x’sYHo’y–mβqpHT’H–mTuqzTSHWuTtHxmβsqβH
qX–mzSu’zSVHJournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2014THdaTHe]VY[XUe]

5.5

222
mHnewHzebrafishHmodelHproducedHbyHTuxxuzsHofHS’pYUrelatedHamyotrophicHlateralHsclerosisH
replicatesHkeyHfeaturesHofHtheHdiseaseHandHrepresentsHaHtoolHforHinHvivoHtherapeuticHscreeningVHDMMc
DiseasecModelscandcMechanismsTH2014THcTHc[UdY

4.1 43

221 oomparisonHofHbloodHβzmHextractionHmethodsHusedHforHgeneHexpressionHprofilingHinHamyotrophicH
lateralHsclerosisVHPLoScONETH2014THeTHedcaXd 3.7 23

220 qarlyHdetectionHofHmotorHdysfunctionHinHtheHS’pYse[mHmouseHmodelHofHmmyotrophicHxateralH
SclerosisHPmxSQHusingHhomeHcageHrunningHwheelsVHPLoScONETH2014THeTHeYXceYd 3.7 9

219
SimultaneousHandHindependentHdetectionHofHoe’βrcZHallelesHwithHlowHandHhighHnumberHofHssssooH
repeatsHusingHanHoptimisedHprotocolHofHSouthernHblotHhybridisationVHMolecularcNeurodegenerationTH
2013THdTHYZ

19 40

218 βesidualHassociationHatHoeorfcZHsuggestsHanHalternativeHamyotrophicHlateralHsclerosisUcausingH
hexanucleotideHrepeatVHNeurobiologycofcAgingTH2013TH[]THZZ[]VeYUc 5.6 18

217 mssessingHsocialHisolationHinHmotorHneuroneHdiseasefHaHβaschHanalysisHofHtheHyzpHSocialHWithdrawalH
ScaleVHJournalcofcthecNeurologicalcSciencesTH2013TH[[]THYYZUd 3.2 7

216 yechanismsTHmodelsHandHbiomarkersHinHamyotrophicHlateralHsclerosisVHAmyotrophiccLateralcSclerosisc
andcFrontotemporalcDegenerationTH2013THY]HSupplHYTHYeU[Z 3.6 114

215 yanagementHofHsialorrhoeaHinHmotorHneuronHdiseasefHaHsurveyHofHcurrentHUwHpracticeVHAmyotrophicc
LateralcSclerosiscandcFrontotemporalcDegenerationTH2013THY]THaZYUc 3.6 22

214 oontroversiesHandHprioritiesHinHamyotrophicHlateralHsclerosisVHLancetcNeurologyocTheTH2013THYZTH[YXUZZ 24.1 377

213
UnravellingHtheHenigmaHofHselectiveHvulnerabilityHinHneurodegenerationfHmotorHneuronsHresistantHtoH
degenerationHinHmxSHshowHdistinctHgeneHexpressionHcharacteristicsHandHdecreasedHsusceptibilityHtoH
excitotoxicityVHActacNeuropathologicaTH2013THYZaTHeaUYXe

14.3 96

212 xithiumHinHpatientsHwithHamyotrophicHlateralHsclerosisHPxiomxSQfHaHphaseH[HmulticentreTHrandomisedTH
doubleUblindTHplaceboUcontrolledHtrialVHLancetcNeurologyocTheTH2013THYZTH[[eU]a 24.1 94

211
S[S]HmpomorphineHisHaHozSHpenetratingHactivatorHofHtheHzrfZUmβqHpathwayHwithHactivityHinHmouseH
andHpatientHfibroblastHmodelsHofHamyotrophicHlateralHsclerosisVHFreecRadicalcBiologycandcMedicineTH
2013THbYTH][dUaZ

7.8 46

210 tb[pHpolymorphismHinHtrqHisHnotHassociatedHwithHamyotrophicHlateralHsclerosisVHNeurobiologycofc
AgingTH2013TH[]THYaYcVeaUc 5.6 17
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209 oalciumHdysregulationHinHrelationHtoHmlzheimerUtypeHpathologyHinHtheHageingHbrainVHNeuropathologyc
andcAppliedcNeurobiologyTH2013TH[eTHcddUee 5.2 34

208 ViralHdeliveryHofHantioxidantHgenesHasHaHtherapeuticHstrategyHinHexperimentalHmodelsHofH
amyotrophicHlateralHsclerosisVHMolecularcTherapyTH2013THZYTHY]dbUeb 11.7 35

207 olinicalHandHyolecularHmspectsHofHyotorHzeuronHpiseaseH2013THZTHYUbX 10

206 TranscriptomicHindicesHofHfastHandHslowHdiseaseHprogressionHinHtwoHmouseHmodelsHofHamyotrophicH
lateralHsclerosisVHBrainTH2013THY[bTH[[XaU[Z 11.2 54

205 oe’βrcZHtranscriptionHinHaHfrontotemporalHdementiaHcaseHwithHtwoHexpandedHallelesVHNeurologyTH
2013THdYTHYcYeUZY 6.5 24

204 TheHoe’βrcZHexpansionHmutationHisHaHcommonHcauseHofHmxSSWUrTpHinHquropeHandHhasHaHsingleH
founderVHEuropeancJournalcofcHumancGeneticsTH2013THZYTHYXZUd 5.3 159

