SRR F M

IS AL RIS
H=ZBEMEME R (EGPA)




| FREn

FMEERERRBEN IRAHNEFRIMERAFBHZE L MER
(eosinophilic granulomatosis with polyangiitis, EGPA) EZE &
ART #B-NERZE EGPARNER TR S BRIRR B s2 BNtz - 2247
AR RRE A AR R MR BUR SRR R RIER FEEMEX
HYBRPRAS BR B 5 > BRRE BN BET R BN A EEREER SRR
e Em ATRE-

| &EER

tHhRA ARiREE
REREER MIGEE B2
5=

SRi%In EEEM

—_—

FEBRIE BRAT ~ BREK5L BRAT ~ FRIREK B2ET - M S B

B=F

REN% BEM ~ ZRIRR BREM ~ MELE B8EM « FTiEEF BET - BRE1R BBET
HERER R REEREX

HifA1G BBAT | ahsEmEeR REM BE | SRERARH

ERE BE | iABKRESR  AGRUE BAT | &hsemER

AR ERY KRB SIEFKFEH



| THIE] commmmmmmmnmmmnmnmn om om o oo o o om0 om0 6 60 00 50 60 60 50 50 60 &0 S0 80 50 5 om0 =08 3
| B—EERERTHRE 4
== NS 4
BB R oo oo 4
B R T 5
BRI AR 6

| S . 8
N R .. 8
B BEAEEFERED FLAGS ... 8
BB EGPARZEMIR A E ... 12

— R R ... 12

N B RE . 13

| BSEBYBER 18
7N = F 18
B—HI EGPABRERR - - 18
BB BRRIRRERMREER - 19

B = EGPA R R A YR Y ... 21

—~ 2021 ACRYES I BB IR .. 21

T~ 2022 EULAR TSI BEEE . 23

=+ 2023 Nature Rheumatology Evidence-Based Guideline/a & ---------- 26

PO~ 2025 BSRIG5|AREEE? ----------- - 28

R = e 1 e 30
B IR TR AR - - - - - m 36
—+Five-factor score (FFS) ---------mmmmmmii 37
Z+Birmingham vasculitis activity score (BVAS) ---------ooooomeee . 38

=~ Vasculitis damage index (VDI) -----------ommmm e 46

9~ AAV patient-reported outcomes (AAV-PRO) -----mmmmmmmm e 49

D EEUEEMEEE .. 52
T - S 53



FEFRALMEATREHZEMME R (eosinophilic granulomatosis
with polyangiitis, EGPA) FEHA#%#8%Churg-Strauss syndrome’ @—
F&ZE B HIANCA-associated vasculitis (AAV) S A S SEEFRALY
B Ik R IRIE 14 R EFREMEEE X (necrotizing granulomatous
inflammation) - EGPARNEGARREBZE SR EZ[EIFIERA-TBE
EGPAR] SE R R0 a8 A & ~ 52 B R 2 M S BRI TR K (o

fEE aRIEEEENE R R REZEF T ASEAH T EGPA
RAEREZ AT EGPARYEZ BN LR AR T F mmikE BB L E
RIE X (multidisciplinary team, MDT) &1EB BB EHEAE2EN
LIRS 2 EEFERER - BIR R BRI RRIERER MRS
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BEER,
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NE SRR R BT EGPANEAR & BEHER BER
BLRRITER AR ZARRVBRPR R ED LRI & BN H IR WV E B 1% -

E—H.ES

O

ERAIERTFREHZEMMER (eosinophilic granulomatosis
with polyangiitis, EGPA)> &2 X #8% Churg-Strauss syndromee
EGPAEigranulomatosis with polyangiitis (GPA)~microscopic
polyangiitis (MPA) E5#ER4EZ4AAVSIcANCATE BN A i | 41 B B
ANCA (cytoplasmic ANCA, c-ANCA)> Ein[R EE A proteinase 3 (PR3)

ANCA, p-ANCA)> Ef/E A& myeloperoxidase (MPO) > 1 AT LA
MPO-ANCAZRZR 2R R _E4930-40%BVEGPATR A B &RIFANCA> B 4%
&R ZMPO-ANCA (p-ANCA)20

EGPARYSHAE SEMFRLIM B IIK (eosinophil, EOS) E1E3EM
RZFEM R EFRIPRARNMEIRE I 5| 22 /B & pYIRSE M
BR3o EGPAB R ERE =BT RRER?: 25 2RI 5ER B SHA ) > AT 5E
FEHE HEEERRHMNIEM S8 X EALLE B MBKHEA ) & HIRE
FRAIMBRIMEKIE ZEMIERIC; M ME X HA L ERARREA/NME KR
5 RERYEEAR > BIEN > B AATKE K AN 25 25 14 EE AR K #— o EGPARY = EIFS £,
F—EERBNEFER BEEEE MAELERARZHELER
HESEo

LR BMERE—EREMORE BN SRS R TR B AHERRSKFRIE
RRENHEAUERESE ESHESmE &2 BRI DA 8 Smmmae



—IEN2025F B RN E Z69RMER S DR EGPARY
SRR ITR - BEERIETRRENR L EGPARN R KT BRI TR
SH9ASBE A34.444) [95% confidence interval (Cl) 22.92,
51.76 HRIESEMREFPRMEBMNERTEER HBEENREEE
A09.0F58.66 R E-EGPAF A RN AT EHE AF2.1564 (95%
C10.99,4.68)°7£1994F 22022 F [ HBEXHENUEEBHEAFO0.6
27.56RE-FI EGPARSEC RN AE—T AF10.63%1 (95% Cl
7.20, 15.71) 7B HEBF R AP (U B 3ME B F 10 RVFR 35+ EGPARY 2R
EFETEA0%ZE17.6%°5°

B &K E RIS EEREGPARRITEB2005FENERE AO4.2
B A0ZE)2020FERY58.6%1  #E A B A A EGPARERR T 2 B2
ETEUL N BIMIRBEER  FEERES

R ERFHRITR FERRIETE

pr——

2IKTFI9RITERS 34.44 (95% Cl 22.92, 51.76) per million people

2IRFIGIE 4 R 2.15 (95% Cl1 0.99, 4.68) cases per million person-years

e 10.63 (95% CI 7.20, 15.71) per 1000 person-years
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Percentage of patients (%)
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ERIR L EGPAEERRE A R Im R FEFAL B MIKIE 2 fE>> M
28 ANEER RIER - BINEGPAR R ERICZERE I
o] SEE R 23 B IREFEREANIE(E 14 M2 B RICMERERHRIEAM
F211o—F2025F X RN FAEIER > EGPAR RERARREFNE L HA
RImEEGPARE RVERRRE 195 85.5%MEGPATR A E B R’
HAXEH WP (75.8%) BAFHERER(74.2%) B IRCRIEA
B REL27. 7% A Bt AR EHEEE  BTER A R8>
LEFEIRFEEE R

[E1. EGPAR RERRREC

Adapted from Dolin P, et al. 2025.
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PATD > MAERIRBAR N R AN D 7 ASER A BRFRIREL
ME R FEOSIE LM E B 5o

2. ANCARSTEFIANCARE 1 EGPARY E EER AR °

Comarmond et al. Sinico et al. Healy et al.
(2013) (2005) (2013)
ANCA™* ANCA- P ANCA™* ANCA- P MPO-ANCA* ANCA~- P
(n=240) value (n=35) (n=58) value (n=15) (n=55) value

