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Introduction to the European Reference Network for Rare 

Neurological Diseases (ERN-RND): 

ERN-RND is a European Reference Network established and approved by the European 

Union. ERN-RND is a healthcare infrastructure which focuses on rare neurological diseases 

(RND). The three main pillars of ERN-RND are (i) network of experts and expertise centres, 

(ii) generation, pooling and dissemination of RND knowledge, and (iii) implementation of e-

health to allow the expertise to travel instead of patients and families. 

ERN-RND unites 32 of Europe’s leading expert centres in 13 Member States and includes 

highly active patient organizations. Centres are located in Belgium, Bulgaria, Czech Republic, 

France, Germany, Hungary, Italy, Lithuania, Netherlands, Poland, Slovenia, Spain and the UK. 

The following disease groups are covered by ERN-RND:  

• Ataxias and Hereditary Spastic Paraplegias 

• Atypical Parkinsonism and genetic Parkinson’s disease 

• Dystonia, Paroxysmal Disorder and Neurodegeneration with Brain Ion Accumulation 

• Frontotemporal Dementia 

• Huntingtons’ Disease and other Choreas 

• Leukodystrophies 

Specific information about the network, the expert centres and the diseases covered can be 

found at the networks web site www.ern-rnd.eu. 

 

Recommendation for clinical use: 

The European Reference Network for Rare Neurological Diseases The 

European Reference Network for Rare Neurological Diseases strongly 

recommends the use the following scales as best clinical practice for the 

assessment and rating of Huntingtons’ Disease and other choreas. 
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Disclaimer: 

Clinical practice guidelines, practice advisories, systematic reviews and other guidance 

published, endorsed or affirmed by ERN-RND are assessments of current scientific and 

clinical information provided as an educational service. The information (1) should not be 

considered inclusive of all proper treatments, methods of care, or as a statement of the 

standard of care; (2) is not continually updated and may not reflect the most recent 

evidence (new information may emerge between the time information is developed and 

when it is published or read); (3) addresses only the question(s) specifically identified; (4) 

does not mandate any particular course of medical care; and (5) is not intended to substitute 

for the independent professional judgement of the treating provider, as the information 

does account for individual variation among patients. In all cases, the selected course of 

action should be considered by the treating provider in the context of treating the individual 

patient. Use of the information is voluntary. ERN-RND provided this information on an “as is” 

basis, and makes no warranty, expressed or implied, regarding the information. ERN-RND 

specifically disclaims any warranties of merchantability or fitness for a particular use or 

purpose. ERN-RND assumes no responsibility for any injury or damage to persons or 

property arising out of or related to any use of this information or for any errors or 

omissions.   

 

METHODOLOGY 

The disease group HD and Chorea decided to endorse the scales used by Enroll-HD 

(www.enroll-hd.org) for ERN-RND. 

 

Disease group for HD and Chorea:  

Disease group coordinators:  

Anne-Catherine Bachoud-Lévi
1
, Juan Dario Ortigoza Escobar

2
, Bernhard Landwehrmeier

3 

 

Disease group members: 

Healthcare professionals: 

Alberto Albanese
4
, Enrico Bertini

5
, Adrian Danek

6
, Tom de Koning

7
, Maria Teresa Dotti

8
, 

Antonio Federico
8
, Josep Gámez

9
, Cinzia Gellera

10
, Jiri Klempir

11
, Thomas Klopstock

6
, Norbert 

Kovacs
12

, Berry Kremer
7
, Caterina Mariotti

10
, Renaud Massart

1
, Bela Melegh

12
, Maria Judit 
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Molnar
13

, Alexander Münchau
14

, Esteban Muñoz
2
, Lorenzo Nanetti

10
, Belén Pérez Dueñas

9
, 

Borut Peterlin
15

, Daniela Rae
16

, Evžen Růžička
17

, Susanne Schneider
6
, Ludger Schöls

18
, Sarah 

Tabrizi
16

, Sinem Tunc
14

, Algirdas Uktus
19

, Katia Youssov
1
, Giovanna Zorzi

10 

 

Patient representatives: 

Astri Arnesen
20 

 
1
 Assistance Publique-Hôpitaux de Paris, Hôpital Henri-Mondor, France: Reference centre for Huntington's disease; 

2
 

Hospital Clínic i Provincial de Barcelona y Hospital de Sant Joan de Déu, Spain; 
3
 Universitätsklinikum Ulm, Germany; 

4
 IRCCS 

Clinical Institute Humanitas – Rozzano, Italy; 
5
 Pediatric hospital Bambino Gesù, Rome, Italy; 

6
 Klinikum der Universität 

München, Germany; 
7
 University Medical Center Groningen, Netherlands; 

8
 AOU Siena, Italy; 

9
 Hospital Universitari Vall 

d'Hebron, Spain; 
10

 Foundation IRCCS neurological institute Carlo Besta – Milan, Italy; 
11

 General University Hospital in 

Prague, Czech Republic; 
12

 University of Pécs, Hungary; 
13

 Semmelweis University, Hungary; 
14

 Universitätsklinikum 

Schleswig-Holstein, Germany; 
15

 University Medical Centre Ljubljana, Slovenia; 
16

 University College London Hospitals NHS 

Foundation Trust, United Kingdom; 
17

 Motol University Hospital, Czech Republic; 
18

 Universitätsklinikum Tübingen, 

Germany¸
19

 Vilnius University Hospital Santariškių Klinikos, Lithuania; 
20 

Patient representative 

 

Flowchart development process: 

• Consent on endorsement of the following scales for HD and Choreas during ERN-RND 

annual meeting 2019 – 18/06/2019 

 

Recommended scales: 

Domain Scale 

Motor Assessments Unified Huntington’s Disease Rating Scale 

(UHDRS) ‘99 Motor
1 

 UHDRS Diagnostic Confidence Index
1 

Functional Assessments 

 

UHDRS ‘99 Total Functional Capacity
1 

 UHDRS ‘99 Functional Assessment Scale
1 

 UHDRS ‘99 Independence Scale
1 

Behavioral Assessment Problem Behaviors Assessment-Short (PBA-s)
2 

 Hospital Anxiety/ Depression Rating Scale 

(HADS)
3
 & Snaith Irritability Scale (SIS)

4
, 

combined 

 Columbia Suicide Severity Rating Scale (CSSRS)
5
 

Cognitive Assessments Symbol Digit Modality Test
1 
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 Stroop Color Naming
1 

 Stroop Word Reading
1 

 Categorical Verbal Fluency
6 

 Stroop Interference
1
 

 Trail Making A & B
7
 

 Letter Verbal Fluency
6
 

 Mini Mental State Examination (MMSE)
8
 

Global  Global Clinical Impression
9
 

 

Physiotherapy Outcome Measures 

 

Timed Up and Go (TUG)
10 

 30-second Chair Stand Test
11 

Quality of Life 

 

Short Form Health Survey-12 (SF-12)
12 

 Caregivers Quality of Life Questionnaire
13 

Health Economics 

 

Client Services Receipt Inventory (CSRI)
14 

 Work Productivity and Activity Impairment-

Specific Health Problem Questionnaire (WPAI-

SHP)
15 
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