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[ Abstract] Objective To summarize the clinicopathological characteristics, diagnosis and treatment of IgG4-
related disease (IgG4-RD). Methods The clinical data of 43 cases with IgG4-RD diagnosed from January 2013 to
December 2017 were retrospectively analyzed. The clinical data of the patients including clinical characteristics, accessory
examinations, diagnosis, and treatment were collected. Results Among the 43 patients with IgG4-RD, the ratio of male
to female was 3 : 1, the mean age was (51.3£15.9) years. Eleven patients had gastrointestinal symptoms, including 5 cases
of IgG4-related cholangitis with the feature of dilation of the biliary system and narrowing of the lumen in the abdominal
enhanced CT scans, and 6 cases of IgG4-related autoimmune pancreatitis with the feature of pancreatic enlargement or
soft tissue density shadow in the abdominal enhanced CT scans. There were 10 cases (23.3%) with periorbital
involvement, with the feature of intraorbital soft tissue nodule in the CT scan. Besides, 9 cases (20.9%) had
lymphadenopathy, 6 cases (14.0%) had fever. The results of autoimmune antibody tests showed that 14 of 42 patients had
increased antinuclear antibody (ANA). Among 40 patients who underwent immunoglobulin tests, 25 cases had elevated
IgG, 12 cases had increased IgA, and 29 cases had increased IgE. Coombs test were performed for 6 cases and 4 patients
were positive. Serum immunoglobulin G4 subtypes showed that the IgG4 levels of 35 patients were higher than 1 350 mg/L.
The immunohistochemistry showed that IgG4 (+) cells (3->500/HPF) were infiltrated, with the CD20 (+), CD3e (+) or
CD138 (+). Among the 43 patients, 5 patients underwent operations due to misdiagnosis. All patients were treated with
steroid and immunosuppressive agents after diagnosis, and their clinical symptoms were improved. Conclusion The
clinical symptoms of IgG4-RD are various, involving multiple organs. Therefore, the standardized diagnosis and
treatment of IgG4-RD should be strengthened.
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12 XBREMFR HEFERREFKRE

B HLUEAT M E B B4k . YT (erythrocyte
sedimentation rate, ESR) . CJ i £ [] (C-reactive protein,
CRP) ., Mg bR i P S H A, S 2 i A G S B Hu ik
(antinuclear antibody, ANA) . FJH2EUAZ L (extractable
nuclear antigen, ENA) HUIAE | HT A Mk 4 i i 3% i 14
(antineutrophil cytoplasmic antibody, ANCA) , fEERE
HIgG. IgA. IgE(IEH 2% li[Fl1gG#48.00 ~ 15.50 g/L.
TgA 4836 ~ 2 900 mg/L. IgEH0.1 ~ 150.0 IU/mL) , #MA
C3. C4(IEH ZH L HI 739124 0.785 ~ 1.520 g/L. 0.145 ~
0.360 g/L) . ¥R AFHECT(176]) . MRI(74]) .
PET-CT(4f1]); 3751l AT 2H SO B~ G A (AR LY
) R A THEGL (4 S Sl AL (1)

2 #R

2.1 IgG4-RDEFIGKFFR

A2 4315 1gG4-RD AR I REI MR . B9, =
FIEEEAE IR 1161 (1525.6% ), Hodh IgGati et inaE
250, 1gGat M [ B e PRI IR R 611; NE S8 22 REH
10%] (1523.3% ) 5 PR L 45 P KA 991 (1720.9% ) 5 & A8
61 (H714.0% ) ; HAx7] (3 516.3% ), A4 IR i
200 (7 4.7%) , LARZIE . P52 R E Ay s DR 382 0 1) 2 e s
U R 200 (5 4.7%), LA & B T R AR
LB ((52.3%), RECAHRBF1HI(42.3%), B HERE &
HH(172.3%) .
22 XWEKRET

