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Striving to improve care for people living with AAV

@ (1) Management of GPA and MPA

« All people with active (newly diagnosed or relapsed) GPA/MPA should be
considered as having potentially life or organ-threatening disease

Treatment should follow 2 paradigms: Remission induction and remission
maintenance

CYC or RTX are recommended for induction remission. RTX is preferred in
those with active relapsing disease

Reduced dose GC tapering regimens are recommended.

Avacopan should be considered in active disease to reduce GC-related
morbidity

Adjunctive plasmapheresis should be considered in cases of severe kidney
involvement but NOT pulmonary haemorrhage alone

Y (2) Management of SGS and ENT disease associated with GPA

Both subglottic stenosis and sino-nasal disease are challenging disease
manifestations that require expert management by an ENT + specialist
with expertise in vasculitis

The term ‘limited GPA” may underestimate disease burden; terms such as
‘ENT-localised GPA’ or ‘sino-nasal GPA'’ are preferred

Systemic therapy with CYC or RTX can provide early disease control,
delay need for recurrent dilatations in SGS, and limit morbidity in ENT
disease

Care is required to identify potential sino-nasal disease mimics, including
recognition of cocaine-associated vasculitis conditions

AAV = ANCA-associated vasculitis
Anti-IL-5/5R = anti-interleukin 5/5 receptor

CYC = cyclophosphamide

EGPA = eosinophilic granulomatosis with polyangiitis
ENT = ear, nose and throat

GC = glucocorticoid

GPA = granulomatosis with polyangiitis
MDT = multidisciplinary team

MPA = microscopic polyangiitis

RTX = rituximab

SGS = subglottic stenosis

Background

Anti-neutrophil cytoplasm antibody (ANCA)-associated
vasculitis (AAV) are heterogeneous, multisystem disorders
characterized by inflammation and necrosis of small and
medium-sized blood vessels with unknown aetiology. Three
distinct clinico-pathological syndromes have been identified:
granulomatosis with polyangiitis (GPA), microscopic polyan-
giitis (MPA) and eosinophilic granulomatosis with polyangii-
tis (EGPA) associated with autoantibodies directed against
neutrophil granular proteins, proteinase 3 and myeloperoxi-
dase. These conditions are uncommon with incidence and
prevalence rates of ~25/million population and 200/million,
respectively [1]. Despite significant advances in treatment,

(3) Management of EGPA %

* EGPA should be considered in anyone with asthma, rhinosinusitis and
an eosinophil count =1 x 10°/L

.

Treatment should follow 2 paradigms: Remission induction and
remission maintenance

Anti-IL-5/5R biologics are recommended (if available) in non-life and
non-organ-threatening disease to reduce glucocorticoid-related
morbidity

Life-threatening disease should be treated with CYC or RTX, if there
is intolerance or contraindication to CYC

(4) AAV Service specification i8N

« Specialist vasculitis review within 7 days for people with new
suspected AAV is associated with fewer serious infections, hospital
admissions and reduced mortality

* Nurse-led components of care, specialist vasculitis MDT meetings and
cohorted clinics are associated with improved health outcomes

(5) Patient education and support

« All adults, children and young people with AAV (and their families and
carers) should receive ongoing, tailored information and education
about AAV

People with AAV should be empowered to collaborate in shared
decision making with their healthcare team to reach a joint decision
about their care

&l:

Scan the QR code for the full guideline
or visit rheumatology.org.uk/guidelines

mortality rates remain elevated, 2.3 times that of the general
population [2]. Early diagnosis, instituting appropriate
immunosuppression swiftly, and limiting toxicity from
treatment is key to mitigating mortality and damage from
AAV.

Need for updated management
recommendations

The current British Society for Rheumatology (BSR)
Guideline for management of AAV was completed in 2014
and was an important step forward in the management of
these complex disorders [3]. It provided a roadmap for best
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practice management aiming to harmonize treatment and in-
vestigation of AAV.

Updating the guideline is now required to reflect important
changes incorporating new studies and trials describing sig-
nificant advances in treatment and new therapies. The 2014
guideline no longer reflects current best practice and does not
reflect all the available high-quality evidence that underpins
management of AAV.

