2Y2XETIZH MMPQIMH2 YOE2ZH2 ANCA 2XETIZOMENH2
AITENTIAAZ ME NEOPIKH IMPOZBOAH KAI
MAKPOXPONIA2 EKBA2H2 NEDPIKHZ AEITOYPTIAZ-H
EMTITEIPIA ENO2 KENTPOY.

A. TKAAITZI0Y, K. KANEAAOTIOYAQY, M. KQZTOHOYAOY, T. MOYAAH, N. MAPKOY,
A. MOYAA, E. EYATTEAOY, I. MOYSTAKAS NEQPOAOTIKH KAINIKH, TENIKO
NO2ZOKOMEIO AOGHNQN . TENNHMATAZ




Anca oXeTWOUEVEC QYVELTLOEC

Oplouoc:

2TIAVLEC TTOAUCUOTNUOTIKEG IO OELG TTOU PO BAAAOUV Ta pkpoU peyEBoUC ayyeia
AVOOOTIEVLKH, VEKPWTLKH oTelpapatovedpitda (cuxva pe UNVOELSELC OXNUATLOMOUC)

ErtidnLLOAOYIKAL:

17,2 VEEC IEPLMTTWOELG/EKATOUMUPLO TTANBUCOU/ETOC
MeyoaAUtepn enintwon 65-75 £€tn, dppev dpUAAO
Juxvotepn attio TEZN



Anca oXeTWOUEVEC QYVELTLOEC

KAWLIKEC EKONAWOELC:

MeyaAn €TEPOYEVELA-ATIO ATUTIN TIPOSPOLN
oUMTITWHATOAOYLA EwG Kal paydaia el6BoAN Twv
CUMUTITWUATWY KE ameANTIKA yla TNV {wn mpooBoAn
OPYAVWV-CTOXWV.

Nedbpikr) mpooBOoAN : LLKPOOKOTILKN
atpatoupio/unovedpwokol eMLMESOU AEUKWHATOUPLA LE
Bpadeia ekntwon tng vedpknc Asttovpyioc — TEZN pe
TOLKIAOU BaBuov emumtwoel otnv vedpplkn kPaon.




AAV-vedpkn emiBlwon

* Agdopéva amnod 4 RTCS tng EUVAS Trial Interventions
, , NORAM (n = 95) Induction therapy with MTX or CYC
TIOU HEAETAONKAV OVASPOULKA .
N=354 aoBeveic CYCAZAREM (n = 155) Remission maintenance therapy with AZA or CYC
CYCLOPS (n = 148) Induction therapy with IV pulsed CYC or oral CYC

Méoog xpovoc mapakoAouBnong=5.7 €tn
MEPEX (n = 137) CYC induction therapy combined with plasma
exchange or IV MP

* 210)0¢ va npoodloploBel n afla tng eykalpng vedplkng Udeong otoug 3 Kal 6 LAVeG 6oov adopd TV vedpikn emiBiwon Kot tnv
Bvntotnta.
* Katataén os 4 katnyopleg
Sustained remission: Udeon <3 pnveg, mou dlatnpROnke €wg Toug 6 LAVEG
Late remission: 3 pAveg < Udeon< 6 LAVEC
Relasping disease: Udeon <3 urveg, umotponn <6 PAVEC

Refractory disease: un Udeon
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AAV-Nedpikn erplwon

+ 3 RCTS ( IMPROVE, MYCYC,
with ANCA-associated vasculitis RITUXVAS)

Long-term outcome of kidney function in patients

Focus of study was to assess Results 7 I
long:term kidney outcomes in AcBevelg e AAV kat XNN eiyxav
AN Cnd Zmﬁiﬂ?édm’ End-stage kidney disease incidence . ‘ ’
prognostic factors Overall 175/848 (21%) HELWHEVA TTOOOOTA ETUPRLWONG,.
Methods w p-b‘
Dialysis Transplant 100- CKD 1-3 CKD 4-5
n = 140 (80%) n = 35 (20%)

