#& i

b MRERTE 2 FE WA PR IR SF I
W - JRRE - TR
R Dl D 5T

=
S

—

Yl

ﬁ@*i%l‘ﬁg%“m ﬂﬁ%ﬂ{ﬂjﬁl)z)*

IRYO Vol 72 No. 10 (393—401) 2018

I 1 BR 1 26 38 1L 4 25 Mk N 3 i JE  (Eosinophilic granulomatosis with polyangiitis :

EGPA) 37 LIVF—#,ELZ T RITR M BRI S % & b 7 ) BHRAH O 4 5 113
MBI TH S, EGPA IZMi BT LMEREFIET 5 2 WL 25, 2Ol BRI —
e D ERENG D & I LT, WD O HAE, KM IMIFEREREIE S 535 % 25TERR S0 70 S ik
WBRETH L E, BMRNZIFEYED S EPHSPI R TETWDS.

W OIMAE SFERIE—E\ETH A2 L %<, MBIHIZROXT A FE2WkL TWwSERT
R MAFEEEREL S E IS L 2 WBl b B 5 720, M ROBMBHIEHL W2 &L,
EGPA #5695 & ZIZHREERNZ L L IR G HBENELINS. 24k Eo L, Bk
PEIMAE R 3 72 & OFRBEZ W2 S e < & SR 2 ERRAT A S A4S RO W % 5l < Bt
I BIZIIEH A MG T 5. EGPA OBBOE—BIEIIEG AT 04 FETH B A, ERE,
A7 04 FHRFHEPUEOIER I BV I REIHH OB 5 2 RSG5, F2A704 F -
TREIHRIAN P O L R HARE 25, OIRZ 1D W T intravenous immunoglobulins (IVIG)
ZEET 5. anti-CD20 (Rituximab), interferon (IFN)- o, anti-IgE (Omalizumab), anti-IL-5

(Mepolizumab) 7 EOFHBIHHF I ZNZNDBHREINLEFTHLHH5, A 704 FRpEHN
HilFz 72 &L OMALGLEL EO THEREEN 2 ENESICHIEENE 2 EPULETH L. MEE
FIEIRDO T H KRR E L, SEYEBZTTEI R INE) T =2 a VO HEERFRTH 5.
M ZDOGEFEBIGE D WEOEH, & IZICSWAATE A FEITHkE L TI75 .

EGPA (X P38 A £ O FHRIRE I I RAY MAFER BRI L 2 WiEB & £ <, HEZHTHEM
BINAF =D —B3IHFAEL V72O RN 2 EBH L wI £A% . American College of
Rheumatology ® 77 4HIL#E AT | 7221212 EGPA O ZWHI LB WA ICZ Y, ZhI2k h §
WIGHEEADTREIC 2 1, EGPA @ 5-10FAEARITWH LRI FRIEEESI AT
5EIEVZ RV, DREOFEIIEHNNICL RN FPEARTHLLEZ LN TWVED,
IVIG (& UEZE % AT 5 EGPA OF R ZUE ST LN D 5.
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Ief e Bk P % 36 LA S P A 3 I iE (Eosinophilic
granulomatosis with polyangiitis : EGPA) 135
WEE X7 LV — B2 RICHIAT 5, KW
MIFRRERNE 2 % & b 72 9 RSB o0 42 S VAT I
% 4% T » 5. granulomatosis with polyangiitis

(GPA) % microscopic polyangiitis (MPA) &[4k
(2 ANCA (PUlhfrh BRI B HMR) B if 45 912 50
HEN DA, GPA R MPA L %71 ANCA [l
FENIEL %L, F 72K R e HAR P O Uf R
HBEMZ 2 L) TLRmMER T LV X —1hR%
HREDOT UNVF—EEL ORI RY, HHod b
MERTH%. ZTILEGPA OZW - JHRE - i
POV TIRFTOMA DB F 2 THEFLT 5.

