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316 –itochondrialHdysfunctionHasHaHcauseHofHopticHneuropathiesVHProgressbinbRetinalbandbEyebResearchTH
2004THabTHdbUgh 20.5 577

315 sisturbedHmitochondrialHdynamicsHandHneurodegenerativeHdisordersVHNaturebReviewsbNeurologyTH
2015THYYTHYYUac 15 425

314 αβpYHmutationsHinduceHmitochondrialHs´pHinstabilityHandHopticHatrophyHOplusOHphenotypesVHBrainTH
2008THYbYTHbbgUdY 11.2 394

313
TheHmolecularHdissectionHofHmts´pHhaplogroupHwHconfirmsHthatHtheHurancoUrantabrianHglacialH
refugeHwasHaHmajorHsourceHforHtheHturopeanHgeneHpoolVHAmericanbJournalbofbHumanbGeneticsTH2004TH
fdTHhYXUg

11 364

312 –ultiUsystemHneurologicalHdiseaseHisHcommonHinHpatientsHwithHαβpYHmutationsVHBrainTH2010THYbbTHffYUge 11.2 314

311
waplotypeHandHphylogeneticHanalysesHsuggestHthatHoneHturopeanUspecificHmts´pHbackgroundHplaysH
aHroleHinHtheHexpressionHofH’eberHhereditaryHopticHneuropathyHbyHincreasingHtheHpenetranceHofHtheH
primaryHmutationsHYYffgHandHYccgcVHAmericanbJournalbofbHumanbGeneticsTH1997THeXTHYYXfUaY

11 313

310 rlinicalHexpressionHofH’eberHhereditaryHopticHneuropathyHisHaffectedHbyHtheHmitochondrialH
s´pUhaplogroupHbackgroundVHAmericanbJournalbofbHumanbGeneticsTH2007THgYTHaagUbb 11 280

309 βroteolyticHcleavageHofHαpaYHstimulatesHmitochondrialHinnerHmembraneHfusionHandHcouplesHfusionH
toHoxidativeHphosphorylationVHCellbMetabolismTH2014THYhTHebXUcY 24.6 257

308 αβpYHmutationsHassociatedHwithHdominantHopticHatrophyHimpairHoxidativeHphosphorylationHandH
mitochondrialHfusionVHBrainTH2008THYbYTHbdaUef 11.2 256

307 TheHclinicalHmazeHofHmitochondrialHneurologyVHNaturebReviewsbNeurologyTH2013THhTHcahUcc 15 245

306 romplexHxHdeficiencyHprimesHqaxUdependentHneuronalHapoptosisHthroughHmitochondrialHoxidativeH
damageVHProceedingsbofbthebNationalbAcademybofbSciencesbofbthebUnitedbStatesbofbAmericaTH2005THYXaTHYhYaeUbY11.5 245

305
sisruptiveHmitochondrialHs´pHmutationsHinHcomplexHxHsubunitsHareHmarkersHofHoncocyticHphenotypeH
inHthyroidHtumorsVHProceedingsbofbthebNationalbAcademybofbSciencesbofbthebUnitedbStatesbofbAmericaTH
2007THYXcTHhXXYUe

11.5 217

304 –elanopsinHretinalHganglionHcellHlossHinHplzheimerHdiseaseVHAnnalsbofbNeurologyTH2016THfhTHhXUYXh 9.4 215

303 RescueHofHaHmitochondrialHdeficiencyHcausingH’eberHwereditaryHαpticH´europathyVHAnnalsbofb
NeurologyTH2002THdaTHdbcUca 9.4 215

302 αpticHnerveHdegenerationHandHmitochondrialHdysfunctioniHgeneticHandHacquiredHopticHneuropathiesVH
NeurochemistrybInternationalTH2002THcXTHdfbUgc 4.4 214

301 tfficientHmitochondrialHbiogenesisHdrivesHincompleteHpenetranceHinH’eberOsHhereditaryHopticH
neuropathyVHBrainTH2014THYbfTHbbdUdb 11.2 186

300 RetinalHnerveHfiberHlayerHevaluationHbyHopticalHcoherenceHtomographyHinH’eberOsHhereditaryHopticH
neuropathyVHOphthalmologyTH2005THYYaTHYaXUe 7.3 180
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299 sefectiveHoxidativeHphosphorylationHinHthyroidHoncocyticHcarcinomaHisHassociatedHwithHpathogenicH
mitochondrialHs´pHmutationsHaffectingHcomplexesHxHandHxxxVHCancerbResearchTH2006THeeTHeXgfUhe 10.1 178

298 –itochondrialHs´pHhaplogroupHzHisHassociatedHwithHaHlowerHriskHofHβarkinsonOsHdiseaseHinHxtaliansVH
EuropeanbJournalbofbHumanbGeneticsTH2005THYbTHfcgUda 5.3 169

297 αestrogensHameliorateHmitochondrialHdysfunctionHinH’eberOsHhereditaryHopticHneuropathyVHBrainTH
2011THYbcTHaaXUbc 11.2 166

296 RetinalHganglionHcellHneurodegenerationHinHmitochondrialHinheritedHdisordersVHBiochimicabEtb
BiophysicabActabpbBioenergeticsTH2009THYfgfTHdYgUag 4.6 163

295 αβpYHlinksHhumanHmitochondrialHgenomeHmaintenanceHtoHmts´pHreplicationHandHdistributionVH
GenomebResearchTH2011THaYTHYaUaX 9.7 162

294 waplogroupHeffectsHandHrecombinationHofHmitochondrialHs´piHnovelHcluesHfromHtheHanalysisHofH
’eberHhereditaryHopticHneuropathyHpedigreesVHAmericanbJournalbofbHumanbGeneticsTH2006THfgTHdecUfc 11 156

293 –ouseHmts´pHmutantHmodelHofH’eberHhereditaryHopticHneuropathyVHProceedingsbofbthebNationalb
AcademybofbSciencesbofbthebUnitedbStatesbofbAmericaTH2012THYXhTHaXXedUfX 11.5 149

292 xdebenoneHtreatmentHinH’eberOsHhereditaryHopticHneuropathyVHBrainTH2011THYbcTHeYgg 11.2 149

291 ´aturalHhistoryHofH’eberOsHhereditaryHopticHneuropathyiHlongitudinalHanalysisHofHtheHretinalHnerveH
fiberHlayerHbyHopticalHcoherenceHtomographyVHOphthalmologyTH2010THYYfTHeabUf 7.3 148

290 –elanopsinHretinalHganglionHcellsHareHresistantHtoHneurodegenerationHinHmitochondrialHopticH
neuropathiesVHBrainTH2010THYbbTHacaeUbg 11.2 140

289
’eberOsHhereditaryHopticHneuropathyHP’wα´QHpathogenicHmutationsHinduceH
mitochondrialUdependentHapoptoticHdeathHinHtransmitochondrialHcellsHincubatedHwithHgalactoseH
mediumVHJournalbofbBiologicalbChemistryTH2003THafgTHcYcdUdX

5.4 139

288 rorrelationHbetweenHretinalHnerveHfibreHlayerHthicknessHandHopticHnerveHheadHsizeiHanHopticalH
coherenceHtomographyHstudyVHBritishbJournalbofbOphthalmologyTH2005THghTHcghUha 5.5 137

287 βhenotypicHheterogeneityHofHtheHgbccpmvHmts´pHJ–tRRuJHmutationVHNeurologyTH2013THgXTHaXchUdc 6.5 135

