Dokkyo Journal of Medical Sciences
38(1) : 119~126, 2011

iE B % &

119

Wl AT KRENIR \C BRI 2 &0 L 72
Wegener RZFEHFED 1 #

U OBHERIRY HOBER & — BE - 7 LV E—NE
Y WHERIRS HGE L~ & — I AR
Y BIERR S HORE R v & — JEERERIEL
Y OBIRER RS R (R - 7LV E—)

FHOERY B ge?
WeE B2 mm E?
Mg gt

L

M Y K R?
i w? ot peEgY
AR fmEY  wmm @Y

E B O7T9REM RE, BWCRIEL, BMoBE BEE) W TMioRME, BMEENInIR, S0
173 2 B HEfERE 9 B X ' PR3-ANCA &% " L, Wegener W3FIERE (WG) L33 hsz. —Hr o742
773 PR Z S, BHARAEAT O FEESRG SN, BKB XORETLIEELL. A704 M
R E N, 3 7 H#121E C-ANCA XL L7z, WG IREM L T 7225, 8 + A B&ICIEE T4 KEBIRIE %
YD, TO1 r ARICERKRIEML, 8T L7, BIRBITEZEIIRE BEE T & (3B <, BalhEERvEl

LROM T HT 5.

Key Words : KEjJk#i, PR3-ANCA (C-ANCA), Wegener W3 i

#

Wegener W3EIERE (WG) (&4 5V BEAE: A 3 RE P
MELTHY, k- TxE (i) OBFEH:AIFIEES &
OB o BFEME: B AR LR 4 2 BER A9 20 © DR BEAE1Y
L LTwa, &atnERIESHROKBEZ SR, i
BMMEOY A RO EHEEIND. REEIL, BAMEN
M B LT LIV E — MW 3E Mm%k
(Churg-Straus JEBERE) & b1z, PUid b BRI E ok
(ANCA) 03Bz @l e LU, IMmiE %o £ 2zl
Bk, EBAME, WFIR, ERSABIRE TS, N (BY)
MERIIET 5. Lo LRI ISRED KA FZRER b B
REhapn, HEMEINTHEY.

Sl 41X WG I KIMEEIRZ T d 2 KEJIRE 2 & 0F

i

PRL224E8 10 HA2 s, “PIi224E11 1 6 H 28
BUREERSE © FHIER
T 321-2593 AN HoL w1 632 Fith
BB R A v 5 — BERG - 7 L
W —NE

L7EBIZ R L 72D C, SO E R & ITHET 5.
E Bl

REB 0 79 %, Bk

FFR R, WU, RN

RIEHE © FFicFE R L.

BEAERE 0 1998 4F M~V = 712 TTAN. 2004 4E X
D ESIE, FFRIME, § R C Y Bk S
TUVEF—REZRL

BRI 0 10 S LU AT & 0 BBREIRD S - 7243, HRiE.
FRILE, BRI CYBEdlbEh Tdh - 72 2006 4F 10
H#MAWE X ) EFRAHBEL, 10 Hh o Ykitkzs
L, MR, BImEkiE%, CRP &E & 12, Wi
CT BifgAi ZicB T, WM — 2= % L) O
F AR 2 B0 7272 ORI H I TABE L 725
7.

ABEREEE © 55 163.0 cm, 1A 49.0kg, i 37.5C,
IME 130/67 mmHg, #RR2MEEREFIEE 97% (BNX).
FRRIE . WP, DR BRI, BiREh
EH. FRGRERE. 2 oM i W & & R



120 Rk DIMS
1 AR 5 i 5
ABEREIER AL X AR (a) B3 L OCTHIE (¢), 2 & N 2 HE O B XA (b)
BLOCT W% (d). ABEEEBis & 20, i 2200 TR L7225, B
e LAYEKL, 2 A% OWGRIIE TR —3 220 2 £ 5 BT 5
7z (b, d).
F1 ABiksRAI R

AR A HAb A PRI

WBC : 12,690/ul AST : 37U/ pH : 65
Neu 72.0% ALT : 36U/ ®E1: (%)
Eos 0.0% ALP : 238 U/1 W (+)
Bas 0.2% LDH : 202U/l WL (+
Mon 3.1% y-GTP : 30U/
Ly 2.5% T-Bil : 0.5mg/dl R EE ek A

