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1w AE T

MBS, 802, Tir “IREMKE 1A, LHH
ERERJE | BRI 1A T 2016 4E 3 H 5 HIA
JE PRI = B AR
1.1 BRE

B 2016 4F 2 A JCB 25 R & BR (AUSRT IR,
NFKE, AR IR YL RRFE, R B AR,
JoR . IR, TANERS A ME MR ML (he-
moglobin, Hb) 110 g/L , HZHMI (albumin, WBC)
7.00x10°/L, Ifi/MR (platelet, PLT) 285x10°/L; Ifl
HfboR BUIHZTE (total bilirubin, TBil) 42.4 wmol/L,
ERERZTE (direct bilirubin,

DBil) 29.5 pmol/L, & Wt K (gamma glu-
tamyl transpeptidase, GGT) 695 U/L, B ¥ B B2 i
(alkaline phosphatase, ALP) 313 U/L, %4 N ¥ & i
(alanine aminotransferase, ALT) 113 U/L, 4 5.5 4
fiff (aspartate aminotransferase, AST) 82 U/L; ZLZff
JiRER  (erythrocyte sedimentation rate, ESR) 37 mm/h;
Ff I b 2 0 R BEEE BT IR 199 121,10 U/ml, G A
FEMRBUR . WEEEDUIE 724 (-) 5 B, MHL BB S
PRZ G 2238 W 75 A A JE ORI 5 A AT
27 mmx6 mm &\ JHEEREE RS WE OB <X
WAE”, IRRESE [0 7 K /N T mm, R AMRE LY
K, BRARIEAS RN, WERIE ORI, EBRE T
ik, BRI 42 mmx27 mm (IKFFE, I FERTER, TBA

FlgE s

[XEHS] 1674-9081(2019)02-0000-07

AN, 25 O R MHRE A8 | IHSRZs A AR
Ml HE— D47 AR SR B IR 1R ( magnetic reso-
nance imaging, MRI) + 1ok L YR TR AR i 52 (' magnetic
resonance cholangiopancreatography, MRCP) $2 71 fif Jit
W, A TUARAE S BRI R, RAETTAE, H
WRE SR IBAEE (T2 EBORE) ERE
TR PEIERGE R AL, IR YK, IFSh Ik 2 i
T WK L2552, 25 JEIH GV A8 BE DR 18 M 1 SR A o
b, BRI RE . MR 17 B ARHE 58 CT S4H42
I B A RE I TR I TR R L G K, R BR AN,
JBESIE RN, AR R B b i A o o AU B
SERRETE, /NG v G Sk 0L IR A 4 £ L 3E 4l
BIT R R, T BRETE T IRV A, &
T hREIEL 3 AR I BRI B g B
R, IREHIRIOKE, AU R SE, 1k/d,
BHE T2 8 A i A L H27R TBil 155.2 pmol/L,
DBil 121.7 pmol/L, GGT 545 U/L, ALP 403 U/L,
ALT 78 U/L, AST 86 U/L, ## C-F )W H (hyper-
sensitive C-reactive protein , hsCRP) 9.24 mg/L, HH#E
PUL 199 98.2 U/ml, #AGLIK, EERTHAT, BEGSIE
WikE, RER, RMEGE, AEICUER TR,
1.2 BEfESE

E LR . AR R s (TOJE ) | 18k
NBRER | MEMEAE A o Bt S s . B IR
Wik A~ H, 2 I8 B B = (fasting blood glucose,
FBG) 5.5 mmol/L, &J5 2 /Nt A (2hPBG) 13.8
mmol/L, MLIMZLE T 6.80% . R 2 )i f
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1.3 MAERKKESE

REAEIRO A B BB AR, R0 S Al s S 25 WG
§150 R4, B2 /d; TR R 40 AR, EORE 17
A RESE DN E A A
1.4 AREE

AR EAR, B UYL RN Al
fil S 1 MCEARZ 1 em KNG, , AR, TESIEL . K
o OB AATCRR R, AR, JoHE . Bk M
WU, FFRRAD N AR Ml B, X TE R, Mdr, &
FERIE (=), BHMEE, ot E (-). B
FIER, 3/
1.5 XREFURE

