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Anti-oxidative enzymes are protective from: various oxidative stresses. Karasawa et al. (Microbiol Immunol
2005;49:57) investigated whether autoimmunity to the anti-oxidative peroxiredoxin enzymes exXists in patients
baving systemic autoimmune diseases. The authors found that 33% of 92 patients with aatoimmune diseases had
autoantibodies to peroxiredoxin I: 57% of systemic lupus erythematosus patients, 19% of theumatoid arthritis, 5%
of Behcet disease, and 46% of primary systemic vasculitides. Nonetheless, antoantibodies to peroxiredoxin IV
were detected in only 17% of these patients. The presence of anti-peroxiredoxin I autoantibodies correlated with
lower serum levels of CH50, C3, and C4. Based on their findings the authors suggest that anti- peroxiredoxin
autoantibodies may be involved in the pathophysiology of systemic autoiromune diseases.

CD226 expression deficiency and apoptosis in NK T cells from lupus patients

Tao et al. (J Immimol 2005;174:1281) report that NK T cells from active Iupus patients are highly sensitive
to anti-CD95-induced apoptosis compared with those from normal subjects and inactive lnpus patients. They
present data supporting that deficient expression of CD226 and survivin in NK T cells from active lupus
patients is a molecular base of high sensitivity of the cells to anti-CD95-indeced apoptosis.
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Human Parvovirus B19 Infection In Patients with Systemic Lupus Erythematosus

Kenji Yamaxami, Masami Taker, Takako Sumizu, Kou MiTaMura, Noboru KIATAMURA,
Yoshihiro MaTsukawa, Shigemasa Sawapa* and Takashi Hore

Division of hematology and rkeumatology, Nihon University School of Medicine
*Nerima Hikarvigaoka, Nihon Universiry Hospiral

Human parvovirus B19 (HPV-B19) infection has been documented in patients with systemic lupus erythematosus
(SLE), and is particularly important in the onset of the disease. The medical records of four cases of HPV-B 19 infection
in patients with SLE were reviewed and studied in detail. All four patients showed improvement with steroid therapy, and
HPV-B19 DNA was detected in each sample of peripheral blood or bone marrow. Our findings suggest that we should
clinically distinguish between the symptoms of HPV-B19 infection from those of SLE. Fellow-up studies of larger
groups of patients with HPV-B19 infection associated with a clinical picture of SLE are needed to better determine the

role of this virus.

Key words: Human parvovirus B19, systemic lupus erythematosus
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T EBEGES L 4 FIHEERLL, wThb AT o
1 FOEFRICRIEET L, EHELPEHErL 50K 4
NAPREB I N, BRIV EY £ ) ABTRE b
SLE L OEINGEEILEL EZ LR FRFERED
FEHIZE L Tids5H, £ < OEMEEDMETEMIE
ATAHIENERELEDMLL,

i U &I

BEFAZELOLE L -BCREEENRAL Y I LA
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A, Epstein-Barr virus & Vx5 707 A W ARYE L SLE &
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Table1 Laboratory findings and clinical examination on Admission

Hematology Blood chemistry

WBC 2800 Al TP 6.8 g/di Na 145 mmolft
Neutro  53.0% Alb 35gd K 39 mmolf
Eosino 1.0 % T-Bil 0.27 mg/d! Cl 109 mmolil
Lympho 22.0% AST 32 1N ESR 92 mm/h
e 108 gkﬂ" ALT 331U/ CRP  1.05mg/dl
REC  349x10°/ul BUN 16.5 mg/dl [ Te] 2023 mgid)

H Cr 0.76 mg/di IgM 234 mg/dl

Pt 11.9x104/t

Immunological examination

C3 23 mg/dt

C4 3 mg/dl

CHS0 <13.0 U/mi

ANA 1280 x

LE cell (+)

