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OBJECTIVES

ÅUnderstanding the key concepts of parkinsonism and atypical 

parkinsonism 

ÅAble to identify patterns associated with each atypical 

parkinsonism syndrome 

ÅAppreciate the approach to diagnosis and management of these 

conditions 



PARKINSONISM 

ÅBradykinesia ðslowness in movement

ÅRigidity 

ÅTremor

ÅPosture Instability 



PARKINSONISM 

PARKINSONõS 
DISEASE 

ATYPICAL PARKINSONISM 
SYNDROMES

SECONDARY PARKINSONISM

GENETICS 
PARKINSONISM

Å PROGRESSIVE SUPRANUCLEAR PALSY(PSP)

Å MULTIPLE SYSTEM ATROPHY (MSA)

Å DEMENTIA WITH LEWY BODIES (DLB)

Å CORTICAL BASAL SYNDROME  (CBS)



ATYPICAL PARKINSONISM SYNDROMES

ÅAll neurodegenerative processes

ÅRapidly progressive disease course 

ÅUnresponsive to levodopa/carbidopa

ÅNo disease modifying treatment 

ÅMultidisciplinary care required 



PROGRESSIVE SUPRANUCLEAR PALSY



ÅPrevalence PSP 1.4/100,000 to 

6.4/100,000 

ÅAge of onset around 63 to 66 years old 

ÅMean survival from diagnosis reported 

between 5 to 8 years 

PROGRESSIVE SUPRANUCLEAR PALSY 



CLINICAL FEATURES OF PSP

ÅFrequent falling backward early in disease 

course 

ÅUnresponsive to levodopa/carbidopa

ÅParkinsonism 

ÅAxial rigidity

ÅVertical eye movement limitation  

ÅGait freezing 

ÅBlepharospasm

ÅProgressive cognitive decline





PSP SUBTYPES







DEFINITIVE DIAGNOSIS OF PSP NEED PATHOLOGICAL 

CONFIRMATION 

ÅNeurofibrillary tangles or 

neuropil threads (Tau protein 

composition ) or both in the 

basal ganglia 

ÅMicroscopic features 

ÅNeuronal loss 

ÅGliosis 

ÅNeurofibrillary tangles 

ÅNeuropil threads

ÅTufted astrocytes 

ÅOligodendrocytes coiled 

bodies 



MANAGEMENT

ÅMultidisciplinary approach 

ÅPhysiotherapy ðfalls prevention 

ÅOccupational therapy ðhome safety and support care 

giver

ÅSpeech language pathology ðswallowing assessment

ÅSocial worker:  coordination of homecare, family 

manage care, or PCH placement



MANAGEMENT

ÅSymptoms specific pharmacologic management

ÅCognitive change ðtrial of acetylcholinesterase 

inhibitor for attention and short term memory 

ÅDrooling ðatropine drops, glycopyrrolate, botulinum 

toxin injection 

ÅBlepharospasm ðbotulinum toxin injection 



MULTIPLE SYSTEM ATROPHY 



MULTIPLE SYSTEM ATROPHY

ÅEstimated incidence of 0.6 to 0.7 cases per 100,000 person -years 

ÅPoint prevalence is 3.4 to 4.9 cases per 100,000, increasing 7.8 per 100,000 among 

persons older than 40 years of age 

ÅParkinsonism subtype > cerebellar subtype (2:1 to 4:1) 

ÅCerebellar subtype is more frequent in Japan

ÅOnset 6 th decade of life, affected both sexes, survival from onset of is 6 to 10 years, very 

few patients surviving more than 15 years. 



