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2012 Chapel Hill Consensus criteria

a : eis ) o b
Medium vessel vasculitis Immune complex small vessel vasculitis
* Polyarteritis nodosa * Cryoglobulinaemic vasculitis
» Kawasaki disease * |gA vasculitis (Henoch-Schonlein purpura)

* Hypocomplementemic urticarial
vasculitis (Anti-C1q vasculitis)

Anti-GBM disease |

10 um

ANCA -associated small vessel vasculitis

Large vessel vasculitis * Microscopic polyangiitis
* Takayasu arteritis * Granulomatosis with polyangiitis :
* Giant cell arteritis  Eosinophilic granulomatosis with polyangiitis 10 pym

Data from Jennette, J. C. et al. 2012 Revised International Chapel Hill consensus Conference Nomenclature of Vasculitides. Arthritis Rheumatol. 65, 1-11 (2013).

Kitching, A.R., Anders, H., Basu, N. et al. ANCA-associated vasculitis.
Nat Rev Dis Primers 6, 71 (2020). https://doi.org/10.1038/s41572-020-0204-y
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Het vasculitis spectrum

Ef_-:'." r::n‘:g:l:::matury * ADA-2 deﬂc'entle
..gq Diseases . VEXAS
L E::Itﬁ:;:i;nmatnry * Ziekte van Behcet’s
:
E :I!lud
ER Diseases * RCA enPMR
Pelygenic
R YAV
_ Monogenic
i  CTLA4 and IFN pathies
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Indeling

 Kleine vaten vasculitis
* Middelgrote vaten vasculitis
e Grote vaten vasculitis

: : : . VASCULITIS
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Pathogenese kleine vaten vasculitis

Normaal klein bloedvat Ontstoken klein bloedvat

Ontsteking

 Kan in principe optreden in elk bloedvat

in het lichaam.

e Kan tot gevolg hebben dat organen niet meer goed
werken.
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Kitching, A.R., Anders, H., Basu, N. et al. ANCA-associated vasculitis.
Nat Rev Dis Primers 6, 71 (2020). https://doi.org/10.1038/s41572-020-0204-y ._nature revi ews
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Kleine vaten vasculitis
RICHTLIJN DIAGNOSTIEK KLEINE VATEN VASCULITIS CBO 2010

Constitutional
symptoms

1'

Central nervous
system
GPA = MPA = EGPA

EGPA = GPA = MPA ~
\ Y, :
. Nose and sinuses
Eyes GPA > EGPA >> MPA
GPA >> MPA = EGPA - il
\ Y # : N
5 Upper airways®
Ears and auditory GPA = EGPA > MPA
GPA > MPA = EGPA 3 i
\ J N
- “ Lungs®
Heart EGPA > GPA > MPA
FGPA > GPA = MPA N /
N J ~
Gastrointestinal
" ™\
Kidneys . tract
MPA > GPA >> EGPA '__ EGPA > GPA = MPA
b o NG /
i
Muscle Joints A
EGPA > MPA = GPA — GPA > MPA = EGPA
. o e o
. B oy
Skin . Peripheral nerves
EGPA > GPA > MPA EGPA > MPA > GPA
e s L P

Rheumatology and Clinical Immunology

Kitching, A.R., Anders, HJ., Basu, N. et al. ANCA-associated
University Medical Center Groningen vasculitis. Nat Rev Dis Primers 2020

VASCULITIS
%y EXPERTISE CENTER
GRONINGEN



2022 ACR / EULAR classificatie GPA

kleine of middelgrote vaten vasculitis is vastgesteld

Klinische criteria _

Neusbetrokkenheid: Bloed bij het snuiten, korsten ulcera, verstopping, defect + 3
dan wel perforatie septum

Kraakbeen schade (zadel-) neus of oor, hese stem, kraakbeen luchtwegen + 2
Gehoorsverlies door defecte geleiding dan wel innervatie +1
b magig enbiopsecrers |
Positive cCANCA test of anti-PR3 antistoffen +5
Nodulaire, massa of caverneuze afwijkingen longen +2
Granulomatouze ontsteking en/ of reuscellen +2
Sinusitis of Mastoiditis +1
Pauci-immuun glomerulonefritis +1
Positive pANCA test of anti-MPO antistoffen -1
Eosinofiele granulocyten > 1*109/Liter -4

