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TABLE 3 Recommended classification of chronic urticaria

Spontaneous appearance of
wheals, angioedema, or both

for >6 weeks due to known'
or unknown causes

Symptomatic dermographism?

Cold urticaria®

Delayed pressure urticaria®
Solar urticaria

Heat urticaria®

Vibratory angioedema®
Cholinergic urticaria
Contact urticaria
Aquagenic urticaria




Arsaker

Urtikaria:

* Idiopatisk

- Medikamenter (NSAIDS, @strogener, ACE-hemmere)
* Kontakturtikaria

* Induserbar urtikaria

* (allergi, pseuodoallergener og ikke-IgE-mediert
hypersensitivitetsreaksjon)



Arsaker

- Angiogdem:
* Medikamenter (ACE-hemmere, NSAIDS)
* Allergiske reaksjoner

* Hereditaert angioedem



-~
@7 Anamnese: UAS, DLQI, AECT

ﬁﬂ‘ Blodprever: IgE,anti-TPO, (ANA, crp)

Diagnostikk

\/ Fysikalske urtikariatester

:é Biopsi: formalin, immunflourescens

Altrichter et al. Total IgE as a Marker for Chronic Spontaneous Urticaria. Allergy Asthma Immunol Res 2021:13(2)
206-21



Ledsagende symptomer?
Pustevansker,
magesmerter, feber,
vonde ledd,
sykdomsfelelse, fatigue

Anamnese




Histaminutlest: Bradykinergisk:

* Raskt debut - Utvikler seg langsommere
* Klgende * Smertefullt
. - Urtikaria kan veere tilstede - |kke urtikaria
Angiogdem . o ciold
ustevansker sjeldent - Kan gi livstruende hevelse av

- Responderer bedre pa ansikt og oropharynks, @H
anstih.istaminer 0g - Responderer ikke p&
prednisolon antihistaminer eller

- lkke affeksjon av tarm, prednisolon
bortsett fra i anafylaktisk . Affeksjon av tarm

angiogdem




C Wheals (

) Angioedema )

Recurrent unexplained fever?

ACE inhibitor treatment? !

Joint/bone pain? Malaise?
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Zuberbier et al. S3 guidelines. JDDG: Journal der
DeutscGuideline urticaria. Part 1:Classification and
diagnosis of urticaria-urticaria-German language
adaption of the internationalS3 hen Dermatologischen
Gesellschaft. 2023;21:202-215






AECT:
Angioedema

Control Test

(3points) (4 points)

e instrument for




TABLE 5 Recommended diagnostic tests in frequent urticaria subtypes

Spontaneous Acute spontaneous None None?
urticaria urticaria

csu Differential blood count. ESR and/or  Avoidance of suspected triggers (such as drugs); diagnostic tests for
CRP (in no preferred order):
1gG anti-TPO and total IgES (i) Infectious diseases (such as helicobacter pylori)
(i) Chronic rhinosinusitis
(iii) Functional autoantibodies (such as basophil activation test)
(iv) Thyroid diseases (thyroid hormones and autoantibodies)
(v) Allergy (skin tests and/or allergen avoidance tests such as
avoidance diet)

(vi) Concomitant CIndU, see below>*

(vii) Severe systemic diseases (such as tryptase)

(viii) Other (such as lesional skin biopsy)

Other types of  Vibratory Test with vibration, for example
urticaria angioedema Vortex mixer*

Aquagenic urticaria  Provocation test*

Cholinergic urticaria  Provocation and threshold test*

Contact urticaria Provocation test*
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Isbittest etter 3 0og 5 minutter

Magerl et al. The definition, diagnostic testing and management of chronic inducible urticarias-The
EEAIC/G2 LEN/EDF/UNEV consencus reccomendations 2016 update end revision. Allergy 2016; 71: 780-802



Urtikariavaskulitt

Familicere febersyndromer, CAPS,

Kan det vaere TRAPS, Adult onset Stills

noe annet?

Allergisk kontakteksem, ayelokk

Urticaria pigmentosa

Kallinich et al. Unexplained reccurent fever: when is autoinflammation the explanation. Allergy
68 (2013) 285-296



Auto-

inflammasjon?

* AIDAI skjema

- Febermaling: varighet, CRP hos fastlege
* IgM paraprotein:Schnitzler’s syndrome
* Forhgyet Ferritin:soJIA and AOSD.