Anti-ds DNA Ab  398.9 1L/m!l
Anti-ss-DNA ab  673.6 AU/ml

Anti Sm Ab 97.9 Index
Anti SS-A Ab 135.3 Index
Anti SS-B Ab 19.4 Index

Anti cardiolipin IgG Ab 1.7 Uiml
Anti cardioﬁpin IgM Ab 20.0 U/mi

Other clinical findings

1)Urinalysis ; Nomal
2)Chest XP ; pleural effusion

3)Abdominal CT ;
ascites {+), splenomegaly

BRE:®

Lymph node swelling around spleen and pancreas

4)Biopsy of skin ; Discoid Lupus erythematosus

HEH G, SLE DEWIZTREE 2 A 25 BIZAEE
ey Al

ABEREBUE | H8 156 cm, 5K 48.7kg, MLFE 116/78
mmHg, BR{H 86 bpm, ¥ (iRl 36.5°C EiisH], IR
\iRRE, RIGREIEICEIEEMERO,, IRREEHEL
L. BHCERETESEESam KDY > 382 Ahsn L
7o MOEREEES L, MEORE, L FELICEEL L. B,
08k, EME4L L. FARRAMEIE S, PIP REEGICRIET A%
Fdds, FRRIZIBMEZ L.

RERTR (Table 1) | BRI L BEEOHM, Fito
TLEL S, EE, i DNA A, HIRNPIA
fk, PLSS-A¥UE, $1SS-BHUE, LEMRMBME, A0
TH Y ECEBE. BEREETLTwR 2LEy
AN ADOHEHRTIE, MED IeG B/ L E 7 £ L A&
Rttt T, IgM BUL VBT A L AFUEEr L, BRmigest
F—EFELAA, BEEO/LFEY )L X DNAPCR I4
Fatd, MEREEZELIEHLNL. FOMERRREIBET L
L. EgEECidiiig. EEOREOERIE [Discoid
Lupus] TH o/, LLEDERS SOBRBAKE QFME
K OIMEIERYE ORRE OERKMA LY SLE &
BETL7:. ATUA FOIRRICL DEEEmLTAHT:.

TEF) 2019 8%, ik,

OB R, T

BEAERE (i ~Naz el

RKIEFE | BIMELEE (XE, 358

WRE . FER 14E2 F148 L 0 EREFARIE, &
EICTIRES), BREEDRSEFT TVl ELT.
BE2 27 Bzt 2. WEEX-PLE EHEER

FERDFARE T, BEMEBNIZARE 57,

ABTRFIRIE | BE& 153 cm, H&E 46kg, M 120/80
mmHg, JR#E 100 bpm, ¥ fRIE 39.7°C BT, R
HEEM. BIREEELRL L. REY o E HHbE
1. BHESESEFROLELLIIREL L, BBTFE
e, EHELL. TERIGEELL. BEL L, WEEN
PrR%E L.

BEMA (Table 2) | AMMOETEREOAELD
Wiz, FRER) L RLBOLNA. FoHMRE,
L DNA $LfF, 3L RNP #1551, HAGHEIETFTLTY
oo 2SVAEG AN AOMETIE, [IF IgM B L FE e
£ W AMEEE, 1pG B/ S F o 1 0 APERRM T,
ERGENy — %R L. BV E S £ ) R DNA
PCRI(IFEH. ZOMRAARIEREL L. LLEOEED S
OIS TE @R & QE MmERRD @ DNA Hifk
[FiE & © SLE L30T, #5895, ElEEFHBELAF
A FO30N ZEEEHAT LIERKOE* K7,

D 3:26 7%, i,

E B EMETH, B

BRIEEE, HIRE (4 ~&zknl

BRE PR I3EI10A L ) FieoBm e &5 410,
FREDONH T ZH. MK 2540 L BEL RO
ERABENIOHDFHR 4E2 A BB ICSKE2EASSL
7o BRRIITHES, BE 4 HEL O LIERSHE
L, £HIARFAER,. 7L F2r 10mg #3252 B4,
5 AME LY 38°C BNREMIFHT L0521 H
IZARE R o7,

ABZRFELE | & 161 cm, K& 45kg, MLFE 110/56
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Table 2 Laboratory findings and clinical examination on Admission

Hematology Blood chemistry

WBC 2300 il T-Bil 0.39 mg/d Na 144 mmolt
Neutro  83.0% AST 371UA K 3.7 mmol
Mono 0% ALT 16 1A cl 107 mmol/l
Lympho  13.0 % BUN 11.6 mg/d ESR 48 mmh
Aty-ly.  1.0% Cr 0.62 mg/d CRP  0.84 mg/d|