Multicentre retrospective 90+

analysis of trial cohorts . . . . 80
A Factors associated with end-stage kidney disease g
56% granulomatosis with polyangiitis (GPA) sas ‘ = 707
44% microscopic polyangiitis (MPA) F. e q t g 60-
Lﬁﬂ Age > 65 years  eGFR Haemoglobin 5 50-
. o . 1.68 0.97 0.88 Hazard ratio % 40+
mm;ﬂ:ﬁ;'ﬂmiﬁf@'““ (1.18-2.41)  (0.93-0.99)  (0.78-0.98) (95% CI) 8 50
dialysis or tnmsplent; death &
Cox regression 204
104 — Observed
Sanchez-Alamo, B. et al. Older age, lower baseline haemoglobin, lower eGFR and chronic - Expected
on b;g?;f(;gfg‘ms lesions in kidney biopsy at baseline are poor prognostic factors L s o %

@NDTSocial for kidney outcomes in AAV.

Follow-up (years)




2YEOLOOLLOC LEAETNC

2 KOTLOG:
Na StepeuvnBel n cuoxETion TNC MPWLLNG UPEONGS LE TNV LAKPOXPOVLA EUVOLKA VEPPLKN EKPaon.

2004 2023

Avadpoptkr HOVOKEVTPLKN HEAETN Ttapatrpnong aoBevwv pe ANCA oxeTI{OHEVN QYYELTLO UE VEDPLKT
npoofBoAn tou vedppoAoyikov tuipatog tou I.N.A «[. Fevvnuatac»

Kataypadn dedouevwv:

KMVLKospvaotngtaKd Kall erdnuLoAoyika dedopéva otov Xpovo tng Slayvwong, 6Toug 3 LVEC KoL 0TO TEAOG
NG mapakoAovBnong.

Oplopoc KaAnc vedplkne EkBaonc:

eGFR > 60 ml/min/1.73m2 (CKD-EPI) oto téAog tn¢ napakoAouBnong



Birmingham Vasculitis Activity Score (version 3)

4 ¥4 Date of assessment: Assessor:
Tick an item only if attributable to active vasculitis. If If all abnormalities are due to persistent disease (active vasculitis
there are no abnermalities in a section. please tick ‘None' | which is not new/worse in the prior 4 weeks), tick the
for that organ-system. PERSISTENT box at the bottom right corner
: : 6 L a 0 O : A : ‘ Is this the patient’s first assessment? vyeg [ No O
X None Active None Active
disease disease
1. General O 6. Cardiovascular
Myalgia [m} Loss of pulses O
4 ] Arthralgia / arthritis O Valvular heart disease O
Oplopog udeonc: R Lt 0
Weight loss 22 kg [m] #Ischaemic cardiac pain ]
2. Cutaneous O #Cardiomyopathy O
Infarct a #Congestive cardiac failure O
A H ! 4 A 4 Purpura O | 7. Abdominal [m]
nmoucla evepyotntag BAceL TNG KALLOKOG B [ .
4Gangrene O Blood O
v A S Other skin vasculitis O aemic abdominal pain
3. Mucous membranes \
H H h I y . Birmingham Vasculitis feyes O 8. Renal O
Birmigham Vasculitis Activity Score Activity Score 2 o i
Genital ulcers O Proteinuria >1+ O
Adnexal inflammation O #Haematuria 210 RBCs/hpf O
Significant proptosis O | Creatinine 125-249p/L(1.41-2.82mg/dI)* [m]
Scleritis / Episcleritis a Creatinine 250-499 p/L(2.83-5.65mg/dl)* O
Conjunctivitis / Blepharitis / Keratitis a #Creatinine 2500 p/L (25.66mg/dI)* |
Blurred vision #Rise in serum creatinine >30% or fall O
Sudden visual loss in creatinine clearance >25%
/4 J 7 7 1 Uveitis a nly be scored on the first assess|
* 2taBepn N BeAtiwpevn vedplkn Asttoupyia F———
thrombosis / exudate / O Headache O
haemorrhage) Meningitis |
, 4. ENT [m} Organic confusion O
Bloody nasal discharge / crusts / [m} Seizures (not hypertensive) O
¢ /\E U Kw ua S 1 + ulcers / granulomata #Cerebrovascular accident [m]
Paranasal sinus involvement O #Spinal cord lesion Od
Subglottic stenosis a #Cranial nerve palsy O
Conductive hearing loss O Sensory peripheral neuropathy O
] R B CS < 1 O /h pf 4Sensorineural hearing loss a #Mononeuritis multiplex O
5. Chest O
Wheeze O 10. Other O
Nodules or cavities O a. O
Pleural effusion / pleurisy a b. O
Infiltrate O C. O
Endobronchial involvement O d. O
¢ ive h ptysis / alveol m] PERSISTENT DISEASE ONLY:
haemorrhage (Tick here if all the abnormalities are due D
4 Respiratory failure m] to persistent disease)