286 tffectHofHtβxUfcbHonHtheHclinicalHcourseHofHtheHmitochondrialHdiseaseH’eberHhereditaryHopticH
neuropathyVHArchivesbofbNeurologyTH2012THehTHbbYUg 135

285 ´ewHtreatmentsHforHmitochondrialHdiseaseUnoHtimeHtoHdropHourHstandardsVHNaturebReviewsb
NeurologyTH2013THhTHcfcUgY 15 133

284 –utationsHinHS’radpceTHencodingHaHUvαYUlikeHproteinTHcauseHanHopticHatrophyHspectrumHdisorderVH
NaturebGeneticsTH2015THcfTHhaeUba 36.3 131

283 –itochondrialHs´pHbackgroundHmodulatesHtheHassemblyHkineticsHofHαXβwαSHcomplexesHinHaH
cellularHmodelHofHmitochondrialHdiseaseVHHumanbMolecularbGeneticsTH2008THYfTHcXXYUYY 5.6 129

282 SevereHimpairmentHofHcomplexHxUdrivenHadenosineHtriphosphateHsynthesisHinHleberHhereditaryHopticH
neuropathyHcybridsVHArchivesbofbNeurologyTH2005THeaTHfbXUe 129
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281 TheHglutamateWcystineHxrTHantiporterHantagonizesHglutamineHmetabolismHandHreducesHnutrientH
flexibilityVHNaturebCommunicationsTH2017THgTHYdXfc 17.4 126

280 qiochemicalHfeaturesHofHmts´pHYccgcHP´seWmecVQHpointHmutationHassociatedHwithH’eberOsH
hereditaryHopticHneuropathyVHAnnalsbofbNeurologyTH1999THcdTHbaXUbag 9.4 126

279 βathogenicHexpressionHofHhomoplasmicHmts´pHmutationsHneedsHaHcomplexHnuclearUmitochondrialH
interactionVHTrendsbinbGeneticsTH2003THYhTHadfUea 8.5 124

278 –itochondrialHs´pHsignalsHofHlateHglacialHrecolonizationHofHturopeHfromHnearHeasternHrefugiaVH
AmericanbJournalbofbHumanbGeneticsTH2012THhXTHhYdUac 11 123

277 seficitHofHinHvivoHmitochondrialHpTβHproductionHinHαβpYUrelatedHdominantHopticHatrophyVHAnnalsbofb
NeurologyTH2004THdeTHfYhUab 9.4 122

276 txtensiveHinvestigationHofHaHlargeHqrazilianHpedigreeHofHYYffgWhaplogroupHyH’eberHhereditaryHopticH
neuropathyVHAmericanbJournalbofbOphthalmologyTH2003THYbeTHabYUg 4.9 122

275 ’eberOsHhereditaryHopticHneuropathyHdifferentiallyHaffectsHsmallerHaxonsHinHtheHopticHnerveVH
TransactionsbofbthebAmericanbOphthalmologicalbSocietyTH2000THhgTHaabUbajHdiscussionHabaUd 122

274 SyndromicHparkinsonismHandHdementiaHassociatedHwithHαβpYHmissenseHmutationsVHAnnalsbofb
NeurologyTH2015THfgTHaYUbg 9.4 119

273 VisualHsystemHinvolvementHinHpatientsHwithHuriedreichOsHataxiaVHBrainTH2009THYbaTHYYeUab 11.2 117

272 setectionHandHquantificationHofHretinalHnerveHfiberHlayerHthicknessHinHopticHdiscHedemaHusingHstratusH
αrTVHJAMAbOphthalmologyTH2006THYacTHYYYYUf 113

271 RetinalHnerveHfiberHlayerHevaluationHbyHopticalHcoherenceHtomographyHinHunaffectedHcarriersHwithH
’eberOsHhereditaryHopticHneuropathyHmutationsVHOphthalmologyTH2005THYYaTHYafUbY 7.3 113

270 ’eberOsHhereditaryHopticHneuropathyiHbiochemicalHeffectHofHYYffgW´scHandHbceXW´sYHmutationsH
andHcorrelationHwithHtheHmitochondrialHgenotypeVHNeurologyTH1997THcgTHYeabUba 6.5 109

269 –ts´pHmutationsHassociatedHwithH’eberOsHhereditaryHopticHneuropathyiHstudiesHonHcytoplasmicH
hybridHPcybridQHcellsVHBiochemicalbandbBiophysicalbResearchbCommunicationsTH1995THaYXTHggXUg 3.4 108

268
raspaseUindependentHdeathHofH’eberOsHhereditaryHopticHneuropathyHcybridsHisHdrivenHbyHenergeticH
failureHandHmediatedHbyHpxuHandHtndonucleaseHvVHApoptosis:banbInternationalbJournalbonbProgrammedb
CellbDeathTH2005THYXTHhhfUYXXf

5.4 105

267 αβpYHxsoformsHinHtheHwierarchicalHαrganizationHofH–itochondrialHuunctionsVHCellbReportsTH2017THYhTHaddfUadfY10.6 103

266 uunctionalHalterationsHofHtheHmitochondriallyHencodedH´scHsubunitHassociatedHwithH’eberOsH
hereditaryHopticHneuropathyVHFEBSbLettersTH1994THbdaTHbfdUh 3.8 103

265 βharmacologicalHxnhibitionHofH´ecroptosisHβrotectsHfromHsopaminergicH´euronalHrellHseathHinH
βarkinsonOsHsiseaseH–odelsVHCellbReportsTH2018THaaTHaXeeUaXfh 10.6 101

264 –itochondrialHdisordersVHCurrentbOpinionbinbNeurologyTH2007THaXTHdecUfY 7.1 101
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263 TheHgeneticHandHmetabolicHsignatureHofHoncocyticHtransformationHimplicatesHwxuYalphaH
destabilizationVHHumanbMolecularbGeneticsTH2010THYhTHYXYhUba 5.6 100

262 rellsHbearingHmutationsHcausingH’eberOsHhereditaryHopticHneuropathyHareHsensitizedHtoHuasUxnducedH
apoptosisVHJournalbofbBiologicalbChemistryTH2002THaffTHdgYXUd 5.4 95

261 TheHinteractionHofHQHanalogsTHparticularlyHhydroxydecylHbenzoquinoneHPidebenoneQTHwithHtheH
respiratoryHcomplexesHofHheartHmitochondriaVHArchivesbofbBiochemistrybandbBiophysicsTH1996THbbXTHbhdUcXX4.1 94

260 –itochondrialHs´pHandHprimaryHmitochondrialHdysfunctionHinHβarkinsonOsHdiseaseVHMovementb
DisordersTH2017THbaTHbceUbeb 7 92

259 ’eberOsHwereditaryHαpticH´europathyVHCurrentbTreatmentbOptionsbinbNeurologyTH2011THYbTHYXhUYf 4.4 92

258 ’eberOsHhereditaryHopticHneuropathyHwithHchildhoodHonsetVHInvestigativebOphthalmologybandbVisualb
ScienceTH2006THcfTHdbXbUh 92

257 TheHmVbacbpmvHmitochondrialHs´pHmutationHandHrelatedHphenotypesVHpHmatterHofHgendernVHJournalb
ofbNeurologyTH2014THaeYTHdXcUYX 5.5 91

256 pHneurodegenerativeHperspectiveHonHmitochondrialHopticHneuropathiesVHActabNeuropathologicaTH
2016THYbaTHfghUgXe 14.3 90