Hb 10.2 grel IgG 1822 mg/di

: lgM 94 mg/di

Pt 10.0%104 /il

Immunological examination

C3 16 mg/di

C4 3 mg/di

CH50 <13.0 U/ml

ANA  1280x

LE cell {~)

Anti-ds DNA Ab 400 IU/mi
Anti Sm Ab —)
Antf cardiolipin Ab (=)

Other clinical findings

1}Urinalysis ; Normal

Table 3 Laboratory findings and clinical examination on Admission

Hematology Blood chemistry
WBC 7200 #l TP 7.5 gdl Na 141 mmolf
Neutro  90.0% T-Bil 0.48 mg/dl K 4.3 mmoll
Mono  3.0% AST 20tun cl 103 mmol/l
Lymnpho 7 00/: ALT 16 1L/ ESR 110 mmth
Hb 12.0 g/dl BUN 7.1 mg/dl CRP  4.81 mgid:
"y cr 0.63 mg/di

Pit 19.6x104 ful

immunological examination

CH50 58.6 U/ml

ANA 1280 x

LEcell {—)

Anti-ds DNA Ab 2.4 1U/mi
Anti-ss-DNA Ab  11.0 AU/ml
Se¢l-70 Ab 6.4 Index

Anti cardiolipin 19G Ab 1.7 U/mi
Anti cardiolipin 1gM Ab 20.0 U/mi
PR3 ANCA <10 Index
MPO ANCA <10 Index

Other clinical ﬁndings

1)Urinalysis ; Normal

mmHg, [R#384 bpm, B {KiR 38.1°C EiETE, BRE
FEEMZ L, REBSEHEELZL, BRCEESmm KA
D AR ESE L, B, BT, REY
Esiippae . EESE, PRE, LHFLLIREL

L. BEER, HibEk, EMEL L. THISEEL L. B,
BTMOEE, FEEHEERIDD. HRIZLLL A/ —ERK
HY. wEFNRZL.

BAEBTR (Table 3) 1 V) > 73R8 L CRP, FILOTE
%R L7, ¥ oM, U ds DNA LR, $LRNP U
HERtE. WMEEIEEETR LA, LR 4 L ZAOWmE
T, Mg IgM BIHL SV 7 A 0 R TE, 196 B
FOVE Y A N AR TRy — Y 2R LA K

KM & Z B0 A L A DNAPCR EF§1E. WLED
HEA S OBTEH @EER QY v/ B D O
KietE X ) SLE & 38F. A704 FOMEEIERIZT
wEL.

EF 4:23 5, i

¥ iR EHS

BRiEEE, WEEFF (4FEFRAZELL

BRE FROE9 B LD SLE M THFE
PERE. 7LV Smg MERIZTHEERTH o7, F
WMI4E4B9RMS5 18 BECTHALEHHEOEE
TARE. MEROFSIITRELL. 20BOEMR
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Table 4 Laboratory findings and clinical examination on Admission

Hematology Blood chemistry
WBC 3200 /ul TP 8.3 g/dl Na 140 mmol
Neutro 64.0% AST 47 i K 3.3 mmold
Mono 9.0% ALT 6N Cl 102 mmol
Eosino 10% BUN 9.1 mg/l ESR 120 mmh
Lympho 26.0 % Cr 0.5 mg/d| CRP 863 mgid
Hb 9.1 g/di

Pit 40%10% 1l

immunological examination

C3 102 mg/dl

C4 25 mg/di

CH50 50.5 U/ml

ANA 1280x

LE cell (=)

Anti-ds DNA Ab  42.9 1U/ml
Anti RNP Ab 61.0 Index
Anti Sm Ab 97.9 Index
Anli cardiolipin Ab (=)

Other clinical findings

1)Urinalysis ; Normal

2)Chest XP ; Consolidation at left lower lung field

ECMBEEEFTH LT, Bk, BEEHN
Do, BEX-PLE, ETHEFICHEGLROARE
A% A

ABERRIRAE 5% 148 cm, FE 38.6kg, ML/ 110/56
mmHg, PR30 66bpm, % {RiE 38.0°C HEiisH, RE
BEEmMA L., REREEERL L. Ef2oiitioy) 1
HAmmed. WHES L, ETHEFICEERTIELER
B.OLEIRE L. FEMS, FiEEK, EEel. TR
FEL L. EEEEOY. HEFNARLL.