RBC : 368 x10"/ul BUN : 16 mg/dl Gram %efu % FEH DR

Hb :10.6 g/dl Cr :0.67mg/dl WBE®RE (=)

Ht : 32.7% CRP : 9.39mg/dl TB-PCR ()

Plt : 42.1x 10"/l Na : 132 mEq/1

WA AGH (room air) - AOmE/] ity o
pH © 7.450 Cl - 95mEq/1 FoRchith e
PaCO: : 31.0 Torr UA #3.4mg/dl HtEA (CH,,) 36.3 CHay/ml
PaOs : 74.0 Torr Glu = 93 mg/dl RF test 661U/ml
HCOs™ : 215 mmol/I T-Chol : 122mg/dl pps ANCA 1180 EU
BE : —2.3mmol/I TG : 68 mg/dl MPO-ANCA 10 #i#§ EU
02 &4 207myal L¢P 7g/d
Sa0; : 95.0%

L. ABEERATT R (£ 1) AIERENZ (12,690/mm’,

Ja B 497 W (B 1-b, )« Wi R IS SRS S se iR
Pt ) WIBEAIEIREE 5 7 & R A R OIRIEAR — 7

REBENRZ I L, — 2Rz .

Neut. 72%), CRP k& (9.39mg/dl) B & OWRE Mm% 2
o7z, Pu7u s 7 —¥ 3 PuFhEkiiia g ik (PR3-AN-

CA) & (1,180 EU) #/RL7-.



38(1) (2011) KENIRIE & BF Wegener WEFIEE 121

mPSL
500mgx3days
(06/11/10~11/12)
A mPSL 60mg—50mg—40mg—35mg—30mg—25mg— 20mg—18mg—16mg—14mg—13mg—12mg—11mg—10mg

v

CPA300mg CPA 300mg

(06/11/11) 12/18) CPA 50mg
(07/1/15~1/22)
—
(EV)
1400 7 MRSAB:  MRSARR MRSABH MRSA R
1200
1000 - CMV CMVE
800 1
600 - AspergillusB
400 1
== PR-3ANCA
200 1
0
06/11/6 12/6  07/1/5  2/4 3/6 4/5 5/5 6/4 7/4

X 2 HERERGE
AFNVFL F=vay (mPSL) ICX A7V ZHEEICL DEIB AT O A FEEFEASH, L
FEBRRRT R & MM RIZ%E L, 2704 P8RRI gy rsar+ 27
7 I FOBEH & 7228, MmEREAE Lk &7z, C-ANCA R4 IIETL, 14 AR
FRETEAL L 72, BB, YA VA, HREERERDEL, SR EREEC I gk L7,

ERRE (K1, 2, 3, 4) : MESE{§ B L ORI AT
REY, MEERMENEZER SN, AVNTZF L - TAHYE
1) ¥ (SBT/ABPC), Au~x%24 (MEPM), ¥ 7ua7
o¥4 > (CPFX), I /%4271 (MINO) %Mt
LT EINDPEEBIROON Lo (K1), &
DB 7 L7 F =~ (Cr) L& (259mg/dl), JREIL
ZRO, FLUEILY H S 5P, PR3-ANCA Sl X
D, WG EBW, 2006411 HX D, AFVTL K=V
Ty (mPSL) WX 2EHERIETRXAT O A FEE
(500mg AiE 3 H o, 60mg/H i) MBHIEE R
72 (®2). ¥ru7+AxA773FK (CPA, 300mg/ HMX
WO, 50mg/HWIR) EMBEM S 7zds, MmEkgkd
HELLMS L RIkE N R, BIEFrRodsEs
& H 2 mPSL iR S iz, o g el TR BRIE
BRICEL B EEZONIEARE (1Y BUN 84, Cr 5.1
FCThA) ICHL, —RIEEN % 1T, Sl &
S MARVE M/ MR A B0 (TTP) % pR5, MmAEse
WhEfT L, 7—7 7)) UG PRGINSGEE LY, £
ORMBEAEBLHMASHIRL, 7—7 7)) Vi s,
2007 4F 2 A LB C-ANCA ZRetEIE L, hikefepr A%
EIZT, A7u4 FEOMR%Z D, 2007 46 A1
7L F=var (PSL) 10mg/H ¥ TiiE S h .