Additionally, in line with other BSR guidelines and equality
considerations, the updated recommendations now include
consideration of people all of ages affected by AAV with spe-
cific consideration of the relevance to children and adoles-
cents including transition into adult services.

Objectives

These recommendations were produced by comparing other
international society recommendations and updating the
review for UK practice. They offer systematic and evidence-
based recommendations to support UK clinicians in the man-
agement of AAV across the whole life course.

Target audience

The target readership is all clinicians, including primary care,
involved in management of people with AAV, and all people
living with AAV.

Areas these recommendations do not cover

Diagnosis, and investigation of systemic GPA and MPA or
the management of disease or treatment-related chronic dam-
age is not covered in these recommendations, as the guidance
outlined in the BSR guideline 2014 remains current.

Significant advances in classification have occurred since
the 2014 BSR guideline was produced. However, the classifi-
cation is not validated for diagnosis or clinical management
and is not included in this current guideline [4].

Methods and rigour of development

These recommendations were commissioned by the BSR
Guidelines Steering Group (GSG). A working group (WG) was
created involving relevant stakeholders. Recommendations in
this report were developed, where appropriate, using the BSR
Creating Clinical Guidelines Protocol using AGREEII
(Appraisal of Guidelines for Research and Evaluation II) meth-
odology. The guideline protocol was not followed fully, in that
the scope of the work was not published prior to the final litera-
ture review. The reason for this was that, at the time this work
was commenced, no significant new evidence had been
highlighted since publication of the ACR 2021, KDIGO 2021
and update 2024, EULAR 2022 and EESG 2024 guidelines [5—
8], and the intention was to provide a timely update of the BSR
guideline 2014 relevant to the UK clinical context. It is for this
reason that this manuscript is described as ‘Management
Recommendations’ rather than a ‘Guideline’. Development was
overseen by the BSR Guideline Steering Group throughout.
Following a virtual meeting of the full Working Group
(WG), the scope of the project was agreed and grouped into
domains. Small working groups for each domain were
formed and developed initial recommendations for discussion
by the full WG. These initial recommendations were then

adapted over a series of virtual meetings of the full WG. Each
suggested recommendation in the final document was evalu-
ated by all members and subjected to a vote relating to
strength of agreement on a scale of 1 [no agreement| to
100% [complete agreement]. The wording of each recom-
mendation was revised until all members were satisfied that
they would score at least 80%.

In addition, and in accordance with the BSR protocol, ac-
companying each recommendation in parentheses is a state-
ment reflecting the strength of recommendation and quality
of supporting evidence. Assessment of supporting evidence
quality in GRADE reflects confidence in the estimates of ben-
efits, harms and burdens. These recommendations use three
levels and a letter (A, B, C) to reflect high, moderate or low/
very low quality of evidence. The content and wording of all
recommendations were also discussed in order for strength of
recommendation to be agreed upon with all members of the
WG, assigned as strong (designated as 1) or weak (designated
as 2).

The final draft of the recommendations was submitted to
the BSR Guidelines Steering Group for stakeholder and inter-
nal review and feedback.

Literature search: scope and search strategy

Systematic literature searches were performed separately for
each domain by the four subgroups. Where topics or ques-
tions had already been considered in previously published in-
ternational guidelines, the literature search was from
December 2021, the end of the European League Against
Rheumatology (EULAR) 2022 guideline literature search.
For new topics not covered in the BSR guideline 2014 or the
published international guidelines [EULAR 2022, American
College of Rheumatology (ACR) 2021, Kidney Disease
Improving Global Outcomes (KDIGO) 2021 or European
Eosinophilic Granulomatosis with Polyangiitis (eGPA) Study
Group (EESG) Nature Evidence Based Guideline 2024] [5-8]
the literature search was from December 1990. The evidence
was drawn from Medline and limited to English language
publications. Key terms were agreed within the members of
the domain working group. The domain review groups pre-
pared a summary of the quality of evidence following the
GRADE approach (https://www.gradeworkinggroup.org/)
that informed group review and discussion of the draft
recommendations.

Key recommendations
Domain 1: GPA and MPA treatment

1. All people with lived experience of active (newly diag-
nosed or relapsed) AAV should be considered as having
potentially life- or organ-threatening disease (GRADE
1C, SoA 98%).