203 tomozygosityHanalysisHinHamyotrophicHlateralHsclerosisVHEuropeancJournalcofcHumancGeneticsTH2013TH
ZYTHY]ZeU[a 5.3 12

202 ooncurrenceHofHmultipleHsclerosisHandHamyotrophicHlateralHsclerosisHinHpatientsHwithHhexanucleotideH
repeatHexpansionsHofHoe’βrcZVHJournalcofcNeurologyocNeurosurgerycandcPsychiatryTH2013THd]THceUdc 5.5 46

201 ooncurrentHamyotrophicHlateralHsclerosisHandHcysticHfibrosisHsupportsHcommonHpathwaysHofH
pathogenesisVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2013THY]TH]c[Ua 3.6 3

200 sastrostomyHuseHinHmotorHneuroneHdiseaseHPyzpQfHaHreviewTHmetaUanalysisHandHsurveyHofHcurrentH
practiceVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2013THY]THebUYX] 3.6 43

199 mHprospectiveHpilotHstudyHmeasuringHmuscleHvolumetricHchangeHinHamyotrophicHlateralHsclerosisVH
AmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2013THY]TH]Y]UZ[ 3.6 11

198
TheHinitiationHofHnonUinvasiveHventilationHforHpatientsHwithHmotorHneuronHdiseasefHpatientHandHcarerH
perceptionsHofHobstaclesHandHoutcomesVHAmyotrophiccLateralcSclerosiscandcFrontotemporalc
DegenerationTH2013THY]THYXaUYX

3.6 24

197 TardbplHsplicingHrescuesHmotorHneuronHandHaxonalHdevelopmentHinHaHmutantHtardbpHzebrafishVH
HumancMolecularcGeneticsTH2013THZZTHZ[cbUdb 5.6 26

196 mxSUassociatedHmutationsHinHrUSHdisruptHtheHaxonalHdistributionHandHfunctionHofHSyzVHHumanc
MolecularcGeneticsTH2013THZZTH[beXUcX] 5.6 103

195 oe’βrcZHexpansionsTHparkinsonismTHandH–arkinsonHdiseasefHaHclinicopathologicHstudyVHNeurologyTH
2013THdYTHdXdUYY 6.5 49

194
TheHuseHofHnonUinvasiveHventilationHatHendHofHlifeHinHpatientsHwithHmotorHneuroneHdiseasefHaH
qualitativeHexplorationHofHfamilyHcarerHandHhealthHprofessionalHexperiencesVHPalliativecMedicineTH
2013THZcTHaYbUZ[

5.5 35

193 UseHofHnonUinvasiveHventilationHatHendHofHlifeVHPalliativecMedicineTH2013THZcTHdcd 5.5 1

192 xackHofHuniqueHneuropathologyHinHamyotrophicHlateralHsclerosisHassociatedHwithHpVwa]qHangiogeninH
PmzsQHmutationVHNeuropathologycandcAppliedcNeurobiologyTH2013TH[eTHabZUcY 5.2 13

(2013-2013)
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191 TheHnaturalHhistoryHofHmotorHneuronHdiseasefHassessingHtheHimpactHofHspecialistHcareVHAmyotrophicc
LateralcSclerosiscandcFrontotemporalcDegenerationTH2013THY]THY[Ue 3.6 54

190 mz’aHgeneHanalysisHinHaHlargeHcohortHofHpatientsHwithHanoctaminopathyfHconfirmationHofHmaleH
prevalenceHandHhighHoccurrenceHofHtheHcommonHexonHaHgeneHmutationVHHumancMutationTH2013TH[]THYYYYUd4.7 51

189 qarlyHinterneuronHdysfunctionHinHmxSfHinsightsHfromHaHmutantHsodYHzebrafishHmodelVHAnnalscofc
NeurologyTH2013THc[THZ]bUad 9.4 65

188 TheHimpactHonHtheHfamilyHcarerHofHmotorHneuroneHdiseaseHandHinterventionHwithHnoninvasiveH
ventilationVHJournalcofcPalliativecMedicineTH2013THYbTHYbXZUe 2.2 15

187 TheHimpactHofHfatigueHandHpsychosocialHvariablesHonHqualityHofHlifeHforHpatientsHwithHmotorHneuronH
diseaseVHAmyotrophiccLateralcSclerosiscandcFrontotemporalcDegenerationTH2013THY]THa[cU]a 3.6 25

186 WildUtypeHbutHnotHmutantHS’pYHtransgenicHastrocytesHpromoteHtheHefficientHgenerationHofHmotorH
neuronHprogenitorsHfromHmouseHembryonicHstemHcellsVHBMCcNeuroscienceTH2013THY]THYZb 3.2 4

185 unvestigatingHcellHdeathHmechanismsHinHamyotrophicHlateralHsclerosisHusingHtranscriptomicsVHFrontiersc
incCellularcNeuroscienceTH2013THcTHZae 6.1 20

184 TheHeffectHofHS’pYHmutationHonHcellularHbioenergeticHprofileHandHviabilityHinHresponseHtoHoxidativeH
stressHandHinfluenceHofHmutationUtypeVHPLoScONETH2013THdTHebdZab 3.7 32