B OREY, Staphylococcus aureus (B PEMRAL

X, XF) Vit S. aureus (MRSA) THHZ &
PHERR) BXUY A P ATy LIV A (CMV) HUE,
B-D-Z IV ¥, FET AN FEN AFRDMHE D 5
WIZBE R TRRIE S L, KA PIRAILY R (A 3T T
=Y (TEIC), 3 #77>¥¥>~ (MCFG) #0#% 7)) 2
Fv'— (FLCZ), #ivyzu¥L (GCV) %512k b
U L7278, IS OEGIIE 0% EHIE L7
200747 Hi2%& Y, WWIMEAHCT b, TATREIIRIC
FNFETRERDONL Do EIRBE IR SN (X3,
4). FORENE ST MEA 1 AR L2720,
FERs S N7z CT Wifg ., Mi¥FICHi7-2mEE 2,
WRIGDIEKADFED STz, ZOHD S 54 DPLKMEAA
Y, FESARKORERIMOE, Bd % DML,
BTIZE S 7.

£ =

Wegener W3EHIE (WG) &, MERFAIIIH - /i
B OGFEMEME % & BIEME R IENE, T 7350 R
WAEE RO % Z OF . LT b hY, KERITIE
FTTICHEIERETH o722 00, HBoARI D Lk
HEFIRHDMEIE S 72720, FRIHERA NI O FLAT
LEINTWRW, Lo LIESREMINC BT 5 55 5IEIR
B IO CT Mg FAFEI 2 MBI B10F % 22 % 01 9 %



122

AN IR,
FMIMIR B X OHAEZ RS B 2213,
FOWERIFICHY L, S5IcH—KRE Sh7-82dik
Td % PR3-ANCA HSEifliz R LCTHB Y, WG OBWik
W ICEHTHLDEERD.

WG 13/ A V22 0 Lk %

DIMS

3 MR AT RBIIRAE O Mg R 5 & & DfEaE

2007 48 6 HIZHER T AT RBIIR ICBIIRKE (JRFN) 23ERD

Eh (a,d), 17H#% (b,e), 59 H% (¢) Ok

R L, R4 ICEIREOM AT 2B D 5N ¢ DEGO 8 HRIZAMEML, BT L7,

4
3 b, e LI O MR W&, WHE AT RBIIRAGLER, HE

JER T AT REIIRIE DN ET MR {5

PR 12, HARMEAE 45 mm X i KIERE K 47 mm O BYIRRE
(BH) PRIEENT WS, KB TIXB)IRIERE O AR |2 BE
FEMAEFRD SNE. BEO—FIFIEHEIL L, Wapistoik
EAVRIBENB.

&5 I BRI BB EANEST 5 5 B
SHHEAT PR BRAR

<, etk % T

H BN, AEFITIIRRIMNE TH 2 T4 REIIRIC B IR
IR L7z MEEITEZFEEIIRICIE, €D 50-60% (ZEIR
RPEPET 5L 3N20, WCGIZBUTA2GPHIEINTH
. (B) MERCHEIND, HEIELFHEIRET
FNIE B ECARBREKICHELEZ A L. 72 PR3-
ANCA il & v, WG IE/NELIM A F AR o iM% %



