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1. INTRODUCTION 

    
For many years, the EB community has recognised the need for an 
international EB patient registry. While there are many different 
approaches to EB registries and many EB registries in existence, the 
challenge has always been to coordinate efforts to the extent that sharing 
of data becomes possible. There is enormous value in having a network of 
registries that can share data. 
 
Key aspects of the registry: 

 It is being developed to incorporate best international 
practice in international registries.  

 This is a non-profit initiative. A technology partner is funded 
to provide the IT platform but the registry project aims to 
promote a company-agnostic approach by incorporating 
principles of openEHR. 

 The dataset on which it will be based is open source and will 
be available to all, thereby facilitating interoperability across 
different platforms. 

 Its data model is patient-centred and its workflows are 
clinician-centred.  

 Its development is being guided by all relevant stakeholders, 
including registry experts, clinicians, and patients. 

 As the basic platform is already developed, it is a very cost-
effective approach to registry delivery. 

 The registry has the potential to be expanded and further 
developed to also operate as a clinical management system 
to support EB clinical care. 
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2. REGISTRY PURPOSE 

 

 

*and report on this annually (see Appendix I for example) 

 

  
3. HISTORY 

 The International EB Patient Registry (the Registry) has been in planning 
for several years. It was initiated by EB experts such as Dr Peter van den 
Akker, Dr Helmut Hintner and Dr Gabriela Pohla-Guba. In 2016, a registry 
kick off meeting was organised by DEBRA Ireland and was attended by 
representatives from EB clinical leadership from across Europe, ERN-Skin, 
DEBRA, the Irish Skin Foundation (ISF), National and International Skin 
Registry Solutions (NISR), and experts in registry development. Key points, 
such as, collaboration on a consensus dataset, interoperability, 
governance, and patient consent were discussed. Following this meeting, 
a number of unsuccessful applications for funding were submitted to the 
European Commission and the European Association of Dermatology and 
Venereology (EADV). 

In 2017, further meetings were held inviting members to join the Registry 
Steering Committee.  At these meetings, further options to secure 
funding to develop the Registry were explored, the technological aspects 
and the involvement of ERN’s in the Registry were discussed. An invitation 
was extended to Open App, the health informatics company which 
developed the Irish EB Registry, to join some meetings. Following these 
meetings, clinical centres submitted data-sets to analyse in order to 
create a core dataset for the Registry. 

Over the past couple of years, progress has been made in developing 
many aspects of the Registry. National and International Skin Registry 
Solutions (NISR), the organisation that has been researching and 
developing dermatology registry services and technologies, was 
restructured into a sustainable charity that will manage the International 
EB Patient Registry, along with the Irish EB Registry and a number of other 
skin registries. NISR secured significant funds to ensure its sustainability 
until both the Irish and International EB Registries are developed and a 
support structure is put in place to provide long term funding for them.   
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NISR covered the cost of the core technology that was used in 
developing the Registry (based on the Irish EB Registry developed by 
Open App), which is nearly complete. NISR will use funds pledged by 
others (Debra UK and Italy to date) to set up the management of the 
International EB Patient Registry, its validation and to integrate 
dynamic registries from international clinical centres. Any required 
future modifications to the platform as well as on-going hosting and 
maintenance support will require further funding. These are detailed 
further in Section 7. Funding and sustainability.  

Currently, the Irish EB Registry is going through the Data Protection 
Impact Assessment (under GDPR) and the research ethics approval 
process for Irish hospitals. The final user acceptability testing of the 
Irish EB Registry platform is complete and the results have been fed 
back to the software development company for implementation. 
Once these are complete, the Irish registry will be ready to be 
populated. In parallel, NISR will start working with the International 
Steering Committee to complete the International EB Registry e.g. to 
finalise the minimum dataset, logo, etc.  

 

  
4 NISR 

NISR was created by the ISF to help ensure sustainability of their projects 
and to provide support and expertise to groups who wished to 
collaborate with it. Considerable resources were invested over a 4-year 
period to develop an approach to registry development that aims to 
narrow the divide between clinical care provision and registry 
development.   
 
NISR retained the services of a number of patient registry experts to 
facilitate the delivery of best-practice registries, including Godfrey 
Fletcher, a recognised expert in registry development and sustainability 
and the Chief Executive of the Cystic Fibrosis Registry of Ireland. The 
project also contracted the services of Open App from 2013 to 2017 
which won the tender for the ICT ERN platform. 
NISR has now emerged from the ISF and has formed an independent 
charity. Its initial Board includes Prof Alan Irvine (consultant 
dermatologist), Prof Des Tobin (Director of the Charles Institute of 
Dermatology in Dublin) and Dr Fiona Browne (lead clinician for EB in 
Ireland). Godfrey Fletcher is the CEO of NISR and has worked on the 
Registry development for many years. Dr Dmitri Wall, who has also 
worked on the Registry development over the years, will be employed by 
NISR. NISR will be based in the UCD Charles Institute of Dermatology in 
Dublin. 
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5 EB REGISTRY DATASETS 

A number of the participants of previous registry meetings submitted 
their EB datasets for analysis to support the development of a 
consensus dataset. The analysis, carried out by freshEHR Clinical 
Informatics Ltd and based on the openEHR methodology, generated 
an initial consensus dataset, which was used to shape an early 
demonstration of the EB registry. For information on the datasets 
that were used or considered, see Appendix II. 
 
