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EVROPSKAVREFERENNI SIT PRO VZACNA NEUROLOGICKA
ONEMOCNENI (ERN-RND).

ERN-RND je evropska referencni sit zfizena a schvalend Evropskou unii. ERN-RND je zdravotnicka
infrastruktura, ktera se zaméruje na vzacna neurologicka onemocnéni (RND). Tfemi hlavnimi pilifi ERN-
RND jsou (i) sit odbornikd a odbornych center, (ii) vytvafeni, sdruzovani a Sifeni znalosti o RND a (iii)
zavadéni elektronického zdravotnictvi, které umozni, aby odborné znalosti cestovaly misto pacientl a
rodin.

ERN-RND sdruzuje 32 prednich evropskych odbornych center ve 13 ¢lenskych statech a zahrnuje vysoce
aktivni pacientské organizace. Centra se nachazeji v Belgii, Bulharsku, Ceské republice, Francii, Italii, Litvé,
Madarsku, Némecku, Nizozemsku, Polsku, Slovinsku, Spanélsku a Velké Britanii.

ERN-RND pokryva nasledujici skupiny onemocnéni:
e Ataxie a dédi¢né spastické paraplegie
e Atypicky parkinsonismus a geneticka Parkinsonova choroba
e Dystonie, paroxysmalni porucha a neurodegenerace s akumulaci mozkovych iontt
e Frontotemporalni demence
e Huntingtonova choroba a dalsi ukoly
e Leukodystrofie

Konkrétni informace o siti, odbornych centrech a nemocech, kterymi se zabyvd, najdete na internetovych
strdnkdch sité www.ern-rnd.eu.

Doporuceni pro klinické poufZiti:

Evropskd referenéni sit pro vzdcnd neurologickd onemocnéni silné
doporucuje pouzivat ndasledujici stupnici jako nejlepsi klinickou praxi pro
posouzeni a hodnoceni frontotempordlni demence.

ODMITNUTI ODPOVEDNOSTI

Bei den Pokyny pro klinickou praxi, doporuceni pro praxi, systematické prehledy a dalsi pokyny
zverejnéné, schvalené nebo potvrzené ERN-RND jsou vyhodnocenim aktualnich védeckych a klinickych
informaci poskytovanych jako vzdélavaci sluzba. Tyto informace (1) by nemély byt povazovany za souhrn
vsech spravnych Iécebnych postupl, metod péce nebo za vyjadieni standardu péce; (2) nejsou pribéziné
aktualizovany a nemusi odrazet nejnovéjsi dikazy (nové informace se mohou objevit v dobé mezi
vypracovanim informaci a jejich zverejnénim nebo prectenim); (3) zabyvaji se pouze konkrétné uréenou
otazkou (otazkami); (4) nepredepisuji Zadny konkrétni postup lékarské péce a (5) nejsou urceny k tomu,
aby nahradily nezavisly odborny Usudek osSetfujiciho |ékare, protoze informace zohlednuji individualni
rozdily mezi pacienty. Ve vSech pfipadech by mél osetfujici poskytovatel zvoleny postup zvazit v kontextu
[éCby konkrétniho pacienta. Pouziti informaci je dobrovolné. ERN-RND poskytla tyto informace tak, jak
jsou, a neposkytuje Zadnou vyslovnou ani implicitni zaruku tykajici se téchto informaci. Spolec¢nost ERN-
RND se vyslovné zfika jakychkoli zaruk prodejnosti nebo vhodnosti pro konkrétni pouziti nebo ucel.
Spole¢nost ERN-RND nenese Zadnou odpovédnost za jakékoli zranéni nebo Skodu na osobach nebo
majetku, ktera by vznikla v dlsledku pouziti téchto informaci nebo v souvislosti s nimi, ani za jakékoli
chyby nebo opomenuti.



