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

Overview

A An online database for more than 200 primary
Immunodeficiencies (PID)

A went online in August 2004
A accessible world-wide via web browsers

A Administration and programming at University
Hospital Freiburg

A Funding currently by the PPTA (Plasma Protein
Therapeutics Assocation), BMBF (German ministry for education
and research) and EU (EURO_PAD_NET)



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

Diagnosis, classification, prognosis & therapy

PID prevalence numbers

improve

Long-term compilation of
PID patient data to

enable
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combined evaluation of genetic and clinical data
genetic and therapeutic trials within ESID

research across centres



Current status of documenting centres

79 registered centres
NR=National Register

59 centres
have started
documentation
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Current status of documentation

Total number of registered patients: 10,263
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Largest centres™

2
Karolinska Stockolm:
number of patients unknown,
Hopital Necker Paris: no documentation yet
1013 patients

University College ‘
London: 511
patients Warsaw: 451 patients

CClI Freiburg:
Brescia:
256 patients‘

366 patients

Bursa-Gorikle:
686 patients

Complejo Universitario Sapienza University
La Paz Madrid: 580 Rome: 286 patients Bornova-lzmir:
patients 523 patients

*based on the number of registered patients seen at this centre over the past five years



Portal to the Database on www.esid.org

Contact ESID Webmaster

ESID Society

SID Board & Constitution
The President’s Corner
Hews, Documents, Reports

SID Biennial Meetings
Scientific Meetings
Documenting Centers

Other Databases & Links

ESID Working Parties

Bone Marrow Transplantation
& Gene Therapy

Clinical
Education
Genetics

> Registry
ESID Juniors

PID Care in Development

Productive system
can be accessed
here

ymmunodeficiencies

> Registry

Link to ESID Onlin
Reporting Tool

distry | ESID Database Statistics | Link to ESID Test Registry | Link to ESID

: """'”
New: Reporting Tool for registered database u%\

Important notice: Iltis the responsibility of the attending physicians and their d
ensure that data is entered accurately and that their user ID and passwords ar
Data security is ensured by CwebRD.

ESID is not responsible and ESID does not guarantee completeness ar accur
ohtained from the use of this database.ln patticular, ESID makes no representa
accuracy and safety of the link to the IMT Mutation Database in Tampere, Finland.

Click HERE to
USE the
DEMO-System

General information

Information for anyone interested in the ESID database.
More information

Information for users

Information on latest updates to the database.
Documents required by registered users ofthe ESID Database.

More information



Access to the productive system www.esid.org

2> ESID online patient and research database network

=earch for diagnosis: (min. 2 chars)

Subregistries can be
accessed via search
tree

[#] Predominanthy antibody dj
[#] Predominanthy T-cell defic
[+ Phagocytic disorders

[+] Complement deficiencies

= Other well defined PID's

[+ Autoimmune and immunedysregulation syndromes ) .
Live-statistics and

[# Autoinflammatory syndromes Centre-Administration

£ Unclassified immunodeficiencies

[21 Main registry (Live Statistics, Center administration}
Reports via a separate

2 Reporting Tool (Additional password required)
guery-tool




Common Core dataset, layout depends on login/role

[ New Patient ] [ Select Patient ] [ Show all Patients ] [ Show patient report ] [ Infe & Color Coding ] [ Logout

Change Password ] [ Sponsors

General, \

ESID XLA- * =2  Core data: General  visi pste | 2007-05-09 | ®
subregistry
UJSER ID: 104 Patient Info
Login: test.gerhard
PATIEMNT I Patient ID 2243 2 Patient cansent | Full consent o | Familial case | — B
2243 Date of hirth (YYYY-MM-DD) (2000 |- |2 e 2 Sex | Female v |2 if yes: Family Number
Menu: Date of death (¥ -Mh-DD) 2 Country of residence | Serbia-Montenegro (v |2 Consanguinity | — k4
Pelete] Current status | — v | = Twiin | — o |
information ’
Core Core Dataset |iuiworeorr —piesseselec v 2
Dataset: Subrmit

Diagnosis, Giol

Diﬁ%
|0 Diagnosis | *-linked agammaglobulinemia v |

Date of diagnosis 2001 - 1 - |3 2

Onset of symptoms |20

Subrit Center specific modules

CEREDIH modules:

CEREDIH CODES

Microbiology hﬂfﬁl of life & Clinical Investigation
Questionnaire

Alternating Antibiotic Dtz AILHIZA0E
Additional ‘ Days missed at schooliwork since 2006-11-28 |12 T

modules: not answered hecause: (O not applicable®?
Fatient & Diagnosis Days in hospital since 2006-11-28 (8 7