255 tvidenceHforHaHnovelHxUlinkedHmodifierHlocusHforHleberHhereditaryHopticHneuropathyVHOphthalmicb
GeneticsTH2008THahTHYfUac 1.2 89

254 –athematicallyHmodelingHtheHinvolvementHofHaxonsHinH’eberOsHhereditaryHopticHneuropathyH2012TH
dbTHfeXgUYf 88

253 ’eberHhereditaryHopticHneuropathyHmts´pHmutationsHdisruptHglutamateHtransportHinHcybridHcellH
linesVHBrainTH2004THYafTHaYgbUha 11.2 88

252 TheH´sYHgeneHofHcomplexHxHisHaHmutationalHhotHspotHforH’eberOsHhereditaryHopticHneuropathyVHAnnalsb
ofbNeurologyTH2004THdeTHebYUcY 9.4 88

251 TheHeffectsHofHidebenoneHonHmitochondrialHbioenergeticsVHBiochimicabEtbBiophysicabActabpb
BioenergeticsTH2012THYgYfTHbebUh 4.6 87

250 vastrointestinalHdysmotilityHinHmitochondrialHneurogastrointestinalHencephalomyopathyHisHcausedH
byHmitochondrialHs´pHdepletionVHAmericanbJournalbofbPathologyTH2008THYfbTHYYaXUg 5.8 87

249
xnefficientHcouplingHbetweenHprotonHtransportHandHpTβHsynthesisHmayHbeHtheHpathogenicH
mechanismHforH´pRβHandH’eighHsyndromeHresultingHfromHtheHTghhbvHmutationHinHmts´pVH
BiochemicalbJournalTH2006THbhdTHchbUdXX

3.8 86

248
RespiratoryHcomplexHxHdysfunctionHdueHtoHmitochondrialHs´pHmutationsHshiftsHtheHvoltageH
thresholdHforHopeningHofHtheHpermeabilityHtransitionHporeHtowardHrestingHlevelsVHJournalbofb
BiologicalbChemistryTH2009THagcTHaXcdUda

5.4 85

247 xnfantHandHpdultHvutH–icrobiomeHandH–etabolomeHinHRuralHqassaHandHUrbanHSettlersHfromH´igeriaVH
CellbReportsTH2018THabTHbXdeUbXef 10.6 84

246 xnternationalHronsensusHStatementHonHtheHrlinicalHandHTherapeuticH–anagementHofH’eberH
wereditaryHαpticH´europathyVHJournalbofbNeuropOphthalmologyTH2017THbfTHbfYUbgY 2.6 84
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245 pntioxidantHdefencesHinHcybridsHharboringHmts´pHmutationsHassociatedHwithH’eberOsHhereditaryH
opticHneuropathyVHFEBSbJournalTH2005THafaTHYYacUbd 5.7 83

244 ratalyticHactivitiesHofHmitochondrialHpTβHsynthaseHinHpatientsHwithHmitochondrialHs´pHTghhbvH
mutationHinHtheHpTβaseHeHgeneHencodingHsubunitHaVHJournalbofbBiologicalbChemistryTH2000THafdTHcYffUga 5.4 83

243 qioenergeticsHofHmitochondrialHdiseasesHassociatedHwithHmts´pHmutationsVHBiochimicabEtb
BiophysicabActabpbBioenergeticsTH2004THYedgTHghUhc 4.6 82

242 qioenergeticsHshapesHcellularHdeathHpathwaysHinH’eberOsHhereditaryHopticHneuropathyiHaHmodelHofH
mitochondrialHneurodegenerationVHBiochimicabEtbBiophysicabActabpbBioenergeticsTH2004THYedgTHYfaUh 4.6 82

241 qiochemicalHphenotypesHassociatedHwithHtheHmitochondrialHpTβeHgeneHmutationsHatHntghhbVH
BiochimicabEtbBiophysicabActabpbBioenergeticsTH2007THYfefTHhYbUh 4.6 79

240 RewiringHofHvlutamineH–etabolismHxsHaHqioenergeticHpdaptationHofHwumanHrellsHwithH–itochondrialH
s´pH–utationsVHCellbMetabolismTH2018THafTHYXXfUYXadVed 24.6 78

239 –itochondrialHs´piHimpactingHcentralHandHperipheralHnervousHsystemsVHNeuronTH2014THgcTHYYaeUca 13.9 77

238 pHmutationHthresholdHdistinguishesHtheHantitumorigenicHeffectsHofHtheHmitochondrialHgeneH–T´sYTH
anHoncojanusHfunctionVHCancerbResearchTH2011THfYTHeaaXUh 10.1 77

237 ’ossHofHtemporalHretinalHnerveHfibersHinHβarkinsonHdiseaseiHaHmitochondrialHpatternnVHEuropeanb
JournalbofbNeurologyTH2013THaXTHYhgUaXY 6 76

236 rigaretteHtoxicityHtriggersH’eberOsHhereditaryHopticHneuropathyHbyHaffectingHmts´pHcopyHnumberTH
oxidativeHphosphorylationHandHRαSHdetoxificationHpathwaysVHCellbDeathbandbDiseaseTH2015THeTHeaXaY 9.8 73

235 sifferentHmts´pHmutationsHmodifyHtumorHprogressionHinHdependenceHofHtheHdegreeHofHrespiratoryH
complexHxHimpairmentVHHumanbMolecularbGeneticsTH2014THabTHYcdbUee 5.6 73

234 tightHhumanHαβpYHisoformsTHlongHandHshortiHWhatHareHtheyHfornVHBiochimicabEtbBiophysicabActabpb
BioenergeticsTH2018THYgdhTHaebUaeh 4.6 70

233 rlinicalHandHbrainHbioenergeticsHimprovementHwithHidebenoneHinHaHpatientHwithH’eberOsHhereditaryH
opticHneuropathyiHaHclinicalHandHbYβU–RSHstudyVHJournalbofbthebNeurologicalbSciencesTH1997THYcgTHadUbY 3.2 70

232
RetinalHnerveHfiberHlayerHthicknessHinHnonarteriticHanteriorHischemicHopticHneuropathyiHαrTH
characterizationHofHtheHacuteHandHresolvingHphasesVHGraefeisbArchivebforbClinicalbandbExperimentalb
OphthalmologyTH2008THaceTHecYUf

3.8 70

231 ´uclearHgenesHinHmitochondrialHdisordersVHCurrentbOpinionbinbGeneticsbandbDevelopmentTH2003THYbTHaeaUfX4.9 69

230 αphthalmologicHfindingsHinHaHlargeHpedigreeHofHYYffgWwaplogroupHyH’eberHhereditaryHopticH
neuropathyVHAmericanbJournalbofbOphthalmologyTH2004THYbfTHafYUf 4.9 69

229 ’iverHtransplantationHforHmitochondrialHneurogastrointestinalHencephalomyopathyVHAnnalsbofb
NeurologyTH2016THgXTHccgUdd 9.4 68

228 TheHopticHnerveiHaHJmitoUwindowJHonHmitochondrialHneurodegenerationVHMolecularbandbCellularb
NeurosciencesTH2013THddTHeaUfe 4.8 66
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227 –icrocysticHmacularHdegenerationHfromHopticHneuropathyiHnotHinflammatoryTHnotHtransUsynapticH
degenerationVHBrainTH2013THYbeTHeabh 11.2 65

