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Fig. 1 Hyperemia was seen in the left ocular

conjunctiva.
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Table 1 Laboratory, bronchoalveolar lavage, and pulmonary function test data on admission
Hematology BUN 14 mg/dl MPO-ANCA < 1.3 U/ml
WBC 12,600/mm? Cr 0.4 mg/dl PR3-ANCA 514 U/ml
Neu 81.2% UA 38 mg/dl 1gG 2,385 mg/dl
Lym 14% Na 135 mEq/I IgA 484 mg/dl
Eos 1.3% K 48 mEq/I IgM 142 mg/dl
Bas 0.2% Cl 96 mEq/I IgE 208 1U/ml
Mon 3.3% Ca 84 mg/dl Cryptococcus Ag  (—)
RBC 318 x10%/mm?3 CPK 9 U/l Solube IL-2 R 658 U/ml
Hb 10.1 g/dl Glu 154 mg/dl AntiRNP Ab (—)
Plt 63.7x10*/mm? HbAlc 7% AntiSm Ab (—)
ESR 137 mm/h T.cho 185 mg/dl AntiSS-A/R0 Ab (—)
Biochemistry CRP 8.6 mg/dl AntiSS-B/La Ab (—)
AST 24 U/1 Serology AntiJo-1 Ab (—)
ALT 17 U/1 KL-6 183 U/ml Blood gas analysis (room air)
LDH 200 U/1 SP-D 66 ng/ml pH 746
ALP 390 U/I RF 54 TU/ml Pa02 83.5 Torr
TP 79 g/dl RAPA 320 % PaCO:2 447 Torr
Alb 2.7 g/dl ANA 320 % BE 8.2 mmol/I
T-Bil 0.2 mg/dl BALF Pulmonary function test
Total cell count 6.8 10°/ml vVC 3051
Macrophage 85% %VC 78.2%
Neutrophil 9% FEVio 2351
Lymphocyte 5% FEV1.0% 79.9%
Eosinophil 1%

Fig. 2 Chest X-ray film showed bilateral consolidation
and nodules.
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Fig. 3 High-resolution chest computed tomography

on admission revealed consolidations and multiple
nodules. Consolidations are distributed around bron-
chovascular bundles and in the subpleural region.
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Fig. 4 Photomicrograph of thoracoscopic lung biopsy specimen (Lt S8) showing, (a) basophilic necrotizing

granuloma. The black arrow indicates basophilic colored cytoclastic change and the white arrow indicate

indicates histocytic cell layer surrounding necrosis. subpleural area (arrow) and intrapulmonary nodular

lesions (c) eccentric granulomatous vasculitis, (d) destruction of venous medial structure (arrow) a.

Hematoxylin-eosin stain (HE) panoramatic image. b. HE X 400. c¢. HE X 40. d. Elastica-van Gieson stain

(EVG) x200.

e, WIS SAEGRE, Wiz ) 7 a3y s E, MRtk
BediE, U v NHGEVER B Y2 % 2 72 Wk R
X ) Wegener WHNEIE D IRFFZE DO REM: 2 % 2 @ e
DOIRFHEICERE L7z & 2 A BT R 5 o W] ek 23
HbHEDOBRFTH 7. F CICIRBEME % 23 LK
ROMEEDW 2172, BRI, M5 O IEH 2 BT IREST
MHEAEDbNT, BERATINE %2860, VE AN
FELFEIN & iFE % £k > TB Y A, OF AR O
RTHhorz, iR E b, M RREERI R 5D
7z, ¥ 72, PR3-ANCA 75514IU/ml L EiETH - 72
Z & X ) Wegener WHNEREA R RB I N7z, HEED
Wiz 142 720002 S 2 B M ESE T A & 47 - 72, W
BRI % B < FEHITERRZ &P O RS E TR 4 % 720,

BRSSO O PISEIEYE A 9%, BF b BRIZENC
X BEATEASENE, RO oM PSS 25 % B (Fig.

4), Wegener WHEICAHT AW A TH 72, ¥
B FEHE L 72 R TR S 2 BEZ2 D Rh o7
Mg, BlRMELLZ o LSAE (B) ER M L) W%
ZrBDDLH, BEIR (K) 2KRE, &7 2 wmAMEK
BT i, PR3-ANCA Btk 2 & B A 57 48 48 e v 1k i 3 9% 50
Br&Ick 23 # (1998 4F)Y X ) Wegener W3 IEE
RRBT & Bl L 72