ERERHSE (=109
100% 100% ns

93% 91% ns 97%  95% ns

s
g% 50% 38% 002 T7% 78% NS 60%  64% NS
e 93% 91% NS 34% 60% 002  40% 76% <0.1
mEwm 7% 3% ns 20% 0 0001  na  na N
LEEE 8%  19%° 0.01° 6% 22% 004 0  38% <0.01
mwm@e 2% 23% Nns 20% 22% NS 0 14% 003
(RS 45% 36% ns  60% 48% ns  67% 62% s
w5 29% 200 NS 26% 7%  0.02  53% 40% NS
B, 63% 44% <001 71% 60% ns  73%  42% 0.2
sgummEt  55% 39% <001 51% 24% 001  na  na na
PiEREEE 1% 4% NS 17% 12%  ns 20%  13% NS
mE@E  27% 16% 002 51% 12% <0.001  33%  16% N
na  76% 32% <0.001 81% 61% NS

EEIABE L na
RERMER
a.7£Comarmond et al. HZ HALL (%) BiSOARE MIEZEEMRERNOEEIE
ns, not significant (RE#EH2EE); na, not available (&)



] EET

TEER

O

EGPARYEZ i R —EEREARHkEL BRI 2 IKiH E— B2 i - A=
R EE TR (red flags) % A2 EMRE BB R 1R EF > W58
MDTE1RREZENE > UGB ERPR B AME TR IRV G B E AR A 1%
BRER N Fra2 i (B IFFRAER ABRSESIENTS  RILE RN E R SR A
A RIMIEE A&

F—E BEfebEEFHred flags

O

K #AIEGPARIred flagsHi it KRR ENF/A R EMEE  1R1E
Pa BT oF [ X Ol BE S B 18 Fr 2238 H AY40TBE GPA red flags #¥#f6m A £
HRE A FEARGERYIER FrREFRALE 5 MEkET8L (blood eosinophil
count>BEC) > 1000/uL’ S #EZ A Ac G ZEOSHYAE T (W55 EER)
BEC{/3> 500/pL- il H HIR T 2 S REEMEGPA red flaghs &=
E 1R R A B EGPAREZ R ¢ 5 —IER BUMEI TRV T UEIEE
(Delphi study) A ET¥I53 B EGPATAERE R EGPA red flaghvEs
PRAERANMEEIT 2 A REET REMRENred flags /7 23 14 BB
R HR B IMER /458 RIEY] R sE BRI E X MPO-ANCARZ 1%
(FR3) 170



K3, IRERPRIERAMEBEF R EZAY101EEGPA red flags 7

- 2140 4 2
Rif/2EE Red flags RS o
(BRAEEA)

AR ER LI ERRR 98.1%
MR sE FhER =/ A4 ER 92.5%
RBRIEE RIEY R EBENMER 92.5%
SRR D MPO-ANCA (p-ANCA) B4 92.5%
AR RIEE FIBT R EELUEOSEHA TR RIE 90.6%
DV AR E 92.5%
2 A g 1R B AV KRBT 90.6%
HE2mEH 28R 81.1%
HamH BMaEx 71.7%
MEIRZE A H 1t /nZ Ifn 79.2%

Adapted from Hellmich B, et al. 2025.

SRR BREREwEE

1RERAEER_EEGPAE R red flagsEHPLE ?
E
MEIRZE Rm
Ftg SR EMIER
IIRZE AhEp:=HE, 45E
4 KB VRR EME
HEMx BYELEXESHIER
REE p-ANCA 1%
1A OVELER S ~ DAL
JHibE IEE R TER




1. ZHEEHEFETABBECE (EAERERESR(1>500/uLEiRaH ©
>1000/pL) ~ Rl 2 35 14 B S K A ERPR L 1R EREGPARYAT = TR E Ered
flagse

2. EOS level:
- BRARREH# LN RSN EE R /2B R BIERFERLEE
EZHY15 7 FBECHEE1,000/ LB FE S B 1R EREGPARY BT AE S

3. Bifigh:
- IR T RIRLASN EREB A migratory lung infiltrationl B8/ €8I BhFE
fak 5 AERAR_EEGPATR A AT SERIZBV e
- HXEFFABECTE  ®m A & A ER IR E /Y il = S i BR AR KBV A A
EHEBREL Mt ol sE 14 (W0 FfifEe ~ Fii45 1% %) 18 B = E 1R 5 EGPARYEZ o

4, FRARER:
- R EBMHKER B UEGPARNEEISZ 15 R M A FH ML IR
AHBUREEREE (NFHmM-E5FiEmAms 208303 HE g4
B1F) EHINEEE B NP EARE—olmm AR RS IR TE RlE)
B> FE R THRASERER T (nerve conduction velocity, NCV)» LAFESR
HEEZIEE T
- AR B MCEBNHRELRFEEARNESGCERE B55%
ExiEH T —RAZH RERCEERRMEAR R BEILLHA0 2]
EETASRLUEZRIEZNCVIEE
- NCVIEEIRER 7 e RERS IR S BRA L ERAHEER 0y
52 AR B R t7A B o
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5. K8
- EGPARE B REBERZE HAEIMWEGPAR BEUKABRRERIET B
EREIS4IH subcutaneous nodulesZFE A AT At
- A TRERSANERFAB EEYIR BB E TR BTl
RERE R/ ME R 3 H MK M E K (leukocytoclastic
vasculitis) o lb5h > BEfith AT FI| AR E AR 2R & 72 5151 (Z A ZHE &)
B H M EHER (R B EHRE)

6. (LM - 8R4 L R &R AHROBERER OB RX EMER FEBE O EEMRI
BE ML 2E HIHgadolinium enhancementiRR) ' BES TER S
BIEOANLK OB E RYAR T » B BT EGPARYET A

7. BUAIANCARY AL RSt R EE RV EN IR < — > TEEGPATR A  ANCAZE F
#BZEMPO-ANCA (p-ANCA)>M3EPR3-ANCA ( c-ANCA)e°

5 —Eh EGPARSEmEAE

O

B ERR L IREREGPARS FEIEITMDT & 52 » LIRS S2 M s L iR

R ENEREE

— ~ 48/ ERMTE

BRIZIKHEGPAN BN R E— N BE R EEAELE 88
1990 ACR 2 $E12%£18+2022 ACR-EULARD $EIZAE 9L Ky 55 = HAEGPA
ERIRER B AU SRR 420 (FR4)
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4. EGPARI S I T fZ o2

1990 ACR classification criteria®

At least 4 of the following criteria in a patient with vasculitis:
1. Asthma 2. Eosinophilia >10% 3. Neuropathy, mono or poly 4. Pulmonary infiltrates,
non-fixed 5. Paranasal sinus abnormality 6. Extravascular eosinophils

2022 ACR/EULAR classification criteria®®

A score of =6 in a patient with small or medium vessel vasculitis:

* Obstructive airway disease (+3)

* Nasal polyps (+3)

» Mononeuritis multiplex (+1)

» Blood eosinophil =1000/mm?3 (+5)

» Extravascular eosinophil-predominant inflammation on biopsy (+2)
- Positive test for c-ANCA or anti-proteinase 3 antibodies (-3)

« Hematuria (-1)

Phase 3 Clinical Trial definition for EGPA2°

1. History or presence of asthma plus eosinophilia

2. Blood eosinophil =1000/mm? and/or>10% of leukocytes

3. Atleast 2 of the following additional features of EGPA: a biopsy showing histopathologic evidence
of eosinophilic vasculitis, or perivascular eosinophilic infiltration, or eosinophil-rich
granulomatous inflammation; neuropathy, mono or poly (motor deficit or nerve conduction
abnormality); pulmonary infiltrates, non-fixed; sino-nasal abnormality; cardiomyopathy
(established by echocardiography or MRI); glomerulonephritis (haematuria, red cell casts,
proteinuria); alveolar haemorrhage (by bronchoalveolar lavage); palpable purpura; ANCA positive
(MPO or PR3)

