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effects of immunosuppressive therapy.

METHODS

From January 2014 to April 2017, 30 patients
diagnosed with IgG4-related hepatobiliary
and pancreatic diseases were included in this
study. Serum IgG4 and IgG were measured.
Shear wave elastic value was obtained by
color doppler ultrasound. Histological exami-
nation was also performed. The response to
immunosuppressive therapy was observed.
Pearson correlation analysis was used for
correlation analysis.

RESULTS

Main clinical manifestations were abdominal
pain, fatigue, and jaundice. Serum IgG4
and IgG levels were higher, and there
was a positive linear correlation between
serum IgG and IgG4 levels, between serum
erythrocyte sedimentation rate (ESR) and
IgG4 level, and between serum ESR and IgG
level. Main imaging findings were irregular
stenosis of the main pancreatic duct, without
distal expansion; focal or multifocal bile
duct stenosis, and bile duct wall thickening
in non-stenotic segments; and diffuse liver
echo changes. Main pathological findings
included: IgG(+), IgG4(+), and IgG4/1gG >
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40%; diffuse lymphoplasmacytic infiltration;
storiform fibrosis; and occlusion type phlebitis.
They were often complicated with diabetes,
hypertension, Sjogren's syndrome, and other
autoimmune diseases.

CONCLUSION

Since ESR is an indication of inflammatory
activity, which suggests that serum IgG and IgG4
levels can reflect the degree of inflammatory
activity. IgG4-related hepatobiliary and pancreatic
diseases are associated with IgG4 positivity
and infiltration of other plasma cells, are often
complicated with diabetes or other autoimmune
disease, and are sensitive to hormonal therapy.
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Yo BR B 1 G(immunoglobulin G, IgG)4fH <M
I (1gG4-related disease, 1gG4-RD)& —Fl{g
PEARREREAL P, DAK B 1g G4 FH M 41 iz
T BUR A YA S S 1gGA/KF- T R e A
IgG4-RDIL JLAEAE N —Fh RGBT KK
Frkil, v R L2 RIS, EAERER . IHE R
gr. WERR. BEE. R, MBS, FEBhk.
IR RN, T g GAAH S 1 AT RE R AR =
FH1gGARE I fE IR 98 (1gG4-related autoimmune
pancreatitis, 1gG4-AIP), IgG4 ] Stk P H &
# (1gG4-related sclerosing cholecystitis, 1gG4-
SC), 1gG4AHK H & %% I 4 (1gG4-related
autoimmune hepatitis, [gG4-ATH), LK FHH2
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FHEGBFES. AW 5 ZMA S Rk ER
I IR R IR e M VR BA AR AE, 2
— W R/RIZ RN AN R A
2014-01/2017-047F 4 M R 755 — B &g = e A B
(191 g G4 AH G R Jit 1 5 56 53 g 9 kb gk A7
[ B P I R B 7 20 A, ARSI IR _FIAiRIgG4
FHOCHFRE R AR, DR IS B 2 TR 9T 3K
Bhy, LA IR -1 GAAH 9 5 AR A 5 FFRE A
B S AR BB, JU R H ., B DG
R TR 1 4 A2 T ET DA S B R G AN 6 Y
FAR.