MFFL, PRE M, FEH A+ e F, bR
PERL 40 B LE B 1.5% . 46 XF % 0.11 x 10°/L, ESR
84mm/h, hsCRP 7.82 mg/L, & #F if oh fE /R ALP
284°U/L, GGT 299 U/L, TBil 155.2 pmol/L, DBil
1287 wmol/L, LY € 43 6 S g i Wl AE 55, W EE B
199-98.2 U/ml, I IgG WIME R 1G4 32.5 ¢/,
1.6~ HEFRE

IS A s 4 . CT+ iR = 2 7 S IH R A A RE ST
SFRINEHIE, T um i P, SR I Bk,
PeZEhh DL 1 F P9 AR AE B S8 5k, T B 2 R 1 b
T o1 LA I 88 S 1 v, TR R S I 28 P ik A 3R it
NG R GRAE 2/ E- S 7= SR
Ik SRR OC R D), EIRARE, B sk
A K1),

2 CE—k B ERTi

2.1 F&#

BF ARG Z A MRCP 78 JIF A RAE I B 2 1y
BORAEY K, EANE AL IFEE . AL A
KT WA BEW LIRS, 20 T1 P2 T2 {55, %
HUMBUR BRI (55, BRNBOE s, il B
EIEREASEL, R BR, I % ROV,
TR TR IE LRI, /TR B 2%, BRJEL UL T1ARAE S
T2 PG SaH, B B K T2 KI5,
JBRARSZ B T1 55 A SIAR, 55 98U DX 0] 1z R
HOMABUR S 1w, RWIRBCR BT (K2), 45
FREREHER CT, W Ber b, BB S AHE R 5 E
BLRAETRE, FTERPEARRIIN
2.2 BEFH

TEH TR AW RAR AT FHLEZ SR (positron
emission tomography/computed tomography, PET/CT)

40 March, 2019

, I8 15 e B B

Bl 1 MR AR CT RPN 2 40, DR L 9k 18
W (A, k), JH FERR 2 B 5 0 ey, e ok
BEREERE, DAgER2BINEHE, Tk
WA (B, i), BAELL FIFHNSMAEE B
Pk

B2 RIRBRINE &
A BT (BRARTRIEERAK) s B. DRI (R 2K
TR IR, & P TEarT, k)

FERIFN IS R 5k, HURTE A, A
SR S TSR P IO R e K A 4 U
(maximum standard uptakevalue, SUVmax) 6.1~ 6.4,

AEEAE R, ST PR RO B, VEEZY 1.5 em x
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1.8 emx2.3 em, SUVmax 6.1, JEMRRFRNEIE A, ik
SRR S, SUVmax 5.3, JIFITTIX, 12 3:3h
Jik 55 o] WA /NG, £9°0.2~0. 4 em, USRS
B, SUVmax 1.2~1.9, 25 BB IRIE PE M KA 5
W, EAE . A ERS S, T R
PR bk 2, A B R e R T fE, IR
ARSI
2.3 HAEAH

B ARG i — L ot A MR A (endoscopic
ultrasonography, EUS) #&7x AR, B A Kot
L] DAL O, S [l A AR, P AR Il A AN B
BRAER L5k, ek A, SERI A A, AR el
AN, AU ORI R WA A, i L E R A
BEXSHRRVE ] IR, 5.9 mm, B “=WDAME", HE
PR LZRYY, BRJE R/ 1.0 em BRIHREL S, %518
6 H B % % IR R (autoimmune pancreatitis,
AIPY | A B e PERE AL P DA R B, 2011 4F 1G4
MBI ( IgG4-related disease, IgG4-RD) “E512
WIbnHE N . (1) — DS E A 7E B Y iR 18
JRIBREPE i B A e, (2) MY 1G4 K FEHEE (=
1350 mg/L) ; (3) HGURHFRRE . OFRIE Mk 3%
IR S 27 ik, Q1G4 B MM, #i2.
TGBZM (1) + (2) + (3); AIfEVER. LR A
(D¥+ (3); TaE: B (2) + (3), HEHHE
Wk e | 45 48 A 200 K A R R B 5 1gG4-RD
MR R . R E I EUS T RIMA, K5
IgG4-RD R, HORIE— B BRI BE o7 RITE A, 4585
BT AR, 518 1G4 AHOC A B e g vl
AL T oe AT HUIRMR | ME R A5 SR B VR 7 B e
AR 2015 4F [ PRE A 1gG4-RD 123 A4S B IE
PURE AW, TEXZE R MEL T, X TRra st
ARIRYT 1gGA-RD B, B BUM R 2 AT MM —4&
2 BT EAS Y T AREE AU . E 4R
T DNA | EBJR#E DNA | Mg CT DIERAMES,, Z )5
IR HIEER IR
2.4 RiEREH