183 zeuronalHdarkHmatterfHtheHemergingHroleHofHmicroβzmsHinHneurodegenerationVHFrontierscincCellularc
NeuroscienceTH2013THcTHYcd 6.1 135

182 rrequencyHofHtheHoeorfcZHhexanucleotideHrepeatHexpansionHinHpatientsHwithHamyotrophicHlateralH
sclerosisHandHfrontotemporalHdementiafHaHcrossUsectionalHstudyVHLancetcNeurologyocTheTH2012THYYTH[Z[U[X 24.1 830

181 βespiratoryHmanagementHofHmotorHneuroneHdiseasefHaHreviewHofHcurrentHpracticeHandHnewH
developmentsVHPracticalcNeurologyTH2012THYZTHYbbUcb 2.4 13

180 TheHchangingHlandscapeHofHnonUinvasiveHventilationHinHamyotrophicHlateralHsclerosisVHJournalcofc
NeurologyocNeurosurgerycandcPsychiatryTH2012THd[TH[bdUe 5.5 10

179 βoadmapHandHstandardHoperatingHproceduresHforHbiobankingHandHdiscoveryHofHneurochemicalH
markersHinHmxSVHAmyotrophiccLateralcSclerosiscandcOthercMotorcNeuroncDisordersTH2012THY[THYUYX 65

178 zonUinvasiveHventilationHinHmotorHneuronHdiseasefHanHupdateHofHcurrentHUwHpracticeVHJournalcofc
NeurologyocNeurosurgerycandcPsychiatryTH2012THd[TH[cYUb 5.5 61

177 ohromosomeHeHmxSHandHrTpHlocusHisHprobablyHderivedHfromHaHsingleHfounderVHNeurobiologycofcAgingTH
2012TH[[THZXeVe[Ud 5.6 103

176 –rotocolHforHdiaphragmHpacingHinHpatientsHwithHrespiratoryHmuscleHweaknessHdueHtoHmotorHneuroneH
diseaseHPpi–mxSQfHaHrandomisedHcontrolledHtrialVHBMCcNeurologyTH2012THYZTHc] 3.1 6

175 seneHexpressionHprofilingHinHhumanHneurodegenerativeHdiseaseVHNaturecReviewscNeurologyTH2012THdTHaYdU[X15 152

174 olinicalHaspectsHofHmotorHneuroneHdiseaseVHMedicineTH2012TH]XTHa]XUa]a 0.6 3
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173
UsingHtranscutaneousHcarbonHdioxideHmonitorHPT’SomHaXXQHtoHdetectHrespiratoryHfailureHinHpatientsH
withHamyotrophicHlateralHsclerosisfHaHvalidationHstudyVHAmyotrophiccLateralcSclerosiscandcOthercMotorc
NeuroncDisordersTH2012THY[THaZdU[Z

13

172 olinicoUpathologicalHfeaturesHinHamyotrophicHlateralHsclerosisHwithHexpansionsHinHoe’βrcZVHBrainTH
2012THY[aTHcaYUb] 11.2 236

171 mmyotrophicHxateralHSclerosisHandH’therHyotorHzeuronHpiseasesH2012THZ[][UZ[]c 1

170 oomplementaryHtherapiesHforHpeopleHwithHmotorHneuroneHdiseasefHextendingHaHcancerHcareHserviceVH
BMJcSupportivecandcPalliativecCareTH2012THZTHmYXZV[UmYX[ 2.2

169
oontrastingHeffectsHofHcerebrospinalHfluidHfromHmotorHneuronHdiseaseHpatientsHonHtheHsurvivalHofH
primaryHmotorHneuronsHculturedHwithHorHwithoutHgliaVHAmyotrophiccLateralcSclerosiscandcOthercMotorc
NeuroncDisordersTH2011THYZTHZacUb[

4

168
mlterationsHinHtheHbloodHbrainHbarrierHinHageingHcerebralHcortexHinHrelationshipHtoHmlzheimerUtypeH
pathologyfHaHstudyHinHtheHyβoUormSHpopulationHneuropathologyHcohortVHNeurosciencecLettersTH2011TH
aXaTHZaU[X

3.3 73

167 yicroarrayHanalysisHofHtheHastrocyteHtranscriptomeHinHtheHagingHbrainfHrelationshipHtoHmlzheimerOsH
pathologyHandHm–’qHgenotypeVHNeurobiologycofcAgingTH2011TH[ZTHYceaUdXc 5.6 133

166 yolecularHpathwaysHofHmotorHneuronHinjuryHinHamyotrophicHlateralHsclerosisVHNaturecReviewsc
NeurologyTH2011THcTHbYbU[X 15 428

165 ’ptimisedHandHrapidHpreUclinicalHscreeningHinHtheHS’pYPse[mQHtransgenicHmouseHmodelHofH
amyotrophicHlateralHsclerosisHPmxSQVHPLoScONETH2011THbTHeZ[Z]] 3.7 64

164 βeviewfHTheHroleHofHmitochondriaHinHtheHpathogenesisHofHamyotrophicHlateralHsclerosisVH
NeuropathologycandcAppliedcNeurobiologyTH2011TH[cTH[[bUaZ 5.2 64