Entny made in old format: 2

O unemployed O retired
Entny mrade in old format. 2

CE?SCEDar‘Qg:nt Infectious episodes since  2005-11-28 |5 ? Ofthese, serious bacterial infections: |1 7]
Infections Weight (ko) 45.0

ETRHE == | EXtended disease specific dataset

Cluality of Life &

Clinical Investigatior
Additional

Ir‘lr?r‘\;isr:ilgaattilsr?s Therapy on 2007-05-09 O changed? O not changed? O no (current) therapy?
Core & Extended I Submit Clear

tatus of therapy on selected visit date

Lahoratory

Sample & Biopsy & | JAdditional Questions
Surgery

SFaE6 Survey

Additional features
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Lab values

[ New Patient ][ Select Patient ][ Show all Patients ] [ Show patient report ] [ Info & Color Coding ] [ Logout Change Password ] [ Sponsors
ESID XLA- “* =0  Core Laboratory  visi pate:| 2007-05-09 v |® :
subregistry
LSER 1D 104 Date of blood sample  2007-05-09 2
Login: test.gerhard
PATIENT ID: Status “alue Unit
2243 Leukocytes | done v 100.0 1091
Menu: Thrombocytes | — v 107°9/L »
Personal ~
. ; Erythrocytes | — = 1076/l +
infarmation ! ! s
Core Hemaglobin | done A 2.0 gidl Status “alue LInit
Dataset: {tatal) Lymphocytes (%) | dane A 3.0 Yo {total) Lymphocytes (abs.)™ | done w30 10481
Meutrophils (%) | — A % Meutrophils {abs.)™ | — A 1071
Eosinophils (%) | — v Yo Eosinophils fabs.)™ | — v 10971
Basophils (%) | — v Yo Basophils (abs.)" | — v 10°9/L
Monocytes (%) | — hd % Monocytes (abs)* | — hd 109/
Laboratary g5 | done || = |»|[40 o/l v Iy measured O as trough level O before initiation of Ig-repl.
values lgd | done v||= |60 g/l v O ather O unknown
|EREDIH modules: lghd | — =+ gl ¥ Days passed since last [VIG-substitution: 2
CEREDIH CODES :
Microbiology IgE | — ~|| =+ IUfmbL » Status Walue Unit
Cluestionnaire CO3 %) | — e % CD3 {abs.)™ | — w 10971
Altematir_wg Antibiotic CD4 (%) | — v % CD4 fabs.y* | — ~ 10971
c oGl o8 (%) | — v % CD8 (abs.)" | — v 10991L
modules:
Patient & Diagnosis CO13 (%) | — > % CD13 (abs.)" | — > 109/
Cuncumitant or CO20 (%) | — A Yo or CO20 (abs.)* | — A 10941
BlSEG S50 CDSB/CDIG (%) | — v % CDSE/CDG (abs. ) | — v 109/L
Infections
Family histary CON9+/CO27 + (%) | — v Yo CD19+/CO27 + (abs.)* | — v 10971
Cluality of Life & CO20+/CD27 + (%) | — e % CD20+/CD27 + (abs.)™ | — e 10970
Clinical Investigatior MK-T-Cells (%) | — v % MK-T-Cells (abs.J* | — v 10091L
Additianal
Imvestigation
Immunisations 1gG1 | — | mg/dl ¥
Core & Extended g2 | — Ml = ¥ mgfdL
LabDratDr‘y |gGS _ wll= mg,-"dL "
Sample & Biopsy &
pSurgeryp ! g4 | — v||=~ mogidl v
* — bl
SF36 Survey ahe = ahenlits
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Additional features: Patient Report

ESID Online Database Patient Report sheet

| Show patient report |

ESID Databaze ID: 5850
Mr. Testpatient, Manfred

Diare of birth (Year-Montk-Day): 1960-7-4

Diagnosed with: Deficiency of specific IgG

Country of residency: Metherlands

Feollowsd at ESID Centar: DEVELOPMENT

Type of patient consent: Research and genstics

[Date of diagnosis {Year-Maonth-Day): Eoo1 | FT |
\ [Onset of symotoms (Vear-Month-Dav: 1828 F[ F[ ]

Clinical data for visit date: 2007-07-30

Body weight (kal: 7.0

Body height (omi: 125.0

Head circumference icm):

