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A Case of IgG4 Related Disease in the Nasal Cavity and Paranasal Sinus :
A Rare Cause of Nasal Bleeding
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—ABSTRACT —

Immunoglobulin (Ig) G4-related disease is a systemic chronic inflammatory disease characterized by sclerosing
lesions by 1gG4 positive plasma cells and T lymphocytes. It is rarely described in the sinonasal cavity and the
paranasal sinus. Here we report a case involving a 69-year-old woman whose chief complaint was recurrent na-
sal bleeding for 2 years. Her nasal cavity showed erosion of nasal septum as well as the synechia in between the
nasal septum and the lateral nasal wall with severe edematous change in the left inferior turbinate. Imaging find-
ing showed bilateral soft tissue density in the maxillary and ethmoid sinuses and mucosal swelling of left nasal
cavity. Her IgG4 level was elevated and proteinase-3 Ab was positive. Histopathological examination from the
left inferior turbinate showed dense lymphoplasma cell infiltration and storiform fibrosis. Immunostaining for
1gG4 and IgG revealed numerous plasma cells positive for [gG4 (more than 90 cells per high power field) and
IgG4/1gG ratio of 0.7. Otorhinolaryngologist should consider [gG4 related disease as one of the differential diag-
nosis in case of bloody rhinorrhea with mucosal erosion or synechia inside the nasal cavity. (J Clinical Otolaryn-

01 2019;30:116-121)
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Fig. 1. Preoperative endoscopic image of nasal cavity. A : Right nasal cavity shows erosion of the nasal mucosa and
purulent discharge inside. B : Left nasal cavity shows erosion of the nasal mucosa, hypertrophy of the inferior turbi-
nate, purulent discharge, and synechia in between nasal septum and upper lateral wall.
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Fig. 2. Preoperative contrast enhanced paranasal CT image. A : Axial view shows left side dominant maxillary sinus
soft tissue density. B : coronal view shows bilateral soft tissue density in the maxillary and ethmoid sinuses and left side
dominant mucosal swelling of left nasal cavity. Left inferior turbinate mucosa is slightly enhanced.
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Fig. 3. Pathologic findings. A : Low power view of left maxillary sinus shows dense infiliration of inflammatory cells on
subepithelial stroma and multifocal fibrosis (white arrowhead) (HE stain, x20). B : On the higher magnification, the fi-
brotic focus show whirling-patterned fibroblastic proliferation. Infiltrating cells are mixed eosinophils and mononucle-
ar cells. One of the fibrotic focus reveals obliterative phlebitis (white arrow). The perivascular infilirates are also mixed
eosinophils and mononuclear cells (HE stain, x 100). C : Left inferior turbinate shows early stage of inlammation and is
the hot spot of plasm cell infiltration. There are dense infiltration of mononuclear cells ; lymphocytes (black arrow) and
plasma cells (white arrowhead) without fibrosis (HE stain, x400). D : IgG4 immunohistochemistry of left inferior turbi-
nate reveals IgG4 positive plasma cells (black arrowhead) (IgG4 IHC, x 400).
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Fig. 4. Post steroid treatment 6 month endoscopic image of nasal cavity. A : Right nasal cavity shows improved ero-
sion and swelling of the nasal mucosa. B : Left nasal cavity shows resected inferior turbinate stump and improved ero-
sion and swelling of the nasal mucosa.
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