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~ Small vessel vasculitis

Upper Respiratory Tract Lesion of

Granulomatosis with Polyangiitis (GPA) and
Otitis Media with ANCA-associated Vasculitis (OMAAV)

R N S M =
£

FXGERBA GPA T, 70% O%ERTHREEHIEMAMIT A O N5,

Bt B Ak B R

=
=]

;3

50% DIEFIAT PR3-ANCA &YETH 55, MPO-ANCA 2BatEDER V%065
Rohsd., BIEOBWEETIIBMSHE2ER S % <, MPO-ANCA K% EX
BO2HERZEZDDL L) ZEMEEORBE LR RELEEDbNS. T72, FlzeiEEMS
&L LT OMAAV %ML, #1732 &, BHRMEBME SRR X 25
MIEROEGH DR LR T VHICERILETH L. HRICBWTIE, ZDX) BiE
Bl LCIZZ B EZ EME L2 7L F=vay - Y7 akx 77 3 FEEAEE

2IT) CEBERINETH .

i U &

Wegener RZHEIE & W) IREBZKIZOWT
(&, 2011 4F 4 FICERAKD 3 FRDFMEEIC
[ Ui XA FRE R S, ZOHT granulo-
matosis with polyangiitis (GPA) & 9 JiF
BRI RAZIED CIRBANOEEDRE S
79, CHCC2012Y T3 GPA OEHEHBA T
BRI TWA.

% S M KM A EAE [ granulomatosis

Y OMRNERKRS B RREER - SHSEAF

T 3 IR T I - €3

*¥—7— K ZRMEREAFEE (GPA),
ANCA B %,
ANCA B3 2 H 58 (OMAAV)

with polyangiitis (GPA), Wegener A 3 i
iE] 1, © %, H, B, FXEBIUHD
WM FEEHRE, @ 250/ ED
IR EE L %, @ B oMYA
ESIANREA S ey Qi WY Ry APkl i)
BRTHD. 80% L LEOFERIE EXRERE
THFHT 5. EREREDOADFIHIER T,
Ifil{# PR3-ANCA 25 T & % W& o gl
KBRSl BE O N VA DS WY,
LXoT, [EADBEEREENERICET S
AT FEIEIC & 2 WA |0 2372 S v
72012, RIGHTHRBEBIE L, £HFERH
BHLThOAREREZH SN, BRINDIE
Bl 7% T,

—7i, GPA IZX B ERTIZ, BHEAREMRK



26 (183) HO%

IR - 68% « 2 5

X1 ZEMOEXREAFEE (GPA) 91 fBICH (T 3 ¥R LTHS
(%)
100
80 73.6%
60
47.3%
40 (H
67 Bl 27.5%
20|43 B - 13.2% — 13.2% —
7.7% 7.7% 25 f51 Ve |121§IJ
0 7 _IJ 7 B
=8 2 3T ig Fiti B MmERIC
& BIER
MBI BRENTOLREDOEATIX, #2767 B (736%) L% T, RIZHD 43 fi

(473%) THho7-.

PR REM R 5 & BT 5 2 A%,
¥ 72, MPO-ANCA Bt T2 EITT 5
VA BB O R0 B TR AR RR L 2 £ o 72 R PR
HLAOMELWMLTWE™, GPAIZL %
H%®» 5wid MPO-ANCA MR H & TIE
FHHELBREYETHI L0, RATIE
ANCA [ RAEFERZPE D #EEh H K%,
[ANCA B 1f & % Ve H %5 (otitis media
with ANCA-associated vasculitis : OMAAYV)
EMERE ) ITho7 AfETIE, ERERR
# GPA & OMAAV DERRIGRHBMIZOWT

BT 5.