4 Major items highlighted

References: Lugmani, RA, et al. (1994). "Birmingham Vasculilis Activity Score (BVAS) i in systemic necrotizing vasculitis." QJM 87(11):671-8;
Lugmani, RA, et al. (1997). "Disease and of the * Baillieres Clin Rheumatol 11(2): 423-46; Mukhtyar C. et
al (2009). "Modification and validation of the memgham Vasculitis Activity Score (version 3) ARD 2009 68:1827

Birmingham Vasculitis Activity Score (BVAS) © Copyright, Oxford University Innovation Limited 1994, 1997, 2009. All Rights
Reserved. The authors, being Professor Raashid Lugmani, Dr Chetan Mukhtyar, Dr Oliver Flossman and Dr Carruthers, have
asserted their moral rights.




AnoteAeopata

* N= 67 aoBeveic ( 50 mpo/ 17 pr3)

*Méon nAwia: 75 (SD+10.9) €tn
*Méoocg xpovocg mapakoAolbnongc: 6,1 €tn
*eGFR (ml/min/1.73m2 ) (CKD-EPI)
kata tn Stayvwon 26.1 (SD+21.9)
0TOo TEAOC TNC rapakolouBnong 42.4 (SD+25.1)



Amnote\eopata

* N= 67 aoBeveic ( 50 mpo/ 17 pr3)

*Méon nAwkia: 75 (SD+10.9) €1n
*Méoocg xpovocg mapakoAolbnongc: 6,1 €tn
*eGFR (ml/min/1.73m2 ) (CKD-EPI)

Katd tn dtayvwon 26.1 (SD+21.9)

OTO TEAOC TNC apakolouBnong 42.4 (SD+25.1)

m MnYdeon m'Ydeon




Amnote\eopata

* N= 67 aoBeveic ( 50 mpo/ 17 pr3)

*Méon nAwkia: 75 (SD+10.9) €1n

*Méoocg xpovocg mapakoAolbnongc: 6,1 €tn
i 48,28%
*GFR (ml/min/1.73m?2 ) (CKD-EPI)

kata tn Stayvwon 26.1 (SD+21.9)

OTO TEAOC TNC apakolouBnong 42.4 (SD+25.1)

m <3 urveg ® >3 pAveg

® MnYdeon m'Ydeon




Amote\eopata

End of follow up-eGFR > 60 ml/min/1.73m?2

N=16 acBeveic /58 mou mapouvoiaocav UPeon
»>N=13 aoBeveic | Ybeon < 3m
»N=3 acBeveic | Ydeon > 3m

Yédeon < 3unvou Ydeon > 3unvou
B eGFR<60 HeGFR>60



Amote\eopata

MAnBuouoc: 67 aoBeveic
MNoapdpetpol mou cuoxetioBnkav pe KaAn vedpplkn EkPaon

OR (95% Cl), p-value OR (95% Cl), p-value
GFR at baseline (ml/min/1.73mz2) 1.03 (1.01-1.05), 0.013 1.02 (0.99-1.05), 0.15
Age in years 1.006 (0.95-1.06), 0.799 0.99 (0.92-1.06) 0.84

Sex (m/f) 1.21(0.39 - 3.74), 0.732 0.46 (0.09-2.26) 0.34

GPA/MPA Not calculated because every patient with
GPA had GFR<60 at the end of follow-up (??)