1 SRIASE

1.1 AHIF 78 A FH [ 95 3 9 k40 #, Ui
£22014-01/2017-04K8 N K 2% 55 — It g = B Wi
ABE, FATHLUR B E R A, A& 2H N1gGe
R T Lt P P £ P 4 30003 3 K, 4
NARE: G0 B KRR R I IE, 7E2011
SEHIE T 1gG4-RDL A L WThRHE, Akin .
(DI RS 73 527 BN B2 A48 B R AE 1 1 5
18 P B R R A i K B HOE B (2) L 2
R ML ETgGATH R (>1350 mg/L); (3)ZHLH 246
R a KRR AN B AR 40 IR, FEAT
Yetk; DAL IR IEMITgGAPH P M 51gG
BH 1 S 41 B 1) B AR >40%, HLAE 5 BT T
Tg GAFH S 41 AE>104. 32 (1) +(2)+(3) N
WiiZ; WE )+ @) NRATRE WE)+Q2)N
AIRE. N REE DL — R R E, A Rei
B LF A 12 W bR A Bt T AR AT A R 5 2
FRUEHEATIZ W, 1gG4-ATHZ WK HE Umehara
PR T g GA-ATH RS Wibr v e (1)K
TATHGIF4> RS2 NATH; (2)IM1g G4 FE
=135 mg/dL; (3)HiEHIL A X 1gG4RH 1t e 4
M =104/ m 53 EF. 1gG4-ATPZ Wi S [ 32
FEHISORthrE ™, ZAritE I3 6 hn e, £5 401
ZRIRTZ W, BIT(1)758 BEAS: 7 S 7 vk B 2 4 P st
A J R 9% BAH 24K 2 e £ R K R T g G4 BH
PEA (= 10/ 5 ALET IR, )T ALK+
ftfi(computed tomography, CT)F] #i 7 R LA I
MIBEIgGAZKFFt 815 (3)X I IT A B /8
A B R R AR 2R 52 2. 1gG4-SCizli =i H
AR TF20124E 8] 52 (1 g G4-SCHrE™, 2k T
THA A, BI()IA I IEE BAR S5 R (2)1LiE
TgG4/K V3, (3)F AT g GAAH I3 [ 77 1E;
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. 1gG4

(4)HL 7Y (R 2 S0 B A2 IRRAE . HERRARvE: HERR
AFFEIEWARAER B, FFRRIMR BRI 5
ZIVERT 9% . BAE AR MR . VR M A TR
TPRE 1 i I 58 P s S8 7 G2 b
(11 g G4AH IC HEJBk i < s 3 33049, 32 %2
HIgG4-AIP 25, 1gG4-SC 4%, IgG4-ATH 4451,
1gG4-ATH+SC 16§, 1gG4-ATH+SC+AIP 443
WA BT EPUACD3ISAE R A2 S A ).
LgG(_Hg A A =) A g GAGR M 1L HT AE 4
FEARTFRA PR A A]).
1.2 W30 85 H IR K TR, GdE1gG4
AH G JHRE G R s S8 38 R 1 ) AR 8 L e R
RKIL, LRERE. BRFRE. HIURHE
R RO K AR T RORSE, R4S
G SCHR A3 A FL G R RR 5. MLIE1g G4 1R Yu
0-1.8 g/L(f 9% bk i%/SIEMENS).
1.2.1 : LLI6GEHER A G 3 T
TERREUTHZbR A3 2%, 6K N1.5-2.0 em,
fREDAFEI0NLL I X, FFHLWRALR 2
J&, A2 T A AL, IR EZ N34 pm
HIVIA, AR 4T (hematine-eosin, HE)%%
o, H3—4TCD38. 1gG. IgGAIEH 4L ¥
Yot W% M. ZH20014E/ CGREFIET R
Brida 7 20 VIR g JIF 9 0 3 1) 4 G oy B, Xt
FEREIEAT R Ny G EF A0 5 1S, G
HEU 2z g K F B E TR C D38, 1gGAHll
1gG4, &I & U 4% En Vision — 515 3HT.
e AR T W 8% G s H Sk A e ) 1 B
YRR 3 A0, BEAFRA T = AT (X 400) R it
A DIMCEX [BIgGa+. 1gG+. CD38+4
Mg, Fet S HAE A, A S AR R >5
TgGA+2 A ™ 3 XONTgGA(FHTE).
122 D AR ARIBR 53 1R
R, KANHZED2 em X2 em X2 cm, ZHZRFR
A58 5 AT AT A, I RRUR B2 83-4 um
VIR, HAHER 4, FEiE—47CD38. 1gG.
Tg G445 AR e, HLAR T AN 38 1 [ i
WEZHZR A 2
1.2.3 CRERERES
JE kL, AT, 1gG. 1gG4. Pikzdifk
Bt