*E 534832022 ACR/EULAR classification criteria11990 ACR DR LLE T B E R S EMRE =&
ANCAMERAME KA 48 (EFRTIR B DT R R L2 Er A /NI E K > B A LD $aiZ %o



-~ HHRTI R EE

BRAR L ] R 1 E B B EGPARYEZ ER » 7AT > Wi A~ 2 BB BB (U &R
atlR U AR ESMIMNFEMESRE -BEBBEXRETEHREYIR
SAIRYBURIEEIT o SRET O EEE BT R NSRERS (R5)
0 RNBAER LRGeS Z &Y R NEREE

2022 EULAR AAV recommendationis it s iRIE4B A5 1489 A 182
B4R o] 4 [ME KH2 EikR > B L EZRE IR UAAVEYR A ET T
R LA Bh R AL 52 R ; 7AT Wb A B S iLm A EBsesalEF BS )/ > ELE
ERR L RIEA T EFEASE RMEER G /AR 2202023
Nature Rheumatology Evidence-Based Guidelineth &£ RI1THY
AR TETHYI R BY) R M IEEGPAR BRI EMR A3 -1E 8 ER &Y
mepolizumab#E A B IR4G T 185 A _LRIEGPAR A G 28T
RERERG RN WA R BB ERMHFEFEEFRALE R MY
%> BRI A e E Rk S RS M IREGPARED 7 BERT S EGPASZ R
X A5 B PR R R EREE L B — A BkEL

b ERNERT RER B ER RIERERPIER AT A
HNEEHEEERER BIERK BREMESZSERgHER D
HEIERA WG 2E KR

5. Y] 7 BR(IE2 BRERURNIE

Y [R21) 89% 9
gtk 88% 85
USR] A 7% 13
A EN AT R 61% 74
KERETR 52% 21
AR R 50% 40
SEFLSEMETR 35% 23
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SREH/ F R R E

1LEEY R (U EEERESR:

a.jZms:

- XA ZBSHARERNES BROERERIME RV ERE
ERMUIRNBERIATB M R SR BT 89k BB B TR SRS
(i MR IR 18 48- T2/ N\ NTER Y A o S AT S HithE Rt g HiIR
leukocytoclastic vasculitis’ EGPAYF . — = B I SRR ER R EI/ N I E
% (¥leukocytoclastic vasculitis) B HL B R 7RG BAREZ T 4B ARV R B2
B FItthEZRFBEVIF B (UEERFE T4 EEBIHEGPA
HYE2 Efro

{EREERRT MERA BEREEERSN SR iNHIEE R BmERLTIE
SEREHARIREEC- SR OAER BT R ER ERERTRIERH
BiEs BRINEEREE 2 S ERH ARG ER 7 Bl E 2 MR B 28R
BRENR A

b. ENT(MI£ERA) #HARIBEZEE - MAETERS BESEME 8
REARE (E435%) BEERF N~ REEOS/EHEET Rl {EASZ T
EGPARYEE B

c. B BHA ZES I8 AT B RIPDGFRAR EIBERR
Hypereosinophilic Syndromee

2FEETRUE

a. bl EA RSB RERR A BRR LB &7 ZZE L BORMRI
W&o

b.#4E: MHBEAN BEERELETNCVEE  MADEER BE
E R BB ETIR
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c.BiEB : BE AR A ER ) ) REBNIS B A 14RS (B /2 ER IR L FACEGPAZZER L
REPR-Bronchoalveolar lavage ] {E# EHBhz2 i » (B{EREREREOSLEAIF

S RERSRYA (cryobiopsy) 3B iE T REHFERKEM /TR BE R
AEREIEOSERE MEA N EEZE T ME KAVEE

MR A BRR AR ER SR

a.tlk FIRE: AAM2 B NEGPARBEIEAMEOSIE 2 M K FLF
& 22T A—& Y R AR HIRE =B EBAFER BAR LERETI R R
= BrZleukocytoclastic vasculitis) BRFEOSHT % (£ R EE R4 Tk EL
nuclear dust> MRAZFEEAFER-

b.ER R EIfRIRIRBIE: AT R 2IREOSTHSHIME KB ERRERN
EGPARZENfkiR (B E HIRLUKBIkA EMlymphocytic infiltration B#H
41IMIk5N2 > BRI BE R IRE MG Y MM B K PR E o R LEER IR L IRERAE
EGPAMBRAILE K K> B m ANERRIFE (Bl R iw) ~ B el EEIRR /a5
H 2 - BEBREEE BECE ANCA-positive) » Wi sBA MEEFEGPA I £ REHE
B IR EASRIER B AT BMEY R IR A TE HIREGPA= KI5 E0 th BB
RIER B S L 2T A EGPARIER

4. ZIRES M RBEMERE—E EA/ YR 5EE7 Ses BREGPA- EILERMEL] / 45
SORPERM R R R M E R R (BEEEE SR ANBRKRERE MERRER
Hmpins  WEREERG(F & AR EGPARYEZERS O
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TEER

O

AT SERMEGPARY N SFEINEEES | IEaRERHNRERR
[FlEER B RIS EAMRNARRE A RELEE R - e &)
K EEV) B RV « AT BRI S 2% WS H sR BT [ R AR B R R
ERRRE AR ES AERALEEmENEER E-

LESh ARETREFAAT T T EYRE R ERAKE BRI EBRAE R R
RN ARG

$—6&f EGPAREHRHIE

O

EGPARY G B RE R HRE SRR AR EE 22
AR ER BILaREAZEURTEREE - EXERIsH EGPAS
EFZHE B Z A B EREER (induction of remission) » FEFEIBIZE
ERasE ERAERSENS L EEE A PNRERSC

BENFRERHAMSEY  EGPAR REFA R B RE N ERR R &R
HA (maintenance of remission) Wi FHm AR A EmE » 7EERR L&
FRLBEIRER 2 B/ D REMERBERRFEREIER  SIMu e L E
thEEY AR EGPAR S - B2 B BRER (P I Z EHMARERR
ZERT AL AL [F]BRER
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SRR/ F R wiEE

HERHRERR:

a.stRFRAEE RS ARIVIEE B R ERAI UG AREZE R D R

ERAEIERHRAVBIFA  BERR AN EEmE A Z £ 20
DRARRIRERE B RiZVERU R SR RRRIKEEE R RERE
EREATH<5 mg (LHETRRZEERIXAZ S AR

RARRENRAREBESN T N REEREIR—EERAFER
AT BR I BRI R b s e REF R EIRZ VR (E A

b.f#EAInterleukin (IL)-5E&EFRENZEY) (W mepolizumab»
benralizumab) BN EBIREEEEREE R EHEEY NMEFEEBIE
BRERREL S S —TEINERERERENRA BB IEMAmA
HREFHNRIAEEME? o