Remission at 3 months 8.66 (2.17 - 34.58), 0.002 6.7 (1.51- 29.61), 0.012 *

Treatment CYC ref ref
RTX 0.03 (0.001 - 0.12) <0.001 2.56 (0.36-18.19) 0.34

CYC+RTX 0.01 (0.003 - 0.043) <0.001 1.98 (0.36-10.95) 0.43

*Adjusted for sex, age and good renal function at baseline (GFR>60 yes or no)
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MAnBuouoc: 67 aoBeveic
MNoapdpetpol mou cuoxetioBnkav pe KaAn vedpplkn EkPaon

OR (95% C OR (95% Cl), p-value

GFR at baseline (ml/min/1.73m2) 1.03 (1.01-1.05), 0.013 1.02 (0.99-1.05), 0.15

Sex (m/f) 1.21(0.39 - 3.74),0.732 0.46 (0.09-2.26) 0.34

GPA/MPA Not calculated because every patient with
GPA had GFR<60 at the end of follow-up (??)

ref

Treatment CYC ref
RTX 0.03 (0.001 - 0.12) <0.001 2.56 (0.36-18.19) 0.34

CYC+RTX 0.01 (0.003 - 0.043) <0.001 1.98 (0.36-10.95) 0.43

*Adjusted for sex, age and good renal function at baseline (GFR>60 yes or no)




Amote\eopata

MAnBuouoc: 67 aoBeveic
MNoapdpetpol mou cuoxetioBnkav pe KaAn vedpplkn EkPaon

OR (95% Cl), p-value OR (95% Cl), p-value

GFR at baseline (ml/min/1.73mz2) 1.03 (1.01-1.05), 0.013 1.02 (0.99-1.05), 0.15
Age in years 1.006 (0.95-1.06), 0.799 0.99 (0.92-1.06) 0.84
Sex (m/f) 1.21(0.39 - 3.74),0.732 0.46 (0.09-2.26) 0.34

GPA/MPA Not calculated because every patient with
GPA had GFR<60 at the end of follow-up (??)

Remission at 3 months 8.66 (2.17 - 34.58), 0@ 6.7 (1.51- 29.61),0.012 *

Treatment CYC ref ref
RTX 0.03 (0.001 - 0.12) <0.001 2.56 (0.36-18.19) 0.34

CYC+RTX 0.01 (0.003 - 0.043) <0.001 1.98 (0.36-10.95) 0.43

*Adjusted for sex, age and good renal function at baseline (GFR>60 yes or no)




Amote\eopata

MAnBuouoc: 67 aoBeveic
MNoapdpetpol mou cuoxetioBnkav pe KaAn vedpplkn EkPaon

OR (95% Cl), p-value OR (95% Cl), p-value

GFR at baseline (ml/min/1.73mz2) 1.03 (1.01-1.05), 0.013 1.02 (0.99-1.05), 0.15
Age in years 1.006 (0.95-1.06), 0.799 0.99 (0.92-1.06) 0.84
Sex (m/f) 1.21(0.39 - 3.74),0.732 0.46 (0.09-2.26) 0.34

GPA/MPA Not calculated because every patient with
GPA had GFR<60 at the end of follow-up (??)

Remission at 3 months 8.66 (2.17 - 34.58), 0.002 6.7 (1.51- 29.61), 0.0@

Treatment CYC ref ref
RTX 0.03 (0.001 - 0.12) <0.001 2.56 (0.36-18.19) 0.34

CYC+RTX 0.01 (0.003 - 0.043) <0.001 1.98 (0.36-10.95) 0.43

*Adjusted for sex, age and good renal function at baseline (GFR>60 yes or no)




2 UUTIEPAO QL

H Udeon evtog Tou mpwTou TPLUAVOU armo tnv dtayvwaon daivetal va £XEL TPOYVWOTLKN aéla w¢
MPOC TNV guvolkn vedpikn £kPaon kat tnv dtatripnon tov eGFR 2 60 ml/min/1.73m2.

!

AlYOTEPEC CLUVVOONPOTNTEG Kol KAAUTEPN mototnta (WG yla Toug aoBeveic pac.

2TOX0C: H €ykalpn Slayvwon Ko N avamtuén amoTeAECUATIKWY BEPATIELWY ETIAYWYNG
TIPOKELUEVOU VA TIETUXOU UE TIPWLUN Udeon.




Euyaplotw!




