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Abstract
Objective

Prospective long-term observational data on the disease course of anti-neutrophil cytoplasmic antibody 
(ANCA)-associated vasculitis (AAV) were missing in Germany to date. Therefore, the Joint Vasculitis Registry 

in German-speaking countries (GeVas) has been established to follow the course of patients with AAV. 
The aim of this study is to present baseline data of patients with newly diagnosed and relapsing AAV enrolled 

in the GeVas registry.

Methods
GeVas is a prospective, web-based, multicentre, clinician-driven registry for the documentation of organ 

manifestations, damage, long-term outcomes, and therapy regimens in various types of vasculitis. 
Recruitment started in June 2019.

Results
Between June 2019 and October 2022, 266 patients with AAV were included in the GeVas registry: 173 (65%) 
with new-onset and 93 (35%) with relapsing AAV. One hundred and sixty-two (61%) patients were classified as 
granulomatosis with polyangiitis (GPA), 66 (25%) as microscopic polyangiitis (MPA), 36 (13%) as eosinophilic 

granulomatosis with polyangiitis (EGPA), and 2 (1%) as renal limited AAV. The median age was 59 years (51-70 years, 
IQR), 130 (51%) patients were female. Most patients were ANCA positive (177; 67%) and affected by general 
symptoms, pulmonary, ear nose throat (ENT), renal and neurological involvement. For induction of remission, 
the majority of patients received glucocorticoids (247, 93%) in combination with either rituximab (118, 45%) 

or cyclophosphamide (112, 42%).

Conclusion
Demographic characteristics are comparable to those in other European countries. Differences were found 

regarding ANCA status, frequencies of organ manifestations, and therapeutic regimens. The GeVas registry will 
allow longitudinal observations and prospective outcome measures in AAV.
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Introduction
Anti-neutrophil cytoplasmic antibody 
(ANCA)-associated vasculitis (AAV) 
is a systemic disorder characterised by 
necrotising vasculitis predominantly af-
fecting small vessels. AAV comprises 
three distinct entities, specifically gran-
ulomatosis with polyangiitis (GPA), 
microscopic polyangiitis (MPA), and 
eosinophilic granulomatosis with poly-
angiitis (EGPA), which are character-
ised by overlapping as well as distinct 
clinical and pathological features and 
by differences with respect to their as-
sociation with proteinase 3 (PR3)- and 
myeloperoxidase (MPO)-ANCA (1-3). 
AAV is a rare disease with a worldwide 
regionally varying annual incidence be-
tween 20–50 per 1 million residents and 
a prevalence of 300–420 per 1 million 
residents (1, 4). In Germany, a recent 
analysis of insurance data indicates an 
annual incidence of GPA of 34 and MPA 
of 13 cases per 1 million population and 
a prevalence of GPA of 210 and of MPA 
of 46 cases per 1 million population (5). 
Data from a meta-analysis show that 
EGPA is markedly less common than 
GPA and MPA, with a median incidence 
of 1 new case per 1 million population 
per year and a prevalence of 12 per 1 
million population in Europe (6).
Multiorgan involvement is common in 
AAV. Most patients with GPA and MPA 
are affected by respiratory tract and/or 
renal involvement culminating in the 
development of pulmonary-renal syn-
drome with organ- and life-threatening 
pulmonary capillarities and alveolar 
haemorrhage and rapidly-progressive 
glomerulonephritis. Due to the system-
ic nature of the underlying vasculitis, 
any organ can be involved. EGPA is 
exceptional in that it is characterised by 
asthma as well as blood and tissue eo-
sinophilia (1). Peripheral nerves, para-
nasal sinuses and lung are the most fre-
quently involved organs in EGPA (7).
Despite significant improvement of 
diagnosis and immunosuppressive 
therapy over the last years, AAV is still 
characterised by its chronic disease 
course, inherently frequent relapses 
and significant overall vasculitis- and 
therapy-associated morbidity and mor-
tality, resulting in a substantial socio-
economic impact (1, 8-11). Moreover, 

