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[Abstract] Objective To summarize the clinical manifestations of [gG4-related diseases in the head and neck, ex-
plore treatment methods. Methods The clinical data of 21 patients diagnosed with [gG4-related diseases were retro-
spectively analyzed. The clinical data and the results of glucocorticoid and immunosuppressive therapy were studied ret-
rospectively. Results  All patients had swollen sclerotic masses, and CT showed irregular high-density masses with uni-
form enhancement in the enlarged glands. Some patients had mucosal thickening and mass-like changes in theoral cavi-
ty, nose, sinuses, throat and other tissues, and most of the patients had cervical lymphadenopathy and elevated serum
IgG4 levels (= 1.35 g/L). Histopathological examination of affected exosine glands and affected mucosa and lymph
nodes in all patients showed infiltration of lymphocytes, plasma cells and IgG4" plasma cells. In 21 patients, the mass in
the affected glands and mucosa (including head, neck and other tissues) disappeared, and the clinical symptoms were re-
lieved after the application of glucocorticoids. However, with a reduction in glucocorticoids, the mass recurred or even
worsened. Conclusion For patients with a single mass in the submandibular gland, parotid gland and other salivary
glands, as well as lymph node enlargement, CT is the first choice to identify the nature of gland neoplasms. Combined

with pathological examination, related auxiliary examination and peripheral blood examination are also needed to obtain
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a definitive diagnosis. Glucocorticoid therapy is used to achieve a good prognosis, and long-term follow-up and timely

adjustment of medication regimens are required.
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a: arrows indicated that parotid gland, lacrimal gland
and submandibular glands were swollen; b: arrows in-
dicated bilateral lacrimal gland enlargement and the
right superficial temporal arteriophlebitis in frontal
branch

Figure 1  Typical clinical manifestations of IgG4

related diseases
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a: nodular mass (indicated by arrows); b: complete parenchymal le-
sions of bilateral parotid glands (yellow arrows), diffuse enlarge-
ment of accessory parotid gland (indicated by angles), mucosa of lat-
eral pharyngeal wall thickened and deformed (green arrows); c: vol-
ume and density of bilateral submandibular glands enhanced even-
ly (yellow arrows), superficial enlarged lymph nodes of submandibu-
lar gland (green arrow), thickening of mucosa of posterior pharynge-
al wall (yellow triangle, same as in figure 2d), internal jugular vein
occlusion (green triangle), common carotid artery wall thickening,
rough edge (red triangle); d: (fiber nasopharyngeal laryngoscope) mucosa of posterior pharyngeal wall was swollen, thickened and edematous;
e: homogeneous and symmetrical enhancement of bilateral lacrimal gland in volume and density (yellow arrows); f: homogeneous mass in left
eyeorbit (green arrow), annular enhancement of temporal arteriovenous (yellow arrow), right optic nerve was thickened (yellow triangle); irregu-
lar mass in medial orbital wall (green triangle); g: density of bilateral maxillary sinus increased, mucosa was thickened, and space in the sinus
cavity was solid (as arrows indicate); h: thickness and density of pharyngeal mucosa increased (as arrow indicates); i: thickening and deforma-
tion of epiglottis, mucosal edema (as triangle indicates); as arrow indicates, swelling and edema of lateral pharyngeal mucosa (arrow in figure

2h); j: heterogeneous enhancement was seen in left thyroid (yellow arrow)

Figure 2 Maxillofacial region CT images and nasolaryngological fibroscopy examination of IgG4-related diseases
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a: pneumonia-like change (indicated by arrow); b: paravertebral band-like soft tissue in thorax (indicated by arrow), right retropleural inflam-
matory exudation (indicated by angle); c: “sausage-like” pancreas with surrounding rim of hypodensity (indicated by arrow)

Figure 3 Thoracoabdominal region CT images of IgG4-related diseases
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Consolidation of gland tissue located on outer surface of submandibular gland,
with wax-like changes that were homogeneous with visible lobular stripes. Ar-
row indicates enlarged lymph nodes on surface of gland

Figure 4  Gross specimen of submandibular gland and tumor

AT JiR B i ) KA AR A

a: large number of lymphocytes and plasma cells infiltrated center of glandular lobule, some glands atrophied (as angle indicates), and some

marginal glands retained normal morphology (as arrow indicates), HE (X 100); b: normal glandular structure disappeared, with dense lympho-

cytic plasma cell infiltration and mat-like stria in center (as shown in box) (X 100); ¢: large number of IgG4 positive plasma cells infiltrated

center of glandular lobules (x 200)

Figure 5 Histopathological and immunohistochemical images of IgG4-related diseases in submandibular gland
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Table 1  Lab test results

Item Value Normal
Mean Range
Serum TgG4/(g/L.) 13.46 0.43-38 <1.35
Serum IgG/ (/L) 29.26 14.34-60 8.60-17.40
C3/(g/L) 0.80 0.41-1.60 0.70-1.40
C4/(g/L) 0.21 0.07-0.50 0.10-0.40
ESR/(mm/h) 49.50 4-120 0-16
CRP/(mg/L) 10.14 2.30-34.80 <6.00
FT3/(pmol/L.) 4.26 1.84-7.32 3.50-6.00
FT4/(pmol/L.) 10.03 4.65-13.50 7.86-14.41
TSH/(pmol/L) 3.55 2.12-9.57 0.43-5.08

ESR: erythrocyte sedimentation rate; CRP: C reactive protein; FT3: free

triiodothyronine; FT4: free thyroxine; TSH: thyroid stimulating hormone
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