* I hvilket alder startet symptomene?

* Bildedokumentasjon utslett og hovne ledd



Table 1 Underlying mechanisms and causes of chronic urticarial rash

Mast cell mediator-mediated

Interleukin-1-mediated”

Chronic spontaneous urticaria (CSU)
CSU due to autoreactivity
CSU due to functional autoantibodies

CSU due to infection
CSU due to intolerance

CSU due to unidentified causes

Inducible urticarias

Cryopyrin-associated periodic syndrome (CAPS)
Schnitzler's syndrome (SchS)

Other autoinflammatory disorders:

NLRP12-associated cold-induced autoinflammatory syndrome (FCAS2)
Systemic-onset juvenile idiopathic arthritis (soJIA)

Adult-onset Still's disease (AOSD)

Mevalonate kinase deficiency (MKD)

TNF-receptor-associated periodic syndrome (TRAPS)




AIDAI- Aktivitets indeks v toinflammatorisk sykdom .,

AIDAI (Aktivitets indeks ved autoinflammatorisk sykdom) er en pasientdagbok hvor pasienten
registrerer 12 symptomer knyttet til autoinflammatoriske periodiske febersyndromer hver dag
med Ja (1poeng) eller Nei (0 poeng), over en periode pa 30 dager.

Antall poeng summeres opp etter 30 dager og gir en AIDAI score.

En AIDAI score/totalscore under 9 indikerer ingen sykdomsaktivitet.

AIDAI er den eneste pasientdagboken som er standardisert og validert for Febersyndromene:
Cryopyrinassosierte periodiske syndromer (CAPS)

Tumornekrosefaktor reseptor-assosiert periodisk syndrom (TRAPS)
Hyperimmunoglobulin D syndrom (HIDS)/mevalonatkinase defekt (MKD)

Familiaer middelhavsfeber (FMF)

Referanse:

Piram, M. et al. Validation of the Auto-Inflammatory Diseases Activity Index (AIDAI) for hereditary recurrent
fever syndromes. Ann. Rheum. Dis. 73, 2168-2173 (2014).




()mn| Aktivitetsindeks for Autoinflammatorisk sykdom AIDAI

pnTiENT AIDAI er en dagbok hvor hver linje representerer en dag iméneden, totalt 31 dager.
Registrer hverav de 12 symptomene med: Ja eller Nei
P& spersmél om bruk av smertestillende registrerer du: Ja eller Nei

Dirig aimenn-  Magesmerte?  Kvalme/ Hodepine? Brystsmerte?  Smertefulle Lead og Howne ledd? oye- Hudutslett? Bruk av
tistand (feler du oppkast? lymfeknuter?  muskelsmerte? symptomer? smertestilende?

HER BB EEHHEHEEHEEEE

'y Diseasas Activity Index (AIDAI) for Ann Rheum. Dis. 73, 2168-2173 (2014). (!) NOVARTIS




Figure 1 Urticarial exanthema in a patient with Schnitzler's syn-
drome (SchS).




Figure 2 Fleeting salmon-coloured maculo-papular exanthema in a
patient with systemic-onset juvenile idiopathic arthritis (soJIA).




Figure 5 (A) Oedematous skin-coloured wheals with surrounding
erythema in a patient with chronic spontaneous urticaria (CSU). (B)
Erythematous flat wheals in a patient with cryopyrin-associated
periodic syndrome (CAPS).



TABLE 4 Examples of diseases historically associated with urticaria,
and syndromes associated with wheals and/or angioedema

These diseases and syndromes are related to urticaria 1) because
they can present with wheals, angioedema, or both and/or 2)
because of historical reasons. They are differential diagnoses of
urticaria.

* Maculopapular cutaneous mastocytosis (urticaria pigmentosa)
and indolent systemic mastocytosis with involvement of the skin

* Mast cell activation syndrome (MCAS)

* Urticarial vasculitis

* Bradykinin-mediated angioedema (such as hereditary
angioedema, HAE)

* Exercise-induced anaphylaxis

* Cryopyrin-associated periodic syndrome, CAPS (urticarial rash,
recurrent fever attacks, arthralgia or arthritis, eye inflammations,
fatigue and headaches), that is, familial cold autoinflammatory
syndrome (FCAS), Muckle-Wells syndrome (MWS), or Neonatal
Onset Multisystem Inflammatory Disease (NOMID).