there are regional differences regard-
ing demographic data, phenotype, and 
outcome of AAV (12, 13). While GPA 
is predominant in the UK and central 
Europe, MPA is more common in Japan 
(12, 14, 15). Moreover, differences in 
age at manifestation and PR3-ANCA 
prevalence in GPA exist between Japan 
and the UK, indicating the influence 
of different genetic and environmental 
factors in AAV pathogenesis (12, 15).
While several vasculitis registries have 
been established in Europe and USA, a 
registry in German-speaking countries 
has been missing so far. The Joint Vas-
culitis Registry in German-speaking 
countries (GeVas) was therefore found-
ed to meet the need for registry-based 
data regarding AAV to support physi-
cians and health cost carriers by provid-
ing high quality real-life data on disease 
manifestations and courses, treatment 
effectiveness, comorbidities, long-term 
patient outcomes and assessment of dis-
ease burden, and by serving as basis to 
identify needs for improving the struc-
ture of healthcare of patients with AAV 
(16, 17). GeVas has been established in 
2019 to follow the course of patients 
with new onset or relapsing vasculitis 
(inception cohort). The GeVas registry 
allows for long-term follow-up of a 
substantial cohort of vasculitis patients 
in a multicentre setting, and for com-
parisons of phenotype, organ involve-
ment and therapy of AAV in German-
speaking countries versus other Euro-
pean countries and the United States 
of America (USA) (18-20, 16). In this 
study, we report on differences regard-
ing female/male ratio, ANCA status, 
frequencies of organ manifestations, 
and therapeutic regimen found between 
the GeVas registry and other European 
and USA registries.

Patients and methods
Data source
GeVas is a prospective, web-based, 
multicentre, clinician-driven registry 
for the documentation of organ mani-
festations, damage, long-term out-
comes, and therapy in various types of 
vasculitis in German-speaking coun-
tries (16). Recruitment of patients start-
ed in June 2019. By October 2022, 15 
centres of which 10 rheumatological, 2 
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nephrological, 2 combined rheumato-
logical-nephrological centres and one 
neurological centre have been initiated 
and have included patients. Meanwhile, 
517 patients have been documented in 
the registry. The protocol, methodolo-
gy, and status of this registry have been 
reported previously (16).

Ethics
The study was approved by the Eth-
ics committee (EC) of the Univer-
sity of Lübeck (EC reference number: 
16–306) and by the responsible EC of 
each of the participating centres. All 
patients gave written informed con-
sent for the study. GeVas is registered 
in the German Clinical Trials Register 
(DRKS00011866).

Definitions and classification
Patients with newly diagnosed or re-
lapsing AAV as defined by the 2012 
revised International Chapel Hill Con-
sensus Conference (CHCC) definitions, 
1990 American College of Rheuma-
tology (ACR) criteria and the MIRRA 
criteria for EGPA were included (3, 
21, 22). Moreover, AAV was classified 
into the respective category using clini-
cal surrogate endpoints following the 
European Medicines Agency (EMA) 
algorithm (23). The present study in-
cludes patients recruited through Oc-
tober 2022. The new ACR/EULAR 
criteria published in March 2022 were 
therefore not yet mandatory during this 
period (24-26).

Statistical analysis
Descriptive analyses were performed 
with SAS 9.4. Continuous variables are 
presented with number of observations, 
median and interquartile range (IQR). 
Categorical variables are reported as 
absolute and relative frequencies.

Results
Cohort and patient characteristics
Two hundred and sixty-six patients 
with either newly diagnosed AAV 
(n=173; 65%) or relapsing AAV (n=93; 
35%) were enrolled in the GeVas reg-
istry between June 2019 and October 
2022. Most patients were classified as 
granulomatosis with polyangiitis (GPA) 
(n=162; 61%), 66 patients as micro-

scopic polyangiitis (MPA) (25%), 36 
patients as eosinophilic granulomatosis 
with polyangiitis (EGPA) (13%), and 
2 patients as renal limited AAV (1%). 
Both patients with renal limited AAV 
were attributed to MPA in the following 
(Table I). The median age was 59 (51-
70, IQR) years (GPA: 59 (51-69, IQR), 
MPA: 64 (54-76, IQR), EGPA: 56 (48-
63, IQR)). One hundred and thirty pa-
tients were female (51%) and 136 male 
(49%) (GPA: female: 77 (48%), male: 
85 (52%); MPA: female: 34 (50%), 
male: 34 (50%); EGPA: female: 19 
(53%), male: 17 (47%)) (Table I).

