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79 Patients 2007-11
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ACR/EULAR 2017 provisional classification criteria of Granulomatosis 
with polyangiitis(GPA)

Bloody nasal discharge, ulcers, crusting or sino-
nasal congestion

3

Nasal polyps -4

Hearing loss or reduction 1

Cartilage involvement 2

Red or painful eyes 1

cANCA or PR3 antibody 5

Eosinophil count  > 1(x109/L) -3

Nodules, mass, or cavity on chest imaging 2

Granuloma on biopsy 3

This criteria set is use when diagnosis of small or medium vessel vasculitis has 
been made, in order to classify the patient as having GPA

Add scores for 9 items; a score of > 5 is needed for classification of GPA 
5
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Validation of the ACR EULAR provisional 2017 classification 
criteria of GPA amongst Indian patients with AAV (n=187)

Sharma A et al Arthritis Rheumatol. 2017; 69 (suppl 10).

N=187

No score for renal involvement
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Chapel Hill 2012
• Large Vessel Vasculitis (LVV)

• Takayasu Arteritis (TAK)

• Giant Cell Arteritis (GCA)

• Medium Vessel Vasculitis (MVV)
• Polyarteritis Nodosa (PAN)

• Kawasaki Disease (KD)

• Small Vessel Vasculitis (SVV)
• ANCA Associated  Vasculitis

• Microscopic Polyangiitis (MPA)

• Granulomatosis with Polyangiitis (GPA)

• Eosinophilic Granulomatosis with Polyangiitis (EGPA)

• Immune complex SVV

• Variable Vessel Vasculitis (VVV)
• Behçet Disease (BD)

• Cogan’s Syndrome

• Single Organ Vasculitis (SOV)
• Cutaneous Leukocytoclastic Angiitis

• Cutaneous Arteritis

• Primary Angiitis of the CNS (PACNS)

• Isolated Aortitis

• Vasculitis Associated with Systemic Disease
• Lupus vasculitis

• Rheumatoid vasculitis

• Sarcoid vasculitis

• Vasculitis with Probable Etiology
• HBV/HCV-associated vasculitis

• Drug-associated immune complex vasculitis

• Drug-associated ANCA-associated Vasculitis

• Cancer associated vasculitis

Arthritis Rheum 2013; 65: 1-11
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Supplement Table 1 Descriptions of Giant Cell Arteritis (GCA) in people of colour 

 

Country 
 

Number of 
patients 
diagnosed 
with GCA 
(n) 

Study Design Population 
ethnicity (%) 

GCA 
diagnostic 
criteria 

Positive 
temporal 
artery biopsy 
(%)  

Reference 

USA 
Baltimore 

92 Retrospective 
cohort, 
multicentre 

White (82) 
Black (15) 

TAB  100 1 Gruener 2019 

USA  
Multicentre 

32 Retrospective 
cohort 

African Caribbean 
(100) 

TAB  100 
 

2 Garrity 2012 

USA 
Washington 

50 Retrospective 
cohort 

African -American 
(100) 

TAB 100 3 Gilbert 1999 

India  
Multicentre 

72 Case series Indian (100) ACR 19909 64 (46/72) 4 Sharma 2015 

Japan 19 Retrospective 
cohort 

Japanese (100) ACR 1990 73 (11/15) 5 Imai 2011 

Singapore 7 Case series Chinese (100) 
 

TAB  100  
 

6 Cullen 2010 

China 70 Retrospective 
cohort 

Chinese (100) ACR 1990 
(96%; 67/70) 
PET (4%; 3/70)  

71.4 (42/70) 7 Sun 2016 

UK 
London 

83 Retrospective 
cohort 

White (49) 
Non-white (51) 

ACR 1990 
(60%; 50/83) 
TAB (39%; 
33/83) 

39 (33/83) Personal 
communication 
from author (SH)  
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• 60 FDG PET/CT studies in 51 patients was performed

• 17 scans at diagnosis out of which 4 had follow-up 
scans also 

• 43 scans on immunosuppression

J Nuclear Cardiol 2014

PET/CT in detecting active disease
• Sensitivity- 83.3% 
• Specificity- 90%
• PPV-77% 
• NPV-93.3% 
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N Engl J Med. 2020;383(27):2628-38 

Phenotype to genotype approach
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Survivors-
N (%)