REEBEHER, BESh3MERLL

EGPA & 75> T Churg-Strauss syndrome, 7 L
WE—ERSFEEME R E LTSN, 1951412k
[E D5 P2 @ Churg & Strauss 87 L V¥ — 3
WAL, /NS o P 2FIE P A 28 & AS A4 A 2
Wi % I 2 2 B 2 AEEPEBIRE P 28 (BIAE D PN) &
0 orHE, ML S e 7.

20124F Chapel Hill Consensus & # (& 8 \» T
EGPA 1 [HFMRERAS & B \SAEAE 3 2 BA0 1% A 3 i
PESHEDS UL UAXI e dn R 2 Bl L, BEFEPEIMNAE %
AEE L TMPRIMEICA SN, ERRHICHE S
KAYMEFERERN S 2 L b R Y B TH L] LERS
N, AFbBIED EGPA WA S 7z?. [KEICA
BT D IE A BB RIS B\ TUFERERME 2 F A
RVEWFIEAE & V) A ICEE Sz, EGPA &
20154F 1 7 2 & 5] o> B2 95 2 Wy o s (3 o e
R) EhoTwnhb.

EGPA 13 GPA ® MPA & [ K&\ ANCA B 5 1fit
BRIOpES N, BINIBEIRDEE S 525
HRIBEIRDSBEESINLZ L H D, TRLBEES
NIHIBLEZOLNS.

SN L ERERIEE & SR B ERARAERR

EGPA ©% { DFEFNILE L B 7 LV F —
PR EDEATL, KNI OB v T4
G SAEIRAI IS 5. M 2 A8 29 IR
D—DTHh bR ENS IF LN, &R

IMKTA 7 a—T A by %0 7ROGH 2R~ T %
FEHAER TD B 205, HARERLL IR S A1
5. THNDAHITEES TR RIE 5D, M2
TIEAFMRER NG 25, WOIBE 9%, HERs Y > 2 HEilE K28,
IR TIRO K, OBk, DA%, AEIRDS, H
LEWRZITS A, 5, i, R %, IEE
R EDS, FEREWRZ TITEREE, FLBE, BT, 2
THER 22 &2 4. & B SERIZ PO,
e, WA, W, B, H (hH) 2EeHodhs
WANEEIZB I ) 5. FIERIEFEEL, READ,
PIf, MR R EOEHEREEIRHITLL D
5. Wi M AE RAE IR MBS B T 462 &
DLV, BWithd 2V ITEH AT T A KIS
Wig SIEARDSBHAEAL T 2B S b 5.

EGPA X prevasculitic phase, vasculitic phase,
postvasculitic phase (253 4H” £ 415 2%, prevasculitic
phase 1F I RFEAEHT O Wi &% vl & L 72 R T
& U ChFRRERBON S, IFBRERTEIN 98 R0 fef MRk 1 15 W
K BT A AYRBLCITMAT ROFT I 7 VIR &
Zz2o6N, WWEME H v, vaulitic phase (XI5
REFIEL, ZRZERERICMZ, HE TR
iR A &b 7 BRI KL WD RO b
%. postvasculitic phase &, TEEIVED H 5 i %
FERIT VDS, & TR E IR T 5.
HCIRIMAE RIS, /DS O EA L L7z A iE A%
B VHBERRE IV vwEvwbhTwb. EGPA
O L& JEFEHE 1T O Wi S, D T IE 2L EREBI A3 .
EGPA o Wi 1% — iz o> i M B, & Pl L Cag
ATuAf FERHESS W, ER? D 5, Fl 5%
DEPENL W, WFERIREM K OMEENL Wi & D
BRI A S 5. 72 EGPA Ol @I D %FEV
1 (183F) &—oFE B & RIS 2%
WS, FEFRER IS E M X T B e EOFEH
DY, EGPA O A5 %0 —ERTH 5 =
ENHEM I NG,

FHE - FHRICEALT

EGPA O HIZWF ZICAHTH Y, FRA W
COPMEEINTWD 25, KBRS 21
ENzd kv, EGPA ORBENFIEICE T 5
WL R, FEHOPME LR EEZEDT2
REOME DD HDOATH L. BIEMEICH L TIX
HLA-DRB4?, HLA-DRB 19, IL-10gene'’ & 3&4i V)
A7 DREGHHE SR TOLDRCRANZ NS E L
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IETH Y, NHEZH TR 5 LERORMDD 5.

