Progressive supranuclear palsy
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Progressive supranuclear palsy (PSP) is atypical parkinsonism which showed supranuclear gaze palsy, gait and postural instability,
and cognitive impairment. First described by Steele, Richardson, and Olszewski in 1964, the pathology of PSP is associated with ac-
cumulation of phosphorelated tau protein and neurofibrillary tangles in brain stem and cerebral cortex. PSP is classified various sub-
types for the distribution of tau pathology in clinical and pathological syndrome. In this review, we observed the clinicopathological
subtype and treatment options of PSP.
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3. PSP—pure akinesia with gait freezing (PSP-PAGF)
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4. PSP—progressive nonfluent aphasia/apraxia of
speech (PSP-PNFA/AQS)
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5. PSP-corticobasal syndrome (PSP-CBS)
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6. PSP—cerebellar ataxia (PSP-C)
oz zed S duin) o] Hek 7] A2 (ataxia)
S Holx A% A9 FEo Eojrh, Welstzow

5}
2 AdHlon, &4 dxsS FE Hole

Pspe] 3 F7o) glo) 8, vhelel A2 wYA AxF
g 27] 3402 oIt WelgHoE T

clusion bodies7} &z Ft},

au —pOSlthC in-

7. PSP—primary lateral sclerosis (PSP-PLS)
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8. PSP-behavioral variant frontotemporal dementia

(PSP-bvFTD)
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9. PSP-pallido—nigro-luysian degeneration and

axonal atrophy (PSP-PNLA)
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10. Treatment of PSP
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Figure 1. Evidence levels and degrees of recommendation® for off-label pharmacological use in progressive supranuclear palsy

Treatment Regimen Target symptom Effect size Bl Ve Of.
level  recommendation
Levodopa Up to 4 9 300 mg (in clinical practice, Akinesia—rigidity, postural instability ~ Mild to moderate 2— D
rarely[1000 mg/day)
Amantadine 39 100-200 mg (in clinical practice, ~ Akinesia—rigidity, postural instability ~ Mild to moderate 3 D
rarely[400-450 mg/day)
Amitriptyline 1% 975-150 mg Oculomotor dysfunction, depression  Mild to moderate 2-,3 D
Zolpidem 1x95-10mg Insomnia Moderate 4 -
Motor and oculomotor dysfunction Mild - -
CoQ10 5 mg/kg body weight/day, Motor and cognitive dysfunction Mild 1+ B
nanoparticle emulsion
Botulinum toxin A Focal dystonia, including eyelid Good 3 D
apraxia, blepharospasm
CoQ10, coenzyme Q10.
*Please refer to Sect. 2 for definitions of the Scottish Intercollegiate Guidelines Network evidence levels and degrees of recommendation.
Table 2. Ongoing studies in progressive supranuclear palsy
ClinicalTrials.gov ID Substance Mode of action Phase Status
NCT02133846 TPI 287 at 20 mg/m’, 6.3 mg/m’ (infusions ~ Microtubule stabilization 1 Recruiting
every 3 weeks)
NCT02422485 Oral salsalate Non-acetylated dimer of salicylic acid 1 Recruiting
NCT01824121 Bone marrow stem cell therapy Secretion of neurotrophic factors 1-2 Ongoing
(intra-arterial injection)
NCT02460731 Fresh frozen plasma Unknown 1 Recruiting
NCT02494024 C2N-8E12 Humanized recombinant anti-human tau antibody 1 Recruiting
NCT02460094 BMS-986168 Antibody against tau 1 Recruiting
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