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EHDN Plenary Meeting 2021

The European Huntington’s Disease Network 
(EHDN) Plenary Meeting 2021 took place 
online from 9-11 September 2021. Anne 
Rosser and Jean-Marc Burgunder hosted the 
meeting and were joined by Astri Arnesen, 
EHA President for the opening address.

For those registered, the conference is 
available to view online for a limited period. 
See the EHDN website: www.ehdn.org

Huntington’s Disease Youth Organisation 
(HDYO) was the nominated charity of choice 
for the meeting. HDYO collaborates with 
EHDN and participates in the EHDN Paediatric 
HD Working Group. Jean-Marc Burgunder 
encouraged conference participants to donate 
to HDYO. Matt Ellison, HDYO founder gave 
a brief overview of the charity’s work since 
its inception in 2012 and mentioned that 
7,000 young people from 70 countries have 
contacted the charity since 2012 with approx. 
600 young people taking part in the many 
international camps they have organised.

There was a variety of presentations on basic 
research, drug development, testing and 
treatment and clinical trials. Here is a selected 
summary from clinical trial updates and other 
studies of interest: 

 PLENARY SESSION III:  
 CLINICAL TRIAL SESSION

Roche ‘An update from the Tominersen 
Clinical Development Programme’. 
Scott Schobel, Roche gave an update on 
the Phase III GENERATION-HD1 trial. Based 
on preliminary results, which indicated 
that clinical trial participants who received 
Tomminersen did not show any improvement 
in symptoms compared to participants 
who received the placebo, an independent 
data monitoring committee recommended 
in March 2021 that Roche stop dosing 
Tominersen. Although drug doses have  
halted Roche is committed to analysing  
and sharing data to help inform future  
drug discovery for HD. 

Outstanding questions include whether 
disease stage, measure of the dose, individual 
participant characteristics or the effect on the 
non-mutant Scot Schobel thanked the HD 
community and emphasised that the Roche 
team continue their work on Huntington’s 
Disease with hope and enthuasiasm

SIGNAL / Vaccinex Results and lessons 
learnt - Maurice Zauderer from Vaccinex 
presented results from their recent SIGNAL 
trial which looked at whether the drug 
pepinemab reduced HD symptoms. Around 
250 people with early HD symptoms received 
pepinemab for over a year and while the drug 
was shown to be safe it didn’t demonstrate 
significant effect. 

However, after studying the data it appeared 
there were benefits for a subgroup of 
participants whose brain images (MRI) 
showed less loss of brain tissue than 
participants who received the placebo.
Vaccinex plans to proceed with a Phase 3 trial 
to include participants who are slightly more 
advanced in their disease than those in the 
previous trial. They will include an increased 
number of cognitive tests to determine 
outcomes.

Wave Life Sciences SELECT-HD Study - 
Disappointing results from Wave’s PRECISION 
HD1 and 2 trials were announced in March 
2021. Vissia Viglietta of Wave shared 
information on their next trial, Select-HD a 
first-in-human clinical trial to evaluate WVE-
003, an investigational allele-selective mHTT-
lowering oligonucleotide, in early manifest 
HD. Wave have improved upon the chemistry 
for this new ASO and believe it will be more 
potent against the mutant protein. 

The “allele-specific” approach means the 
drug should only target the harmful form of 
the huntingtin protein. They plan to enrol 
36 patients who carry SNP 3, a specific DNA 
Barcode which only certain people with HD 
carry within their HD gene, in their Phase 
1b/2a trial. 

Viglietta described a new way that patients 
can be quickly screened to see who is eligible 
for the trial. She also announced that a 
participant in the trial has now received  
their first dose.
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Christmas Cards 2021
HDAI are delighted to have 
received some paintings of 
Christmas scenes for our charity 
Cards this year. A big thank you to 
Cécile Grenêche and Liam Mahon 
(friends of Bernie Spellman) for 
their contributions. 

If you would like to purchase some 
cards or if you know of any shops 
or post offices willing to stock and 
sell our cards please  
let us know.

https://www.ehdn.org
http://www.genetics.ie


UniQure - An update on HD-GeneTRX-1 
and HD-GeneTRX-2 - Phase 1 / 2 Clinical 
Trials of AMT-130 Gene Therapy for early 
stage HD. David Cooper from UniQure 
presented an update on their AMT-130 
gene therapy trial. The  AMT-130 therapy is 
delivered via brain surgery and irreversibly 
alters the patient’s DNA to reduce HTT 
(https://en.hdbuzz.net/293) levels. 
Despite the pandemic the trial commenced 
in June 2020 and completed enrol of the 
first Cohort in April 2021. It involves 26 
people who will get one of two dose levels 
of AMT-130, or will undergo an imitation 
surgery. Two patients were treated with the 
higher dose in June 2021.

