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48 MethylmalonicNycidNCompromisesNRespirationNandNReducesNtheNExpressionNofNDifferentiationN
MarkersNofNSHeSYmYNHumanNNeuroblastomaNCellsfNACSpChemicalpNeurosciencedN2021dNijdNjnhpejnip 5.7 0

47 TargetingNmitochondriaNinNmelanomarNInterplayNbetweenNMyPKNsignalingNpathwayNandN
mitochondrialNdynamicsfNBiochemicalpPharmacologydN2020dNiopdNiilihl 6 9

46 MethylmalonicNycidNCompromisesNEnergyNMetabolismNandNDecreasesNtheNExpressionNofNNeuronalN
DifferentiationNGenesNinNSHeSYmYNHumanNNeuroblastomaNCellsfNFASEBpJournaldN2020dNkldNiei 0.9

45
LipopolysaccharideeElicitedNSystemicNInflammationNInducesNSelectiveNVulnerabilityNofNCerebralN
CortexNandNStriatumNofNDevelopingNGlutaryleCoyNDehydrogenaseNDeficientNYGcdhaNMiceNtoNOxidativeN
StressfNNeurotoxicitypResearchdN2020dNkpdNihjleihkn

4.3 4

44 LongNLastingNHighNLysineNDietNyggravatesNWhiteNMatterNInjuryNinNGlutaryleCoyNDehydrogenaseN
DeficientNYGcdhegeaNMicefNMolecularpNeurobiologydN2019dNmndNnlpenmo 6.2 6

43 zradykininepotentiatingNPEPTIDEeihCdNanNargininosuccinateNsynthetaseNactivatordNprotectsNagainstN
HOeinducedNoxidativeNstressNinNSHeSYmYNneuroblastomaNcellsfNPeptidesdN2018dNihkdNqheqo 3.8 11

42
ExperimentalNEvidenceNthatNkeMethylglutaricNycidNDisturbsNMitochondrialNFunctionNandNInducedN
OxidativeNStressNinNRatNzrainNSynaptosomesrNNewNConvergingNMechanismsfNNeurochemicalpResearchdN
2016dNlidNjniqejnjn

4.6 13

41
keHydroxyekemethylglutaricNandNkemethylglutaricNacidsNimpairNredoxNstatusNandNenergyNproductionN
andNtransferNinNratNheartrNrelevanceNforNtheNpathophysiologyNofNcardiacNdysfunctionNinN
kehydroxyekemethylglutarylecoenzymeNyNlyaseNdeficiencyfNFreepRadicalpResearchdN2016dNmhdNqqoeihih

4 13

40
ReactiveNnitrogenNspeciesNmediateNoxidativeNstressNandNastrogliosisNprovokedNbyNinNvivoN
administrationNofNphytanicNacidNinNcerebellumNofNadolescentNratsrNyNpotentialNcontributingN
pathomechanismNofNcerebellarNinjuryNinNperoxisomalNdisordersfNNeurosciencedN2015dNkhldNijjekj

3.9 16

39
InNvivoNintracerebralNadministrationNofNLejehydroxyglutaricNacidNprovokesNoxidativeNstressNandN
histopathologicalNalterationsNinNstriatumNandNcerebellumNofNadolescentNratsfNFreepRadicalpBiologyp
andpMedicinedN2015dNpkdNjhieik

7.8 21

38
ToxicNsynergismNbetweenNquinolinicNacidNandNorganicNacidsNaccumulatingNinNglutaricNacidemiaNtypeNIN
andNinNdisordersNofNpropionateNmetabolismNinNratNbrainNsynaptosomesrNRelevanceNforNmetabolicN
acidemiasfNNeurosciencedN2015dNkhpdNnleol

3.9 19

37
TheNeffectNofNWINNmmdjijejNsuggestsNaNcannabinoidesensitiveNcomponentNinNtheNearlyNtoxicityN
inducedNbyNorganicNacidsNaccumulatingNinNglutaricNacidemiaNtypeNINandNinNrelatedNdisordersNofN
propionateNmetabolismNinNratNbrainNsynaptosomesfNNeurosciencedN2015dNkihdNmopepp

3.9 10

36 StriatalNneuronalNdeathNmediatedNbyNastrocytesNfromNtheNGcdhegeNmouseNmodelNofNglutaricNacidemiaN
typeNIfNHumanpMolecularpGeneticsdN2015dNjldNlmhleim 5.6 18

35
ExperimentalNevidenceNthatNbioenergeticsNdisruptionNisNnotNmainlyNinvolvedNinNtheNbrainNinjuryNofN
glutaryleCoyNdehydrogenaseNdeficientNmiceNsubmittedNtoNlysineNoverloadfNBrainpResearchdN2015dN
injhdNiinejq

3.7 12

34
DisturbanceNofNenergyNandNredoxNhomeostasisNandNreductionNofNNacdKceyTPaseNactivityNprovokedN
byNinNvivoNintracerebralNadministrationNofNethylmalonicNacidNtoNyoungNratsfNBiochimicapEtpBiophysicap
Actap-pMolecularpBasispofpDiseasedN2015dNipmjdNomqeno

