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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.

Key words: Cholangitis, Sclerosing; Diagnosis; Therapeutics; Practice Guideline

20254F-6 H , e A I AN B K T A il 2% 5 2
BT (S HEZE AT AL ) o 86 R 27 HE e
BT — 2D 32 IR 2R WA 12T R AR SRl
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1 #ER

PSCJE—JE LUIF N AMIBAE 7k 18 M 53R FIAF 4k (27
HE-PHZEPERBAR ) AR R F B e VAT | S 5T
RAEVERIG (ARSI R B H U)o PSC RYIZ W 25
B NI R A A2 R I, SR A IBAE R Ak
PERRAS RZARF RN, B I RAEVEI A , 21 4E- DA ZEVEAR A
P R ZH 2 R B, LA SR At g DR 75| R 7% 4 A 1 A
RATERE LW, HETZA N PSCAT 3FSEAL, B 28 4t
RRHHAE Y PSC PSC/ 1 B S ie PERF R (ATH) HAELR AL,
DL/ NIBAERY PSC, I AAE AL A5 IHIE 27 4E A 35 22 0 e
O R Ak | R i K IH S 41 3R (cholangiocellular
carcinoma, CCA) o JRUE AR % B & ALt BUS — & o

Ji& IR ATk 432 TR B IR ZR R B e A R
HHs 2590697 7 5, B RIGT FEaifamEn
JIRAEE /N ~ v 255 S 1 BB 25 8UIHR (ursodeoxycholic acid,
UDCA) , XJ A IHAE W % 35 AT A7 BRI SRR B I 1
JIEE S A A LAGE A B e A 22 80 2 DR IEE A T
SSCABITTE Joe RAARINTG , Be AT B AT IR AR TR

2 FEIMRITHRE

HATBFFEIN R PSC Y 2 AR LTI 2 - e B A 8L
Gy AR A rb A 20 B 5 T R SRR B (i
T B AE S A ) 38 i e Y B RS AT ) SR
FrE e S RO IBAE b Rt , fe 22 S SO AE A i 2
& MR IR L 2 g SRR AR it . PSCHERE 1 — %
Ji 6 DRI A et BRE AHERS I 11 4%, HRTE 40 1 234
7 1 R L o 22 06 T PSC A 4k IR 2 DG 16k 43
(genome-wide association analyses, GWAS)#Ri& HLA-DR3
(DRB1°03) \HLA-B8 (HLA-B'08) L) J DRB1°13(DR6) /&
T 0 2 AL 35 HEAh , A HLA JEP A48 TL-21 1 G 2R
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P IH 2 324 1(GPBAR1) TGRS W #3522 5 PSC
P9 HE J , TGRS FE R — MO i 7 XS A T IR 2
PEL PSC Rz PSS I 9 b 5 AH 5

PSC (14 5 25 B85 3 A7 AE b 3l o3 A1 25 S vk, ok
Bt 2 DA TR 3 7 B 28 6E 1 14 9% (inflammatory bowel
disease, IBD) F1 JIH 71 34 £ &5 8 35 R 3 9% 96 IEL 45 R 1%
(MRCP) fifi & (g Ji& , FL R W e AR R i e % . H
TR AT A 5 1o 208 R ok 1 LR (S5 22 FnR i 4 ) 2 1.58/
10 731 1.3/10 J7 ) Fidb 2 (BJE 7R3k R 1.47/10 77 ) 5 i ek
1) 22 995 23 Ay i HP g 2 (R 0.1/10 J7) o BRI ) AR
WS RAE 3.85/10 J7 (JE[E) F131.7/10 7 (Z522) 2z fa] . hidbsE
B JE IRk B R N 23.99/10 7 TR AE 1989—1998 4%
FRAA T 2 R R LR 480 1.33/10 7, TR P4 =4 7E
2016 4F % 18 Y 5 2 N 13.17/10 J7 (2008—2016 4F ) .
ZROCHRARGE 1) PSC R S -3 B2 4R R 40 ~ 59 27,
BRI &, Hob FEAE 51% ~ 71.4% ., PSC 4 5 1BD
1K 20.0% CHT N ) ~ 88.1% (VK5 .

