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ABSTRACT 

Primary Sclerosing Cholangitis (PSC) is a chronic cholestatic liver disease which is associated with Inflammatory Bowel Disease 

(IBD) in 70% of cases. It seems PSC/IBD is a distinct phenotype that is different from PSC, and IBD alone. Hence, we review the 

epidemiology, pathogenesis, natural course and management of PSC/IBD before and after LT for PSC. Extensive colitis, rectal 

sparing, backwash ileitis, and mild symptoms are the characteristics of IBD coexisting with PSC. Moreover, PSC patients with 

concurrent IBD have higher risk of cholangiocarcinoma, and colorectal neoplasia predominantly in right colon and at younger age. 

Therefore, it is essential to monitor these individuals continuously. It is interesting to note that the course of IBD (ulcerative colitis) 

after liver transplantation (LT) for PSC varies greatly, and some patients may develop worsening colitis after LT despite 

immunosuppressive regimens. As well, management of these patients was discussed in this review. 
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PSC/IBD definition 
1PSC is a rare chronic progressive cholestatic liver 

disease with unrecognized cause which is characterized 

by inflammation, and fibrosis of intra- and extra-

hepatic biliary tree which can lead to end stage liver 

disease and portal hypertension (1, 2).  

About 70% of PSC cases are accompanied by IBD 

which ulcerative colitis (UC) comprises the most common 

subtype (>75%) (3-5). UC in about 50% to 80% and 

Crohn disease in 20%, and we can find coexisting PSC in 

about 2% to 10% of the patients with UC (2, 6-8). It is 

widely recognized that IBD and PSC are related, and it 

appears that PSC/IBD is a distinct clinical phenotype with 

a distinctive clinical presentation from IBD alone (3, 4). 
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Specific clinical presentations of PSC concurrent with 

IBD (UC) are elucidated in Table 1 (9, 10). 

PSC is the most common disease among a wide 

range of hepatobiliary disorders which are associated 

with IBD. IBD-associated hepatobiliary disorders are 

diseases with various pathogenic mechanisms include 

an immune-mediated pathogenesis whose courses are 

independent of the intestinal activity. There is a certain 

variant of PSC called small-duct PSC where there is a 

histological evidence of PSC while cholangiogram is 

normal. In small duct PSC the disease course is more 

benign as compared to classic PSC and the risk of 

cholangiocarcinoma (CCA) is not increased (2). 

Epidemiology of PSC/IBD 

The overall incidence rate of PSC is 0.77 per 

100,000 person-years, despite significant variations 

among studies. According to reports, the incidence of 

PSC is 1.3, 0.9, and 0.5 per 100,000 person-years in 

Norway, North America, and the Netherlands, 

respectively (10). Moreover, a recent systematic review 
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has reported a prevalence and incidence rate ranging 

from 0 to 16.2 per 100.000 inhabitants and from 0 to 

1.3 per 100.000 inhabitants/year, respectively (11). 

Nearly two thirds of PSC patients are men with an 

average age at diagnosis of 40 years. Women with PSC 

are usually diagnosed at an older age (10, 11).  

Up to 90 percent of PSC patients is reported to have 

ulcerative colitis based on rectosigmiod biopsis. There 

is typically no sex preponderance in PSC-UC patients. 

PSC may accompany crohn’s disease (CD). Around 5-

10% of PSC patients have concomitant CD. Vice versa, 

0.8-5.6 percent of the patients with ulcerative colitis 

and 0.4-6.4 percent of the patients with CD have 

concurrent PSC (10, 12-14). 

PSC's etiology is uncertain, however several 

processes have been suggested as potential 

contributors. The pathogenesis of PSC may be 

influenced by immunologic, genetic, viral, and 

ischemic factors. Furthermore, toxic bile acids build-up 

that are abnormally produced by colonic bacteria may 

have a part to play in the development of PSC (15). 