Score > 5 Classificatie GPA

University Medical Center Groningen Robson JC, Grayson PC, Ponte C, et al. An "“Ei,,‘ék’T'.'s'Jc'Eﬁ,ER
Rheumatology and Clinical Immunology Rheum Dis doi:10.1136 2022 GRONINGEN
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Ernst AAV

* |. Limited (inclusief loco-regionaal; veelal KNO
en eventueel longnoduli)

* |l. Early systemic (kreatinine <150, non major
organs)

* |ll. Systemic
* |V. Severe/refractory

Severe: kreatinine >500, of snelle progressieve achteruitgang nierfunctie, ernstige
longbloedingen, ernstige mononeuritis multiplex, CZS betrokkenheid, gangreen,
tractus.digestivus bloedingen, etc; Refractory: geen verbetering cq progressie na 2-3

weken therapie [de Joode 2014]

i . . . ) VASCULITIS
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Behandeling AAV UMCG Richtlijn

|. Limited

A. Lokalisatie KNO met weinig systemische klachten en laag CRP. Behandeling met
hoog gedoseerde cotrimoxazol kan worden geprobeerd. Succeskans groter bij
laag aanvangs CRP

B. Lokalisatie anders dan KNO en of systemische klachten en/of hoog CRP
(bijvoorbeeld >12): behandelen als Il

Il. Early systemic Cyclofosfamide of rituximab (RTX), als alternatief methotrexaat
(MTX) of Mycofenolaat mofetil (MMF) in alle gevallen mét prednisolon)

ll1. Systemic cyclofosfamide, of rituximab in beide gevallen mét prednisolon

IV. Severe/ Refractory cyclofosfamide, of bij (relatieve) contra-indicaties
rituximab gecombineerd met methylprednisolon en/of plasmaferese* met
prednisolon

* Belangrijke meta-analyse over de rol van plasmaferese bij ernstig AAV laat zien dat er ruimte is voor toepassen van plasmaferese bij een

kreatinine >300 umol/l, zeker bij aanwijzingen voor snelle progressie. Dit gaat wel gepaard met een verhoogd infectie risico
(http://dx.doi.org/10.1136/bmj-2021-064597)

; : : . VASCULITIS
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Plasmaferese en GC behandeling

### Population

These recommendations

apply only to people with Patients with ANCA
these characteristics: . associated vasculitis

Risk group for
LOW TO MODERATE
end stage Kidney LOW HIGH

ANCA = Antineutrophil
cytoplasmic antibody

Baseline serum =200 =200-300 >=300-500 = 500
creatinine level Hmol/L Hmol/L Hmol/L Hrmol/L

Baseline risk

of developing

= 2.5%% =2.5-7.5%6 >7.5-25.0%5 =25.0%%

ESKD at 1 year

, Recommendations

Standard care Plasma exchange
Patients with low or low-moderate We suggest immunosuppression
risk of developing ESKD alone without plasma exchange

Standard care Plasma exchange
Strong Weak Strong

Patients with moderate-high
or high risk of developing
ESKD or requiring dialysis

We suggest plasma exchange
plus immMmMunosuppression

Standard care Plasma exchange

SEELCER  weak 4 Wedks SHong Zeng Walsh BMJ

Patients with pulmonary We suggest immunosuppression 2022;376:e064597

hacrnorrhage without alone without plasma exchange
kidney involvement

Standard dose Reduced dose
glucocorticoids glucocorticoids

Strong Weak Strong VASCULITIS

We recommend reduced dose glucocorticoids EXPERTISE CENTER

during the first 6 months of treatment G Ro N I N G E N

All patients



Snelle prednisolon taper

Diag methylprednisolon | rituximab IV | cyclofosfamide | prednisolon
v I oraal
1 230mg 1000mg* 500mg
27 1 dd 60mg
B-14 1 dd 45mg
15 250mg 1000mg* S00mg
16-21 1 dd 30mg
22-28 1dd 15mg
29 500mg
43 500mqg
57 500mg
71 500mg

