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JREEH DI - TEEE 3% 2 4: U 72 ANCA BBt
Churg-Strauss FEEEED 1

Key words: Churg-Strauss syndrome,
MPO-ANCA,
bloody bullae,
skin ulcer,
leukocytoclastic vasculitis
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TEBNISTIRZCHE, 45/REFD & [RE XM B 2RO RNARIIFE L Tua7z, 20084F 8 BA) & 0 37°CH
DOEL & i EBEIEESHBL, M TRCERBRESOHREMEZRVEL Tz, [F4ES
ATRAIXD3IPCEDHKE, MFLY LM FEICENR, MROHRE2ED, 989 BYEICABE. #
BT R TR MFEEERINS (FFEEER 14% : 1100/u1), CRP k& (10.7 mg/dl), FEFRM IgE O
E& (9431U/ml) %o, =512 MPO-ANCA &l (920 EU), REH, BEMSENIUR%2ED
Twiz, ABeR, M T %Z 0 320, X, LBEAOMKE Y2, KEESEHR L.
B SR DR BB R TR E R R IR 2 1 5 HIERBERME M 4 2389 72, Churg-
Strauss FEMRFE L ZHTL, A7 04 RAVAEEREDRAT 04 FiERE2TWER, CRP &
L7z, Churg-Strauss fEMREHIC 38> CILEIF O M- K EE R ERE 2380 2 EFBRHETHD, &

B 1flLBbh#HET 3.
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Churg-Strauss fEREE (Churg-Strauss syn-
drome : CSS) 1%19514F & Churg & Strauss?
KXo TREINEBHERTH S, HH5RR
B BHEAT U, Bl i KA AT ERER I %,
MEREREZL, REHEARENICIZTBIRE
2> EIFEMmE R & MENPFEL R L

TeERIE 7 vy —HASFEEMER L LT,
EEEBIIRA A & » SEENT X Bz,

CSS DEEFRFER E L TR B SV H DX HH
HAHRER T, KIB%DEFICED dh, K\»T
ZODOBEFERTH Y, #60% DEEFIZZED
e, FRERE LT3, £, {134, &2
Db %L, RRCHESE, MRS, W\, Vi
BEHZER2EC 2™, LirL, LEFHOIMER

A case of ANCA positive Churg-Strauss syndrome with widespread bloody bullae and leg skin ulcer.

Fumiharu Konishi, Yoshihiro Arimura, Sayaka Watanabe, Soko Kawashima, Takako Otsuka, Kazuhito Fukuoka,
Miho Karube, Ken Yoshihara, Shinya Kaname, Akira Yamada, and Yoko Kano*.

First Department of Internal Medicine, Kyorin University, School of Mediine, *Dermatology, Kyorin University

School, of Medicine.

(2009.12.18 3fF, 2010. 1 .29 )
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FEELBE—H2ERL7:OTHRET .

iE Bl

FEB © 5THE, L.

FFF - UBRO%ETE, [MfE, BAETRE, FE.
KIEE - K& BN v~ 5 CThgS,
BEAERE © A1 & L BE, 45 oM, 485K
» & BB IMLEE % 32 D IR,

RS © 19964F & D Wi & %588, budesonide D
W A, pranlukast hydrate DR THIE, ME
Davrvu—VigBEFE -7,

20084 8 A HA]H 5 37°CH OFER & i 2 BIE
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WBC 7900/ul  FERERM IgE 1 SS-A Hitk (=)
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7Vx7a7) (=)
Na 139 mmol/1  CH50 53.8 U/ml PR3-ANCA (=)
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Cr 0.7 mg/dl FR¥&E M (3+)
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Alb 2.9g/dl FR¥CE
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CK 6831U/1 SPECKLED 4015 R RMERE &
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MPO-ANCA B CSS Th -7, #IL S DK
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D 9 FNCIMAENFED Sl EWEL T3,
UL, CSS itffo LB OINAE & LT Ok
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ABSTRACT

A case of ANCA positive Churg-Strauss syndrome with widespread bloody bullae
and leg skin ulcer

Fumiharu Konishi, Yoshihiro Arimura, Sayaka Watanabe, Soko Kawashima,
Takako Otsuka, Kazuhito Fukuoka, Miho Karube, Ken Yoshihara, Shinya Kaname,
Akira Yamada, Yoko Kano*

First Department of Internal Medicine, Kyorin University, School of Mediine,
*Dermatology, Kyorin University School, of Medicine