GPA O _ESUEIEAR

¥ 51X, RKITO GPA BT 5 EXGE
WEDEREMET 5L, 2011 FFIC2H
DRFIFBED B BIFERHZ 6 LTT 7 — b
ERICEDMEEITo . ZORKE, 57
EH D 61 PIOEFISEHI N, THIZES
5 OHERF) 29 B & BN L 72 91 BIIC THES %
1157299, 4E#E 15~82 T, FEWirhyeft
X 59 ETho7z. BHickid 36155 T
LSS o 7z WIREROEETIE, B
P - BRI BlE, RAERZICE S8R E

D BIER % H U7 FEBI 25 47 B (53%) & fix
%<, RICHEW, HEZEOHEREZEL
7REBIAS 25 B (28%) &% K Bwiz. WZh
IR ENTW RGO EIE TIX, #AT67 6
(736%) &% T, RIZHH 43 B (47.3%)
THY, FREDOARITRE L TWIERIE 51
Bl (56%) TH-o72 (HA1).

FRUERBE GPA OESHIAE ()

WZDWTUE, [ 578) 4 e v i
kﬁn%blé WL HEY | DR E B A 42
Bl (46%), BEWBIAT27 B (30%) THY,
IS EHEL L 9B (76%) DIEBHZ
Wk A L. —0, EARGERRRAES]
51 BITId, PWisLHE %7z S 2 WEERI S 21
Bl (41%) fAAEL7: (2)9Y.

hHo 21 i 13601E, BEPICER
BUANAOIERAHMB L7220 (9 6]), PR3-
ANCA (36) RHRB#fkE (6 #)) 25kt
IbL, WEMIZEHRELG-L. D
DOIEFEEIEBNE, FIBIFIC EXEDIRE % #
KFEOREBIA 5 BldH Y, F72 MPO-ANCA
Btk Bs 8 Bla T Tw7z. BRIV A 2]
ThbHS, FREHBOIRE 2 HEL ERED



(2013,2) ¥R

I RAEEEE — ¥ LB & 248k —

27 (189)

M2 ZRMOERMERNZFEE (GPA) IC6 132 BOREBMERS L UBHE

(%)
a0 ( .
* B £iEA n=91
80 — 78% — . i
73% E] L;TL)ELJ&{‘@E&%)ET%EWJ n=40
70 e o O L RERERBES n=51
%0 [ s6% *p<0.05
50 49% 50% i
40 o 37% ki
36% °
31% ] B
30 |~ 26% 24% T
20 —
10 —
3%
PR3—ANCA RIEFAFR PR3-ANCA FEEE
faiE FatE RIEATR
EBICEM ST
(B4 EagaMdmE Az 1998 F)
MBI ERERELIMNI O IRE 2 H T 58 40 BITIE 25 B (64%) #% PR3-ANCA BEtETH 545, EXRER
RBRFER] 49 B Tix PR3-ANCA [t 24 B (49%) EEWEHEEERTH -7, BRI OWTIE, HEHIH 42
(46%), BEWBIAS27 B (30%) THH, InorfieEs L 696 (76%) 0);”1§J7b* SIS HEE L. —F,

FRERBRAER 51 B TIE, BWiEMEL W S B VIERIAT 21 #] (41%) FFEL 7.

fM@AWOANu\%ﬁM%$%$®%
FAEVRE ) ADIE, WSRO BT S
#w%@wmm)#%%%uymM)L
FCHETHIENHHLA. 5%, GPA
DHWIELX RS ) A CHRELTREE 2
5N 5. $72 PR3-ANCA #5fatET, oMl
BATRTOAFOADI R RIEGR L 2R
HNBRVERITH - TH, MoEBEHE X
h, 7L F=vur (PSL) ¥ 7ukrA7 7
I N (CY) OBtREGENZ R LA
u,RmAﬁwEWJaLfmaz&%%@
L7zno, , FEHODVHRET L EXGE
RS2 GPA DO &ﬁ%_% (%) &7,

ANCA BSEMERMPE L
(OMAAV) &3

FTICBR7Z2EHIZGPA 91 BIDH b, W

RIS HIRA & RO T2 REBIL 43 B (47%) &%
V. RIETIE, MPO-ANCA Btk casict
T3 2 IR W T 0 B TR AR BRI % £ o 7
HEHEFRHEROBEDHML T 5. GPA X
L HE%DH H ik MPO-ANCA BEthdh B %
TR BLABREBEZETZ2Z 25
ANCA % ZIE R D BB k%
[ANCA B £ E % (OMAAV) ] &
AL oz, DITIZEELHIREERL /-
2HEB 2R T 5.