BRER (Fig. 4) . AILE&AL L &M, CRPDOEEL
AL DT T BB rs. £ /oHIMIESEE, i ds-DNA
5, HLRNP fRMB4E. #WifMidmELRLA, /LK
A N ADEEFETHE, MiE IgM BHL OV R 4L 24k
BEtE, 196G B/ SN E Y 4 L ARSI TR G/ 5 —
YERRLEAS, BHOOVEY A LA DNAPCR EfEHE
Thot:. RARIZEE. WL >~ b4y TETHEIC
A% o7, ELEX b SLE MFEEMcRE 2 EHE
LWLOLHETLAT O A FOMBIIEY, MEFIZE
A EOEFEE TV RE L.

I # =

Human Parvovirus B19 (HPV-B19) i%, 1975 FiIER
EN/DNA YA LAD—ETY MIREEZFOM—
DV ES A VATHE, MNETRIZEMARERZ T
YAALRELTHEZTHY, BEEOREEL SLE FRDALE
Thb., FLEAORERETIISHEEMAERTES
L, FOMEPIIBAET Y 2w FHETHEEN. TME LI
HEILDANBETEI LS, BHMTOREIILD
FRERECBEARMEN K TILLH2EEDRT
wa, BEOESFEORIZIIEREIMEERTEEL, 8

Mk, y—LAABHOBEMEEL, oL, 8
CHURSE, 31 ds-DNA JifRiEtE, RFEEmESHEL,
MUWSLENSETEEZ M- LATO S FiFESL Y 07
) OIFEWITHONRIEFNCBES SR TSN

Fea CEFRIZBTL AN RY 4 L AOBETIR, EF
I, 4 (ZBEREBICEEN 2, 313 [gM LIRS O # Mg Y
Thof, —F, FIEMPCRIZER 3 0L, &
@ PCR IZFEF 1, 3, 4 THIETdh o7 (Table 5). BERX
BBl L B BN S S R ERERDOEZED oL
Profads, EH 1, 4 OBEFOY AV AOTELENTEE
i, POMBMEEEIEOLNL, FlovThoaEi
LAFOA FOEBREIHELRLL, Tableb IZRT L9
12, AEFIOBRRERTIZETOLI & §EtE LIRFLEE
HIEFNIRO LN, TNTOEMAFIEETHETHNR
Bigek &b (CHURRGE, MiFMPrREFNET TR
fohf, BHERKVTROES § Ed kb o 72 (Table 6).
EF 2 THNF L BHOWTRL 7/ L AMREB S vl
Porzht, AEFATCTROESLEFREELLY, £F
D74 N ADTEIE & BRERISLTLOEM L2
2. 2F O ANARMRLE S ETEBENREIDE
HHORELFI SR LW HE s i, fESE
BIRE M LT 4 EFITVT L IT UL-RNP UENTS
HTHY, POEENROLGRE,o, AL DL
UI-RNP SRR FIOBRF O E L THENEESE
EALne w3 RIS, 400 4 FEH L4 UL-RNP
HEYEETH), TEDESHEEORT LOBERE
Z LM AL ES N ABRRAENLEIZES
TAENELHBENZD N EOHELH DL,
FADEFICBEVWTL2 A6 4 Bz THEPLTY

f:‘)'- I2]_
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Table 5 Summary of date for four cases with HPV B19 infection

fEH =H2 £ 3 fEF 4
lgG (+) (=) (= (+)
% IgM (=) (+) +) (-3
! PCR (=) (—) (+) (=)
# ] PCR -+ (=) {(+) (+)
i | mEBRARg (+) (=) (—) (+
l9G (+)
ﬁ IgM (=
PCR (=}
A PSL 50mg LR PSL 30mg PSL 4-Bmg
Fizd PSL 60mg fmBa