A 57-year-old woman was admitted to our hospital because of CSS (Churg-Strauss syndrome)
with widespread bloody bullae and leg skin ulcer. She had been treated for asthma since she was
45. From the middle of August, she had repeated low grade fever (37°C) podarthralgia and
urticaria-like eruption on both lower limbs. From the end of August, she presented with high
fever (39°C), purpura and bloody bullae on her hands and legs. Then, she was admitted to our
hospital on September 9th. Laboratory findings revealed eosinophilia -(1100/mm?®), high levels
of serum CRP (10.7mg/dl) and nonspecific IgE elevation (943 1U/ml). MPO-ANCA titer
increased to 920 EU (normal range<10EU), and ulinalysis showed proteinuria and micro-
hematuria. Skin biopsy of the leg purpura demonstrated leukocytoclastic vasculitis with in-
creased eosionophil infiltration in dermis middle class. She was diagnosis as having Churg-
Strauss syndrome and was treated with prednisolone including steroid-pulse therapy, Although
the therapy improved fever and CRP level. Purpufa and bloody bullae changed to widespread
skin ulcers. We report as a rare case of MPO-ANCA positive Churg-Strauss syndrome with
widespread bloody bullae and leg skin ulcer. :
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(Churg-Strauss fE1&E})
ESRN S RME £

Henoch-Schonlein 22B1%

BHREIVAITOTY CME

B2l 3 I BREE R I ¢

EMME, MBREST). A%, EEERBREELEHS.

[ENAFEERECHBRESCED. i, FIOEICTEFEER
E£B»3. [EIXRBPFEIRESELFHD.

BREMENER CREREFEORBEDBO V. MBRK, EMOE, M
BiRE EONOECETLERDS. PRROKEEZHF-TH, b
B ThEV. BRMARGBROBEN <, HEMOELS LI
LS.

IgA E R E T 3 RERABOLEE B 3/ OEOMEL. BRI
ER, BE BRREIrEEIH, REREFD.

miEhicoUA 70T L £3BH, NERCEEESEOLEERD
ZMER. MEFTICEBEER, EREERREN LIELER
Th3.

LEMENBERCRBREBREHEL LV, ERICRSE U -5 MR
MmE R,

DEZFHLAECHLALI LICIEELZHT L4
BiH5.

—F, DHOBRBEADIDICKEFHING
A5 a4 FEeaulbhl U2 il Ie i gy & i
LT, LIFLIEMERICKREZ &7-3 2 & 4%
HH. bLdEBRIWEEZHRL TS EETRIE
WHIEOREEHGCEELZHER, KEEASH
THRIBUDER R L2, ZOBELH, 56
ICHRERE % MR, 1BHIT B IRHE T D HREHIREY 1
7 a7 v KE#BERE (intravenous immuno-
globulin : IVIG) 2 EB & hTwab. Zhud, Bd
Y A XDOBIR %8 918 T % O BB R A
BrHLN, TAEY YEOfHBREIIE—ER
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EE8NTE LEOM/NBRER T, IVIG
BBk 2 LI —BRALON TV 2DAT
Holehs, Bill, FEEOHMOFROMAR,
HROHOIEF Y ARRRINTBY, XF{T
i, B O ITHI/ B IR RE R X B AIGROME
AR E 2O S WD REBURF, SHRORE
BIZOWTHBEHT .

1. $#/hEHARZ(CxET B IVIG FEED
RRER

1) MAERBAILE TR
ER L7z & 9512, IVIG FRR R REAFI TId % <,
RERBEOBHEA?D Y, BEHBMOERKRD
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FRI/RERRE - RERBICBITS r 707y v KEFEHRE

£ 2 HRICETIMEHRAD IVIG BEEOMITIRR

BEN B2 E 3k
H®EE(F) g _ IVIG courses
(n) (no. of patients) %
Jayne et a/(1991) 7 WG(4), MPA(2), RV(1) 1 100
Richter et a/(1993) 9 WG (8), systemic P-ANCA- 1 55
associated vasculitis (1)
Jayne and Lockwood 26 WG(14), MPA(11), RV(1) 1 100
(1993)
Finkel et af(1994) 3 Parvovirus B19-associated 1-multiple 100
PAN(2), WG(1)
Richter et a/(1995) 15 WG(14), systemic P-ANCA- 1-3 40
associated vasculitis (1)
Jayne and Lockwood 6 WG(3), MPA(3) 1 100
(1996)
Levy et al(1999) 10 WG (2}, CSV(11), livedo vas- 1-6 60
culitis (1), other(4)
Jayne (2000) : 34 WG(24) Singl , 17 \VIG 82% IVIG
ingle course o
77 KRR MPA(10) & 1777€R 35% 77K
Muso et al(2004) 32 MPA(32) 1-2 93
(Ihara ® 12 il & &) (¥R 20
2704 R 12)
Ihara et a/(2006) 12 MPA(12) 1 100
(BIRBRE)
Martinez V et al (2008) 22 WG(19), MPA(3) (BB#) 6 63