Disease features
At the time of enrolment most patients 
with AAV were affected by general 
symptoms (n=188, 71%). Pulmonary in-
volvement was the most common organ 
manifestation (n=151, 57%), followed 
by involvement of ear, nose, and throat 
(ENT) (n=139, 52%), kidney (n=103, 
39%), peripheral nervous system (PNS) 
(n=62, 23%), skin (n=41, 15%), central 
nervous system (CNS) (n=28, 11%), 
eye (n=27, 10%), heart (n=17, 6%), and 
gastrointestinal tract (GI) (n=15, 6%). 
In GPA, the most frequent organ mani-
festation was ENT involvement (n=105, 
65%), followed by pulmonary involve-
ment (n=95, 59%). Renal involvement 
was reported in 51 patients (31%). Other 
frequent organ manifestations concerned 
PNS (n=27, 17%), skin (n=23, 14%), 
and eyes (n=22, 13%). Patients with 
MPA most frequently presented with 
kidney (n=48, 71%) and pulmonary in-
volvement (n=32, 48%), followed by 
PNS (n=19, 29%), CNS (n=11, 17%), 
skin (n=11, 17%), and ENT involvement 
(n=11, 17%). In EGPA, the most com-
mon organ manifestation was pulmonary 
involvement (n=24, 69%), followed by 
ENT (n=23, 66%), PNS (n=16, 46%), 
heart (n=9, 26%), skin (n=7, 20%), and 
GI involvement (n=6, 17%).
In terms of comorbidities at baseline, 
95 (36%) of the patients suffered from 
hypertension, 38 (14%) had asthma, 32 
(12%) atherosclerosis, 29 (11%) hyper-
lipidaemia, 28 (11%) chronic kidney 
disease, and 16 (6%) had diabetes. Six-
teen (6%) had a history of malignancy. 
Demographic and clinical characteris-
tics are listed in detail in Table I.

Disease activity
The median BVAS V3.0 at baseline was 
7 (4–13, IQR) (GPA: 7 [4–12]; MPA: 9 
[5.5–14]; EGPA: 7 [4–12]) and median 
VDI 1 (0–2, IQR) (GPA: 1 [0–2]; MPA: 
0 [0–2]; EGPA: 0 [0–2]). Median CRP 
at baseline was 19 mg/l (4–81 mg/l, 
IQR), median eGFR 73 ml/min/1,73 
m² (45–90 ml/min/1,73 m², IQR), and 
median creatinine 82 μmol/l (71–124 
μmol/l, IQR). At the time of study en-
rolment 110 patients (42%) were PR3-
ANCA positive [GPA: 108 (67%); 
MPA: 0 (0%); EGPA: 2 (6%)] and 67 
patients (25%) were positive for MPO-
ANCA (GPA: 5 (3%); MPA: 57 (84%); 
EGPA: 5 (14%) on in-house enzyme-
linked immunosorbent assay (ELISA).

