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Abstract

Objective: We discuss the clinical characteristics and progress in diagnosis and treatment of
IgG4-related disease (IgG4-RD) by following up a patient with this disease for up to 8 years. Me-
thods: The diagnosis and treatment of a case with IgG4-RD were described and analyzed. Mean-
while, a literature review was carried out by focusing on IgG4 related retroperitoneal fibrosis
(IgG4-RPF) and IgG4-related sclerosing cholangitis (IgG4-SC). Methods: The elderly male patient
was admitted to our hospital for the first time in June 2011 due to “left lower limb edema for more
than 4 months, then progress to bilateral lower limb edema for 10 days”. CT revealed retroperi-
toneal membrane thickening and bilateral hydronephrosis. The patient was diagnosed as idi-
opathic retroperitoneal fibrosis, acute obstructive nephropathy, and acute renal failure. He im-
proved rapidly by corticosteroid therapy. In May 2013, he was readmitted because of “abdominal
pain for 1 month, yellow staining of skin and sclera for 5 days”. The imaging examination revealed
proximal intrahepatic stenosis with distal bile duct dilation and soft tissue occupying lesions at
hilar region, which might imply a diagnosis of cholangiocarcinoma. However, in the long-term fol-
low-up, the course of the disease was good, and corticosteroid therapy was effective. Combining
the evidence of abnormal increased serum IgG4 levels, the patient was finally diagnosed as
IgG4-SC. Conclusions: IgG4-RD can occur at different times in the form of IgG4-RPF and IgG4-SC
successively. The former may present unique imaging characteristics, while the latter may highly
mimick cholangiocarcinoma and is easy to be misdiagnosed.
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1. 5l

ACARIE 1 DT KIE 8 41 19G4 A9 (IgG4-related disease, 1gG4-RD)IFE WG, ZEE ¥
I, WIRERINZE RO 4 A4, BUFEAMHAME 10 X, CT /)5 ARG EATBNE HAK,
CWORRE R G AT 4t SRR B A S B s, AT R R AT R LR 2 EJE
I 1gG4A AR %8, AT LI 19G4-SC-2a B, By iRi2 NIHE N . B35 M35 19G4 T, ke R 4T,
M HBERIRIT AR A SCEE G o AT SCRE ), BRI B IS R FFIE RIS A SR o

2. B

B, B, 52%, CHTFBOKE 4 A4y, XUFE/KMIFNE 10 K7 F 2011 4F 6 A —IkAPFt.
BE LRI PE IR, RE N, RUFMEA. 2EHATT 4HEERE A Scr 152 pmol/L (1IEH %14 57~111
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umol/L), B : A FERK . 10 K Fi /B jo) B =, T4 25 M yiig PR, Ser 873 pmol/L, JREZ) 1200 mi/d
(IE# 2% {4 1000~2000 ml/d). CT 7n~: JEMEHEEE, XUEMAK, XUEIRE FBEE HPUK, WE 1. &
FREAE S FH25 Sk, RO 30 RAE(20 SCIR), SIAFIREE R . & fR: BP 160/100 mmHg, XX
JI O R, R TIG ] e F R A SR, O TR R IR B . SR AT A Hb 93 g/L, FERRRLAN A
i1 0.01 x 10%L; JREHA-; HEA 31 g/L, CRP 19 mg/dL, (IE#Z#1H Hb 130~175 g/L, MERRL4H M i1
0.02 x 10°~0.52 x 10%/L; JREEH-; HE A 40~55¢/L, CRP <10 mg/dL). FiE: XUE B [l /5, X5
BREERUK, B 121cmx57cm, 415 9.7 cmx 4.8 cm, FFRRERR LS5 . YIEi2H: BRI
orofitk, MR, SRR . A FH I 40 mo/d B, REEHEEZ, BIhfemBetE. 185
H1: Hb104 g/L, Scr 134 umol/L. P54 T4 30 mo/d Bx & Bz 1.2 g/H, 3 MHEE Scr
72 pmol/L. P4 )G KV o

