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Abstract Primary sclerosing cholangitis (PSC) is an idiopathic
chronic cholestatic disease with a poor prognosis. As there were no
specific biomarkers for diagnosing PSC, we developed diagnostic
criteria in 2016 based on cholangiography and elevated biliary
enzymes. Novel findings and knowledge have subsequently
accumulated, and we now propose the 2024 diagnostic criteria, to
overcome several limitations of the 2016 diagnostic criteria. The
Intractable HepatoBiliary Diseases Study Group in Japan of the
Committee of Research on Measures for Intractable Diseases
established a working group consisting of experts in PSC comprising
gastroenterologists, endoscopists, hepatologists, liver-transplant
surgeons, pediatric hepatologists, pathologists, and radiologists.
This working group proposed the 2024 diagnostic criteria after
several discussions and public hearings. There are additional
diagnostic targets; small duct PSC, pediatric PSC, and PSC
recurrence following liver transplantation differ from the 2016
diagnostic criteria, which were for diagnosing large duct PSC in
adults. The 2024 diagnostic criteria facilitate the use of magnetic
resonance cholangiography in addition to endoscopic retrograde
cholangiography in imaging, and incorporate gamma-glutamyl
transferase for evaluating cholestasis to diagnose pediatric
patients. Furthermore, PSC recurrence following liver
transplantation can be diagnosed based on a liver biopsy and
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characteristic biliary findings. We hope that the 2024 diagnostic
criteria will help not only hepatologists treating adults but also
general physicians, pediatric hepatologists, and liver-transplant
surgeons who manage patients with various forms of PSC.

ZxOALo: H PSC, éva 15lomaBég xpovio XOAoOoTATIKO VOO A LLE
acadn atttodoyia kal mabodpucioloyia e€akolouBel va €xeL
ToLKiAN duokn mopeia petagy twv acbevwy. H opdda twv
lamMwVwWV EMLOTNUOVWYV TTPOCEYYLOE (apxLlkad To 2016) Kat €K VEOU TO
2024 ta Stayvwotikd kpttrpla tng PSC otny lanwvia. To teAko
Keipevo dnpootevBnke to 2025 oto Journal of Gastroenterology. Ot
£peLVNTEG oXoAlacav otL n PSC auvédvetal tnv teheutaia 10etia (av
KoL e€akoAouBel va elvat Alydtepo ouyvr og oxéon Ue Tn Avon), 6Tl
n avaAoyia avépwv-yuvalkwy Kat n dtapeon nAtkia Stayvwong
elvat mapopola pe Eupwnn kat HMA. Opwc, n vooog otnv lanwvia
epdavitel Sipaoikn avgnon (oe aoBeveig vedTepnG Kal
peyaAltepng nAtkiag) kot cucxetiletal og PIKPOTEPO TOCOCTO UE
IONE, evw ota maudLd paivetal mwg £XeL NTLOTEPN TTOPELQ.

OLvéeg 06nyieg oupmeptedaBav tnv PSC pikpwy xoAndopwyv, tnv
PSC o€ matdLa kot Tnv unmotpor tng PSC HeTA TN HETAUOOXEUON).
Emiong, mpogBaAlav tnv payvntikn xohayyeoypadia (MRC) wg tnv
TPWTN Kal Bacikn amelkovion Aoyw Tng BEATIWONG TWV ELKOVWV Kol
TOU Un eMeUPATIKOV XapaKkThpa TG e€€TaonG. EmutAéoy,
TpoTEPALOTOinoayv TV KoAovookomnaon o€ dn untdpxovoa IONE
w¢ SlayvwoTiko kpLtnplo tng PSC kat mpooéBeoav tnv yGT otnv
afloAoynon Twv madlatplkwyv acBevwy (<16 etwv). OL cuyypadeig
oxoALalouv otL ta dedopéva yia PSC pikpwv xoAndopwv otnv
lanwvia eivat meploplopéva. Opolwg, oxoAlalouv tnv mapoucia
QUTOAVTLOWHATOC aVPB6 EVAVTL TNG LVTEYKPLVNG WG SUVNTIKO
Blobeiktn og PSC pe ouvumdpyxouoa eAKwN KoAitda (umo
Eykpion).

To SLayvwoTIKA KpLTrpLa mepAapBAVOUV ATELKOVIOTIKA,
BLoxnuLka, LoTOAOYLKA KPLTHPLA KOl KAVOUV EEXxwpPLoTr avadopd
otnv napouocia IONE, evw BAcEL TwV avWTEPW oTOLXELWV
Slakpivouv tn Stayvwon tng PSC (Ukpwv 1 peyaAwv xoAndopwv)
oe BEPain/ mbavry/ evéexopevn.



