DIAGNOSIS MULTISYSTEM FACTORS AFFECTING BALANCE AND DIZZINESS
MUTANT LOAD (%) PHENOTYPE - SENSATION (foot and
% ankle) %)
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m.3243A>G, MT-TL1 38 8 78 14 Y Y Y bSNHL NL v \ - NL Y VM VD
m.3243A>G, MT-TL1 34 12 31 35 Y Y Y bSNHL NL \ v - (L) - Nil Nil
m.3243A>G, MT-TL1 35 7 32 25 Y Y Y Y bSNHL R Vv \ - (L) - Nil VD
m.3243A>G, MIT-TL1 32 9 13 |Y Y bSNHL NL v v v NL VD VD
m.3243A>G, MT-TL1 35 5 23 Y Y bSNHL DR Vv - - - VD Nil
m.3243A>G, MT-TL1 11 3 15 Y Y NL NL v \ - (L) NL VM VM
m.3243A>G, MT-TL1 57 14 12 Y Y Y bSNHL M \ v \ NL Nil VD
m.3243A>G, MT-TL1 91 38 13 Y Y bSNHL M \ \ - NL VM Nil
m.3243A>G, MIT-TL1 73 11 15 | Y Y bSNHL NL v v v NL VD VD
m.3243A>G, MT-TL1 100 66 73 3 Y Y uSNHL NL \ - \ NL Nil Nil
Multipl DNA
ultiple mt 9 uCl & uSNHL CPEO v v v NL Nil Nil
deletions
AD POLG 6 Y Y NL NL v \ v NL Y VM VM
AD PEO1 20 Y Y Y uSNHL CPEO v Vv \ - BPPV BF:I;'\\; &
AR RNASEH1 28 Y Y Y bSNHL CPEO Vv \ \ NL VD Nil
Clinicopathological Y
diagnosis (mtDNA 14 Y NL CPEO v \ \ NL Nil Nil
mutation excluded)
Clinicopathological 23 Y NL p v v v - Y Nil VD
diagnosis

Supplementary Information Table S1: Participant demographics with details of multisystem factors affecting dizziness and unsteadiness. (Adapted with permission from
Male et al.,[10])

KEY: NMDAS Newcastle mitochondrial disease adult scale, mtDNA mitochondrial DNA, AD autosomal dominant, AR autosomal recessive, MIDD Maternally inherited diabetes and deafness, MERRF Myoclonic
epilepsy with ragged red fibres, MELAS Mitochondrial encephalomyopathy, lactic acidosis and stroke like episodes, SANDO Sensory ataxic neuropathy, dysarthria and opthalmoparesis, Y yes, V intact, NL normal,
x absent, - reduced, L left, R right, bSNHL bilateral sensorineural hearing loss, uSNHL unilateral sensorineural hearing loss, uCl unilateral cochlear implant, R retinopathy, CPEO chronic progressive external
ophthalmoplegia, M maculopathy, P ptosis, DR diabetic retinopathy, VD vestibular dysfunction, VM vestibular migraine, BPPV benign paroxysmal positional vertigo, CD cerebellar dysfunction, Nil no vestibular
diagnosis.