OMAAV JEH 27

[FEfI1 : 36 B (BREMRERARRA]
F5FmHRE, Mo v

IRAAE © 2000 4 2 H, W HJE & Bl
FUrHEL, EEHRHEBERZ 22 L7,
R0 5 VA B & A 1) & RSP ] e TR A R iR



28 (190) LE I RHiESE - 68% - 2 &

®1 LRERBESEMEREANFEE (GPA) ZHEE (F)

1. E5E (B, R, & - 51882, BERH CHEXEYDOEAMAFELZZED 3.
2. IMi& PR3—ANCA % 7z |3 1M;& MPO-ANCA »B34TH 3.

3. BB T D AR QDVWFhrHFES I 3.
D E#BI % 1 5 BIEMENIFIE
@ I\ - $HEDAR D IRFEMEPISFRE M M B A
4. TEROEBHIEEIQS.
@ &M NKTHEIY > /30, Q FEIRMEAFEMSREMER (Churg—Strauss EIREE),
Q) IFEEIRMEAZFIE, @ &%, ® Y1 =2, & EEMER

CHEEB ) EREDVRE+ (2F4£1E3) PRONS, £/2132) LRED 2HRELE+HANFRSNS
BV EREDI1RE AN RSN, D TLRKZURAL05~1.0mgkg & ¥ 7AKX 773 K25~
50mg/body DIEEHERNT 3.

BEEE - BKO [SHOMGE] &1

3 EM ORFRAR

WPk, MAERIIEEL, SEF 2 — 70 B I T, EREERE O 6 h: (A). #IEHE CT C
MR RERICBRESROO N (B)., ARAHEIKERAFEOBZREZ R L T2y, mMERFR, EM
faig@Bo one ol (C). 25 Hik, BE MRI THH/NET > b2 & ZMEHERIZ 20 THEEMERERE %1%
(XH) »BHHNh/z (D).

2RO ML, BHPHRIZILINER e L72A, HHEREWATE L2 Wv oI,
EEDN, PURFE DR & PSL o5 &l 2000 4F 3 H 28 H4FFARE & 22 o 72,
BT 2 — 7 H BRI TDNRI. TV MESRFIRAE | MM RIIEE L, SRF =



(2013,2) O MERIERE - Lo E SRR -

— T EENT W22, BN HR? RS
bz (B3A). SfE, IiE, WRMESHICIE
BEMRZ2AO Lo, MTEIBRAETIX
FEFEORAMEHEYE L. MEE CT
TIEMAARERICEEI RO L (K
3B). MHA T3 RIE UG % 788, PR3-
ANCA % 300EU LLEIZEH ER LT,
ARBRILETRHIBAMIC L o TEKRLZE S
%, AR SEERFE OB E 2 LT
Wizas, MERTR, EMRIERS Shkh
o7 (M3C). ULo#kBE X ORMAHE
75, HHIZKRFE LA GPA (OMAAV) &
S LG s L 72,

AERRA | PSL 40mg & CY 25mg #5012
T, FERDPSEL /2. #FEI12T PSL 10mg,
CY 125mg TH#EBIEE L TW722%, 2000 4
6 HHA & DR EESE & A HRBR O Pz 12
I BOBMFHI L7720, BRHCHEE AR L
2otz BAEE MRI CHE/NKT ~ 25k
HBEERIC AT COREMMIR &G H30 Hh
72 (K3D). PSL & CY OWEIZL > TH
#FL, BAENECRABIETTHS.

[fFEGI2 : 64 &t (ANCABE TEEE MR
R, BEMEREAI TR L AEF™]
FEF  WEHE, R

WA 2001 4F 1 H X D EERE, His%
HE L7z, EEHFHEHCTHBHMEPHE %0
S CHEEYIR, SRS 2 — T RHEMN T
20, WEL o7, HEE CT THE,
AR E R 2 R0 72205, HEDL
LU PSL WARIC S RUSAS % <, B HEHE
DHEITLTELD, BEARRE 2o 7.
MEREIRE | MBI F 2 — 7HEE &
NTBYVPROHRZARD: (F4A) 25, &
FECIZBREFI R 2ROk o 72, MTHEIR
ETIIMAREATRELE L, MHEE CT T
IS, AL ISR ERARR A T L
Tw7z (M4 B). MEHRATIERAERIGA

29 (191)

JoiE L CWwW/z4%, MPO-ANCA 3 X UF PR3-
ANCA ZE b iCBEETH -2, FEHEEN
O I SEVE IR 2RI D HE AR T RS R A 355
WThy, mMER, EMBEBEEIZED SN
nolz.