226 TheHbackgroundHofHmitochondrialHs´pHhaplogroupHyHincreasesHtheHsensitivityHofH’eberOsHhereditaryH
opticHneuropathyHcellsHtoHaTdUhexanedioneHtoxicityVHPLoSbONETH2009THcTHefhaa 3.7 65

225 –elanopsinUexpressingHretinalHganglionHcellsiHimplicationsHforHhumanHdiseasesVHVisionbResearchTH
2011THdYTHaheUbXa 2.1 64

224 pssociationHofHopticHdiscHsizeHwithHdevelopmentHandHprognosisHofH’eberOsHhereditaryHopticH
neuropathyH2009THdXTHYeeeUfc 63

223 –itochondrialHopticHneuropathiesiHhowHtwoHgenomesHmayHkillHtheHsameHcellHtypenVHBioscienceb
ReportsTH2007THafTHYfbUgc 4.1 63

222 RetinalHvanglionHrellsHandHrircadianHRhythmsHinHplzheimerOsHsiseaseTHβarkinsonOsHsiseaseTHandH
qeyondVHFrontiersbinbNeurologyTH2017THgTHYea 4.1 62

221 qiochemicalUclinicalHcorrelationHinHpatientsHwithHdifferentHloadsHofHtheHmitochondrialHs´pHTghhbvH
mutationVHArchivesbofbNeurologyTH2002THdhTHaecUfX 62

220 TestingHmodelsHforHgeneticHdeterminationHinHmigraineVHCephalalgiaTH1993THYbTHbghUhc 6.1 62

219 RareHprimaryHmitochondrialHs´pHmutationsHandHprobableHsynergisticHvariantsHinH’eberOsHhereditaryH
opticHneuropathyVHPLoSbONETH2012THfTHecaaca 3.7 60

218 TheHpupilHlightHreflexHinH’eberOsHhereditaryHopticHneuropathyiHevidenceHforHpreservationHofH
melanopsinUexpressingHretinalHganglionHcellsH2013THdcTHccfYUf 60

217 RetinalHnerveHfiberHlayerHthicknessHinHdominantHopticHatrophyHmeasurementsHbyHopticalHcoherenceH
tomographyHandHcorrelationHwithHageVHOphthalmologyTH2011THYYgTHaXfeUgX 7.3 60

216 xnhibitionHofHmitochondrialHfunctionHinducesHanHintegratedHstressHresponseHinHoligodendrogliaVH
NeurobiologybofbDiseaseTH2009THbcTHbdfUed 7.5 59

215 αβpYUrelatedHauditoryHneuropathyiHsiteHofHlesionHandHoutcomeHofHcochlearHimplantationVHBrainTH
2015THYbgTHdebUfe 11.2 58

214 RespiratoryHcomplexHxHisHessentialHtoHinduceHaHWarburgHprofileHinHmitochondriaUdefectiveHtumorH
cellsVHCancerbhbMetabolismTH2013THYTHYY 5.4 58

213
βatternsHofHRetinalHvanglionHrellHsamageHinH´eurodegenerativeHsisordersiHβarvocellularHvsH
–agnocellularHsegenerationHinHαpticalHroherenceHTomographyHStudiesVHFrontiersbinbNeurologyTH
2017THgTHfYX

4.1 57

212 RareHmts´pHvariantsHinH’eberHhereditaryHopticHneuropathyHfamiliesHwithHrecurrenceHofHmyoclonusVH
NeurologyTH2008THfXTHfeaUfX 6.5 57

211 –itochondrialHneurogastrointestinalHencephalomyopathyiHevidenceHofHmitochondrialHs´pH
depletionHinHtheHsmallHintestineVHGastroenterologyTH2006THYbXTHghbUhXY 13.3 57

210 αpticHneuropathiesiHtheHtipHofHtheHneurodegenerationHicebergVHHumanbMolecularbGeneticsTH2017THaeTHRYbhURYdX5.6 55
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209 pHnovelHnullHhomozygousHmutationHconfirmsHrpr´pasaHasHaHgeneHmutatedHinHepilepticH
encephalopathyVHPLoSbONETH2013THgTHegaYdc 3.7 55

208 βureHandHsyndromicHopticHatrophyHexplainedHbyHdeepHintronicHαβpYHmutationsHandHanHintralocusH
modifierVHBrainTH2014THYbfTHaYecUff 11.2 54

207 ThymidineHandHdeoxyuridineHaccumulateHinHtissuesHofHpatientsHwithHmitochondrialH
neurogastrointestinalHencephalomyopathyHP–´vxtQVHFEBSbLettersTH2007THdgYTHbcYXUc 3.8 54

206 RedefiningHphenotypesHassociatedHwithHmitochondrialHs´pHsingleHdeletionVHJournalbofbNeurologyTH
2015THaeaTHYbXYUh 5.5 53

205 xdebenoneHtreatmentHinHpatientsHwithHαβpYUmutantHdominantHopticHatrophyVHBrainTH2013THYbeTHeabY 11.2 53

204 –aleHprevalenceHofHacquiredHcolorHvisionHdefectsHinHasymptomaticHcarriersHofH’eberOsHhereditaryH
opticHneuropathyVHInvestigativebOphthalmologybandbVisualbScienceTH2007THcgTHabeaUfX 53

203 –acularHnerveHfibreHandHganglionHcellHlayerHchangesHinHacuteH’eberOsHhereditaryHopticHneuropathyVH
BritishbJournalbofbOphthalmologyTH2016THYXXTHYabaUf 5.5 52

202 αβpYHmutationsHassociatedHwithHdominantHopticHatrophyHinfluenceHopticHnerveHheadHsizeVH
OphthalmologyTH2010THYYfTHYdcfUdb 7.3 51

201 qilateralHvisualHimprovementHwithHunilateralHgeneHtherapyHinjectionHforH’eberHhereditaryHopticH
neuropathyVHSciencebTranslationalbMedicineTH2020THYaTH 17.5 50

200 –itochondriaiHqiogenesisHandHmitophagyHbalanceHinHsegregationHandHclonalHexpansionHofH
mitochondrialHs´pHmutationsVHInternationalbJournalbofbBiochemistrybandbCellbBiologyTH2015THebTHaYUc 5.6 49

199 SSqβYHmutationsHcauseHmts´pHdepletionHunderlyingHaHcomplexHopticHatrophyHdisorderVHJournalbofb
ClinicalbInvestigationTH2020THYbXTHYXgUYad 15.9 49

198 s´pHmethyltransferaseHYHmutationsHandHmitochondrialHpathologyiHisHmts´pHmethylatednVHFrontiersb
inbGeneticsTH2015THeTHhX 4.5 48

197 pnHinheritedHmitochondrialHs´pHdisruptiveHmutationHshiftsHtoHhomoplasmyHinHoncocyticHtumorHcellsVH
HumanbMutationTH2009THbXTHbhYUe 4.7 48

196
RespiratoryHfunctionHinHcybridHcellHlinesHcarryingHturopeanHmts´pHhaplogroupsiHimplicationsHforH
’eberOsHhereditaryHopticHneuropathyVHBiochimicabEtbBiophysicabActabpbMolecularbBasisbofbDiseaseTH2002
THYdggTHfUYc

6.9 48

195 TargetingHestrogenHreceptorH˛†HasHpreventiveHtherapeuticHstrategyHforH’eberOsHhereditaryHopticH
neuropathyVHHumanbMolecularbGeneticsTH2015THacTHehaYUbY 5.6 47

