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nioggning tl registret FOf styrgruppen

| 2.PIDcare

""“'%

Valkommen IDcare .*
h forbattrar varden! e

Det nationella kvalitetsregistret far pri u@:ﬂ amnr ard

Aktuellt Halsodagboken

Las mer om aktuella forandringar | registret. Las mer om den webbaserade halsodagboken for s mer om pri immun m patient-, e
patienter som ar anslutna till PIDcare.

SENASTE NYTT

Nu kan tred]e dosen covidvaccination registreras.
Galler for bade Halsodagboken och PiDcare

Den nya diagnosmodulen ar har!
Modulen som bygger pa IUIS - klassifikationen av immunbristdiagnoser ar nu i drift

OM PIDCARE FOR VARDPERSONAL FOR PATIENTER NYHETER KONTAKTA 0SS P I D

Ny hemsida:

Gemensam hemside-plattform for register
som tillhor CPUA Region Jonkoping

Anpassad till EU:s tillganglighetsdirektiv

Innehadllet uppdaterat och omstrukturerat
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& PIDcare
56 deltagande kliniker

@ Vuxenklinik

@ Vuxenklinik + barnklinik
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¢ PlIDcare
Kvalitetsmatt

Processmatt

Speglar de aktiviteter som genomfors och hur de genomfors,
det vill saga kvaliteten i utférandet.

Exempel: Andel patienter som provtagits med S-IgG.

Resultatmatt

Speglar olika typer av resultat kopplade till ndgon form av mal eller
onskvard riktning av utfallet for den aktuella malgruppen.

Exempel: Andel personer med CVID som har tillfredsstallande 1gG-
varden.
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Processmatt

11 november 2021

£ PIDcare

02020 [—2019 ::Malvarde

Registrerad diagnos
(alla diagnoser)
94% (+ 1%)

Utredning med HRCT-/CT-thorax
(CVID/XLA)
39% (+4%) -

&
'
iy

Registrerad imm.glob.behandling
(CVID/XLA)
92% (+ 1%)

Utredning med CVID- Registrerat |gG-varde ej aldre &n

lymfocytpanel (CVID) '°-_. 15 manader (CVID/XLA)
33% ( 0%) H 62% (- 13%)
Ifylld symtomdaghok — Registrerat |gG-varde (Svriga
(immungl.behandlade patienter) _,-"' imm.globulinbehandlade pat)
16% (+ 1%) : 87% (+ 0%)

.-Registrerat FEV1-vérde e dldre &n
4 &r (CVID/XLA)
40% (- 2%)

Registrering for

organmanifestationer (CVID}"'" i
32%(-3%)
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Resultatmatt

<4 antibiotikakurer/ar (CVID/XLA)
86% (+ 1%)

EQ5D-VAS >60 (Alla anvdndare av

 PIDcare

£32020 02019 ::Malvérde

$-1G >6,7 g/l (CVID/XLA)
80% (+/- 0%)

S-1gG >6,7 g/l (6vriga
immunglobulinbehandlade pat)
75% (+ 11%)

Tillfredsstallande lungfunktion -

Halsodagboken) FEV1-varde 270 (CVID/XLA)
55% (+ 1%) 88% (- 4%)
Ej utvecklat bronkiektasier efter reesrsrissinsn s J Tillfredsstallande lungfunktion -
diagnos (CVID) FEV1-vérde =70 (Gvriga diagnoser)
49% (+ 3%) 75% (- 1%)
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158

2012

268

2013

¢ PlDcare

Antal nyregisterade patienter per ar. Totalt 3317

593

392 388
364 375

281 271

2014

2015

2016 2017

2018

2019

2020

227

2021
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positiva

2012

Negativ odling

¢ PlDcare

Bakterieodlingar (sputum/NPH)
CVID och XLA

432 442

426 422
|
2013 2014 2015 2016 2017 2018 2019

Annan bakterie Pneumokocker ™ Moraxella

493

2020

B Haemophilus influenzae
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2 PIDcare
Bakterieodlingar (sputum/NPH)

Ovriga diagnoser

1399 1398

1308 1977 1311 49%
g 51% 53%

1350

positiva

51%
49%
704
39%
2012 2013 2014 2015 2016 2017 2018 2019 2020
® Negativodling ™ Annan bakterie Pneumokocker B Moraxella  mHaemophilus influenzae
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Antibiotikakurer — Alla diagnoser

Antal insatta antibiotikakurer per Antal insatta antibiotikaprofylaxkurer
patient per patient
i 1,05 1,03 0,07
0,06 0,06
0,82 0,76 0,06 0,06
I I ] I I I I ]

2015 2016 2017 2018 2019 2020 2015 2016 2017 2018 2019 2020
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Tidigare diagnoser i PIDcare

DOCK-8 brist

22qg11 deletionssyndrom
Ataxia telangiectasia
Wiscott-Aldrichs syndrom
Activated PI13K-6- defect (PASLI)
CVID

IgA-brist

IgA- och IgG-subklassbrist *

IgG subklassbrist *

Specifik antikroppsbrist *

Transient hypogammaglobulinemia
of infancy THI

XLA

APECED

Chediak-Higashis syndrom
Griscellis syndrom typ 2
Shwachmans syndrom
WHIM

Kronisk mukokutan candidiasis med
STAT1 mutation

Hyper-IgE-Syndromet
Kombinerade immundefekter (CID)
SCID*

ALPS

¢ PlDcare

Familjar hemofagocyterande lymfhistiocytos, FHL
XLP1/2

Hereditar agranulocytos/Svar medfédd neutropeni
Kronisk granulomatds sjukdom (CGD)

