
Cerebellar Ataxia and Coenzyme Q Deficiency through Loss of Unorthodox Kinase Activity

Molecular Cell

63, 608-620

DOI: 10.1016/j.molcel.2016.06.030

Citation Report



Citation Report

2

# Article IF Citations

1 Mitochondrial Protein Interaction Mapping Identifies Regulators of Respiratory Chain Function.
Molecular Cell, 2016, 63, 621-632. 4.5 241

2 Ataxia in children: early recognition and clinical evaluation. Italian Journal of Pediatrics, 2017, 43, 6. 1.0 59

3 Pseudoscaffolds and anchoring proteins: the difference is in the details. Biochemical Society
Transactions, 2017, 45, 371-379. 1.6 6

4 Computational and Experimental Characterization of Patient Derived Mutations Reveal an Unusual
Mode of Regulatory Spine Assembly and Drug Sensitivity in EGFR Kinase. Biochemistry, 2017, 56, 22-32. 1.2 16

5 A<i>yigP</i>mutant strain is a small colony variant of<i>E. coli</i>and shows pleiotropic antibiotic
resistance. Canadian Journal of Microbiology, 2017, 63, 961-969. 0.8 14

6 Biochemistry of Mitochondrial Coenzyme Q Biosynthesis. Trends in Biochemical Sciences, 2017, 42,
824-843. 3.7 239

7 Live and let die: insights into pseudoenzyme mechanisms from structure. Current Opinion in
Structural Biology, 2017, 47, 95-104. 2.6 91

8 Compound Heterozygous Inheritance of Mutations in Coenzyme Q8A Results in Autosomal Recessive
Cerebellar Ataxia and Coenzyme Q10 Deficiency in a Female Sib-Pair. JIMD Reports, 2017, 42, 31-36. 0.7 21

9 Estimating the occurrence of primary ubiquinone deficiency by analysis of large-scale sequencing
data. Scientific Reports, 2017, 7, 17744. 1.6 31

10 Characterization of the ubiquinone-binding protein Coq10 using a synthetic ubiquinone probe.
Japanese Journal of Pesticide Science, 2017, 42, 65-70. 0.0 0

11 Biochemical Assessment of Coenzyme Q10 Deficiency. Journal of Clinical Medicine, 2017, 6, 27. 1.0 39

12 EsrE-A yigP Locus-Encoded Transcript-Is a 3â€² UTR sRNA Involved in the Respiratory Chain of E. coli.
Frontiers in Microbiology, 2017, 8, 1658. 1.5 10

13 A path to the powerhouse: systemsâ€•toâ€•structure approaches for studying mitochondrial proteins.
Protein Science, 2018, 27, 1518-1525. 3.1 0

14 Multi-omics Reveal Specific Targets of the RNA-Binding Protein Puf3p and Its Orchestration of
Mitochondrial Biogenesis. Cell Systems, 2018, 6, 125-135.e6. 2.9 80

15 LipiDex: An Integrated Software Package for High-Confidence Lipid Identification. Cell Systems, 2018, 6,
621-625.e5. 2.9 108

16 Mutations in COQ8B (ADCK4) found in patients with steroid-resistant nephrotic syndrome alter
COQ8B function. Human Mutation, 2018, 39, 406-414. 1.1 43

17 Conserved Lipid and Small-Molecule Modulation of COQ8 Reveals Regulation of the Ancient
Kinase-like UbiB Family. Cell Chemical Biology, 2018, 25, 154-165.e11. 2.5 63

18 Molecular diagnosis of coenzyme Q<sub>10</sub> deficiency: an update. Expert Review of Molecular
Diagnostics, 2018, 18, 491-498. 1.5 33



3

Citation Report

# Article IF Citations

19 Mitochondrial CoQ deficiency is a common driver of mitochondrial oxidants and insulin resistance.
ELife, 2018, 7, . 2.8 91

20 Coenzyme Q10 deficiencies: pathways in yeast and humans. Essays in Biochemistry, 2018, 62, 361-376. 2.1 103

21 Clinical syndromes associated with Coenzyme Q10 deficiency. Essays in Biochemistry, 2018, 62, 377-398. 2.1 85

22 Emerging concepts in pseudoenzyme classification, evolution, and signaling. Science Signaling, 2019,
12, . 1.6 80

23 The Classification of Autosomal Recessive Cerebellar Ataxias: a Consensus Statement from the Society
for Research on the Cerebellum and Ataxias Task Force. Cerebellum, 2019, 18, 1098-1125. 1.4 80

24 Dystonia-Ataxia with early handwriting deterioration in COQ8A mutation carriers: A case series and
literature review. Parkinsonism and Related Disorders, 2019, 68, 8-16. 1.1 25