W @O ‘7 RBERK @ “>7 RHERE R

Figure 1. Renal CT
E 1. '8 CT £1

2013 4F 5 1, BFERK “MH 1 H, &5 EKAIBEEG 5 K7 B IR 1 H Aol 8% K H
AT R B R e R R . 10 RAT/ MBS, EIREIESR. 5 KT H A g B ks g, fFRhk
JEFE. Z ). Bk BB R R Gy, A BRI RS, FFIEAE SN 2 om Rl fil e . SRES E A
#: ALT 280.00 U/L, AST 141.00 U/L, GGT 1064.00 U/L, ALP 1066.00 U/L, TBIL 192.50 pmol/L,
DBIL135.20 umol/L; 1gA 4.49 g/L, IgM 5.60 g/L, 1gG 11.60 g/L; Scr 36 umol/L; Hb 97 g/L; CA 199 53.4
U/L; I, JRYEMBEK T IEH : (IEH 2% ALT 5~40 U/L, AST 8~40 U/L, GGT 8~50 U/L, ALP 40~150
U/L, TBIL 2~19 pmol/L, DBIL 0.1~6.84 pmol/L; IgA 0.76~3.9 g/L, IgM 0.4~3.45 g/L, 1gG 6~16 g/L;
CA 199 0~40 KU/L). 458 CT 7n: JHTTXEHLR LS S I ANIREY 5k, HBERNZ K45, 4
BRI E AN, WE 2(D~G). BILREILE ISR (MRCP): FFNIEEY 7%, ZHFI13EN,
MR RER G S, B EReE . %, AR BRIk, IR WS SR, BRERNHEY %,
W 2(@). LW BFITIEE R, R R . ANBERS TR M ERCP, A HE Y SR
WIS R RERBRIAE, EHNIEEY %K, HE2 0.8cm (8 3(D)). 17H B H I+ H P i
B TF x15 cm WIRLSCAUAEON o RN VE R HAS A R UM AN ERAE, RSRA RIS WIEE . R TR
WA AR KICEE A, BE b, WG LA A TSR D) 58 4 R .

2014 4E 3 H , B N R 4 B ik S OUBE SR YL hin = 758 = R NP, 75 Hb 106 g/L, PLT 392 x 10°/L,
ESR 83 mm/h (1IE% & %18 0~15 mm/h), F#E 30.0 g/L, TBIL 108.8 pmol/L, DBIL 78.9 umol/L, IgA 2.30
g/L, 1gM 0.91 g/L, 1gG 19.70 g/L, CA 199 12.72 U/L, CRP 10.50 mg/L. ERCP . /B % 37 42 0 e 1% 3,
AT BT R, ERFWIEEY 5K(E 3(@)), 4T H#: 8.5F x 15cm 3222, #f i b
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Ee O “=7 RENIEEY K @: “—7 RETTHRAHN; @ “—7 SABEES; @: “—7 REFAIREYT KEFITAH.

Figure 2. Renal enhanced CT and MRCP
[E 2. 'BHiigse CT MtIREIEE G

H: O@: AR RIS 2S8R BE, BEFOREmBEY K, ©: kPR EE YR K A .
Figure 3. ERCP
B 3. BEEER

i3

2015 4F 8 HEEVI T B Y IR, BACK WU 575 . &1L 19G4 > 3.52 g/L (IEH S %15 0~1.45 g/L),
GEG BE RMERRREMZ A2 RS, HRE 19G4A AN, 4 TR 40 mg/d, 4EFF 1 AJEZEH
I 5 mo/d, feJE4ERE 5 mold 24, 34N AR E A CA199 7.10 U/L, 19gG4 1.56 g/L. 5% CT BoniFIT T
TR ARG A4/, ERCP R P B B A5 Rzt v 19 ik A SR 4 e (K] 3(®))),  IRATRHAE SC AR HUH
K. BEMUIES, WETEEMAREK.

AW LACEEZ: 2 HE(2018 i B 755 028 5), JF&EBF G F .
3. Wig

IgG4 HHKIT (IgG4-related disease, 19G4-RD) & — i H & 3L iR B G /i S HETE R K - g7
RAEFEL AT, R AU MIE 19G4 1wy, Al 25 23w s2 800K, i B I EUE M 19G4T M 2 40
MU SCIREF AL AT P ZE MK 28 S R-AE, I8 TSR B R E YT = W UK [1]. 5t Mt, 5
PEEE IR B3z R 2 L[1] [2].
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5 % I I I 21 41k (1diopathic retroperitoneal fibrosis, IRF)/& LLALSe T3k BE B0k K L ARITAH 431
LRYE - RVEA A RS R W, R RS S e 2 52 R I A AR A REL[2] [3]. B T IR N B i IR
CT REFIE SB[ IRF SRB(Gn 5 S0 kA A AL 6 4 ), 12 fe RIS 5L, (E 45 60 N ML 2R PR IR (A 5k
1B VERR RO OREE T BE) ARAE (a0 35 5k sl bk B2 52 R 5 S804 SR 0] 2 U T s V7 ) AR S s 5 A 2 (- 3R B
e, ARG S R R =G I0A S D) R IR AP R AL, R LAIRIS 2. EARTE R IRF
SER S E A K S, F AR R T B (R VR T .

