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The important points for distinction PA and PSP
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# 1 Clinical and biochemical findings and L-DOPA response in PA and PSP patients at the first visit

PA PSP p Value
number of patients 15 41
age 731+ 21 73.3 £ 1.0 0.927
gender M:F=1:2 M:F=28:13 0.019
period from onset to first visit hospital 77 £ 13 74 0.6 0.820
~ falls 34%(14/41)
start hesitation 80%(12/15) gs"’t‘grﬂ‘s‘:;rtg%%%e122%;?(%%411))
chief complaint at first visit bradykinesia 13%(2/15) tremor 10% (4/41)
gait disturbance 7% (1/15) dementia 7% (3/41)
dystonia 5% (2/41)
dementia dementia 8% (1/12) dementia 47% (16/34) dementia 0.017
MMSE MMSE: 26.1 = 1.4 (n=10) | MMSE 21.0 = 1.3 (n=25) MMSE 0.005
disturbance of EOM 33% (4/12) 95% (40/42) p<0.001

upward /downward gaze angles

494 + 35/525 + 2.7

26.0 £ 2.3/249 + 22

elevation angle: p<0.001

(n=15) (n=41) depression angle: p<0.001
0, 0,

OKN Do L) Poor 809 (12113 0024
masked face 53% (8/15) 56% (15/27) 0.890

dysarthria 31% (4/13) 81% (30/37) P<0.001
dysphagia 29% (4/14) 60% (21/35) 0.047
hyperreflexia 38% (5/13) 369% (14/39) 0.868
Babinski's reflex 9%(1/11) 9% (3/33) 1.000
neck 0.7 £ 0.2 (n=15) 14 £ 0.2 (n=41) 0.010
rigidity upper extremities 0.6 £ 0.1 (n=15) 1.0 £ 0.1 (n=41) 0.051
lower extremities 0.5 + 0.1 (n=15) 1.0 £ 0.1(n=41) 0.069
akinesia 50% (7/14) 67% (24736) 0.276
start hesitation 100% (15/15) 79% (22/28) 0.053
festination 38% (3/8) 20% (4/20) 0.334
Postural instability 100% (15/15) 100% (32/32) 1.000
falls 47% (7/15) 73% (24/33) 0.080
orthostatic hypotension 0% (0/11) 109%(3/31) 0.284
response to L-DOPA 15% (2/13) 35% (13/37) 0.181

() number of cases

PA, pure akinesia; PSP, progressive supranuclear palsy; M, male; F, female; MMSE, mini mental state test; EOM, extraocular
movement; OKN, optokinetic nystagmus; L-DOPA, 3,4-dihydroxyphenylalanine
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%< 2 Radiological findings in PA and PSP patients

PA PSP p value
MRI atrophy of frontal lobe 57% (8/14) 65% (26/40) 0.600
atrophy of midbrain tegmentum 7% (1/14) 70% (28/40) <0.001
" ;ﬁg;’gﬁgbe 50% (6/12) 78% (23/30) 0.091
SPECT frequency eduction
at basal ganglia 0% (0/12) 20% (6/30) 0.094
MIBG H/M ratio (early/delayed) 23 +£0.1/22 £02(n=6) | 2.1 +£0.1/22 + 0.1(n=13) | 0.197/0.831

PA, pure akinesia; PSP, progressive supranuclear palsy; SPECT, etyl cysteinate dimmer-single photon emission computed
tomography; MIBG, lodine-123 meta-iodobenzyl guanidine; H/M ratio, heart-to-mediastinum average count ratio
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% 3 The changes of 3 PA patients’ clinical and radiological findings during long follow-up: range of 6-8 years

Case 1 Case 2 Case 3 Case 4
times of medical examination fi.rs_t 6 years f? r§t 7 years fi.rs_t 8 years fi_r§t 17 years
visit later visit later visit later visit later
age 69 75 59 66 72 80 60 77
sex F M M F
period from onset to first visit 6 22 11 0
period of all course 12 (alive) 29 (alive) 19 (alive) 18 (dead)
chief complaint start hesitation start hesitation bradykinesia start hesitation
dementia - - - - - - - +
(MMSE) 30/ 30 30/ 30 N 25/ 30 N 28/ 30 N 20/ 30
eye movement elevation angle/ 30/30 | 60/30 | 60/60 | 60/60 | 60/30 | 60/60 | 30/60 | 60/60
depression angle
OKN good good N good good good N good
rigidity (neck) + - + - - - + -
Falls - - - - - - - -
Head MRI atrophy of - - - - - - N -
midbrain

F, female; M, male; MMSE, mini mental state test; N, not evaluated; OKN, optokinetic nystagmus
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%< 4 Clinical and radiological findings and L-DOPA response in PA and PSP patients in previous reports

PA PSP
age 66 63.7
sex M:F=3:2 M:F=44: 25
falls 81% (17/ 21)
gait disturbance 61%(142/ 233)
start hesitation 50%(15/ 30) b%f;&ti?]g; ;il;/?) /53(%6%3?3)
. . micrographia 27% (8/ 30)
chief complaint bradykinesia 20% (6/ 30) ) tremor 13% (30/ 233)
falls 3.3% (1/ 30) dlsturgance of EOM 12% (29/ 233)
ysphagia 12% (26/212)
dementia 7.2% (15/ 208)
character change 4.2%(8/ 187)
dementia 16% (4/ 25) 7.2% (15/ 208)
disturbance of EOM 7.7% (1/13) 19% (48/ 257)
OKN good 100% (5/ 5) poor 100% (6/ 6)
masked face 78% (7/9) 71% (15/ 21)
dysarthria N 19% (49/ 257)
dysphagia N 13% (30/ 236)
hyperreflexia N N
Babinski’ s reflex N N
rigidity 2.7% (1/37) 63% (15/ 24)
akinesia 61% (11/18) 819% (208/ 256)
start hesitation 97% (34 / 35) N
festination 79% (11/ 14) N
postural instability 90% (27/ 30) 63% (165/ 261)
falls 88% (7/8) 82% (37/ 45)
MRI atrophy of frontal lobe 0% (0/ 18) 42% (11/ 26)
atrophy of midbrain tegmentum 5.6% (1/ 18) 63% (51/ 81)
reduction at frontal lobe 63% (5/ 8) 50% (3/ 6)
SPECT reduction at basal ganglia 0% (0/ 8) N
Z-score at Area 8 N N
MIBG H/M: early/delayed N 2.6/2.5
response to L-DOPA 8.7% (2/ 23) 19% (6/ 32)

() number of cases
PA, pure akinesia; PSP, progressive supranuclear palsy; M, male; F, female; MMSE, mini mental state test; EOM, eye of
movement; OKN, optokinetic nystagmus; N, not evaluated; L-DOPA, 3,4-dihydroxyphenylalanine; CSF, cerebrospinal fluid;

HVA, homovanillic acid; ptau= phosphorylated tau
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