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tTable DS1 Clinical (n = 19) and neuropsychological (n = 17) characteristics of participants with frontotemporal dementia in mixed familiesa

Participant

Age at onset,

years

Age at

evaluation, years

MMSE, score

out of 30

MDRS, score

out of 144

FAB, score

out of 18

Language

reduction Disinhibition Apathy Delusions Hallucinations Depression

Elation/

euphoria

F1. III–6 52 55 26 98 8 + AO + DC + AO – – + AO –

F2. II–2 61 65 1 NA NA + DC + DC – – – – –

F3. II–3 64 66 15 97 ND + DC + AO – – – – + AO

F4. II–1 49 53 17 101 7 + DC – + AO – – + AO –

F5. III–2 62 65 26 127 12 + DC + DC + AO + AO – + AO –

F6. II–4 67 68 23 108 9 + AO + DC + AO – – – + AO

F7. III–1 72 74 27 95 4 + AO + AO + DC – – + AO –

F8. III–4 55 57 26 126 8 + AO – + AO – – + AO + DC

F8. III–5 54 57 11 NA NA + AO – – – – – –

F9. I–2 64 68 ND ND ND – + DC – + – – –

F9. II–1 60 61 23 124 ND + AO + AO + AO + AO A AO – –

F9. II–3 58 60 19 127 ND + AO + AO + DC + AO A AO + AO + AO

F9. II–4 65 68 22 104 8 + DC + DC + AO – – + DC + AO

F9. III–1 44 49 21 106 8 + DC + AO + DC + DC V, A DC – + DC

F10. II–5 58 60 17 ND ND + DC + AO + DC – – – –

F10. II–6 64 66 19 55b 6 – + AO – – – – –

F10. II–7 54 59 ND ND ND + DC + AO + AO – – – –

F10. II–8 57 58 17 73 ND + AO + DC – – – – –

F10. III–36 39 40 5 22 ND + AO + DC + DC – A DC + AO –

MMSE, Mini-Mental State Examination; MDRS, Mattis Dementia Rating Scale, total score; FAB, Frontal Assessment Battery; +, present; AO, present at onset; DC, present during the course of the disease; –, absent; NA, not achievable; ND, not done; A, auditory
hallucinations; V, visual hallucinations.
a. For the neuropsychological data, performance was considered as abnormal (in italic) when it was 45th percentile or the cut-off score according to normative data adjusted to age and education level.
b. Only verbal items (total score possible 96) of the MDRS were used because of visual disability.
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Table DS2 Neuropsychological data for participants with schizophrenia or schizoaffective disorder (n = 12)a

Age at MMSE, MDRS, FAB, Rey–C, Naming,
FCRT, scores out of 16

Participants

Age at

onset,

years

evalua-

tion,

years

score

out of

30

score

out of

144

score

out of

18 FSIQ

WAIS–III

VIQ PIQ

Clock–

D, score

out of 7

score

out of

36

score

out of

80 3FR 3TR DFR DTR

Flu

p

ency

A

TM

A

T, s

B

Stro

T, s

op (I)

E C

MCST

E PE

F1. IV–6 24 28 29 140 16 81 80 86 7 36 78 9 14 7 16 21 27 26 91 123 1 6 6 1

F2. III–2b 37 46 28 135 16 77 80 78 7 36 78 9 16 12 16 18 23 31 106 152 0 6 9 5

F4. II–2b 16 53 30 137 10 82 92 74 5 24.5 77 7 15 1 10 16 20 75 173 187 0 4 7 1

F4. III–3b 24 28 29 144 18 112 105 122 7 35 ND 13 15 14 14 26 42 24 70 110 2 6 1 0

F4. III–4 19 20 25 139 15 ND ND ND 6 36 ND 8 16 8 15 12 24 41 127 175 0 5 7 0

F4. III–5 19 21 26 124 11 74 80 72 7 26 76 8 13 6 9 7 16 47 137 150 3 6 10 1

F5. III–4 38 77 18 97 5 61 63 60 1 12 67 5 7 6 9 4 8 191 NA 242 16 1 31 12

F7. IV–2b 28 44 30 142 16 95 104 85 7 36 80 14 16 13 16 34 36 57 58 93 0 7 4 0

F7. IV–5 20 59 NA NA 9 NA NA NA NA NA NA NA NA NA NA NA NA NA NA NA NA NA NA NA

F8. III–1 23 50 19 107 10 47 52 47 0 30 74 5 10 1 11 3 8 154 173 519 4 5 11 7

F9. III–22 25 32 29 133 13 ND ND ND 6 25 75 10 13 7 12 4 14 ND ND 100 5 1 34 24

F10. III–9b 35 47 22 129 ND 63 65 68 ND 22 76 ND ND ND ND 5 21 ND ND ND ND 3 12 6

MMSE, Mini-Mental State Examination; MDRS, Mattis Dementia Rating Scale, total score; FAB, Frontal Assessment Battery; WAIS–III, Wechsler Adult Intelligence Scale III: FSIQ, Full-Scale IQ score; VIQ, Verbal IQ score; PIQ, Performance IQ score; Clock-D,
Clock-drawing; Rey-C, Rey complex figure copy; Naming, oral confrontation naming test; FCRT, Free and Cued Recall Test: 3FR, third free recall; 3TR, third total recall; DFR, delayed free recall; DTR, delayed total recall; Fluency, 2 minutes verbal fluency: p, words
beginning with p; A, animals; TMT A and B, Trail Making Test, part A and B, time in seconds; Stroop (I), Stroop interference subtest: T, time in seconds; E, number of errors; MCST, Modified Card Sorting Test: C, number of categories; E, number of errors;
PE, number of perseverative errors.; ND, not done; NA, not achievable.
a. Performance was considered as abnormal (in italic) when it was 45th percentile or under the cut-off score according to normative data adjusted to age and education level.
b. Participants included in the morbid risk assessment.