Use of immunosuppressants for GPA and MPA

2a. All people with lived experience of active GPA or
MPA should be assessed for induction of remission
treatment with immunosuppressants combined with
glucocorticoids (GC) or avacopan (GRADE 1A,
SoA 99%).


https://www.gradeworkinggroup.org/

2b. The recommended options for immunosuppression for
remission induction of newly diagnosed GPA or MPA
are intravenous pulsed cyclophosphamide (CYC) or
rituximab (RTX) (GRADE 1A, SoA 98%).

2¢. For active relapsing disease, treatment with RTX is
preferred (GRADE 1B, SoA 97%).

2d. A combination of both CYC and RTX can be consid-
ered for organ-threatening or life-threatening disease
(GRADE 2C, SoA 98%).

2e. Certain patients with active GPA or MPA, with no
evidence of life- or organ-threatening disease, may be
considered for alternative induction therapy with meth-
otrexate (MTX) or mycophenolate mofetil (MMF)
(GRADE 1A, SoA 96%).

Use of plasmapheresis

3a. Active GPA or MPA and severe kidney involvement
with creatinine >300 umol/l should be considered for
adjunctive plasmapheresis provided their risk of po-
tential adverse events has been considered (GRADE
2B, SoA 96%).

3b. For children living with active GPA or MPA, there is
insufficient data to routinely recommend plasmaphe-
resis for severe renal involvement; this therefore
should only be considered on a case-by-case basis after
discussion with an expert centre (GRADE 2C,
SoA 96%).

3¢. Adjunctive plasmapheresis is not routinely recom-
mended for pulmonary haemorrhage without severe
kidney involvement (GRADE 1A, SoA 96%).

Glucocorticoid treatment in those not considered
for avacopan use

4a. In patients with organ- or life-threatening disease, we
advocate treatment with oral GC at a starting dose of
50-75 mg or 1.0 mg/kg/day (dependent on weight
with a maximum of 75 mg daily). Oral GC (predniso-
lone) should be tapered in accordance with the
PEXIVAS tapering schedule, achieving a dose of 5 mg
prednisolone equivalent per day by 4-5 months
(GRADE 1B, SoA 96%).

4b. In patients with non-organ- or non-life-threatening
disease, lower GC-tapering regimens can be consid-
ered, at a starting dose of 0.5 mg/kg/day oral GC
(prednisolone), with tapering in accordance with the
LoVAS regimen (GRADE 1B, SoA 97%).

4c. Whilst paediatric patients were not included in
PEXIVAS, this tapering regimen can be considered
for adolescents. For younger children, the SHARE
guidelines for prednisolone tapering could also be
considered (GRADE 2C, SoA 96%).

4d. Despite commonplace use, there is a lack of support-
ing trial evidence for intravenous methylprednisolone
(IV MP) pulses. Therefore, IV MP pulses are not rou-
tinely recommended but can be reserved as an option
for the management of organ-threatening manifesta-
tions, including active renal disease and diffuse alveo-
lar haemorrhage (GRADE 2C, SoA 97%).
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Use of complement inhibitor avacopan

5. Patients with active GPA or MPA should be considered
for avacopan use as a steroid sparing agent, with or
without a short course of GC (tapering over four
weeks) (GRADE 1A, SoA 96%).

Maintenance of remission treatment

6a. Following induction of remission with a RTX or CYC-
based treatment regimen, we recommend maintenance
of remission with RTX in preference to other agents
(GRADE 1A, SoA 98%).

6b. Maintenance RTX should be administered at a dosing
range of 500 mg to 1000 mg every 4-6 months
(GRADE 1A, SoA 97%).

6¢. Azathioprine (AZA) or MTX may be considered as al-
ternative options (GRADE 1A, SoA 98%).

6d. MMF is an option where there is intolerance, or a con-
traindication, to RTX, AZA or MTX (GRADE 2B,
SoA 97%).

Maintenance of remission: duration of
immunosuppression

7a. Maintenance of remission treatment should be contin-
ued for a period of 24-48 months (GRADE 1A,
SoA 97%).

