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Abb. 3.3 Einfache Leitlinien zur Differenzialdiagnose der Demenzen anhand klinischer Befunde.
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Table 4
Classification of Atypical Parkinsonian Disroders

Tauopathies Synucleinopathies

Progressive supranuclear palsy Parkinson’s disease

Corticobasal degeneration Multiple system atrophy
Lytico-bodig disease Dementia with Lewy bodies
West-French Indies parkinsonian disorder Parkinson disease and dementia
Frontotemporal dementias with parkinsonism Neurodegeneration with brain iron

linked to chromosome 17 accumulation




Table 1
Genes and Mutations Associated With Atypical Parkinsonian Syndromes

Range of Age
Chromosomal of Disease Onset Response
Name Region Gene Mutation (Mean), in Years Phenotype to Levodopa Pathology
Autosomal dominant
PARK 1/4 4q21 a-synuclein 20-85 (46) PD, some cases with dementia Good Lewy bodies in
three missense mutations brainstem, Lewy
one triplication neurite, and vacuolization
in temporal cortex
PARK 3 2pl3 Unknown 36-89 (58) PD, some cases with dementia Good Lewy bodies and amyloid
plaques
PARK 8 12p11.2-q13.11 Unknown 38-68 (51) PD Good Variable: pure nigral
degeneration, Lewy body,
tau pathology
FTDP-17 17q21-22 tau/multiple mutations 25-76 (49) FTD, PD, PSP, CBgD, ALS Poor Tau pathology
DYTI2 19q13 Unknown 12-45 (23) Rapid-onset dystonia-parkinsonism  Poor Unknown
Autosomal recessive
NBIA I 20p12.3 Pantothenate kinase/ 4-64 Parkinsonism, dystonia, spasticity, Poor Iron accumulation, Lewy
multiple mutations dementia bodies
PARK 9 1p36 Unknown 11-16 (10’s) PD, dementia, gaze palsy Good Unknown
X-linked recessive
DYT3 Xql3.1 Unknown 1248 (35) Dystonia-parkinsonism Poor No Lewy bodies
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Allucinazioni e Allucinosi
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Knigth & Grabowecky: Escape from linear time: prefrontal cortex and conscious experience

Cascata dei deficit prefrontali nelluomo
Primari

Deficit dei controlli inibitori
Deficit del riconoscimento di novita

Secondari
Distraibilita
Rumore di fondo interno
Ridotta attenzione fasica e tonica
Scarsa codificazione temporale degli eventi

Terziari

Comportamento legato allo stimolo IB-UB
Insicurezza nelle decisioni
Perseverazione

Ridotta pianificazione e organoizzazione della maanor

Disturbo nella generazione di nuove idee

Disturbo di organizzazione temporale (passato, pneseuturo)
Disturbo di confronto di realta (reality cheking o mitoring)
Disturbo di creazione di ipotesi alternative (coerfictualscenarios)



Environmental Dependency Syndrome
Stimulus bound behaviour
Imitation Behavior
Utilization Behavior
Psychic Akinesia

Grasping-Groping
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Degenerazione Corticobasale



Clinical features of the Corticobasal Syndrome

-Progressive asymmetric rigidity and apraxia
-Alien limb phenomenon

-Cortical sensory loss

-Myoclonus

-Mirror movements

-Dystonia

-Tremor

-Lack of L-dopa response

-Dementia

-Yes/No reversals

-Focal or lateralized cognitive features
-Neuropsychiatric features

-Ocular motor apraxia
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PARA syndrome ?



“—_  Variante visiva
Sindrome di Balint
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Incontinenza emotiva

Riso e pianto spastico
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MRI in PSP
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Fronto-temporal dementia with parkinsonismo
linked to chromosom 17



Semantic variant
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Mattis Dementia Rating scale

PbD LBD P<0.04

Cut-off 133 AD



Mattis Dementia Rating Scale

Subitem memory

PPD LBD

P<0.001

AD

PDD LBD AD
Media DS Media DS Media DS
Eta 71.8 3.5 74.9 35 73.5 8.3
Dose L-Dopa 794.8 222.9 403.7 111.7 0.0 0.0
CAF 1.4 2.4 6.3 3.8 0.1 0.3
ODFA 1.7 3.2 3.9 1.9 0.7 0.9
NPI totale 14.3 11.1 17.6 13.1 15.7 6.9
MMSE 21.3 3.5 19.2 5.4 17.0 3.5
DRS-2 totale 113.4 13.5 105.1 18.5 98.5 14.8
F Sig
MMSE 3.23 0.05
CAF 14.53 0.000
ODFA 5.34 0.010
DRS-2 3.59 0.035
ATTENT 120 | ns One way ANOVA
I/P 2.43 NS
CONSTRUCT 0.33 NS
CONCEPT 0.25 NS
MEMORY 7.70 0.001
NPI 0.38 NS
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Cognitive Fluctuations in AD — LBD —VaD

Abnormality of
electrocortical arousal



EEG
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PDD
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Diagnosis 2004 - PD Diagnosis 2005 - LBD "



MSA-P
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LBD
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Distribution of AChE and BuChE
In the Healthy Human Thalamus

High expression BuChE-
positive neurons in
hippocampus,
thalamus, and
amygdala

eg. in thalamic AV, MD,
VA, lateral, &
pulvinar nuclei >90%
neurons have intense
BuChE staining

Darvesh et al. 2003




NIFID is a distinctive neurologic disease with
a clinically heterogeneous phenotype,
including atypical dementia, pyramidal and
extrapyramidal signs presenting at a young
age. NIFID is a neuropathologically distinct,
clinically heterogeneous variant of
frontotemporal dementia (FTD) that may
include parkinsonism or MND. Neuronal IF
inclusions are the neuropathological
signatures of NIFID that distinguish it from
all other FTD variants including FTD with
MND and FTD tauopathies.
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Encefaliti imbiche

-demenza subacuta

-grave irreversibile

-Inizia con amnesia e disturbi comportamentali
-+/- anticorpi Hu
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