194 –edicalHmanagementHofHhereditaryHopticHneuropathiesVHFrontiersbinbNeurologyTH2014THdTHYcY 4.1 46

193 –itochondrialHs´pHnucleotideHchangesHrYccgavHandHrYccgapHinHtheH´seHgeneHareHpathogenicHforH
’eberOsHhereditaryHopticHneuropathyVHAnnalsbofbNeurologyTH2002THdYTHffcUg 9.4 46

192 tarlyHmacularHretinalHganglionHcellHlossHinHdominantHopticHatrophyiHgenotypeUphenotypeHcorrelationVH
AmericanbJournalbofbOphthalmologyTH2014THYdgTHeagUbeVeb 4.9 45
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191 –itochondrialHs´pHsequenceHcharacteristicsHmodulateHtheHsizeHofHtheHgeneticHbottleneckVHHumanb
MolecularbGeneticsTH2016THadTHYXbYUcY 5.6 44

190 qrainHdiffusionUweightedHimagingHinHuriedreichOsHataxiaVHMovementbDisordersTH2011THaeTHfXdUYa 7 44

189
OSecondaryOHcaYeW´sYHandHYbfXgW´sdH’eberOsHhereditaryHopticHneuropathyHmitochondrialHs´pH
mutationsHdoHnotHfurtherHimpairHinHvivoHmitochondrialHoxidativeHmetabolismHwhenHassociatedHwithH
theHYYffgW´scHmitochondrialHs´pHmutationVHBrainTH2000THYabHPHβtHhQTHYgheUhXa

11.2 44

188 ´aturalHwistoryHofHronversionHofH’eberOsHwereditaryHαpticH´europathyiHpHβrospectiveHraseHSeriesVH
OphthalmologyTH2017THYacTHgcbUgdX 7.3 43

187 –itochondrialHdiseaseHactivatesHtranscriptsHofHtheHunfoldedHproteinHresponseHandHcellHcycleHandH
inhibitsHvesicularHsecretionHandHoligodendrocyteUspecificHtranscriptsVHMitochondrionTH2006THeTHYeYUfd 4.9 43

186 RecessiveH–utationsHinHRT´cxβYHrauseHxsolatedHandHSyndromicHαpticH´europathiesVHAmericanb
JournalbofbHumanbGeneticsTH2015THhfTHfdcUeX 11 42

185
xnternationalHWorkshopiiHαutcomeHmeasuresHandHclinicalHtrialHreadinessHinHprimaryHmitochondrialH
myopathiesHinHchildrenHandHadultsVHronsensusHrecommendationsVHYeUYgH´ovemberHaXYeTHRomeTH
xtalyVHNeuromuscularbDisordersTH2017THafTHYYaeUYYbf

2.9 42

184 xsolationHofHtranscriptomalHchangesHattributableHtoH’wα´HmutationsHandHtheHcybridizationHprocessVH
BrainTH2005THYagTHYXaeUbf 11.2 42

183 –itochondrialHdisordersVHCurrentbOpinionbinbNeurologyTH2003THYeTHdgdUdhc 7.1 42

182 ’eberOsHwereditaryHαpticH´europathyHP’wα´QHwithHYccgcW´seHmutationHinHaH´orthHpfricanHpatientVH
JournalbofbthebNeurologicalbSciencesTH1998THYeXTHYgbUg 3.2 41

181 OqehrHsyndromeOHwithHαβpYHcompoundHheterozygoteHmutationsVHBrainTH2015THYbgTHebaY 11.2 40

180 vrandHroundsiHcouldHoccupationalHexposureHtoHnUhexaneHandHotherHsolventsHprecipitateHvisualH
failureHinHleberHhereditaryHopticHneuropathynVHEnvironmentalbHealthbPerspectivesTH2007THYYdTHYYbUd 8.4 40

179 SubclinicalHcarriersHandHconversionsHinH’eberHhereditaryHopticHneuropathyiHaHprospectiveH
psychophysicalHstudyVHTransactionsbofbthebAmericanbOphthalmologicalbSocietyTH2006THYXcTHdYUeY 39

178 xncompleteHpenetranceHinHmitochondrialHopticHneuropathiesVHMitochondrionTH2017THbeTHYbXUYbf 4.9 38

177 ’owHbrainHintracellularHfreeHmagnesiumHinHmitochondrialHcytopathiesVHJournalbofbCerebralbBloodbFlowb
andbMetabolismTH1999THYhTHdagUba 7.3 38

176 ´arcolepsyHisHaHcommonHphenotypeHinHwSp´HxtHandHpsrpUs´VHBrainTH2014THYbfTHYecbUdd 11.2 36

175 βrotectionHagainstHoxidantUinducedHapoptosisHbyHexogenousHglutathioneHinH’eberHhereditaryHopticH
neuropathyHcybridsVHInvestigativebOphthalmologybandbVisualbScienceTH2008THchTHefYUe 36

174
βhosphorusH–RHspectroscopyHshowsHaHtissueHspecificHinHvivoHdistributionHofHbiochemicalHexpressionH
ofHtheHvbceXpHmutationHinH’eberOsHhereditaryHopticHneuropathyVHJournalbofbNeurologyobNeurosurgeryb
andbPsychiatryTH2002THfaTHgXdUf

5.5 36

(2002-2016)
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173 βarsingHtheHdifferencesHinHaffectedHwithH’wα´iHgeneticHversusHenvironmentalHtriggersHofHdiseaseH
conversionVHBrainTH2016THYbhTHeYf 11.2 35

172 ’iverHasHaHsourceHforHthymidineHphosphorylaseHreplacementHinHmitochondrialHneurogastrointestinalH
encephalomyopathyVHPLoSbONETH2014THhTHeheeha 3.7 35

171 pHclinicallyHcomplexHformHofHdominantHopticHatrophyHPαβpgQHmapsHonHchromosomeHYeVHHumanb
MolecularbGeneticsTH2011THaXTHYghbUhXd 5.6 35

170
rhromaticHandHluminanceHcontrastHsensitivitiesHinHasymptomaticHcarriersHfromHaHlargeHqrazilianH
pedigreeHofHYYffgH’eberHhereditaryHopticHneuropathyVHInvestigativebOphthalmologybandbVisualb
ScienceTH2005THceTHcgXhUYc

35

169 qiochemicalHfeaturesHofHmts´pHYccgcHP´seW–ecVQHpointHmutationHassociatedHwithH’eberOsH
hereditaryHopticHneuropathyVHAnnalsbofbNeurologyTH1999THcdTHbaXUg 9.4 34

168 womozygousH´αTrwbHnullHmutationHandHimpairedH´αTrwbHsignalingHinHrecessiveHearlyUonsetH
arteriopathyHandHcavitatingHleukoencephalopathyVHEMBObMolecularbMedicineTH2015THfTHgcgUdg 12 33

167 –itochondrialHdysfunctionHinHopticHneuropathiesiHanimalHmodelsHandHtherapeuticHoptionsVHCurrentb
OpinionbinbNeurologyTH2013THaeTHdaUg 7.1 33

166 pHveryHlargeHqrazilianHpedigreeHwithHYYffgH’eberOsHhereditaryHopticHneuropathyVHTransactionsbofbtheb
AmericanbOphthalmologicalbSocietyTH2002THYXXTHYehUfgjHdiscussionHYfgUh 33