Triplet Therapeutics - Development 
of TTX-3360 to prevent onset and/
or progression in HD and other Repeat 
Expansion Disorders by Halting Somatic 
Expansion. Triplet Therapeutics focus 
on therapeutic approaches for HD and 
other repeat expansion conditions. Irina 
Antonijevic gave an update on their 
research to develop an ASO to target 
somatic expansion in HD by targeting the 
genetic modifier MSH3 a component in 
the damage response pathway. Triplet are 
conducting natural history studies SHIELD 
HD and hope to start their Phase 1/2a 
study of TTX-3360 in the next year.

Prilenia PROOF-HD - update on the 
status of the phase III clinical trial of 
pridopidine aiming to improve global 
function in early stage HD. Pridopidine 
was originally tested in HD clinical trials to 
assess whether it improved motor function. 
The studies showed it was safe and while 
it didn’t demonstrate improved motor 
function it did indicate that a measure 
called Total Functional Capacity (TFC) was 
better maintained in people with HD. 
Prilenia began a large Phase III clinical 
trial called PROOF-HD in 2020 to test the 
drug in a larger group of people. Michael 
Hayden reported that they expect to have 
all 480 participants active in the trial by 
the end of this year. The trial will run from 
65 to 78 weeks and Prilenia hopes to have 
results in Autumn 2023.

 PLENARY SESSION IV:  
 CLINICAL TRIAL UPDATES

SOM Biotech - Catherine Scart-
Grès advised that SOM Biotech have 
carried out a Phase 2a trial with 32 HD 
patients to test the drug SOM3355, also 
known as bevantolol previously used for 
hypertension. 

The main target is to reduce chorea, 
but there are also expectations that it 
may have a positive effect on psychiatric 
symptoms. The trial showed motor 
test improvements and a Phase 2b trial 
of 129 patients over 12 weeks is now 
planned. Phase 2a participants are offered 
to continue the study in an open-label 
extension. 

Novartis - Beth Borowsky discussed 
an upcoming trial of Branaplam, a drug 
previously tested for children with SMA. 
Branaplam has proven to lower Huntingtin 
in lab and animal studies. A Phase 1 trial 
on healthy volunteers indicated that it 
reduced mHTT with a single oral dose. 

Novartis is now ready to do a Phase 
2b study to explore safety and the 
potential for slowing disease progression. 
Participants will get the drug or placebo 
once a week during a 16 week trial. 

Participants will be split in groups of 
differing doses. Following the trial, 
participants will be offered an open label 
extension with the most favourable dose. 

Novartis aims to commence Phase 2b 
by the end of 2021 with sites in UK, 
Germany, France, Spain, Russia, Italy, 
Belgium, Lithuania and Hungary.

PTC Therapeutics - Brian Pfister talked 
about their Phase 1 trial for PTC518, an 
oral HTT lowering drug therapy which is 
being tested by healthy volunteers. He 
reported that because PTC518 meets 
the criteria for robust and equitable HTT 
lowering they are planning a Phase 2  
trial later this year. 

 OTHER PLENARY SEESIONS: 

GENETIC MODIFIERS OF HD

DNA damage and somatic expansion 
of repeats included a presentation from 
Professor Bob Lahue, NUI Galway 
‘Using histone deacetylase 3 inhibition  
to rein in HD expansion mutations’.  
(Plenary session I)

COGNITION

Professor Michael Orth, Bern University 
‘Visual System Integrity in HD’ addressed 
the relevance of visual and social cognition 
in neurodegenerative conditions (trust, 
driving safety, movement and balance). 
The occipital lobe is affected early in 
HD and further studies are necessary to 
measure its impact on social cognition. 

Professor Julie Stout, Monash University, 
Melbourne talked about ‘Hippocampal-
dependent memory in HD’. People living 
with HD have difficulty recalling memory 
and often need prompts to recall tasks etc. 
Problems with auto-biographical memory 
can affect inter-personal relationships 
and a person’s sense of themselves. There 
are also gaps in understanding as to 
how people with HD look to the future. 
Clinicians have reported difficulties with 
how people living with HD plan for their 
future compared to the ability of people 
with MND to plan for theirs. 
(Plenary session II)

 SHORT COMMUNICATIONS 
 AND PARALLEL SESSIONS

The Hold me Tight Relationship 
Programme for Couples Facing 
Huntington’s Disease - Lucienne van 
der Meer, Department of clinical Genetics 
Leiden University, Netherlands.

HD can have a considerable impact on 
families and relationships which can 
present a risk factor for children’s healthy 
development. Using interventions based 
on attachment theory (the importance of 
relationships for well-being) the Hold Me 
Tight programme aims to help couples 
increase their emotional connection and 
understand each others emotional needs.

Hold me Tight is an evidenced based 
programme seen to be effective in the 
general population. 