Non- Survivors 
N (%)

p Value

Mesenteric Ischemia 9 (10.1) 5 (45.5) 0.007

Bowel Gangrene 6 (6.7) 2 (18.2) 0.213

CNS Involvement 47 (52.8) 5 (45.5) 0.352

Stroke 28 (31.5) 7 (63.6) 0.042

Cranial Neuropathy 23 (25.8) 4 (36.4) 0.349

PNS Involvement 36 (40.5) 4 (36.4) 1

Skin Involvement 52 (58.4) 8 (72.7) 0.518

Livedo Reticularis 31 (34.8) 6 (54.5) 0.284

Ocular Involement 20 (22.4) 0 (0) 0.114

TNFi Use 61 (68.5) 4 (36.4) 0.047

Predictors of mortality

Sharma A et al Arthritis Rheumatol. 2024; 76 (suppl 9).
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Abstract

The incidence and clinical features of antineutrophil cytoplasmic antibody (ANCA)

associated vasculitis (AAV) have been shown to vary according to geographical

areas, with granulomatosis with polyangiitis (GPA) being more common in northern

Europe and microscopic polyangiitis (MPA) being more common in Asian countries.

The annual incidence of GPA among Asians varies between 0.37/million to 2.1/mil-

lion population. The prevalence of GPA has been estimated to be 1.94/100 000 in a

Chinese population. Polymorphisms in class II major histocompatibility genes and

ETS1 proto‐oncogene has been shown in Asian patients with GPA. There is a differ-

ence in mean age at onset and proteinase 3 (PR3) or myeloperoxidase (MPO) posi-

tivity in GPA patients from different Asian countries. Those from India had mean

age of 40 years and those from Japan had mean age of 65 years. Sixty percent of

GPA patients from China and Japan were MPO ANCA positive while the majority

of patients from India and Korea were PR3 positive. Geographical variation with

lower frequency of renal involvement in Indian studies and higher frequency in Chi-

nese patients has also been noted. Treatment outcomes have been similar to those

reported from other parts of the world. Remission was achieved in about two‐thirds

of patients while relapses were noted in one‐third to half of the patients. Apart

from minor differences in the organ systems involved, MPO‐ANCA GPA and PR3‐

ANCA GPA had similar rates of remission and relapses.

K EY W O RD S

Asia, granulomatosis with polyangiitis, vasculitis

1 | IN TROD UCTI ON

Granulomatosis with polyangiitis (GPA) is a primary systemic necrotiz-

ing small vessel vasculitis which predominantly involves the upper res-

piratory tract, lungs and kidneys. It is characterized by the presence of

anti‐neutrophil cytoplasmic antibodies (ANCA) in the serum. The pre-

dominant ANCA pattern noted in GPA patients from different parts of

the world is c‐ANCA (cytoplasmic ANCA) and the predominant

autoantigen against which ANCAs are produced is proteinase 3 (PR3).

However, there are differences in ANCA subtype from different Asian

countries. Histopathology of the involved organs is characterized by

the presence of granulomas, necrosis and small vessel vasculitis. The

incidence and clinical features of ANCA‐associated vasculitis (AAV)

have been shown to vary according to the geographical area, with GPA

being more common in northern Europe and microscopic polyangiitis

(MPA) being more common in Asian countries.1 Large case series of

GPA have been published from Europe and the USA but there is very

limited published literature available from Asian countries.2-6 The pur-

pose of this review is to discuss the epidemiology, clinical features and

outcomes of GPA patients published from different Asian countries

and compare them with those reported from the western countries.

Received: 25 February 2018 | Revised: 18 August 2018 | Accepted: 23 August 2018

DOI: 10.1111/ 1756-185X.13398

90 | © 2018 Asia Pacific League of Associations for

Rheumatology and John Wiley & Sons Australia, Ltd

wileyonlinelibrary.com/ journal / apl Int J Rheum Dis. 2019;22:90–94.

