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Wegener's granulomatosis] Alveolar hemorrhaged Anti-neutrophil cytoplasmic antibody
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Table 10 Laboratory data on admission

Case 1

Case 2

Hematology Blood chemistry
OWBCO O O 08,900 /mm? oTP 6.4 g/dl
ORBCOO 294 x 10*/mm? 0 Alb 2.7 g/dl
O Hb 8.6 g/dl 0 A/G ratio 0.73
0 Pit 56.4 x 10* /mm?® 0GcoT 31 U/1
ESR 102 mm/hr OGPT 26 1U/1
Serology O LDH 375 U/I
0OCRP 187 mg/I 0OBUN 51 mg/dl
ORA 79.2 1U/mi OCr 3.1 mg/dl
0 ANA (0) 0O Na 138 mEg/I
0 Anti-DNA-Ab (0) 0K 5.1 mEg/I
019G 1,620 mg/dl ocl 100 mEqg/I
O 1gM 59 mg/dl Arterial gas analysis
O 1gA 327 mg/dl (Room Aiir)
0 IgE 11.4 mg/dl O pH 7.323
0 c-ANCA (o) 0 PaO, 73.3 mmHg
0O p-ANCA (g 0 PaCO; 25.7 mmHg
0 HCO," 13.1 mEg/I
O Urinalysis
0 protein (0)
O occult blood (o)
Renal function
O Ccr 9.2 ml/min

Hematology Blood chemistry
OwBC 8,000 /mm’ oTP 7.1 g/dl
ORBC 405x 10*/mm?® O Alb 4.1 g/dl
O Hb 10.8 g/dI OA/Gratio 137
OPIt 301x 10'/mm? 0GoT 26 U/I
ESR O 40 mm/hr OGPT 15 1U/1
Serology 0O LDH 352 U/I
0O CRP 15.6 mg/I 0 BUN 17 mg/dl
ORA 276 1U/ml OcCr 0.6 mg/dl
0 ANA (g) 0 Na 0 141 mEg/I
O ANnti-DNA-Ab ~ (0) 0K 43 m/Eg/|
019G 1,160 mg/dl gcl 96 mEq/I
O 1gM 137 mg/dl Arterial gas analysis
O 1gA 0O 168 mg/dl (Room Aiir)
0 IgE 623 mg/dl O pH 7.420
0O c-ANCA (o) 0 PaO, 69.1 mmHg
0 p-ANCA (g 0 PaCO:. 36.0 mmHg
0 HCO," 23.1 mEg/I
Urinalysis
0 protein (0)
O occult blood (o)
Renal function
O Ccr 163.7 ml/min
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Fighl Chest X-ray and CT scan of case 1 on admission,
showing consolidation in both lower lobes.
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Figd2 Chest X-ray and CT scan of case 2 on admission,
showing consolidation in both lower lobes.
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Figd) 4 Clinical course of case 2
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Figd 5 Case 10 a0l and Case 200 b[1J
ald The mucosa is densely infiltrated by lymphocytes, and Langhans' giant cells are scattered throughout’ H
&E[x 495[TIbLanghans' giant cells are seen, and numerous capillary-sized vessels are infiltated by neutro-
phils and lymphocytes[T1 H&EO x 54011
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Table 200 Case reports of c-ANCA negative Wegener's granulomatosis in Japan

year author age/sex type therapy outcome
Casel 1995 Nakanishietal 54/F limited (lung) ST remission
Case 2 1995 Motoya et al 46/M  limited (lung) ope. 0 PSL 0 CPA remission
Case3 1995 Matsuki et al 31/F  limited (lung) PSL O CPA remission
Case4 1994 Tojimaetal 63/M  limited (lung) PSL O CPA remission
Case5 1993 Iwase et al 52/F  limited (lung) PSL O CPA remission
Case 6 1993 Umeki et al 70/F  limited (lung) PSL O CPA remission
Case7 1991 Fukase et al 50/F limited (nose) PSL O CPA remission
Case8 1991 Fukase et al 38/F limited (nose) PSL O CPA remission
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Abstract

Two Cases of Anti-Neutrophil Cytoplasmic Antibody-Negative Generalized
Wegener's Granulomatosis with Alveolar Hemorrhage

Yasumasa Habu, Keiichirou Akamatsu, Mayu Kuroda,
Yuko Yamagata, Toshiyuki Yamagata, Takeshi Ikeda,

Takao Maeda and Susumu Yukawa
Third Department of Internal Medicine, Wakayama Medical College

Anti-neutrophil cytoplasmic antibody (ANCA) is a distinct marker for Wegener's granulomatosis. We report
two cases of ANCA-negative Wegener's granulomatosis. A 70-year-old woman (case 1) and a 27-year-old woman
(case 2), who had sinus symptoms and renal disorders, were admitted to our hospital with alveolar hemorrhage.
Wegener's granulomatosis was diagnosed on biopsy of the nasal mucosa. Case 1 responded well to the combina-
tion therapy with cyclophosphamide and prednisolone, while case 2 responded well to pulse therapy with methyl-
prednisolone. These findings suggest that patients with ANCA-negative Wegener's granulomatosis may respond
well to chemotherapy. This might lead to an improved prognosis in even severe cases, even though the prognosis
of generalized Wegener's granulomatosis with alveolar hemorrhage is usually poor.