163 pevelopmentHofHaHpatientHreportedHoutcomeHmeasureHforHfatigueHinHmotorHneuroneHdiseasefHtheH
zeurologicalHratigueHundexHPzruUyzpQVHHealthcandcQualitycofcLifecOutcomesTH2011THeTHYXY 3 26

162 yolecularHpathologyHandHgeneticHadvancesHinHamyotrophicHlateralHsclerosisfHanHemergingHmolecularH
pathwayHandHtheHsignificanceHofHglialHpathologyVHActacNeuropathologicaTH2011THYZZTHbacUcY 14.3 120

161 mHcomparisonHofHinHvitroHpropertiesHofHrestingHS’pYHtransgenicHmicrogliaHrevealsHevidenceHofH
reducedHneuroprotectiveHfunctionVHBMCcNeuroscienceTH2011THYZTHeY 3.2 16

160
–rotocolHforHaHdoubleUblindHrandomisedHplaceboUcontrolledHtrialHofHlithiumHcarbonateHinHpatientsH
withHamyotrophicHlateralHsclerosisHPxiomxSQH[qudractHnumberfHZXXdUXXbdeYU[Y]VHBMCcNeurologyTH
2011THYYTHYYY

3.1 14

159 βaschHanalysisHofHtheHhospitalHanxietyHandHdepressionHscaleHPtmpSQHforHuseHinHmotorHneuroneH
diseaseVHHealthcandcQualitycofcLifecOutcomesTH2011THeTHdZ 3 79

158 mHneurologicalHrarityHnotHtoHbeHmissedfHcerebrotendinousHxanthomatosisVHPracticalcNeurologyTH2011TH
YYTHZebU[XX 2.4 14

157 –hosphataseHandHtensinHhomologueWproteinHkinaseHnHpathwayHlinkedHtoHmotorHneuronHsurvivalHinH
humanHsuperoxideHdismutaseHYUrelatedHamyotrophicHlateralHsclerosisVHBrainTH2011THY[]THaXbUYc 11.2 57

156
TheHuseHofHsubcutaneousHglycopyrrolateHinHtheHmanagementHofHsialorrhoeaHandHfacilitatingHtheHuseH
ofHnonUinvasiveHventilationHinHamyotrophicHlateralHsclerosisVHAmyotrophiccLateralcSclerosiscandcOtherc
MotorcNeuroncDisordersTH2011THYZTH]b]Ua

9
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155 pysregulationHofHastrocyteUmotoneuronHcrossUtalkHinHmutantHsuperoxideHdismutaseHYUrelatedH
amyotrophicHlateralHsclerosisVHBrainTH2011THY[]THZbZcU]Y 11.2 127

154 xaparoscopicHinsertionHofHaHdiaphragmaticHpacingHsystemHinHpatientsHwithHnonUspinalHinjuryUrelatedH
neurologicalHrespiratoryHfailurefHtheHfirstHreportedHUwHcasesVHAnaesthesiaTH2010THbaTHYYZUYY[ 6.6 1

153 –opulationHvariationHinHoxidativeHstressHandHastrocyteHpzmHdamageHinHrelationHtoHmlzheimerUtypeH
pathologyHinHtheHageingHbrainVHNeuropathologycandcAppliedcNeurobiologyTH2010TH[bTHZaU]X 5.2 71

152 oommonHvariantsHatHcpZYHareHassociatedHwithHfrontotemporalHlobarHdegenerationHwithHTp–U][H
inclusionsVHNaturecGeneticsTH2010TH]ZTHZ[]Ue 36.3 361

151 SystemicHdeliveryHofHscmmVeHexpressingHSyzHprolongsHsurvivalHinHaHmodelHofHspinalHmuscularH
atrophyVHSciencecTranslationalcMedicineTH2010THZTH[ara]Z 17.5 210

150 –TqzHdepletionHrescuesHaxonalHgrowthHdefectHandHimprovesHsurvivalHinHSyzUdeficientHmotorH
neuronsVHHumancMolecularcGeneticsTH2010THYeTH[YaeUbd 5.6 97

149 yotorHneuroneHdiseasefHaHpracticalHupdateHonHdiagnosisHandHmanagementVHClinicalcMedicineTH2010TH
YXTHZaZUd 1.9 39

148 zovelHrUSWTxSHmutationsHandHpathologyHinHfamilialHandHsporadicHamyotrophicHlateralHsclerosisVH
ArchivescofcNeurologyTH2010THbcTH]aaUbY 99

147
ValidationHofHtheHhistoricalHadulthoodHphysicalHactivityHquestionnaireHPtm–m QHagainstHobjectiveH
measurementsHofHphysicalHactivityVHInternationalcJournalcofcBehavioralcNutritioncandcPhysicalcActivityTH
2010THcTHa]

8.4 16

146 mlterationsHofHtheHbloodUbrainHbarrierHinHcerebralHwhiteHmatterHlesionsHinHtheHageingHbrainVH
NeurosciencecLettersTH2010TH]dbTHZ]bUaY 3.3 59

145 mstrocyteHphenotypeHinHrelationHtoHmlzheimerUtypeHpathologyHinHtheHageingHbrainVHNeurobiologycofc
AgingTH2010TH[YTHacdUeX 5.6 243