BH ERARTRIRAEARE

O

EiBEZTER ERARERAERE (remission) FIE&RB FroE:
Bk = AHRA L 2 E R RE222527> 2007 EULARTS L AAVIR TR AR %
HNEZRARAT LRBERIEEEER (active disease)> HHEE]
MR AMERRR M R AVRE B FEAAVEY EMER AR FE (BIAN
RTFIE MR e  BiiAS &0 > S IE (AL B IMBKAH K F) 02015589
EGPA Consensus Task ForceiE—F 15 » EGPARYRTRAR R E R4
REEZEMRE BFREERSM/ENTHER AARmEENT
ERA—EER FEIME KAV EEREE > MEEGPARIEN—ER 7o
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S s#PANRENRREREERE WA BFELEREREENS
BHIHIE > B BERRERFMES2 ERNERE 1 7AM B EI U 5ERE
= A E A S B DI BV 7 A Ll D (—IERf 3R {£15.7%) »
tEE R A SEAERFIE RIEEIE/ prednisonefl, /2 B NI TiEZE!
REARTER > T PIR A BRI AR 20 1878202 1FFACR~ 2022 FEULAR
EA2025F HEFH ERFEZE (British Society for Rheumatology,
BSR) BT AAVRYR AR B E R B4 BFRRIREENTEER R A
R IRERRS EERMERAER  EmE S A ERARRINGIE) ErlRaE
B R R 4R A722272801f12023 Nature Rheumatology Evidence-Based
Guideline’ BIAFEGPAERIRTRIRAR R E T/ /R B (R B iR e S BN AHRE
AIBEPRER R SEAR > B3R RIGAIENTRE Wi ZUSHERZ7.5mg
HprednisonefE& D R EL 0 b9 EGPATBREER PR B B R ER PRI TR
AR TE R B R BN FITIMIRRA?E MANDARAZ?:E 5 » B LA CIAR
fBEREEE8 X< 4 mgBBVAS=0/EAERIREREMRIIREE (R6) o

#6. T EHE5 | RERR R E RV RAERE

EGPA | ACR/VF | EULAR | Evidence- e e Jakes, et al.
2015% | 2021%" | 2022% | based 20233 20243°

BEERE SR
{BREIER A/
ENTHYSEAR 0

SRR SR QO O o
BVAS S840 0 0 0

MARAEEIERE &
< 7.5 mg/day 0

M ARAAE B &
<4 ;g/d?:/ h 0 0 0

ST
A o O O

18



3 =8 EGPARFERREMRG T

— + 2021 ACRIE5 ;8B &E&Y

EGPARRRISBURINRIRIRERRE D AR ER EIFRER
BENTERASEHIRGREMIEENXRB (G fEHm - B4k E
K RIS I E K 22 B AR O RERIE  In BIREA I I 3S /45
imiR ) ; IFBRBERAERBHARLIREREMNIENRB (BIW: S
B3R Rl B E 2 B EA  FRAE R 1 A2 S 7 B RS S SR RRRIK) o

BEREGPARZEAFICEHEEREIE s RN SE| 2 O ARE
EE2H0_Ecyclophosphamide (CYC) Zrituximab (RTX) {E& 5 &% &/
RS, BN EACYCEIRERERENRA BB R BIHIE T E
B Fmethotrexate (MTX)~azathioprine (AZA) 8imycophenolate
mofetil (MMF) fER 4R AR - INA EHRRER R S=2ERCYCE
RTX> BIRFBEBREHRRRENER ERERFIEN EERERIRES
By e H E0OREE RN _ ERTXREITE RSB ERRE R A&

IR E R EGPARESREY) S 1AERE S Fmepolizumab (MEP)>
mEEEEZNN_EMTXSAZASMMFERTXB AR EREE T ER AU
SR ~ BEUEAR ~ 2 4R H B B R 2 - °T & 2 B AR E AR e R

HIRERMTXAZA-MMFER BB AR /A FRAVR A - 5 IR IR R
ERRAEVERE MRn 285N  ERERAEYER LA
MEP-MIFE S — &Y, BIEZMEPHRTXEEH A HIRIEERE
RRREES AEEREEREEIRARERR KRR ENE
EEREEA (B2) -
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[E]2. 2021 ACR355 | i2:% 2 EGPAZEY) A EY

EEEIFEREERIEGPA

RBIEFHF

1.GC + MEP
2. GC+MTXZHAZASMMF
3.GC +RTX

4. ERERARERERERGC

JEENERRERIEGPA

FIES GCARENA B = A& L ARGC

A0_ECYCEERTX
S FEZMTXSHAZASEMMFEL, e
s TECYCHRRTX A BEIEER il Do EZMEPSERTXAER
ECCARTRATRER  srevmpesmes i IR R R
IR IR AN
e BRI CCAREPARAL
S BB ORGCHIERTX LB B, S MRS TR
Bk

AZA, azathioprine; CYC, cyclophosphamide; GC, glucocorticoids; MEP, mepolizumab; MMF, mycophenolate mofetil; MTX, methotrexate; RTX, rituximab.
Adapted from Chung SA, et al. 2021.

—+ 2022 EULAR #5584 E R
2022 EULARIES | BB AT EB R E N EMIKRELER
B R R SEREGERT

RT. AAVIE AR BB/ EaflRER B E/ £ R sERE

fe R E /£ RERIR KRERhBFE/ ErrrRIERI

Hfﬁth'[ﬂl © DRI
FEBE(RIE PR BRI

FRigtERMIRIE

SR BEHIERX

SFME28FRF BXRFILIEHRINE
HPE R HIRIRE THEE SRR e H 2R
HEABNEEEIE

ANk (EREARAN)

4% 28 C AV AL B0

REERER (Episcleritis)

Adapted from Hellmich B, et al. 2024.

HINABERBENEMIMEIERRIEEGPA FERKERS
R EASEIEME RN LCYC GARTXIEREN)  EHAERRERE
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FHIRG R ESE A MIFTEEHEGPATR A » B R FEREEE(ES
B R AR - HIN AR LIRE KBS E MV E o EA
(refractory) EGPA> & FAMEPE TR BRI EMR U R BB
A (E3) o

[&3. 2022 EULAR$S5 | 18:% 2 EGPAZEY) A 2

BRI EBE

EGPA
RERESRBE! BREGRBE!
; N B%a CYC
wmamar | mrvee @) Crice O i
. B GCPIR
© | mcc EEACEE
HHER () RTER
FEEAER - -
R LR AR (#RLHEEHND) TR BEERAZAMTX-MEPSSRTX 4 EZ B3/ GCRE
1 (=) TR

=

EEEIERL
HGCEE

e

SPALMELA G918 3mSR SHREAR A R

B I LERRR

Adapted from Hellmich B, et al. 2024.

H1LFRERBE/ERERBERBE/EHIRBERED A2RRTHIES]

52 RAR GCRIEI 244> A2 BR X FiTtable 4> 35 2 I S EEMPATIGPAR S RIERE o

E3IHNEZERNRA B EZCYCARERREE TS MAHEHER AR 7] BERRTXRERCYC2AM  RIERTX A EE K
RIEHERDIgCrI BB RFIE BT Z B 50 B1EH RIFIZEMME FIEN ERBEE RN R R IE MG BT AR

EHA RN ARV RS R ERIBE AR A BRI E

5 BB ERNE AR B FIR ENEGPAR A  EEIIRFEERR  MEPRERTRFERIEEEY), MRBAHMEPFAMR SR FE AT
BEEAZASMTX BRTX{ERE e

AZA, azathioprine; CYC, cyclophosphamide; GC, glucocorticoids; GPA, granulomatosis with polyangiitis; MEP, mepolizumab; MPA, microscopic polyangiitis; MTX, methotrexate;
RTX, rituximab.
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=+ 2023 Nature Rheumatology Evidence-Based Guideline
aEER

EGPASERIREIREBUANHRRNBERRE DA BRERMIERE
B RERNFRACHRGREMNBDENRE B3 Five-factor
score (FFS) PR HIBAF (BINSEA 2 - ER R OIRE - B i7E s
g RARIE) > Uk BEMSRENHEMZERERENRE (W
fhEm ) - HERB A IFRER-