BB (M4E) :LoRBEFALDY
GPA ZWiA#EIZIIYTIZTE S 2Ww2s, HE
RJE% GPA (OMAAV) &¥WiL, PSL &
CY ##5 L7z, ER - Frii3s#e ot
L, BELZ. AR DZD CY i 2002
E2HTHIELZ. 20, 200244 A,
9 H, 11 HIZ&E 3 [8]7c B 1 A 8RR 2 ROIR
L7225, wihd PSL OETlEL L.
200341 Rz, HEmE, WTREE, K
HEED X OEREEEESPMB L. Fo
GHRA, A —T7 s, BXOEEEM
FRRBASZED 7z, BHER MRI % hefT L 72
& 2%, i Meckel FED &4 SEHIRTLZ ol
&L THEARILE SUHEBEES RS 5
7z (4C). WHVRHI TR O A K % fit
L7z 2n, BEfilREz - 72 RAEM R
FHEEIHEON (W4aD)., A7uaAF
28V AR % fidT L7z, PSL & CY D%
BHREGIC L o TERIERLPICHEL. H
1, Bl REBIFTH 5.

OMAAV DEaK{G & oM E % ()

JEINER K, BEERKFEI W EER
vy —H RIEERL, Ko KFEH ZIHEEE O
3 iRk SRR L 72 OMAAV JE B 32 62D
WTHET L7z (R2). it 26~81 % T,
ERHILELE 63 I TH o7z, Hkid 11
21 TRMWIZE W, BRI, 23
WP X OHBEBRAT = — 78R (32 6]
100%) DOHBEEHHREZEL, BE - 2%
TP 721X A3E (32 1 100%) %G8
72, WEHTIRITE AL DRER TREICHESTT
5B EA (30 B 94%) %R0, 64
Hif 13 H (20%) 3B F 221388912,



30(192) I < TR - 68% - 25

IV (BEROOLFYY)
L 1,000mg/H 3 H

(mg)
60
40
28 Omag 3m Oomd 60maq 60maQ 60maQg g
mg) Y7 AHERT 7 LK | 22%%%1;
50 EEEB MRI [] TR
25 BELLU || mupes
| T
0 9 g Y Y
| wars wE | uE } }
2001 £ 2002 &£ 48 9A 11 B MRI © TEIR 2003 &
6 AiERE 2R kEEEE || AEEE || £EE BafEBE (T IZE% || 5 AiERR
FRARREE || AR AR || [IRRRE || BERE ARG TT

Mk, MEBEICIZF 21— 7HPREINTBYVPROFEREzRDZ (A). WEE CT TIIMEE, A%
BRI TR L T (B). 2%, BH MRI I2TH Meckel FEA S ASRIRILZ PO & LTHZE
AR FCHEBEEER (KA 2@d 507 (C). HEOARTIIEMBRE (KE) Mo 7 KR
Mg rmohz (D).

2 ANCARIEMEAMFELR (OMAAV) DEEFRE (n=32)

. MEESSLVUHEBBRRF 1 - T EBTHS (321 1 100%).

. BE - AREICHEERE L IAFEEDS (324 100%).

L BRERIGETTABEMEOLAEBH S (30 fl : 94%).

;& PR3-ANCA & 7z |3 1fi& MPO—-ANCA 5t &R (25 5l 1 78%, 5 5 2 fliE#RBHICRBMEAL).
. RIEREEHTS (1061 :31%).

B, BREEEHEAKRETS (BH104]:31%).

. BEMRIRA (TARRER) £ EHf £ iR T S5 (8l :25%).

FE - ARRADERTOERE - IEMBEBOS (54 16%).

. BAEAERESSHE L IERT S (1461 : 44%).

