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Letter to the Editor

With interest we read the article by Louw et al. about measuring
coenzyme-Q(CoQ)-levels in frozen muscle biopsies and work-up for the
causes CoQ-deficiency.in 76 biopsies from patients with a suspected
respiratory chain defect(RCD) [1]. We have the following comments
and concerns.

Complex-II(CII) and complex III-(CIII)-deficiency not necessarily
reflect primary CoQ-deficiency. CII/CIII-deficiency may also occur in
patients with other RCD defects [2]. These RCD defects may go along
with secondary CoQ-deficiency.

Patients with a MID or with CoQ-deficiency may require substitu-
tion with CoQ [3]. How many of the included patients were under a
CoQ-therapy, necessitating the exclusion of such patients from the
study.

Did the authors also apply their reference limits to patients with
genetically confirmed primary CoQ-deficiency? Possibly, CoQ-levels are
normal at least in some of these patients due to upregulation of CoQ-
production in cellular compartments other than the mitochondria.

Since muscle CoQ-levels may also depend on lactate production [4],
we should be informed how many of the included patients had in fact
lactic acidosis.

Additionally, it would be useful to know which drugs the included
patients were taking at the time of the muscle biopsy. Not only CoQ-
substitution may influence muscle CoQ-levels, but also drugs, such as
statins [5].

The physical status of a patient including muscle mass, physical
fitness, and disabilities may further influence CoQ-levels. Thus, the
severity of the muscular involvement, the patients' ability to ambulate,
and the physical fitness should be reported. In which stage of the dis-
ease did the included patients undergo muscle biopsy? How many were
disabled and dependent on a walking aid or a wheel chair and how
many were bedridden?

Overall, this interesting study could be more meaningful by dis-
cussing the dependency of muscle CoQ on drugs, lactic acidosis, and the
individual fitness. Upregulation of CoQ-production in compartments
other than the mitochondria may further influence muscle CoQ.

Ethics approval and consent to participate

Not relevant

Consent for publication

Not relevant

Availability of data and material

Not relevant.

Competing interests

There are no conflicts of interest.

Funding

No funding was received.

Author contributions

All authors contributed equally, JF: design, literature search, dis-
cussion, first draft, SZ-M: literature search, discussion, critical com-
ments.

Acknowledgements

None.

Authors' information (optional)

None.

References

[1] R. Louw, I. Smuts, K.L. Wilsenach, L.M. Jonck, M. Schoonen, F.H. van der
Westhuizen, The dilemma of diagnosing coenzyme Q(10) deficiency in muscle, Mol.
Genet. Metab. (Feb 23 2018) 02–015 (pii: S1096-7192(17)31227-1).

[2] J. France, I. Ashoor, R. Craver, Renal tubular mitochondrial abnormalities in com-
plex II/III respiratory chain deficiency, Fetal. Pediatr. Pathol. 36 (2017) 263–264.

https://doi.org/10.1016/j.ymgmr.2018.03.006
Received 18 March 2018; Accepted 18 March 2018

Molecular Genetics and Metabolism Reports 15 (2018) 96–97

2214-4269/ © 2018 The Authors. Published by Elsevier Inc. This is an open access article under the CC BY-NC-ND license (http://creativecommons.org/licenses/BY-NC-ND/4.0/).

T

http://www.sciencedirect.com/science/journal/22144269
https://www.elsevier.com/locate/ymgmr
https://doi.org/10.1016/j.ymgmr.2018.03.006
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0005
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0005
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0005
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0010
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0010
https://doi.org/10.1016/j.ymgmr.2018.03.006
https://doi.org/10.1016/j.ymgmr.2018.03.006
http://crossmark.crossref.org/dialog/?doi=10.1016/j.ymgmr.2018.03.006&domain=pdf


[3] M. Potgieter, E. Pretorius, M.S. Pepper, Primary and secondary coenzyme Q10 de-
ficiency: the role of therapeutic supplementation, Nutr. Rev. 71 (2013) 180–188.

[4] M. Yamamoto, T. Sato, M. Anno, H. Ujike, M. Takemoto, Mitochondrial myopathy,
encephalopathy, lactic acidosis, and strokelike episodes with recurrent abdominal
symptoms and coenzyme Q10 administration, J. Neurol. Neurosurg. Psychiatry 50
(1987) 1475–1481.

[5] J.T. Morrison, C.T. Longenecker, A. Mittelsteadt, Y. Jiang, S.M. Debanne,
G.A. McComsey, Effect of rosuvastatin on plasma coenzyme Q10 in HIV-infected
individuals on antiretroviral therapy, HIV Clin. Trials 17 (2016) 140–146.

Josef Finsterera,⁎, Sinda Zarrouk-Mahjoubb
aKrankenanstalt Rudolfstiftung, Vienna, Austria

bUniversity of Tunis El Manar and Genomics Platform, Pasteur Institute of
Tunis, Tunisia

E-mail address: fifigs1@yahoo.de

⁎ Corresponding author at: Postfach 201180, Vienna, Austria.

Correspondence Molecular Genetics and Metabolism Reports 15 (2018) 96–97

97

http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0015
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0015
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0020
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0020
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0020
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0020
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0025
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0025
http://refhub.elsevier.com/S2214-4269(18)30030-2/rf0025

	Causes of low muscle coenzyme-Q levels beyond primary coenzyme-Q-deficiency
	Ethics approval and consent to participate
	Consent for publication
	Availability of data and material
	Competing interests
	Funding
	Author contributions
	Acknowledgements
	Authors' information (optional)
	References