7b. People living with severe renal involvement who re-
main dialysis dependent have a high risk of infection.
Patients with renal limited disease who remain dialysis
dependent may not require ongoing immunotherapy.
Maintenance of remission therapy to prevent relapses
should be balanced against the risks of immunosup-
pression (GRADE 2C, SoA 98%).

Maintenance of remission: duration of
GC treatment

8. The optimum length of treatment with GC during the
maintenance phase is uncertain. Depending on concur-
rent immunosuppression, complete GC withdrawal
may be possible within 6-12 months following induc-
tion of remission treatment (GRADE 2B, SoA 98%).

Timing of kidney transplant in GPA and MPA

9. People living with GPA or MPA should be in stable clin-
ical remission for at least 6 to 12 months prior to receiv-
ing a kidney transplant (GRADE 2C, SoA 98%).

Domain 2: Subglottic stenosis and ear, nose
and throat disease recommendations
GPA-related subglottic stenosis diagnostic
considerations

10. GPA patients with airway symptoms (exertional dys-
pnoea, stridor) should be investigated by an Ear, Nose
and Throat (ENT) and/or Respiratory specialist with
expertise in vasculitis and airway stenosis (GRADE
1C, SoA 99%).
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Systemic and surgical treatment options in
subglottic stenosis

11. Glucocorticoid therapy can help reduce inflammation
in GPA-sub-glottic stenosis but is not the preferred op-
tion for maintenance therapy. More significant disease
requires induction and maintenance therapy following
the recommendations for systemic GPA and MPA
treatment (GRADE 1C, SoA 98%).

Nomenclature in sino-nasal GPA

12. The term ‘limited GPA’ may underestimate disease
burden; terms such as ENT-localised or sino-nasal
GPA are preferred (GRADE 1C, SoA 97%).

Integrated multi-disciplinary assessment in sino-
nasal GPA

13. All people living with AAV affecting the sino-nasal
tract should be offered multi-disciplinary assessment
that includes input from ENT surgeons and physicians
experienced in the management of AAV (GRADE 1C,
SoA 98%).

Recognition of cocaine-associated
vasculitis conditions

14. History of previous and current cocaine use should be
assessed (both drug history and toxicology) at baseline
in all individuals suspected of having AAV and repeat
toxicology screening considered in patients with per-
sistent or refractory sino-nasal disease (GRADE 1B,
SoA 99%).

Treatment of sino-nasal disease

15a. Immunosuppression — first line treatment with RTX
or cyclophosphamide and GC or avacopan for
organ-threatening ENT disease is recommended as
this provides early disease control and limits accrual
of damage (GRADE 1A, SoA 98%).

15b. Topical and local symptomatic treatments should be
offered to people living with sino-nasal disease
(GRADE 1B, SoA 99%).

15c¢. Screening for bacterial carriage and infection, and an-
timicrobial treatment where indicated, should be of-
fered to people living with sino-nasal disease
(GRADE 1C, SoA 98%).

Surgery for sino-nasal disease

16. It is essential that disease is in remission for at least 12
months (and desirable that maintenance prednisolone
dose is <5 mg) at time of reconstructive surgery, other-
wise high failure and complication rates are frequently
observed (GRADE 1C, SoA 97%).

Domain 3: EGPA management

17. A diagnosis of EGPA should be considered in any indi-
vidual with a combination of asthma (especially of

adult-onset), chronic rhinosinusitis (with or without
nasal polyposis) and peripheral eosinophilia typically
>1x10°/L who develop end-organ involvement
(GRADE 1C, SoA 99%).

18. The diagnosis of EGPA can be challenging due to the
heterogeneous clinical phenotype and requires a spe-
cialized multi-disciplinary approach to exclude alter-
native eosinophilic syndromes — MDT discussion and
consensus are encouraged when ratifying the diagnosis
of EGPA (GRADE 1C, SoA 99%).

19. Management of EGPA should be stratified according
to clinical manifestations and disease severity
(GRADE 1C, SoA 99%).

Induction of remission for EGPA

20a. All people living with active (newly diagnosed or re-
lapsed) EGPA should be considered as having poten-
tially life- or organ-threatening disease (GRADE 1C,
SoA 99%).