Special versions of the programme have 
been used in medical groups such as for 
heart and cancer patients and a version 
was adapted for Huntington’s Disease.

15 couples, pre-symptomatic HD gene 
carriers and their partners, participated 
in the programme which used 7 themed 
conversations and required homework 
exercises over the eight weeks. 

https://en.hdbuzz.net/293


The study aim was to assess whether the 
programme can strengthen relationship 
satisfaction, psychological well-being 
and resilience and results indicated there 
was a significant increase in relationship 
satisfaction and psychological well-
being over the course of the eight week 
programme.

There was no significant increase in 
resilience, but the researchers felt resilience 
is difficult to measure in this short period 

The results also indicate the study was 
well received by couples facing HD, in that 
it improves the partner relationship and 
contributes to better well-being.

Research teams believe implementing the 
Hold me Tight programme in standard HD 
care may help couples understand each 
others’ emotional needs now and during 
the disease process.

A Different Depression: Antidepressant 
Efficacy and Cognitive Mechanisms 
of Mood Disorder in Huntington’s 
Disease

Duncan McLauchlan, Cardiff University, 
discussed his teams study to assess 
antidepressant efficacy for Huntington’s 
disease. Their study found antidepressant 
efficacy differs for depression in HD 
compared to the general population. 
Motivational anhedonia (reduced 
motivation, anticipatory pleasure and 
interest) is the core process underlying 
depression in HD. Drugs acting to improve 
motivational anhedonia outperformed 
other drug classes

New staging system in HD extending 
the window of testing and treatment 

Dr Christina Sampio, EHDN spoke about 
the need for HD research studies to have 
a well standardised way of defining the 
disease - a precise classification system. 
Because HD progresses over many decades 
it is important to know what stage 
someone is at in order to aid comparisons 
and to involve pre-symptomatic gene 
carriers in research.

A parallel session on Digital Technologies 
to Advance Treatment and Care in HD 
included an overview on the Development 
of an eHealth Platform for HD by Pearl 
von Lonkhuizen, Leiden University, 
Netherlands.

HealthE-RND is funded by the EU Joint 
Programme - Neurodegenerative Disease 
Research (JPNDR). It is a European 
collaboration between partners from 
Czech Republic, Germany, Ireland, Italy, 
the Netherlands and the United Kingdom.

The aim of the project is to develop an 
ehealth platform for people with HD and 
their partners so that specialist knowledge 
is accessible without patients having to 
travel long distances to see HD experts. 
The platform will use a user-centred design 
to include end users who are experts of 
their own lives. HD patients living at home, 
partners and healthcare professionals will 
contribute. If you wish to contribute please 
see Research Volunteers article below.

HD Online 
Professionals Course
The Movement Disorder Society-ES 
and the European Huntington’s 
Disease Network Joint will run 
an Online Course: Huntington’s 
Disease: From Foundational 
Principles to Assessment and 
Treatment. 

The course is aimed at neurologists, 
neuropsychiatrists, movement 
disorders specialists, and other 
healthcare professionals who 
are interested in improving their 
knowledge of Huntington’s disease 
by receiving in-depth information 
from internationally recognised  
HD experts. The FREE Online 
Course Series will take place across 
three sessions from October 8th 
to 22nd. For Further Information 
and Registration see: https://
www.movementdisorders.org/
Courses

Volunteers needed to help 
with HD research studies
1. HEALTHE-RND STUDY

HEALTHE-RND researchers would like to 
invite you to participate in a new study 
which is designed to assess how patients 
are affected by HD. The team will develop 
a new Quality of Life scale specifically and 
uniquely for those who have HD and for 
their partners. 

This study is being held in parallel to the 
Enroll-HD study which is already running in 
Ireland. We are recruiting participants who 
are HD gene positive or companions of an 
individual who is HD gene positive. 

The second part of this study will be to 
develop and use a telehealth platform 
to provide useful and needed services to 
those with Huntington’s disease and their 
partners/care givers. We hope to be able 
to bring specialised services across Ireland, 
and then Europe, to reach those who are 
far from centres of specialised care.

If you think that participating in this 
project would be of interest to you or your 
partner, please contact us at the email 
address below or call us by phone and 
we can arrange to answer any questions 
you may have and to send you a patient 
information leaflet. If you have any further 
queries, please call or email:

Professor Jennifer Hoblyn 
Tel: +353 1 495 0021
Email: jhoblyn@tcd.ie

Emer O’Malley (Research Assistant)
Tel: +353 89 267 7844
Email: omallee3@tcd.ie

https://healthe-rnd.eu/ 

2. BEAUMONT HOSPITAL AND 
TRINITY COLLEGE DUBLIN HD 
RESEARCH STUDIES

The HD Research Team at Beaumont 
Hospital and Trinity College Dublin, led 
by Professor Niall Pender and Professor 
Orla Hardiman, continue to seek 
volunteers to participate in research 
into Huntington’s disease in Ireland. 