6 | RESPON SE AN D RELAPSES

Systemic glucocorticoids along with cyclophosphamide are the main-

stays for induction of remission among active GPA patients.13,15,36,37

Rituximab (anti‐CD20 monoclonal antibody) has been used to induce

remission among patients with GPA.13,28 Rituximab has been shown

to be effective in treatment‐resistant pachymeningitis and pyoderma

gangrenosum in GPA.38,39 Other modes of therapy used in the treat-

ment of GPA were plasma exchange, for severe renal dysfunction

and diffuse alveolar hemorrhage, intravenous immunoglobulin,

methotrexate and mycophenolate mofetil.13,35,40 After therapy with

glucocort icoids and immunosuppressants, remission was achieved in

53%‐64% of patients.12-15 Relapses were noted between 31%‐53%

of patients.12,13,15 Among the Japanese and European patients, rates

of remission were similar between MPO‐ANCA GPA patients and

PR3‐ANCA GPA patients.29,35

Renal involvement has not been shown to affect the overall sur-

vival among patients with AAV.40 Out of the 35 GPA patients, 15

(42.9%) patients had normalization of renal parameters, 9 (28.6%)

had persistent renal dysfunction, 1 developed end‐stage renal failure

and 8 (22.9%) patients died. However, renal histopathology was

shown to predict the severity of renal dysfunction and renal out-

comes among patients with AAV‐related glomerulonephritis.41-43

Best prognosis was noted with focal class followed by crescentic

class and the worst prognosis was noted with sclerotic class. In

another study involving 84 patients with pauci‐immune glomeru-

lonephritis, including 33 patients with GPA, ANCA‐negative patients

had poor outcome after treatment with lower rates of improvement

and decreased probability of becoming dialysis‐free compared to

ANCA‐positive patients.44 Neurological involvement did not affect

the overall survival of patients with AAV with similar estimated

cumulative survival rates among patients with and without neurolog-

ical involvement.33 Kim et al15 have noted that granulomatous form

of GPA was more common than vasculitic form and had younger

age at onset with less renal involvement. Initial remission rates and

relapse rates were higher among GPA patients with granulomatous

pathology.

Deaths were noted in 17%‐22% of patients and the majority of

deaths were in the initial period of presentation.13,15 Survival rate

was similar in both MPO‐ANCA GPA and PR3‐ANCA GPA and the

survival of MPO‐ANCA GPA was better than that of MPA

patients.29 The cause of death differed between Indian and the Chi-

nese patients. Among the Indian patients with GPA, the major cause

of death was active disease (61%) followed by infections (16.7%).13

Among the Chinese patients, infection was the common cause of

death (52%) followed by disease activity (32%).36

7 | CON CLUSION S

There are geographical differences among GPA patients from Asia

and also in GPA described from the Western world. As compared to

Western populations, GPA patients from India are younger at

disease onset whereas Japanese patients are older. There are also

major differences in the ANCA subtypes. Japanese and Chinese

patients are predominantly MPO‐ANCA positive while Indian

patients have predominant PR3‐ANCA positivity. Renal involvement

is less in India and Korea as compared to Japanese, Chinese and

Western patients. Rate of remission, relapses and mortality are simi-

lar between MPO‐ANCA GPA and PR3‐ANCA GPA.
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dominant ANCA pattern noted in GPA patients from different parts of

the world is c‐ANCA (cytoplasmic ANCA) and the predominant

autoantigen against which ANCAs are produced is proteinase 3 (PR3).

However, there are differences in ANCA subtype from different Asian

countries. Histopathology of the involved organs is characterized by

the presence of granulomas, necrosis and small vessel vasculitis. The

incidence and clinical features of ANCA‐associated vasculitis (AAV)

have been shown to vary according to the geographical area, with GPA

being more common in northern Europe and microscopic polyangiitis

(MPA) being more common in Asian countries.1 Large case series of

GPA have been published from Europe and the USA but there is very

limited published literature available from Asian countries.2-6 The pur-

pose of this review is to discuss the epidemiology, clinical features and

outcomes of GPA patients published from different Asian countries

and compare them with those reported from the western countries.
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received cyclophosphamide during pregnancy; the first one was a

twin pregnancy with uncontrolled lung, peripheral neurological and

renal involvement requiring cyclophosphamide in the third trimester.

Delivery was preterm due to premature rupture of membranes; both

twins had low birth weight, one required mechanical ventilation tem-

porarily but survived.13 The second patient had allergic bronchopul-

monary aspergillosis (ABPA) with EGPA, and presented with

multiorgan dysfunction. She received IV methylprednisolone pulse as

well as IV cyclophosphamide pulse but did not survive. Postmortem

examination suggested active vasculitis.14 Nine patients received

IVIG with good results.12,21,29,40-45 Plasma exchange was offered in

10 instances for life or organ threatening disease during or before

pregnancy.6,7,19,20,23,40,41

We used rituximab in our patients during pregnancy with good

results. Two other studies have described use of rituximab; in both

the cases rituximab was used before conception for induction.6,41

A total of 7 infections were documented: urinary tract infections

(n = 2), herpes simplex virus infections (n = 2) and pneumonia

(n = 1). One patient from our institute had septic shock, secondary

to Staphylococcus aureus infection.