38(1) (2011) KENRIE A DF Wegener W3 IEAE 123
F2 vz VF—WFEREICAEDE L2 KELB X O A B RIS O B E B
WG B 5 o
R T I B . W
bRy o T
59M 9 7 AWl KB M6, RERA, BEA Dacron N A4 7% A4 i Sieber (1990)
RIS 55 Byl Blockmans
42M [F] k¢ KERIR M9, RERAD, A INA XA, e (2000)
FE AT 4 K3, CY
I . KEIIR B Bk
e =5 1 M I
63M [l KR b ”W;&;fi‘m/' IS A ISR, %% Carels (2005)
e BB Z 704 P
A5V,
58M Gl S8 T EIIR F o R A TuRAy¥A ) v, B Shitrit (2002)
e 38
. R
35M Lo B N W ARER D 2370 e s kg CY. @ Senf (2003)
{55 % XfiL e .
I HE A 4
_ FHMER, a3y, FEV IV SERAT, ] Backer
1 it
24M IR HEIIR S LB AR T4 K CY S (lg78)
30M 45 At B EIR A A RIgAFTA I, CY A% h“ﬁﬁg?“
53F 17 H % B ER B E R E RS BBATaAf V3 CY AZE ditto
. IR, Mg, vav 7z, e i Famularo
67M 14+ Ht% W+ e Eh R WL WEUEE T (2004)
. . vav 7y, LMEL, e .
56M L i H Bk W P R A AR T Aoki (1995)
. F e, BEREPIHIm, e den Bakker
55M 15 0% B IR L i B ) VA (1997)
34M 1 w7 BN BIIR < BT I s2Yv ¥y %  Takei (2004)
e 24 LSRR
20M s P TSIEBIIR e ma WM WERFTA RE CY, &% Ardet (2008)

I, EEIIR

IVIg, MMF

CY:¥yZ7u7xA77 3K,

ThoY. K () M55 0EMHOTREMEICE LTI,
MBEHBIIR %6 & OEPBIOWE 3D 2P 2%, ABITIEMET
BIRSCHF B 2 BRR IR IR L T v, 7282 KE)
MRETIIRERHBEIZAETH Y, BRHITIENTD
Y. BRIMEROF —N—F v TIEBEBE OB EDTRE
ENTwE2Y, HELEThTHYY, —@WCEH T
DEBEINTHRW,

ANCA B KM %0 —HOMEHH 27, ANCA
i¥, C-ANCA F7:1Z P-ANCA WFhAh 2B TH 1,
KIMEIH L IBIRBEIE S ERTH 528, - /AT
MAEREZ RS W ORI & 1R LR EMSE &
5.

AEIOFEHEP MRSA 213 U & 5 MK % & T &g

IVIg : #iHGE a7y, MMF: 32 7=/ —VEBEE7 2F)V (OCEk 10 X Y eeZ51M)

DR L7:. BIREEROFROEDE LT, Bt
HEIRBITEE O#E D H2Y. zoREEOKLEZS S
2 bW T & B Staphylococcus, Enterococcus, Strep-
tococcus pneumonia \2 & % H 0T, KIME TldiK
BRI S 5. F720 A7 L HEEIREE, BEIRIR,
KEKER B 5\ S SRIE PRI P 7 SRIERRIC T IR
BT HZEDNL . REFITORMAT O A FEEFRT
Holz. L LEEIL BAFOBREIIEEEEH LT
EFTBEEDVLEVE SN, KBITIREAYESR AL
BRI E % <, O NITRBFIER EN/2b DT
H5b.

HHVITHOHIRBEEEMERF L LT, K#koss &
O D SRR IME (T BIEEME 2 R T, Z Ok Rk



124 FH IEx DJMS

PRENRZ L C2Bl0OMELH L. KBICBWTHZD
MR B ETE WY,

FTNLH D WGIZBIT 5 BIIRE A OFEH o Hdi 1diik
RaEns'” MEDLINE TR S M E#E RO T &
ONVHL (£2). 138loWEH Y, NREIRMEZ &
FLZZd DIz 4BITHY Y, e (B) BIROBIRFE I
9 %105 R BIMAA ONFUE, B (n=4), IF (n
=3), H (n=2), M (n=1) BIOAK (n=1) O&KH
kB TH B, KRB LOHEHIRBORFIZHEICAET TS
D, BIERZVWL L 7> ADRIZT TIEE,PER ST
W B ST R BER 9 r HIRICH O o T WD, 2
BHZBWTIE, MM R RBRAE 47 /NI RE
FERE LLET 2 & BRI DR S T 72120,