bbb N OIS T EGPA JEF O AR 7> &
k% ex vivo TIL-4, GM-CSF f#4E FCRZEL, Mt
WRANE (Dendritic cells: DC) Ot % &3 % %
O BTREI M 2 3Rl 3 5 & BB E NI
immature DC (CD206F5 1% DC) 284 /ll, mature DC
(CD83Fs 1 DC) 259 A L T\ %25, (G g
#1213 CD83BEM: D mature DC 284 L, FOXP 3 *
CD4 "T#ila%k, IL-10, TGF-pB 4 CD4 T g
BEMETAIEEZHLMILAY. ZoOfRELD
EGPA OFIERHEEIZ DC O LRFEH L35 2
EAVRIZEND.

W5, B 5IZ19964 AT IC M S 7z EGPA @ 5
AEEAERR1382.9% Tdh 555, 19964ELIEICEH S
72 SAEAAERIZ03.4% TH D L VI HEYL 5 5.

BHSKAOT TO—F

ANCA B8] & EEtEFI D& L

EGPA %904 B 4£ % L 72 L iE v o MPO-ANCA
DBV E 1222, 7-42. 6% FEETH D 9, GPA %R

MPA @ X 9 %At ANCA B4 % & e L C,

ZORRIERRE 13 % . PR3-ANCA BEplE &
5124 7% {10% L FTdh%. MPO-ANCA Bt fi T
EEIRZ - BB OBED <, BRI CILLIRZ D
BEA RV E W) WG H 59, £ 72 ANCA #*

FRRICBE G954 & v ) Hii5YR° ANCA 3 APk

TR D A 4 % B2 SO L 7\ HYHRE 0D AR ol e s
EREDRDH DL LV WMETDH Y, —ED RIS
LN TWwWivy, EGPA % & T ANCA Bl £ Tl
If FRBRER 12 & 5 Pentraxin 3 23 BIH B 2 S B
THEVIHET S DY, WREIZHEL LT b HE
Prd 5.

DR SRR

RIETIZIME RIEBERFEOZHRT A FT 4 %

(19984 & A= 57 1) 44 e 6 1 1L 45 9% 55 Bk 2% D 35 W &
H) 23 5. 19904 O KEY 7 < F4:4% (American
College of Rheumatology : ACR) @ [Churg-Strauss
SEMGERE S IEHE | P EREOBHTIIISH SN T
V. ACR 7 BAEHE I Z M LTl &, ol
%0 EGPA 2503 570D KMETH h, &
O FHFHETIME T2 228 51T O WEEgE
PEMAE %S L IZMESVAFEOF 2 LHE LT
W, O TOBMEEE TSI %, 1M
NAFEOHFAEEZVLELLTEBY, Z0:03MR
BIEPEN L vwb R Tw5b 7)Y, ACR O 4 E
M L EGPA OFZW RN EAL72EEZENT
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EGPA (3 55 9 R Y B (5 19 2R il 9¢ =
FRERVE B 7 A BIEICHBIT 2 2 LD Y,
M5 % S8RE L 72 Rl 2 IR I D 5 2 & A% L
WIEERH L. FWmEMIVEORTE, FE2N
MR LT\ 2 SE B C LAY MG ERER AN L 72
bdHD, MEEROHUW DL VHEDL L, K
WA 2 EH 5. L Ln Sl %% 5
5726 HEIERCHMET R 25E-> &) L &
WY R EHEEE TRETH 5.