Treatment
For induction of remission, most pa-
tients received glucocorticoids (n=247, 
93%) (GPA: n=149, 92%; MPA: n=62, 
94%; EGPA: n=34, 97%) in combi-
nation with rituximab (n=118, 45%) 
or cyclophosphamide (n=112, 42%). 
Twenty-six patients (10%) received a 
combination therapy of rituximab and 
cyclophosphamide for remission induc-
tion (GPA: n=16, 10%; MPA: n=10, 
15%, EGPA: n=0, 0%). Forty-six pa-
tients were treated with methotrexate 
(17%), 20 patients received azathio-
prine (8%), followed by leflunomide 
(n=8, 3%), mepolizumab (n=7, 3%), 
avacopan (n=6, 2%), and mycopheno-
late (n=4, 2%). Plasma exchange was 
applied in 9 patients (3%) (GPA: n=5, 
3%; MPA: n=4, 6%; EGPA: n=0, 0%). 
In GPA, rituximab was administered for 
induction of remission in 83 patients 
(51%), whereas cyclophosphamide was 
applied in 58 patients (35%). Patients 
with MPA were treated with rituximab 
or cyclophosphamide with equal fre-
quency (n=34, 51%). EGPA patients 
mostly received cyclophosphamide for 
induction of remission (n=19, 54%), 
followed by methotrexate (n=8, 23%). 
Moreover, 7 patients with EGPA (20%) 
were treated with mepolizumab for in-
duction of remission. For supportive 
therapy, 237 patients were prescribed 
vitamin D (89%) and 192 patients 
obtained pneumocystis prophylaxis 
(72%). Management is further detailed 
in Table I.
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Discussion
Here, we present the first analysis of 
patients with AAV enrolled in the Ge-
Vas registry. In this paper, we aimed to 
characterize the demographics, clinical 
manifestations, and treatment for induc-
tion of remission in the GeVas registry 
at baseline. The basic demographic 
characteristics of our cohort in terms 
of age and gender ratio are consistent 
with those of other previously published 
large European AAV cohorts from the 
United Kingdom (UK), France, Spain, 
and Poland (12, 13, 18, 27-29). The 
male-to-female ratio in our cohort was 
approximately 1:1 for all AAV entities. 
A report from the Polish registry (POL-
VAS) showed a different male-to-female 
ratio of 1:2 for EGPA (18). Data from 
the Portuguese registry showed a male-
to-female ratio which was also in favour 
of the female sex (1:1.6 for GPA, 1:3.4 
for MPA, and 1:2.2 for EGPA) (20).
Depending on the AAV entity, the me-
dian age at manifestation is generally 
reported to be between 38 and 75 years 
(1). In that respect, patients with MPA 
tend to be older than GPA patients, 
whereas patients with EGPA are some-
what younger, respectively (1). Age 
distribution in our cohort was largely 
similar to recently published European 
studies. Patients with GPA in a Span-
ish study as well as in the Portuguese 
registry however were younger, even 
in comparison with the group of pa-
tients with EGPA (20, 27). In the Pol-
ish cohort, the median age of patients 
with GPA and EGPA was also slightly 
younger because children were in-
cluded (18). By contrast, in a Japanese 
study, patients with GPA and MPA were 
slightly older at disease onset compared 
to European studies (12, 13).
Clinical manifestations of GPA and 
MPA patients included in the present 
analysis showed less frequent renal in-
volvement in comparison with recent 
reports from Poland, Spain, Japan, the 
UK, and Ireland (12, 13, 18, 27, 30). 
This is potentially related to the pre-
dominance of rheumatology centres 
recruiting patients in our registry thus 
far. Intriguingly, the GPA cohort in our 
analysis showed a lower proportion of 
patients with ENT manifestations com-
pared with studies from Poland, Spain, 

Table I. Demographics and clinical characteristics of AAV patients enrolled in GeVas     
registry (06/2019 – 10/2022).

 	 AAV	 GPA	 MPA	 EGPA

Number of patients, n (%)	 266 	(100)	 162 	(61)	 68 	(26)	 36 	(14)
Demographics	  	 	 	   
Age (years), median [IQR]	 59 	[51-70]	 59 	[51-69]	 64 	[54-76]	 56 	[48-63]

Gender	  	 	 	   
Male, n (%)	 136 	(49)	 85 	(52)	 34 	(50)	 17 	(47)
Female, n (%)	 130 	(51)	 77 	(48)	 34 	(50)	 19 	(53)

Reason for inclusion in the study	  	 	 	   
Newly diagnosed vasculitis; n (%)	 173 	(65)	 87 	(54)	 56 	(82)	 30 	(83)
Relapse, n (%)	 93 	(35)	 75 	(46)	 12 	(18)	 6 	(17)
Relapse - major, n (%)	 47 	(18)	 39 	(24)	 6 	(9)	 2 	(6)
Relapse - minor, n (%)	 46 	(17)	 36 	(22)	 6 	(9)	 4 	(11)