BEREGPANFE ERRER SREZREAFICESN A EEIE
A BEREASEIE0OMREREERENM L CYCERTX; T RmE e R
Bl % FE AR RN _ERTX- MEPERIRA IR ZEZEY) (disease-
modifying anti-rheumatic drugs, DMARDs) (E4) °JF @& E 2 EGPARY
SR AR R 2 R B AR AR AT R AR R YR EE R BB AR
[ElEz > s} AEE Rz A0 _EMEP ([&4) ©

[El4. 2023 Nature Rheumatology Evidence-Based Guidelinei®:# z 32 i s 814 EGPARY EEYA

S ENEENEEGPA

BRER FERRER

R E FFS> 18 B & a8 mes fieg i FFS=0H’3F B&E & mE /e m
: = A H MG RSB R AEMmAIRIE N EME RIS E A IR

5 , B ES GCARE A&

gﬁﬁg 6 (EFRES BB ORGC sGe

AT AN_ECYCE{RTX
N GCHNERTX

b e "

AT /5 DMARDs

CYC, cyclophosphamide; DMARDs, disease-modifying anti-rheumatic drugs; FFS, Five-factor score; GC, glucocorticoids; MEP, mepolizumab; RTX, rituximab.
Adapted from Emmi G, et al. 2023.
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SR ABIRBREEHME S (severe systemic relapse)  E:&IU
RIS EERERE SRR FASE UEDHE+EIEIE—L7]DJ:CYC12RTX)
JEREZ B MHHMIRERER (RMmS{CENTRED BIEZER
Elfz s AR E EE AN _EMEP (&5) o

[B5. 2023 Nature Rheumatology Evidence-Based Guideline#i% > 18 35 EGPARYEY AR

183XEGPA
mEE JRERER
nE BEESMEE FFBREZS M RITRERER
s gggggucgéﬁgﬁ BERGCxGCH EMEP
: AECYCHRRTX BIERATFA

CYC, cyclophosphamide; GC, glucocorticoids; MEP, mepolizumab; RTX, rituximab.
Adapted from Emmi G, et al. 2023.

PO~ 2025 BSR¥g5|/8EE=R

2025 BSRI55 | 2ZFIA EBIEEGPATR A » #FEST (L BB E Rz NN
Hith e G AL TAERRERE SR AR REMRHB[BENRA
EENERRAE SR ESREFIERCYC ERAGRRENEE
B CYCHRE BT E EBERRTX KRR EMRIRENRTA EiE
anti-1L-5 (anti-interleukin-5) 8¢anti-IL-5R (anti-interleukin-5 receptor)
ER R ERIRERRSRER EEAEHAanti-IL-58(anti-IL-5R/&% > 7]
Z BEAMTX~AZASEMMFe[ElFFanti-IL-58Fanti-1L-5REE)th ik iE:H A F°
EGPARVAMER AR R B BN Z AR D fE El B FA & o 4155 B VB TR B RS
FSEEREZ A EREANE S HEFRHERIRRE IR (B6)
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[E6. 2025 BSR155 | 2% 2 EGPAZEY a7

S EEIME /1B EGPA

BfEkEmD
= a anti-IL-5/5Rb+
CYC (L RTX) MTX~MMFZRAZAC
+ EHGC +
o
FHRL GCR B @
N a EERTHRADH,
REEARE BlHn: A B
AEREMESH
HERIRR R B A
anti-IL-5/5R0+RTX*
MTX~MMF SEAZA<
+
BRIV GCRZe
AR © s
e ARTX{ETERERRA M X HEHE GEF 2RI A WAV SR R FE) B ECYCRTBERIIER

T @I BEEBHREALRIERESEEMNCYC K RFEABRIEFER) 7
EEFEACER AR ENICE TA criteriadET B A B £ RVBREE (FlN: &RERE
4 D GC A B FRATME B MERENR) - RIS E B anti-IL-5/5RA & B AT IFAZAR R EGPARIER PR
T M BIEE IR B M TXSEMMFAIBEI S IR 56 o FETE AR B RE Z B A
BRRE LR ERNER FHECCREE TRIBEBNEI R - MHAEEEN
4122 (Hprednisolone 3 mg/day) » LUF| B LRRIHAEVRIE I8 o REAE LARTH
BEARZ o BURR FHRI B EMEHME BB A BIRRRE - HF A A BRI b SR
HefE(E LR IR _ . i _ . _
Anti-IL-5, anti-interleukin-5; Anti-IL-5R, anti-interleukin-5 receptor; AZA,
azathioprine; CYC, cyclophosphamide; GC, glucocorticoids; MMF,

mycophenolate mofetil; MTX, methotrexate; RTX, rituximab.
Adapted from Biddle K, et al. 2025.

B EMHREET

EGPAATEI T B % = A HER I BB s
AT B BE R EAEER S ERFSIER GIBERE S
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B RR BREE K -RREIENNE) 2 MRAAER B IHIE AT

ﬁ‘éiﬁﬂlﬁiy"rl‘ﬁﬁ'ﬁ’lfﬁﬁ (£8) 3o HEOSAEGPAMIRASEBUREAE T MilL-5
AESMEAENEOSHYIE 4 ~ i AL B2 3 FF 3R E B 1ER I IL-SBY 4 A
W% /E T EGPARY G B SAEIBERYIBE LA K EGPARYIE 2 FER 118
SENAG U THE BRI 8 EHEENI e ENMmERIAEGPA
HIIL-5HERBE EYIREIETN 4B -

*8. KRR EHIEIZBIFR

R I gIER

CY(C33334 B Ik ~ HH I B e Sk ~ B 22~ B O~ PRI A B iE

RTX3S R Bt 2 B~ INES SR S BR & B 381K (hypogammaglobulinemia) ~ iy
MTX33 FFThRE R &~ R

AZA338 Hmnikig - RKF BIREEH

MMF36 R B kiR BEE ~ RE AR~ IO PRt

1. Mepolizumab (anti-IL-5)
- RES20:
MEPE—HEHIL-5EtkinAs BIL-545 518 > PEERIL-5EAEOSERAMNZ A B 1F
R #¢miRl L EOSHY B E

- s BRER FT

MIRRA trial @ —IE# 18 & S A B EGPAR A I TIZ R85 - 175t
HYSE = HRERPREVER > A HAS 2B IR A 1368 A UL 1B N0 325
SIUE—RMEP 300 mgel 2B AIRZ A58 - mifE E EalBaikf R 52BN R
R IR 4R AR IE BUA T 71 55 36 B M S5 48 B AR B 1S T ik A RE RO 52 5 & ELABI s R
B EIE R RIEENR B UK F48E52EH 8§ A FEE R RS

- SRS R
MEPAERRIRFEEE BN ZREIE  BARFHE A RE £ R&RI K100
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9. MepolizumabBgrR R ER L

Mepolizumab L2

Outcome (N=68) (N=68)
>2438154E

241BH5R 28% 3%
RIRAE R (%)
55367048iAERF 320 30
BEIIRIREERR (%)
FIEE = (R/F) 1.14 2.27
Prednisolone

[0)
BEZE <4 mg/X 44% 7%
#10. MepolizumabBER 5+ E RNFREMH

FREMH Mepolizumab (%)
DS 32
SR 18
EalE0EE] 22
28X 21
IR SE R 21

OREERR

OR 5.91 (95% Cl1 2.68, 13.03; P<0.001)

OR 16.74 (95% C1 3.61, 77.56; P<0.001)

RR 0.50 (95% C10.36, 0.70; P<0.001)

OR 0.20 (95% CI 0.09, 0.41; P<0.001)

ZRAHE (%)
18

24

F3tsE BAMEPTEEGPARYER PR ik iR B fE (R AR EIIERIE AR

HERN HEZ 2 RIBEM AL

- R fREG 1!

