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Disclaimer:

“The European Commission support for the production of this publication does not constitute endorsement of the contents
which reflects the views only of the authors, and the Commission cannot be held responsible for any use which may be made
of the information contained therein.”

More information on the European Union is available on the Internet (http://europa.eu).

Luxembourg: Publications Office of the European Union, 2019

© European Union, 2019

Reproduction is authorised provided the source is acknowledged.
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RED EUROPEA DE REFERENCIA PARA ENFERMEDADES NEUROLOGICAS

RARAS (ERN-RND)

La ERN-RND es una red de referencia europea establecida y aprobada por la Unién Europea. La ERN-RND
es una infraestructura de atencion médica que se enfoca hacia las enfermedades neuroldgicas raras. Los
tres pilares principales de la ERN-RND son (i) red de expertos y centros expertos, (ii) generacion,
agrupacion y difusidon de conocimiento sobre enfermedades neuroldgicas raras, y (iii) implementacion de
e-salud para permitir que viaje el conocimiento en lugar de los pacientes y sus familias.

La ERN-RND une a 32 de los principales centros de expertos de Europa en 13 Estados miembros e incluye
organizaciones de pacientes muy activas. Los centros estdn ubicados en Bélgica, Bulgaria, Republica
Checa, Francia, Alemania, Hungria, Italia, Lituania, Paises Bajos, Polonia, Eslovenia, Espafia y el Reino
Unido.

Los siguientes grupos de enfermedades estan cubiertos por la ERN-RND:
e Ataxias y paraplejias espasticas hereditarias
e Parkinsonismo atipico y enfermedad de Parkinson genética
e Distonia, trastornos paroxisticos y neurodegeneracién con acumulo cerebral de hierro
e Demencia frontotemporal
e Enfermedad de Huntington y otras Coreas
e Leucodistrofias

Puede encontrar informacién especifica sobre la red, los centros expertos y las enfermedades cubiertas
en el sitio web de la red: www.ern-rnd.eu.

Recomendacion de uso clinico:

Red Europea de Referencia de Enfermedades Neurolégicas Raras
recomienda el uso de la siguiente escala como mejor prdctica clinica para la
evaluacion y calificacion de la Demencia Frontotemporal.

EXENCION DE RESPONSABILIDAD

Las pautas clinicas, buenas practicas, revisiones sistematicas y demas indicaciones orientativas publicadas, avaladas o
confirmadas por la ERN-RND son evaluaciones de la informacion cientifica y clinica actual que se ofrece como material
educativo.

La informacidn 1) no debe considerarse como inclusiva de todos los tratamientos y terapias apropiados ni como afirmacion de
un determinado estandar de cuidados; 2) no se actualiza constantemente y es posible que tampoco refleje el estado actual de
conocimientos (desde el momento de la redaccidon de esta informacion y su publicacion y lectura puede haber surgido nueva
informacion); 3) se refiere solo a las cuestiones expresamente indicadas; 4) no prescriben ninguna medida sanitaria especifica;
5) no sustituyen el criterio independiente y profesional del médico, ya que dichas informaciones no tienen en cuenta las
diferencias individuales entre los pacientes. En todos los casos, el médico debe adaptar el modo de proceder elegido a cada
paciente en su contexto individual. El uso de las informaciones es voluntario. La ERN-RND proporciona la informacidn partiendo
de la situacién actual y no ofrece ninguna garantia expresa ni tacita respecto de ellas. La ERN-RND rechaza expresamente
cualquier responsabilidad en relacion con la comerciabilidad o adecuacidn para un uso o propdsito especificos. La ERN-RND no
se responsabiliza de ningun dafio personal ni material resultante del empleo de esta informacidn o en relacion con ella ni de
ningun error u omision.
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METODOS

El desarrollo de los Diagnostic Flowcharts para la Distonia fue realizado por el grupo de enfermedades
para la Demencia Frontotemporal. Se trazaron escalas utilizadas en la practica clinica de los miembros del
grupo de enfermedades y la decisidon sobre qué escala debia proponerse se tomé por mayoria.

Grupo de enfermedades para FTD:

Coordinadores de grupo de enfermedades:
Isabelle Leber?’; Markus Otto!?; Rik Vandenberghe3

Miembros del grupo de enfermedades:

Profesionales de la salud:

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

Representantes de los pacientes:

Mary Kearney

1 Assistance Publique-Hopitaux de Paris, HOpital Pitié-Salepétriere, 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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