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Demence s projevy
parkinsonismu: dif. dg.1

» 1. Neurodegenerativni onemocnéni CNS
* Synucleinopatie

« PND

« DLB

e Tauopatie

« PSP

- CBD

* Polyglutaminova onemocnéni
 Westphalova varianta HN

« SCA




Demence s projevy
parkinsonismu: dif. dg. 2

» 2. Sekundarni metabolické syndromy

* Wilsonova nemoc

* Hypoparathyreoza, pseudohypoparathyredza
» 3. Infekéni

» Postencefaliticky a paraencefaliticky syndrom
« Komplex AIDS-demence

» Creutzfeldtova-Jakobova nemoc

» 4. Toxické syndromy (otrava CO)

» 5. Jiné etiologie

e Trauma mozku, tumor, COM, NPH




Parkinson plus

Motor disease in West Papua

Parkinson-Dementia

Complex of Guam

Mov Disord 2005




DLB / PND

* fluktuace kognitivnhich poruch (pozornost,
bdélost pri vyloucCeni deliria)

* vizualni halucinace

 spontanni motorickeé priznaky
parkinsonismu

Priznaky podporujici dg :

» opakovane pady,

* synkopy,

 prechodné poruchy vedomi

 senzitivita na neuroleptika

* bludy a halucinace v jinych modalitach



Poruchy kognitivnich funkci u
PN

Urdity stupen poruchy kognitivnich funkci
bézny u PN
U vétSiny jedincu:

lehky a neprogredujici deficit

deficit je ohraniCeny, diskrétni, selektivni a
specificky

15-40 (78)%: progrese do demence v
pozdnim stadiu onemocnéni

(Aarsland et al., Arch Neurol 2003)




Neuropsychologie
DLB, PND x AN

« Disociace mezi percepci objektu a tvaru x
prostoru a pohybu: léze ventralni zrakove
drahy u DLB a PND (cholinergni deficit a
Lewyho téliska v T lalocich) x 1¢ze dorzalni
zrakove drahy u AN

Mosimann et al., 2004

* Free recall x cued recognition



Fanfrdlova Z, 2004



RCFT

; ] //
H"H““R
; :

Fanfrdlova Z, 2004




Halucimmace u DLB, PND

* Lewyho téliska v amygdale a hippocampu —
korelace s vizualnimi1 halucinacemi u PN, PND 1

DLB (Harding et al., 2002)
 SPECT u PN: hypoperfuze levého T a TO kortexu
u PN s halucinacemi x PN bez halucinaci

e fMRI u Charles Bonnetova syndromu — aktivace
ventralniho extrastriatalniho kortexu (stebbins et al., 2004)




Terapie IAChE

« McKeith et al. Efficacy of rivastigmine in
dementia with Lewy bodies: a randomised,
double-blind, placebo-controlled international
study. Lancet 2000

« Emre et al., Rivastigmine in Parkinson’s disease
patients with dementia: a randomised, double-
blind, placebo-controlled study. N Engl J Med
2004

 Aarsland et al. Donepezil for cognitive
Impairment in Parkinson’s disease: a randomised
controlled study. J Neurol Neurosurg Psychiatry

2002.



Spinocerebelarni ataxie: SCA

A. Pure Cerebellar syndrome’

Pure Ataxia
SCA5*, SCA6*

B. Cerebellar Ataxia Plus

Cortical signs

Peripheral nervous
system (sensory or

sensorimotor
Cognitive impairment/ axonal

Eyes/oculomotor control Movement disorders Pyramidal signs behavioral symptoms Seizures neuropathy)?
Slow saccades:> SCA1, Parkinsonism: SCAI, SCAl. SCA2; SCA1, SCA2, SCA10*, SCAl, SCA2,
SCA2**, SCA3, SCA7* SCA2, SCA3, SCAl12, SCA3* (spasticity), SCA3, SCA13, SCA17, SCA3, SCA4*,
Downbeat nystagmus: SCA17, SCA21 SCA4, SCA7, SCA17*, SCA19, DRPLA* SCA6, SCAS,
SCA6* Dystonia: SCA3, SCA17 SCAS8, SCAll, SCA21, SCA- SCA-FGF14,
Ophthalmoplegia: Tremor: SCA8, SCA12, SCA12, SCA13, FGF14, DRPLA* SCA12, SCA18¥*,

SCAl , SCA2, SCA3 SCA16 (head + hand), SCAl5
Pigmentary retinopathy: SCA19, SCA20 (palatal)
SCAT7** Dyskinesias: FGF14*
Myoclonus: SCA2,
SCA14, SCA19, DRPLA
Chorea: SCA1, SCA17,

DRPLA

SCA22, SCA25*

Manto MU, 2005






“Pickuv komplex™
(Kertesz et al., 1994)

20-25% primarné degenerativnich demenci?

Zahrnuje: Pickovu nemoc, fvFTD, NFPA (PPA),
SD, PSP, CBD, FTDP-17, ALS (syndrom

amyotroficke skler6zy) asociovaného s demenci
(MNDI), DLDH (Kertesz et al., 2005)

Heterogenni klinika: “tauopatie” se klinicky
prekryvaji: desinhibice, apatie, stereotypie,
dysexekutivni syndrom, extapyramidove ptiznaky,
apraxie, atfazie, MND

Klasifikace FTLD (Neary et al., 1998), Hodges et
al, Ann Neurol 2004, Kertesz et al., Brain 2005, J
Neuropathol Exp Neurol, 2005



RCEFT kopie: FTD a AN

il
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Thompson et al., 2005
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