E R EDE I Z DERD LG TIRIC b EE
T L7 ORBI BRI LENS. DIREOKINIC
BELC, MR abim, MR, IRAEEZ: & HEEIR
2ET AR TIZ O I —TH80%, MRI THP
B AR S 545, OIRICEIS % HERERE K &
L7 BB 2 38 7 v EGPA30SE 61 o N, 1961
(63%) (ZLIRZEN D B L) MDD 52, Wit
IOV TIZRBIRZE 12D Tl SR I PR35
% IR ERTE H S 25 & EGPA @ K59 2 O ik B AL
AT TR T O IR BRI ORI 132213 2%
WA, EGPA Tid & ICHIBE T O ELSEH TH
5% ZOFRIZEBHFEEER, $hbbea AT
A N R BIHIH OF T2 B W CORM AT EREREL O
Bz R0 7% < & b R OUF R BRI R0 17 1 X 5R AT
LTBY, ZHMOFENY L2 WRENH L. F
TeHRERICRE, WHEEBEFTRICZ L < & BT
RCHRIRER G KOBW IO 2L b Hb2OKR
W AR (X R |2 JE T 9 2 REMAED—DOTH 5.
S OHICHFRRIRME T H RO A A MR T 2 2 L i3
R S ge & B 0 A FEE R & Rl A% v 2
s, MERFIZBWICO 205 WREMED D 57

2, EEICHERENAMFY—H—

EGPA Tl type2H% A4 A A V7R T EHNAL V,
ECP & EHWHMT 5 &) #iiE23H 525, N4 4
< — 71— T EGPA R RIRME LI Z # R T 5 2 &
FHELWEEZ SN TV A, F R A BEEREL
R MG IgE, CRP 7 &I EIGB) %R H 84 % 7l
THZEEFHLWTZ & TARC/CCL17, eotaxin-
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3B BTGB & BRI O HILEE L 2 E0h R
HINTBY, KEOEFEHIZHEAMEOES AN, F
—H—=FVEZCH ST EWY. EGPA HENY]
W IL-4 R IL-5 % D type2 %4 M A A V7207
Tl % CHPHLRY A A A 2 Th B IL-10D [
WAFHET 5 2 L%, IFN-y R TNF-a 72 & O RIE
P A M H A VEEEML Tn S Ev ) #HiiE” b
b, MERDORKIEOBIIHIIES T S R RIEWH
DAET 5. EHITHET T T B L 72l
& LT, EGPA Tl IgG4 2 EEFEH NI HMTH
¥, Birmingham vasculitis activity score (BVAS) %
Ji i e & AH B, IS 28 o0 IV RE L2 kG L opiikE
B DORHEALICBIS-$ 5 & v 9 #1530 % Fey -receptor
3B (FCGR3B) 24fHERICEBIL, ZoXRIHIZR
BHERD I )T T v A% BIE S RIE X RET S
L% 2 b ADFCGR 3B copy number variations
BRIL T 5 LB ROEERESE, & JIERKEE
BB LB 5 &) WET DD D TN ILIRREIC
G- LTWB RN S 5.

EGPA DiREE
—bhbhOHREHL SO H>TELIE—

1. EGPA %JE - HE L HlEM T a0 E
EGPA 3 Il 5 98 78 e 1 (2 1% Y &F B 2Kk 4 i 2
(Chronic eosinophilic pneumonia : CEP) 235647
LZENHAH L, FO—FTCEPZ#HFHEL
A5 ZDOH D EGPA % 589 L 2 i BE B b 45
L, BEOKEVPEZ . INHD22ODKND %
VI RIE A R B DN SO W T T IR &
NTWRVDS, FHHSIE EGPA FEAERE 12 13— %W
B bk L CIL-10, TGF-p#ECD4 *CD25'T
MM MK T3 %5012 L, CEP TiZIL-10, TGF-
B#EA CD 4 *CD25" T Ml a2 — #% i |, EGPA &
HELTHETHZ 2 L 2@ L2, CEP TIXIL
-10BE4: CD 4 *CD25" il T Mg 23K T L 2w &
L2 X 5T, EGPA OFIE % #IHl L T 5 W REME
Vb,

