


RTX and vascular function in GPA

11 active GPA: 9 under RTX, 2 under CYC 

Mean age 59 yrs, 8 M, BP 145/84 mmHg, CT 5 mM

� Endothelial study pre- (all) & 6 mo. post-Rx (3R + 1 CY)

� AcCh endothelium-dependent flow vasodilation (EDFV), 

sodium nitroprusside and NG-MMLA by venous 

plethysmography, pulse wave velocity (stiffness)

� Baseline PWV increased at baseline in all patients 

(vs. normal value for age)

� EDFV improved at M6 in 3/3 RTX vs. worse in 0/1 CYC

P135 – Casian A et al. Cambridge UK

Preliminary data… waiting for full report on more patients
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Hot A et al – Lyon, Lille, Paris, Cambridge,Pennsylvania

“UK -VCRC-FVSG” EGPA patients with RTX

Retrospective from 4 centers: 30 EGPA refractory or relapsing

- Median follow-up: 40 months

� 26 (87%) achieved remission at M6 (+ no response in 2 + PR in 2)

� 8 relapsed after a median of 18 months (+ 18 pre-emptive RTX)

� 28/30 (93%) continued to require CS for asthma
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Long-term outcomes of patients with reversible 

vascoconstriction syndrome (RCVS)

• Prospective cohort (Cleveland) N 50; Follow up 10-254 months

• Mailed in validated questionnaires

• 20/50 available for analysis (26 lost to f/u; 8 did not reply; 3 

refused)

• F 90%; 95% presented with thunderclap headache

• Ischemic stroke 50%; SAH 45%; ICH 15%

R. Hajja-Ali et al.  Abstract A44
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• 55% continued to have headache with 91% of these stating 

improvement in character

• Almost all were independent with little disability

Long-term outcomes of patients with reversible 

vascoconstriction syndrome (RCVS)

R. Hajja-Ali et al.  Abstract A44
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HR-3T MRI in RCVS

• Retrospective single center study on 13 RCVS versus 

13 CNS vasculitis (12 PACNS + 1 VZV)

• Age RCVS 52 years (F 85%), PACNS 42 years (F 15%)

• RCVS

– 77% had vessel wall thickening

– 31% had minimal wall enhancement

• CNS-V: 92% had wall enhancement and/or thickening

P27, 28 – Hajj-Ali R. et al. Cleveland

“minimal” 
but still…
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How to treat primary vasculitis of the central nervous 

system (PACNS)? 

• No prospective therapeutic trial

• Few retrospective studies with small number

• Current practice recommendation (especially biopsy proven 

and severe disease) is to treat as severe forms of systemic 

vasculitides

• IV pulse CS and Cyclophosphamide for induction and 

maintenance with Azathioprine/methotrexate/ MMF

• Some date in children with MMF as a better remission 

maintenance agent

L38 C. Pagnoux.
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Conclusions



CONCLUSIONS (1)

• Most important presentations were on 

fundamental studies and perspectives

– Epitope specificity for MPO-ANCA… and PR3?

– Place of neutrophils, apoptosis, Treg… vs B cells…

• Ongoing and new debates on classification

(PR3 vs MPO, EGPA vs HASM) and increasing 

place of other unique vasculitides (EGPA, 

PACNS, SOV, HCV-AV) … and pediatrics?
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CONCLUSIONS (2)

• Confirmatory studies and series on MMF, 

rituximab/AASV, CYC dose adjustment, and few 

on tocilizumab/LVV with mitigated results…

… awaiting results from studies

closed (REMAIN, CHUSPAN 2, AGATA-GPA), 

ongoing (PEXIVAS, DCVAS, ABAVAS LVV, CLEAR, 

MAINRITSAN 2) 

and to start (RITAZAREM, BREVAS, MEPOLI-EGPA, 

GiACTA, SPARROW, TAPIR, ABROGATE)
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