Quality of life data

From until Diays mizsed at Cays in hospita All infections Serous nfections
school or work
20070323 | 200707-20 0 10 1 0
20010507 20070223 10 a0 2
one year before| Z00T-05-07 0 g 5 i

Current medication

Since Crrug group Generic name Brand route  |Dose| Unit |Times| per
(year)
2004 lg-Repiacemsant Hurnan Subcuvia 5 200 g 10 wask

Gammaghobuiin

T80 Corfcosteroids Corfison oral 2007 mg 10 day

Elood count

Leukocytes Thrombocytes| Unt | Enphrocytes | Unt | Hemegoon [ Unt
[ 208.0 10 48 10l 12.0 gidL
a7 10*BL 138.0 10 42 10l 16.0 gidL
E: TFEL 1530 et 10l gidl
Immunolesy lab values
Ciate lgG Unit Ig& Unit Ight Uit Relation o g
repiacement
k] gL 20 all <0.23 alL trough leve
20070323 o0 oL <05 oL <023 oL other
20010507 21 o'l 05 all =0.23 alL before any Ig repl.




Additional features: Patient List

Patient List (download) |

ESID Onlime Database Patient list

Freiburg Development Centre 2

Date of printout: 25 092007

List of patients by diagnosiz
Tiofal munber of panents: 10

10 Disease Last name First name Yearof | Yearof Siex
parth aeath

4321 Comrmon variable Bzlabelz |sabella 1933 famale
mmunedeficiency (CWVID)

4361 Comrmion variable Bo Stakka 1883 male
mmunedeficiency (CVID)

4323 Comrnon variable Bond James 1933 male
mmunodeficiency (CVID)

4208 Comrmion variable Leone Sergio 1883 male
mmunodeficiency (CWID)

4384 Comrmon variable Miiller Hans 1933 rmale
mmunedeficiency (CWVID)

4378 Common variable Farker-Bowss Camilla 1933 female
mmunedeficiency (CVID)

2820 Common variable \alerien Harry 2000 rnale
mmunodeficiency (CVID)

5458 Ceficency of specific IgG Skipiglsko lgor 1875

5452 |lsclated g5 subclass deficiency Megawarti Chma 1800 female

3338 | Mijmegen breakage syndroms Mein Ja 1885 rnale
[NBS1]




Additional features: Mutation Browser

[ New Patient ][ Select Patient ][ Show all Patients ][ Logout ] [ Change Password ][ Sponsors

A

TESF -

ESID SCID- % Mutation Browser
subregistry
USER ID: 133 Prass the "Mutation submission” button to submit & new mutation event. Mote that you will be redirected to the UTA-IDbases
Login: beavis website in order to validate your data. Once the mutation is successfully validated and submitted please press the "Mutation
PATIEMT ID: Browser" webmenu option to display it.
:‘132 Please check previously that your browser allows pop-up windows from the ESID website.

Enu:

hutation
Erowser
Info & Colar Coding

Patient & Diagnosis &

History
Danor
Information
Bone Marrow
Transplantation
Results

Add.
Diagnosis
Cuality of Life &
Clinical Ire
Additional
Investigation
Immunisations &
Serology &
Lymphoproliferation
Care & Extended
Lahoratory
Sample & Biopsy &
Surgery
Therapy & Adverse
Events

Gene name; RAGT | Mutation submission | =

Reported cOMA mutations in RAGT:

Allele

GAGAGCAGAGAACACACTTTGCCTTCTCT
ACATCTCAACACTTTGGCCAGGCAGCCTGEN

JCTAATATCAACCAAATTGCAG
LGGTACCTCAGCCAGCATGGCAGT ACATCTCAACACTTTGGCCAGGCAGCCTGCTG TACCTCAGCCAGCATCGCAGT

& GGGEACTCAGTTCTGCCCCAGATGAAATTCAGCACCCACATAT
ATTTAAGCTGTTCCGGGTCAGATCCTTTGAAAAGACACTTGA
GAAGGATTCCTTTGAGGGGAAACCCTCTCTGGAGCAATCTCC
TGATGETCAGAAGCCAGTCCCAACTCAGCCATTGTTAAAAGT
GAAATTTCACGACAACGAGAAAGCAAGAGGCALACCGATCCA
TCTCTGCCGCATCTGTGGGAATTCTTTTAGAGCTCATGAGCA
CCATGETCCTGTGGATGCTAAAACCCTAGGCCTTTTACGAAL
TTCCTGGCCGGACCTCATTGCCAAGGTTTTCCGGATCGATGT
GATCCACCCCACTGAGTTCTGCCATAACTGCTGGAGCATCAT