19G: 1 GBI / ULAD £ L RTR IR
PCR: s LR 2 o JL ADNA-PCR

Igh: Igh B, DL RS 1 L AR
MR AFAFTLFZVOingx3BHE

Table 6 Clinical presentation in four cases of HPV BI19
infection and SLE features

2

£ Em2 fEMA =4

1, EEEIIBE O - O LIBIO

2, MYRES E: Al — JEsaRImy IEHEM
3, R BEE - - - -
4, ORERSE - - - _
5, M o o} o) o)
6, faE QO 0 - —
7, BEE - - - -
8, HEFNER = 0 - —
9, MBELMNEE O o) 0 o]
10, AESHRE o) o) ) 0
11, b O ) ®) 0
U2/ NETRERR (+) (=) (+) (=)
M ARV ) fgM(+) PCR{+) (=

B ARSI PCR(+) (- - PCR(+) PCR(+)
AFOAFE e ok NE L

Do &2 HPV-B19 BREISERIRA91Z SLE D15 v &

REFPEHME (, MERPES 2 EOERVEDLA
TEAE, SVEY LN ABBEEY SHEICE X, HPY-
B191gG #° [gM ifEHEOMIEALE EFEZ G2, 2
O 4 FEGIE, BERERADEL v A L AMEHEDIERL
7290, BETATOAS FORDLGERIIBEADLES
ZVERDPE b of, BRI AN D A N R BRET
— B IERISEM S AT Y I T L FRERND
HaHW, I RENHHOFERIFREEROELLHFR
BMRFHEITTEESSHLEOHRELD D, BREDHO
ZFaf FIESORFRICEELRAPLEEELILON

S
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Abstract We report the case of a 32-year-old man who
developed Wegener's granulomatosis complicated with re-
fractory intestinal ulceration. In August 2001, he presented
with a high fever, nasal bleeding, and bilateral leg numb-
ness. These symptoms worsened, which prompted him to
consult his home doctor on February 18, 2002. In spite of
treatment with antibiotics, his symptoms did not improve.
Furthermore, abdominal pain and melena occurred as addi-
tional symptoms in March 2002. He was admitted to our
hospital on April 5, 2002. A deformed nose condition {the
so-called saddle nose) was observed at this time. Labora-

tory data showed a high erythrocyte sedimentation rate

(103mm/h) and a high level of serum C-reactive protein
{14.98 mg/di), and hematuria and proteinuria were also ob-
served. The patient was positive for an antineutrophil cyto-
plasmic antibody specific for proteinase-3 (PR3-ANCA).
A chest computed tomography (CT) scan revealed multiple
pulmonary nedules in the lung field. A biopsied-specimen
from the nasal mucosa showed necrotizing granulomatosis
with giant cells, Together with his symptoms and the labo-
ratory and pathological findings, the patient was diagnosed
as having Wegener's granulomatosis. A colon fiberscopy
showed multiple ulcerations with bleeding from the
terminal ileum to the ascending colon, and nodular lesions
at the terminal ileun1. We started a combination therapy of
prednisolone (60mg/day) and cylophosphamide (100mg/
day) orally. The patient's gastrointestinal symptoms dis-
appeared and abnormal serological indicators improved.
Although Wegener's granulomatosis complicated with
refractory intestinal ulceration is rare, this case indicates
that the gastrointestinal region is also a target organ of
Wegener's granulomatosis.
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introduction

Wegener's granulomatosis is a systemic necrotizing vasculi-
tis of unknown etiology with distinct clinical and histologi-
cal features. Histologically, it consists of necrotizing
vasculitis affecting mainly small to medium-sized arteries,
and sometimes involving venous or capillary vessels.'
The disease typically involves the upper and lower airway,
lungs, and kidneys. Although inflammatory invoivement of
the discase has been reported in other organs, a gastrointes-
tinal complication is relatively rare except for scattered case
reports.?

We present a case of Wegener’s granulomatosis compli-
cated with peripheral neuropathy and refractory intestinal
ulceration, and then discuss the possibility that gastrointes-
tinal involvement may be an inherent clinical manifestation
of Wegener's granulomatosis.