ETTRECHETHMTRETT S (24 :6%).

© O N O O B W N —

—_
o




(2013,2)

B ORI MERERE-HLODRE -

31(193)

+ 3 ANCA BEMERMFER (OMAAV) EHE%E (X)

. BRECETTI2REBEOLREEDS.

Bsw N

O EMIR%E S IRFEMENZFE
@ /)N - MEDARODIRIFEMEPOSFEME M E R

5. TRCOEBHIEBEILS.

O BRSO LTERE, RE, BRE
@ BEMRERRE
® BEMREER

CHEEMI 1+ (3F4134) PRS5NS.

DRENENT 5.

1. B -RBHBARARF 1 - TEYDOBEMFEREET 3.

. Ii% PR3-ANCA % 7z (3 Mi& MPO-ANCA »I51£ T & 5.
EREBT O LR QO OVThAPPRSNS.

O BMPEL, @ ALXTYCAFE, O FHRMMEFER,
@ BEHEMEE (DA, RIEMHRMIFMIEL L)

6. EEMR  KERBETRTREOER - MREEHTALBRRT I 2B

<RV I1+2+5 PR 5N, D L RFZUOY05~1.0mgkg, 70K T 73 K 25~50mg/body

90dB ML L O B E R BENE F 72138 L 2 o
7z.

IMi&F# #9121, MmiE PR3-ANCA R
156 (95 28I 3&E8FICkEHEIL), WE
MPO-ANCA B 251061, wWIF hh o
ANCA Rt E R L72d O 256 (78%)
Thol:. FEFIIARFOERTIIRIE
HRFHEL RO L%, MERT-IZEHA
ED ANCA BE#EME RICHBINWT R %32
DizdbDIEHLTH5H (16%) OATHH,
ANCA M2 22% THBHZ & HERICA
hb&, OMAAV Tii, BEDEASEE
HR MM E RATFEIEIC L 22 E T b
SERZHEIRHIDZEPHEL N L2RLT
w5,

EREE P IR E 2 R L7 iERNIE, Bl
WEFIIERENEH T 3B LIER
2310 B (31%) H-o72. OMAAV DD
12& LT, BICRRLAEFD L I
HIERZ G0, HETHILTHY, 326H
BB RS0 (580 FAxkR (9

Bl) L7-EBIASET 14 B (44%), AEJE P A
% (FALRMFEAEIR) 2360 23R L7
FEBIAS8 B (25%) Holz. HEFHRELT
i, BREBROMERIZE S DETFTHMT
FECL7-ERI 268 (6%) Y, B2
BIWHEENEETHLLEEDNS.
RIWCEHELIRET S OMAAV OBk
*H# () 227, MiE ANCA BIXUER
BT BEEHBRE RS EVEAICIE, 2
KR Z B L7z PSL - CY BB 21T
W, SERDWEEHFED SNIUTEEVBIE LT
HHIyLEZOLNS.

BEb i

FRERBAE GPA TIE, ZOIELALT
HMARREEB R oz, £72, F
BGE  DIEFIAS PR3-ANCA BHETH 2 35,
MPO-ANCA 2BHOEF VL0563 R
bb. BIEDOZRELE TR EE 2 A
B1H% <, MPO-ANCA BptE< ESE D 2
WELRODL L) ZEHARORE LXLE




32(194) ¥ &

EBbNhB. T, FhEBEBSELT
OMAAV %32 L7z, #IT+ 5L, EEm
R R IR E M 2512 & B IR RE R D &
FORLRTVHICHEEIVLETHS., BHRR
WCBWTIE, ZD&) REFIIH L TIiZ2H
HiE# % BR9 & L7z PSL - CY BHME: 21T
ITLEHBERIRETH S, FRHICIF, &
D EZUEDOE BRI T X — ¥ —DRREIY
BTH5.

GPA ©7 ¥ — FRAEIZTHI V22w 57
REFERBED B RIHWER#ZE, OMAAV ER % 1277
LTV 2w HREMRF SV ERE Y 7 —
HRIHGRR REw S 788, SHMNERE, B
L UKRGREH RGN SSAREESEE, TILE
MEAIEHP L LIFE . ARFHO—EIE The
Asia Pacific Meeting of Vasculitis and ANCA
Workshop 2012 & £ U4 22 B HAEREEY
RY A [ANCA BEIME R P E R - SR iG#
WKBIFAEY b7 +—=NEJLU<RE-] 12T
RRL7:.

