Additional file 2 - Excluded studies

	Study / Year
	Reason for exclusion 

	Barzegar 2007 [1]
	No genetic mitochondrial diagnose

	Ait-El-Mkadem 2017[2]
	Unknown diet composition

	Al Madhoun 2019 [3]
	Unknown diet composition

	Banka, 2014[4]
	Unknown diet composition

	Bernard 2008 [5]
	Wrong population: not on ketogenic diet

	Bjorkman 2015 [6]
	No clear or minimal outcome data

	Brivet 2003 [7]
	High fat diet

	Cardenas 2010 [8]
	Unknown diet composition

	Emperador 2019 [9]
	Wrong study type: cell study

	Fahrner 2016 [10]
	No genetic mitochondrial diagnose

	Friederich 2020 [11]
	No clear or minimal outcome data

	Fukao 2019 [12]
	Wrong population

	Garcia-Cazorla 2005 [13]
	No clear or minimal outcome data

	Grazina 2007[14]
	Unknown diet composition

	Gropman 2018 [15]
	Letter to the editor

	Guilliams 2013 [16]
	Letter to the editor

	Han 2017 [17]
	No clear or minimal outcome data

	Habarou 2017[18]
	Unknown diet composition

	Hasan-Olive 2019 [19]
	Wrong study type: animal study

	Hildick-Smith 2013 [20]
	No clear or minimal outcome data

	Hussain 2016 [21]
	Wrong population

	Joshi 2016 [22]
	No genetic mitochondrial diagnose

	Jung 2012 [23]
	No genetic mitochondrial diagnose

	Kang 2006 [24]
	No genetic mitochondrial diagnose

	Kang 2007 [25]
	No genetic mitochondrial diagnose

	Khan 2012 [26]
	Unknown diet composition

	Kim 2012 [27]
	No genetic mitochondrial diagnose

	Klepper 2003 [28]
	Not written in English

	Klepper 2004 [29]
	Not written in English

	Kwong 2019 [30]
	No genetic mitochondrial diagnose

	Lee 2008 [31]
	No genetic mitochondrial diagnose

	Lee 2010 [32]
	No genetic mitochondrial diagnose

	Lee 2016 [33]
	No clear or minimal outcome data

	Lee 2019 [34]
	No genetic mitochondrial diagnose

	Leung 1998 [35]
	No genetic mitochondrial diagnose

	Liu 2019 [36]
	Wrong population

	Malojcic  2004 [37]
	No genetic mitochondrial diagnose

	Marchio 2016 [38]
	abstract (conference published)

	Martikainen 2012 [39]
	Low glycemic index diet

	Na 2020 [40]
	No genetic mitochondrial diagnose

	[bookmark: _GoBack]Nass 2019 [41] 
	No clear or minimal outcome data

	Nathan 2019 [42]
	Wrong population

	Ngoh 2016 [43]
	Unknown diet composition

	Nishioka 2018 [44]
	No clear or minimal outcome data

	Nizon 2014 [45]
	High fat diet

	Nolan 2019 [46]
	No clear or minimal outcome data

	O'Connor 2014 [47]
	No genetic mitochondrial diagnose

	Oonthonpan 2019 [48]
	Same case as Brivet 2003; high fat diet

	Panetta 2004 [49]
	Unknown diet composition

	Pronicki 2017 [50]
	Unknown diet composition

	Punzi 2008 [51]
	Unknown diet composition

	Salman 2017 [52]
	Wrong population: Glut 1

	Schmid 2019 [53]
	No genetic mitochondrial diagnose

	Seaver 2018 [54]
	Unknown diet composition

	Seo 2010 [55]
	No genetic mitochondrial diagnose

	Soler-Alfonso 2019 [56]
	Unknown diet composition

	Sort 2013 [57]
	No genetic mitochondrial diagnose

	Stowe 2018[58]
	Unknown diet composition

	Storoni 2019 [59]
	Review,  no human cases

	Sutton 2010 [60]
	Wrong population: secondary mitochondrial dysfunction

	Taban 2006 [61]
	Wrong population: PDHC deficiency 

	Theunissen 2017 [62]
	High fat diet

	Vasta 2012 [63]
	No genetic mitochondrial diagnose

	Villeneuve 2017 [64]
	No genetic mitochondrial diagnose

	Williams 2012 [65]
	No clear or minimal outcome data

	Yadav 2019 [66]
	No genetic mitochondrial diagnose

	Yamanaka 1987 [67]
	No genetic mitochondrial diagnose

	Yilmaz 2010 [68]
	No genetic mitochondrial diagnose

	Yoon 2014 [69]
	No genetic mitochondrial diagnose

	You 2009 [70]
	No clear or minimal outcome data

	Zhang 2018 [71]
	No clear or minimal outcome data

	Zupec-Kania 2013 [72]
	Review,  no human cases
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