There are different human leukocyte antigen (HLA) 

haplotypes which as reported are related to PSC 

susceptibility. These haplotypes include HLA-B8, HLA-

DRB1* 0301 (DR3), HLA-DRB1*0401 (DR4), and 

HLA-DRB3*0101 (DRw52a) (16). UC-PSC is also 

recognized as a distinct disease entity, as shown by the 

occurrence of three UC susceptibility loci that contain the 

PSC-related genes REL, IL2, and CARD9. While first-

degree relatives are exposed to higher risks of PSC as a 

result of this genetic predisposition, only a minority of 

PSC cases have genetic factors involved as their main 

element. It means that the environmental factors play the 

predominant role in the disease liability (17, 18). 

Although clear association between PSC and 

ulcerative colitis suggests that there is a common 

pathogenesis, two disorders may occur at different times 

(13). PSC may occur years after colectomy for ulceractive 

colitis and ulceractive colitis may first present following 

liver transplantation (LT) for PSC (3, 19). 

 It seems that “leaky gut” and bacterial translocation 

or absorption of bacterial endotoxins into the portal 

venous system via a disrupted intestinal epithelial 

barrier contributes to the pathogenesis of PSC by 

activating of kupffer cells (3, 20). 

As suggested by present evidence, gut microbiome as 

an independent factor to IBD is relevant to the 

pathogenesis of PSC. Patients with PSC are typically 

distinguished from patients with IBD and healthy 

individuals based on their decreased populations of 

Bacteroides, Prevotella, and Clostridium cluster II, 

together with a fecal overrepresentation of Fusobacterium, 

Ruminococcus, Escherichia, Lactobacillus, and 

Enterococcus (21-23). One of the signs of gut dysbiosis is 

the translocation of bacteria into the enterohepatic 

circulation as well as an increase in gut permeability (24). 

Another potential liver-gut dialogue in PSC and ulcerative 

colitis pathogenesis was proposed to be linked to the 

enterohepatic circulation of lymphocytes. In individuals 

with ulcerative colitis, intestinally activated T-

lymphocytes may contribute to bile duct inflammation. 

Additionally, the gut microbiota appears to be influenced 

by genetic and environmental factors (15). FUT2 is one of 

the genes studied in PSC and IBD that has an effect on 

intestinal microbiota (25). Likewise, dietary saturated fat 

via increasing taurocholic acid and changes in the bile acid 

pool was postulated to alter the microbiota in ulcerative 

colitis and PSC (26).  

Natural course of PSC in PSC/IBD 

patients without liver transplantation 

One of the chronic cholestatic liver diseases is 

Primary sclerosing cholangitis (PSC), which intra-

hepatic and extra-hepatic bile ducts have progressive 

inflammation and fibrosis. This characterization 

followed by cholestasis, progressive hepatic fibrosis, and 

 

Table 1. Clinical presentations of PSC/UC 

 Extensive colitis/pancolitis 

 Rectal sparing 

 Backwash ileitis 

 Mild intestinal symptoms with a frequently quiescent course, lower rate of the hospitalization, and steroid therapy  

 Recurrent pouchitis following total colectomy 

 Increased risk for colorectal cancer (76% right-sided distribution, poor prognosis due to a more advanced stage at 

presentation, and younger age at onset) 

 Increased risk for cholangiocarcinoma  
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finally decompensated cirrhosis in over 10–15 years 

(27). PSC's natural history is quite unpredictable. 25% of 

asymptomatic individuals pass away within 7 years, 

while 50% of symptomatic patients pass away within 8 

years. The bleak prognosis has been dramatically 

improved by LT (28). LT is currently only known option 

for curative therapy of eligible PSC patients (27). Based 

on the literature, a median time ranging from 7 to 22 

years was reported for diagnosis to death or LT of these 

patients (29, 30). As evidenced by a study in Sweden on 

a large group of IBD patients, a lower risk of LT or death 

was observed when colectomy is performed before PSC 

diagnosis (24).  