NI SPSS21.04¢ it 2 8 44
X R AT AR B, T TR A A R OR, SR
Fefr S, vHEs el DU B el & 40 B AR, R
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FARR AR50 24 3% 252 i AL 7% B 1R AF G 40 B o]
SeanilE i B, 7 2L NMEEFH T F PearsonfA iR
AHIHEAT R 23 AT, P<0.01 XU & & VRS
7K AE.

2 #R

2.1 G e Wibs HE T g G4AH O IE
o B s A 3041, FEEEHTgG4-ATP 24,
1gG4-SC 4%, 1gG4-AIH 445, 1gG4-AIH+SC
16/, IgG4-ATH+SC+AIP 445, 1gG4-AIP 24,
BB, SFEJFERSTS £5%, 1 REIRE I
NREIR, A PR IR BB LB, A I i R
B 15 1gG4-SC 441, 55161, 22341, 34
548 £8%, B RIEIRZ KINy R kB e

Z 1, B FF e A 16 1gG4-ATH 44,
A, PR 63 +4%5, HIRIEIRZ R
NZ 1 BIREEGE, & 0 R s A A IR
RIR 2 825 1], & JF e S0 B 161, &9

P 2 101]; 1gG4-ATH+SCHAIP 441, 524,
22, SFIERS6 S £21%8, WRIEIRZ £
WO RIS NG Z M R G, & IENE
JRIF B 20, 1gG4-ATH+SC 1641, B4, %«
126, “FEIFRR 605 £14%, B RIERLZ RN
NZ 1 BIREE G, A I A Ak 8 i ik b
. HEEE GRS BEEER. BEEEE
REF 20, GIFTIREGEMEEE3N], &5

JRAR B ERESY . B s THRGE. Bl SkR
HE B #1491,

2.2 Tg G4 AH G JHRH fige Ji 1 78
I MLIEIg GAMT g G/K s (r = 0.632,
P<0.01), FR4EHC B AR S5 R, T LA I
T T g G/K T AL E T g G4 /K - 2 [] 5 2k 154
K(r = 9.29, P<0.01, K1), HRHHSE K&
S55L, LA Pt/ PRI LIE 1g GA7K - 2 [H]
ELMEIEM @ = 0.482, P<0.01, E2A), R4
R B AR S5 AL, RT LA LT /K S0 LI
1gG/KF 2 [0 225 1 IEAH G (E2B); iR 4E H
AIBE AN BE A N LIS 1g G481 gG/K T 5 B 1]
WA A AR O (BI3). ST 2 I
THIgGAMIgG/K- 8, BN IEM K, [
E1gGy TgG47KG53 1 5 MPT /K2 8] 35 S 42
PEIEAHSG, 1. K41t MIEANABHMEZE N
18/30, P dLAIANCA . 25 MR AR B 25 (1 22 44
PUARPHPEZ 35 °82/30, BLSSA. HLSSBHUMARH

2562

PE2 5 °43/30, CA19-9TF = 1 Eb i 243/30, 2451
1gG4-ATPEE o HH 15 8 35 F ML ye ki g
07 g T .