H AT OC TR E PSC AT 05 27 ik PRAFAE | e 65 [
BTG SF ORI R IE R D 23 T BATE 2017 44 GE 1
A<ty PSC A1 PSC/ATH 5 B 25 A5 11E 5B & 19 - ¥ 812 41
W4 53 91 h 42.3 2 F1140.7 %, PSC 345 31 IBD 4 L 461
19.8%.

3 IeARRN

PSC A IMIKRIMEHE , Z IR EE , 15% ~ 55% 11
BF WIS TCREAR , 1 B AR B K2 e A
JIRE B A BB AL . B WLREIR AL HE = 7 IR B ok ek
P, At TT RE H B A i AR B A AL 4 A 5 el L
MRS . B 2 2k ah sl R 5 &R, A i al
PR S P ZE . Y PSC R I B A
B, AT B R B AT IR SO AR A B I R
YL b P TR B AE . PSC Y I & E L4
IR I T MRV A AR = A A R AR i AT
PR 5 A BB e e AN R R % R G4 B
AR KRR R B TR LR G AESF . PSC R R ENT
JIEL 22 5 % g T B9 ) DR B4, PRI AR B 7 I 5
I A T b IRE O 2

4 HEIRE

41 AfFHE PSCEEN MR EERI AN
THRFRUME A | i 3 B 5 TR B ( ALP) /K ST w8 J2: e i
UL S5 A ACEE R, H A y- A & A G (GGT) K-

T o fHJR, ALP 2K T 10 R B A 0 B vh 48 %
Bl BT AT DAFEIE R YL 5 B T U B
2 ~ 3G R T WA U R T T 0 R
JIRSE AR B A I A B s P I R (ATH) 1 3 & 28 G AF
FIREPE. 1035 I £1 R AP 7R AR 058 # 15, AETE W]
8 IR B A w2 A ALk R I T . e R
Z AR AL TR K R B B AT U 3 1 i A KR
% L BE ML BE S8 (40 PT,PTA B¢ INR) M Ifit /N ¥ 0 /0>
SR

42 SdEFAFEPSC WAL 2R [ BPUAR, AT
BB (ANA) -1 BT (SMA) Bt BER PR S,
— P A AU B M LB = R S o BT L 4
R (FL3E pANCA Fl cANCA) X A 55 A X B A 45 57
PEH SRS E I, H B E T B R y-BRE
FIIILAE , 7T 3N e Bk 11 (1g) G 5 [gM /K P42 i
THE . (HASTER M, 9% ~ 36% 11 PSC H 3% Al H B 7
IgGARR T o (H 24155 1gG4=135 mg/dL I, i 5 1G4
AHOCAE AL IH A 58 (1gG4-SC) 2251

43 HApFHE MR PSC AR AR IHONIT A
B2 I T Btk PRE B [ LU N IR Y 5Kk, IR
PEREAR L SRR DR S EP BRRE Bl A AR R R AR
5 5T B 11 MRCP 5 7% JIF 38 2R 50 45 BEL 1) o 0 1 15 26 D9 4
WAT AR 1 R R (ERCP) MY, H A2 W 2 W PSC
(B e AR A A J vk o X T MRCP g 5% A HiLAE ) K
RAE AR | A iR Y S P BE LA AR (25 1k
A5 MR A5 ) B B BEIS CCA I, T5 B ERCP Ih I #1112,
(7] B 38 AT 6] 28 7 L A5 4 R 6 37 R JBORE , % AT P A
FHAEATIR YT T 1.