Case report

A 32-year-old man developed a high fever, nasal bleeding,
and bilateral leg numbness in August 2001. He consulted
his home doctor, and was treated with an oral antibiotic.
The high fever improved temporarily, but his symptoms
worsened again in December 2001, when he noticed a
macrohematuria. On February 18, 2002, he was admitted to
a hospital where he was given a drip infusion of antibiotics.
He was transferred to our hospital on April 5, 2002, because
of abdominal pain and melena, in addition to the above
symptoms.

In the course of a physical examination, his blood pres-
sure was found to be normal and his heart rate was §2/min.
A high fever (38.8°C) was observed. Surface lymph nodes
were not palpable. A deformed nose condition described as

—292—



“saddle nose™ was observed. His skin and conjunctiva were
strikingly anemic. His heart and lung sounds were normal.
Tenderness of the lower abdomen was found, but no organ
enlargement or mass was palpable in the abdomen. Mul-
tiple sensory paralyses in his right and left feet, and the
right-hand side of his face were observed.

Laboratory tests on admission revealed a leukocytosis
(10300/ul) and normocytic anemia (6.9g/dl). His erythro-
cyte sedimentation rate (ESR)} was 103 mm/h and his serum
C-reactive protein (CRP) level was 14.98mg/dl. Although
renal function (serum blood nitrogen and creatinine level)
was normal, a microscopic hematuria and proteinuria
(0.98g/day) was observed. A mild elevaticn of serum tran-
saminase levels (GOT 50U/1, GPT 64 U/l) was found. In an
examination for autoantibodies, antinuclear antibodies
were found (40 dils) and an antineutrophilic cytoplasmic
antibody (ANCA) specific for protease-3 (PR-3 ANCA)
was positive (titer 102 EU.) However, an ANCA specific for
myeloperoxidase (MPO-ANCA) and anti-ds DNA anti-
bodies was not observed.’

Several nodular shadows were revealed in the right up-
per and lower lobes on chest X-ray films. In a chest com-
puted tomography (CT) scan, the nedular shadows in the
lung were confirmed. In a head CT scan, the sinus and nasal
mucosa were found to be infiltrated by the necrotizing
granuloma. A biopsy of the nasal mucous membranes was
performed and the microscopic findings of the specimen
showed an ulceration, small to medium-sized vasculitis
infiltrated with neutrophils, and necrotizing granuloma
with giant cells in squamous epithelivm and in stroma
{Figs. 1 and 2).

A colon fiberscopy showed an elevated granulomatous
lesion at the terminal ilenm (Fig. 3A), and multiple, con-
secutive ulcerations with bleeding from the ascending colon
to the terminal ileum (Fig. 3B-D). No ulcerations or granu-
lomas were observed in the peripheral part of the small
intestine, descending colon, and rectum. Microscopic
findings from a biopsy specimen from the elevated lesion
at the terminal ileum (Fig. 3A) showed nonspecific
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Fig. 2. The micrescopic findings of nasal mucosa showing mediwm-size
vasculitis '

inflammation with granulomatous leston, giant cells, and
vasculitis without necrosis (Fig. 4). We diagnosed the
patient as having Wegener's granulomatosis with gastro-
intestinal organ complications.

We started oral medication with 60mg/day prednisolene
and 100mg/day cyclophosphamide (Fig. 5). The melena
stopped immediately, and after 2 weeks of treatment the
ESR, the serum level of CRP, and a titer of PR3-ANCA had
normalized. Although bilateral leg numbness and noduar
shadows on both lungs (as shown by a chest CT scan) partly
remained, the granulomatous mass in the sinus (shown by a
head CT scan), the multiple ulcerations of the ascending
colon, and the elevated lesion of the terminal ileum disap-
peared within 3 months of the onset of treatment.

The patient was discharged on July 21, 2002. Two years
after discharge, the patient had no nasal symptoms or bilat-
eral leg numbness. The nodular shadows on the bilateral
lungs and granuloma of the sinus were significantly reduced.
Moreover, no recurrence of intestinal ulceration was
observed by fiberscopy.
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Fig. 3. Colon liberscopy showing
multiple ulcerations with bleeding
(#*) and elevated lesions (¥}

dt the ascending colon.