B LV, AR PR RARAS 2 64 Bk
PerEtfy ok | BRAR RIS e, 5 A R T BE 52 RIE
i, MR 1gG4 MW Tk, HAT% & 1gG4-RD
1) ATP+IgG4 HH CPERE AL PEIHAE & (1gG4-related scle-
rosing cholangitis, TgG4-SC) , 5 -5 HAth 50 3% A 5¢ 95
Y. (1) AIP J5iET, 2011 4F42 H 2 b [ B
ISR MBS BUAR | R AR . g5 hR .
o 2 B S 813k 5 Ay A ATP 2 I8

AP 400 1, 2 AL, X B EZAET 1 R o UL il v
IgG4 THim M HABS B Z R, T & i 12 Wi F K
FELL BT Bk Ik B 2 e R A R A% L 2
RUR R e R DRI 485 1 AL AIP J& 1gG4-RD
JaE, T2 B AIP WIRJE T, HEAIFRMERRK .
(2) BRAEHSAETy T, [ B LUK A A 1 AR A 2R 43 A D
Ml Ak PE 4 42 (primary sclerosing cholangitis
PSC) . IgG4-SC, #k K PEM AL R4 R ( secondary
sclerosing cholangitis, SSC) =28, FfKHENE A B M 1
TU LK 19G4-SC 43k 4 RIP) ) SSC #4840 1 1 IEGE R
iE . BHIEWSTE | WA . BRmARAE &N, 1 & 1gG4-SC
FEB ARG . HE B NS T, B
JBERR 2 S 51, 2 HY 1gG4-SC 75 5 PSC A%, 3, 4 #
IgG4-SC EE R K Res, T 5 m o N, N
FEYER . PSC TCIMYG 1G4 FHir, HNEE T i f7 HngE
TR AR/MRCP AT WIFF AR AIR | Btk . AR
Pers LR R, 1T 1gG4-SC M H RILHA (K)
Bt g sl B R Bokas (1813) o B A TR RAR 5L
Bty . B RG. mMiEFEn, RIS EZ R 4 4
TEAFA 1 AIP 2, I3 2 M AR 2 A
1eG4-SC 1Z2Wr, i H A% I8 1eG4-RD TR, RNEETE 4
BAAA, PRBEAR . RRAE R U B 22U B e R R, 1T
VAl BB A TOAME i T 25 e iz B2, 25 Wl 474k
JEIIR L 2 ok A AR 2F ) DA AR A 41 22 R B, LA W A
IgG4-RD 27 .
2.5 EXRIE

BFELETE, WA, AR W
W, FLEWRBMBET S, PERESEPTR 199 Thm, &
G M . AR AT Re . R HATE o
FAICRE AR AT LA ], A5 L B0 5 SOW B bt
J5 199 M FHPE"S ., Vb IR bR G4, BEEEHT R 199 X
TR . AR SR T AL R G B D Bz b, 3
AT OIRRYE . HIWTHUS . MR R SRS S BE 1. 1997

PSC IgG3-SC
—

3 RRPERALPEIRAE R
A, 5 1gGA HICHEREALMERRAE 5 B. B R R
AR
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A 2 A A R AT IR N B3 B B A i e B 7y
WA TR B A B EE DT 199 A Bt A E A2 7
WL AT BT 199 A BB oY R W E
REgpt, BEEEPUR 199 KCF KBS i L ZE K
SFRIEASC, TR SR BR G 45 K 2 )5 8 B BE BT 5
199 KRR S I, T8 iR op U AN A 7 b 3R A
KRR, il BET B AW AR LA
kA, BRAMEGYE B A R, I TRl
LG4 RBEEDTIR 199 /K-, 67 Tl % JE AT
FARKEE,