44 JREFHE  JFEEKEXTT 2K PSCIH RN . WH
TEMEE R/ NI R PSC 5UE % 184 I AIH S LG AER]
R, R H e K . PSC IR BRI LIERINZ N
JER SR, A A T R A2 BT R BB B R 5
FEtE A ZERIBR A R . B PSC (L2~ R AL HE
JIRE ] Pl R AE P2 Ak, T T 28 R A IR ] T 24 44
/NI ISR AE . 29 5% 1 PSC RS R/ INIRAE
RIPSC, AR AN B N/ INIEAE | I3 0 0 3 G A 5
WIJCH S S B, SRS R T2 W % E 14 /NI
R PSC AT . PSC/ATH B L5 A 1E 0y JFFIE 4 21 2%
AT UL ATH P20 8360, SR A 56 SR T 1 98 A 12 -
HANRIRE A0 2 BORAEAREHED ], LRk B 4t st
NFARARAY 28 ARG 55
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FI R 4 G PR 2S AR PSCISWrbrife , i T B = 4%
SPERY I 22 MO AR 2 WibR &, PSC 2 45 6 8
HIGRFI A2 AR A LUER A S 2 FEs o
HEBR 44 K M IRGE 100 R R AT 25 G 2 Wi, MR 4 2021
AR AR R A s I A 4323 A I (it A PE R AL PR IR AE 26
W EGRITIREE ) , KA R PSCI2WibRifEH -

(DR 2R 2=k A B PSC HLAUAEAE

(2) LA T bR 2/ 12— 4% : ONBTHR R R0 S
HAbSAEE (R ALP KT8 LEE GCT KT+ ) ;@4
I IBD (I PR SR s UL PSCFFIEZH 22 5

(3) HERR H A5 R 5 | A 20 & PR BB AL P RHAS 46 o %
TRHIE BLARTC PSC HLAIF B, QSR I L ERRifEsh 2 %%
() 2 5Lk BBk PSC BRI IHTE SR RHIF 1T 5812 PSC.

/NIBAE T PSC 2 AR -

(1) 3 WA TE 524G 2% T0 B o S 28

(2) MY PSC I LH 222k 2R

(3)HEBRH AP 2 AT SRR an S £ 3 AR 5
BeE TR w2 2% 2 PSC Ry SR LRI, 2
B[R] I A7AE TBD I R 5 4 424 UE 4l DA K BE IR R
A AL AR B, AT W/ NIR A R PSC .

i T E B E B A5 JC il 2 & T PSC/AIH & 275
TIE A R LI e PR 2 3 )02 SR P 1 2 22 I T 5
75 HC HRE ) PSC/ATH 2 Wibrife , BNAFA ik PSC 12
Wrbr Ak IRIET 36 2 B 3 5 et R /N (TATHG) 1
ATH 2 A As i

6 L2 H

6.1 4k ZPEERACPERRE K ARk PEREALPEIR A R R
— 41 i W e TR 5 S I PR3 L 5 S A 2 AR IS (Ui
PR RRAS 52 M i 03 DR 36 I B A 45 A IR TE
ARAN 5 552 AR AL e Ve B A 48 I JIE 8 i g8
(CCA, 200 it g 52 B A7 A0 ¥ s LR 58 bk L 285
SR FRAa ) AR e R R 9 A % ek R 42 Pk JRe
2, B AR E R, DL AT B AT B R VR T A
i B A S . LR 1,

6.2 IgG4 A8 X AL AL M A2 & X (1gG4-SC)  1gG4-SC 5
PSC I8 52 AR = R AL, S8 5 R HE . 1G4-SC R T
TeG4 HH EAMERR (1gG4-RD ) iX — 4= Btk [ B e i R
MRAE R, B E RS IF A B Z BRI, A
B e BEE AR R (AIP) (R A0 T MR 28 B IR AR 5
LR AEALSE T AR I LG4 (B B T, SR il 2 42
2S00 F5 HR B I 40 VR T L 1gG4 BH A 2% 40 IR 3 < 1G4
BE I 200 1 7 TG 44 40 L L A9 >40% 1% 35 5 e £ 65 L
T>101 1G4 FHAEI AL, 1 i 38 2F i Ak, R3] 33
HIEBUIRETYEAL DA FEVE DK 22 53R 28 1gG4-SC R &
DA R I E IR T A R HEA A I R TS .