X )

1) Falk R], et al: Granulomatosis with polyangiitis
(Wegener’s): An alternative name for Wegener’s
granulomatosis. Arthritis Rheum 63: 863-864,
2011.

2) Falk RJ, et al: Granulomatosis with polyangiitis
(Wegener’s): An alternative name for Wegener’s
granulomatosis. J] Am Soc Nephrol 22: 587-
588, 2011.

3) Falk RJ, et al: Granulomatosis with polyangiitis
(Wegener’s): An alternative name for Wegener’s
granulomatosis. Ann Rheum Dis 70 (4): 704, 2011.

4) Jennette JC, et al: 2012 Revised International
Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides. Arthritis Rheum 65 (1):
1-11, 2013. .

5 R %, it [ANCA BEmE % M Ah

REDFEE] Wegener WHEEREICBIT2 LRE

6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)

RITES - 68% - 25

WE LRERRBRGER % &5 ».
EEDHWH 236 (8): 771-776, 2011.

FER B, i (BMRIEDOREZ BET 5] Bk
FEDBES LW SRIME RN WFIEEDAFIE
B @ 5 F 4t %. JOHNS 27 (11): 1773-1777,
2011.

RER e, At [ BI0ME - G T o R] &
Bl #FE Wegener A3FERE. JOHNS 26 (3): 388-
390, 2010.

FHRE, ft: FREEREROB S, S A7
Wegener WIZFIEAE SSRIALHEZ 7 X 2 WEH
BLEHIEZDBHN? YT FR 43 (2): 191-198,
2010.

B %, b (EREGEE L RIEREATa4 K
IETFVAZRD)BIERERT 04 FiEBOE
R vy —AFERE JOHNS 25 (7): 991-
994, 20009.

HHME: ST —RFEE FF-AT4 T,
R, 2002.

WO 8, BERTHR LAY =¥ F—AFE
SEBI. B RERR 90 (5): 531-536, 1997.

AHFW, AR T x5 —WEEE 16 FlOBRRKRE
WE. HRERK 97 (11): 997-1005, 2004.
FHEEE, i REESEEEE ALY 27—
RIFREGER. HHBEER 95 (11): 1101-1106, 2002.
FERRE, fb: [FE % New Trends) BMHH%
2o T BABEETHROETZH.
JOHNS 24 (1): 76-81, 2008.

KE R, i [AFBRERYEFPH R update] IFRRERY
PEHROBLEE v =¥+ —AWFEE.
ENTONI (73): 25-30, 2007.

RE M, b BB E2#FEE L7 Wegener AF
FEFE 2 FEFI.  Otol Jpn 18 (5): 682-688, 2008.

H# 2, fth: BIEAERE LK L7z MPO-AN-
CA BHDOHER2ES. HEHEH 113 (2
67-71, npl-np2, 2010.

SRR R % 58 M8 2V B 3F BB AE D DT & 159K,
HZAERER: 2013. (EDRIH)

Harabuchi Y, et al: Clinical manifestations of gran-
ulomatosis with polyangiitis (GPA: Wegener’s
granulomatosis) in the upper respiratory tracts
by otolaryngologists of Japan.

Clin Exp Nephrol: 2013. (in press)

BEER &, it [BFRIRERHC BT 2y 4 L %K
A7 04 FORRILT] &5 ME RN FERE



(2013,2) ORI MERERN-FLOSEHEAHK - 33(195)

(7 =7+ —RFIEE) B & FHERBODH L
G#. ENTONI (139): 122-133, 2012.

Upper Respiratory Tract Lesion of Granulomatosis with Polyangiitis (GPA)
and Otitis Media with ANCA-associated Vasculitis (OMAAYV)

Yasuaki Harabuchi, Kan Kishibe, Yuhki Komabayashi
Department of Otolaryngology-Head and Neck Surgery, Asahikawa Medical University



	cover
	2013年08月05日14時43分47秒