Comorbidities	  	 	 	   
Asthma	 38 	(14)	 11 	(7)	 4 	(6)	 23 	(66)
Diabetes, n (%)	 16 	(6)	 10 	(6)	 5 	(8)	 1 	(3)
Hypertension, n (%)	 95 	(36)	 56 	(35)	 29 	(44)	 8 	(23)
Hyperlipidaemia, n (%)	 29 	(11)	 16 	(10)	 10 	(15)	 2 	(6)
Atherosclerosis, n (%)	 32 	(12)	 18 	(11)	 11 	(17)	 3 	(9)
Chronic kidney disease, n (%)	 28 	(11)	 16 	(10)	 10 	(15)	 2 	(6)
Malignancy, n (%)	 16 	(6)	 13 	(8)	 1 	(2)	 2 	(6)

Organ involvement	  	 	 	   
General symptoms, n (%)	 188 	(71)	 122 	(75)	 42 	(64)	 23 	(66)
ENT, n (%)	 139 	(52)	 105 	(65)	 11 	(17)	 23 	(66)
Lung/chest, n (%)	 151 	(57)	 95 	(59)	 32 	(48)	 24 	(69)
Renal, n (%)	 103 	(39)	 51 	(31)	 48 	(71)	 4 	(11)
Heart, n (%)	 17 	(6)	 7 	(4)	 1 	(2)	 9 	(26)
GI, n (%)	 15 	(6)	 7 	(4)	 2 	(3)	 6 	(17)
CNS, n (%)	 28 	(11)	 16 	(10)	 11 	(17)	 1 	(3)
PNS, n (%)	 62 	(23)	 27 	(17)	 19 	(29)	 16 	(46)
Skin, n (%)	 41 	(15)	 23 	(14)	 11 	(17)	 7 	(20)
Eye, n (%)	 27 	(10)	 22 	(14)	 2 	(3)	 3 	(9)

Laboratory tests	  	 	 	   
PR3-ANCA, n (%)	 110 	(42)	 108 	(67)	 0 	(0)	 2 	(6)
MPO-ANCA, n (%)	 67 	(25)	 5 	(3)	 57 	(84)	 5 	(14)
eGFR (ml/min/1.73 m²), median, [IQR]	 73 	[45-90]	 75 	[55-90]	 50 	[23-82]	 90 	[73-100]
Creatinine (μmol/l), median, [IQR]	 82 	[71-124]	 80 	[71-110]	 100 	[72-239]	 77 	[70-84]
Haematuria, n (%)	 82 	(31)	 54 	(33)	 25 	(38)	 1	 (3)
Proteinuria, n (%)	 94 	(35)	 55 	(34)	 33 	(50)	 5 	(14)
CRP (mg/l), median, [IQR]	 19 	[4-81]	 25 	[5-91]	 16 	[5-71]	 6 	[1-26]