6.3 M mAeE(CCA) Y PSCHAR2-FR I A NHIE L
7 L A R T R I PR 2 A IR A R A I S A
FHL, 5 CCA % 51| PRI ¥E | JE 3 CT ol MR 34 5% | PET-MRI £
X CCA WSz WA — e 5 By, IR BT \ERCP 25 N B
BT 40 27 i A A BE A A, X CCA M4 5 B E
e, (A R R T 30%, J4E PSC 1 ZHUINE el

F1 #SERMENHEEERNRERS
Table 1 Etiological summary of secondary sclerosing cholangitis
95 EL 52 Hh Y R HIL
ili¥=S e JIELTECARS A7 A BN~ BRI 25 5 R A 4k R e 7
= Y8 RE 3 A L FAREERCP 7 #RAET S 09 iHIE Pess
58 RAPEALEPERRAE 26 HEATPEVRIBOPERRTE A 75K, IR AL 45 A TR B, 8 LT AR b X,
CCA HRIEHAE , 75 PSC I PR BAH AL

ST B AR GERE R IR Sk A R R
I K s T R
et P BEAE 5
JHEIE & Al e
g AN S RS

W& i 20 B LA
AR PLE PN
ZH VAT S0

320 A e I A
ERR

kNI

JIELE R F-45 £ 2 A e

JEEAITT i FRAE EL S R AR A A 52 T e
REAE A 1) SRR AL AN

SAEESRG , 7T 5 PSC 1 I 1 5% R BAR L
JEYAR S I PR |, 0 UL T/ o 1 HUgk e
RGP 2R N EE B ) 2 B
RGBS EIE R R B

RGNk 2R 5 REE B ) 2 B
RGP 2R N EE B ) 2 B
RGBS BB R B

RGNk p 2R I AEE B ) R B

SEUUR W WE 22 T2l [l 1 5 | e IR e A
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BLPE R, (H PSC 5 4k & CCA 19 XU 34 &, PRt ) T4
A~ PSC AL M B 28 1) SR RN 1 B HE A CCA I mT gt

6.4 HtLREFTEMAZT AR PBCZGYIMEITAR AIH
MM EEPE T 98 JPRG PRIt nT 5 AR IR BE 43 ,
TR ALP GCT AT T  FEs A A IR R KPR T
o T EAE S 5235 g ATH PR SR aibn s S e
A HEATSE . X A LR LR PSC, Il ALP KA
FETHE B/ MBS PSCL T 5 R T S

