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A Case of Granulomatosis with Polyangiitis with IgG,-Related Disease
Expressed by Facial Paralysis and Hearing Loss
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—ABSTRACT —

Granulomatosis with polyangiitis (GPA) and Immunoglobulin (Ig) Gs-related disease (IgGs-RD) are rare dis-
eases and early diagnosis and proper management are imperative to prevent multi-organ damage. The authors
present a case of a 60 years old woman who had facial paralysis and hearing loss. Lt intact canal wall tympano-
mastoidectomy, Lt facial nerve decompression and ossiculoplasty with partial ossicular replacement prosthesis
(PORP) was done. During operation, middle ear tissue was biopsied and GPA with IgG4-RD was diagnosed.
After methyl prednisolone (MPD) pulse therapy and azathioprine therapy, the severity of paralysis was im-
proved. We present this case because common otologic symptoms like facial palsy and hearing loss could be
initial symptoms of rare systemic disease. (J Clinical Otolaryngol 2018;29:240-244)
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Table 1. Serologic test results

Serology Results
MPO Ab. Positive
Priil Ab. Positive
Anti-p 2 GP1 I1gG Normal
Anti-p 2 GP1 IgM Elevated
Anti cardio IgG Normall
Anti cardio IgM Normall
Lupus anticoagulant Negative
C3 (mg/dL) 217
C4 (mg/dL) 28.4
IgG (mg/dL) 1,440
IgM 72.1
IgE 154
IgA 448
ANA -
ANti-DNA(S) 4.7
PANCA -
cANCA -
RF 48.1

MPO : Myeloperoxidase, Ab : antibody, Prlll : protein-
ase lll, GP : glycoprotein, Ig : Immunoglobulin, C3 :
complement component 3, C4 : complement com-
ponent 4, ANA : Anti-nuclear antibody, DNA : deoxyri-
bonucleic acid, ANCA : anti-neutrophil cytoplasmic
antibody, RF : rheumatoid factor
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Fig. 2. Pure tone audiometry results (A : Before surgery, B : 3 months after surgery).
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Fig. 3. Temporal bone CT shows left chronic otomastoiditis (round circle) and nearly pansinusitis (A). Temporal bone
MRI shows adjacent dural involvement of chronic mastoiditis (arrow), facial neuritis at canalicular, labyrinthine, tym-
panic, mastoid segment and greater superficial petrosal nerve (arrowhead) (B)

F|g 4. Blop5|ed fissue from Ieﬁ middle ear cavity shows dense dlffuse |anTrohon of lymphocytes including numerous
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plasma cells in fibrotic stroma. Immunohistochemical (IHC) staining revealed most of the plasma cells positive for IgG
(A). Biopsied tissue from kidney shows infiltrated heavy plasma cells. IHC stains shows revealed most of the plasma
cells positive for IgG (B) and in about 35 plasma cells positive for IgG4 in a high power field (C). Scale bars=100 um.
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