Immunosuppressive treatment at baseline	  	 	 	   
Prednisolone, n (%)	 247 	(93)	 149 	(92)	 62 	(94)	 34 	(97)
Avacopan, n (%)	 6 	(2)	 2 	(1)	 4 	(6)	 0 	(0)
Cyclophosphamide, n (%)	 112 	(42)	 58 	(36)	 34 	(52)	 19 	(54)
Rituximab, n (%)	 118 	(45)	 83 	(51)	 34 	(52)	 0 	(0)
Cyclophosphamide and rituximab, n (%)	 26 	(10)	 16 	(10)	 10 	(15)	 0 	(0)
Methotrexate, n (%)	 46 	(17)	 34 	(21)	 4 	(6)	 8 	(23)
Azathioprine, n (%)	 20 	(8)	 13 	(8)	 5 	(8)	 2 	(6)
Mycophenolate (mycophenolate 	 4 	(2)	 3 	(2)	 1 	(2)	 0 	(0)
   mofetil or mycophenolic acid), n (%)
Leflunomide, n (%)	 8 	(3)	 7 	(4)	 1 	(2)	 0 	(0)
Mepolizumab, n (%)	 7 	(3)	 0 	(0)	 0 	(0)	 7 	(20)
Other immunosuppressive 	 7 	(3)	 4 	(2)	 2 	(3)	 1 	(3)
   treatment, n (%)	
Plasma exchange, n (%)	 9 	(3)	 5 	(3)	 4 	(6)	 0 	(0)
Comedication	  	 	 	   
Pneumocystis prophylaxis, n (%)	 192 	(72)	 116 	(72)	 52 	(79)	 22 	(63)
Vitamin D, n (%)	 237 	(89)	 148 	(91)	 59 	(89)	 28 	(80)
BVAS, median, [IQR]	 7 	[4-13]	 7 	[4-12]	 9 	[5.5-14]	 7 	[4-12]
BVAS ≥12, n (%)	 78 	(30)	 40 	(25)	 26 	(41)	 10 	(29)
VDI, median, [IQR]	 1 	[0-2]	 1 	[0-2]	 0 	[0-2]	 0 	[0-2]

AAV: antineutrophil-cytoplasmic antibody-associated vasculitis; ANCA: antineutrophil-cytoplasmic 
antibody; BVAS: Birmingham Vasculitis Activity Score; CNS: central nervous system; eGFR: esti-
mated glomerular filtration rate; EGPA: eosinophilic granulomatosis with polyangiitis; ENT: ear nose 
throat; GI: gastrointestinal; GPA: granulomatosis with polyangiitis; MPA: microscopic polyangiitis; 
MPO: myeloperoxidase; PNS: peripheral nervous system; PR3: proteinase 3; VDI: Vasculitis Damage 
Index.
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Portugal, Japan, and the UK (12, 18, 20, 
27). In the UK, less frequent PNS in-
volvement is reported in MPA compared 
to our study (13). The reason for these 
differences between the cohorts with 
respect to ENT involvement in GPA 
and PNS in MPA remains speculative. 
In EGPA, we report a higher proportion 
of patients with cardiac manifestations 
in our patient population compared 
with a study from France, whereas renal 
involvement occurred less frequently 
(28). This might be related to the lower 
proportion of ANCA-positive EGPA 
patients in our cohort. Glomerulone-
phritis has been reported to occur more 
frequently in ANCA-positive EGPA, 
and cardiac involvement more often 
in ANCA-negative EGPA in a French 
study (31). Moreover, EGPA patients in 
our cohort suffered less frequently from 
pulmonary involvement compared with 
a French study (28). This could be ex-
plained by the fact that the French study 
included only patients with a new diag-
nosis of vasculitis and not patients with 
relapse as in our patient group. In our 
cohort, 110 (42%) patients were PR3-
ANCA positive and 66 (25%) patients 
were MPO-ANCA positive on ELISA. 
Compared to our GPA patient group, 
PR3-ANCA was reported more fre-
quently in the GPA cohorts from the 
UK, Poland, and Spain, and less fre-
quently in Japan (12, 18, 27). Interest-
ingly, the frequency of PR3-ANCA in 
our cohort is comparable to that of the 
Irish National Rare Kidney Disease 
(RKD) registry, although the propor-
tion of patients with renal involvement 
is higher in the RKD registry due to the 
predominance of nephrology centres 
recruiting patients (30). MPO-ANCA 
on the other hand was found more fre-
quently in patients with MPA in Japan 
and Spain, and less frequently in the 
UK compared to our cohort (13, 27). In 
EGPA, a higher prevalence for MPO-
ANCA than in our cohort has been 
reported in studies from France, Spain 
as well as Poland (18, 27, 28). To what 
extent the lower impact of nephrology 
centres in the GeVas registry affects the 
reported ANCA frequencies compared 
with other registries is unclear, but may 
be resolved with recruitment of further 
nephrology centres for GeVas.