165 βeripapillaryHvesselHdensityHchangesHinH’eberOsHhereditaryHopticHneuropathyiHaHnewHbiomarkerVH
ClinicalbandbExperimentalbOphthalmologyTH2018THceTHYXddUYXea 2.4 33

164 J–itochondrialHneuropathiesJiHpHsurveyHfromHtheHlargeHcohortHofHtheHxtalianH´etworkVH
NeuromuscularbDisordersTH2016THaeTHafaUe 2.9 32

163 sefectiveHmitochondrialHadenosineHtriphosphateHproductionHinHskeletalHmuscleHfromHpatientsHwithH
dominantHopticHatrophyHdueHtoHαβpYHmutationsVHArchivesbofbNeurologyTH2011THegTHefUfb 32

162 ppoptoticHcellHdeathHofHcybridHcellsHbearingH’eberOsHhereditaryHopticHneuropathyHmutationsHisH
caspaseHindependentVHAnnalsbofbthebNewbYorkbAcademybofbSciencesTH2003THYXYXTHaYbUf 6.5 32

161 XUinactivationHpatternsHinHfemaleH’eberOsHhereditaryHopticHneuropathyHpatientsHdoHnotHsupportHaH
strongHXUlinkedHdeterminantVHAmericanbJournalbofbMedicalbGeneticsbPartbATH1996THeYTHbdeUea 32

160 pHnovelHinUframeHYgUbpHmicrodeletionHinH–TUrYqHcausesHaHmultisystemHdisorderHwithHprominentH
exerciseHintoleranceVHHumanbMutationTH2014THbdTHhdcUg 4.7 31

159 RetinalHfunctionHandHneuralHconductionHalongHtheHvisualHpathwaysHinHaffectedHandHunaffectedH
carriersHwithH’eberOsHhereditaryHopticHneuropathyH2013THdcTHeghbUhXY 31

158 ’ackHofHassociationHbetweenHmitochondrialHtR´pP’euPUURQQHpointHmutationHandHclusterHheadacheVH
LancetobTheTH1995THbcdTHYYaXUY 40 31

157 αβpYiHwowHmuchHdoHweHknowHtoHapproachHtherapynVHPharmacologicalbResearchTH2018THYbYTHYhhUaYX 10.2 29

156 vammaHraysHinduceHaHpdbUindependentHmitochondrialHbiogenesisHthatHisHcounterUregulatedHbyH
wxuY˛–VHCellbDeathbandbDiseaseTH2013THcTHeeeb 9.8 29
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155
rolourHvisionHdefectsHinHasymptomaticHcarriersHofHtheH’eberOsHhereditaryHopticHneuropathyHP’wα´QH
mts´pHYYffgHmutationHfromHaHlargeHqrazilianH’wα´HpedigreeiHaHcaseUcontrolHstudyVHBritishbJournalb
ofbOphthalmologyTH2006THhXTHYdXUb

5.5 29

154 RetinalHnerveHfiberHlayerHthicknessHvariabilityHinH’eberHhereditaryHopticHneuropathyHcarriersVH
EuropeanbJournalbofbOphthalmologyTH2012THaaTHhgdUhY 1.9 28

153 xnhibitionHofHautophagyHcurtailsHvisualHlossHinHaHmodelHofHautosomalHdominantHopticHatrophyVHNatureb
CommunicationsTH2020THYYTHcXah 17.4 28

152 tfficacyHandHSafetyHofHxntravitrealHveneHTherapyHforH’eberHwereditaryHαpticH´europathyHTreatedH
withinHeH–onthsHofHsiseaseHαnsetVHOphthalmologyTH2021THYagTHechUeeX 7.3 28

151 –yoclonusHinHmitochondrialHdisordersVHMovementbDisordersTH2014THahTHfaaUg 7 27

150 xmpairedHcomplexHxHrepairHcausesHrecessiveH’eberOsHhereditaryHopticHneuropathyVHJournalbofbClinicalb
InvestigationTH2021THYbYTH 15.9 27

149 sifferentialHcerebroHspinalHfluidHproteomeHinvestigationHofH’eberHhereditaryHopticHneuropathyH
P’wα´QHandHmultipleHsclerosisVHJournalbofbNeuroimmunologyTH2008THYhbTHYdeUeX 3.5 25

148 ’eberHhereditaryHopticHneuropathyHpossiblyHtriggeredHbyHexposureHtoHtireHfireVHJournalbofb
NeuropOphthalmologyTH2006THaeTHaegUfa 2.6 25

147 SecondaryHpostUgeniculateHinvolvementHinH’eberOsHhereditaryHopticHneuropathyVHPLoSbONETH2012THfTHedXabX3.7 25

146 –elanopsinHRetinalHvanglionHrellsHandHβupiliHrlinicalHxmplicationsHforH´euroUαphthalmologyVH
FrontiersbinbNeurologyTH2018THhTHYXcf 4.1 25

145 βeculiarHcombinationsHofHindividuallyHnonUpathogenicHmissenseHmitochondrialHs´pHvariantsHcauseH
lowHpenetranceH’eberOsHhereditaryHopticHneuropathyVHPLoSbGeneticsTH2018THYcTHeYXXfaYX 6 24

144 αpticHnerveHhistopathologyHinHaHcaseHofHWolframHSyndromeiHaHmitochondrialHpatternHofHaxonalHlossVH
MitochondrionTH2013THYbTHgcYUd 4.9 24

143 SevereHr–THtypeHaHwithHfatalHencephalopathyHassociatedHwithHaHnovelH–u´aHsplicingHmutationVH
NeurologyTH2010THfcTHYhYhUaY 6.5 24

142 βhosphorylatedHneurofilamentHheavyHchainHisHaHmarkerHofHneurodegenerationHinH’eberHhereditaryH
opticHneuropathyHP’wα´QVHMolecularbVisionTH2008THYcTHaccbUdX 2.3 24

141 siffusionHTensorHxmagingH–appingHofHqrainHWhiteH–atterHβathologyHinH–itochondrialHαpticH
´europathiesVHAmericanbJournalbofbNeuroradiologyTH2015THbeTHYadhUed 4.4 23

140 secipheringHαβpYHmutationsHpathogenicityHbyHcombinedHanalysisHofHhumanTHmouseHandHyeastHcellH
modelsVHBiochimicabEtbBiophysicabActabpbMolecularbBasisbofbDiseaseTH2018THYgecTHbcheUbdYc 6.9 23

139 RevisitingHmitochondrialHocularHmyopathiesiHaHstudyHfromHtheHxtalianH´etworkVHJournalbofbNeurologyTH
2017THaecTHYfffUYfgc 5.5 23

138 uatigueHandHexerciseHintoleranceHinHmitochondrialHdiseasesVH’iteratureHrevisionHandHexperienceHofH
theHxtalianH´etworkHofHmitochondrialHdiseasesVHNeuromuscularbDisordersTH2012THaaHSupplHbTHSaaeUh 2.9 23

(2012-2006)
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137 –itochondrialHopticHneuropathiesiHourHtravelsHfromHbenchHtoHbedsideHandHbackHagainVHClinicalbandb
ExperimentalbOphthalmologyTH2013THcYTHfXaUYa 2.4 23

136 pntioxidantsHpartiallyHrestoreHglutamateHtransportHdefectHinHleberHhereditaryHopticHneuropathyH
cybridsVHJournalbofbNeurosciencebResearchTH2008THgeTHbbbYUf 4.4 23