* Schnitzler syndrome (recurrent urticarial rash and monoclonal
gammopathy, recurrent fever attacks, bone and muscle pain,
arthralgia or arthritis and lymphadenopathy)

* Gleich syndrome (episodic angioedema with eosinophilia)

* Wells syndrome (granulomatous dermatitis with
eosinophilia/eosinophilic CQ"UIitiS) Zuberbier et al. S3 Guideline urticaria. Part 1:Classification and diagnosis of

O _ urticaria-urticaria-German language adaption of the internationalS3 guidelines.
* Bullous pemphIQOI(‘j (per bullous Stage) JDDG: Journal der Deutschen Dermatologischen Gesellschaft. 2023;21:202—215.
* Adult-onset Still’s disease (AOSD)
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* Urtikaria:
* Antihistaminer opp til x 4 (2)
* Omalizumab
* CyclosporinA

* Dapson

Behandling

- Angioesdem:
* Antihistaminer opp til x 4

* Prednisolon som anfallsbehandling

* Omalizumab



Start with standard dose 2nd generation H,-AH
Ifneeded:
Increase 2nd generation H,-AH dose (up to 4x)

| If madequate controlon high dose:
After 2.4 weeksor earfier,
Haymptoms are intolaradle

Consider referal

to specialist

Add on to 2nd generation H,-AH: omalizumab ©
If needed:
Increase dose and/or shorten interval ¢

|t nadequate controk
Wahin & montha or earlier,
#symptoms are intolerabie

Add on to 2nd generation H,-AH: ciclosporin®

Should be perforned
under the supervsion of
a speciabst

a Second line and third line treatment apply oaly for CU
b 300mg every 4 weeks

¢ Up to 600mg every 2 weeks

d Up to 5mg'kg body weight

mwmvmnmmmumememmm
mmmmtmmmmmmmm
‘before ciclosporin since the latter is not licensed for urticaria and has an inferior
- profile of adverse effects lnuddiﬁuuAslwﬂcouseofglucucort:ostemdsnwbe
conslﬁamdih case of severe exacerbation. Other treatment options are available,
‘see table 11.

Figure is based on éxpent consensus and achieved 270% agreementinthe congensus conference




Kasuistikk 1
25ar gammel
kvinne,
Kronisk
Angiogdem

* Henvist fra Oslo Universitetssykehus, lungeavdelingen,

for residiverende angiogdem siden 18 ars alder.

* Klinikk 09.01.25:

* Hevelsen kommer alltid i leppen, varighet ca. 4-5 dager.

Hyppighet: 3 ganger per maned, til tross for Cetirizin
10Mg X 4.

* Ingen ledsagende pustevansker, magesmerter, urtikaria

eller hevelse andre steder.

* Ingen reaksjon i forhold til kulde eller varme, ingen

apenbare triggere. Tar ikke andre medisiner, ikke
NSAIDS. Bruker ikke hormonell prevensjon.

* Ingen andre familiemedlemmer med lignende plager.

Kjent Caliaki hos bror.

* Ingen synlige funn pa kontoret, men hun viser

mobilbilder.



Utredning

Tidligere sykdommer: vevstype
forenlig med celiaki, negativ
gastroskopi

Pavist irritabel tarm. Anbefalt
FODMAP diet (ikke gjennomfart)

Prikktest luftveispanel: negativ
(inkludert dyr, hustevmidd, latex,

muggsopp)

Normale komplementfaktorer, Ca-
inhibitor og Tryptase

Total IgE: 9.0

Normale orienterende blodprever,
inkludert tyroideantistoff



* 2017: Aerius (desloratadin) smg x 4, uten symptomkontroll

- 2022: Telfast (feksofenadin) 18omg morgen, bedre effekt enn
Aerius

* 2023: Telfast 18omg morgen og kveld: godt kontrollert
° 2024, hesten: gkende symptomer

Behand I | ng * Jan 2025: kontinuerer Cetirizin 10mg x 4, legger til Omalizumab
3oomg s.c hver 4 uke. AECT test: score 6 (fer oppstart)

- April 2025: «jeg har fatt et nytt liv» anfallshyppighet x 1 per
maned, varighet maks 24timer. AECT score: 13
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Cholinerg urtikaria



Dermografisme
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Adult onset Stills disease
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