25 The Complexity of Making Ubiquinone. Trends in Endocrinology and Metabolism, 2019, 30, 929-943. 3.1 46

26 ADCK2 Haploinsufficiency Reduces Mitochondrial Lipid Oxidation and Causes Myopathy Associated
with CoQ Deficiency. Journal of Clinical Medicine, 2019, 8, 1374. 1.0 27

27 The Paradox of Coenzyme Q10 in Aging. Nutrients, 2019, 11, 2221. 1.7 50

28 Coenzyme Q biosynthetic proteins assemble in a substrate-dependent manner into domains at
ERâ€“mitochondria contacts. Journal of Cell Biology, 2019, 218, 1353-1369. 2.3 69

29 A Soluble Metabolon Synthesizes the Isoprenoid Lipid Ubiquinone. Cell Chemical Biology, 2019, 26,
482-492.e7. 2.5 46

30 Functional analysis of Aarf domainâ€•containing kinase 1 in Drosophila melanogaster. Developmental
Dynamics, 2019, 248, 762-770. 0.8 7

31 Mitochondrial Neurodegenerative Disorders II: Ataxia, Dystonia and Leukodystrophies. , 2019, , 241-256. 1

32 Primary Coenzyme Q deficiency Due to Novel ADCK3 Variants, Studies in Fibroblasts and Review of
Literature. Neurochemical Research, 2019, 44, 2372-2384. 1.6 15

33 Autosomal Recessive Cerebellar Ataxias: Paving the Way toward Targeted Molecular Therapies.
Neuron, 2019, 101, 560-583. 3.8 83

34 One-year outcome of coenzyme Q10 supplementation in ADCK3 ataxia (ARCA2). Cerebellum and Ataxias,
2019, 6, 15. 1.9 15

35 Expression Quantitative Trait Loci in Equine Skeletal Muscle Reveals Heritable Variation in Metabolism
and the Training Responsive Transcriptome. Frontiers in Genetics, 2019, 10, 1215. 1.1 11

36 An Isoprene Lipid-Binding Protein Promotes Eukaryotic Coenzyme Q Biosynthesis. Molecular Cell, 2019,
73, 763-774.e10. 4.5 37



4

Citation Report

# Article IF Citations

37 The Rio1 protein kinases/ATPases: conserved regulators of growth, division, and genomic stability.
Current Genetics, 2019, 65, 457-466. 0.8 14

38 Advances in bacterial pathways for the biosynthesis of ubiquinone. Biochimica Et Biophysica Acta -
Bioenergetics, 2020, 1861, 148259. 0.5 40

39
Earlyâ€•onset coenzyme Q10 deficiency associated with ataxia and respiratory chain dysfunction due to
novel pathogenic <i>COQ8A</i> variants, including a large intragenic deletion. JIMD Reports, 2020, 54,
45-53.

0.7 8

40 ADCK4 Deficiency Destabilizes the Coenzyme Q Complex, Which Is Rescued by 2,4-Dihydroxybenzoic Acid
Treatment. Journal of the American Society of Nephrology: JASN, 2020, 31, 1191-1211. 3.0 38

41 A novel COQ8A missense variant associated with a mild form of primary coenzyme Q10 deficiency type
4. Clinical Biochemistry, 2020, 84, 93-98. 0.8 5

42 Coenzyme Q10 supplementation in aging. , 2020, , 183-192. 0

43 Intragenic suppressor mutations of the COQ8 protein kinase homolog restore coenzyme Q
biosynthesis and function in Saccharomyces cerevisiae. PLoS ONE, 2020, 15, e0234192. 1.1 6

44 Clinicoâ€•Genetic, Imaging and Molecular Delineation of <scp><i>COQ8A</i></scp>â€•Ataxia: A Multicenter
Study of 59 Patients. Annals of Neurology, 2020, 88, 251-263. 2.8 52

45
Characterization of human mitochondrial PDSS and COQ proteins and their roles in maintaining
coenzyme Q10 levels and each other's stability. Biochimica Et Biophysica Acta - Bioenergetics, 2020,
1861, 148192.

0.5 16

46 Photoparoxysmal response in ADCK3 autosomal recessive ataxia: a case report and literature review.
Epileptic Disorders, 2021, 23, 153-160. 0.7 5

47 Coenzyme Q homeostasis in aging: Response to non-genetic interventions. Free Radical Biology and
Medicine, 2021, 164, 285-302. 1.3 12

48 Secondary coenzyme Q deficiency in neurological disorders. Free Radical Biology and Medicine, 2021,
165, 203-218. 1.3 10

49 Mitochondrial protein phosphorylation in yeast revisited. Mitochondrion, 2021, 57, 148-162. 1.6 8

50 Regulation of coenzyme Q biosynthesis pathway in eukaryotes. Free Radical Biology and Medicine, 2021,
165, 312-323. 1.3 14

51 Primary Coenzyme Q deficiencies: A literature review and online platform of clinical features to
uncover genotype-phenotype correlations. Free Radical Biology and Medicine, 2021, 167, 141-180. 1.3 34