A The terminal ileum.

B The descending colon

C Granulomatous lesion

at the terminal ileum

D Nonconsecutive ulcer at the
descending colon
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Fig. 4. The microscopic findings of the terminal ileum mucosa
infiltrated with neutrophils and necrotizing granuloma with giant cells
(*) and vasculitis without necrotizing lesion (**)

Discussion

Wegener’s granulomatosis is a systemic granulomatous in-
flammatory disease which can affect a variety of organs.
Histologically, it consists of necrotizing vasculitis affecting
mainly small to medium-sized arteries, and sometimes in-
volving venous or capillary vessels.! This granulomatous

vasculitis involves primarily the upper and lower airway
system, the lungs, and the kidneys. Since its description in
the 1930s,* various sites of involvement have been identi-
fied, in a vast range of organ systems. The incidence of
gastrointestinal involvement reported here is relatively
rare.

Hashimoto et al.’ reported that the initial symptoms of
Wegener's granulomatosis in Japanese cases were nasal oc-
clusion {51%}, nasal bleeding (45%), and pyrexia (27%).
Gastrointestinal symptoms were not referred to in this re-
port. Moreover, in a study of 158 patients with Wegener’s
granulomatosis seen at the National Institute of Health, no
gastrointestinal manifestations were reported.” Storesund et
al.® reported that they found only six cases of Wegener's
granulomatosis in the available medical literature that pre-
sented with severe intestinal involvement. In this report,
any gastrointestinal involvement occurs in an earlier period
of the Wegener’s granulomatosis, and in most of the
reported cases the disease had an active status. The intesti-
nal involvement appears in any region of the large intestine,
with skipped lesions which sometimes lead to perforation.
Under microscopic examination, some of the cases showed
ischemic changes and vasculitis in addition to ulcerations.”"
On the other hand, granulomatous lesions or typical
necrotizing vasculitis are not usually recognized in this
complication.

In our case, a biopsied specimen from the elevated lesion
from the ascending colon showed nonspecific inflammation
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Fig, 5. Clinical course on
admission. ESR, erythrocyte
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with granulomatous lesions, giant cells, and vasculitis with-
out necrosis. The most important differential diagnosis in
our case is the overlapping of other inflammatory bowel
diseases such as Crohn’s disease. One case of the overlap-
ping of Wegener’s granulomatosis and Crohn’s disease has
been reported.” It is important to differentiate between our
case and Crohn’s disease. Typical visible colonoscopic fea-
tures of Crohn’s disease are liner ulcer, nonconsecutive ui-
cer, small intestinal ulcer, cobble stoning, and inflammatory
pseudopolyposis.” In our case, these typical findings for
Crohn’s disease were lacking. Furthermore, in our case, a
vasculitis and giant cells, not usually seen in Crohn's dis-
ease, occurred histologically, although there was no ne-
crotic vasculitis. Therefore, in our case, the overlapping of
Wegener's granulomatosis and Crohn’s disease is not the
same. Unfortunately, typical histological findings in the gas-
trointestinal tract for Wegener's granulomatosis are uncom-
mon. In only one case, described by Richard and William,"
has the presence of typical necrotizing vasculitis been found
in a biopsy specimen.

PR-3 ANCA, as well as the colonoscopy findings, will be
useful to differentiate Wegener’s granulomatosis from
other inflammatory bowel diseases.*’"'* Together with
visible colonoscopic features, pathological findings in the
colon biopsy specimen, and a positive titer of PR3-ANCA,
we diagnosed Wegener’s granulomatosis complicated with
intestinal ulceration. Although some cases with perforation
had poor prognoses, this gastrointestinal complication has
usually been curable in most reported cases.**"'* In our
case, the patient has remained in remission for more than 2
years.

In conclusion, gastrointestinal involvement is a rare
event in Wegener’s granulomatosis. However, our case and

some cases in the literature indicate that the gastrointestinal
region is one of the target organs in Wegener's granuloma-
tosis in the initial stages of the disease.
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