MPA : Microscopic polyangiitis, WG : Wegener's granulomatosis, GN : glomerulonephritis, RV : Rheumatoid vasculitis, PAN :
Polyarteritis nodosa, CSV : Churg-Strauss vasculitis, AASV : ANCA associated systemic vasculitis

B> THITHRAAON—BDRREE HIF TV 5T
REZITIREDIEF VADPHILEINTWAS L
W2 %W (FE2). Jayne 5YH32000 EICHREL
EHHRAEE DTS L RXGBOREBRTIE, WG
244, MPA 10 5508 L% ) 75 €K (35%) 2
(BN, ARELERBEANEREON(82%). Ly
L, ZoO#BKIERPGN ZB/L72d DT, MPA
EFB L%, PPEOBRERICISHTE L8
RLidwzidrol. —F, bhbhid MPA D

RIE & 7% vol. 18 no.2 2010

RPGN EF Z 0 & L L, BEBRIMICHEMT
IVIG DA ZERT MBI, CORIED
A7ud FEREEZ 12HICETL, ToRa%
LY,

1o7a ba)e, mERGEEHEIZ ANCA
B i1 R OB % 5 % # K L 7z Birmingham
vasculitis activity score (BVAS)® % i \vs TS L
7. 5 HE O IVIGIHEHEEK 1 AE O & T,
BVAS, C-reactive protein(CRP), HILEEOH
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NG L, 308
N BEm 58 CS BLU/FE
l l CYC #& l l
BVAS, WBC, CRP, Cre, MPO-ANCA
20

4 ‘s

M4 TNF- o (BREEXIAREY, n=12)

1. IVIG&EZ7okan

IVIG : intravenous immunoglobulin (400 mg/kg/day)
CS : corticosteroids, CYC : cyclophosphamide

BVAS : Birmingham vasculitis activity score

ERET2RED, ZLTF=VESDTVTWE
ERAEE L2 (p<0.05). &5, FERAEN
¥4 A4 D) BEFEERRET (tumor ne-
crosis factor : TNF)-a i3 BT L7-. &%
EODL 3» ADBET, BRIZ1A, BIEAFL
Bdp o 1= BFEFRLE, TLEELBIEDR
ED ATV (E2).

512, ZOERAZELEETO IVIG ia#EH
0PIDEEREBI o2d, EREMZEE 20

5 54 T BRI | B TVIG R 2 AT L TH D),

REFRVBRL, BBREEZRT6r ARAT,
BIENLEFEYIL LRNEBICHLE L, ERERSR
ERENEBECTHLEIEBINLY. BLED
FiRi, MPA X33 5 IVIG EE O MBS
OREEE L LTOAMME L Rt L UTRE
EWERETEDDThHoTz. Z0H, HAFET
RPGN % 27 % HBEED MPA ~ORIH & D
WAL I Ka v ha— VR (RCT) 2%
HEhi-At, BRBETHRERE LT, AT

04 FigEAOLREEHRIHERICES R P72,

- —%, BVASIZ2oWTik, ARIC 1 AlRRET
IVIG 28l h 2R LTBH, §HRLFMIRE
#2945 MPAAN®DRCT 25FtEH ST 5.
CSS DAEEROEIEEOB I ZMONT
WBY, EEINLIIRT LERDF TV a v
LCIVIG 2SHLY BT oh, ERRELRBLRR

40(152)
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5)

RENTWAB. B, UK LTRCT 7
FHREDILTHYVRBRYPFLZNLD, IVIGD
MERADOFRICOVTIE, B EEREES
%& P % % (chronic inflammatory demyelinating
polyneuropathy : CIDP) ~DO@EIEA FE0 HNTH
D, MAERICHED WERIZOWT D ARE T
Eh3.

A5 0%, O RCT ERT L, ABEHHE
DMBIERE AT S CSS IR L, IVIG#HS5 DR
B EEEN L ENA(1 B 20 BA)

2) BEEARE L TOIVIG #E

FE, MHEROBEALEOKELDHY, I
b DIE RO EEFREATOBRENER LT
XTW5a, INLIZHLT, ZOREFHREICD
L CHRIEMEIREDBMITED SN TREHY, &
YeyE iz KL ORBAIE 0 & Y O RVEITII,
IVIG O REGIE A T & B Hif T HELE
hp, —F, BE79VAOMEREGERS IV —
Zi2X Y, WG 1941, MPA 3BIOBHREEIZ, 67
B, IVIG(0.5g/kg/BE x4 HE) AT &ITH
Zhw, FE2EMORBEAS, BIREOT—
FYRBPEBINSY., 2504 FORZERZ
BINEED S DD, REIPHEOEMIIZEDT,
IVIG CHRIUIH TE 202 A DDTHEN,
13 61 (59%) THI~9» A BOR R TRMICA-
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