135 uirstHapplicationHofHextremelyHhighUresolutionHmagneticHresonanceHimagingHtoHstudyHmicroscopicH
featuresHofHnormalHandH’wα´HhumanHopticHnerveVHOphthalmologyTH2002THYXhTHYXgdUhY 7.3 23

134 ’iverHtransplantHreversesHbiochemicalHimbalanceHinHmitochondrialHneurogastrointestinalH
encephalomyopathyVHMitochondrionTH2017THbcTHYXYUYXa 4.9 22

133 rhangesHinHrhoroidalHThicknessHfollowHtheHR´u’HrhangesHinH’eberOsHwereditaryHαpticH´europathyVH
ScientificbReportsTH2016THeTHbfbba 4.9 22

132 VisualHelectrophysiologicHfindingsHinHpatientsHfromHanHextensiveHqrazilianHfamilyHwithH’eberOsH
hereditaryHopticHneuropathyVHDocumentabOphthalmologicaTH2004THYXgTHYcfUdd 2.2 22

131 VisualHαutcomesHinH’eberHwereditaryHαpticH´europathyHβatientsHWithHtheHmVYYffgvmpHP–T´scQH
–itochondrialHs´pH–utationVHJournalbofbNeuropOphthalmologyTH2020THcXTHdcfUddf 2.6 21

130 ’eberOsHhereditaryHopticHneuropathyHP’wα´WYYffgQHwithHmyoclonusiHreportHofHtwoHcasesVHJournalbofb
NeurologyobNeurosurgerybandbPsychiatryTH2001THfYTHgYbUe 5.5 21

129 TheHβhotopicH´egativeHResponseiHpnHαbjectiveH–easureHofHRetinalHvanglionHrellHuunctionHinH
βatientsHWithH’eberOsHwereditaryHαpticH´europathyH2017THdgTHqxαbXXUqxαbXe 20

128 rhildhoodH’eberOsHhereditaryHopticHneuropathyHP´sYWbceXQHwithHvisualHrecoveryVHPediatricb
NeurologyTH1998THYhTHbXgUYa 2.9 20

127 αpticHneuropathyHinH’honHandH’eighHsyndromeVHOphthalmologyTH2001THYXgTHYYfaUb 7.3 20

126 pbnormalHlactateHafterHeffortHinHhealthyHcarriersHofH’eberOsHhereditaryHopticHneuropathyVHJournalbofb
NeurologyobNeurosurgerybandbPsychiatryTH1995THdgTHecXUY 5.5 20

125 TheHidebenoneHmetaboliteHQSYXHrestoresHelectronHtransferHinHcomplexHxHandHcoenzymeHQHdefectsVH
BiochimicabEtbBiophysicabActabpbBioenergeticsTH2018THYgdhTHhXYUhXg 4.6 19

124 rlinicalHandHmolecularHstudyHinHaHlongUsurvivingHpatientHwithH–’pSpHsyndromeHdueHtoHnovelHβUSYH
mutationsVHNeurogeneticsTH2016THYfTHedUfX 3 19

123 rlinicalHsyndromesHassociatedHwithHmts´pHmutationsiHwhereHweHstandHafterHbXHyearsVHEssaysbinb
BiochemistryTH2018THeaTHabdUadc 7.6 19

122 –acularH–icrocystsHinH–itochondrialHαpticH´europathiesiHβrevalenceHandHRetinalH’ayerHThicknessH
–easurementsVHPLoSbONETH2015THYXTHeXYafhXe 3.7 19

121 txpandingHandHvalidatingHtheHbiomarkersHforHmitochondrialHdiseasesVHJournalbofbMolecularbMedicineTH
2020THhgTHYcefUYcfg 5.5 19

120 XUxnactivationHpatternsHinHfemalesHharboringHmts´pHmutationsHthatHcauseH’eberHhereditaryHopticH
neuropathyVHMolecularbVisionTH2007THYbTHabbhUcb 2.3 19
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119 αpticalHcoherenceHtomographyHangiographyHofHtheHperipapillaryHretinaHandHopticHnerveHheadHinH
dominantHopticHatrophyVHMitochondrionTH2017THbeTHeXUed 4.9 18

118 pssociationHofHtheHmts´pHmVcYfYrmpW–TU´sYHmutationHwithHbothHopticHneuropathyHandHbilateralH
brainstemHlesionsVHBMCbNeurologyTH2014THYcTHYYe 3.1 18

117
wumanHextraocularHmusclesHinHmitochondrialHdiseasesiHcomparingHchronicHprogressiveHexternalH
ophthalmoplegiaHwithH’eberOsHhereditaryHopticHneuropathyVHBritishbJournalbofbOphthalmologyTH2005TH
ghTHgadUf

5.5 18

116 TheHYbXcavHUUmHpW´sdHmutationHinHmts´pHisHpathogenicHandHcanHbeHassociatedHalsoHwithHaH
prevalentHocularHphenotypeVHJournalbofbMedicalbGeneticsTH2006THcbTHebg 5.8 18

115 –utationsHinHtheHmUpppHproteasesHpuvb’aHandHSβvfHareHcausingHisolatedHdominantHopticHatrophyVH
Neurology:bGeneticsTH2020THeTHecag 3.8 18

114 pTβaseHsomainHpuvb’aH–utationsHplterHαβpYHβrocessingHandHrauseHαpticH´europathyVHAnnalsbofb
NeurologyTH2020THggTHYgUba 9.4 18

113 ´octurnalHmelatoninHregulationHinHpostUtraumaticHvegetativeHstateiHaHpossibleHroleHforHmelatoninH
supplementationnVHChronobiologybInternationalTH2014THbYTHfcYUd 3.6 17

112 VisualHevokedHpotentialsHfindingsHinHnonUaffectedHsubjectsHfromHaHlargeHqrazilianHpedigreeHofHYYffgH
’eberOsHhereditaryHopticHneuropathyVHDocumentabOphthalmologicaTH2010THYaYTHYcfUdc 2.2 17

111 zeepingHinHshapeHtheHdogmaHofHmitochondrialHs´pHmaternalHinheritanceVHPLoSbGeneticsTH2015THYYTHeYXXdYfh6 16

110 xdebenoneHincreasesHchanceHofHstabilizationWrecoveryHofHvisualHacuityHinHαβpYUdominantHopticH
atrophyVHAnnalsbofbClinicalbandbTranslationalbNeurologyTH2020THfTHdhXUdhc 5.3 16

109 –itochondrialHdiseasesHinHadultsVHJournalbofbInternalbMedicineTH2020THagfTHdhaUeXg 10.8 16

108 ralciumHmishandlingHinHabsenceHofHprimaryHmitochondrialHdysfunctionHdrivesHcellularHpathologyHinH
WolframHSyndromeVHScientificbReportsTH2020THYXTHcfgd 4.9 16

107 waplogroupHyHmitogenomesHareHtheHmostHsensitiveHtoHtheHpesticideHrotenoneiHRelevanceHforHhumanH
diseasesVHNeurobiologybofbDiseaseTH2018THYYcTHYahUYbh 7.5 16

106 rlonalHexpansionHofHmts´pHdeletionsiHdifferentHdiseaseHmodelsHassessedHbyHdigitalHdropletHβrRHinH
singleHmuscleHcellsVHScientificbReportsTH2018THgTHYYega 4.9 16

105 –yelinTHmitochondriaTHandHautoimmunityiHwhatOsHtheHconnectionnVHNeurologyTH2008THfXTHYXfdUe 6.5 16