2.3 261gG4-ATPE &, H 14
A5 I R e s i R A R 1T A AN 88 Jo L
JBRAE oA 5K, CT/R R AR SR 2248, AW L
—25 mm X 33 mm¥ESLHARE LR, EM VIR,
DAFEPE N F, BERK S, 36598 5 BEsRiL I B, 38
PR BURE R B AL, 98 AR R0 K A R RT AL
2 RAESAKE, AR g Ta] B R I, R R W
ok, JEEESLE L RN IE, A
FARGERIUE, 4R NAT WIS RO A+ AR
REREMIETIGRA” , BERECT/R “BE
HALARE” MU, JREES . ER-H A2 K
TR (RPN T ). 53 10838 IR CT
NSRS A (B P AR, HBERERY R, J IR AR AR
WK, BRI B 5K, 401gG4-ATHEH
KRB 7R R I8P B 5 oA, IHEEEAR R, &
s, AR AR WG e, BRI KN ESITEH,
SRR A, BRE LY kK, 46l1gG4-SCE
BRI BTS2 kg M (8] 7 4, H R JE
it b 145 BB G R R E 4 1 B (magnetic
resonance cholangiopancreatography, MRCP)
AN T A V0, P LA P, AN B,
JRyFB I AN I AT B 7, N A R L B
BAEK, MHRARRN, BEJE, AR WU Ry
ik; 4l1gG4-ATP+ATH+SCH ¥, H 1] 3
KRR I g M (ol 75 258, IHZERE )R, Bk,
R 52 5 [ R 3850, R R AR B, 141
BB W LR BUS (magnetic resonance imaging,
MRI)+MRCP/RHHNZ K7 HES, HH45
JEE R LB R Tk, TR R T A B A, 161
HEMRCP/R IR A TR IE MR, 2R,
[ R ANE, A SN R LB B85, 16
#1g G4-ATH+S C 5 & M 7 I 58 51 R i 14
[l A, P R/NERIER, BEE . BHE,
JHF A AN AR R LB R 5k, IR KNERS IE
W, SEREI ), BTy, Hodh R
MRU+MRCP7RJH A 4R R W B B4 5K, IH
S FBT LR REE R, N BRI
By sK B, IR TR K/NT, R AR L
WAk, WIS 5 R L 45 5.

2.4 245l 1gGA4-ATP 2 2 975 T 45
S, TR ) AT 4 43 B A AR 2
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B 2 IEIMRAIgG4. IgGKIEHIXR. A: 19G4; B: 1gG.

HEAH B 2 T TR PR A0 IR, RT L Ik ER E
B, BRI A R, R SRS
ASFEN, CD38(+). CD138(+); 1gG4/1gG>40%;
IgG4(+); 4B1gGa-ATH B HRB LR, AT
I ] AR BER AL, Y X A Yl 2 A ]
LA 45, CD38(+). CDI138(+). IgG4(+); 4
B1gG4-SCHEHHRBLE R, /N AT 40 i A W
A, FAE BN R SOIRIRGE, I X 4 4
M TN A, /D B I % 41 iR i,
CD38(+). CDI138(+). IgG(+). IgG4(+); 44l
1gG4-AIP+ATH+SCEF R LG, FF4H A
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, .lgG4

A 600t
5.00F
4,00}
3.00
2.00 ° ° o

.

1.00F  ° &

0.00+

B 6.00-
5.00f
4.00
3.00¢
2.00+ 5% o .

0 g%°

00%,

1.00+ 000

0.00f
10.00

1 1 1
30.00  40.00 50.00

IgG

1
20.00

3 [MiEIgGA. IgGKFERIBILDREIHERIRZAR. A: 19G4;
B: 19G.

& 1 [IEIgG. IgG4. MITABRMEDHTER

paxi:) P r

IgG 9G4 <0.01 0.632

[o]€] <0.01 0.482

1gG4 <0.01 9.290
P<0.01

JRRH, JR R SRR TE, VA XA RS K fE
B2 MG, JRAEiE Y E R4 IRIRIE, JF
DLFAR 98 K /NHAE 46, CD38(+)s CD138(+)-

IgG4(+), H i 141gG4-ATP+ATH+SC & IF
T AR AR EE M R, 1gG(+H). 1gG4(+);
16411gG4-ATH+S CHEF R FL 45 R, 41 K
Jir . ARCERAEAR PR R 40 B N e RSN TT
DA 32 K B0 FF 8 IX 4 4 2H 233 2 Rtk 2
GUAR . PRI BRI T L SR %, B4
B0 B R 8 AT WL AR N B, CD38(+).