o IRIFEMRAGIIFAE > MepolizumabiBRAMN 2 ENIAEGPAZ 1858 A EREA
A (EGPARVEZER A BAS 3 E R HIERE AL B IMEKIE 2 B2 ERR
&AM LRSI R B ER S S HIREGPAREL) IS A B E U

MEFZ—:
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1 ERREFRIMNFEHZEEMER:
BER2ER BN ERAOMREREEE prednisoloneE/MEGXT7.5mg
HEEEE (equivalent) 2B R TEEE (W0 1€ 10O ARFEE BRI =
s YR /IG N R RIS R B E %)
2. HRRIEFRAMERFRHZEMENX:
B2 618 A &F 4555 - cyclophosphamide~ g,
azathioprine~Z{methotrexate~Zmycophenolate mofetil~z A
IREEEEZprednisolone@X15mgid £%) E/V3IER R EER
KRR (RERRERE R ORIEEEEprednisoloneBJAEE T X
7.5mgIA FFEEBEE)
o 52 B BT E NIME—IRERIER:
1. Blmepolizumab;&R523BHAM » B ERNRFRAE R (RREEESR
#EGPARE B ORIEEEZprednisolonerfEEFXS5 mgLF) 25§
2. IR52iBsHLEF O REEE R S8 mepolizumab g BRI & =&
1£50%I4 £ 3%
3. Mmepolizumaba 5238 HAME  EGPARIE2E (U0 1B MO AREEE R
i £ ~ 5y YR /tE N R R HIHIE S B S E )

= .
o FE|&40:

EGPARY AZZ:REIE 4300 mgR TS 4B —R LUIFR
100mgZ xS E 73 3T CES I EB ~ KBRS AE &R - S ARHEFT L
MRS BRI ERE D ERI Ao
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2. Benralizumab (anti-IL-5R)
- g
Benralizumab2@—EEAINIL-55F2a (interleukin-5Ra) FYEEHkiES  nIEE 3
#lIL-555R A EEOS AT R BB KRB AT SRV AR FiE A
(antibody-dependent cell-mediated cytotoxicity)’ EiZEFEOS/HT

- SRR AT

MANDARA trial@—IB#H 18 W # e B EGPATR AETHZ R E 5 - F =
ERPRaBS > A A5 23B - FRZT AN A 1405 8 A WAL 1 5 D4R ZR BB —R
benralizumab 30 mgaMEP 300 mghz N E 5t M FTHI F B4R A TE R IEE
A EEBEE I IRR AR ARSI Z A B LA S EBRTaRNIFS R EA B2 ER S
B> BYTEsEBAbenralizumab B A MEP.

RE AR B RO A R R PR B (B B (PRI EIRS (5 &  BEC
MR EHR R o

- ERAE R

BenralizumabZR7E 553618 1554818 2R 4R AR IV AT & LE 6 A4 58%° MEP4E
B)7556% (Difference 1%; 95% Cl -14, 17)>B&=benralizumabAR % MEP» B
FEEEHMY (P=0.88) MM BIRERE RS ERE B X EZERER
prednisoloneifZE4 mgA T~ Z EEBIAB{LLe

Z2 M5 mE: Benralizumab4%590% (MEP4H96%) TABERREMH  EREARRE
EMBE1EEERE (benralizumab: 17%; MEP: 16%) Uk &g (benralizumab:
17%; MEP: 11%)° IEAR SEAR RER R 18 3 1 S EHA H EGPARYR A >
BenralizumabEFEEHEE L EAHIMEP.

- RIRAGMT:

Hal&EEEEN S E % Ebenralizumab B EGPAR AR A (BiE K H #1F
“afdo

- By

EGPARL AEZEIE 2430 mg Fi5t §48—Ro
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SRR/ B R R E

EXEEGPARARIE SR REYEE
- HEREEGPATR A (LAFFSETHE) - REEE & H R EIENR E 7 CYCE
BEREREEIGE - 5hBRAR AR ERIEAmAC
* RTXACYCHIBHEIR ERERRR T BRR L EZEIANCA £ BY% AE
BILPEMEE BN RTXH R BB BB - HIMBECYC RIXTEBIBER &R
ANERLZZEEE o

JERREEGPA A RS E S REMEE
- AN IEREEGPATR A AR B EALEE R WRF G H1L-5 1 FHEREEY) -
R D 8 e B iR R N B RV E R » b WA &/ D RV AE Bl B iZE B R e AR oI L-5
RIS PRENEY RESN BB R AR D AEE IR £ EE R (FREEEE
- HNEAERIL-SREHEENEYRRA (1224%) » AlE BIEEAZAN _ LEAE
EREA R (IRIBALDT I IRE B K AVASER) o

EGPA 5 ARVAF R IRELYEE S
- EFDARN B R B REMERIRRER LUL- SR HEN Y (E R MR AR
AYtZCy R AR EIRR R E AR 7R A] fE A e A (MIAZASEMTX) o

EMRETEEGPARRI A&
+ |IL-5ERTE FHER ZEY) R EGPARIR TR T £ enEr A & > S RAERVARE B R
SEY) EAMFREER TERAZIREERAENTEFAC

EGPA & RiZRIEHAEHITEE
- BERRESIR EEEHBECHICRP BN TR AR ARENME K
&l
- BB R ER ARSI RE R A ANCAIRREth R E ERVIEHTR
B> ANCATRRGRVERE Pl RERR R IR B O SRR e R R iR o
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- BEGPABERRERICIER R CE 2 /O i~ A Eh ~ L EB) » th FE 5 A EHAZE Bt
IH e

- BRI T A EHIFMEBVASHE BN T RIS E » It R FF a2 IR S8 &
BOSEAR ; B K IB1EFEEN (Vasculitis Damage Index, VDI) BB LR E
NEBRMES BN BRREAEBE-

EGPARTRIEE BRIV RS
- AERRER BRANEARRAERERE BREE2ENERA75mg &
EZ5S Mg M HFRERAERER BRI REREIFIE -HHEEE
R EYRE SR B AR R ERBEAVEIE LFRFHEGPAE -

SME KR L IATE

o

BRPR L EEEGPATRARRRZEE - REX EEEHETER B4
BRRINEZ R BRI AR BHNEGPANSE B G TR BZIAE
5| ERRR PR BRI I B K AR R s FE 1R (E 2 5w B R B R A ST B R
Heo AT HERIEE ARVRRT G TRETE:

—- Five-factor score (FFS)

BR A2 B A EGPARS FFSE] R s E R A RYTRE3 14201996 5F
RZA REFER EFA1512 ) 8 2 B ANEEET (serum creatinine)
>1.58 mg/dL EHFR (> 1 g/XR) ERE B IBERIE O RREN PiasH
RAGRIE SERFRFEELS T 19

ERDH=KE REEMNRFHO FELERFRLS  F1E2
B ERFRIERLL2 0518 D EE S F AR E(E 2 2009 F iR 45#F 1
TR A FELAFEL> 6558 DIRTHER £~ B IIBEARZ (stabilized
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peak creatinine = 1.7 mg/dL) UKk B IFERFRIE AR FHEFEEE S
F19; BSHRGEFEEEERFEERRFER FItE MR HEKRE
FRIASF 17 ExD e ARTEREE (R11) ©2°

R11.FFSE%&

1996 FFS3! Revised 2011 FFS*2

1. ZEER>1g/Xk 1.

2. BhREL N ZFFLEER /SRR 2.

3. BINEEARZE (creatinine >1.58 3.
mg/dL)

4, FIRELRAFRZIC 4,

5. DHEE 5,

F#e> 655%

IDBRINEER 2

B INEERZ (stabilized peak
creatinine = 1.7 mg/dL)