144
qvaluationHofHtwoHdifferentHmethodsHforHperUoralHgastrostomyHtubeHplacementHinHpatientsHwithH
motorHneuronHdiseaseHPyzpQfH–usHversusH–qsHproceduresVHAmyotrophiccLateralcSclerosiscandcOtherc
MotorcNeuroncDisordersTH2010THYYTHa[YUb

13

143 –atternHofHspreadHandHprognosisHinHlowerHlimbUonsetHmxSVHAmyotrophiccLateralcSclerosiscandcOtherc
MotorcNeuroncDisordersTH2010THYYTH[beUc[ 47

142 nroadHclinicalHphenotypesHassociatedHwithHTmβUpzmHbindingHproteinHPTmβpn–QHmutationsHinH
amyotrophicHlateralHsclerosisVHNeurogeneticsTH2010THYYTHZYcUZa 3 68

141 ohromosomeHepZYHinHsporadicHamyotrophicHlateralHsclerosisHinHtheHUwHandHsevenHotherHcountriesfHaH
genomeUwideHassociationHstudyVHLancetcNeurologyocTheTH2010THeTHedbUe] 24.1 171

140
pownregulationHofHgenesHwithHaHfunctionHinHaxonHoutgrowthHandHsynapseHformationHinHmotorH
neuronesHofHtheHVqsrdeltaWdeltaHmouseHmodelHofHamyotrophicHlateralHsclerosisVHBMCcGenomicsTH
2010THYYTHZX[

4.5 32

139 ’xidativeHstressHinHmxSfHkeyHroleHinHmotorHneuronHinjuryHandHtherapeuticHtargetVHFreecRadicalcBiologyc
andcMedicineTH2010TH]dTHbZeU]Y 7.8 415

138 yutationsHinHoty–ZnHinHlowerHmotorHneuronHpredominantHamyotrophicHlateralHsclerosisHPmxSQVHPLoSc
ONETH2010THaTHeedcZ 3.7 170
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137 yicroarrayHβzmHexpressionHanalysisHofHcerebralHwhiteHmatterHlesionsHrevealsHchangesHinHmultipleH
functionalHpathwaysVHStrokeTH2009TH]XTH[beUca 6.7 59

136
yetaUanalysisHofHvascularHendothelialHgrowthHfactorHvariationsHinHamyotrophicHlateralHsclerosisfH
increasedHsusceptibilityHinHmaleHcarriersHofHtheHUZacdmmHgenotypeVHJournalcofcMedicalcGeneticsTH2009TH
]bTHd]XUb

5.8 63

135 mnHinHvitroHscreeningHcascadeHtoHidentifyHneuroprotectiveHantioxidantsHinHmxSVHFreecRadicalcBiologyc
andcMedicineTH2009TH]bTHYYZcU[d 7.8 70

134 mstrocyteHfunctionHandHroleHinHmotorHneuronHdiseasefHaHfutureHtherapeuticHtargetkVHGliaTH2009THacTHYZaYUb]9 124

133 zewHpedigreesHandHnovelHmutationHexpandHtheHphenotypeHofHβqq–YUassociatedHhereditaryHspasticH
paraplegiaHPtS–QVHNeurogeneticsTH2009THYXTHYXaUYX 3 36

132 TranscriptionalHresponseHofHtheHneuromuscularHsystemHtoHexerciseHtrainingHandHpotentialH
implicationsHforHmxSVHJournalcofcNeurochemistryTH2009THYXeTHYcY]UZ] 6 30

131 pirectHevidenceHforHaxonalHtransportHdefectsHinHaHnovelHmouseHmodelHofHmutantHspastinUinducedH
hereditaryHspasticHparaplegiaHPtS–QHandHhumanHtS–HpatientsVHJournalcofcNeurochemistryTH2009THYYXTH[]U]]6 104

130 –opulationHvariationHinHglialHfibrillaryHacidicHproteinHlevelsHinHbrainHageingfHrelationshipHtoH
mlzheimerUtypeHpathologyHandHdementiaVHDementiacandcGeriatriccCognitivecDisordersTH2009THZcTH]baUc[ 2.6 41

129 –hysicalHactivityHasHanHexogenousHriskHfactorHinHmotorHneuronHdiseaseHPyzpQfHaHreviewHofHtheH
evidenceVHAmyotrophiccLateralcSclerosiscandcOthercMotorcNeuroncDisordersTH2009THYXTHYeYUZX] 60

128 yutantHS’pYHse[mHmicrogliaHhaveHanHinflammatoryHphenotypeHandHelevatedHproductionHofHyo–UYVH
NeuroReportTH2009THZXTHY]aXUa 1.7 29

127 olinicalHaspectsHofHmotorHneuroneHdiseaseVHMedicineTH2008TH[bTHb]XUb]a 0.6 1

126 piagnosisHandHmanagementHofHmotorHneuroneHdiseaseVHBMJocTheTH2008TH[[bTHbadUbZ 5.9 134

125 ThalamicHneuronalHdysfunctionHandHchronicHsensorimotorHdistalHsymmetricalHpolyneuropathyHinH
patientsHwithHtypeHYHdiabetesHmellitusVHDiabetologiaTH2008THaYTHZXddUeZ 10.3 61