L5 ARG i B 43451 58 v 8451 oAy v BE T 1 (i 212K
F170 ~ 87 g/L) . 1265 52 BE X 1M (ML 2 1195 ~ 111 g/L),
FLAHRE NUH RS AR R ISR . 11 3 T R R
il Be R I V& TR AR MG = . 42 B AT e A B
UK A, ANATH R 140, Hhii BEL < 1002 11491, T 2

1 : 320431, ENA K 4 Ry B, 2301 i3 ANCAKG £
BIh Y. 400 B E AT RIEERE KA, IgGTH 5256,
IgAT} R 12461, TgETH R 2911, 69 f ¥ 47 B4 PT ABREE 1
(Coombs) S5, 4ffi BHPE . ULER1. 40f &1 T LG fe
PEERE 1 G4 BIRG, Hor 350 55 F1 350 mg/L, 31k
(16.8427.9)g/L.
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Table 1 The laboratory examination results of 43 IgG4-RD patients

Variable n Case (%)
IgG4>1 350 mg/L 40 35(87.5)
Hb<115 g/L 43 20 (46.5)
ALT>50 IU/L 43 11 (25.6)
AST>40 IU/L 43 11 (25.6)
ANA=1: 100 12 14 (33.3)
ANCA (+) 23 0(0.0)
c3| 36 16 (44.4)
C4l 36 14 (38.9)
IgG 1 40 25 (62.5)
IgA T 40 12 (30.0)
IgE T 40 29 (72.5)
Coombs (+) 6 4(66.7)

Hb: Hemoglobin; ALT: Alanine transaminase; AST: Aspartate amino
transferase; ANA: Antinuclear antibody; ANCA: Antineutrophil
cytoplasmic antibody.
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B 1 IgG4-RDIBRCTHH LR
Fig 1 The result of CT scans of binoculus in the patients with IgG4-RD
disease
Soft tissue mass shadow (red arrow) can be seen between superior rectus

and external in rectusbilateral lacrimal gland area.

2 IgG4tEX M B SRR MR EE EIEICTIHMER
Fig 2 The results of CT scan of upper abdomen in the patients with IgG4-
related autoimmune pancreatitis
A: 4.0 cmx8.7 cm density reduction (red arrow) shadow with unclear
boundary can be seen at the tail of pancreas; B: The degree of enhancement of
density (red arrow) shadow in arterial phase was significantly lower than adjacent

normal pancreatic parenchyma.
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Table 2 The number of IgG4 positive cells and positive the expression of CD20, CD138 and CD3 ¢ in pathological immunohistochemistry

Variable n IgG4'/HPF CD20"/case (%) CD138"/case (%) CD3¢"/case (%)
Bone marrow 13 3-50 4(30.8) 6 (46.2) 4(30.8)
Lymph node 9 10->300 8 (88.9) 6 (66.7) 4 (44.4)
Periorbital mass 5 50->500 4(80.0) 4(80.0) 2 (40.0)
Pancreas, bile duct 4 30-180 1(25.0) 1(25.0) 0(0.0)
Pleura 2 80->100 2 (100.0) 1 (50.0) 1(50.0)
Parotid gland 2 >100 1 (50.0) 1 (50.0) 0 (0.0)

Skin 1 + 0(0.0) 1 (100.0) 0(0.0)
Nephridial tissue 1 10-15 0(0.0) 0(0.0) 0(0.0)
Nasal tissue 1 30 1 (100.0) 1 (100.0) 1(100.0)

HPF: High power field.

Bl 3 1gG4' £ 41, CD20.CD138,CD3e7EIgG4-RDEIRIEALNIHCL B R RIFFIZELNHERE, %200
Fig 3 IHC staining of IgG4-RD with the IgG4" plasma cells, CD20, CD138, CD3¢ and HE staining of the pancreas tissue. x200

A: THC staining of periorbital mass with the IgG4" plasma cells; B: IHC staining of lymph node with the CD20"; C: IHC staining of periorbital mass with the

CD138"; D: THC staining of bone marrow with the CD3e"; E: HE staining of proliferation of fibrous tissue of pancreas, a large number of lymphocytes and plasma cells

infiltrated.
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