3 FktitfEAE

BEAWEANEL, BB A, FRREEE
SRR HURBR AT 22 2 /NGE i | FRBR R A i S 1 2
TCORPERTREME ) 5 THE J 22 325 8l 75 7 LA 5 T i
MRS RBRAN R M AR s R VE Bz R RT R
BHERINTE . A T AN BE LSRG . B 4w &
DNA, EB & DNA, i CT Jo BH #f J&k s 3% 3 e uF
P BT IR S 40 mg/d AR, WiJE 5 &2 4 TBil 246. 4
—£74.5 pmol/L. IgG4 32 500—19 700 mg/L, ESR 83—
33 mm/h, hsCRP 9.7—1.06 mg/L, J& H# H 90 ifn A
F¥E5 (2hPBG 5 15.5 mmol/L) , [dll} WBC, Hr
PR A ET AT BT (WBC 20.03x10°/L, H
KiZRIE 15.56x10°/L), JCRM ., MMk, W, FRI.
PRI, TR . WSS RAE L, W R i R A G
MG, e MR R R WS H ., ik — L PP BE
FECEATT RN . BT A0 T o B AR A o AS A R
2 AN ) & A= 7 SR

4 FIXREBFHRIE

4.1 HEAR

SR N TH AL R B 5 I S B B R IR YT,
Thil , TgG4, ESR, hsCRP HJ5 F&iash, iRy H
HIRYT . FESLVUCR FEP) 0 8 R b T, ELZED%
ZIRYT LR B 2hPBG AR RTTHE . FBG W shTE
5.5~6 mmol/L, 2hPBG I3 7E 9~15.5 mmol/L, H T
ATP S S5UBEIR ] J5T 2F 2 b | KB 9% 240 B 32 i) 3 7
PRIEH RIS L) EURE B 5 38 25 A4 17 FH R ml 5% mig
RS BOMAE T =, B % T = R 5 % 2
RUBEIRIG AN, BT %18 ATP A G IR P9 20 6 T R 53
AROWE Bz i 2% R DG bE o, AT 4k 22 25 U W il
Ak, 5 I G G P BN B T R D e I B KT 8K
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S D) J5 5 T BE R DR o 00 G I 3 45 e i & s
Uife S #, 0 BUAR W7 V5 S5 4% O T 1 A0 R 1 Ah 7
iR
4.2 RiRHEH

L IREWE B PO RO R A, P 1gG4-RD
PAREGHATPEAG ) YAYT T, W MR AE NS T
R —LR25Y), HBEERERVIG T E (40 mg/d)
2~4 JAJE s, W RN (1) B 1~2 JE
5~10 mg 2 20 mg/d, ZJ5H2 FWES mg; (2) &
JRWEE 5 mg, T IR 2 7 5, 5 R G AR R
JYRRA A F 12 i, e FJ& & & AW AR T B
FH O 40 i) 500 [ 0, ] B il b & SR A 1Y) 43 B AR
K, 80% 1y H AL G A G S W) Ui 3R 97 st BRI ) 4 9%
Mk, HIRA L R @I 1gG4-RD H BB R . ABE [
haz 2, AT % A AR IR BN S e 4 i ) (A e e
%50~ 100 mg B ZWiiE 0. 75~ 1. 5g /k/d) ), %
B, ARATAEEAT R E B, H A A 4 B R KU
7, AT RS I S )
4.3 MmEAH

BRI RS B WBC T, R e
E, REAME<Ix10°/L, 583 MR A A A R 4 R 9
BSE ., NAHBR RS ER, WBC FFEE W, i
MR TR Ry S, AL S B R B 2R R A 4 S i
ERERM R, FECGL &M R B, B &
DAHHRE A R T2, B 29 S 06 Bt =2 e d ks 40 it
o, RABEMGEG LRBECR, WMEN G BY
R T, WBC 7R A 17, {4 H AT ESR, hsCRP %
JRYAEAR 2 PR R JCI IR YRR, 2L
AT Fof s, UMl &, B 0w %
WMERIRTT