¥ University Medical Center Groningen
4 Rheumatology and Clinical Immunology

McAdoo SP, Medjeral-Thomas N,
Gopaluni S, et al. Long-term
follow-up of a combined
rituximab and cyclophosphamide
regimen in renal anti-neutrophil
cytoplasm antibody-associated
vasculitis. Nephrol Dial Transplant
2019;34:63-7

VASCULITIS
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Avacopan for AAV

Wetenschappelijke Adviesraad (WAR) over avacopan

(Tavneos®): Avacopan kan worden toegepast bij de ,Bgﬁ&g‘wﬂmﬂ“ﬂ o
behandeling van volwassen patiénten met ernstige, MAA for GPA and MPA
. ceys e [ EU
actieve granulomatose met polyangiitis (GPA) of e e
microscopische polyangiitis (MPA) in plaats van p. NDA for GPA and MPA
. . . accepted in Japan (Feb)
prednisolon naast behandeling met cyclofosfamide of i
i i submitted in Canada
rituximab. gtk e v
Er is nog onvoldoende duidelijkheid over behandeling na Orphan Drug status for GPA and NDA for ARV
1 'aar MPA in Switzedand (MNov) ._ammd-a-d in LISA
J CMA appiication for GPA and (Jul)
MPA accepted in EU (Jan) Approved for
- GPA and MPA
i
CMA application » Ja.p::ﬂ{[sm!
Orphan Drug status for GPA "‘“Jghﬁm“" e At
P and MPA in EU (Dec) e PGP and MPA)
PRIME designation for AAW Orphan Drug iteiaakats
Orphan Drug »inEU (Jun) stas for GPA Positive CHMP
Phase | trial in autaimmune disordens = Slatus for A8V in ® and MPA in = Cipinion in EU
"" initiated (Dac 20059) LISA (Jun) Japan (Mar) (Mowv)

CLEAR (NCT01363388
CLASSIC (NCT02222155) [

E (NCT02994697) |
[ Phase |l trials in AAV
. Phase |1l tAal in Asy

Lee Drugs (2022) 82:79-85

% University Medical Center Groningen VASCULITIS
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2022 ACR / EULAR classificatie EGPA

kleine of middelgrote vaten vasculitis is vastgesteld

klinische criteria _

Obstructie klachten luchtwegen +3
Neuspoliepen +3
Mononeuritis multiplex +1

Lab en biopsie criteria _
Eosinofiele granulocyten > 1*109/Liter +5
Aanwezigheid van een meerderheid van eosinofiele + 2
granulocyten in het biopt

C-ANCA of anti-PR3 antistoffen -3
Hematurie -1

Score > 6 Classificatie EGPA
Sensitiviteit 87% en specificiteit 95%
Grayson PC, Ponte C, Suppiah R, et al.

University Medical Center Groningen Ann Rheum Dis 2022;81:309_314 V‘Z‘E’.&ET'.'SIETE%ER
Rheumatology and Clinical Immunology GRONINGEN
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Table 1 Characteristics of and-I1L-5 agents for EGPA

IL-5 blockade in EGPA

Mepolizumab Reslizumab Benralizumab
Trade name Nucala Cingair Fasenra
Specifics Humanized TgG1 Humanized IgG4 Humanized IgG1 kappa mAb
kappa mAb kappa mAb
Target IL-5 IL-5 IL-5 recepror alpha
Root of administranon  Subcutancous Intravenous Subcutaneous

Dosage

Evidence in EGPA

300 mg every 4 weeks

(100 mg every 4 weeks

under evaluarion)

RCT involving 136 patients

3 mg.-"kg cvery 4 weeks

Pilot studies

An cpfn—labd extension smd}r

oo WEJI]EEC klng—tcrrn L‘H;CE.{.'F

is| ongoing (NCT03298061)