52 Molecular changes of <i>Arabidopsis thaliana</i> plastoglobules facilitate thylakoid membrane
remodeling under high light stress. Plant Journal, 2021, 106, 1571-1587. 2.8 22

53 Coenzyme Q Biosynthesis: An Update on the Origins of the Benzenoid Ring and Discovery of New Ring
Precursors. Metabolites, 2021, 11, 385. 1.3 25

54 The extensive and functionally uncharacterized mitochondrial phosphoproteome. Journal of
Biological Chemistry, 2021, 297, 100880. 1.6 23



5

Citation Report

# Article IF Citations

55 UbiB proteins regulate cellular CoQ distribution in Saccharomyces cerevisiae. Nature
Communications, 2021, 12, 4769. 5.8 26

56 The mitochondrial coenzyme Q junction and complex III: biochemistry and pathophysiology. FEBS
Journal, 2022, 289, 6936-6958. 2.2 43

57 Cellular Models for Primary CoQ Deficiency Pathogenesis Study. International Journal of Molecular
Sciences, 2021, 22, 10211. 1.8 5

60 Balanced CoQ6 biosynthesis is required for lifespan and mitophagy in yeast. Microbial Cell, 2017, 4,
38-51. 1.4 14

61 Statins and the Brain: More than Lipid Lowering Agents?. Current Neuropharmacology, 2018, 17, 59-83. 1.4 71

62 Anti-Oxidant Drugs: Novelties and Clinical Implications in Cerebellar Ataxias. Current
Neuropharmacology, 2018, 17, 21-32. 1.4 4

66 A Soluble Metabolon Synthesizes the Isoprenoid Lipid Ubiquinone. SSRN Electronic Journal, 0, , . 0.4 0

68 Molecular Structure, Biosynthesis, and Distribution of Coenzyme Q. , 2020, , 11-49. 0

69 Animal Models of Coenzyme Q Deficiency: Mechanistic and Translational Learnings. Antioxidants, 2021,
10, 1687. 2.2 6

71 Loss of Drosophila Coq8 results in impaired survival, locomotor deficits and photoreceptor
degeneration. Molecular Brain, 2022, 15, 15. 1.3 1

73 The plastoglobule-localized protein AtABC1K6 is a Mn2+-dependent kinase necessary for timely
transition to reproductive growth. Journal of Biological Chemistry, 2022, 298, 101762. 1.6 9

79 Variation of the clinical spectrum and genotype-phenotype associations in Coenzyme Q10 deficiency
associated glomerulopathy. Kidney International, 2022, 102, 592-603. 2.6 12

81 The cerebellar bioenergetic state predicts treatment response in COQ8A-related ataxia. Parkinsonism
and Related Disorders, 2022, 99, 91-95. 1.1 5

82
Prenylation Defects and Oxidative Stress Trigger the Main Consequences of Neuroinflammation
Linked to Mevalonate Pathway Deregulation. International Journal of Environmental Research and
Public Health, 2022, 19, 9061.

1.2 1

83 2-Propylphenol Allosterically Modulates COQ8A to Enhance ATPase Activity. ACS Chemical Biology,
2022, 17, 2031-2038. 1.6 2

84
The efficacy of coenzyme <scp>Q<sub>10</sub></scp> treatment in alleviating the symptoms of primary
coenzyme <scp>Q<sub>10</sub></scp> deficiency: A systematic review. Journal of Cellular and
Molecular Medicine, 2022, 26, 4635-4644.

1.6 12

85 COQ8A-Ataxia as a Manifestation of Primary Coenzyme Q Deficiency. Metabolites, 2022, 12, 955. 1.3 5

86 Small-molecule inhibition of the archetypal UbiB protein COQ8. Nature Chemical Biology, 2023, 19,
230-238. 3.9 4



6

Citation Report

# Article IF Citations

87 Role of protein phosphorylation in cell signaling, disease, and the intervention therapy. MedComm,
2022, 3, . 3.1 21

88 Predicting and Understanding the Pathology of Single Nucleotide Variants in Human COQ Genes.
Antioxidants, 2022, 11, 2308. 2.2 3

89 Coenzyme Q biochemistry and biosynthesis. Trends in Biochemical Sciences, 2023, 48, 463-476. 3.7 24

90 Negative regulation of TREM2-mediated C9orf72 poly-GA clearance by the NLRP3 inflammasome. Cell
Reports, 2023, 42, 112133. 2.9 7

91 Ataxia and spastic paraplegia in mitochondrial disease. Handbook of Clinical Neurology / Edited By P J
Vinken and G W Bruyn, 2023, , 79-98. 1.0 3

93 Mitochondrial dysfunction and calcium dysregulation in <i>COQ8A</i>-ataxia Purkinje neurons are
rescued by CoQ10 treatment. Brain, 2023, 146, 3836-3850. 3.7 6