124 ThyroidHpiseaseHandHtheHzervousHSystemH2008TH[acU[dY 3

123 ohapterH]HyolecularHmechanismsHofHmotorHneuronHdegenerationHinHamyotrophicHlateralHsclerosisVH
HandbookcofcClinicalcNeurologycscEditedcBycPcJcVinkencandcGcWcBruynTH2007THdZTHacUdc 3

122 –athologicalHTp–U][HdistinguishesHsporadicHamyotrophicHlateralHsclerosisHfromHamyotrophicHlateralH
sclerosisHwithHS’pYHmutationsVHAnnalscofcNeurologyTH2007THbYTH]ZcU[] 9.4 698

121 xinkageHtoHaHknownHgeneHbutHnoHmutationHidentifiedfHcomprehensiveHreanalysisHofHS–s]HtS–H
pedigreesHrevealsHlargeHdeletionsHasHtheHsoleHcauseVHHumancMutationTH2007THZdTHc[eU]X 4.7 9

120 ScreeningHofHtheHtranscriptionalHregulatoryHregionsHofHvascularHendothelialHgrowthHfactorHreceptorHZH
PVqsrβZQHinHamyotrophicHlateralHsclerosisVHBMCcMedicalcGeneticsTH2007THdTHZ[ 2.1 13
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119 mdaptationHtoHcultureHofHhumanHembryonicHstemHcellsHandHoncogenesisHinHvivoVHNaturec
BiotechnologyTH2007THZaTHZXcUYa 44.5 520

118 WhiteHmatterHlesionsHinHanHunselectedHcohortHofHtheHelderlyfHastrocyticTHmicroglialHandH
oligodendrocyteHprecursorHcellHresponsesVHNeuropathologycandcAppliedcNeurobiologyTH2007TH[[TH]YXUe 5.2 129

117 VascularHendothelialHgrowthHfactorHcounteractsHtheHlossHofHphosphoUmktHprecedingHmotorHneuroneH
degenerationHinHamyotrophicHlateralHsclerosisVHNeuropathologycandcAppliedcNeurobiologyTH2007TH[[TH]eeUaXe5.2 49

116 qmbryonicHstemHcellsHandHprospectsHforHtheirHuseHinHregenerativeHmedicineHapproachesHtoHmotorH
neuroneHdiseaseVHNeuropathologycandcAppliedcNeurobiologyTH2007TH[[TH]daUed 5.2 18

115 yicroglialHactivationHinHwhiteHmatterHlesionsHandHnonlesionalHwhiteHmatterHofHageingHbrainsVH
NeuropathologycandcAppliedcNeurobiologyTH2007TH[[THbcXUd[ 5.2 88

114 unvestigationHofHtheHmitochondrialHgenomeHinHpatientsHwithHatypicalHmotorHneuronHdiseaseVHJournalc
ofcNeurologyTH2007THZa]TH]dZUc 5.5

113 yitochondrialHpzmHhaplogroupsHandHamyotrophicHlateralHsclerosisVHNeurogeneticsTH2007THdTHbaUc 3 12

112 xargeUscaleHpathwaysUbasedHassociationHstudyHinHamyotrophicHlateralHsclerosisVHBrainTH2007THY[XTHZZeZU[XY11.2 29

111 seneHexpressionHassaysVHAdvancescincClinicalcChemistryTH2007TH]]THZ]cUeZ 5.8 30

110 yicroarrayHanalysisHofHtheHcellularHpathwaysHinvolvedHinHtheHadaptationHtoHandHprogressionHofHmotorH
neuronHinjuryHinHtheHS’pYHse[mHmouseHmodelHofHfamilialHmxSVHJournalcofcNeuroscienceTH2007THZcTHeZXYUYe6.6 160

109 ramilialHamyotrophicHlateralHsclerosisUlinkedHS’pYHmutantsHperturbHfastHaxonalHtransportHtoHreduceH
axonalHmitochondriaHcontentVHHumancMolecularcGeneticsTH2007THYbTHZcZXUZcZd 5.6 312

108 ohapterHYcHtereditaryHspasticHparaparesisVHHandbookcofcClinicalcNeurologycscEditedcBycPcJcVinkencandc
GcWcBruynTH2007THdZTH[ZcUaZ 3 3

107 qffectsHofHnonUinvasiveHventilationHonHsurvivalHandHqualityHofHlifeHinHpatientsHwithHamyotrophicH
lateralHsclerosisfHaHrandomisedHcontrolledHtrialVHLancetcNeurologyocTheTH2006THaTHY]XUc 24.1 704

106 zonUinvasiveHventilationHinHamyotrophicHlateralHsclerosisHâ��Hmuthorsâ��HreplyVHLancetcNeurologyocTheTH
2006THaTHZeZUZe[ 24.1 1

105 yotorHneuronHdiseaseHinHaHpatientHwithHaHmitochondrialHtβzmuleHmutationVHAnnalscofcNeurologyTH
2006THaeTHacXU] 9.4 50

104 WhiteHmatterHlesionsHinHanHunselectedHcohortHofHtheHelderlyfHmolecularHpathologyHsuggestsHoriginH
fromHchronicHhypoperfusionHinjuryVHStrokeTH2006TH[cTHY[eYUd 6.7 416