3, European
Reference

European
v Reference
Networks

Network

comlex diseases

METODIKA

Vyvoj diagnostickych schémat pro dystonii provedla skupina pro onemocnéni frontotemporalni demenci.
Byly zmapovany skaly pouzivané v klinické praxi ¢len(i skupiny pro onemocnéni a vétSinovym hlasovanim
bylo rozhodnuto, ktera skala bude navrzena.

Skupina onemocnéni pro FTD:

Koordinatofti skupin nemoci:
Isabelle Leber?’; Markus Otto!?; Rik Vandenberghe3

Clenové skupiny nemoci:

Zdravotnicti pracovnici:

Alberto Albanese*; Adrian Danek®, Maria Teresa Dotti®; Barbara Garavaglia’; Zoltan Grosz®; Norbert
Kovacs®; Milica Kramberger'% Bernhard Landwehrmeier!’; Johannes Levin®; Janne Papma'?; Jonathan
Rohrer?; Robert Rusina®3; Harro Seelaar!?; Matthis Synofzik!*; Marc Teichmann?, Pietro Tiraboschi’; John
van Swieten!?; lone Wollacott?

Zastupci pacientu:

Mary Kearney

1 Assistance Publique-Hbpitaux de Paris, Hopital Pitié-Salepétriére, France: Reference centre for rare dementias; 2 University College London
Hospitals NHS Foundation Trust, United Kingdom; 3 University Hospitals Leuven, Belgium; 4 IRCCS Clinical Institute Humanitas — Rozzano,
Italy; > Klinikum der Universitat Miinchen, Germany; ® AOU Siena, Italy; 7 Foundation IRCCS neurological institute Carlo Besta — Milan, Italy; 8
Semmelweis University, Hungary; ° University of Pécs, Hungary; 10 University Medical Centre Ljubljana, Slovenia; 1* Universitatsklinikum Ulm,
Germany; 12 Erasmus MC: University Medical Center Rotterdam, Netherlands; 13 Charles University, Prague, 1 Universitatsklinikum Tiibingen,
Germany
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NACC UNIFORM DATA SET (UDS)
Form B4: CDR® Dementia Staging Instrument
pLus NACC FTLD Behavior & Language Domains (CDR® Plus NACC FTLD)

ADC name:

Subject 1D:

NACC

ettt Formdater. /o /o Viit#: .. . Examiner'sinitials: « . .

clinician or other frained hoalth

INSTRUCTIONS: For information on rhe raquired onl'me CDR training, sea UDS Coding Guidabook for Jnd'rai Visit Packet, Form B4. This form is to be completed by the
report and and exam of the subject. In the extremely rare instances when no
co-participant is available, the clinician or ofher flamed health professional must complefe this form using all other available information and hisfer best clinical judgment.
Score only as decline from previous level due fo cognitive loss, not impairment due to other factors, such as physical disability. For further information, see UDS Coding
Guidebook for Initial Visit Packet, Form B4.

SECTION 1: CDR® DEMENTIA STAGING INSTRUMENT!

Flease enter
score below:

1. Memory

IMPAIRMENT

Questionable — 0.5 Mild — 1 Moderate — 2 Severe — 3

Mo memory koss, or slight

Cnnslsl!nl sllgnt fugellnlnas
of events;

Fully arianted

Solves s,
handles business and financial
affairs well; judgment good in
relation to past performance
Independent function at

usual level in jab, shopping,
wolunteer and social groups

Life at home, hobbies, and
intellectual interests well
maintained

"l:eu,gn forpetfulness
Fully oriented except for slight
difficulty with time relation-
ships

Slight impairment in salving
problems, similarities, and
differences

Slight impairment in these
activities

Life at home, hobbies, and
intellectual interasts slightly
impaired

Fully capable of self-care {=0).