30 mg every 4 weeks for the firse

three dases, and then 30 mg

every 8§ weeks
[}ptn-hbd pih::l: .ﬂ:ud'f

Case reports

A phasr 3 trial comparing

benralizumab o mtpn|izumab

is ongoing (NCT04157348)

EGPA msinﬂphilif Etz.nu]umal:m'.is with pu|y:a.ngiil:i_'i. IL.-5 intedeukin-5, m.AfF monoclonal anl:ibnd‘_l.n RCT randomized

contolled erial

Koike (2023) 40:25—-40 Adv Ther

University Medical Center Groningen
Rheumatology and Clinical Immunology
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Indeling

e Kleine vaten vasculitis
* Middelgrote vaten vasculitis
e Grote vaten vasculitis

: : : . VASCULITIS
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Middelgrote vaten < 0,5 mm

Musculaire arterie duidelijk lamina elastica interna en externa

University Medical Center Groningen VAlzﬁlfl:sllzjanlellsﬁ'ren
- Rheumatology and Clinical Immunology GRONINGEN



Polyarteritis Nodosa

Chapel Hill 2012 definition

Necrotizing vasculitis of
medium or small arteries

without

glnmerulﬂnephritis or
vasculitis in arterioles,
capillaries, or venules, and
not associated with ANCA

Frequency (%)
oo SEEBBEZEES

-

fj; ﬁ#‘?ﬁﬁ%‘"@" #ﬁ‘: &

QP‘.A*
VA 4

University Medical Center Groningen
Rheumatology and Clinical Immunology
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Perivascular  fig
inflammation

Treatment based on FFS 1996

FF5=0 FF521

score
Proteinuria >1 g/d

Creatinin >140

pmol/L
Gl tract involvement

Cardiomyopathy
CNS involvement

VASCULITIS
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Indeling

e Kleine vaten vasculitis
* Middelgrote vaten vasculitis
e Grote vaten vasculitis
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ACR 1990 classificatie criteria

Reuscelarteriitis RCA Takayasu arteriitis TAK

e Leeftijd ouder dan 50 jaar .

* Nieuwe hoofdpijn .

* Afwijkende arterie .
temporalis (pijn / afname
pulsaties) .

* Verhoogde BSE > 50 jaar

* Bijpassend Biopt .

mononucleaire of
granulomateuze ontsteking

Hunder AR 1990 3/5 sens 93,5 en spec 91,2

Leeftijd jonger dan 40 jaar
Claudicatio armen en benen

Afgenomen pulsaties arterie
brachialis

Verschil in bloeddruk > 10
mm Hg tussen beide armen

Souffle arterie
subclavia/aorta

Vernauwing aorta en / of
zijtakken

- : : . VASCULITIS
University Medical Center Groningen Arend AR 1990 3/6 sens 80,5 en spec 97,8 &}- EXPERTISE CENTER

Rheumatology and Clinical Immunology
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2022 ACR / EULAR classificatie RCA

Grote of middelgrote vaten vasculitis is vastgesteld en patiént is ouder dan 50 jaar

Aanvullende klinische criteria _

Ochtendstijfheid schouders/ nek +2
Plotseling visus verlies +3
Kaak of tong claudicatie + 2
Nieuwe temporale hoofdpijn +2
Pijn bij aanraken hoofdhuid +2
Abnormale temporaal arterie +2
Lab imaging en biopsie criteria _
BSE > 50 mm/ uur en CRP > 10 mg/L +2
Positieve TAB of HALO sign bij US +5
Bilaterale axillaire betrokkenheid +2
FDG PET activiteit in hele aorta +2

Score = 6 Classificatie Reuscelarteriitis

Ponte C, Grayson PC, Robson JC, et al. Ann

: : . . ‘S 3 VASCULITIS
University Medical Center Groning . .01. _
Rheumatology and Clinical Immunolog heum Dis 2022’811647 1653 G;BP:]ThllséEE;:TER
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GC Effect on Vessel wall Biopsy
Granulomal / Medial fibrosis |

