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Introduction (1) - Basics
• Database hosted in Freiburg (Germany)
• Went online in August 2004
• Database for more than 180 PIDs
• Disease-specific subregistries
• Accessible via standard internet browsers
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Introduction (2) - Aims
The aims of the Registry:
• to compile clinical and laboratory data of patients with      

primary immunodeficiencies (PID)
• to improve diagnosis
• to improve classification
• to improve prognosis
• to improve therapy 
• to  provide continuous long-term compilation of data on 

PID
• to enable genetic and therapeutic trials within ESID
• to enable research across centres
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Introduction (3)
• Bonus system:

– Compensation for secretarial assistance
(EUR 10 per patient per year – also for follow-
up documentation)

– Travel grants for the top documenting
centers (totalling EUR 3.000)

– Publication award of max. EUR 15.000 per 
year
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Turkey
(4)

Russia (1)

30 centers have 
already started  
documentation

70 centers have signed 
an agreement with ESID 

(including National 
Subcenters)

Iran(1)

Egypt (1)

NR

NR

NR

NR

NR

NR

NR = National Registry
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Main Category Category Subregistry
data model 
submitted

under 
developm.

Demo 
System

productive 
System

Agammaglobulinemias XLA (Btk)

all other Agammas

Hypogammaglobulinemias CVID

Second. Hypogammagl.

Selective IgM def.

Selective IgA def.

Second. selective IgA def.

IgG subclass def.

Deficiency of specific IgG

Transient Hypogammagl. of infancy

ICOS def.

CD19 def.

TACI

BaffR

CSR/HIGM CD40L

AID/UNG

T-B-Scid RAG1

ADA ADA

DGS DiGeorge syndrome

Hyper IgE syndromes HIES

DNA breakage disorder AT

NBS

Osteopetrosis TCIRG1

ICF syndrome DNMT3B

Comel Netherton Syndrome CNS (SPINK5)

Autoimm./immunedysreg. IPEX FOXP3

Other 
well defined PIDs

Predominantly 
T-cell deficiencies

Predominantly 
Antibody Disorders

current status
of Subregistries
current status

of Subregistries
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Statistics for everyone!
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• New ESID Website (www.esid.org) went online 
in February 2006

• Contains a new log in site for the database
• Contains a new section called 

“Database Statistics”

http://www.esid.org/
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Click to register 
patients Click to see 

current figures
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Statistics 
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Statistics (3)
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Statistics (4)
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Statistics (5)
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Statistics (6)
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Perspectives
• Studies
• New functionalities

– Predefined queries
• Personalised version
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Studies
CVID Bodo Grimbacher, Freiburg 

Agammaglobulinemias/HIGM, Alain Fischer, 
CEREDIH (in cooperation with ESID programmers, adding fields, etc.)

X-linked Agammaglobulinemia, Edvard Smith, Stockholm

DiGeorge Syndrome, Anna Sediva, Prague

Nijmegen Breakage Syndrome, Ewa Bernatowska, Warsaw

Studies on CD3 deficiency, FoxN1 and Wiskott Aldrich syndrome 
(WAS) have already been submitted and will be launched in October 
2006 at the Budapest meeting.



Functionalities of the database
• Tool-Tips (exact definition of fields [?])
• Extensible drop-downs [+] 
• ICD-10 code implementation
• Color coding

• Tool-Tips (exact definition of fields [?])
• Extensible drop-downs [+] 
• ICD-10 code implementation
• Color coding

• Predefined Queries (Query by Example) 05/2006
• Personalised version 05/2006
• Predefined Queries (Query by Example) 05/2006
• Personalised version 05/2006

• Report-generation Tool (in Freiburg)
• SQL query Tool (in Freiburg)
• Mutation detection Tool (x-linked & autosomal dominant)

• Report-generation Tool (in Freiburg)
• SQL query Tool (in Freiburg)
• Mutation detection Tool (x-linked & autosomal dominant)

• Report-generation
• Pedigree-tool 
• Recall-function
• Percentile Curves
• Search function for ESID-tree
• “Tree Jumper”
• Data warehouse

• Report-generation
• Pedigree-tool 
• Recall-function
• Percentile Curves
• Search function for ESID-tree
• “Tree Jumper”
• Data warehouse

Focus on OUTPUT in 2006!Focus on OUTPUT in 2006!
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Predefined Queries
• How many patients does my centre have?
• What is their distribution regarding diagnosis?
• How many patients do I have

– who underwent BMT?
– who are on Ig replacement?
– who are on IVIG? SCIG? IMIG?

• How many female patients? How many male patients?
• How many < age 5, > < age 10, > < age 16, > < age 20, > < age 30, 

> < age 40, > < age 50, > < age 60, > age 60 (or other increments)
• Average number of sick days of my cohort this year and last years?
• Average number of hospital days of my cohort this year compared

to last years
• My average trough IgG level on my patients on Ig replacement.
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Personalised version

• personalised data on separate servers
• easier and more comfortable working with the database
• database becomes more attractive, can be used as 

electronic patient chart
• coded version remains available
• data protection is guaranteed
• Schedule: Implementation at the beginning of May
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Personalised version (2)
current coded version, „Patient Info“
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personalised version „Patient Info“



EUROPEAN SOCIETY FOR IMMUNODEFICIENCIES 
The ESID Online Patient- & Research Database

Contact details

– Email: registry@esid.org
– Information, documents and demo version:

www.esid.org „ESID Registry“

Benjamin Gathmann, ESID Online Database manager
Department of Rheumatology and Clinical Immunology - University Hospital Freiburg
Hugstetterstr. 55; 79106 Freiburg; Germany
Tel.: +49-761-270-3445; Fax:  +49-761-270-3531 - gathmann@medizin.ukl.uni-freiburg.de

mailto:registry@esid.org
http://www.esid.org/
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Thank you 
for your attention!
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