If you are a member of a HD family 
you can contribute. Some studies 
also require control participants 
(friends or relatives not at risk of HD). 
For those who cannot join a study, 
there is an opportunity to complete 
a questionnaire relating to life 
experiences. 

The Meet the Researchers Webinar 
of May 31st, 2021, provides an 
overview of their work and is available 
on HDAI’s website. Please share the 
Webinar and their Information leaflet 
with your family and friends. For more 
information please contact:

Mr Colm Peelo 
Department of Neuropsychology 
Beaumont Hospital  
Tel: +353 1 809 2018 / 89 412 3308
Email: HDResearch@tcd.ie 

Dr Sarah Darcy 
Department of Neurology  
Beaumont Hospital  
Tel: +353 89 266 8400 
Email: darcysa@tcd.ie

The Hold me Tight Programme
made me feel less lonely with

my situation

Talking about HD and about what may happen in the
future was not easy, but it made us stronger

Very useful and valuable! We learned new
things and we know how to move forward

with this

https://www.movementdisorders.org/Courses
https://www.movementdisorders.org/Courses
https://healthe-rnd.eu/
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A huge thanks to  
the wonderful women 
who supported us  
in this year’s  

women’s mini marathon:

•  Shannon Hayes who regularly fundraises  
 for HD raised €175 
•  Zoe Brannigan raised €120

10km Walk

Róisín Higgins and her family completed a 
10km Charity Walk during the summer and 
raised an excellent €1,624 for HD. 

Sunrise for Brain 
Conditions

The Sunrise for Brain Conditions team 
of John Kelly, Kate Mellor, Joe Condon, 
Bernie Black Frank Fenn and Peter 
Kavanagh and friends have once again 
made a phenomenal effort to raise funds 
and awareness for Brain Conditions 
- Huntington’s Disease, Young onset 
Parkinsons, Motor Neurone Disease  
and Multiple Sclerosis. 

Congratulations and thank you to the 
Henley Mermaids who swam 61Km in 
14 hours across the Bristol Channel on July 
20th to fundraise and raise awareness for 
Brain Conditions. 

Although difficult tides prevented them from 
completing the last 4.5 km safely we salute 
their huge effort and hard work raising 
awareness for brain conditions.

Sunrise for Brain Conditions contributes 
hugely to Huntington’s resources with 
approximately €9,000 raised in 2021 over the 
combined events of cycling, swimming and 
the Virtual Croagh Patrick Climb. Thanks a 
million to all who contributed!

A BIG thank you to Claire, Joan and family for 
raising an amazing €3,949 for their virtual climb.

 Donations
•  Direct Debit donations from Fionna,  
 Martina, Zil and Ger.

•  Donations via iDonate: David, Fergus 
  McGrath (in honour of Paul), Hazel, 
  anonymous - ‘your good work is much  
 appreciated’. 

•  Cécile Grenêche who raised €200 ‘on  
 behalf of Michael and Bernie’.

•  Benevity: Roseanne Evans.

•  Coin Collection - Thank you to Mick  
 Scanlan for his donation of €110 and for  
 his ongoing support. 

HDAI Online Support Group Meetings
We all look forward to face-to-face events resuming soon. However, 
while Covid numbers remain high, we will take a cautious approach  
as many people within the HD community are considered vulnerable. 
We will continue to monitor the situation and hope to offer face-to-
face events as soon as possible.

Online Support Meetings commence at 11am on:

October 9th, October 23rd, November 6th, November 27th  
and December 4th. Please contact us at info@huntingtons.ie 
if you are interested in joining an online chat.

Thank YouPatients Deserve Better 
Campaign

The Neurological 
Alliance of Ireland 
launched their 
#PatientsDeserve 
Better campaign 
on 4th October 
to call for more 
specialist nurses 

across neurology services.

Nurse specialists play a crucial role in 
supporting people with neurological 
conditions. Increasing the number 
of neurology nurses will ensure that 
people with neurological conditions 
have improved access to healthcare 
supports and reduce the time they  
are waiting for appointments.

Huntington’s Disease Association 
of Ireland will participate in the 
campaign to highlight the need for 
Huntington’s Disease specialist nurses.

The campaign begins with a focus 
on University Hospital Limerick and 
will then focus on other neurology 
services. You can learn how to 
support the campaign and see  
more information at:   
https://www.patientsdeservebetter.ie

ID Card
A free Huntington’s ID card is available 
if required. Please contact us at  
info@huntingtons.ie or on our 
mobile no. 087 051 7772 and we 
will take it from there.

Follow HDAI on Social 
Media

Thank you to our volunteers for their 
social media work.

Huntingtons Disease  
Association of Ireland

@HDAI_ie

https://www.patientsdeservebetter.ie