2. BHA%1RY)RY EGPAESID B AN 7 K +
- AFE

¥ 513 EGPA FEBIZ BRI & M2 IS R 2

M0 ARG & R R R R I B & MEFE S 2 RE B S

AT AT LIZHEHL, 2412 1 ML RS 5[5

Bl FEARE | & 2 4202 1 MR PR 5 [ A A PR

D 2B FT 5 & N PR CI1d CTLA-4 °CD
4 °CD25"T Mifa %k, FOXP 3 Bk HIa: T Al e %%
A A L, 241 CD80*CDI19 B Ml ¥ & £ o A
MhdhsHZ L, X512CD80CDIY B MLk o 4
Ji& CD95°CD19 "B #fifa %k (Apo-1) & IEDFHRIAS
HY, BHIBOTEF—Y R EBHELTVWE I L%
B2 L7z, EORH, Sl R <1k B il %k
W, IMiEIgGIR T2 & 721, RERESIRES
NTW5 EGPA BT A L 2SI LY.

3. Thi7#ifaDEEE

HIaR U7z & 9 (ARSI PR BR U FRIRIRE L 13
Lyl w70, HRERMOZILITHZII RS
W2 &b\, Thl7fil & IiE KO 5122w
TOMEFIFHR S 525, EGPA Tld+ 4 1]
ENTwhiv, FESIX EGPA ER T Thl17ile
(IL-17P64: CD 4 T Mifa) BB FIERICE <,
BERFNCARN S &, KA Th17H0 50 B (X K
Rl T ORFER BRI, FIEOREEE & B LR 0%
AT LI EZHLNIILEY. 72 EGPA
FEBIZ BV T RIBEIA C Th17M 8 & Th 2 Mg 23
ML Twa 2 LR SN T AEY, EGPA I
GPA % MPA Zz LM% 5 & B 0, M5 %
EUFRERESIEDSIRIEE L T b L EZ NS,

4. BERT - HBERTFORE

ANCA P4 9 BH o i i 12 1d sVCAM- 1
AN % W R EGPA B# ORF Mk 121X
ICAM-1 2383 L TV A EiE" 2 H 5. bhvbho
it Tl EGPA TIXHFEA SN S & ICAM-1 %
VCAM-12MEF L, VEGF 2383 % & 22
LCWw5®, F7: Th17MI S 1L ICAM-1 & IED
tHE, VEGF Lt ADOMBE % B, WEICHYS LT
W5 ZEDIRIEEI NS,

BEICHT 2EZLH ERER

SR 2 AT WEIEPE I KRR W3 2 & o fi B
TR O N L SRAM R ERRAT R 2 5 5 < i
HEROZDW %55 BIXGHEZ MG T 5. EGPA O
HHWOE— BRI 2 H AT 04 FHE (systemic
corticosteroid : SCS) T&» V), prednisolone 1 mg/kg
JHEYBIGS 5. EERRLBHER CIlXEiT L TR
THA RSV A%EFTH. SCSIZ X BWHEHICH LT
WA, EEEPUE T B IERI DV TIERE
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PF#l (& <12 cyclophosphamide : CYC) @ 6 H
ZEZET 5. CYCIIRETIIREIEMZZ M L in-
travenous cyclophosphamide (IVCY) #4779 Z & 2%
%\,

EGPA (2l S L5 S Pl A & L Tl
azathioprine (AZA), methotrexate (MTX), cy-
closporine, interferon (IFN) -0, anti-TNF-o,
anti-IgE (Omalizumab) ?,
anti-IL-5 (Mepolizumab) 7 & 2% & 5. AZA,
MTX 13 CYC Ok LTRSS D 2 LH%
V. Rituximab (& EGPA 2% L T &, SCS, %
A 72 & ORI IIGREIETH 5, HGME

DN LTHTH S Z EDMEY I N T 5.

