Suppl. Figure 1. The online survey on Management of urticarial vasculitis:

worldwide perspective
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2 Your specialty (Please choose all that apply):
. Allergy/Immunology
Dermatology
Paediatrics
Rheumatology
General practice
Other (please specify):

3 How long have you been practicing in your specialty? (years):

4 Your work environment (Please choose all that apply):
. Private practice

University clinic

Hospital

Specialized urticaria centre

Other (please specify):

5 How many Urticarial Vasculitis (UV) patients do you see per year? (Only numbers
allowed):

6 Is the diagnosis of UV already established in most patients or do you diagnose
these patients? Please choose only one of the following:

. The diagnosis of UV is already established in most patients

. | diagnose most patients

7 What are the reasons that patients with UV are referred to your institution?
(Please choose all that apply):
Establish a diagnosis

. Second opinion

. Treatment initiation

. Treatment optimization
. Clinical/basic research
. Other (please specify):

8 In how many of your UV patients do you observe the following cutaneous
symptoms at any timepoint?

No =20% =40% =<60% =<80% <100% All

Wheals ] ] ] ] [ [ [
Angioedema O O O O L] L] L]
ltch O O I O O O O
Burning O ] ] ] ] ] ]
Localized pain O O O O L] L] L]
Resolving of lesions with O O O O L] L] L]



hyperpigmentation
Other (please
specify)

9 In how many of your UV patients do you see the following extracutaneous
symptoms at any timepoint?

Constitutional symptoms
(e.g. fatigue, asthenia,
fever)

Musculoskeletal
involvement (e.g. arthralgia,
arthritis)

Ocular involvement (e.g.
scleritis, uveitis)

Lymph node enlargement

Pulmonary involvement (e.g.

COPD, dyspnea)

Gl involvement (e.g. pain,
diarrhea, nausea)

Kidney involvement (e.g.
glomerular/tubulointerstitial
nephritis)

Ear, nose, and throat
involvement (e.g. sinusitis,
otitis media, hearing loss)

Neurologic involvement
Pericarditis

Other (please
specify)

10 How do you diagnose UV? Please choose only the three most important signs

and/or symptoms that apply:

No
O

O

e Wheals predominantly >24h
e Presence of post-inflammatory hyperpigmentation

<20%

O

O
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<100%

O

O

All

O



e Systemic symptoms (e.g. fever, arthralgia, abdominal pain)
e Presence of underlying disease (e.g. malignancy, SLE)

e Histological analysis
e Low complement levels

e High levels of inflammation markers, e.g. ESR, CRP
e Poor response to antihistamines
e Other (please specify)

11 Which of the following tests do you order or perform in UV patients? Please
choose all that apply:
No <20% <40% <60% =<80% <100% All

patients
Skin biopsy O O O O [ L] L]
Complete blood count O O O O O Cd ]
Erythrocyte sedimentation [0 O O I O O O
rate
C-reactive protein O O ] ] l L] O
Anti-thyroid antibodies O O O I O O O
Complement component O O O I O O O
(C3, C4, Clq, CH50)
Thyroid stimulating O O ] ] l L] O
hormone
Eosinophil cationic protein [ O I ] O [ [
D-dimer O ] ] ] l L] O
Serological testing for O O O ] O L] O
hepatitis
Search for malignancies O O O O 1 L] [
Search for allergy (skin O O O ] O ] O
tests, allergen-specific
IgE, total IgE)
Antinuclear antibodies O I O ] O [ [
Autologous serum skin O O O ] O ] O
test
Specific autoantibodies* I I ] ] O [ O
None O O O ] L] L] L]



Other (please O O O O L] L] L]
specify)
*e.g. anti-SSA/B, anti-dsDNA, anti-RNP, anti-SM, anti-C1q, ANCAs

12 What comorbidities/potential causes of UV do you see in your patients?
None <20% <40% <60% <80% <100% Always

Idiopathic UV O ] ] ] O O ]
Malignancy I I I I O O O
Systemic lupus O ] ] ] l l L]
erythematosus

Other autoimmune O O ] I O O O
diseases

Hepatitis C O ] ] ] l l L]
Other chronic infections O O O ] O l O
Drugs ] ] ] ] O O ]
| don’t usually look for O O O ] O l O
underlying causes of UV

Other (please O ] ] ] l l L]

specify)

13 Which of the following medications do you use in UV? Please choose all that
apply:

1'line  2"%line 3“line 24"line Do notuse

First-generation H1- I I ] [ O
antihistamines

Second-generation H1- O O ] ] O
antihistamines at standard

dose

Updosed second- O O O L] L]

generation H1-

antihistamines (2-4 times

the standard dose)

H2-antihistamines (e.g. O O O L] O

famotidine or ranitidine)



Cyclosporine O O O L] L]
Omalizumab O I O O O
Montelukast O ] ] O O
NSAIDs O] L] L] L] O
Glucocorticosteroids O I O O O
Azathioprine O I I O O
Methotrexate O ] ] O O
Rituximab O ] ] O O
Anakinra O I I O O
Canakinumab O I O O O
Mycophenolate mofetil O O ] L] O
Intravenous O ] ] O O
immunoglobulin

Dapsone O ] ] ] O
Colchicine O ] ] O O
Hydroxychloroquine O O ] L] O
Pentoxifylline I ] ] [ O
Plasmapheresis O O O L] L]
Other (please O ] ] L] l

specify)

14 What is(are) your greatest challenge(s) in managing UV patients? (please
choose all that apply)
. No clinical guidelines and treatment algorithms exist
Clinical diagnostic criteria are not clear
Histological diagnostic criteria are not clear
Many drugs have limited efficacy
Many drugs have potentially serious adverse effects
Often severe and difficult-to-treat disease
Need for help from other specialists, especially in the case of underlying

disease
Novel treatment is not available or costs too high in my country of residence
. | don’t have enough clinical experience in the management of UV
. It is difficult to find an underlying diseases (a cause of UV is usually
unknown)
. Other (please specify):




Thank you for taking your time to participate in our survey! You helped to change
the future of the management of urticarial vasculitis patients!

If you have comments or suggestions for us, please provide them here:

Thank you very much for your participation!