103 umpairmentHofHmitochondrialHantiUoxidantHdefenceHinHS’pYUrelatedHmotorHneuronHinjuryHandH
ameliorationHbyHebselenVHBrainTH2006THYZeTHYbe[UcXe 11.2 55

102 qarlyHinvolvementHofHtheHspinalHcordHinHdiabeticHperipheralHneuropathyVHDiabetescCareTH2006THZeTHZbb]Ue 14.6 108
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101 TheHmicrotubuleUseveringHproteinHSpastinHisHessentialHforHaxonHoutgrowthHinHtheHzebrafishHembryoVH
HumancMolecularcGeneticsTH2006THYaTHZcb[UcY 5.6 110

100 ’xidativeHstressHinHmxSfHaHmechanismHofHneurodegenerationHandHaHtherapeuticHtargetVHBiochimicacEtc
BiophysicacActacpcMolecularcBasiscofcDiseaseTH2006THYcbZTHYXaYUbc 6.9 305

99 qxpressionHofHvascularHendothelialHgrowthHfactorHandHitsHreceptorsHinHtheHcentralHnervousHsystemHinH
amyotrophicHlateralHsclerosisVHJournalcofcNeuropathologycandcExperimentalcNeurologyTH2006THbaTHZbU[b 3.1 75

98 yutantHS’pYHaltersHtheHmotorHneuronalHtranscriptomefHimplicationsHforHfamilialHmxSVHBrainTH2005TH
YZdTHYbdbUcXb 11.2 148

97 petectionHofHmutationsHinHwholeHgenomeUamplifiedHpzmHfromHlaserUmicrodissectedHneuronsVH
JournalcofcNeurosciencecMethodsTH2005THY]cTHbaUc 3 8

96
oharacterizationHofHtheHcaspaseHcascadeHinHaHcellHcultureHmodelHofHS’pYUrelatedHfamilialH
amyotrophicHlateralHsclerosisfHexpressionTHactivationHandHtherapeuticHeffectsHofHinhibitionVH
NeuropathologycandcAppliedcNeurobiologyTH2005TH[YTH]bcUda

5.2 28

95 mpoptosisHinHamyotrophicHlateralHsclerosisUUwhatHisHtheHevidencekVHLancetcNeurologyocTheTH2005TH]THaXXUe 24.1 66

94 yicrogliaHasHpotentialHcontributorsHtoHmotorHneuronHinjuryHinHamyotrophicHlateralHsclerosisVHGliaTH
2005THaYTHZ]YUa[ 9 169

93 –roductionHofHmonocyteHchemoattractantHproteinUYHinHamyotrophicHlateralHsclerosisVHMusclecandc
NerveTH2005TH[ZTHa]YU] 3.4 88

92 ScreeningHofHtheHregulatoryHandHcodingHregionsHofHvascularHendothelialHgrowthHfactorHinH
amyotrophicHlateralHsclerosisVHNeurogeneticsTH2005THbTHYXYU] 3 13

91 ourrentHandHpotentialHtherapeuticsHinHmotorHneuronHdiseasesH2005THccZUce[

90
mmyotrophicHlateralHsclerosisfHaHconsensusHviewpointHonHdesigningHandHimplementingHaHclinicalHtrialVH
AmyotrophiccLateralcSclerosiscandcOthercMotorcNeuroncDisorders:cOfficialcPublicationcofcthecWorldc
FederationcofcNeurologyocResearchcGroupconcMotorcNeuroncDiseasesTH2004THaTHd]Ued

44

89 VascularHendothelialHgrowthHfactorHandHtheHnervousHsystemVHNeuropathologycandcAppliedc
NeurobiologyTH2004TH[XTH]ZcU]b 5.2 86

88 slialHproliferationHandHmetabotropicHglutamateHreceptorHexpressionHinHamyotrophicHlateralH
sclerosisVHJournalcofcNeuropathologycandcExperimentalcNeurologyTH2004THb[THd[YU]X 3.1 53

87 pifferentialHexpressionHofHmsluβaHinHhumanHlumbosacralHmotoneuronsVHNeuroReportTH2004THYaTHZcYU[ 1.7 13

86
zoHassociationHwithHcommonHoaucasianHgenotypesHinHexonsHdTHY[HandHY]HofHtheHhumanHcytoplasmicH
dyneinHheavyHchainHgeneHPpzotoYQHandHfamilialHmotorHneuronHdisordersVHAmyotrophiccLateralc
SclerosiscandcOthercMotorcNeuroncDisorders:cOfficialcPublicationcofcthecWorldcFederationcofc
NeurologyocResearchcGroupconcMotorcNeuroncDiseasesTH2003TH]THYaXUc

22

85
mnalysisHofHtheHcytosolicHproteomeHinHaHcellHcultureHmodelHofHfamilialHamyotrophicHlateralHsclerosisH
revealsHalterationsHtoHtheHproteasomeTHantioxidantHdefensesTHandHnitricHoxideHsyntheticHpathwaysVH
JournalcofcBiologicalcChemistryTH2003THZcdTHb[cYUd[