AGCAGTCCTGCACAAGGCTGATGGTCAGAAGCCAGTCCCA
CCACCCTAAGTTTTCAAAGAAATTTCACGACAACCAGALY
TCAAGCCAACCTTCGACATCTCTGCCGCATCTGTGGGEAAT
CAACAGGAGATATCCAGTCCATGCTCCTGTGGATCGTALL
GAAGGAAAAGAGAGCTACTTCCTGGCCGGACCTCATTGCC
GARGGCAGATGTTGACTCGATCCACCCCACTGAGTTCTGC| Reference Sequence:
GrACAGGAAGTTTAGCAGTGCCCCATGTGAGGTTTACTTC T TGCCCCATGTGAGGTTTACTTCCCGAGGAACGTCACCATGGA
GTEGCACCCCCACACACCATCCTGTGACATCTGCAACACTY Mutated Sequence: ATCCTGTGACATCTGCAACACTGCCCGTCGGGGACTCAAGAG
GAAGAGTCTTCAGCCAAACTTGCAGCTCAGCALLALACTC C “ ICTTGCAGCTCAGCAAAAAACTCAARACTCTGCTTGACCAAGT
AAGACAAGCCCGTCAGCGCAAGAGAAGAGUTCAGGCAAGE CAAGAGAAGAGCTCAGGCAAGGATCAGCAGCAAGGATGTCAT
GAAGAAGATCGCCAACTGCAGTAAGATACATCTTAGTACT AGTAAGATACATCTTAGTACCAAGCTCCTTGCAGTGGACTT
o AGAGCACTTTGTCAAATCCATCTCCTGUCAGATCTGTGAACACATTCTGCCTGACCT COCAGAGCACTTTGTGAAATCCATCTCCTGCCAGATCTGTGAACACATTCTGCCTGACCC
TGTGGAGACCAACTGTAAGCATSTCTTTTGCCGGETCTGCATTCTCAGATGCCTCAAAGT TGTGGAGACCAACTETAAGCATGTCTTTTGCCGGGETCTGCATTCTCAGATGCCTCAAAGT
CATGGECAGCTATTCTCCCTCTTGCCGATATCCATGCTTCCCTACTGACCTGGAGAGTCC CATGGEECAGCTATTGTCCCTCTTGCCGATATCCATGCTTCCCTACTGACCTCGCAGAGTCC
AGTGAAGTCCTTTCTGAGCGTCT TCAATTCCCTCATGETGAAATCTCCAGCAAAAGAGTG AGTGAAGTCCTTTCTGAGCGTCTTGAATTCCCTGATGGTGAAATGTCCAGCAAAAGAGTG
CAATGAGGAGGTCAGTTTCGAALAATATAATCACCACATCTCAAGTCACAAGCAATCAAL CAATGACGAGGTCAGTTTCGAAAAATATAATCACCACATCTCAAGTCACAAGGAATCAAL
AGAGATTTTTGTGCACATTAATAAACGGGGCCGECCCCGCCAACATCTTCTGTCGCTGAC AGAGATTTTTGTGCACATTAATAAAGGGGGECCGGCCCCGCCAACATCTTCTGTCGCTGAC
TCGGAGAGCTCAGAAGCACCGECTGAGGEAGCTCAAGCTGCAAGTCAAAGCCTTTGETGA TCCGAGAGCTCAGAAGTACCEGCTCAGGEAGCTCAAGCTGCAAGTCAAAGCCTTTGCTGA
CA A G A G ACCTCCAGATCTCAACTCCGTETGCATGACCTTCTTCCTGCTGECTCTGAG CAAAGAAGAACCTGEAGATCTGAAGTCCGTGTGCATGACCTTGTTCCTGCTGECTCTGAG
GGCGAGGAATCAGCACAGECAAGCTGATGAGCTGCAGGCCATCATGCAGGGAAAGGECTC GGCGAGCAATGAGCACAGGCAAGCTGATGAGCTGEAGGCCATCATGCAGGGAAAGGGCTC
TGGCC TG AGCCAGCTGTTTGCT TR CCATCCGTGTCAACACCTTCCTCAGCTGCAGTCA TGGECCTGCAGCCAGCTGTTTGCTTCGCCATCCGTGTCAACACCTTCCTCAGCTGCAGTCA
GTACCACAAGATGTACAGGACTGTGAAAGCCATCACAGGEAGACAGATTTTTCAGCCTTT GTACCACAAGATGTACAGGACTGTGAAAGCCATCACAGGGAGACAGATTTTTCAGCCTTT
GCATGCCCTTCGGAATGCTGAGAAGGTACTTCTGCCAGGCTACCACCACTTTGAGTGGCA GCATGCCCTTCGGAATGCTGAGAAGGTACTTCTGUCAGGCTACCACCACTTTGAGTGGCA