I: Imaging
Ia: Characteristic biliary findings (one of the followings)
1)Multifocal band-like strictures
2)Beaded appearance
3)Pruned-tree appearance
4)Diverticulum-like outpouching
Ib: Equivocal biliary findings
Ic: Normal biliary findings
II: Concurrent inflammatory bowel disease
IIT: Laboratory

Elevated ALP level in adult/GGT level in children (under 16 years
old)

IV: Histology
Onion-skin lesion/fibrous obliterative cholangitis in liver biopsy
PSC can be diagnosed after differentiating IgG4-related sclerosing
cholangitis, secondary sclerosing cholangitis, malignant disease,
and liver disease
Differential diagnosis of PSC is shown in Table 2
Diagnosis of large duct PSC
Definitive: Ia + I/III/IV
Probable: Ia, Ib +1II, Ib +III +1V
Possible: Ib + III/IV
Diagnosis of small duct PSC
Definitive: Ic +1I +1II +1IV
Probable: Ic +1I +1V
Possible: Ic +1I/IV +111

“ 47 refers to “and”, and ““/” refers to “or”

Tautoxpova, avaAlouv tn dtadopikr Sitayvwon, dtakpivovtog ta
ULKPA Kol peyaAa xoAndopa



Type Etiology Disease

Large duct PSC Anatomic Choledocholithiasis
Chronic pancreatitis
Surgical biliary trauma
Anastomotic stricture

Radiation injury

Genetic Biliary atresia
CD40 ligand deficiency (hyper-IgM syndrome)
DCDC2 mutations

Immunological IgGé-related sclerosing cholangitis (IgG4-SC)

Eosinophilic cholangitis

Mast cell cholangiopathy

Immune checkpoint inhibitor (ICT)-induced cholangitis

Sarcoidosis

Hepatic allograft rejection (including T-cell mediated, chronic, and antibody-mediated rejection)
Infectious Recurrent pyogenic cholangitis

Parasitic cholangiopathy (cryptosporidiosis, microsporidiosis, liver fluke, ascariasis)

Cytomegalovirus

Human i fici virus (HIV, h

Ischemic Critically ill patients (including post-COVID)
Systemic vasculitis
Hepatic artery thrombosis
Vascular trauma
Intra-arterial chemotherapy

Malignant Cholangiocarcinoma
L cell (F y X)
Hodgkin’s disease

Small duct PSC Genetic Alagille syndrome
Cystic fibrosis
ABCBA4 defi ® ive familial i is)
Immunological Primary biliary cholangitis (PBC)

Drug-induced liver injury (DILI)

Graft-versus-host disease (GVHD)

Hepatic allograft rejection (including T-cell-mediated, chronic, and antibody-mediated rejection)
Infectious Sepsis causing cholestasis
Metabolic Alcohol-associated liver discase (ALD)

Metabolic dysfunction associated fatty liver discase (MAFLD)

Mpoteivouv pdAtota aAydplOpo Siepelivnong os urtoPia PSC, pe
TMPWTO PAMA TNG HayvnTLKA XoAayyeloypadia, apkel n teAevtaio va
yivetal og payvnTiko Topoypddo touddyiotov 1,5 Tesla, pe péylotn
nipoPBoAn évtaong Twv tplodidotatwv MRC akoAouBLwv yLa Toug
TUNHOTIKOUG KAASoUG Twv xoAndopwv (kal mpoomabela
QTTELKOVLONG TWV UTIOTUNULATLKWY oAAA KOl TIEPLOGOTEPO
niepldepLkwV KAASdwV Twv XoAndpopwv) Kal amekovion o

TOAA QA£G KaTteuBUVOoELG TG TpLodlaotatng MRC akolouBiag otav
oL Tunuatikol kAadol dev paivovtal oTig TPLoSLACTATEC
akolouBieg.



Suspicious of PSC : jaundice, cholangitis, hepatobiliary enzyme elevation,
pruritus, abdominal pain, IBD, etc.
T
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Fig. 1 Flowchart of the 2024 diagnostic criteria for primary sclerosing cholangitis

JUVOALKQ, TIPOKELTAL YLa £va GUAAOYLOWO TIOU SLACTPWHATWVEL TNV
nminpodopia atnv urodia tng Stadyvwaong thg PSC neplappavovratl
Kol £TEPEG LOPPEG TNG (MANV TNG KAAGLKN G PSC Twv PeyaAwy
xoAndopwv).
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