1gG4 FH <tk P IH % % (1gG4-related sclerosing cholangitis, 19G4-SC) /e 1gG4-RD 2 7 IH 5 IR ) — Fejt
RN 28 . B 19G4-SC IS Witrdi[4], Z B B & MBI SMARFARER LI 52 0E s, 45
A BB BRI A O A RIFHIRRE, FEATHIS 19G4-SC. Ik, IRF AJE1E N 19G4 FH S I 5 2T
4E1L(19G4-RPF), 1 19G4-RPF 34 19G4-SC BN 1 Btk T 1 AR SRAT R 08 (R BE A4,
Aistk. HER BT IS B 2 2R AR AR 8 b i DASRAS 60 3 MRS BRI s AR, AV A 2 Wi e A PR
[5]. #& 19G4-SC M5 2KITE[4], DG AR HRHE, ZEFNENTINN 2a B, 54, ZEEREGIHH
SRR %, RIS 19G4-SC.

ZEEYIEHARIZ NILE R, 5 19G4-SC iR1Z N AL/ Sk b 2 WANEE[1] [4] [5]. [ 19G4 /K-F
Fhes FEBEZON . MG RS HIE R 75 O BR[O [RPR A 38 B 1 SRS 0 [ 75 ) . R BSR4 . R4 1
T2 AR IR T A BT FHW#2 19G4-SC. HILIE 19G4 FIBUBRMEFIRE R 4%, HUWnR 19G4 > 560
mg/dL RN 19G4-SC &AL R SE M Wi k4 [4]. EAFER IS, IEUAB B E RN, 19gG4-RD &%
R T IR Aw, TSR ERR R

FAh, AERIGERZ, M35 19G4 MBUBRMEFIRE R B %, 3%~30%(1 1gG4-RD EF# 1MLih 19G4 iR &%
1B, HoAthps A T M 2 13 19G4 W IETHE[1]. 2R1M, MiE 19G4 KF 52 BaEHH 2 53 EMX.
AR S H 52 BB LTS 19G4 IRFEMAFTEZE T, Sk B A Mikulicz LA MEF A Itk sb 2 552 R
I EE T 19GA WE R, Ao 1170 mg/dL (520~2178 mg/dL): J=5BR TSk &R RS A 56 42
Mikulicz A AE B34 L 19G4 IR FE A2 %0k 445 mg/dL (183~888 mg/dL); AT« HH. FEsz B i
IgG4 ¥ JEE () R Az 4 316 mg/dL (147~622 mg/dL); RPF Fil/mk 13k 4 & (ML 19G4 W E ik, H
%R 178 mg/dL (63~322 mg/dL) [4]. 7EREVI T, ERNERKZ, MG 19G4 /KFAGE 5 T VP4t 1
MEBIECE A, NS A RAAR 5 1 S R B8 R R AR AE o

HATAN, fELZESREI N, FERRMERZIRIT 19G4-RD (I—L425%) . #iGiE SRR 0.6
mg/kg/d (4E+F 2~4 ), 4 1~2 Jy> 5 mold, 2~3 FJEE#RE 2 5 mg/d, 4ERFE/D 34 X TR
AL ZZ AR bR K B 8, als R, (REE VIR YT, R E R (AR5 O HERE 40 mo/d (4E
R4 F), BEEREED 5 mo/d, &1L EES . W TR R BEE A E T R AT G g
A, AR G4 770 00 B AT A7 4+ [1] [2] [4]-

% 1gG4-RPF B35 RAT MG YT, B P E IR T R 2 Al . X T2 Jeit . 2 WHiEdE 785y 644
PIAS AT FERI I S O 2 IR B B IORE 1) A5, FRATEE R IRYT, DABR RS ik . X J
FHENESBURYSEIERAE. 1F 19G4-SC [iZiadfer, AT T ERCP JFiE 1 HE SZ 48510047 THH
TE 519 BB 19GA4-SC 12¥A 1 Fa HERE AL E M A S 3 BOECHEAT IR 5190, (R G R A 4% 4% R B0 A6 5
FEV W BRI LG TR B A I, AR EIGYT[4]. %A MERS % % 18 N 19G4-RD &I, SR
FHBE B Oz Va7 e R B R, ORI S 40 R S BB )

4, 45ig
B2 ARFAA T 1 4] 19gG4-RD 24 B3, TEAFR A4 5 LA 19G4-RPF 1 19G4-SC JEK

DOI: 10.12677/acm.2021.114264 1842 I IR = =23t e


https://doi.org/10.12677/acm.2021.114264

AR &%

B, JREWR SR NIRE R, ERTENEE R TSR ML R [, KX aiofisin
TR 19G4-RD K2R HEREHEAT T CHRE ST .

Filg5hge
Fr G Ve 25 P8 AAEAE R 2 P 2%

E&WHE
[ 5K 5 AR 5L 41 T H (81873594).
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