In terms of treatment, most patients in 
our cohort received glucocorticoids in 
combination with either rituximab or 
cyclophosphamide for the induction of 
remission. A recently published study 
based on data from the RISE registry 
from USA aiming to characterise AAV 
treatment patterns showed that cyclo-
phosphamide was used in only 4% of 
the patients for induction treatment (19). 
Rituximab (31%) in combination with 
glucocorticoids was the most frequently 
administered therapy for the induction 
of remission in the subgroup of patients 
identified as possibly having new or re-
lapsing disease in the USA cohort, fol-
lowed by methotrexate (19%) (19). In 
our cohort, rituximab (44%) had been 
used more commonly for remission in-
duction compared to the USA, the Por-
tuguese, and the Irish registry (19, 20, 
30). Cyclophosphamide had been more 
frequently administered (42%) in our 
study compared to the RISE registry, 
but less frequently than in the Irish RKD 
registry (19, 30). The clear-cut trend to-
wards the preferential use of rituximab 
over cyclophosphamide in combination 
with glucocorticoids shown in the RISE 
registry reflects USA practice and is in 
line with the conditional recommenda-
tion of the ACR/VF guideline for the 
induction of remission in GPA and MPA 
(19, 32). However, the RISE and GeVas 
registries display considerable concep-
tual and design differences, with the 
former being a practice-based registry 
potentially including patients with less 
severe AAV and a smaller subgroup of 
possibly having new or relapsing dis-
ease (18%) (19), and the latter being an 
inception cohort exclusively including 
patients with new or relapsing AAV and 
thus, possibly a somewhat larger sub-
group of patients with severe AAV. A 
direct comparison of patient groups in 
both registries is not possible based on 
the limited published data given in the 
RISE registry (19). Moreover, the com-
bination of rituximab and cyclophos-
phamide with glucocorticoid according 
to the RITUXVAS trial regimen may 
have been used in patients with severe 
renal AAV more commonly in Germany 
compared to the USA (33). In our co-
hort, 26 (10%) of the patients received 
a combination therapy of rituximab and 

cyclophosphamide for remission induc-
tion. The issue of whether a combina-
tion of rituximab and cyclophospha-
mide with glucocorticoid is more effec-
tive than rituximab alone with gluco-
corticoid for the induction of remission 
in severe renal and/or pulmonary AAV 
has not been resolved and is subject to 
further study (ENDURRANCE trial, 
NCT03942887).
Plasma exchange was adjunctively ap-
plied in 9 (3%) of the patients with GPA 
and MPA. This low frequency may also 
reflect practice potentially related to the 
predominance of rheumatology centres 
over nephrology centres in the GeVas 
registry so far. In this cohort, metho-
trexate, azathioprine, leflunomide, and 
mycophenolate were infrequently ad-
ministered possibly due to the inception 
design recruiting patients with new or 
relapsing AAV predominantly in clinical 
centres rather than practices. According-
ly, a substantial proportion of patients 
suffered from organ- or life-threatening 
AAV (BVAS ³ 12: 30%). The oral C5a 
receptor inhibitor avacopan was ad-
ministered in 2% of the patients with 
GPA and MPA in our study. Avacopan 
has been approved for the treatment of 
severe active GPA and MPA in Europe 
in January 2022. The market launch 
in Germany was in February 2022. As 
outlined above, the present study con-
sidered patients recruited through Oc-
tober 2022. Notably, mepolizumab was 
used for the induction of remission in 7 
(20%) of the patients with EGPA.
In conclusion, in this study, we present 
baseline observational data on patients 
with AAV enrolled in the GeVas regis-
try with the aim to support physicians 
and health cost carriers by providing 
high quality real-life data on the dis-
ease course of AAV in German-speak-
ing countries and by serving as basis 
to identify needs for improving the 
structure of healthcare of patients with 
AAV. Demographic characteristics are 
comparable to those in other European 
countries. Differences were found re-
garding ANCA status, frequencies of 
various organ manifestations and thera-
peutic regimen. The GeVas registry will 
provide an important source for longi-
tudinal observation and prospective out-
come measures in AAV.
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