7 BT

H iR 1k, FE PR PSCI2Y7 8 Rl oA W 472 25 Wi
PR, BRETA ZR 2 T PSC B 434 UDCA |
PrAER S MEIR RARL g5 AR A . BRI YT AT R
2 £8P 2 R I D8RRI R A — 2 5 B, (E AN e
AR FRE S G R TS o FF R RS A 2K PSC AR
ME—FRIRIT I =
7.1 BN
7.1.1 A X AJ=28 (UDCA) UDCA /& H i PSC IR YT
5T ) IZ W25, i R 5 A IR SRR P e 1
TRIFFIR A Y (13 ~ 15 mg-kg ' -d™") s A BFSE R 3 w5 771
T UDCA JETCIG R 45 AL , 28 AT REAT 5
7.1.2 UDCAZB A2 BsTA4 4T UDCAJRYY PSC
(4 Jry BRAE , FCAB AR BRATT A 25 W) R T RCRAAR B2 6
. RBTAFSE 3R , notUDCA A 8218k PSCIBYT s 1k
258 ABATYTE K AR AR UE B LA K 22 Hho i TR IR
RIGVE— B IAE . e B X Z A (FXR) # 3h 791 PR H: ] j
AR P IE YRR M 2 FH T AR SRR G , S Ry
1 TR LR PSC &AL h B ZAE A FXR TS
PRCETAEA A R 19 (928 B, SRR RR 9 5 B LD/
JoitE 200 B 1) 3 B A K LA B 1B A S R B R
YER, BRI FXR 38h 390 9 2 FH 0 e 7E PSCRYT h BT 25
ko FXR A ECR-B UL IRER (OCA) EE8H T PBC I9IRYT
{HHF PSC BB HTRY T RN 5 il — 2L MR R 2
703 S gk ) A G s N A RIOE K I R AT AT
PSC/ATH B SZRA MR B o A S e 0 il 54 45 1 2%
% % W (MMF) b sa 5Em] IRz ke e A b s
TE LR A= AR PG 3 9 R A PG PR AE FL 4l AL PSC
(F8 AN G I ATH 19 PSC B, A5 /N IR A 780 13 o 7 784 )
() A DF AR IE (B S5 RIS AN
714 HAF  ZWHSARE, DR BRI BT
53 PSC R B PRAEIRAIA AR ol xs T LRHE
A ARZERENLIG R UE S, — IR R ORI

ZIAYT 14E, PSC 53 ALP Hl Mayo XU PES 4 B35 T %
UDCA B4 F RS I 97 PSC i 3 n] i 3 A8 3 1M v A= 1k
Mayo XU P43, X 2 -0 1 35 52 mm . — T lichm
SERTIEEIG RIFT B , 45T PSC R F IR AR B 12 4]
Ji  FHEARNEE S B3 LT A ARG PRORE IR 0 55 1 2 25 Ak o
72 ABEIT BRI %2 2017 4EFE R HERE &
MRCP #2114 PSC B3 A 7E A IR e s i, F AT N4
NIRYT TR T S BORE (T i 240 B2 20 A R T P 3
AR LG PRAEIRAT R 2% i (48 B HE A 0] < SR L IR
SRR ) o (EASE R R A S AT
FRNE B 25 LI FEAR 75 ) 23 AR S5 s 52 1 1 Jg
Ui RV o A AR e ] Y S 2R A A R
JEIRE (1 ~ 2 J8) FbR i B (8 ~ 12 D) X R 3k 25
Y.

I 0 27 23 A X A6 1 IR SR I JR 3 AT DL

SEIATERBEY TR . (1) IHIE 3 P28 S 5 e R R |
HBAE 98 S5 52 A S R T BURE R 1D o g9 A
(2) BEXT O ATERYEDY TR AR N 2B R A (Fa A2 ) - 55
HERE AR T SR 2 1))
73 ABAHET  FRARAKI PSC R B ME—A
BT T3 56  ABXE T PSC HERE S AE 1 T RS AE AL ME B 4%
Ko FEHETFARBE IR G & B4R S AR
U A0 E 2 N R (R CR 5 BB B 28 R PSC &2 &
DL RS R B IS 2

—IGUEEXF 1990—2006 AF- 7 [5] 22 0 g [l JB P i 5 i
Ay 335 461 PSC AR # AT RS A, JEE RS R 1.
5 10 4EA A7 R0 5102 90.7% . 84.8% Fi179.4% , 79.1% .69%
M62.4%. Hr , RJGIHEHAE KA T 36.1% 8 H 1
KR RS AE I 3.9 4F ; PSC & & ILF 20.3% 1) /2 %, F
Bt la] h 4.6 4F . ZIFIEHE ), B 2 IR AR I
F18) A 17y A 8 RN RS AL S5 16 2 1 T 05 P 25 W 9% B AE A, 2
PSCHE LWfalH & .