5.4 85

84 TheHcellularHandHmolecularHpathologyHofHtheHmotorHsystemHinHhereditaryHspasticHparaparesisHdueHtoH
mutationHofHtheHspastinHgeneVHJournalcofcNeuropathologycandcExperimentalcNeurologyTH2003THbZTHYYbbUcc 3.1 77
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83 ohapterHYYHyitochondrialHpysfunctionHinHmmyotrophicHxateralHSclerosisVHBluecBookscofcPracticalc
NeurologyTH2003THZdTHZdaU[Y[ 1

82 ohapterHYdHtereditaryHSpasticH–araparesisVHBluecBookscofcPracticalcNeurologyTH2003THZdTH][aU]bZ

81 ohapterHeHoellularHniologicalHqffectsHofHoopperWZincHSuperoxideHpismutaseHyutationsVHBluecBooksc
ofcPracticalcNeurologyTH2003THZ[cUZac

80 tereditaryHspasticHparaparesisfHdisruptedHintracellularHtransportHassociatedHwithHspastinHmutationVH
AnnalscofcNeurologyTH2003THa]THc]dUae 9.4 98

79 –roteinHaggregationHinHmotorHneuroneHdisordersVHNeuropathologycandcAppliedcNeurobiologyTH2003TH
ZeTHaZeU]a 5.2 112

78 SelectiveHlossHofHneurofilamentHexpressionHinHouWZnHsuperoxideHdismutaseHPS’pYQHlinkedH
amyotrophicHlateralHsclerosisVHJournalcofcNeurochemistryTH2002THdZTHYYYdUZd 6 60

77 UpdateHonHtheHglutamatergicHneurotransmitterHsystemHandHtheHroleHofHexcitotoxicityHinHamyotrophicH
lateralHsclerosisVHMusclecandcNerveTH2002THZbTH][dUad 3.4 246

76
ouWZnHsuperoxideHdismutaseHPS’pYQHmutationsHassociatedHwithHfamilialHamyotrophicHlateralH
sclerosisHPmxSQHaffectHcellularHfreeHradicalHreleaseHinHtheHpresenceHofHoxidativeHstressVHAmyotrophicc
LateralcSclerosiscandcOthercMotorcNeuroncDisorders:cOfficialcPublicationcofcthecWorldcFederationcofc
NeurologyocResearchcGroupconcMotorcNeuroncDiseasesTH2002TH[THcaUda

43

75 pifferentialHgeneHexpressionHinHaHcellHcultureHmodelHofHS’pYUrelatedHfamilialHmotorHneuroneH
diseaseVHHumancMolecularcGeneticsTH2002THYYTHZXbYUca 5.6 27

74 yotorHneuronHdiseaseH2002THYdb[UYdce

73 ouZnUsuperoxideHdismutaseHinHpeXmHheterozygotesHfromHrecessiveHandHdominantHmxSHpedigreesVH
NeurobiologycofcDiseaseTH2002THYXTH[ZcU[[ 7.5 17

72 yitochondrialHdysfunctionHinHaHcellHcultureHmodelHofHfamilialHamyotrophicHlateralHsclerosisVHBrainTH
2002THYZaTHYaZZU[[ 11.2 205

71 yitochondrialHinvolvementHinHamyotrophicHlateralHsclerosisVHNeurochemistrycInternationalTH2002TH]XTHa][UaY4.4 159

70
TheHexpressionHofHtheHglutamateHreUuptakeHtransporterHexcitatoryHaminoHacidHtransporterHYHPqmmTYQH
inHtheHnormalHhumanHozSHandHinHmotorHneuroneHdiseasefHanHimmunohistochemicalHstudyVH
NeuroscienceTH2002THYXeTHZcU]]

3.9 32

69 mpoptosisHinHamyotrophicHlateralHsclerosisfHaHreviewHofHtheHevidenceVHNeuropathologycandcAppliedc
NeurobiologyTH2001THZcTHZacUc] 5.2 118

68 SuperoxideUinducedHnitricHoxideHreleaseHfromHculturedHglialHcellsVHBraincResearchTH2001THeYYTHZX[UYX 3.7 31

67 oulturedHglialHcellsHareHresistantHtoHtheHeffectsHofHmotorHneuroneHdiseaseUassociatedHS’pYH
mutationsVHNeurosciencecLettersTH2001TH[XZTHY]bUaX 3.3 7

66 slutamineHsynthetaseHactivityHandHexpressionHareHnotHaffectedHbyHtheHdevelopmentHofHmotorH
neuronopathyHinHtheHse[mHS’pUYWmxSHmouseVHMolecularcBraincResearchTH2001THe]THY[YUb 11
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65 pevelopmentHandHcharacterisationHofHaHglutamateUsensitiveHmotorHneuroneHcellHlineVHJournalcofc
NeurochemistryTH2000THc]THYdeaUeXZ 6 92

64 ScreeningHofHm–HendonucleaseHasHaHcandidateHgeneHforHamyotrophicHlateralHsclerosisHPmxSQVH
NeuroReportTH2000THYYTHYbeaUc 1.7 29

63
nrownUVialettoUVanHxaereHsyndromefHcaseHreportHandHliteratureHreviewVHAmyotrophiccLateralc
SclerosiscandcOthercMotorcNeuroncDisorders:cOfficialcPublicationcofcthecWorldcFederationcofc
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