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Table 1. Clinical data of the patients

Seven Cases of |IgG4-Related Disease in SMG I Park J, et al.

Case Age Sex c.C Serum IgG4 Pathology Treatment
1 66 M Right SMG mass 142.9 mg/dL  Lymphoplasmacytic infilfration including Methylprednisolone,
iregular-shaped reactive germinal centers 8 mg/day

Storiform fibrosis
Obstructive phlebitis
IgG4" plasma cells (> 100/HPF)
IgG4/1gG ratio (>40%)

2 71 M Right SMG mass 74.6 mg/dL Lymphoplasmacytic infilfration including Referred to another

iregular-shaped reactive germinal centers hospital

Storiform fibrosis
IgG4" plasma cells (>30/HPF)
IgG4/1gG ratio (>40%)

3 62 M Both SMG swelling  350.0 mg/dL  Fibrosis and lymphoplasmacytic inflammation  Methylprednisolone,
IgG4" plasma cells (> 10/HPF) 24 mg/day
IgG4/IgG ratio (>40%)

4 69 M Both SMG swelling  360.0 mg/dL  Fibrosis Methylprednisolone,
IgG4/1gG ratio (>40%) 24 mg/day

5 48 M Both SMG swelling  308.7 mg/dL  None Methylprednisolone,

24 mg/day

6 74 M Left SMG mass 673.0mg/dL  1gG4" plasma cells (> 10/HPF) Follow-up
IgG4/1gG ratio (>70%)

7 70 M Right SMG swelling 7520 mg/dL  None Prednisolone,

30 mg/day

Serum IgG4 (reference range; 3.9-86.4 mg/dL). C.C, chief complaints; IgG, immunoglobulin G; SMG, submandibular gland

gL glon S5 40U7HA] AF 3 F 43 F 1429 me/dL GFrgk: 3.9-86.4 mg/dL), @4 1eG 1298 mg/
L2 AR koot o] ¢ Wi 4 9 33] AR S5 dL @Al 700-1600 meg/dL)E A 282 HAlck o]
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w2 A HolL} -5 ofshAo] ot B & e E FH I 9] ME Alste] ol Solad ¢les g
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[G4 /9] FAA L7} th QI " 22of e gA Aol AldiRE ARSI Aol A= oM adS SlER] &
ol A IgG4 ¥/ FAAIZ7} 100/HPF o) Kol 1gG/1gG4  kom &5 A S04 Aldligh AAtollA &35 Al
G FAME ¥E2 04 ool (Fig. 2). 84 1G4 E FAE A0S WUoth SN Aol A A 158 g/dL,
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= Dist 1.81cm

Fig. 1. Radiologic and ultrasonic findings of patient case 1. A and B: Enhanced axial and coronal images of salivary gland CT scan show
slightly enlarged to normal right submandibular gland (asterisk). C and D: Multicystic and hypervascular right submandibular gland on

ultrasonography.
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high power field (D; arrows, x100).
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Fig. 2. Hlstologlc fmdnngs on hematoxylln and eosin stalnlng (A-C) and on |mmunoh|stochem|cal stalnlng for immunoglobulin G4 (IgG4)-

positive plasma cells (D) of patient case 1. Lymphoplasmacytic infiltration with irregularly shaped reactive germinal centers (A; asterisk,
x20), storiform fibrosis (B; asterisk, x100), obstructive phlebitis (C; asterisk, x100) and IgG4-positive plasma cells greater than 100 per
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Fig. 3. Serial follow-ups of serum immunoglobulin G4 (IgG4) level of
patient cases 1, 3, 5.
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Table 2. Diagnostic criteria of immunoglobulin G4 (IgG4)-related disease

Criteria Manifestations

Diagnosis

Clinical (and radiologic)

Histopathologic Fibrosis and lymphoplasmacytic infilirate
IgG4" plasma cells > 10/HPF or IgG4/IgG ratio >40%
Serologic Serum IgG4 >135 mg/dL

Swelling or mass lesion in 1 or more organs

Definite diagnosis

All 3 criteria met
Probable diagnosis

Clinical and histopathologic criteria met
Possible diagnosis

Clinical and serologic criteria met
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