104 RelativeHpostUmortemHsparingHofHafferentHpupilHfibersHinHaHpatientHwithHbceXH’eberOsHhereditaryH
opticHneuropathyVHGraefeisbArchivebforbClinicalbandbExperimentalbOphthalmologyTH2005THacbTHYYfdUh 3.8 16

103 setectionHofHtheHmts´pHYccgcHmutationHonHanHpfricanUspecificHhaplotypeiHimplicationsHaboutHitsH
roleHinHcausingH’eberHhereditaryHopticHneuropathyVHAmericanbJournalbofbHumanbGeneticsTH1996THdhTHacgUda11 16

102
rybridHstudiesHestablishHtheHcausalHlinkHbetweenHtheHmts´pHmVbghXvmpW–TU´sYHmutationHandH
opticHatrophyHwithHbilateralHbrainstemHlesionsVHBiochimicabEtbBiophysicabActabpbMolecularbBasisbofb
DiseaseTH2013THYgbaTHccdUda

6.9 15

(2013-2017)
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101
βsychophysicalHanalysisHofHcontrastHprocessingHsegregatedHintoHmagnocellularHandHparvocellularH
systemsHinHasymptomaticHcarriersHofHYYffgH’eberOsHhereditaryHopticHneuropathyVHVisualbNeuroscience
TH2008THadTHcehUfc

1.7 15

100
–itochondrialHneurogastrointestinalHencephalomyopathyHP–´vxtQiHβositionHpaperHonHdiagnosisTH
prognosisTHandHtreatmentHbyHtheH–´vxtHxnternationalH´etworkVHJournalbofbInheritedbMetabolicb
DiseaseTH2021THccTHbfeUbgf

5.4 15

99 –elanopsinUexpressingHretinalHganglionHcellsHareHresistantHtoHcellHinjuryTHbutHnotHalwaysVH
MitochondrionTH2017THbeTHffUgc 4.9 14

98 pxonalHdegenerationHinHperipheralHnervesHinHaHcaseHofH’eberHhereditaryHopticHneuropathyVHJournalbofb
NeuropOphthalmologyTH2011THbYTHeUYY 2.6 14

97 rhangesHinHmitochondrialHcomplexHxHactivityHandHcoenzymeHQHbindingHsiteHinH’eberOsHhereditaryHopticH
neuropathyHP’wα´QVHMolecularbAspectsbofbMedicineTH1997THYgHSupplTHSaebUf 16.7 14

96 XUinactivationHpatternHinHmultipleHtissuesHfromHtwoH’eberOsHhereditaryHopticHneuropathyHP’wα´QH
patientsVHAmericanbJournalbofbMedicalbGeneticsbPartbATH2003THYYhpTHbfUcX 14

95 veneticHqasisHofH–itochondrialHαpticH´europathiesVHCurrentbMolecularbMedicineTH2014THYcTHhgdUhha 2.5 14

94 rerebralH–itochondrialH–icroangiopathyH’eadsHtoH’eukoencephalopathyHinH–itochondrialH
´eurogastrointestinalHtncephalopathyVHAmericanbJournalbofbNeuroradiologyTH2018THbhTHcafUcbc 4.4 13

93 αncocyticHglioblastomaiHaHglioblastomaHshowingHoncocyticHchangesHandHincreasedHmitochondrialH
s´pHcopyHnumberVHHumanbPathologyTH2013THccTHYgefUfe 3.7 12

92 ´euronUspecificHenolaseHisHelevatedHinHasymptomaticHcarriersHofH’eberOsHhereditaryHopticH
neuropathyH2012THdbTHebghUha 12

91 RevisitingHtheHissueHofHmitochondrialHs´pHcontentHinHopticHmitochondriopathiesVHNeurologyTH2012TH
fhTHYdYfUh 6.5 12

90 uamilialHUnverrichtU’undborgHdiseaseiHaHclinicalTHneurophysiologicTHandHgeneticHstudyVHEpilepsiaTH
1997THbgTHebfUcY 6.4 12

89 rhapterHcH’eberOsHwereditaryHαpticH´europathyVHBluebBooksbofbPracticalbNeurologyTH2002THaeTHYYdUYca 12

88 –itochondrialHophthalmologyH2006THYXdUYca 12

87
–ultifocalHVtβHprovideHelectrophysiologicalHevidenceHofHpredominantHdysfunctionHofHtheHopticH
nerveHfibersHderivedHfromHtheHcentralHretinaHinH’eberOsHhereditaryHopticHneuropathyVHGraefeisbArchiveb
forbClinicalbandbExperimentalbOphthalmologyTH2015THadbTHYdhYUeXX

3.8 11

86 wighHfrequencyHofHmigraineUonlyHpatientsHnegativeHforHtheHbacbHpmvHtR´p’euHmts´pHmutationHinH
twoH–t’pSHfamiliesVHCephalalgiaTH2010THbXTHhYhUaf 6.1 11

85 pssessingHheteroplasmicHloadHinH’eberOsHhereditaryHopticHneuropathyHmutationHbceXvUmpW–TU´sYH
withHaHrealUtimeHβrRHquantitativeHapproachVHJournalbofbMolecularbDiagnosticsTH2007THhTHdbgUcd 5.1 11

84 rombinedHrerebellarHβrotonH–RHSpectroscopyHandHsWxHStudyHofHβatientsHwithHuriedreichOsHptaxiaVH
CerebellumTH2017THYeTHgaUgg 4.3 10
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83 uirstHmissenseHmutationHinHanHxtalianHprobandHwithHopticHatrophyHandHdeafnessVHNeurology:bGeneticsTH
2019THdTHebah 3.8 10

82 s´–TYHmutationsHleadingHtoHneurodegenerationHparadoxicallyHreflectHonHmitochondrialH
metabolismVHHumanbMolecularbGeneticsTH2020THahTHYgecUYggY 5.6 10

81 RetinalHdysfunctionHcharacterizesHsubtypesHofHdominantHopticHatrophyVHActabOphthalmologicaTH2018TH
heTHeYdeUeYeb 3.7 10

80 uineUtuningHofHtheHrespiratoryHcomplexesHstabilityHandHsupercomplexesHassemblyHinHcellsHdefectiveH
ofHcomplexHxxxVHBiochimicabEtbBiophysicabActabpbBioenergeticsTH2020THYgeYTHYcgYbb 4.6 10

79 uunctionalHrhangesHofHRetinalHvanglionHrellsHandHVisualHβathwaysHinHβatientsHwithHrhronicH’eberOsH
wereditaryHαpticH´europathyHduringHαneHYearHofHuollowUupVHOphthalmologyTH2019THYaeTHYXbbUYXcc 7.3 9

78 –etabolomicsHhallmarksHαβpYHvariantsHcorrelatingHwithHtheirHinHvitroHphenotypeHandHpredictingH
clinicalHseverityVHHumanbMolecularbGeneticsTH2020THahTHYbYhUYbah 5.6 9

77 svUαzHrecessiveHmutationsHinHpatientsHwithHrβtαTHmitochondrialHmyopathyTHparkinsonismHandH
mts´pHdeletionsVHBrainTH2018THYcYTHeb 11.2 9

76 xTpU–´vxtiHanHxtalianHregionalHandHnationalHsurveyHforHmitochondrialHneuroUgastroUintestinalH
encephalomyopathyVHNeurologicalbSciencesTH2016THbfTHYYchUdY 3.5 9
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