WG 2B BRI ZF R 2z X b, Sams
BHEE 2B 2 D%\, ERERENIIB W T REEE)
IRIBEZ AL TEBD, S 5ICZ20EHAs, Bt 4805,
A, WORKSHRWA» S OBEERMICE YT LTY
20819 S RTHRBREITH o 72 EEIIEL D
BT 3B X OBEERRYSOMIMTHY, 2hEhs Yy
YU 7B X OERN L I D HEED, L 27
FRWBEEELTVARVERIIETATOA, FB LY
CPABHBIC L), WG OEMIE ST LT,

KIMEEIREENL, ETNAL 2SRV L AT v bk
EAGENTEY T R AKERL TV KBTI,
BB RERE ML & ) 2 IRBARICTENSARHOLE O
WIS EN SN TW 2z, BRZLBABIEZ RERL
ERTw LA LRKIEY Y — NI, BILBOEET
HY, RBRBWHEEH 7L LT, WHEICDH HEIR
W OMHE L7 BED SR - T A28, MR maetE s
LT, FCIRBIIR & i ICBELATE R S T w727,
KEIRFGRE & BRI HE i L 7258 2 U RE 2 il
ERBFICERE L7 EoM etk x v Tid, EEKEN
AT A MO AR I 2V, @FIFLO KL, X
R MIMZ W UL TS 5, ZENTES S LT
HoHH, RIEFNCBIT 2 ZOBERIEIAHTH L. REX
BIRICENIRIE 2 T L C W72 B b B E T E s,
FEREN TV Doz, T 72 WG TN o) fg
My HDHH, T TICC-ANCA Z AT T A FEEICTE
HALLCTBY, HEEBFHEIZIZIIHEEL TV EEZS
n, ZOMREIIKnwEEZ OGNS,

AFEBITIE, BIIRBEIZIZIEHRIC X 5 C-ANCA D&
PERBIZHR SN TWAS. WGBTS ANCA IFZ D%
B2 LY, BEOBEE SR TwE, LALIo
TN WGOAIIEEZEZ ONLEIREICE L TIX, %
B REMAL DB ICBIIRET R S N BloMEY b5,
WG EHAROEBME & MR ICHRET LX) TH B,

o TWGC DBEHROEINZ LY, BRI A TP &
NpZ i3y, HUBROWREZERT 2095 L
N, FPHEIAWTSH Y, HRD WG L3I
M BT IE RS %, 7 WG 0@, oM
FEENLDS, OTHERBBEO TR DY, <
DHFEDEHIRROLELZRRLTWAH EERZ LN
5.

#® B

ANELM AR 2 B I £ TH S5 WG IS TAT RETIRE
B L7, ENLEAZERLZ. BRI WG
DOFBIGEE L MBS, TOoRKETFHL 2
. o T WG OFE#EH IE 2 B I o & 0FE & 36
WERBEEROFREMET LI EVLELEEZEZ LN
7z

X ®

1) Jennnette JC, Falk R] : Small-vessel vasculitis. N Engl
J Med 337 : 1512-1523, 1997.

2) Leavitt RY, Fauci AS, Bloch DA, et al : Clinical mani-
festations and diagnosis of Wegener’s granulomatosis
and microscopic polyangiitis. Arthritis Rheum 33 :
1101-1107, 1990.

3) Small P, Brisson ML : Wegener’s granulomatosis pre-
senting as temporal arteritis. Arthritis Rheum 34 :
220-223, 1991.

4) Johnston SL, Lock R], Gompels MM : Takayasu arteri-
tis : a review. ] Clin Pathol 55 : 481-486, 2002.

5) Leavitt RY, Fauci AS : Polyangitis overlap syndrome.
Classification and prospective clinical experience. Am
J Med 81 : 79-84, 1986.

6) Aoki N, Soma K, Owada T, et al : Wegener’s granulo-
matosis complicated by arterial aneurysm. Intern Med
34 1 790-793, 1995.

7) Chirinos JA, Tamariz L], Lopes G, et al : Large vessel
involvement in ANCA-associated vasculitides : report
of a case and review of the literture. Clin Rheumatol
23 1 152-159, 2004.

8) Lopes R], Almeida ], Dias PJ, et al: Infectious thoracic
aortitis. a literature review. Clin Cardiol 32 : 488-490,
2009.