Weismüller et al. reported a less progressive clinical 

course of PSC in patients with CD compared with UC. 

The absence of IBD was a positive prognostic factor for 

PSC patients as well (31). 

Natural course of PSC in PSC/IBD 

patients after liver transplantation 

The outcome of PSC patients following orthotopic 

liver transplantation (OLT) is favorable with one- year 

and 5-year survival of about 95% and 85%, 

respectively (1, 32). 

Recurrence of PSC following LT is not uncommon 

and affects 15–25% of patients, resulting in a 

significant number of patients losing their grafts. 

Following transplantation, recurrence is said to occur 

on average 4.6 years later (32, 33). Recurrence of PSC 

after LT was seen in 14.3% of patients which 48.7% of 

them developed graft failure. Factors associated with 

rPSC are younger age and presence of UC. Death have 

4-fold increasing in rPSC and graft survival rates 1, 5, 

and 10-year will decrease to 98%, 84%, and 56% 

respectively compared to 95%, 88%, and 72% in 

patients with no rPSC (34). 

It seems that PSC recurrence has little effect on 

patients’ survival and the survival of the patients with 

recurrent PSC is the same as those without an evidence 

of relapse (35). The fate of PSC patients following 

OLT can be exacerbated by recurrence of PSC in the 

allograft as well as deteriorating IBD, according to a 

research, despite a favorable post-transplant prognosis 

(1). Recent data showed graft loss in a significant 

proportion of patients with rPSC after OLT (36), this 

will affect long-term survival (37). 

Known risk factors of PSC recurrence following LT 

in patients with and without concomitant IBD are 

shown in Table 2 (33, 35, 38-44). 

Natural course of IBD prior to liver 

transplantation in PSC/IBD patients 

Severe progressive PSC requiring OLT is associated 

with a milder course of UC, decreased incidence of 

colon dysplasia/cancer and decreased risk of 

colectomy. Need to OLT, and higher Mayo PSC risk 

score at diagnosis of PSC independently decreases the 

need for colectomy while occurrence of dysplasia or 

cancer increases the chance of colectomy in PSC 

patients with underlying UC (20). 

Colitis in people with PSC and UC manifests earlier 

in life and has a milder or quiescent course than in 

those with IBD alone. Most of these patients are 

asymptomatic, although some have rectal bleeding 

(45). Frequent pancolitis, infrequent rectal sparing and 

backwash ileitis (7, 46, 47). Worse prognosis has been 

Table 2. Factors associated with PSC recurrence after LT (liver transplant) 

Risk factors of recurrent PSC Protective factors of recurrent PSC 

IBD At LT  Younger donor age 

 Active IBD 

 High INR 

 Colectomy before or at LT 

 Good control of intestinal inflammatory 

activity before and after LT 

Post-LT  Treatment with tacrolimus 

 CMV infection in the recipient 

 Presence of at least one episode of acute cellular rejection 

 De novo IBD 

 Steroid maintenance therapy  

Non-IBD  Donor-recipient gender mismatch   

 First-degree relative donor-recipient relationship 

 HLA-A locus mismatch 

 Older donor age  

 Living donors 

 High MELD score 
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seen in patients with large duct disease (48, 49). 

Unlike UC, in patients with severe PSC and CD 

which requiring LT, PSC does not affect clinical 

consequence of CD (45).   

The course of IBD following liver 

transplantation in PSC/IBD patients 

Following LT for PSC, the progression of ulcerative 

colitis varies greatly (50-52). In a review study, 39–

82% of patients exhibited no discernible change, 

whereas 26-78% of patients reported an improvement 

in their IBD activity. About 5.9-50% of patients 

experienced worsening of intestinal inflammatory 

activity despite the transplant immunosuppressive 

regime (15, 53-55). 

All in all, some risk factors for preexisting IBD 

deterioration or flares following LT have been 

suggested in Table 3 (39, 50, 56-61). 