The consensus dataset is currently being refined to form a minimal 
dataset that would be feasible for clinicians to input. Once 
established, it will be mandatory to collect information on this 
minimal dataset for submission to the International EB Patient 
Registry. However, clinical centres will still be free to collect data 
above and beyond this minimal dataset.  
 
 
 

  
6 TECHNICAL ASPETS OF THE REGISTRY 

The registry platform was developed by the health informatics company 
Open App.  
 
Data storage method (all in the cloud) 

 
 
Centralising the data 
The process of aggregating data in the central data repository 
(international database) is an inbuilt feature of the registry platform. The 
data collected for the minimal dataset can either be aggregated 
automatically if using the same application and data stored in the same 
database (Option 1), or agreed to be done at certain times, such as on an 
annual basis (Option 2 and Option 3). 
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NISR can access the central data repository of the registry platform 
and run a report to get an international overview of the data. 
 
Uploading exported data 
 
A method of uploading exported data is agreed upon with the clinical 
centre. Two possible upload methods, which both require a level of 
validation/quality control, are: 
 
(1) The data is sent to NISR – which acts as the validation system and 

uploads the data. 
(2) The data is uploaded to the central data repository – rules are 

built into the system validating that the data being uploaded is 
what is expected. 

 
Ideally, both methods above are applied: NISR will have an interface 
in the application to upload the files upon validation. At that point, 
the system applies the validation rules for the 2nd level of validation. 
 
Hosting 
 
(1) Cloud hosting is standard practice. 
(2) On premises hosting would require Open App to have access to 

local IT infrastructure to deploy the application and database. 
 
Important points to consider in relation to the storage of data for the 
EB Registry 
 
(1) The data can be stored in a common dataset. The chosen data 

centre is in Germany. Germany has rigorous and stringent privacy 
regulations. Data is protected in compliance with GDPR and 
HIPAA legislations. 

(2) It is important to reiterate that the project is not reliant on Open 
App.  

 

  
7 FUNDING AND SUSTAINABILITY 

The ISF has fully funded the customisation of a registry platform through 
their not-for-profit company NISR. NISR has now emerged from ISF into 
an individual charity. For more information on NISR, see Section 4. NISR. 
 
DEBRA/Clinical centre funding  
Clinical centres that do not currently have a registry or wish to change 
their current registry system can adopt the Open App platform. Using a 
common platform that can cater for all centres’ demands is a massive 
opportunity for clinical centres and charities to reduce their financial 
outlay and enable collaboration. However, if a clinical centre already has 
an established registry, processes will be put in place to enable agreed 
common variables to be exported to the International EB Patient Registry. 
As the development and specification of the platform has already been 
funded, adoption of the Open App platform will result in significant 
financial saving; however, there will be reasonable costs at a local level: 
 

 Local installation – one-time charge circa €10,000.00* 
 Annual maintenance, support, and licence and hosting fees per 

active user/per centre – starts from circa €3,000.00* 
 Customisations and the time to develop these – circa €750.00* per 

day.  
o Dataset (additional clinical data points which are separate to 

the core data set, to be used for clinical care data points) 
o Application interface with other systems (labs, imaging, EHRs 

etc.) 
*These are estimated costs. Open App can provide a quote on a case-by-
case basis. 
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Industry funding 
 
As successfully demonstrated by the European Cystic Fibrosis registry, 
it should be possible in the future to charge industry groups for 
access to annotated registry data (subject to approval of their 
application by the EB Executive Committee or a sub-committee 
thereof – see Section 8. the EB Registry Committees for more 
information. 
 
Ultimately, it might be possible to ensure that companies undertaking 
EB clinical trials run their trial through the registry. This would 
guarantee on-going investment in the registry. It would also facilitate 
the possibility of comparing trial participant data to the anonymised 
data of the entire population, rather than just other patients on the 
trial. This can be managed in such a way that companies would only 
have access to their own data and that there would be no breaches of 
data protection. 
 
Academic researchers would not be charged for access to raw 
anonymised data.  
 

  
8 EB REGISTRY COMMITTEES 

International EB Patient Registry Executive Committee 
The Executive Committee oversees the strategic direction and 
management of the International EB Registry. The committee will meet at 
regular intervals during the initial set-up phase of the registry and 
approximately three times a year thereafter. The group will include 
representatives from DEBRA International and DEBRA Ireland, two 
clinicians (Dr Fiona Browne and another TBC), a patient contributor and a 
representative from NISR. 
 