Mepolizumab (3 B8 AR % BT 5 GHFEKGEDN H
B A RRERIZOWTHAMIZED XS I2H
MTHILPIZOWTIEEEZENIA T TH L. HF
DHAE DR E NP O DBHRBAR O RO E7:
ns

FEIHIF OG- ICB L ToE R ) & L CTHER,

SCSHEPUPEITH LT 59 513201, BIEMICH
Wb SCS HAl o {HE TR DR L, i
HIAHIOPEFIC X ) R EZ IR TE D & v ) BEK
HEY 655 UL E o F# EGPA I2B W T H IVCY %
EHE—%E (500 mg/Il) THEEE (RAk6a—2
Peh) #6595 H05, Ek#EE, $4hbH IVCY
500 mg/m*% 2 -3 MG T 5 KL LKL T
TR AR, ER A OFIRE, SECRITIIMAE D2
<, AEFESL (& TERGYE) MERBERT
AEIZEZVEVIHIRERTH Y, EETIED M 212
xit LTI i o0 SR Bl ) 5 5 AR OIS % A 7 <
L, DOSOEMEANTETH L7120, KhE
ZAHEILCHMT S 2 LA QOL MR 5 BT 7
BHERDLZEIRENT VWS,

EGPA Tl & KZ B IS T 2w, B
b U 7l #s i 22 3 e Bl aa 22 (S BAE L L, BREfb s
LZENVHHILIIHBHABTHILENDHL. LI
ORZE, HPIRRRERE DS <, BRI LD 2
Lb DB, TS OMREREEIZDWTIZZBRI
IR E Z MR T & 20 { THHROME SIER LB o
REVEZ SBHICE S L AETH .

SCS B & ORIl #l % £ 5- 1% & KA phFE b &
REE LB EDER S E VW) HFIEE L, b
DIEFNR LT A v~ a 7)) v kE#: (intra-
venous immunoglobulins: IVIG) 2HRITH 5.
IVIG 1% S AR 720 T OREICH LT

IRYO Vol. 72 No. 10

anti-CD20 (Rituximab)*,

BHRTH D7, FREFN RS RS I, IVIG
P 5% SCSEOMFFRIWME L LT %25 2
L3 AH®. TVIG 1 SCS Al X ) b SCS B L UM
EHHF O OB, RIRFBBSF L, BhRFH
B bR, XV AMBRBERIE LT W
IVIG & SCS #5-Hi O MGEHE & LCToOHRG5- %2179
I SIERDYGEDPWFFTE LW &, HEF
R FEG TR G AT R D 2 D 5 72
¥, IVIG %479 WO HIRREHNE, HHE 2
TGS T 2 LED D B.

IVIG O RIEFI 2 R R g B I S 2 CTld &
WS, FEHEOLIZIVIGHSE 14 H#%IZFOXP3 'CD
4T MBS AN S 236 134 % ik G- 1a]
MOEREANTRETHH LY, 1 TEMEA
NTERLELHY B LEL T2 & TRMIH
TPE T ARSI LS EATE 5 2 L 2Rl L
72 2o NS 1HOIVIG 5 THoI BR
WREMERTE RV E &1L, FRIR, BENEZ A
LHEDIVIG 5 % kA 2 Miflidsd 5. EGPA % &
72 ANCA B4 & CT— BT IVIG A 5 &
N5 EZDOHRDOEBEWMHTLEVIHMEDH LY.

& 512 EGPA O % 58 Hitife 9613 SCS, 569 #1 il
#l, IVIG % EOHEHEFBITMZ, I NE) 7T —¥
3 YL HEERBEWTH S, WA O MO FiT
WAt HRCTHY, HEDOIUNE) T—2 3 v &
RENATH S L BHICT .

SCS, REMHIF 2 & OWHIZ L D M4 SAER D
BHPATEZREICBVTY, WEOBEMAT A
BIAREELL ECTH o2 VI MEDH Y, MEFED
Wi EEIR 1B L CUE SCS WM AW A AT a4 KIZ
X BIEHRE T B BN D ™.