6.9 16

33
ycuteNlysineNoverloadNprovokesNproteinNoxidativeNdamageNandNreductionNofNantioxidantNdefensesNinN
theNbrainNofNinfantNglutaryleCoyNdehydrogenaseNdeficientNmicerNaNroleNforNoxidativeNstressNinNGyNIN
neuropathologyfNJournalpofpthepNeurologicalpSciencesdN2014dNklldNihmeik

3.2 12

32 DisruptionNofNoxidativeNphosphorylationNandNsynapticNNaYcadNKYcaeyTPaseNactivityNbyNpristanicNacidNinN
cerebellumNofNyoungNratsfNLifepSciencesdN2014dNqldNnoeok 6.8
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31 PristanicNacidNprovokesNlipiddNproteindNandNDNyNoxidativeNdamageNandNreducesNtheNantioxidantN
defensesNinNcerebellumNofNyoungNratsfNCerebellumdN2014dNikdNomieq 4.3 7

30 GlycineNintracerebroventricularNadministrationNdisruptsNmitochondrialNenergyNhomeostasisNinN
cerebralNcortexNandNstriatumNofNyoungNratsfNNeurotoxicitypResearchdN2013dNjldNmhjeii 4.3 8

29
MarkedNinhibitionNofNNacdNKYcaeNyTPaseNactivityNandNtheNrespiratoryNchainNbyNphytanicNacidNinN
cerebellumNfromNyoungNratsrNpossibleNunderlyingNmechanismsNofNcerebellarNataxiaNinNRefsumN
diseasefNJournalpofpBioenergeticspandpBiomembranesdN2013dNlmdNikoell

3.7 14

28 DisruptionNofNbrainNredoxNhomeostasisNinNglutaryleCoyNdehydrogenaseNdeficientNmiceNtreatedNwithN
highNdietaryNlysineNsupplementationfNMolecularpGeneticspandpMetabolismdN2013dNihpdNkheq 3.7 27

27
NeurochemicalNevidenceNthatNtheNmetabolitesNaccumulatingNinNkemethylcrotonyleCoyNcarboxylaseN
deficiencyNinduceNoxidativeNdamageNinNcerebralNcortexNofNyoungNratsfNCellularpandpMolecularp
NeurobiologydN2013dNkkdNikoeln

4.6 12

26 keMethylcrotonylglycineNdisruptsNmitochondrialNenergyNhomeostasisNandNinhibitsNsynapticNNaYcadKN
YcaeyTPaseNactivityNinNbrainNofNyoungNratsfNCellularpandpMolecularpNeurobiologydN2012dNkjdNjqoekho 4.6 13

25
MarkedNreductionNofNNaYcadNKYcaeyTPaseNandNcreatineNkinaseNactivitiesNinducedNbyNacuteNlysineN
administrationNinNglutaryleCoyNdehydrogenaseNdeficientNmicefNMolecularpGeneticspandpMetabolismdN
2012dNihodNpien

3.7 23

24 EthylmalonicNacidNimpairsNbrainNmitochondrialNsuccinateNandNmalateNtransportfNMolecularpGeneticsp
andpMetabolismdN2012dNihmdNpleqh 3.7 13

23
DisruptionNofNredoxNhomeostasisNinNcerebralNcortexNofNdevelopingNratsNbyNacylcarnitinesN
accumulatingNinNmediumechainNacyleCoyNdehydrogenaseNdeficiencyfNInternationalpJournalpofp
DevelopmentalpNeurosciencedN2012dNkhdNkpkeqh

2.7 11

22
NeurochemicalNevidenceNthatNkemethylglutaricNacidNinhibitsNsynapticNNacdKceyTPaseNactivityN
probablyNthroughNoxidativeNdamageNinNbrainNcortexNofNyoungNratsfNInternationalpJournalpofp
DevelopmentalpNeurosciencedN2011dNjqdNieo

2.7 24

21 CreatineNadministrationNpreventsNNacdKceyTPaseNinhibitionNinducedNbyNintracerebroventricularN
administrationNofNisovalericNacidNinNcerebralNcortexNofNyoungNratsfNBrainpResearchdN2009dNijnjdNpiep 3.7 8

20
StriatumNisNmoreNvulnerableNtoNoxidativeNdamageNinducedNbyNtheNmetabolitesNaccumulatingNinN
kehydroxyekemethylglutaryleCoyNlyaseNdeficiencyNasNcomparedNtoNliverfNInternationalpJournalpofp
DevelopmentalpNeurosciencedN2009dNjodNkmien

2.7 20

19 ChronicNearlyNpostnatalNglutaricNacidNadministrationNcausesNcognitiveNdeficitsNinNtheNwaterNmazefN
BehaviouralpBrainpResearchdN2008dNipodNliien 3.4 9