5 | D ISCUSSION

Pregnancy in autoimmune diseases is always fraught with danger

and complications. The issues associated with systemic lupus erythe-

matosus patients have been described extensively in the literature.

The management of pregnancy in AAV patients is complicated by

renal involvement , the need for continued immunosuppression and

the effects of these drugs on maternal and fetal outcomes. The

prognosis of patients with AAV has improved significantly over the

past few decades. This improvement in prognosis is reflected in

terms of lower mortality and improved disease free survival.46,47

With improving survival, issues related to fertility and pregnancy are

becoming important.

FI GU RE 1 Flow chart showing results

of database search.

TA B LE 1 Characteristics of pregnant patients with antineutrophil

cytoplasmic antibody associated vasculitis

Parameters Results

Age at pregnancy in years (mean ± SD) 29.3 ± 5.3

Diagnosis (n = 110)

GPA 78 (70.9)

EGPA 22 (20)

MPA 9 (8.2)

Renal vasculitis 1 (0.9)

Cytoplasmic ANCA : perinuclear ANCA (n = 83) 64:19

Organ involvement (n = 108)

Renal 45 (41.6)

Lung 65 (60.1)

Upper airway 74 (68.5)

Others 62 (57.4)

Timing of diagnosis (n = 110) n (%)

Before pregnancy 69 (62.7)

During pregnancy 32 (29.1)

After pregnancy 9 (8.2)

Duration of remission before conception in months,

n = 35, median (range)

36 (3 120)

ANCA, antineutrophil cytoplasmic antibody; EGPA, eosinophi lic granulo-

matosis with polyangiitis; GPA, granulomatosis with polyangiitis; MPA,

microscopic polyangiitis.
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Granulomatosis with Polyangiitis or post pulmonary tuberculosis: can CT 
chest help in differentiating in a tuberculosis endemic area?
Sharma A, Singhal M , Sen M,Rathi M,Dhir V, Sharma K, Minz RW, Singh S, Bambery P

Arthritis Rheumatol. 2015; 67 (suppl 10)

POST PRIMARY TUBERCULOSIS GRANULOMATOSIS WITH POLYANGIITIS-

1. Nodules Centrilobular nodules surrounded 

with branching linear structures 

Widespread distribution, no lobar predilection

Ill-defined margins Well defined with clear margins 

2. Consolidation and 

GGOs

Predilection for apical and posterior 

segment of upper lobe and superior 

segment of lower lobe 

No lobar or zonal predilection

Focal or patchy Heterogenous 

consolidations

Dense consolidations with ill defined margins

2. Cavities Thick or thin walled Thick or thin walled

Central cavitation is seen Cavitation- eccentric (12.5%) or centric (22.5%)

Inner wall margin irregular Mostly smooth inner walls
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Experience with similar biologic rituximab in 77 patients
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Abstract

Objectives To present single centre experience on the efficacy and safety of similar biologic of rituximab in patients with

granulomatosis with polyangiitis (GPA).

Methods Thiswasaretrospectivestudy of GPA patientswho receivedsimilar biologicof rituximabaseither remission induction

or maintenance agent. Demographic parameters, Birmingham Vasculitis Activity Score (BVAS-v3), vasculitis damage index,

relapse and adverse events were retrieved from patient records. Outcomes noted were remission at 6 months in remission

induction group and rates of relapses, adverse events, serious infections and mortality in both remission induction and mainte-

nance groups.

Results Seventy-seven GPA patients were enrolled. Sixty received rituximab for induction and 57 for maintenance; 69% were

anti PR-3 positive. In theinduction group, medianBVAS-v3 reduced from12 (IQR 6–21.5) to 0 (0–1) at 6 months. At 6 months,

60% patients attained remission, 40% in primary induction group and 74% in re-induction group (p= 0.016%). In the mainte-

nancegroup, seven (12%) patients had relapseswith median time to relapseof 12 (6–22) months. Median relapse freesurvival

was 21 (6–22) months on rituximab maintenance. There were12 deaths (15.6%) and 18 serious infections.