CLINICAL FEATURES OF MSA

ÅSyncope 

ÅErectile dysfunction, bowel and bladder incontinence or 

urinary retention, constipation

ÅIncoordination, slowness in movements, 

ÅREM sleep behavior disorder 



ÅOrthostatic hypotension (drop in SBP 30 mmHg or DBP 15 

mmHg after 3 mins standing)

ÅStridor

ÅParkinsonism  

ÅAtaxia

ÅSigns of autonomic dysfunction

ÅPyramidal signs 

ÅDysarthria and dysphagia

CLINICAL FEATURES OF MSA





PISA SYNDROME 







ÅCardiology 

ÅSyncope, orthostatic hypotension

ÅPost prandial hypotension

ÅSupine hypertension

ÅLeg edema

ÅDermatology 

ÅVasomotor abnormalities

ÅHypohydrosis or anhidrosis

ÅRespirology 

ÅAspiration pneumonia 

ÅGastroenterology 

ÅDiarrhea, constipation 

ÅDysphagia

ÅUrology

ÅSexual dysfunction 

ÅNocturia

ÅIncontinence 

ÅRetention 

ÅRecurrent UTI
Faciulli et al. N Engl J Med 2015;372:249-263, DOI: 10.1056/NEJMra1311488
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NEUROPATHOLOGICAL FEATURES

ÅVariable degree of OLIVOPONTOCEREBELLAR ATROPHY and STRIATONIGRAL 

DEGENERATION 

ÅNeurodegenerative changes 

ÅCentral autonomic nervous system : hypothalamus, noradrenergic and 

serotonergic brainstem nuclei, dorsal nuclei of vagus nerve, nucleus 

ambiguous, intermediolateral column of spinal cord, Onuf nucleus 

ÅProteinaceous oligodendroglia cytoplasmic inclusions (Papp -Lantos bodies) ð

Hallmark of MSA 

ÅOligodendroglial nuclear, neuronal axonal, cytoplasmic, and nuclear inclusions 

ÅMain constituent of cytoplasmic inclusions: misfolded Alpha -Synuclein 



MANAGEMENT 

ÅMultidisciplinary approach 

ÅPharmacological and non -pharmacological management of 

orthostatic hypotension and supine hypertension 

ÅBowel and bladder dysfunction 

ÅNon-invasive positive pressure ventilation or tracheostomy for 

stridor - respirology vs. ENT referral 
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DEMENTIA WITH LEWY BODIES (DLB)



DEMENTIA WITH LEWY BODIES

ÅParkinsonõs disease dementia and Dementia with Lewy 

Bodies share the same underlying pathologies ( Ŭ-synuclein)

ÅPD dementia and DLB combined are the second most 

common neurodegenerative process (Alzheimerõs disease is 

first) 

ÅMedian survival with clinically diagnosed DLB ð3.72 years 

(PD dementia 10.9) 



CLINICAL FEATURES OF LBD

ÅEarly cognitive change (executive dysfunction, attention 

deficit, visual spatial deficit)

ÅFluctuation cognition 

ÅVisual hallucinations 

ÅREM sleep behavior disorder 

ÅParkinsonism 





PATHOLOGY OF DEMENTIA WITH LEWY BODY

ÅDiffuse Lewy Bodies are the hallmark in 

DLB as well as PD dementia 

ÅDegrees of Lewy body involvement of the 

cortex correlates with the severity of 

dementia 

ÅAlpha -synucleinopathy

ÅMay have coincident Alzheimer disease 

pathology 



REM SLEEP BEHAVIOR DISORDER 
MANAGEMENT

ÅNon-pharmacological

ÅModify bedroom environment to prevent bed partner or 

personal injury 

ÅBedrail and mat to prevent falling out of bed

ÅPharmacological

ÅMelatonin 5 -15 mg at night time 

ÅClonazepam ðlowest possible dose  







CORTICAL BASAL SYNDROME 



ÅPrevalence 

Å2/100,000 

ÅMean survival 7 years from diagnosis 

ÅOnset in the sixth decade of life 



CLINICAL FEATURES OF CBS

ÅCognitive change

ÅEarly falls

ÅNeglecting one side of the body

ÅAbnormal posture of one limb 

ÅLanguage deficit 

ÅPoor response to Levocarb



ÅApraxia

ÅCortical sensory deficit ( agraphesthesia , 

astereognosis) 

ÅOculomotor dysfunction 

ÅMyoclonus 

ÅAsymmetric rigidity and parkinsonism 

ÅDystonia 

ÅAlien limb syndrome ðabnormal grasping, posturing 

or spontaneous levitation of arm or leg 

ÅHyperreflexia 

ÅDysarthria/dysphagia

CLINICAL FEATURES OF CBS