Granulomatous 37/40 (93%) 14/40 (35%)
Giant cells 22/40 (55%) 11/40 (28%)
Lymphocytes 40/40 (100%) 24/40 (60%)
Plasma cells 33/40 (83%) 10/40 (25%)
Non Granulomatous 3/40 (7%) 10/40 (25%)
Medial fibrosis 13/40 (33%) 24/ 40 (60%)

; : = . VASCULITIS
University Medical Center Groningen Maleszewski Mod Pathol 2017 ?}—- EXPERTISE CENTER
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Duur prednisolon behandeling

100

Discontinuation, %

Large-vessel giant cell arteritis: a cohort study
Francesco Muratore, et al Rheumatology 2014

—

l | T T
2 3 B 5 6

Disease duration, years

Lo ]
S
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Bewijs voor Methotrexaat

Study (ref) _ Riskoft™relape _ . Riskof2"! relapse
MTX PBO = MTX PBO :
L Hﬂ{g %Cl)  HR(%5% C1) it HR {951{7 C) HR{(95% Cl)
Spieraetal (9) 612 30 128 (0.32:5.15) 219 e |36 (0. 14:12.78)
Joveretal. (8) 921 167 ——— | (133 40.15401.76) 21 o —— 0.17 (0.040.7T)
Hoffmenctal. () 351 32/47 —- 0TT047127) ML 1747 —— 0,60 (0.301.23)
Total 4784 5177 - 065044095 19584 27777 0 0.49 (0.27-0.89)
T l|||ll|i T l!llnl'l I |||l||'|'|'| ....-I‘Ii r!|||ﬂ'|'|-
i1 | {1} 0.01 1 | 1]
Favors MTX Favors PBO Favors MTX  Favors PBO

Figure 1. Hazard ratios (HRs) for the occurrence of a first or second relapse of giant cell arteritis in patients receiving adjunctive
methotrexate (MTX) versus those receiving placebo (PBO). Values under each treatment group are the number of events (n) among
the total number of subjects exposed (N). 95% ClI = 95% confidence interval,

Mahr AR 2007

Leflunomide 1 dd 20 mg mogelijk alternatief echter nog geen goed bewijs

University Medical Center Groningen Vﬁiggll'sg;lgrm
Rheumatology and Clinical Immunology GRONINGEN
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GIACTA 3 year Stone et al

Rheumatology 2022

A 100 =
B 80 -
e
z 4
'\

<
QO 60+
Q
=
2
h 40-1 l_l 1 M
2 ; -
(1]
‘E ‘_]_‘_| Hﬁ - — i —
2 PBO New-Onset s S
& 209 — PBORelapsing

— TCZ QW New-Onset

— TCZ QW Relapsing

+ Censored

0- 1 1 T 1 || 1 1 | 1 L 1 1 1 1 | 1 | 1 | 1
0 8 16 24 32 40 48 568 64 72 80 88 96 104 112 120 128 136 144 15
Week
Number of Patients

PBO New-Onset 46414035333025212019181716161616161616156151613121212121212121212121212121212 1N
PBO Relapsing 55652454138332027262321191814141413131312121212121212121212121212121212121110 9
TCZ QW New-Onset 47 424240404038 363534 3333323131292828272622212120191919181919191819191919191919
TCZ QW Relapsing 53504645453937363534333232312928272422222119191817161616161616 16161616 15151515
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Tocilizumab effect on Vessels MRA

Tocilizumab Placebo

<2 xP &_\S@ 2 =% &x@
%‘ﬁe} -‘:-"&P %‘9 Qa“‘fﬁ ":(cd;\ .;,_59

Thoracic root

Arch

Descending thoracic acrta

Suprarenal abdominal aorta

Infrarenal abdominal aorta

Common carotid

Innominate

Subclavian

Axillary
Mesentric 100 Reichenbach Rheumatology 2018
80
Renal 60
40

lliac 20
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Tocilizumab snelle prednisolon taper

* Prednisolon in 26 weken afbouwen.
e Start 60 mg/dag gedurende 1 week;

e -daarna (mits sprake is van remissie) afbouw met 10 mg per
week tot 40 mg/dag;

e -daarna (mits sprake is van remissie) met 5 mg/week tot 15
mg/dag;

e -daarna (mits sprake is van remissie) 2 weken 12,5 mg/dag;

e -daarna (mits sprake is van remissie) 1 week 10 mg dag;

e -daarna (mits sprake is van remissie) af te bouwen tot stop
prednison gebruik in tijdspad van 15 weken.

