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A Case of ANCA-Negative Limited Granulomatosis with Polyangiitis Presenting
with Otitis Media
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— ABSTRACT -

Granulomatosis with polyangiitis(GPA) is a systemic disease that causes granulomatous inflammation and vas-
culitis to small to medium sized vessels. Although prompt diagnosis is vital for the successful treatment of the
disease, it is often misdiagnosed as a simple inflammatory disease in ENT clinic. Anti-neutrophil cytoplasmic an-
tibody(ANCA) tests positive in up to 90% of GPA, and it is a useful diagnostic marker for its strong association
with the disease. However, we experienced ANCA-negative limited GPA presenting with intractable otitis media,
thereby reporting this case with a brief review of the literature. (J Clinical Otolaryngol 2021;32:59-64)

KEY WORDS: Otitis media - Granulomatosis with polyangiitis - ANCA.

A =2 HAAAA 2 2g Tl THE 19E At 1T
A HALs}= Hlolt},
ol thl g% (Granulomatosis with polyan-
gitis, GPA)}S A9 Sol54 @53t 42 - 7437 5
Fyto] EaFE dovj= U B HA Agte g,

AT A4 FAS ol A9 Aol wt oewE 71 s gl 574 ofxt Rt el 14 R
¥% 9547 AZ4 YA(anti-neutrophil cytoplas- B AKE WA, AEES FUA $5 0% U olF

mic antibody, ANCA)7} ‘FHE T A AL, oz el Aadd & 3k 27510] glof
0

il

2oz ZAHE QI A9 oA Qo] wrol Atho %9] 20204 2 29 oju]Rley} o= skt o
afoF geh Y ARES & = o1y, #5 arvpe] dry

AR g Folde X AL A B )
s
H

A2 Welste] QA nhiZkd AW BAE 2F & Bl 92 g o S A
ANCA 2491 A4 GPAZ Autslo] Ad|2ol= W A(Fig. 1), LHLFAUA 4 922 CYo) BAw

E=ER4Y: 20209 129 319 / =E4AY: 20219 19 199 / AAERY: 2021 39 4
WAIARL SAE, 08308 A=Al FHEt R E= 148, arejrhekal ofateet 29 o) Q1 s aetu 4
A3t (02) 2626 1299 - A4 (02) 868—0475 - E—mail: jjsong23@gmail.com

59



J Clinical Otolaryngol 2021;32:59-64

Fig. 1. Endoscopy of right tympanic membrane at initial
outpatient clinic visit.
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Fig. 2. Findings at initial outpatient clinic visit. (A),(B) Temporal bone CT showing soft tissue density in right mastoid and
middle ear cavity(A: Axial view, B: Coronal view). (C) Pure tone audiometry.
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ay showing multiple lung nodules in both lung field (Possible lung
metastasis, White arrow). (B) Chest CT showing variable-sized nodule with or without cavitation in both lungs (Possible
septic emboli, Black arrow).

Fig. 4. Intra-operative findings and pathology of middle ear. (A) Granulations in middle ear (White arrow), (B) A
inlammation with abscess (H&E, x200), (C) No definite vascular structure or vasculitis (Elastic, x200).
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Fig. 5. Representative pathologic findings of Wegener's granulomatosis. (A),(B) Inflammatory cell infilirations and
vasculitis involving small to medium-sized vessels (A: H&E, x200, B: Elastic, x200), (C) Multinucleated giant cells (Center,
Black arrow)(H&E, x200), (D) Geographic and basophilic necrosis composed of cell debris and neutrophils (Asterisk)
(H&E, x200).
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Fig. 6. 6 month follow-up evaluation. (A) Endoscopy of right tympanic membrane, (B) Pure tone audiometry.
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