Immundefekt med dkad kanslighet for mykobakterier
IRAK4/MyD88/NEMO/IkappaBalfabrist
Autoinflammatorisk sjukdom *

Autoinflammatorisk sjukdom, ospecificerad
HAE/AAE/ACEIAE *

Komplementdefekt, andra specificerade*

Autosomal agammaglobulinemi
Hyper-lgM-syndromet (utom CD40L- och CD40 defect)
*

Sekundar immunbrist
Syndrom med autoimmunitet (specificeras i text) *

X-kromosombundet hyper-lgM-syndrom (CD40L-defekt)
och AR hyper-lgM med CD40 defekt

Okad infektionsbensgenhet

IgG sdankning Immunbristutredning
Neutropeni ospecifik

Ovrigt (med specifikation i text) *

+ CHH och GATA2 def i finska PIDCare
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Anpassning av PIDcares diagnoslista till [UIS
klassifikationen

ORIGINAL ARTICLE ' ®

Check for
updates

Human Inborn Errors of Immunity: 2019 Update on the Classification !
from the International Union of Immunological Societies Expert
Committee

Stuart G. Tangye " (® - Waleed Al-Herz? - Aziz Bousfiha* - Talal Chatila® - Charlotte Cunningham-Rundles® -

Amos Etzioni’ + Jose Luis Franco® « Steven M. Holland? « Christoph Klein'® - Tomohiro Morio'" - Hans D. Ochs'? .
Eric Oksenhendler'® - Capucine Picard '*'* . Jennifer Puck'® - Troy R. Torgerson'? - Jean-Laurent Casanova '’'%'92.
Kathleen E. Sullivan?'

Received: 4 November 2019 / Accepted: 18 December 2019
C The Author(s) 2020
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Major Cate

¢ PlDcare

ories and Subtables

Immunodeficiencies
affecting cellular and
humoral immunity

1 T-B+SCID

2 T-B-SCID

| 3 Less profound
CID

CID with . Def in intrinsic Auto
. Antibody Immune Phagocyte . . Complement Bonemarrow
syndromic N i and innate inflammatory L .
deficiencies dysregulation defects ’ . . deficiencies failure
features immunity disorders
1 With 1 Agammaglobulinemi - 1 Congenital . X )
TR (xLA) - AL neutropenia - 1 MSMD el 1 Type 1 IFN-opathies 1 Fanconi anemia
=l 2 DNA repair defects 2 FHL+ 1n 2 Epidermodysplasia 2 Defects affecting 2 Dyskeratoisis
=] 2CVIDphenotype bl  hypopigmentering ] 2 Defects of motility verucciformis inflammasome congenita
=4 3 Thymicdefects 3 Reduced IgG/Aw 3 Defects of 3 Predisposition to L] 3 Non Inflammasome
normal B cells respiratory burst viral related
- 3 Treg def
- 4 Immunoqsseus 4 Isotype, light chain,
dysplasia kd  functional def w bl 4 Other non lymphotid bdl 4 Herpes encefalitis
normal B cells 4 Autoimmiunity
(APS1)
- S5 HIES L] 5 Predispositionto
ssystemic fungal
- 5 W colitis
6
™) Errors of B12/folate
metabolism " BEEs
- 6 ALPS
- 7 Anhidrotic ED 7 TLR signalling def
- with bacterial
7 Susceptability to EBV infections
+ lymphoproliferation
mll 3 Calcium channel def

8 Other IEl outside
hematopoetic tissues

9 Other IEI of

leucocytes
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IUIS Major Categories = PIDcare
Categories created for PIDCare

and Subtables - >

Secondary No specific PID
immunodeficiencies diagnosis

Ongoing
1. Associated with Drugs immunodeficiency
somatic mutations

work-up

2. Associated with Hematological Increasesd susceptibility
. to infections,
autoantibodies Malignancy
unremarkable work-up
1 Transplantation l

Increased loss of
Thymectomy l

[ Phenocopies of IEI

lymphocytes

N\

immunoglobulins or
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Diagnosmodule

&ll registrering och redigering av diagnosdata gérs | detta formular.

DIAGNOS

Om patienten har mer &n en diagnos ska respektive diagnos registreras separat.

Diagnosis

Diagnosis start date Major category Sub category Diagnosis ICD-10 Genetic defect Diagnosis end date
2001-06-19 3 Predominantly Antibody Deficiencies Subtable 2 CVID Phenotype TACI deficiency De3.o THFRSF13B

©

ASSOCIERADE TILLSTAND

ORGAMMANIFESTATIONER VID CVID

Associerade tillstind Organmanifesationer vid CVID

Datum Associerade tillstdnd ICD-10 Datum Organmanifestationer vid CVID Kommentarsfilt ICD-10
2019-05-21 Splenomegali D73.8 2009-01-01 Tarm - IBD K50.9/K51.9
2009-01-01 IBD K50.3/K51.5 My [+]
2000-01-01 Owrig autoimmunitat M35.9 -
1975-01-01 Astma 145.9
O
INFEKTIONSDIAGNOSER

Infektionsdiagnos

Datum Infektion
2021-03-29 Caovid-13, verifierad
My Q

Ny post b

Diagnosis start date:
I I 7]

Major category:
Sub category:
Diagnosis:
ICD-10:

Genetic defect:

Diagnosis end date:
| |5

Spara och stang Q Radera e My Q

stang @
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Valkommen

Demonstration — fragor — synpunkter

Tider:
Torsdag: fikapausen 10.15-10.45
Torsdag: fikapausen 14.50-15.20
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