Y

&

Ii.:ﬁ

5 m&
IgG4-RD (1 %! AIP, 1gG4-SC. MR~z ZAlHE) .
6 BEin

S8 W e T ik JE A O B i el i, 1G4, TBil,
ESR., hsCRP /K ¥ F1 F M, 1H 1gG4 /KF Tk e
FAJR 2 25 mg/d BHHH IR (BERIGRIAYT 11 ),
MHAbAE bR W B ETH&EH (Bl 4), BFHT 2017
L H WA R, 1 R FE YT 1G4 I B 1E
20000 mg/L, A P i1 2006 . BOE SE E IR, TBIl,
ESR, hsCRP /K IGHI & EF, i#% KE R AT, 2016
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45 A J 2016 4 10 A & A MRCP 2755 AT 4 MB A 5
AR, FFN IR OB, A RE R DL R R
IR R P B B B R A B I R s T W) W 2 4
4, BRARSERE S MU, RIEZMATRER (K5, 6),

7 g

A5 B3 DA N AN IR A T g i s A SO BEL 4 B0
FEBEERM, ZMEEE CT. MRCP, PET/CT, EUS %%
ke, SRR AT S BRAR O T IE GE A B Y
[P/, [i) i g i e P Rt A B R A e, AN IR R
LG TR 48 15G4-RD B2 W . SR . B4
SRR AW | R R AR S e s IR A N L IR
I e AR TP R SO A A B R B L T AT

IgG4-RD EITAEZ Wi g N LA B 4 B Z A E A%
P P S VAR AT 4 AL B S e PR, FE LRI NZ
SRS E RIS/ SRk o LA I 1G4 TR, B
Pz B4 4R L 1gG4 BHTER AR, &
WisE B4 2011 4F 1gG4-RD L5 52 Widbn i, JAI7
TR A AL, EREE | RS EZ B A B

350001 = [5G4 1450
30 000} o TBiI 7400
25 000} 1359
a 1300 2
%‘3 20 000} 1950 _/E‘\
5:,0 15 000} 1200 ?;
~510 000} 1150 =
100
5000} 150
% 0
N R N A
KRR RO RO NP
A A A A AT AT IS AT AT ALAS AT NN
ERENCRE NN ZENCNCNCCCNEEN
i A

JRFE T HEIIMEE, X T H Z Y097 1Y 1gG4-RD
B, LY R O ER R S E l) 3
FTH BB E | AR i sUH T8 RMEE T
B, MO TR R T R 2
ORI, BRBE B R N AN B AT 0 58 A 6 I B 2
UEE T B R AF A Al kT S TR YD ER
IgG4-RD [N $8 50 % 1L ¥ TgG4 . ESR. hsCRP 7K FAf
T PEO R T RO FBE VT 5

[ B MHTE N TeG4-RD # LAz 2347, Jbat A
BE et T 346 1] 1gG4-RD H 5 09 I R 45 1 R 17 20 #r
SGRBRARETRIRZ BEN 38.4% (5
41.7% . & 31.9%), i Z BRN 254% (B
27.8% . 10 20.7%), % B5 ESME B 75T
2 1gG4-RD MY BEARSZ BEE RN 1 B AIP,
FBE s T b E B R ey AIP BIFSY, 45 194 fi
1 B AIP 1 42. 3% I (85 BT A ER B Z Bk, K
Wi L Y R AR 2 RN R 1gG4-SC (47.6%) %, K
Bl 1gG4-RD R R B R eie . IHiE, BRARSZ 2l
fit, FBedEfTid 5 F 36 4 19G4-SC Ay a] Jii P BF 5%
J BRURR 5 B BRI AN BIAR T EUS R & PRk

%L <+ ESR 712
80 -+ hsCRP | o
70F
= 1s8%
60 8 &
Eo0 _6§
~ 40
ag

=N _~_ q{tE
20F 0
10F

O e o P o o o o
G 9 W

\b\%\ xb\Q b\%\ b\b\ b(\\ b\‘b\ b\Q\ b\xﬁ\ b\x\\
M R R AN AN

Hi

B4 BEREE (REn) BT E (ORGSR IERE)
A. IgG4 J TBil X FHER Bz (RJem) 1BI7RIRNL; B. ESR & hsCRP X8 Bz B R 1697 1Y ) Rk
TBil: BAHLZE; ESR. 4IEVIFER; hsCRP. B C-MEH