International EB Patient Registry Steering Committee 
The Steering Committee presently includes representatives from each 
interested clinical centre, charity, NISR, BADGEM, and the ERN-Skin. 
Currently, the following participants sit on the committee. 
Members of the EB Registry Steering Committee: 
 

Julia Rebhan 
 EB Haus, Austria 

Zlatko Kopecki 
 DEBRA Australia 

Olivia Mullins  
DEBRA International 

Christine Bodemer 
ERN-Skin 

Cinzia Pilo 
 DEBRA Italy 

Fiona Browne  
OLCHC & SJH, Ireland 

Dmitri Wall 
NISR, Ireland 

Sinéad Hickey 
DEBRA Ireland 

Gianna Zambruno 
Bambino Gesu, Italy 

Sophie Guez 
 Italian EB Registry & 
REB Foundation 
 

Julia Y. Kotalevskaya, 
Moscow Regional 
Clinical Research 
Institute, Russia 

Katarzyna Wertheim-
Tysarowsk 
Institute of Mother 
and Child, Poland 

Sharmila Nikapota, 
Cure EB 

Peter van dan Akker 
Groningen, The 
Netherlands 

Cristina Has 
 Freiburg, EB Centre, 
Germany 

Irene Leigh BADGEM, UK Eleanor Krall, DEBRA UK 
 
In future, the Steering Committee should consist of funding charities and 
participating clinical centres. 
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9 DATA PROTECTION AND PATIENT CONSENT 

The approach to patient consent and the management of data will 
need to comply with the General Data Protection Regulation (GDPR). 
Ownership of data will be at a local clinical level, thereby simplifying 
data protection and consent issues. 
 
The data at international level will only be pseudo anonymised not 
completely de-identified.  Patients cannot be identified on the 
international registry, they will have an international registry number 
which their own clinical centre will know. If there are queries, the 
international registry can refer for qualification to each clinical centre 
at an individual country level.  Only each centre can identify their 
patients. 
 

10 ALIGNMENT WITH EUROPEAN REFERENCE NETWORKS 
(ERNS) 

There is a strong commitment from both the ERN and DEBRA 
internationally to ensure that registry activities are aligned and 
mutually beneficial. 
 
As previous ERN funding applications were denied, the ERN will not 
be developing its own EB registry and is looking to DEBRA and the 
other stakeholders to carry the current International EB Patient 
Registry project forward. The ERN will, however, create a generic 
registry for the ERN Skin. Along with more EB specific data, the EB 
registry will be designed to capture the generic fields required of the 
ERN registries. This will facilitate comparability of data between the 
registries, so that some data sharing can be developed, where 
appropriate. 
 

  
11 THE FUTURE THE REGISTRY 

NISR will take over the development of the Registry under the guidance of 
the International EB Patient Registry Steering Committee. Some of the key 
steps that will be addressed will include 
 

 Completion and validation of the Irish Registry 
 Work with the Steering Committee to optimise the core data set 
 Invitation for international clinical centres to validate the 

international registry 
 Establish the governance around the international registry 
 Work with individual clinical centre to implement the 

international registry 
 
CMPS (Clinical Patient Management System) 
 
Open App won the European Commission (EC) tender to develop the ICT 
platform to be provided to all ERNs. This platform is often referred to as a 
Clinical Patient Management System (CPMS). The system would enable 
referrals of patients to other experts where patient data can be easily 
transferred. It is completely separate to a registry. 
 
Once released, it is likely to initially focus on diagnosis and then develop 
into a tool that facilitates cross-border, multi-professional patient 
management. Clinical centres within the ERN will be required to share 
their patient health care data with the ERN. In order for the CPMS to have 
value for research purposes, the International EB Patient registry will 
need to be interoperable with it. 
 
Patient portal 
 
The inclusion of a patient portal in the registry is a possibility. The idea will 
be further discussed by the International Patient EB Registry Steering 
Committee, once formalised. 
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value for research purposes, the International EB Patient registry will 
need to be interoperable with it. 
 
Patient portal 
 
The inclusion of a patient portal in the registry is a possibility. The idea will 
be further discussed by the International Patient EB Registry Steering 
Committee, once formalised. 
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APPENDIX I 

See European Cystic Fibrosis registry annual report: 2018 Annual 
Report  
 
 
 
 
 
 
 
 
 
 

 

  
APPENDIX II 

 BADGEM (British Association of Dermatologists, Dermatology and 
Genetic Medicine) registry – provided by Irene Leigh, Neil Rajan 
and Kenny Morrison  

 EB Registry Freiburg, Germany – provided by Cristina Has and 
Leena Bruckner-Tuderman 

 French national network of certified rare skin clinical centres 
(FIMARAD) Registry – provided by Christine Bodemer 

 EB House registry, Austria – provided by Gabi Pohla Gubo and 
Helmut Hintner 

 EB registry, Imagine Institute, Paris – provided by Alain Hovnanian 
 Italian EB registry, Rome – provided by Maya El Hachem and 

Gianna Zambruno 
 
Other datasets, including the PEBLES (Prospective EB Longitudinal 
Evaluation Study) dataset, kindly provided by Jemma Mellerio, and the 
EBCRC (North American EB Clinical Research Centre) dataset, kindly 
provided by Anna Bruckner and Irene Lara Corrales were also submitted 
to us. These datasets were too in-depth to be included in the initial 
analysis but might be useful in a possible follow-up analysis to guide the 
development of an in-depth clinical management system (such as that 
planned for Ireland). 
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