18 InhibitionNofNbrainNenergyNmetabolismNbyNtheNbranchedechainNaminoNacidsNaccumulatingNinNmapleN
syrupNurineNdiseasefNNeurochemicalpResearchdN2008dNkkdNiilejl 4.6 46

17 IsovalericNacidNreducesNNacdNKceyTPaseNactivityNinNsynapticNmembranesNfromNcerebralNcortexNofN
youngNratsfNCellularpandpMolecularpNeurobiologydN2007dNjodNmjqelh 4.6 30

16
EvidenceNthatNtheNinhibitoryNeffectsNofNguanidinoacetateNonNtheNactivitiesNofNtheNrespiratoryNchaindN
NacdKceyTPaseNandNcreatineNkinaseNcanNbeNdifferentiallyNpreventedNbyNtaurineNandNvitaminsNENandNCN
administrationNinNratNstriatumNinNvivofNBiochimicapEtpBiophysicapActap-pMolecularpBasispofpDiseasedN
2007dNioojdNmnkeq

6.9 17

15 EvidenceNthatNglutaricNacidNreducesNglutamateNuptakeNbyNcerebralNcortexNofNinfantNratsfNLifepSciencesdN
2007dNpidNinnpeon 6.8 30

14 EvidenceNthatNquinolinicNacidNseverelyNimpairsNenergyNmetabolismNthroughNactivationNofNNMDyN
receptorsNinNstriatumNfromNdevelopingNratsfNJournalpofpNeurochemistrydN2006dNqqdNimkielj 6 49

(2006-2014)
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13 GlutaricNacidNadministrationNimpairsNenergyNmetabolismNinNmidbrainNandNskeletalNmuscleNofNyoungN
ratsfNNeurochemicalpResearchdN2005dNkhdNiijkeki 4.6 29

12 InhibitionNofNenergyNmetabolismNbyNjemethylacetoacetateNandNjemethylekehydroxybutyrateNinN
cerebralNcortexNofNdevelopingNratsfNJournalpofpInheritedpMetabolicpDiseasedN2005dNjpdNmhieim 5.4 16

11 InhibitionNofNenergyNmetabolismNinNcerebralNcortexNofNyoungNratsNbyNtheNmediumechainNfattyNacidsN
accumulatingNinNMCyDNdeficiencyfNBrainpResearchdN2004dNihkhdNiliemi 3.7 30

10 EvidenceNthatNkehydroxyglutaricNacidNinteractsNwithNNMDyNreceptorsNinNsynapticNplasmaNmembranesN
fromNcerebralNcortexNofNyoungNratsfNNeurochemistrypInternationaldN2004dNlmdNihpoeql 4.4 42

9 InhibitionNofNcreatineNkinaseNactivityNfromNratNcerebralNcortexNbyNDejehydroxyglutaricNacidNinNvitrofN
NeurochemistrypInternationaldN2004dNlldNlmemj 4.4 39

8 kehydroxyglutaricNacidNenhancesNglutamateNuptakeNintoNastrocytesNfromNcerebralNcortexNofNyoungN
ratsfNNeurochemistrypInternationaldN2004dNlldNklmemk 4.4 23

7 EvidenceNthatNantioxidantsNpreventNtheNinhibitionNofNNacdKYcaeyTPaseNactivityNinducedNbyNoctanoicN
acidNinNratNcerebralNcortexNinNvitrofNNeurochemicalpResearchdN2003dNjpdNijmmenk 4.6 16

6 EffectsNofNLejehydroxyglutaricNacidNonNvariousNparametersNofNtheNglutamatergicNsystemNinNcerebralN
cortexNofNratsfNMetabolicpBrainpDiseasedN2003dNipdNjkkelk 3.9 13

5 EthylmalonicNacidNinhibitsNmitochondrialNcreatineNkinaseNactivityNfromNcerebralNcortexNofNyoungNratsN
inNvitrofNNeurochemicalpResearchdN2003dNjpdNooieo 4.6 25

4 InhibitionNofNbrainNenergyNmetabolismNbyNtheNalphaeketoNacidsNaccumulatingNinNmapleNsyrupNurineN
diseasefNBiochimicapEtpBiophysicapActap-pMolecularpBasispofpDiseasedN2003dNinkqdNjkjep 6.9 67

3 LejehydroxyglutaricNacidNinhibitsNmitochondrialNcreatineNkinaseNactivityNfromNcerebellumNofN
developingNratsfNInternationalpJournalpofpDevelopmentalpNeurosciencedN2003dNjidNjioejl 2.7 27

2 InhibitionNofNcreatineNkinaseNactivityNinNvitroNbyNethylmalonicNacidNinNcerebralNcortexNofNyoungNratsfN
NeurochemicalpResearchdN2002dNjodNinkkeq 4.6 39

1
InhibitionNofNcytochromeNcNoxidaseNactivityNinNratNcerebralNcortexNandNhumanNskeletalNmuscleNbyN
DejehydroxyglutaricNacidNinNvitrofNBiochimicapEtpBiophysicapActap-pMolecularpBasispofpDiseasedN2002dN
impndNpieqi

6.9 69
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