CDR SUM OF BOXES
GLOBAL CDR

Moderate . mare
marked for recent evenls defect
interferes with everyday activities
Moderate difficulty with time re-
lationships; oriented for place at
examination; may have gecgraph-
ic disorientation elsewhara
Moderate difficulty in handling
problems, similarities, and
differences; social judgment
usually maintained
Unable to function i

Severe memary loss; only high-
Iy learned material retained;
new material rapidiy lost
Severe difficully with time re-
lationships; usually disoriented
o time, often o place

Severely impaired in handling
problems, similarities, and
differences; social judgment
usually impaired

2t these activities, although may
still be engaged in some; appears
normal fo casual inspection

Mild but definite impairment of
function at home; more difficult
chares abandoned; more com-
plicated hobbies and interests
abandoned

Needs prompting

Mo pretense of i
function outside the home;
appears well anough io be
taken to functions culside the
family home

Only simple chores preserved;
very restricted interests, poorly
maintained

Requires assistance in
dressing, hygiene, keeping of
personal effects.

‘Severe memary loss; only
ragments remain

Orianted o persan only

Unable to make judgments ar
soive problems

No pretense of independent
function outside the home;
appears toa ill to be taken to
functions oulside the family
home

No significant function in the
home

Requires much help with
personal care: frequent
incontinence

Mo JC. The Clinical Dementia Rating (COR): Cument version and scoring rules. Neurology 43(11):2412-4, 1993, Copyrighte> Lippincolt, Willlams & Wilkins. Reproduced by permission.

UDS Version 3.0, March 2015 riar

mal Alzheimer’s Coordinating €

Buw.edu

Iz washingtc
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SubjectID: e Formdabe: « o fe o fi o o Visit #: o

INSTRUCTIONS: For information on Hm reguired online COR rra:mng see UDS Coding Guidebook for Inifial Visit Packet, Form B4. This farm is to be completed by the
clinician or offier frained health based on co- and and gical exam of the subject. In the extremely rare instances when no
co-participant is available, the clinician or other trained health prm‘astmd\l must complefe this form using all other available information and histher best climical judgment.
Score only as decline from previous level due fo cognitive lpss, not impairment due to other factors, such as physical disability. For further information, see UDS Coding
Guidebook for Initial Visit Packet, Form B4.

SECTION 2: NACC FTLD BEHAVIOR & LANGUAGE DOMAINS

P it IMPAIRMENT
score below: Maone — 0 Questionable — 0.5 Mild — 1 Moderate — 2 Severe — 3
9. Behavior, Socially appropriate behavior | Questionable changes in Mild but definite changes in Moderate behavioral changes, — Severs behavioral changes,
comportment, comportment, empathy, behavior affecting interpersonal rela- making inferpersanal
and personality® ‘appropriateness of actions tionships and interactions ina  interactions all unidirectional
significant manner
i
10. Language® INo language difficulty, or Consistent mild word-finding  Moderate word-finding difficulty | Moderate to severs impair- Severe comprehension deficits;

occasional mil
tongue

tip-of-the-

difficulti

simplification of

word chaice; circumiocution;

decreased phrase length;
andior mild comprehension
difficulties

in speech; cannot name objacts
in environment; reduced phrase
length andfor agrammatical
speech and/or reduced com-
prefiension in comversation and
reading

ments in either speech or
comprehension; has difficully
communicating thoughts;
writing may be slightly mare
effective

no intelligible speech

*Excerpted from the Frontotermporal Demential Multicenter Instrument & MR Study (Mayo Clinic, UCSF, UCLA, UW).
*Excerpled from the PPA-CDR: A modification of the COR far assessing dementia saverity in patients with primary progressive aphasia (Johnson N, Weintraub S, Mesulam MM), 2002.

UDS (VERSION 3.0, MARCH 2015) Initial Visit COR® Plus MACC FTLD Page 2 of 2

Reproduced with permission. Copyright 2006, 2008, 2015, 2017 University of Washington. Created and published by the ADC Clinical Task Force (John. C. Morris,
MD, Chair) and the National Alzheimer's Coordinating Center (U01 AG016976 - Walter A. Kukull, PhD, Director)
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