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IgG4-related diseases are immune-mediated diseases associated with fibroinflammatory le-
sions and are known to invade almost all organs of the human body. In the head and neck
area, it rarely occurs in the nasal cavity and sinuses. Diagnosis is made by combining clinical
features, serological, imaging, and histopathological findings, and glucocorticoids are known
as the main treatment. In general, surgical resection is not regarded as a curative treatment op-
tion. Here we report a case with literature review of IgG4-related diseases with sino-nasal in-
volvement experiencing prominent nasal symptom relief and remission with surgical treat-
ment, which did not respond well to oral steroid in a 70-year-old male patient.
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(bronch1al wall thickening)& &8I thity )7 do] 2zt
=L, o= A& (nodule) E= F=(mass) FEHE HolaL
Qlo] o“‘4(mahgnamcy) oA A3 (granulomatous dis-
ease), ¥ A(vasculitis) 52 BIAIE = ek A AN
IeG 2227.5 mg/dL (Za1%] 700-1600 mg/dL), 1G4 4960.0
mg/L (1] 30-2010 mg/L)& YR, FHAYETS
HA-HFEGSZIPET-CDolA 4= Hstdxt $-= v
Hulgof [gG4-AT A3H(1gG4-related disease)} thAF &
7} AE7F SRSt thabyg weo] BelEdch(Fig, 1), W
of gt W] 2AHAMS it 3 (ymphocytic infiltra—
tion)©] WAEAL, 1gG F2 WA (focally positive), [eG4 =+
3] U kA (positive in very few lymphocytes) 2~7A0] E
/_\_]'ET]/\]O]X]Z]—LH/\]Z] I:HX]—

WA= v SHCR FHIE, 5 S, HPJ 63%*
(dry nose), 7H(crust) FAY 37+ A5tE T4, U
A7 28R -5 Shlol| 7ot BE £ nS A0
70 Arol f2F o] WAEICHFig. 2A and B). HFE
dSHYNN = 5 e 5 AT 5 X*ﬁé%Oﬂ
=3t FulEy o] lEIH(Fig. 3A and B). +5
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Shrke] wedsdolut 7|el SobgAd Aghs ojilsto]
of HX|AY A (punch biopsy)= AAIsFALE vI7 W
4 HAMY hematoxylin and eosin (H&E) Aol 4]
1A 3 (lymphoplasma cell)®] 3% #&-(dense in-
filtration)Z} A-8&0| 483} (storiform fibrosis) A~A0] &+
=} W xASFsh Aol A] [gG4 /e Kol FE Al
E(IgG4+ plasma cell)7} IHiE AloFoll A 10070 oAy T2
E|QL(>100/HPF), 1gG4/1gG /3 B2 vl&o] oF 30%
2 Z2A%)ck(Fig. 4A-E).
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Fig. 1. Initial PET-CT findings. A-C: PET-CT showed hypermetabolic mass-like consolidations and nodules in right upper lobe and both
lower lobe suggesting possible Inflammation. D: Hypermetaoblic infiltrations in right maxillary sinus and nasal cavity suggesting sinusitis.
For both lung and sinonasal lesions, fibroinflammatory diseases including IgG4-related disorder is suspected and tissue confirmations
have done. Arrows (|) indicate IgG4-related lung and sinonasal lesions.

706



IgG4-Related Disease With Sino-Nasal Involvementl Han YS, et al.

Luad L e
Fig. 2. Initial-, pre-, and post-operative endoscopic findings. A: In initial endoscopic finding, mucosal swelling and fibrotic change with
multiple crusts were shown at right peri-maxillary natural ostium and middle tubinate. B: Synechia between left MT and S. C: In pre-op-
erative endoscopic finding, even after 6 months of systemic steroid treatment, right nasal cavity lateral wall lesions were remained. D:
Synechia between left MT and S was also maintained. E: In post-operative endoscopic finding, right maxillary natural ostium has wid-
ened, and the adjacent tissues demonstrated well healed mucosa with prominent decrease of crust formation. F: After synechiolysis, left
middle meatus has been restored with healed mucosa. MT, middle turbinate; S, nasal septum; MS, maxillary sinus.

www.kjorl.org 707



Korean J Otorhinolaryngol-Head Neck Surg 1 2022;65(11):705-12

Fig. 3. Initial, pre-, and post-operative CT findings. A and B: In initial CT images, homogenous soft tissue densities were shown in right
ethmoid sinus and sphenoid sinus (A), right MS (B) without bone destruction. C and D: In pre-operative CT images, even after 6 months
of systemic steroid treatment, homogenous soft tissue densities were remained in right ethmoid sinus (C) and right MS (D). E and F: In
post-operative 1 month CT images, homogenous soft tissue densities were disappeared in right ethmoid sinus (E) and right MS (F). MS,
maxillary sinus.
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Fig. 4. Pre-operative (A-E) and post-operative (F-J) pathologic findings of nasal mucosa. A-C: An initial biopsy of the nasal mucosa ex-
hibits dense infiltration of lymphoplasma cells and fibrosis. D-E: The immunohistochemical staining exhibits high levels of IgG4-positive
plasma cell count and ratio of IgG4-positive/lgG-positive plasma cells. F-H: After steroid therapy, the mucosal inflammation is reduced,
however storiform fibrosis is still prominent. | and J: The number of IgG-positive (I) and IgG4-positive plasma cells (J) decreased. Hema-
toxylin and eosin staining, X100 magnification (A), X200 magnification (B), x400 magnification (C), immunohistochemical staining for
IgG, x400 magnification (D), immunohistochemical staining for IgG4, x400 magnification (E), hematoxylin and eosin staining, x100
magnification (F), x200 magnification (G) and x400 magnification (H), immunohistochemical staining for IgG, x400 magnification (1) and

immunohistochemical staining for IgG4, x400 magnification (J).
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