9) Iino T, Eguchi K, Sakai M, et al : Polyarthritis nodosa
with aortic dissection : necrotizing vasculitis of the
vasa vasorum. ] Rheunatol 19 : 1632-1636, 1992.

10) Arlet J-B, Huong DL, Marinho A, et al : Arterial aneu-

rysms in Wegener’s granulomatosis : case report and



38(1) (2011)

11)

12)

13)

14)

15)

KENIR A BF Wegener P SEREAE 125

literature review. Semin Arthritis Rheum 37 : 265-
268, 2008.

Sieber SC, Cuello B, Gelfman NA, et al : Pulmonary
capillaritis and glomerulonephritis in an antineutrophil
cytoplasmic antibody-positive patient with prior pra-
nuromatous aortitis. Arch Pathol Lab Med 114 :1223-
1226, 1990.

Blockmans D, Baeyens H, Van Loon R, et al : Periaorti-
tis and aortic dissection due to Wegener’s granuloma-
tosis. Clin Rheumatol 19 : 161-164, 2000.

Carels T, Verbeken E, Blockmans D : p~ANCA-associ-
ated periaortitis with histological proof of Wegener’s
gronulomatosis : case report. Clin Rheumatol 24 : 83-
86, 2005.

Shitrit D, Shitrit AB, Starobin D, et al : Large vessel
aneurysms in Wegener’s granulomatosis. ] Vasc Surg
36 : 856-858, 2002.

Senf R, Jurgensen ]S, Teichgraber U, et al : Ruptured
arterial aneurysm of the kedney in a patient with We-
gener’s granulomatosis. Nephrol Dial Transplant 18 :

2671-2673, 2003.

16)

17)

18)

19)

20)

21)

22)

Baker SB, Robinson DR : Unusual renal manifestations
of Wegener’s granulomatosis. Report of two cases. Am
J Med 64 : 883-889, 1978.

Moursopoulos HM, Avgerinous PC, Tsampoulas CG, et
al : Selective renal angiography in Wegener’s granulo-
matosis. Ann Rheum Dis 42 : 192-195, 1983.
Famularo G, De Cara A, Bracci M, et al : Fatal rapture
of an inflammatory arterial aneurysm in a patient with
Wegener’s granulomatosis. Scand J Rheumatol 33 :
277-279, 2004.

den Bakker MA, Tangkau PL, Steffens TW, et al :
Rapture of a hepatic artery aneurysm caused by We-
gener’s granulomatosis. Pathol Res Pract 193 : 61-66,
1997.

Takei H, Komaba Y, Kitamura H, et al : Aneurysmal
subarachnoid hemorrhage in a patient with Wegener’s
granulomatosis. Clin Exp Nephrol 8 : 274-278, 2004.
BN, BFE®R, ANH—, i iz E3F e LWER
RENIRIECIEHEZE D 2 0. KA F 16 1 206-210, 1994.
HHHE - Wegener WENERE. H AR 52 1 2089~
2094, 1994.



126 FH IEx DJMS

A Case Aneurysm on the Descending Thoracic Aorta in Wegener’s Granulomatosis
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A 79-year-old man was admitted because of fever and
cough. He had been diagnosed with Wegener’s granuloma-
tosis (WG) on the basis of 10-year history of stuffy nose,
pulmonary infiltrates with cavity formation, rapidly pro-
gressed renal dysfunction with microscopic hematuria, and
high level of PR3-ANCA. He was treated with high dose of
glucocorticoid (GC) temporarily in combination with cyclo-
phosphamide, accordingly, the clinical manifestation and the
laboratory results had been recovering. The dose of GC was
tapered down, and 3 months after the initiation of therapy,

C-ANCA testing was negative. Despite remission was ob-

tained, 8 months after, chest computed tomography (CT)
scan showed aneurysm formation on the descending aorta.
One month after that, the patient had an abrupt onset of
coughing up a massive amount of blood, and died. Aneu-
rysm formation may develop independently of disease ac-
tivity in WG and may be unpredictable, so that a careful
observation whether aneurysm is formed should be contin-

uously considered in the follow-up during the entire course.

key words : aortic aneurysm, PR3-ANCA (C-ANCA), We-

gener’s granulomatosis