CD138(+). 1gG4(+) 1gG(+), HF16I1gG4-
AIH+SC#E# & 7 Bk, 45501k (Lauren
SR Ay, Her-2(2+), 1gG4(+), Hrr14i
1gG4-ATH+S CHE 4 & JF 18l i R v 7 R IAG 1
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4 FIgGANEKATRERIRER B E MALAFRIE. A 19G4-AIP:

C: 1gG4-AIP+AIH+SC:
(), PAS( )x 100; F: 1gG4-AIH+SC:
()% 100; H: IgG4-AIH+SC:

1gG4-SC: 19gG4 ; 19G4-AlH: 1gG4
% 1gGA(+)(E4).
2.5 W 5 3R & 1gG4-RD I — 2k

BT, 3061 B S MERIRT. )W
IR Je kA A U677 #30-40 mg/d, JAIT2-4 wk
JE RS AA AN RIRE A SE A iR . 18
A FTRAR T ThRE I B0, ARIRAG 7
U EE G LR I IS me, JHE2.5-5.0 mg/d4E
££3 mo, WIL T2k VI, LL6 mo ARl T2 5, 24
1) 5835 I PR IR 58 A 22 A, 19 835 LK 1g G4
1gGRE & IEH K. offl Witk 2 RAE, &
T 7E R A F SRR T S YA AN TR
FEREf 3. Hoh 1511gG4-ATP 3 [ iR FE Sk
Az, SRR, 1T AR T M B A AR+
JEAR A IRAE DI BR AR, ARG 45 T 1k, i
Rt 43 WA SR SCRFIRTT, NG HACTR: ik
RS AR G, B, B 2 R m R
OB FE o 7 ).

3 111E

1gG4-ATPH AR IE, #% % B F 78 R 0
B S 2 1 R 6 T DA 3 o DX A D Ak A
JE, SLEEE. BIKEkiik, FETEAEE,
T B DR ik R 9% 55 0 3 ol B 5 oA 2, T R
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(HEx 100); D: 1gG4-AIP+AIH+SC:
Masson( ),
(HEx 100); I: 19G4—AIH+SC:

(HEx 100); B: 1gG4-SC: (HEx 400);
(HEx 100); E: 1gG4-AIH+SC:
( )x 100; G: IgG4-AlIH+SC: Masson( ),
(HEx 100). 1gG4-AIP: 1gG4

FE1gGARH IR 2 AT S, A0 5835340 DR L 3
I, PRI AE £ 1 e Ak it e i 2 5] i
i, AT SR 2 W 1 B2 WilgG4-ATP 17
A I 53 B8 [F I I ROR RO PR, HLEAN 2
IRIE2E, @ HEERRIT IR, # BRI
I 7 T A, PRI e R 3R R R A T RE S
Pk R K AT . 1gG4A-ATP A I 1 AR 1 2 o
e UM YoshidaZ ! i 38 1 A TP i
RURHIE 2 — SR AN G R R R ZE I, SR AH 72
H161gG4-ATP T & IR I e, Hk
A B D) R DR AN TS 48, 3k o] RS/ R 1
b T BEVE B oG, AT Re S AT RIE TR
AR, MR JGEBINE, & U I FE i,
B AER R B RS EIRTT IS, TR 5
/N Ok, MRS AR IR EUR . TgG4-ATP L
FICTEMRIZ I T I Jof i R 18 2 i £ A2
IRRAL, A IR R R LG % R B, R
R KBC13) FEE AR, AMEA
e AEES o B R TR BN B R A
P T e R B B/ R e e R R A (o ey
%<5 Bin), AL 5 e S . R s
JRFZB(CT MRI): 578 PR3 Pk 2B 1R 1 5 (1
&), BRI KA IR I SR (24, R
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AR (W BLTAT IR 1552 . MRCP): A ki
Uk K BB 2 R R R AR (1), A
28 S A 1T BV R M R R R AR 2 )
JER I/ PR A S RS2 AR R INAE2 wk N G L
THIR.