GOCACCTCTGAAGAATCTGTCTTCCAGCACTGATCTTGGCATTATTGATGEGCTGTCTGE GLCACCTCTCAAGAATCTCTCTTCCAGCACTGATCTTGGCATTATTGATGGECTGTCTGG
ACTATCATCCTCTGTGGATGATTACCCAGTGGACACCATTGCAAAGAGGTTCCGCTATGA ACTATCATCCTCTGTGGATGATTACCCAGTGGACACCATTOCAAAGAGETTCCGCTATGA
TTCAGCT T TG TG TCTGCTTTGATGGACATCGAAGAAGACATCTTGGAAGGCATGAGATC TTCAGCTTTGGT T C TG T TTGATCGACATCEAAGAAGACATCTTGLAAGGCATGAGATC
CCAAGACCTTGATGATTACCTGAATCGCCCCTTCACTGTGETGETGAAGGAGTCTTGTGA CCAAGACCTTGATGATTACCTGAATGGCCCCTTCACTGTGETGETGAAGGAGTCTTGTGA
TGGAATCGEEAGACGTGAGTGAGAAGCATCGGAGTCGECCTLTAGTTCCAGAAAAGGIAGT TOGAATCGEAGACGTGAGTGAGAAGCATGGLAGTGEECCTCTAGTTCCAGAAAAGGTAGT
COGTTTTTCATTCACAATCATGAAAATTACTATTGCCCACAGCTCTCAGAATGTGAAAGT COGTTTTTCATTCACAATCATGAAAATTACTATTGCCCACAGCTCTCAGAATCTGAAAGT
ATTTGAAGAAGCCAAACCTAACTCTGAACTGTGTTGCAAGCCATTGTGCCTTATGCTGGE ATTTGAAGAAGCCAAACCTAACTCTGAACTGTGTTGCAAGCCATTGTGCCTTATGCTGSE
AGATGAGTCTGACCACGAGACGUTCACTGUCATCCTGAGTCCTCTCATTGCTGAGAGGGA AGATGACTCTGACCACGACGACGCTGACTGCCATCCTGAGTCCTCTCATTGCTCAGAGGGA
GGCCATGAAGAGCAGTGAATTAATGCTTGAGCTGEGAGGCATTCTCCGGACTTTCAAGTT GGCCATCAAGAGCAGTGAATTAATCCTTGAGCTGEGAGGCATTCTCCGEACTTTCAAGTT
CATCTTCAGGGEGECACCGEGCTATGATGAAAAACTTCTGOGGLAAGTGGAAGGCCTCGAGLT CATCTTCAGGGGCACCGECTATGATGAALAACTTGTGUGGEAAGTGLAAGGCCTCGAGGT
TTCTGGCTCAGTCTACATTTGTACTCTTTGTGATGCCACCCGTCTGGAAGCCTCTCAAAL TTCTGECTCAGTCTACATTTGTACTCTTTGTGATGCCACCCGTCTGGAAGCCTCTCAAAL

Gene = RAGT
Molecule Type = COMA
Start position = 35

Fertig
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TCTTGTCTTCCACTCTATAACCAGAAGCCATGCTGAGAACCTGGAACGTTATGAGSTCTG TCTTGTCTTCCACTCTATAACCAGAAGCCATGCTGAGAACCTGGAACQTTA 5 a 5 b
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USER ID: 105
Login: test.benjamin

PATIENT ID:
273

Men

Percentiles

Additional features: Percentile curves

weightin kg

heightin cm

B e A sk uRicedd o3
O O = N W s 0o

o

Patient 6s
curve is drawn from
values entered

- N W 2 O @ N ®

Y

e r Weightymples | o

97%

50%

12 15 18 21 24 27 30
age in months

— Patient-Data - - Percentile 10% --- Percentile 25% ---- Percentile 75% Percentile 90%

Height males

12 15 18 21 24 27 30
age in months



Additional features: SF36 Health Questionnaire

Baxter & piotest 8ehing|~piro) ¢loctapharma K. Talecris [BEl € Sun