BHREHERIESHICAIYY, YL F=v ey (PSL) 60
mg/H&27ua7+ 277 3IF (CPA) 100mg/HIZT
EE ARG L7, GG, FEE, B, SZUEENDB
X O° CRP fEIZ R 2t L7z, 3B CREERIM (58
Big) btk®H L, PRIANCAMHIZHK 27 H CIEHEILL
7o. F7, WETRTHENLUEBELRDL. 3K
I2CPA kL, PSLiZWw-< D@Lz 14104
A%, PSL10mg/H RIS S MIASIH B L 72, &l Sk



1028 H I 25

CT BRIz 2 PR3-ANCA 199IU/ml O H A #/EZE L
72728 Wegener WFEIEDHIEE W L72. Z DOEIZ
FIRIE R DI FED T h o 72, PSL30mg/H ~ D&
& CPA100mg/H O R 512 T L 7-.

z B

ABNEABERE D RN THRE % 3003, B BAT
F TR L 72 R TH BER L, BARITE
TLTWRWDS, BFRE % KRBT Wegener I3 JE
JE & W L7z, Wegener WEFEREZ ABEH I8t 72D
&, BRRAE, WRATR, Sz 5 ICIROFEMAT R
(#H, WEREEZH) Thor-.

Wegener WZEERE O BRI 22 WIFSIER L, 5B, &
Wi, PRk R &0 EREIERNR DS {, TRE,
fifir & SPE I IR R AR L, AR &
IO BEENAEY. 0F Y, ERE, THIE -
fili, BONEICRBEDIETT LI ENRLNEINL), H
PRI 22 WIFAEAR IO W TR IRET L 723k 134 e,
Hoffman % (& Wegener W 3FEE 158 51 o B R A5 o $
BICE B E, MISEERPIHETH 720 DI 15%,
AR IR ESTHB L 25 013 52% LMt L Tw
%Y. WIFEIRIREOWNFUL, RIESK - BRIk 6%,
P95 5%, MRERZEH 2%, RFEHK 1% TdH - 72. Bullen
51, Wegener A 3 i 5ig 140 61 18 ] (129%) 725,
HIREDWIIEIR E 2 D BWNCE AT L B o 72 L3
L Tw 59 Harpar 5 i Wegener K 3 Jifi i 47 %1 6
Bl (126%) FIRERDPTREKRTH - 2L HEFLTW
57 9B 3HNIFH 22 1 ABICESERSHBL, i
D IPNIZWRITIIINE, BIRL % EOWE % RIS
BEL CTw7z. Wegener WG QIR A PHE & L THRIK
%, LERME, sREK, S&H K, MARBEEEIK,
HELIMAE J¢, WEMEEIIRPAZE, HlAhREsE, MRAIEIEZ, &A%
HMOENTWAEYY, F72, ZOHERBIL/NE O MmE
RTHDHELEENTVDY, MWICIRERZEN, BAR% &
WERZE, IREGEEREE, RERZEDHPEINTVS
AW Zid, Wegener WEERE O &IPE, Bl HREOR
IEEPESIE DRI M L 72 RIS K D AE L T 57,

ARENTEIERI L BEREF MO ERTH Y, &8
FERC S, TRE - MEROWMI I Y & 2 7 AT
LTw/z.

Wegener WZEEIE M2 KB TH Y, WIFERBH
BB D T TORMIENITRNZ EAERINT
W 5. Specialty-related bias 2SFES AW EEME D B 5 2%,
SHSMR A O FERER B S B WNCE % £ TIFY
IWAZXELLTH2HEDHZY. ZOPFT, BRKE
TOWHERPRDELEL, FHHW AP ATELL
ENG. 5L, COBKOENDSZ RIEE THHE

47 (11), 2009.

ENTVRRVNIEHIFRHL TV 5.

Wegener W CIIERELEZE ) 2B ot a7
BIEARTH B2, —FH, BEAMPHRIEETH 7.
IR DR FEBIZIKIC & 5 mass effect 12 & ) BHRITE
HEE 7 L22SA I RINCBREZ K S 2w & IREHY T
BIIARE ENR?, Bullen 513 40 I 6 %1 15% THH
%, 4B110% THREZEK-7ZEHELTWEY. Mo
HTH, IRRED72DIT33% BPHEE Ko7 3 b,
—F, /NMERIC KBRS, ik, g Tl
SAIEDHENE U AR5 2 TR L 7235 B\ S e i) 1)
RVBELETDHODORATOA FIHEHEISKHT 5 OB IE BIF
T, IRBHY PRI OB X ) R R & i S
NTWB99,

SRk 4, EERSBW O L 7 o 72 Wegener
WIERERE D 1 & RER L7, SRS EOIRRED A 5
h, S HIZEMIZ & H SRR EI O ST R b &
A, EGTHRORL S TIREHTEICERL 9
% Wegener W EE O W et 2 FICEE L, PR3-
ANCA OWI5E % EZWICHH A Z 15X & & A
b,

KA OEEILH 172 ] B AN A B 7 2 (2006
EILH, ) THELL

WEE  ABOIRBZINCHEZ B0 £ LB REE
FERRAL 2B, R EICRE V- L E T

5| ATk

1) DeRemee RA, Colby TV. Wegener's granulomato-
sis. In : Thurlbeck WM, Churg AM, ed. Pathology of
the lung. 2nd ed. New York : Thieme Medical Pub-
lishers, 1995 ; 401—423.