Conclusion Similar biologic of rituximab was an effectiveagent for remission induction and remission maintenance in patients

with GPA. Head to head trials with innovator moleculeareneeded to confirm these results.

Keywords ANCA-associatedvasculitis . Biosimilar . Granulomatosiswithpolyangiitis . Rituximab . Similar biologic

Introduction

Before the advent of cycl ophosphamide (CY C),

antineutrophil cytoplasmic antibody (ANCA)-associated vas-

culitis (AAV) was a disease with nearly 90% mortality at

2 years [1]. The paradigm shift in the management of AAV

withcyclophosphamideandglucocorticoidsincreased thesur-

vival to more than 90% [2]. However, the toxicity of cyclo-

phosphamide in the form of infertility, cytopenias, infections,

haemorrhagic cystitisand malignancy [3] led to thesearch for

alternative therapies. Studies in 2010 demonstrated that ritux-

imab isnot inferior to cyclophosphamidefor remission induc-

tion in AAV [4, 5]. Further studiesshowed that rituximab was

superior toazathioprineasamaintenanceagent [6, 7]. Despite

Key Points

• Remission was achieved in 57% of GPA patients who received similar biologic of rituximab as remission induction therapy.

• Relapserateduringmaintenancephasewas21%withsimilar biologicof rituximab. Seriousinfectionsand mortalitywithsimilar biologicof rituximab

werecomparable with that reported previously in AAV trials.

Electronic supplementary material Theonlineversion of this article

(https://doi.org/10.1007/s10067-020-05261-7) containssupplementary

material, which isavailable to authorized users.
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Table 4 Comparison of outcomes with use of rituximab for remission induction between AAV trials and our cohort

Nameof the study RAVE 5 RITUXVAS [4] French vasculitis group [19] Present study

Trial design Multicentre, double blind RCT – rituximab

versus oral CYC

Multicentre, open label RCT – rituximab

versus i.v. CYC

Multicentre, retrospective Singles centre, retrospective

Study population (rituximab arm) 99 AAV

(76 GPA)

33 AAV

(18 GPA)

80 AAV, 73 received rituximab

induction. 70 (88%) GPA

60 GPA patients

Rituximab dosing schedule 375 mg/m2 weekly × 4 375 mg/m2 weekly × 4 + i.v.

cyclophosphamide 15 mg/kg

with 1st and 3rd infusion

375 mg/m2 weekly × 4, 1 g every

2 weeks for 1 month

1 g 2 doses at 0 and 15 days*

Rituximab indication 48 primary induction, 52 re-induction

at relapse

33 primary induction, 0 re-induction 1 primary induction, 72 re-induction 25 primary induction, 35 re-

induction at relapse

BVAS BVAS/WG mean 8.5± 3.2 BVAS 2003 mean 19.65 + 1.23a Median BVAS-v3 7 (IQR 5–12) Median BVAS-v3 12 (IQR 6–21.5)

Renal 65 (66%) 33 (100%) 44 (55%) 22 (37%)

Pulmonary 51 (52%) 0 57 (71%) 46 (77%)

Remission at 6 months 63/99 (64%) over all

46/73 (63%) in GPA

25/33 (76%) sustained remissiona 51/77 (66%) 36/60 (60%)

Relapses at 6 months 13 1 14

Grade 3 or more infection 7 7a 7 15c

Malignancy

At 6 months 1 - - 0

Beyond 6 months 5 2 - 0

Mortality at 6 months 1 (1%) 6 (18.2%)a 3 (3.8%) 7 (11.7%)b

BVASBirmingham Vasculitis Activity Score
* Two patients received rituximab 375 mg/m2 weekly × 4
aData analysed at 12 months
b Four of 7 patients died within 2 weeks of rituximab infusion
c Infections recorded during the entire follow-up period
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Cytokine. 2015 Feb;71(2):261-

7.

Increased ROR-γt and decreased FOXP3 in active disease
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haptoglobin,

Hp2, and 

NKp65, 

VDBP and 

Prolow-density lipoprotein receptor-related protein 1.