20Db. All people living with active EGPA should be assessed

for induction of remission treatment with GC com-

bined with other immunomodulatory agents

(GRADE 1C, SoA 99%).

The recommended immunomodulatory options for

patients with life- or organ-threatening EGPA are in-

travenous pulse CYC as first line OR RTX if CYC is

either contraindicated or not acceptable to the pa-

tient (GRADE 1C, SoA 98%).

20d. Anti-IL-5/IL-5R directed therapies (both ligand and
receptor) have demonstrated broad efficacy in EGPA
and are recommended (if available for any of the li-
censed indications) for remission induction in non-
life or non-organ-threatening disease (GRADE 1A,
SoA 98%).

20e. In non-life- or organ-threatening active EGPA, alter-
native induction therapy with MTX, MMF or AZA
may be considered when anti-IL-5/IL-5R is not avail-
able or as adjunctive therapy depending on disease
phenotype (GRADE 2C, SoA 98%).

20c.

Maintenance of remission for EGPA

21a. Anti-IL-5/IL-5R directed therapies are recommended
(if available for any of the licensed indications) for
maintenance of remission and to aid tapering of GC
(GRADE 1A, SoA 99%).

21b. RTX, MTX, MMF or AZA may be considered as al-
ternative options when anti-IL-5/IL-5R therapies are
not available, or as adjunctive maintenance therapies
depending on disease phenotype (GRADE 2C,
SoA 98%).

21c. GC should be tapered to the lowest possible effective
dose whilst maintaining disease remission and consid-
ering patient-specific disease manifestations, comor-
bidities and preferences (GRADE 1A, SoA 99%).

Domain 4: AAV service specification
Timely access to services

22a. Waiting times for individuals with new symptoms and
with a high index of clinical suspicion for active AAV



to be reviewed by a vasculitis expert should not exceed
7 days from initial referral (GRADE 1B, SoA
97%) [9].

22b. Children living with suspected AAV should be dis-
cussed acutely with tertiary paediatric sub-specialty
teams (GRADE 1C, SoA 99%).

22c. Services offering AAV care should be enabled to ac-
cess intravenous therapy for initial treatment or re-
lapse within 7 days (GRADE 1C, SoA 98%).

Integrated care

23a. People living with AAV should be cared for in
cohorted™ rather than general clinics (*where people
living with AAV are grouped together and seen in a
dedicated clinic) (GRADE 1B, SoA 98%).

23b. Services for people living with AAV should be coor-
dinated across specialties to deliver timely and effec-
tive care. Multi-specialty clinics should form the gold
standard (GRADE 1C, SoA 98%).

23c. AAV services should have access to a nurse with spe-
cialist knowledge of vasculitis to support care coordi-
nation and holistic care. Nurse-led clinics should be
implemented, complementing care delivered through
cohorted clinics (GRADE 1B, SoA 98%).

23d. Transition from paediatric to adult care should be sup-
ported by multi-disciplinary teams with dedicated
clinics. Established NICE guidelines on healthcare tran-
sition should be followed (GRADE 1C, SoA 99%).

Access to expertise

24a. AAV services should offer access to a nurse advice
line to offer patient support and rapid access to ad-
vice in between clinic appointments (GRADE 1B,
So0A 99%).

24b. All services looking after patients with AAV should
have access to regular specialist MDT meetings
(GRADE 1B, SoA 99%).

24c. There should be protected time and administrative sup-
port for leadership and attendance at MDT meetings
and recording of outcomes (GRADE 1C, SoA 98%).

Additional recommendations for specialist centres

25a. A specialist centre should provide an overall MDT
meeting for the surrounding region (GRADE 1C,
SoA 98%).

25b. A specialist centre should hold an MDT or MDT(s)
meetings with a range of appropriate specialties,
with identified leads for each specialty (GRADE 1C,
SoA 97%).

25c. The regional MDT meeting should have provision for
specialist centre approval of high-cost drugs with
arrangements for local prescribing and administra-
tion, where agreed between centre and regional hos-
pitals (GRADE 1C, SoA 98%).

25d. There should be resource in job planning and admin-
istrative support for leading and supporting regional
MDTs and meetings (GRADE 1C, SoA 99%).

