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Guidelines for the diagnosis and treatment of primary sclerosing cholangitis (2025 edition)

National Health Commission of the People’ s Republic of China

Abstract: In order to further standardize the diagnosis and treatment of rare diseases and ensure medical quality and safety,

National Health Commission of the People’ s Republic of China developed the guidelines for the diagnosis and treatment of 86

diseases in the Second List of Rare Diseases, which were officially released in June 2025, including five rare hepatobiliary diseases

of Alagille syndrome, al-antitrypsin deficiency, congenital biliary atresia, primary biliary cholangitis, and primary sclerosing

cholangitis. This article introduces the etiology, epidemiology, clinical manifestations, auxiliary examination, diagnosis, and

treatment of primary sclerosing cholangitis, in order to provide a reference for clinical practice.
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JER MR, R4 A T R A2 BT R BB B R 1 5
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i B A S . LR 1,

6.2 IgG4 A8 X AL AL M A2 & K (IgG4-SC)  1gG4-SC 5
PSC I IE 52 AR = R BAR L, S8 5 R HE . 1G4-SC R T
TgG4 HHEAERIR (1gG4-RD ) iX — 4= Btk [ B e B
MRAE R, B E T RE A IF A B Z BRI, A
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200 F55 hR B % A0 VR T L 1gG4 BHAE 3% 40 IR0 < 1G4
BE 1 200 1 7 TG 44 40 L A9 >40% 1% 5 5 e i 5 400
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6.3 M mAeE(CCA) Y PSCAR2-FRIN A NHIE L
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X CCA WSz WA —E 5 By, IR BT \ERCP 25 N B
AT 40 27 i A A0 BE A A, X CCA I 4e 5+ B E %
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F1 #SERMEENEEERNRERS
Table 1 Etiological summary of secondary sclerosing cholangitis
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BLPERY , (H PSC 5 4k % CCA 19 XU 14 &, PRt ) T4
A PSC AL M B 28 1) SR RN 1 L HE A CCA I mT g
6.4 HtLREFTEMAZT AR PBCZGYIMEITARS AIH
MR EEPE T 58 JPORG PRt nT 5 AR IR B E 43 ,
TR ALP GCT AT T  FEs A A IHLL R KPR T
o I EAE 523 g ATHFUIR R it s S 5
A HEAT Y. X A LR B PSC, Il ALP KA
FE b B/ MBS PSCL T 5 R T S ].

7 BT

H iR 1k, FE PR PSCI12Y7 8 RN oA W i 4 25 Wi
PR, BRETA ZR 2 T PSC I 434 UDCA |
PUAER B MEIR RARL g5 AR A . ABEIR YT AR
2 £8P 2 R I D RO R A — 2 5 B, (E AN it
AR FRE S G R TS o FF R RS A 2R PSC AR
ME—F IR I
71 BN
7.1.1  fe X AJ=28 (UDCA) UDCA /& H i PSC IR YT
5T ) IZ 25, i R 5 A IR SRR P e 1
TBIFFIHEA S (13 ~ 15 mg-kg ' -d™") s A WFSE R 1 v 5
T UDCA JETCIG R 45 AL , 28 AT REAT 5
7.1.2 UDCA A e B sr4A4 4T UDCAJRYY PSC
(4 Jry BRAE , FCAB AR BRATT A 25 W) R T RCR AR B2 06
. RBTAFFE 3R , notUDCA A3 828k PSCIBYT s 1k
254 ABATYTE K AR ARG UE B LA K 22 Hho i TR I IR
RIGVE— B IAE . e B X Z A (FXR) # 3h 791 PR =) j
AR P RE YRR M 2 FH T AR SRR i , S Ry
T TR PSC &AL h B ZAE A FXR TS
PCETAEA A R 19 (92 B, SRR+ AR 9 5 B LD/
Jo it 240 B )3t B A K DA B T B3 A S R B R
YER, BRI FXR 388h 390 9 2 FH 1 e 7E PSCIRYT h B 45
ko FXR W ECAR-BL UL IRER (OCA) A8 H T PBC I9IRYT
{HHF PSC B3 HTRY T RN 75 il — AL MR R
703 S gk ) A G s NE A RIOBE K I R AT AT
PSC/ATH B SZRA MR B o A S e 40 il )42 45 1 2%
% % W (MMF) b si 52 w] A2 ke e A b s
TE LR A=) SRR PG 3K 9 R A PG PR AE FL 4l AL PSC
(F6 A6 I ATH 9 PSC B, A5 /NI A 7R 1 o I 7))
() AR DF AR IE (B S5 R A AN
714 HAF ZWSARE, DR BRI BT
53 PSC R B RAEIRANA AR Rl @xs T LRHE
{H AR LRIV R UE S, — TR R ORI

ZIBIT 14E, PSC 53 ALP Hl Mayo XU PES 4 B35 T %
UDCA B4 F RS I 97 PSC A 3 n] ol 3 A8 3 1f v A=k
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Figure 1 Diagnostic and therapeutic algorithm for PSC 1511.
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