W Fe R IR R G B R 2 A1 e
152 B2 E, LR FR1gG4-SC, i HL I
Tl /21 g GARH P 2 4 A R s A0 vz 27 4 fk, (H
G AR S IR M R AR %0, 2 RK
AR, RHAE ISR AT LR AL M B 2 & PR R B 42,
SR ML RR A 56 . 20 1R Rl sl IR
FEABL(EL R 75 PN B A A mT I ORIB M L X AR 1 A
EREIN AR, oAb LR 5], [RIES
e AT B G v 7k IH A B 1S 5 0 S
B BEAR A 1R (K T0.8 mm).IIfPREE A4
ISASERT, B AT REER S AL BT
RIGIT. HuggettZI7E— 1544 N\ 115%11gG4-RD
B I HTIEVE A FUBE F R I, IR 2 R IA
59%, HA LGS FBZ BRI NZ W, HFRIgGE-
SC. LAMERKSE K H AR HRIE" ", 1gG4-SCHk
B RY62-69 %, T (5185%-87%, (HIG T

TgGAAH I FHFRF R s 263 1 I T 1g G4
ANgG/K 5, MyT% 4 RETG 5, B
MiEIgGRN g G47K T34 5 ML PiK - 2 [a] 2 284
1EAESE, H MK LS 1 g GA7KF 2 i) #H 5
PERE AT UROR MiE1gGA/K P — E FERE_E]
DA BRI 28 1S SRR FE. T LT 1G4 Bk IgGK
SEIHARESR R IR L 4 AL FREE . 1gGARE MENT
JIE JE i s 5 O PR PR 1o G4 S HoAth S 4
FELFRIIREIE, O PR B At B B S Mgk
i, HHITBERIGTT AR B, TaGAuRk B R4t
FHER B IR EABRERE S TR, W
BB A

X F1gGa-ATP, H AT 778 L1k 3%
e MR TESUE, BUARER RSN AR
NIGITHRAE. X F1gGa-SC, H1 T il fE 5 A
Pk B R W, Rt — 2 s & i 45
TR T WER N —RIRIT 2, 90% LA 1
SR N R A T BLIG RO IR AR LTS
TgGA/KT-BEAR S 15 2 0 o2, St F 4 Fria
J7 75 5 B AT MAFAE G, B i3 2 35k H
WBAA JE2.5-5.0 mg/d4EFEiRIT /0 34F, Har
RRSE A 78 M WAEI R TR T3 moN 52y, (A
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. 1gG4

IR BDRH OR, SRR #E 2 DR A#e

FOR RS, BRI AN, A S ) ) an iR
WIS | I 5 S 2 Ty i B PR 2 M A A A T
THERHATT, AR HTT BOM R Z 2 0% 1 RUE3E
SCRFPN AR AT 3001 B B PR TRT, 1%
R JE RS AL 4R 77 #:30-40 me/d, 1E9T2-4 wk
JE IR 18 0 AN (R RE B2 e B, AR R IR A 2 4
1 U RIS mg, 98 Z22.5-5.0 mg/dZERE3 mo,
BRSBTS, L6 mo NBE T2 0T, 2445 3 IR
POREIR 7€ A= 25 fif, 198535 MiE1gG4RMTgGI% =
IEH K. el B s [ 8 kAR, B8]
RE 5 B EINTT R T 25 K, Sl fERER
it _E i FH SR AT 5 36 AN R R BE U .

B T 1gG4MH KM i1 g G4-RD 72 il J L4
A AN, BT LU E AR TR 2 21 %
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