Specialist centres are defined by NHS England [10] but not
elsewhere; however, we would expect specialist centres to
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provide expert advice and holistic care in an MDT fashion
for at least 50 patients with AAV in cohorted clinics, be in-
volved in research and provide support for adoption of new
therapeutics.

Domain 5: patient education and support

26a. All adults, children and young people with AAV (and
their families and carers) should receive ongoing, tai-
lored information and education about their disease,
treatment and side effects, including, relapse, support
systems, as well as diet and exercise from an appro-
priately qualified individual or organization (GRADE
1C, SoA 98%).

26b. AAV impacts on patients’ quality of life; psychologi-
cal support and self-management help should be pro-
vided for all patients (GRADE 1C, SoA 99%).

Approaches to further research and audit of the
recommendations

Potential audit approaches and standards are included in the
full Management Recommendations publication.

Supplementary material

Supplementary material is available at Rheumatology online.

Data availability

Data can be found in the full management recommendations
publication and its Supplementary Material.

Funding

There was no external funding for this work, but logistical
support and advice was provided by the British Society for
Rheumatology.

Disclosure statement: N.B. has received consultancy fees and
research funding from CSL Vifor, Astra Zeneca, GSK, Lilly,
Galapagos, Pfizer (paid to their employer) and conference
fees and honoraria from CSL Vifor, Roche, Galapagos, Lilly.
P.B. has received research funding from Roche and Versus
Arthritis (paid to their employer), consultancy fees from
Novartis and lecturing fees from Sobi, and is a Trustee of
Societi, a patient-led charity for Kawasaki disease. D.C. has
received sponsorship from CSL Vifor for an educational day
and research funding from MSD (paid to their employer). D.
D.C. has received research funding, honoraria and conference
fees from CSL Vifor (research funding paid to their em-
ployer). S.G. has received an educational grant from CSL
Vifor and honoraria from Alexion, Novartis, Hansa, Elodon,
CSL Vifor, Bayer and Travere. L.H. has received research
funding from CSL Vifor and MSD (paid to their employer),
conference fees from CSL Vifor and honoraria from GSK,
CSL Vifor and IQVIA. R.J.H. has received honoraria from
CSL Vifor and holds the position of Associate Editor for
Rheumatology and has not peer reviewed or made any edito-
rial decisions for this paper. D.]. has received research fund-
ing from AstraZeneca (paid to their employer) and honoraria
from AstraZeneca, GSK and Sanofi Regeneron. C.K. has re-
ceived training course fees from CSL Vifor. M.M. has re-
ceived honoraria from Vitaflo Nutrition. M.M.D. has


https://academic.oup.com/rheumatology/article-lookup/doi/10.1093/rheumatology/keaf242#supplementary-data
https://academic.oup.com/rheumatology/article-lookup/doi/10.1093/rheumatology/keaf242#supplementary-data

Executive summary: BSR management recommendations for AAV

received speaker feed from CSL Vifor. S.M. has received con-
ference and speaker fees from CSL Vifor; research funding
from AstraZeneca, TheriniBio and Senya Therapeutics; con-
sultancy fees from Alexion. D.M. has received conference
fees from Lilly and Novartis. E.N. has received conference
fees from UCB. F.P. has received research funding from CSL
Vifor (paid to their employer). B.R. has received speaker fees
from Otsuka Pharmaceutical and CSL Vifor. H.R. has re-
ceived advisory board and speaker fees from GSK, Chiesi,
AstraZeneca, Sanofi and Boehringer Ingelheim; conference
support from AstraZeneca and Sanofi and grant funding to
her institution from AstraZeneca and GSK. A.S. has received
conference fees from CSL Vifor. S.S. has received conference
fees from AstraZeneca and Chiesi and honoraria from
AstraZeneca, GSK, Chiesi, Medscape and Areteia therapeu-
tics. R.S. has received research funding from GSK and Union
Therapeutics and consultancy fees from CSL Vifor. ].J. has
received an educational bursary from Pfizer. The remaining
authors have declared no conflicts of interest.