Differentially expressed in active dss
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Chapel Hill 2012
• Large Vessel Vasculitis (LVV)

• Takayasu Arteritis (TAK)

• Giant Cell Arteritis (GCA)

• Medium Vessel Vasculitis (MVV)
• Polyarteritis Nodosa (PAN)

• Kawasaki Disease (KD)

• Small Vessel Vasculitis (SVV)
• ANCA Associated  Vasculitis

• Microscopic Polyangiitis (MPA)

• Granulomatosis with Polyangiitis (GPA)

• Eosinophilic Granulomatosis with Polyangiitis (EGPA)

• Immune complex SVV

• Variable Vessel Vasculitis (VVV)
• Behçet Disease (BD)

• Cogan’s Syndrome

• Single Organ Vasculitis (SOV)
• Cutaneous Leukocytoclastic Angiitis

• Cutaneous Arteritis

• Primary Angiitis of the CNS (PACNS)

• Isolated Aortitis

• Vasculitis Associated with Systemic Disease
• Lupus vasculitis

• Rheumatoid vasculitis

• Sarcoid vasculitis

• Vasculitis with Probable Etiology
• HBV/HCV-associated vasculitis

• Drug-associated immune complex vasculitis

• Drug-associated ANCA-associated Vasculitis

• Cancer associated vasculitis

Arthritis Rheum 2013; 65: 1-11
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Connective Tissue Disorder-Associated Vasculitis
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Abstract Vasculitides secondary to connective tissue diseases

are classified under the category of ‘vasculitis associated with

systemic disease’ in the revised International Chapel Hill

Consensus Conference (CHCC) nomenclature. These second-

ary vasculitides may affect any of the small, medium or large

vesselsand usually portendapoor prognosis. Any organsystem

can be involved and the presentation would vary depending

upon that involvement. Treatment depends upon the type and

severity of presentation. In this review, we describe secondary

vasculitis associated with rheumatoid arthritis, systemic lupus

erythematosus, sarcoidosis, relapsing polychondritis, systemic

sclerosis, Sjogren’s syndrome and idiopathic inflammatory

myositis, focusingmainly onrecent advancesin thepast 3years.

Keywords Secondary vasculitis .CTD-associatedvasculitis .

Lupusvasculitis . Rheumatoidvasculitis . Sarcoidvasculitis .

Systemicsclerosis-associatedvasculitis

Introduction

Vasculitides associated with connective tissue diseases

(CTD), termed ‘secondary vasculitis’ , represent a heteroge-

neous group of conditions involving small, medium or large

vessels. Vasculitis may affect up to 10–20 % of patients suf-

fering from connective tissuediseases [1, 2].

According to the 2012 revised International Chapel Hill

Consensus Conference (CHCC) Nomenclature of

Vasculitides, vasculitides secondary to CTD are classified un-

der thecategory of ‘vasculitisassociatedwith systemicdisease’

[3]. It primarily encompassesrheumatoidvasculitis(RV), lupus

vasculitis (LV) and sarcoid vasculitis; however, secondary vas-

culitides associated with relapsing polychondritis (RP) etc. are

also included. In the present write up, we are describing sec-

ondary vasculitis associated with rheumatoid arthritis (RA),

systemic lupus erythematosus (SLE), Sjogren’s syndrome

(SS), systemic sclerosis (SSc), idiopathic inflammatory myosi-

tis (IIM), sarcoidosis and relapsing polychondritis (RP), with

emphasis on publications in the last 3 years.

Rheumatoid Vasculitis

RV isprobably themost widely recognised form of secondary

vasculitis. The vascular involvement in RA has been known

since the late nineteenth century. This primarily involves

small- and medium-sizedvesselsand carriesapoor prognosis.

Incidence

The incidence has been declining over the past few decades

[4•, 5, 6]. A study from Norfolk and Norwich University

Hospital showed that the incidence was declining from 11.6/

million (95 % CI 7.4–17.0) during 1988–1992 to 3.6/million

Topical Collection on Vasculitis
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• Diagnosing ‘hidden’ disease in airways and large blood vessels

• Guiding management decisions

• Fair correlation with clinical symptoms and FDG uptake

UpToDate.Com Hochberg’s Textbook of Rheumatology
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Extent of the disease

Airways Eustachian tube Aorta
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Disease Activity Parameters: RPDAI & RPDAM
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Conclusions:

Our group has described 
•Clinical spectrum, validation of criteria, lab 

manifestations and imaging details of various 
vasculitis disorders
•DADA2 occurs in adults
• Expanded spectrum of DADA2 and VEXAS syndrome 
•Genetic cytokine and proteomics studies in AAV
•Data driven Indian Guidelines
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