5 BETWIRIBITE 9 B MRCP # &
A, JERARI KRR NS s B. JBRIEAS A R R

6 HETWIHRIAITIE 28 Ji MRCP Kt
A, ERUEAEAYRE I s B. BB AR SR E
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7% BERRAE RESY 5108 AT B s 2 Wi (i

AN, AN T IR P32 1Bk s A R B
iR 2 R AT 1B+ 48 W VI B R B, R A 5 45 1 4l
kA, BT RT 42 EUS 8k ERCP 58 3% 4 2L K, 7] i
TR WA 2 W 18 ke A S 00 B ) R B, — 00 9]
SECK 2439 MZEFRE SN B AT 38 B UIBR AR Y
o5 ) G R 25 SR ok R Sk 225 1) (9% ) |, T B PR 4
Hrp 30~43% K AP A —T A 274 BT
AR WA VIR AR B ) Il Y R, 23 19K i o B
SR R S ATP 6 i (R BB 26. 1%) |
19G4-SC 1 B ( 4 KM% 0 B 4.3%) 1) ) IR T
18 1 AR 2 A Ak P RS R S5 9% | 1gG4-RD 4 RE 7 1
KRS W, AT 2800 Bl F 3 2R 97 1 2R KRR A 2%
fift , R 1gG4-RD 5 JB i 98 B R4S T B o 0% 25 51 -+
s SN NS

T A ] & R 2 % BB AE (multidisciplinary
tegima, MDT) , 4% & B} 22 J7 1 $2 HOE T & 297
S MR ARIS T, i ple T 35 I A IR o S MIDT
AR BHER I2IA A FE T I EAEH

S ERAIF
IERBAERE RN E R

TgGA4-RD I R AL L FURR IR Z AR 7 T2
e, HW 2L Z ARG ZHH , RZEE, AIP IgG4-

SC 5 HpE A A B AR LRI PR A AR 2 = L, (2
AR 4 T A AE A A 8 B L EAT MDT 58, in s Xt
1gG4-RD HRARRN T fife 4 T B 6 12 W RS HE TR YT 3
FR % BRI bR A R B BT 199 T
PET/CT $&7 9372 w5 AR, #7788 22 7T B, (H H i
TH 1gG4 K. THi OMRI & EUS #2854 1gG4-RD
AR U HAZ W B MR IR T A R, A K
i1 T 1gG4-RD HYIEBHIZIT, 1E R 21 20 )5 4 Bian
24 ) I B 5 VE 205, ARAT 1gGA-RD 23 B1 Bl & B il
PE 2 1 R 1 A5 BB R A BB ARG B £
B2 M 2R MRA, KATX T 1gG4-RD 78
RANUE SRR BT 5 O I A 5 T I
WA HERMIEE,

JHF R S0 B Ui 7 3 — 26 5 A %) T B8 K IR B
RGN0 DAL Z LB AR, SO R AR
THALARE ARt | S RS 222 B UM TE9R
WIS JRYT R BETT TAEh R #EE B RAE . IR
HMEF MDT HEKSE KGR, a4 76 B g itk A T P &
JRASES, A5 T B 26 P9 1 H B P 22 08B o0
FCAS i) MDT JATBA | 3 i £ w8 R 1k o 728 2 1) K | i
REERELIRSRMIRSE, HEKRIKRE MDT 1
[FJ B, FRATT 7 X5 29 A6 191 4 47 6 3L 07 S ol o AN
MBS Y7 IR IR 9% . AL, anfer #E R ELKE MDT % &4k
4 T 12 JHF IR 99 12 3 K SF-ATh 78 T Pk

| ot UL BB B/ MR S M |

'

R EEAIPIgGA-CS |

I

I BEIgGARD |

ABEIgG4RD
[

v

}

EE R e B E

!

HOOI F00I

SRR E/FT |

I

RHEE TR | dEEE RN | | v

Bl 7 1gGA-RD(AIP/IgGA-SC) 5 Wil I/ F Boi s ot pe i e

1gG4-RD ; [gG4 FHIMELN ; AP . H BB tE AR R ;19G4-SC : 1gG4 M MERIALIEARAE & ; 001, HAh 3 B 2 &
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