; : : . VASCULITIS
3 University Medical Cfer-lter Groningen wsludisdion
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Tocilizumab IL-6 receptor blokkade

N and Disease activity
diagnosis

Tocilizumab IV
Villeger Lancet
2016

Tocilizumab
GIiACTA
Stone

NEJM 2017

Tocilizumab
GUSTO Trial
Christ Lancet
Rheum 2021

N=27
New
Relapsing

N=252
New
Relapsing

Open Label
N=18
New

Clinic
ESR >30 mm/hr
CRP > 10 mg/L

Clinic

Clinic
ESR >30 mm/hr
CRP > 10 mg/L

Tocilizumab
8mg/kg every 4
weeks

Rapid GC taper 7
mg at week 12

4 treatment arms

Tocilzumab IV 8
mg/kg day 3
Followed by 162
mg sc weekly

3 days 500 mg IV

methvinred

Toci CR wk 12
12/17 85%
Placebo CR wk 12
4/10 40%

Toci SR wk 52
56/100 56%
26/49 53%
Prednisolone
7/50 14%
9/51 18%

Week 24 14/18
remission
Week 52 13/ 18
no relapse

1 AION

1 henatonathv



Ts and b DMARDs

Study design
N GCA new/

relapse

Disease activity

Treatment

Abatacept
CTLA4-Ig
Langford AR 2017

Mavrililumab
GM-CSF receptor
alpha inhibitor
Cid ARD 2021

Secukinumab
IL-17A inhibitor
Venhoff Trials
2021

Open Label
N= 49
New and relapse

Phase 2 RCT
N=70
New and Relapse

Phase 2 RCT
N=50

Clinic
ESR > 40 mm/hr
CRP > 10 mg/L

Clinic
ESR > 30 mm/hr
CRP > 10 mg/L

Clinic
ESR > 30 mm/hr
CRP > 10 mg/L

10 mg/kg IV Day
1, 15,29 and 56
GC 40-60 mg

28 wk GC taper

N=42 150 mg
mavrilimumab sc
eo week

N= 28 placebo
26 week GC
taper

1:1 secukinumab
300 mg sc /week
5 doses then 300
mg/ 4 week or
placebo

26 week GC
taper

Relapse free
survival W28
Positive

26 Week
remissio

83%
Mavrililumab
50% Placebo

52 week
59,3% vs 8%
sustained
remission



Ts and b DMARDs

Study design
N GCA new/

relapse

Disease activity

Ustekinumab
IL-12/1L-23
inhibitor
Conway

Sem AR 2018

Ustekinumab
IL-12/1L-23
Matza
Inhibitor ACR
2021

Baricitinib
JAK/Stat inhibitor
Koster ARD 2022

Open Label
Relapsing
N= 25

Open label
New onset
Relapsing
N=20

Open label
N=15
Relapsing

Clinic with or
without ARP

Clinic

ESR >40 mm/hr

CRP > 10 mg/L

Clinic

ESR > 30 mm/hr

CRP > 10 mg/L

Ustekinumab 90

mg every 12
weeks
GC5mg52
weeks

Ustekinumab 90

mg every 12
weeks

24 week GC
taper

4 mg tablet per
day
Accelerated GC
taper 15 (10),
19(20), 22 (30)

