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A Case of ANCA-Negative Generalized Wegener's Granulomatosis

Seung Kyu Kim, Yong—Jin Kwon, Heae Surng Park1, Kwang Won Rhee,
Ji Yoon Ha, Hee Sung Ko, Ki Hyun Kim, Min Kwang Byun

Departments of Internal Medicine, 'Pathology, Gangnam Severance Hospital,
Yonsei University College of Medicine, Seoul, Korea

Wegener's granulomatosis is a very rare systemic vasculitis characterized by necrotizing granulomatosis.
The detection of antineutrophil cytoplasm antibody (ANCA) is a valuable finding in diagnosing Wegener's
granulomatosis because ANCA is positive in approximately 90 percent of patients with active, generalized
Wegener's granulomatosis. But ANCA is not necessarily positive to make a diagnosis. A 59-year-old man
was transferred to our hospital. He was diagnosed with lung abscess and treated with antibiotics at previous
hospital. Initially, the ANCA was negative in immunofluorescence assay but we suspected Wegener’s gran-
ulomatosis because of systemic inflammatory symptoms. Clinical symptoms deteriorated rapidly so we did
bronchoscopic biopsy early. Wegener’'s granulomatosis was diagnosed according to pathologic finding that
reported necrotizing granulomatous inflammation associated with vasculitis. Thus we treated with steroid then
clinical symptoms and laboratory findings were improved.
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o FAA A 2E WekoH, THEA] got BHo=z A
= Qick AR 29 A 718 S5 Adeken, &
o] 7153 9 ARl ¢loick el T @9 150/80 mmHg,
ek 100342, 25 203)3, A& 382TCAh 54 HA=
HPou, oA &SIt G5 ARolA A4 He g2
A AL, B A A ASE FRFeI e, SHof
Al o] SR BRI A 5ol 242 IleH, A
A9 FERFL UL A4l Blo] WEE TxE
o ArpoA WFL 17,200/mm’ (ZFF 89.3%), M4
11.4 g/dL, 843 733,000/mm’ Gt A3}st AL A blood
urea nitrogen (BUN) 17.5 mg/dL, creatinine 1.1 mg/dL, total
protein 6.1 g/dL, albumin 2.0 g/dL, aspartate aminotransferase
(AST) 64 IU/L, alanine transaminase (ALT) 30 IU/L, alkaline
phosphatase (ALP) 513 TU/L, total bilirubin 1.2 mg/dL& 2.
™, CRP 319.3 mg/L, ESR 106 mmvhr{tk. HE T HAL A
cytoplasmic ANCA (c-ANCA), perinuclear ANCA (p-ANCA)
= 25 34olglem, ¥ ALY athi(l+), 83E3+)
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A9 715AS viAIE 4= §lo] isoniazid 300 mg, rifampin
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Fig. 1. (A), (B) High-resolution chest computed tomography shows
variable sized multifocal consolidations in both lungs, and a
well-defined cavitary lesion in the right lower lobe.

&4 2AS Bk Y AAMY BUN 32 mg/dL, creatinine
1.8 mg/dL=E 433l on, &M HA|A uf& Alof T
ZEF many, O|FHBT 57%, 24X W HAL A el
1,541 mg24 hr2 574 A7A 9 94 Ad 535+ 284S
HAoh HYFF AAME ANCA, p-ANCA EF Z/40]3]
o, FsH a4 A dAEE wF 2d) gis) Ags
ojif 3Ho] glom, §4 ARH 9 94 AF S50
Aste] ), Alge S A o] A= A
4 B3 7)) YAIE ZAAAOIN A B0l
A3 (necrotizing granulomatous inflammation)2 A} 21t
Fulg AAeke A2 IR QR gl B Hi3)
THFig. 3A, 3B). YAM] SolgA d5S 2Y 4 e 29,
AEAA] 7V A WA} Sfsted At Zl e el
A = 9 ok AL TB-PCR, A wjoF AAL BE
S0l em, 7]2] ZHolA] At ZichNeelsen GAE
=/301tk BIE 35 AlZAFA= =Eo1ed, B
WA AAL A 35S SWehe H A3 S,
AL oVFR B ofRF A, 718 WA 24
A S B A Sl dFel BEEo H|
Aotz WA 4= U3Ick 31-87F2] methylpredni-
solone (1 g/day) 3UZF ARE 3 ©f o]de] TEe (% &
o AA} A CRP 85 mg/L, ESR 76 mmyhr, creatinine 1.6 mg/

Fig. 2. Fiberoptic bronchos-
copy shows narrowed right
middle lobe orifice because
of edematous change.

Fig. 3. (A) Granulomas with geographic necrosis (Hematoxylin
and Eosin stain, X200). (B) Vasculitis (arrow) with partial luminal
occlusion (Hematoxylin and Eosin stain, X400).
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2 Kol kol YAl o5t R oZ AZAYc

A golEZo] Atk 7|20 2 American College of
Rheumatology (ACR)oll A= 1) 774 T HIZ 95, 2) T
FREY A AE, 35, 3) AFES AR 4W ARE,
4) AR SO A5 22 U 7] 71EE A
Fow, o] F F 7S WET o YitEs) 88%, Sol=rt
92000 ol2rkil B, B FEle] A= o]F AH7|FEo
st

ANCAE gollA g3t At 71&oM e diA | goES
Acke] P4 272 ohi), ANCA Aodagol Ay 24
= A7) A A AR 9w, AALES ARRAE 71
L Aoz »ugQhtl European Vasculitis Study Group
(EUVAS)oll A AT ool wat 1) A7 2 7| =e
SgtElo] RulEd, v AS L gy € Fold 5 42
71 AwHd(limited), 2) 2174 2 L Juket 2o A7) BH
= At Al S Hol= 27| A4l (early systemic),
3) A AW B gukel 2a A7) BHS Hole HAly
(generalized) © 2 LRSI li=v], 2 Z2 o] TRl A
(generalized) W] 7| Solgz oz Basl 2 9lck! Finkiel-
man JD2} Lee AS 52] Ao G2 HAYGolESS 2
Tk 2] welg HAolA] ANCA - 89% (ANCA
% 76%, p-ANCA ¥4 13%0)0]aL, 2 G449 dIg

ANCA-Negative Generalized Wegener's Granulomatosis

2+ Z{ A Direct ELISA)o)|l A A2 79% (proteinase 3-ANCA
kAl 749%, myeloperoxidase-ANCA %A S5%)Fom, 11 =
M= F5 AL HIAUSOIESS -5 HAFF A
o A ANCA ¥4 92000 ke Ao Buskar gl
T3} de Groot®} Gross®] ko]l W= ANCA 42 Al
49 78 90%ellA FdE Holuh, 4P - 400744
=8 Hola, Ao B=o wet A7)0 94%, 7]
ol 47%0l 4 FP2AL Eelrka stk Fols B
HE ANCA 244¢ WA RS S8 Bas Sl Al
333 A9t Ao AIRE, I 7)o AT#FH HAR
7] wo] ANCA S4do] Upept ¢ e} thaA| 2 39|
b= A WA SsolEFolHA Y4 Bt ostE=
E=3oll ARt HAM % E+-51aL, -ANCA, p-ANCA 2
I7F S, SlollA BaEd ANCA 274 HIAYS
o}FF FEloks HolZ Btk
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o] ZAA A A== Bt AE 7L oFskE
ouf, o2 oo] by el Bol WP A L
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T =t & 58 A5 Eagol sHEU, FdEE
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ZAHAIA o] HHEE 2 ANCA A3 S
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