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Progresivni supranuklearni Parkinson + syndromy

paralyza « Pk syndrom +

CBD — Casna porucha
Demence s Lewyho Vert'kal,'ty?omequ.
t&lisky — Posturalni instabilita,
pady (¢asto 1. pfiznak)
MSA — Frontalni syndrom

Martin \iyhnélek 7 " ( — Zacétek po 40 letech

NINDS-SPSP Ciriteria

¢ PSP mozna ¢ Pravdépodobna PSP
— Progresivni rozvoj — Progresivni rozvoj . . — . .

— Vznik po 40 letech véku — Vznik po 40 letech véku ° EXIStU]e mnoho atyp|CkyCh prlpadu
— Vertikalni obrna pohledu — Vertikalnf obrna pohledu * Retrospektivni studie u 27 PSP a 24 DCB:
shizeni rychlosti snizeni rychlosti sakad s

sakad s posturalni _ posturalni instabilitou 1.
instabilitou 1. roce nemoci roce nemoci

~ Nepfitomnost jiné — Nepiitomnost jiné — Problémy zejménau
vysvétlujici choroby vysvétlujici choroby + DCB s poruchami paméti, bez apraxie a bez sensitivnich
poruch
* PSP s asymetrickym PK syndromem, apraxii, dystonii

Litvan et al: Cinical features differentiating patients with postmortem confirmed
progressive supranuclear palsy and corticobasal degeneration. J Neurol 1999 Sep,
246, supl 2

CBD a PSP

a histopatologicky prikaz

Okohybna porucha:
Reflexni sakady

» Sakady generované po objeveni nového Postizeni burst
zrakového stimulu v zorném poli. neuronu —

* Klasicky test : gap paradigm

Sakady — regulace:

fizena z coliculus
superior a z
kortikalnich
okohybnych poli

Postizeni colliculd:

porucha iniciace ; | Sl
sakad '




Reflexni sakady-gap paradigm
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Sakady u PK sy: PSP

— Detekovéanojiz v
¢asnych fazich nemoci

— Predchazi omezeni
vertikality pohledu

— ZpUsobeno pfimym
postizenim burst
neuront

PEAK VELOCITY (deg/sec)

AMPLITUDE (deg)

Pan P. *1946 - PSP

1 rok celkové zpomaleni, nestiha
praci, dle manzelky ,linej*“.

Dosud zcela sobéstacny, bez
halucinaci, auto nefidi.
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PSP — neuropsychologicky profil

TABLE 5. Cognitive test performance
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PSP — neuropsychologicky profil

TABLE 5. Cognitive test performance

Praxis

Cognitive test PD (N = 17)
Psychomotor specd
c 0362011
0.65+0.16
10225
30.0 = 11.0%

20438

96.3 =49
104 1.8
182+ 17

ategory fluency
Boston naming lest

Total score

PSP (N = 9)
0.29 % 0.06
059 % 0.14

11429
419+ 129

13.0 =3,
19.1 %14

75.0 00

Cognitive lest

Psychomotor specd

ction time
J working memory

ency (FAS)

erseverative
Memory
Logical

Blc 2
Judgment of line orientation
Language
Category fluency
Boston naming lest
Praxi
Total score

PD (N =17) PSP (N = 9)
0.36 = 0.11 0.56 = 0,19
0.65 016 1.06 = 0.33""
102+25
30.0 + 11.0*

4= 17

Controls (N = 23),

0.29 % 0.06
059 % 0.14

Subkortikalni demence

« Demence zplsobena
poruchou bazélnich
ganglii, mozecku a
jejich spojl

» Dyskonexe FRONTO
subkortikalnich spojl

Neni pfitomna: afazie,
dyskalkulie, apraxie,
agnosie — specifické
znamky Kkortikalni 1éze

Psychomotorické

Poruchy
zhorsuje vykon v
testech

Porucha

Porucha deklarativni
paméti normalizovana
napovédou

Je PSP subkortikalni demence?

¢ Pritomnost apraxie
mozna

PFitomnost poruchy reci

mozna (az obraz PPA)

Mira psychomotorického
zpomaleni prevySuje
obvykly nalez u
subkortikalni demence

Ukaz

neuropatologickych zmén
v oblasti frontalnich lalokd

Controls (N = 23),
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PO ITEETL SURTEL Sl Kognitivné behavioralni profil FTLD

paralyza poruchy chovani

TABLE 4. Frontal Behavioral Inventory: frequency
of item scores for PD and PSP

P PSP Apatie, mutismus

Negative symptoms

Prefrontal Cortex P
Dorsolateral PFC Dysexekutivni

Ventrolateral PFC syndrom (planovani,

6(1116) Morbitofrontal PFC

:;W: pracovni pamét)
91716 7
6(0116) psychomotorické
6(0/16) .

19 2/16) zpomaleni

0(0116) 671121y Desinhibice,
44.(216) 43(821) . P

0(0116) 4361 impulzivita,

0w 302 zavislost na

e U PSP relativn & dominuje postizeni Vvnéjsim prostredi
Sane dorsolat. a cingularniho laloku

“00n6)

6(1/16)

6(1116) 5
0(0116) 0(0121)

Performance on the PD test battery by [asymptomatic]

Richardson’s syndrome vs. PSP-parkinsonism relatives of patients with [sporadic] PSP
Williams et al Brain 2005 Baker KB, Montgomery EB Jr. Neurology 2001

T )
Gender (male %) 64% First-degree  Controls Reaction fi task
Age at onset 66y HHrSe) eaction time tas

Dysarthria patients with
97% PSP

Rigaty 2 2
Postural instability 100% 96% 7 sons Gender-
Limb dystonia 21% 42% 13 daughters matched Rl IO H{'L ’—
Pyramidal signs 1 brother

2sisters R et s
Mean age

[Fals | 100% | _ Controls PSP relatives

91% 52% G 9 (39.1%) O Median RT=305ms Median RT=380 ms
s )

100% 1% mHM::YO p < .001 (Mann-Whitney)

offactory & ISR

— (Fisher's) Je PSP dédiéna choroba?

Hallotyp H1 u PSP a CBD Progresivni supranuklearni
paralyza

N=57 8 Obrna vertikalniho  Frontosubkortikalni
pohledu, zpomaleni postizenti:
sakad — Dysexekutivni
Symetricky dibia
parkinsonsky sy. bez — Psychomotoricke
tresu zpomaleni
X < — Archaické reflexy +
Casné pady grasping

— Apatie +- desinhibice

Tauopatie, fazena — Clap test

pod FTLD — Usetfeni fatickych

funkci

Houlden et al. Neurology 2001



