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A case of ANCA-associated vasculitis with esophageal stenosis and pseudodiverticulosis
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A previously healthy 67-year-old woman visited our institution because of cough that had persisted for 3
months, fever at night, left tinnitus, and hearing loss from 1 month prior. She lost 2 kg in weight over the last 6
months, and her C-reactive protein level and leukocyte count were increased. Computed tomography revealed mul-
tiple small nodules in both lung fields.

She was admitted to our hospital for further examination to determine the optimal medical treatment. Because
the myeloperoxidase antineutrophil cytoplasmic antibody (ANCA) titer was 132.5 U/mL and microscopic hematu-
ria was observed, vasculitis was considered. A percutaneous kidney biopsy was performed and revealed micro-
scopic polyangiitis. For this reason, the case was diagnosed as ANCA-associated vasculitis.

Esophageal stenosis and pseudodiverticulosis were observed on upper gastrointestinal endoscopy. Pathologi-
cal changes due to inflammation were observed in the biopsy and esophagography. Pulse therapy with methylpred-
nisolone at 1,000 mg/day was administered to the patient as the first-line treatment, followed by prednisolone at 40
mg/day as remission induction treatment. Bloody urine and lung shadows disappeared, and the steroid dose was
tapered at hospital discharge. The patient’s hearing ability and the esophageal pathological change that was consid-
ered to be ANCA-associated vasculitis were improved.

Although a few studies have reported that esophageal stenosis and pseudodiverticulosis accompany ANCA-
associated vasculitis, we think that examination for the possible presence of gastrointestinal tract lesions is impor-
tant.
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Table 1. Laboratory findings on admission

Blood cell count Blood chemistry Coagulation
WBC 16,310/ uL TP 7.0g/dL PT-INR 1.06
Neu 82.8 % Alb 3.1g/dL APTT 23.1s
Lym 9.60 % AST 301U/L Fib 550 mg/dL
Eos 210 % ALT 331U/L
RBC 393 /5/uL ALP 2101U/L 1gG 1,838 mg/dL
Hb 10.5g/dL LDH 2001U/L IgA 178 mg/dL
Ht 33.0% BUN 10.8 mg/dL IgM 76 mg/dL
Plt 54.5 5/ uL Cre 0.49 mg/dL C3 142 mg/dL
Urinalysis T-Cho 172 mg/dL C4 31 mg/dL
Specific gravity 1.029 CK 751U/L CH50 481U
pH 6.0 T-Bil 0.28 mg/dL RF 76 U/mL
Occult blood 2+) UA 3.2mg/dL ANA 20x
Protein (+) Na 137 mEq/L PR3-ANCA <3.5U/mL
Glucose (+-) K 4.1 mEq/L MPO-ANCA  132.5U/mL
WBC 1~5/HPF Cl 97 mEq/L
RBC 10~30/HPF Glu 171 mg/dL
CRP 9.08 mg/dL




880 R

B

iz £ - 7 ME R D 1)

5

Fig. 2. Renal biopsy

a : Cellular crescent with fibrinoid necrosis (arrows)
(HE staining)

b : Necrotizing arteritis (arrows) (PAM staining)

¢ : Granuloma in glomerular vascular pole (arrows)
(PAM staining)
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| Fig. 3. Upper gastrointestinal series (a) and esopha-
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Table 2. Case reports
Case no. 1[13] 2[14] 3[12] Our case
Age 54 34 72 67
Sex F F F F
ANCA type C-ANCA C-ANCA C-ANCA MPO-ANCA
Esophageal lesions ulcer, vasculitis, ulcer, fibrinoid ulcer, inflammation stenosis, psudodi-
candida necrosis verticum
Lung lesions granuloma + infiltration lesion nodular lesion
Renal lesions renal failure hematuria, — crescentic
proteinuria glomerulonephritis
Paranasal sinus - ND maxillary sinusitis maxillary sinusitis
Ear - hypoacusis - hypoacusis
Therapy CPA+mPSL CPA+PSL IVIG+PE+IVCY + mPSL+PSL+AZP
PSL
ND : no description, CPA : cyclophosphamide, IVIG : intravenus immunoglobulin, PE : plasma exchange
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