= mEfRIe

HE | ESBREFFE

BERFHEFEESGETID EROH=H REEAEFFD
FEUERFRLS FE2EU LEEFEU295H

—~ Birmingham vasculitis activity score (BVAS)

BVASR—IEREN AL ERANER ARNEME KAVEE>
SEFBEENERERRENE B EREREIRME XAERRED
7 EWEoEk N2Ro5HE =R T 56 ER A A ME R KRENIEE &
ERBEAHD RS MASESRE RREHE —EDE LR 2
M Rt RE T SBARBNSERE RFRIBHREZE (R12) -
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R12.BVASER (E=HR)+

BVAS:FSr A1+

1. AEEERRERAI BRI ESEMERE U D BB AIEE R
TEARE B EAHE (FI40 - Bl 224 /e FE ~ s E th35%) » IR FEEt 9o

2. EFEERREEENEHMENER (BIEHEHZIL) » FOE 158
4 9% 5% (Persistent Disease) ##{il o B35 HA{ER—IEM T4 TF3E/
=2E1 BIFRBIERSRA N /Bb1 REITE G-

3. B EERMBEHNBMER AERERZEGERELER FRLMER
S B REEMNEBZ E T

4. M;EANEEETRVEREENR YIRS RT3

5. BEES (") WEBREAR HHFEM IER -SHRELERB R FEES
M ME X > A REREN TS EAREE-

Manifestation Definition Persistent New / Worse

1.General Maximum scores 2 3
Myalgia + Pain in the muscles 1 1
Arthralgia or arthritis ~ + Pain in the joints or joint inflammation 1 1

Documented oral/axillary temperature.
Fever = 38°C If rectal temperature is measured, raise 2 2
threshold to 38.5°C

Weight loss =2 kg + Loss of dry body weight without dieting 2 2

2.Cutaneous Maximum scores 3 6

- Area of tissue necrosis or splinter

Infarct
haemorrhages

Purpura « Subcutaneous or submucosal 1 )

haemorrhage in the absence of trauma

Ulcer . Akc.jisruption in the continuity of the 1 4
skin
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Gangrene + Extensive tissue necrosis

2
Other skin vasculitis Livedo reticularis, subcutaneous .
nodules, erythema nodosum, etc
3.Mucous membranes/eyes Maximum scores 3
Mouth ulcers / Aphthous stomatitis, deep ulcers,
granulomata strawberry gingival hyperplasia
Genital ulcers Ulcers on the genitalia or perineum
Adnexal inflammation Salivary or lacrimal gland 2
inflammation
Significant proptosis >2 mm protrusion of the eyeball 2
Scleritis/Episcleritis Inflammation of the sclera 1
Conjunctivitis/Blepharitis/ Inflammation of the conjunctiva,
Keratitis eyelids or cornea - but not due to 1
sicca syndrome
Blurred vision Deterioration of visual acuity from 5
previous or baseline
Sudden visual loss* Acute loss of vision *
Uveitis Inflammation of the uvea (iris,
ciliary body, choroid) 2
Sheathing of retinal vessels or
Retinal changes evidence of retinal vasculitis on
(vasculitis/thrombosis/ fluorescein angiography;
exudate/haemorrhage) thrombotic retinal arterial or 2
venous occlusion; soft retinal
exudate (exclude hard
exudates)/retinal haemorrhage
4, ENT Maximum scores 3
Bloody, mucopurulent, nasal
secretion, light or dark brown
Bloody nasal discharge/ crusts frequently obstructing
crusts/ulcers/granulomata the nose, nasal ulcers or 5

granulomatous lesions
observed on rhinoscopy
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Paranasal sinus
involvement

Tenderness or pain over
paranasal sinuses
(usually confirmed by
imaging)

Subglottic stenosis

Stridor or hoarseness
due to inflammation and
narrowing of the
subglottic area observed
by laryngoscopy

Conductive hearing loss

Hearing loss due to
middle ear involvement
(usually confirmed by
audiometry)

Sensorineural hearing loss

5. Chest

Hearing loss due to
auditory nerve or
cochlear damage
(usually confirmed by
audiometry)

Maximum scores

Wheeze

Wheeze on clinical
examination

Nodules or cavities*

New lesions detected on
imaging

Pleural effusion/pleurisy

Pleural pain and/or friction
rub on clinical assessment;
radiologically confirmed
pleural effusion

Infiltrate

Detected on chest X-ray
or CT scan

Endobronchial
involvement

Endobronchial
pseudotumor or
ulcerative lesions. NB:
smooth stenotic lesions
to be included in VDI;
subglottic lesions to be
recorded in the ENT
section
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Massive
haemoptysis/alveolar
haemorrhage

Major pulmonary
bleeding, with shifting
pulmonary infiltrates

Respiratory failure

6. Cardiovascular

The need for artificial
ventilation

Maximum scores

Loss of pulses

Clinical absence of
peripheral arterial
pulsation in any limb

Valvular heart disease

Clinical or echo
detection of
aortic/mitral/pulmonary
valve involvement

Pericarditis

Pericardial pain/friction
rub on clinical
assessment

Ischaemic cardiac pain

Typical clinical history of
cardiac pain leading to
myocardial infarction or
angina

Cardiomyopathy

Significant impairment
of cardiac function due
to poor ventricular wall
motion confirmed on
echocardiography

Congestive cardiac failure

7. Abdominal

Heart failure by history
or clinical examination

Maximum scores

Peritonitis

Typical abdominal pain
suggestive of peritoneal
involvement

Bloody diarrhoea

Of recent onset

Ischaemic abdominal pain

Typical abdominal pain
suggestive of bowel
ischaemia, confirmed by
imaging or surgery
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8. Renal Maximum scores 12
s i >1+on urinalysis or 4
>0.2 g/24 hours
‘Moderate' on urinalysis
) or = 10 RBC per high
Haematuria power field, usually 6
accompanied by red cell
casts
Serum creatinine 1.41-2.82 4
mg/dL
Serum creatinine 2.83 - 5.65 At first assessment only 6
mg/dL
Serum creatinine =5.66 8
mg/dL
Progressive worsening of
renal function. Can be
>30% rise in creatinine or >25% used at each assessment 6
fallin creatinine clearance* if the renal function has
deteriorated from prior
value
9. Nervous system Maximum scores 9
Headache Una?customed & 1
persistent headache
o Clinical evidence of
Meningitis . 3
meningism
Impaired orientation,
memory or other
intellectual function in 3

Organic confusion

the absence of
metabolic, psychiatric,
pharmacological or toxic
causes
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Seizures (not hypertensive)

Clinical or
electroencephalogram
(EEG) evidence of
aberrant electrical
activity in the brain

Stroke

Focal neurological signs
lasting >24 hours due to
a CNS vascular event

Spinal cord lesion

Clinical orimaging
evidence of spinal cord
involvement

Cranial nerve palsy

Clinical evidence of
cranial nerve palsy -
score VIl nerve palsy as
sensorineural hearing
loss, do not score ocular
palsies if they secondary
to pressure effects

Sensory peripheral neuropathy

Objective sensory deficit
in a non-dermatomal
distribution

Mononeuritis multiplex

Single or multiple
specific motor nerve
palsies
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=+ Vasculitis damage index (VDI)

VDIA R4 E B IME K EFR IR WFFEE D 3E B ByREs
At RERB AT AT ZENIES EmzifE e S HERENE
KABRA UL BUHE 0B E R4t 5B — BRI B2 At sosrH i
1#H15-VDIZR BRI EZ R KA MEREN TG 75 BN mER
mHESRFFERBIIER (FR13) 4o

#13. Vasculitis Damage Index*

VDI ¥4 :RREA

FAREETEHRFABNE R ERURFMEENZSERE RATLIRME

Z A BEFEENHBERETA ST  SEB M ER E’J%&iﬁg%%ﬁmBVAsaE
SCER IR ARVDIN BB EEAS FRIERM AU TN (a) BEHIIESHIRM
ERXBE=EAR;H (b) ZIEERTEMERBHREAEEHZL-

1. Musculoskeletal No Yes
None L]

Significant muscle atrophy or weakness

Deforming/erosive arthritis

Osteoporosis/vertebral collapse

Avascular necrosis

L0400

Osteomyelitis

2. Skin/Mucous membranes No Yes
None [l

Alopecia

Cutaneous ulcers

(0O

Mouth ulcers
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3. Ocular No

Yes

None L]

Cataract

Retinal change

Optic atrophy

Visual impairment/diplopia

Blindness in one eye

Blindness in second eye

Orbital wall destruction

4. ENT No

OO oOOod .