Acknowledgements

The British Thoracic Society, The UK Kidney Association,
The British Laryngological Association and Vasculitis UK
each endorse the 2025 British Society for Rheumatology man-
agement recommendations for ANCA-associated vasculitis. A
list of BSR Guideline Steering Group members can be found
in Supplementary Data S1, available at Rheumatology online.

References

1. Watts RA, Hatemi G, Burns JC, Mohammad A]. Global epidemi-
ology of vasculitis. Nat Rev Rheumatol 2022;18:22-34.

10.

Wallace ZS, Fu X, Harkness T et al. All-cause and cause-
specific mortality in ANCA-associated vasculitis: overall and
according to ANCA type. Rheumatology (United Kingdom)
2020;59:2308-15.

Ntatsaki E, Carruthers D, Chakravarty K et al.; BSR and BHPR
Standards, Guidelines and Audit Working Group. BSR and BHPR
guideline for the management of adults with ANCA-associated
vasculitis. Rheumatology (Oxford) 2014;53:2306-9.

Robson JC, Grayson PC, Ponte C et al.; DCVAS Study Group.
2022 American College of Rheumatology/European Alliance of
Associations for Rheumatology Classification Criteria for
Granulomatosis With Polyangiitis. Arthritis Rheumatol 2022;
74:393-9.

Chung SA, Langford CA, Maz M et al. 2021 American
College of Rheumatology/Vasculitis Foundation Guideline for
the Management of Antineutrophil Cytoplasmic Antibody-
Associated Vasculitis.  Arthritis Rheumatol (Hoboken, NJ)
2021;73:1366-83.

Hellmich B, Sanchez-Alamo B, Schirmer JH et al. EULAR recom-
mendations for the management of ANCA-associated vasculitis:
2022 update. Ann Rheum Dis 2024;83:30-47.

Floege J, Jayne DRW, Sanders J-SF, Tesar V, Rovin BH. KDIGO
2024 Clinical Practice Guideline for the Management of
Antineutrophil Cytoplasmic Antibody (ANCA)
Vasculitis. Kidney Int 2024;105:S71-S116.

Emmi G, Bettiol A, Gelain E et al. Evidence-Based Guideline for
the diagnosis and management of eosinophilic granulomatosis
with polyangiitis. Nat Rev Rheumatol 2023;19:378-93.

Hollick RJ, James WRG, Nicoll A et al. Identifying key health sys-
tem components associated with improved outcomes to inform the
re-configuration of services for adults with rare autoimmune rheu-
matic diseases: a mixed-methods study. Lancet Rheumatol 2024;
6:¢361-73.

NHS England. NHS Standard Contract for Specialised
Rheumatology Services (ADULT) Service Specifications. NHS
Stand Contract 2013;A13/S/a.2:1-22. http://www.england.nhs.
uk/wp-content/uploads/2013/06/a13-spec-rheumatology.pdf

Associated

© The Author(s) 2025. Published by Oxford University Press on behalf of the British Society for Rheumatology.

This is an Open Access article distributed under the terms of the Creative Commons Attribution-NonCommercial License (https://creativecommons.org/licenses/by-nc/
4.0/), which permits non-commercial re-use, distribution, and reproduction in any medium, provided the original work is properly cited. For commercial re-use, please
contact reprints@oup.com for reprints and translation rights for reprints. All other permissions can be obtained through our RightsLink service via the Permissions link
on the article page on our site—for further information please contact journals.permissions@oup.com.

Rheumatology, 2025, 00, 1-7
https://doi.org/10.1093/rheumatology/keaf242
BSR Guideline


https://academic.oup.com/rheumatology/article-lookup/doi/10.1093/rheumatology/keaf242#supplementary-data
http://www.england.nhs.uk/wp-content/uploads/2013/06/a13-spec-rheumatology.pdf
http://www.england.nhs.uk/wp-content/uploads/2013/06/a13-spec-rheumatology.pdf

	Active Content List
	Background
	Need for updated management recommendations
	Objectives
	Target audience
	Areas these recommendations do not cover
	Methods and rigour of development
	Literature search: scope and search strategy
	Key recommendations
	Domain 2: Subglottic stenosis and ear, nose and throat disease recommendations
	Domain 4: AAV service specification
	Supplementary material
	Data availability
	Funding
	Acknowledgements
	References