8 FFA&EEN

TR LR T R W AR U R bR A
FRTE S22 AR Ak, I T 7 0 3 S R AR 2R 46 B i
figeg 1 & 9 XU . X2 PSC R H 3, BV JCIE S 8
I 55 i T E AR, A A BGHEAT  BE A  LLHE A A A T
IBD (YAl GE. XF T2 Wi PSC/ATH 45 S MM B, %A
T B BT ER N A S 0 R A, R O TE 25 A
OGP R RS, B A T AR T HY I A5 JRURS:



R \REMEERIEREERS B MBS &S 75w (2025 £4R) 1511

FIZEIMIRAERY : A SR A AT 0 5
9 BFrRE(EL) R 3 HE

AKPRIGGTATHE GEATEMHR Sk
! ! " [1] National Health Commission of the People’ s Republic of China. Guide-
BE ﬁsﬁﬁm*fh;&”%ﬁAE lines for the diagnosis and treatment of 86 rare diseases (2025 edition)
o ‘ o %ﬂ/‘jz {% 1 o [EB/OL]. (2025-06-17) [2025-07-10]. https: //www.gov.cn/zhengce/
EHBIERE AMAF]/zksp100 EREEE
P A0/ gp2 1090t o zhengceku/202507fontent_7031436 htm. .
| PHEARKNEEREEERZRAS . 86 M EIFFIILFr 16/ (2025
PP HE TR ) [EB/OL]. (2025-06-17) [2025-07-107. https: //www.gov.cn/zhen
| HREBUEBER gce/zhengceku/202507/content_7031426.htm.
FEEPAEDE Sl 2a s AN N
FBE R 7. BB RS Wi BEH: 2025-07-10; R HEHHA: 2025-07-27
| JLHTPSC 8. T
ERAE | AXGE: ELE
BT UDCAZFLYATT  FERERE . ) .
TIEAST ; SRR RIS 5| iE & 3 : National Health Commission of the People’ s
| Republic of China. Guidelines for the diagnosis and treatment
FERAREY ;3 FPSC/AHE B EE of primary sclerosing cholangitis (2025 edition) [J]. J Clin
FERARRRERENHRERXEIER; )
EERTATRE R i E R TR Hepatol, 2025, 41(8): 1507-1511.
PEARZNEERPABRZERS . BRAMEAMEEE XIS
B 1 PSCSfriaiE 157 (2025 4 #7) [J]. I 6K AT AB % 2 5, 2025, 41(8): 1507-
Figure 1 Diagnostic and therapeutic algorithm for PSC 1511,

- ESMBTIE R EE AT -

JHEP Reports | B G REMHFXEXIFEARKEREE
Z Rt BRBERE

B & SR AT X (ATH) A8 A AT AR AL kAR AZ 0 & F UG 8 £, fe T il it g 9 ) 06 7 B I AR RIE R £ 2
o E e A,

202556 A, LSRR F EF M B ER DM 5§ B A JHEP Reports X 3 € %A%, AT A K
2 Baveno VIAR/E (BPis R K ARAZ F M H K124 A AT 2 4k 8 £ Child-Pugh A & . T4 AL B %), 45258 4] ATH 48
KIFRAL R ARAZ IR & H RATR ST, SR E=, BB LIEIH &7 092204 &5 F,309% ZMAERIE, #F
RE R\ ALK A — R RAZFH B R R LI R G CRF &0 I F K- BAR & o) /AR 3%
FARAZ 6 1R TR E & J‘f)uﬁ"f&/f'lﬂéﬁ EF AT BRI TR FEK, KA FESRZHEE L,

B RAE R T L IR IPHRE T F T AR AT L X469 07 B AR, L TR LA A B) T 06 ARR AR B AR, A
PRAL G 7 R RARBHESE .

#i% B CHEN Y, WEN H, LI'Y, et al. Recompensation in patients with autoimmune hepatitis-related decompensated
cirrhosis following immunosuppressive therapy[ J . JHEP Rep, 2025, 7(9): 101496. DOI: 10.1016/j.jhepr.2025.101496.

(E#3GE X F EFRE BT ERAA K4 JRid)