Yes

None L]

Hearing loss

Nasal blockage/chronic discharge/crusting

Nasal bridge collapse/septal perforation

Chronic sinusitis/radiological damage

Subglottic stenosis (no surgery)

Subglottic stenosis (with surgery)

5. Pulmonary No

OOooogig

Yes

None L]

Pulmonary hypertension

Pulmonary fibrosis

Pulmonary infarction

Pleural fibrosis

Chronic asthma

Chronic breathlessness

Impaired lung function
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6. Cardiovascular No

Yes

None ]

Angina/angioplasty

Myocardial infarction

Subsequent myocardial infarction

Cardiomyopathy

Valvular disease

Pericarditis = 3 mths or pericardiectomy

Diastolic BP = 95 or requiring antihypertensives
7. Peripheral vascular disease No

O Ooaoaogd

Yes

None L]

Absent pulses in one limb

2nd episode of absent pulses in one limb

Major vessel stenosis

Claudication > 3 mths

Minor tissue loss

Major tissue loss

Subsequent major tissue loss

Complicated venous thrombosis
8. Gastrointestinal No

OO ogoaoaoggd

Yes

None O

Gut infarction/resection

Mesenteric insufficiency/pancreatitis

Chronic peritonitis

Oesophageal stricture/surgery
9. Renal No

OO 4O

Yes

None L]

Estimated/measured glomerular filtration rate < 50%

[

Proteinuria = 0.5g/24hr

[l

End stage renal disease
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10. Neuropsychiatric

No Yes

None

Cognitive impairment

Major psychosis

Seizures

Cerebrovascular accident

2nd cerebrovascular accident

Cranial nerve lesion

Peripheral neuropathy

Transverse myelitis
11. Other

OO oooood s

No Yes

None

Gonadal failure

Marrow failure

Diabetes

Chemical cystitis

Malignancy

Other

O O0Qogd

Adapted from Lugmani RA, et al. 2018.

Total VDI Score: Record the number of positive items (1 mark for each item).
The VDI score can either increase or remain the same over time.

Remember to carry forward any previous items of damage.
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9+ AAV Patient-reported outcomes (AAV-PRO)

AAV-PROZ—1EIK 2= /A LB 2918/ RIS B MG
AAVIE N BV RREEERAA M E  &EISEEE A A EEIE T £ E]
W04y D EHEE A RFIEHEE GEXR1L5)»

15 AAV-PRO*

& B tHRRE E5HIER AFEIERERIER

. BIHMEERE - MAEREEINES . MR EREEE
- HIpR=E - FAERRERE KABETE

- PERREIRE - REFEEHLSRIE - BUEERE

. [OpEsRMERERg s - REHZN - ESTERRER

. BREpRSEE « JHIERBESIDRIERS i)

* EZJ%FI:E%E

o SRR

- REIEEMEE BAOK - HUGIERKASE . BESRAE—/ B

- REVEREE K. .. - FESHE—EIE
- BUEFERHEE - . FEREMA - FESERRBIREAETEE)
- REBBECEIARET - . KRERGEEAESE - SEHCHURREZSER
- RERENEEECER - .. .H=M B ERTRAR

TEREAHRIE - LCREFSERBVHR

- AEETFEIEERE
EFSMRNE =R/ H 2

Adapted from Delvino P, et al. 2025.
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- BVAS @it EREREBEINEET B T ER:ENERRA P
BVAS = 08 &R A RE RIS SE R R R ER AN B E4ERERE
B> sE D& 3 T3S ) B T AR B IR I EARR, PR 1E B
HELUMEZEIRAIGT D EEEN DR S A EAI T EBVAS - B
BRt B R E R K B R R R IR E B E B N AR SR AE
BREXE LA — BEGFIEF-

- FFS [ERGR 2RIV ML EESRERRICEEETRR BRR EEHE
BEIEMKEZER ARG ERKRT MIRFFSERFESREEE BENE
28 EGPATR A BERIRS 1 (WA R AIFERMRIE A X BiEEIEHRD
R) {BER o MERRE R a A ERRFFS - HEsmE M E Rk 4 RE27E

ERIRECEREA ZE B 2 sERARN A -

- VDI SR ERESHNIBZRIEEGE ) RERAIFREEE AT
E’:‘?EEE%ETI?’ =R )\E',E Z‘TL?E%H%’E@EE% B ER LU /e R
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B EEETN

EGPA B—REBZAMAGKH FERHEERIG EOSIEZ UK ME R
xR EZ BT E BE BRI 2K TR — S ENEEE - B A S ERARED
BRENENFGREEE WERTER FETABY R8T 22
ETRIRASE » B R AREIFBEC >1000/uL3 A &RFBEC >500/uL » £EFE R M
F2ERAHRFAEZERERID BEEIRSE EGPAC

AEBRESTEERKFRER EhER FER OREERE S
It S ATE B R R ZEYRREER - S B £ D iREE RN EF EaEN
R HIERES EGPA E & HCYCHRTXEE  fEAEREAES » Anti-IL-5
E Y5 —mepolizumabF EEENEE R EMRINRBREF L2 2
Wiz E AR EGPAN ES 8 B R RA(T A BB EER HhEY)
s ibenralizumabt R & B A EIEIR

e R 15 EHRFHGER IR (£ BVAS FFSEEK) B &
Z )8 AIBECFIANCAAR RS LM R E B EN 6B R & BB 2 HH
EPXAEE S IREE T e R EREMAE A EGPATR A IR BB 2E B A(EAYIE
BRI LR AmENIERE f A B iEo
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AAV ANCA-associated vasculitis GC glucocorticoids

ACR American College of Rheumatology GPA granulomatosis with polyangiitis

ANCA anti-neutrophil cytoplasmic antibody L interleukin

Anti-IL-5 anti-interleukin-5 MDT multidisciplinary team

Anti-IL-5R antl—lhterEeukln—S receptor MEP mepolizumab

AZA azathioprine MMF mycophenolate mofetil

BEC blood eosinophil count . X o

- . MPA microscopic polyangiitis

BSR British Society for Rheumatology . . .

BVAS Birmingham Vasculitis Activity Score MRI magnetic resonance imaging

c-ANCA cytoplasmic ANCA e methotrexate

al confidence interval NCV Nerve Conduction Velocity

cYe cyclophosphamide OR odds ratio

DMARDs disease-modifying anti-rheumatic drugs p-ANCA perinuclear ANCA

EGPA eosinophilic granulomatosis with polyangiitis PR3 proteinase 3

ENT ear, nose, and throat PRO patient-reported outcomes

EOS eosinophil RR rate ratio

EULAR European Alliance of Associations for Rheumatology RTX rituximab

i3 Five-factor score VDI Vasculitis Damage Index
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