No relapses
Reduction GC
dose

N=3 in GC
remission at 52
weeks

Study
prematurely
terminated

52 weeks
GCO
1/14 relapse



Nieuwe targets voor behandeling

Rituximab

IL-6 |_Tocilizumab/Sarilumab
IL-12/IL-23 |====="Ustekinumab/Guselkumab

JAK inhibitor

Abatacept ] CD80/86 S

JAK inhibitor

GM-CSF =—==Mavrilimumab
L-17 |—Secukinumab
IFN-y i

TNF-a =====TNF-a inhibitor
IL-10/B | Anakiinra
YKL-40

Sandovici M,van der Geest KSM, van Sleen Y,et al. Need and value of
targeted immunosuppressive therapy in giant cell arteritis. RMD
Open2022;8:e001652. doi:10.1136/rmdopen-2021-001652
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Cyclophosphamide in GCA

* Relapse 4/15

e 3 after 24 months of cyclophosphamide
cessation

* 6/15 no GC and 9 GC, 5 mg/ day

Luca Quartuccio, Marta Maset, Giovanna De Maglio, Elena
Pontarini Martina Fabris, Elisa Mansutti , Laura Mariuzzi,
Stefano Pizzolitto, Carlo Alberto Beltrami and Salvatore De
Vita Rheumatology 2012;51:16771686
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Biopsy Outcome
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Ongoing trials ClinicalTrials.gov

Upadacitinib
Abatacept

METOGIA France tocilizumab versus MTX
Secukinumab

Ustekimumab

% ” University Medical Center Groningen VA&.&ET'.'S'E";'EE,‘:TER
N Rheumatology and Clinical Immunology GRONINGEN



Samenvatting Behandeling RCA

e Start prednisolon 40-60 mg per dag
* Methylprednisolon IV indien visus stoornissen

* Overweeg gelijk te starten met methotrexaat
(standpunt NVR) dan wel tocilizumab (beste
evidence)

* Monitor RCA patient op basis kliniek
* Relapse meer dan stijgen van BSE/CRP

* Belang vaatwand vervolgen
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2018 EULAR RECOMMENDATIONS FOR THE
MANAGEMENT OF GIANT CELL ARTERITIS

Phase |

Riskfor or presence of
GC-related adverse events

Start GC
40-60 mg/day and
go directly to
phasell

Diagn osis of
active
giant cell arteritis’

GCA-related
visual symptoms?

Start GC
40-60 mgiday?

Consider use of
infravenous
methylprednisolone
0.25-1 giday for 3

days '

2018 EULAR RECOMMENDATIONS FOR THE
MANAGEMENT OF TAKAYASU ARTERITIS

Taper GCs to
15-20 mg/day
within 2-3 months
andthen to=5
mgfday after one
year

|
|
|
|
I
I
I
1
|
I
|
1
(N

Continue
taper &| Target* achieved? e 1 1
\ Major Minor
N Relapse® Relapse®
Phase Il . I
Start Tocilizumab®
Increase
(or Meth otrexate’) G|C” ?{;9205_%0 GCto last
/d effective
mg ay dose? _
Taper GC
(to 0 mg at 6 months
with Tocilizumab)
Taper Yes ; N
Tocilizumab <—' Target* achieved? - Consultexpert centre

or Meth otrexate®

or TNF Inhibitor | <

Target® achieved? p=——

Consultexpertcentre

Phase |
Diagnosis of active
Takayasu Arteritis!
Start Glucocorticoids
(GC) +( Start csDMARD?
40-60 mg/day?
Taper GC to
15-20 mg/day
within 2-3months
andthen to=10
mg/day after one
year
; N
Continue taper — i Target® achieved? 1 2 l
Major Minor
Phase I Relapse’ Relapse’
Consider Tocilizumab’ l'
of TNF-Inhibitor® [eress Increase
GC to 40-60 Ggmmﬂ
effective
mafday 4 o
Taper GC
Taper 1
Tocilizumab Yes No




Take home Messages

* Weefseldiaghose blijft belangrijk
* Genetisch onderzoek ADA-2 / UBA-1 VEXAS

 Inductie met een effectief middel naast start
prednisolon

* meten ziekte activiteit vaten
 Meten orgaan en vaatschade
* Meenemen Patient Reported Outcome
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