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A Case of Wegener's Granulomatosis with Multi-organ

Involvement in Childhood
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Wegener's granulomatosis(WG) is a necrotizing granulomatous small vessel vasculitis with a
clinical predilection for involvement of the upper airways, lungs and kidneys. The disease
usually manifests in adults between 25 and 50 years of age, but it can also rarely occur—in
childhood with some features different from those of adults. WG may be easily overlooked in
young patients by misinterpretion of the symptoms as caused by an infectious disease of the
respiratory tract. Delayed diagnosis and treatment of the disease may cause more rapid pro-
gression of the glomerulonephritis to end stage renal disease. We report a boy who was
diagnosed with WG with involvement of multiple organs at 13 years of age. (J Korean Soc

Pediatr Nephrol 2007;11:118-125)
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Fig. 1. Oral ulcers(arrow) (A) and erythe-
matous and purpuric macules on leg (B)
were presented. Subglottic stenosis (C) was
visualized by laryngoscopic examination.
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Fig. 2. Radiologic findings: CT scan of the thorax demonstrated multiple consolidations
with ground glass opacity nodules(arrows) (A). X-ray films of the neck showed
subglottic tracheal stenosis(arrows) (B)(C). Waters view revealed total haziness of
both maxillary sinuses (D).

mass lesion(12.7X9.6 mm)< B th X B9 22 HAlele ZA4 g9 T4 ¥
HE|Sty A o2 HddA AdE A = 2T HE o)l Eo] 24 At
2 AAbe] A8t A AHAA 31719 AFA 7L Az F A bAoAzl s A u
#ZE o, 2 F 1770 global sclerosis, 971 & 24 FX(VVI mode)E A4 ¥ Aubgr}
& segmental sclerosis® R th Bowman v B% 70382 oAEH 1 A=E3 A4 FS 30.91%,
He] faro] lom, AbA] 71Mute] FALA  EF: 5887% = A7]we AL rYon wal
RAZL AA F9e] AT JUHFig. 3). AFE 2HY FE A7]Y WE glo] X&EHow
Ao Angd HA A el YR Edely B BEHAY #H #F 2 4 H MAFS o4s)
Ao Az gl =3 obE HYdoA AaEd o warfaring 5931 th Wegener $o}E 34
73 W S e 22 HAA A & tidk A EF  methylprednisolone %7 2 (500
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Fig. 3. Photomicrograph showed global or near total sclerosis of renal glomeruli, X200 (A) and
necrotizing granulomatous vasculitis of nasal cavity lesions. X400 (B). H&E.

Table 1. The American College of Rheumatology 1990 Criteria for the Classification of Wegener's Gra-

nulomatosis[5]

Criteria

Definition

Nasal or oral inflammation
nasal discharge
Abnormal chest radiograph
Urinary sediment
Granulomatous
inflammation on biopsy
or arteriole)

Development of painful or painless oral ulcers or purulent or bloody

Nodules, infiltrates(fixed), or cavities

Microscopic hematuria or red cell casts in urine

Histological changes presenting granulomatous inflammation within the
wall of an artery or in the perivascular or extravascular area(artery

Wegener’s granulomatosis is diagnosed when at least 2 of the above 4 criteria are present

Ad 2d R FE A s Be 24 2§
AEol AH HdsArh AR 1Y F 25
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sheiflon], of 2714 F9 PR3 ANCA 3=
5343 AAU/mLE Z283ih

Y He of g

zacort 1 mg/kg, cyclophosphamide 2 mg/kgE
& Foln, PT INR 2-3& %X 2 warfarin 4
mge WE H883 k. @A 2 ZHAkelA pH
6.0, vlF 1.025, &% 3+, HIATF =100/HPF&
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AA¥(IH AdolEld: 1.6 mg/dL)
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