2) Srouji IA, Andrews P, Edwards C, et al. Patterns of
presentation and diagnosis with Wegener’s granulo-
matosis : ENT aspects. J Laryngol Otol 2007 ;121 :
653—658.

3) HHHEA. 7 xS —WFEE. AR, WG
EMEROBEE~ = 2 7 V. JEAFIAIF TR e 5 8
xoF SR 98 5 38 M A 1 145 96\ B 5 % B AT SR B,
2002 ; 30—34.

4) Harper SL, Letko E, Samson CM, et al. Wegener's
granulomatosis : The relationship between ocular
and systemic disease. ] Rheumatol 2001 ; 28 : 1025—
1032.

5) Hoffman GS, Kerr GS, Leavitt RY, et al. Wegener's
granulomatosis : an analysis of 158 patients. Ann In-
tern Med 1992 ; 116 : 488—498.

6) Bullen CL, Liesegang TJ, Mcdonald TJ, et al. Ocular
complications of Wegener's granulomatosis. Oph-
thalmolgy 1983 ; 90 : 279—290.



TR ZBW DI & 72 5 72 Wegener WHFNERED 1 5

1029

7) WEAHES, RRMEE, &R, fh AEEEBIRE Fortschr Ophthalmol 1990 ; 87 : 488—491.

P, 7= —WEEEE, 7 UVEF—EREEN 11) Stalton DJ, Graham EM, Page NG,etal Ocular
Mm%, BB v~ F OIKRMSE L8 - PR changes in limited forms of Wegener’s granulomato-
Wi V=5 198828 :145—155. sis. Br ] Ophthalmol 2005 ; 65 : 553—563.

8) Sacks RD, Stock EL, Crawford SE, et al. Scleritis and 12) Thawley SE. Wegener’s granulomatosis : unusual in-
Wegener’s granulomatosis in children. Am J Oph- dication for orbital decompression. Laryngoscope
thalmol 1991 ; 111 : 430—433. 1979 ;89 :145—154.

9) Fauci AS, Wolff SM. Wegener's granulomatosis. 13) Brubaker R, Font RL, Shepherd EM. Granulomatous
Studies in 18 patients and a review of the literature. scleritis : regression of ocular lesions with cyclo-
Medicine (Baltimore) 1973 ; 52 : 535. phosphamide and prednisone. Arch Ophthalmol

10) Wolf-Kormann PG, Stefani FH, Riedel KG. Early ocu- 1971 ;86 : 517—524.
lar symptoms in Wegener's granulomatosis.
Abstract

A case of scleritis as the initial clinical manifestation of limited Wegener’s granulomatosis

Naoya Hijikata", Noboru Takayanagi”, Koichiro Yoneda", Yutaka Sugita”
and Yoshinori Kawabata”
UDepartment of Respirology, Saitama Cardiovascular and Respirology Center
?Devision of Pathology, Saitama Cardiovascular and Respirology Center

A 63-year-old man who was transferred to our hospital had noticed ocular hyperemia, and 2 months later
headache, dry cough, nose bleeds and fever. Chest X-ray film showed bilateral infiltrating shadows. He was given
a diagnosis of pneumonia at the previous hospital, where antibiotics were administrated with no effect. High-
resolution chest computed tomography (HRCT) on admission revealed consolidations distributed predominantly
in the bilateral lower lobes and multiple nodules. Consolidations were also mainly distributed around bronchovas-
cular bundles and at subpleural areas. We suspected Wegener’s granulomatosis because of his eye lesion and
HRCT findings. Ophthalmologic examination after admission revealed bilateral scleritis. The proteinase 3-
antineutrophil cytoplasmic antibody level was 51.41U/ml. Thoracoscopic lung biopsy (left S8) showed eccentric
granulomatous necrotizing vasculitis, which was consistent with Wegener’s granulomatosis. We finally diagnosed
this case as limited type Wegener's granulomatosis without renal involvement. We administrated both 60mg/day
prednisolone and 100mg/day cyclophosphamide for initial treatment. After this treatment, he remarkably im-
proved. Scleritis was the initial clinical presentation in this case of Wegener’s granulomatosis.