Eif #®

Guillevin 5 12 EGPA230ERI 2 @M L, 1. LK
%, 2. HLEWE, 3. FEIIE (65D E), 4
A4 (Cr>1.50 mg/dl), 5. BlIRMERNZV, O
S5IHHZTFPHARBNT & L TZUF, Five Factor
Score (FFS) = 2 T & EGPA & GPA, MPA & [ &
WCFHEARTH S WG LAY, L L, mlbds
ST % EGPA D204F A A7 313 SCHRIC & 1 45—
T0%FE & RIIMICEIFPHRARTH Y. PkE
BlES % —FHE LR E IR EOHETSH 5.
Comarmond 5 ?383% ® EGPA DEMNT T3 LRz
Md b & 5FEALFERORERTTS. 2% LRV Z & &
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HOLTHB Y, Moosig b D F 4 D150% EGPA
DI CIROIRZED D 5 & 5AELIRE, B
THBRIPARTH D EHWEY LTS, FHE 513 NHO
IR BE D 12144 D EGPA O IR L T4 I BT
BT 2L, FHRRICIZOIRE, HILEWREOR
RS, A PRICITEERISE (6521 AME—4
BELRNTE LTS 2HE LY. bh
HBNOHEFBAE TR EDOE I PRICEE L%
Moz, TOHEEBRASINEIHENTT 5 L HREIO
88.6%, ZMKTI362.8% DAEBIIZ I\ T IVIG 75
GaENTWDE ZEDWEL TV AIREEIRIZS
72, WVIG X 0HREEHT 5 EGPA O PR x s S
LW EEED D 5.

T & ¥

EGPA @A - F K, Je17¥ % Wi 50 0 K,
BRRAEIR, WL, HBRICOWT, FmF o
ZEiE & F Lo Bomn L, FrEliGREICLD
EGPA O FHIIMEEICEEL TnD EEDbNRL,
BRI HEEED GO TEHPHELWERD %
{, GHOPELL b,

EEOFIBMER © A LHEENFICHEL THE %
L.
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including LatestIssues

Naomi Tsurikisawa and Chiyako Oshikata

Abstract

Eosinophilic granulomatosis with polyangiitis (EGPA ; also known as Churg-Strauss syndrome) is a disease of uncertain
cause thatis characterized by allergic granulomatosis, necrotizing vasculitis and peripheral blood eosinophilia. A prodromal
asthmatic phase is common and may last for several years before the onset of EGPA. Patients who developed EGPA had clini-
cally severe asthma, eosinophilic inflammation in the peripheral blood, and slight bronchial hyperresponsiveness before the
onset of EGPA compared with non-EGPA asthma. It is difficult to diagnosis of EGPA in the early phase, because symptoms
related to vasculitis is transitory or sometimes cases of an increase of eosinophilia in peripheral blood of patients receiving
systemic corticosteroid treatment for asthma. When EGPA is suspected, careful thorough examination is recommended de-
spite poor subjective symptoms. Treatment should beginimmediately according to clinical diagnosis even if pathological di-
agnosis such as necrotizing vasculitis or extravascular granulomatosis cannot be obtained. The mainstay of treatment for
EGPA is systemic corticosteroids therapy. However, in severe cases,cases with resistance to steroid therapy, administration
of immunosuppressive drugs should begin immediately. Patients with mononeuritis multiplex not responding to combina-
tion therapy with systemic corticosteroids and immunosuppressive agents should be treated with intravenous immunoglobu-
lin IVIG). Itis necessary to further verify the side-effects or combination effects of new drugs such as anti-CD 20 (rituximab),
interferon- -, anti-IgE (omalizumab), or anti-IL-5 (mepolizumab). Rehabilitation for multiple mononeuropathy is as impor-
tant for EGPA patients as their therapeutic management. Patients with EGPA need to continue inhaled corticosteroid at re-
mission. Long term management of EGPA is difficult,because eosinophils in peripheral blood do not always increase at re-
lapse, and there are not any useful biomarkers indicating disease activity. Increased adoption of the American College of
Rheumatology classification has enabled the introduction of early treatment of EGPA, and this might have improved the 5-
10-year survival rate. However, the long-term prognosis (twenty years) has notimproved. Patients with cardiac involvement
had poor prognosis in general.In our study, cardiac involvements were not associated with mortality. We think IVIG in addi-
tion to corticosteroids or to corticosteroids plus immunosuppressive agents may have positively influenced the cardiac in-

volvement prognosis.
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