A portion of patients, without prior history of IBD, 

going through LT for PSC, may develop IBD post 

transplantation despite the transplant 

immunosuppression which is known as de novo IBD. De 

novo IBD is reported in 14-30% of PSC patients after LT 

(25, 39, 41, 62, 63). Post-transplant cytomegalovirus 

infection is one of the potential risk factors of de novo 

IBD and may play a pathogenic role (58). 

Management of PSC in PSC/IBD 

patients without liver transplantation 

PSC associated with IBD is treated in the same 

manner as PSC without IBD (5). To date, no specific 

treatment has been identified that can halt the 

progression of liver disease in PSC patients. Hence, 

liver failure and complications of portal hypertension 

occur in plenty of patients. That time OLT is the only 

potentially curative option (35, 55).  

Treatment of PSC with IBD and without IBD are the 

same. We have no medical treatments to modify the 

course of classic PSC. Several studies showed 

ursodeoxycholic acid (UDCA) can improve LFT but some 

of them failed to show benefit from UDCA (64, 65). 

Despite previous studies, UDCA does not prevent the 

cancer (CCR or CCA) in PSC (66, 9) so not recommended 

by PSC guidelines for prevention or treatment of cancer 

(17, 67), also we do not recommend corticosteroids and 

immunosuppressant despite the presumed immune-

mediated pathogenesis (17). Thus, PSC treatment is 

control of symptoms and management of complications 

(cholangitis pruritus, varices, jaundice, liver 

decompensation and malignancies).  

Endoscopic interventions, such as ERCP are a 

mainstay of PSC management (68), especially in PSC 

with acute cholangitis for treatment of suspicion of 

CCA and dominant strictures (6).   

Patients with PSC who have advanced liver damage 

require LT. Recurrent cholangitis, severe pruritus, and 

a few cases of CCA in the very early stages are further 

indicators for LT (6). Survival rates after LT for PSC 

related end-stage liver disease have been reported 

between 70% to 86% in the patients with 10 years and 

5 years after LT respectively (25). 12%-37% of cases 

may show recurrence of PSC after LT which have 

impact on long term graft and recipient survival (38). 

Management of IBD in PSC/IBD 

patients prior to liver transplantation 

Management of IBD in PSC/IBD patients is not 

different from that of IBD without PSC (69, 70). 

Management of IBD in PSC/IBD 

patients following OLT 

The recommended treatment of IBD after OLT in terms 

of PSC is the same as overall treatment of IBD (60) (Figure 

1). There are little data about optimal therapeutic approach 

to IBD flares in liver transplanted patients, especially when 

they are refractory to conventional treatment (57). IBD 

Table 3. Risk factors for preexisting IBD deterioration or flares following LT (liver transplant) 

 The immunosuppression type after LT can affect ulcerative colitis activity. Tacrolimus-based immunosuppressive regimens are 

considered a risk factor for IBD flare after LT. 

 Short interval of IBD before LT  

 Active IBD at the time of LT  

 Discontinuation of 5-ASA at the time of LT 

 Early steroid withdrawal after LT 

 Smoking at the time of LT  

 The duration after LT 

 CMV mismatch or acute CMV infection after LT 
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treatment options include immunosuppressive medications 

used after OLT, such as steroids, azathioprine, and 

cyclosporine (61). Hence, the course of IBD following OLT 

is expected to be improved or at least remained mild or 

asymptomatic just like pre-OLT.  

Induction followed by maintenance therapy with oral 

and topical 5-ASA for mild-to-moderate cases may be 

appropriate. Some centers initiate 5-ASA empirically 

shortly after transplantation. Azathioprine, Cyclosporine 

or combination of them may be an appropriate option for 

moderate-to-severe cases (52, 57, 60, 71). 

There are no significant interactions between 5-ASA 

compounds, and transplantation-related immunosuppressive 

agents; although sulfasalazine, mesalamine and balsalazide 

may have interaction with azathioprine and increase the risk 

of leukopenia (52). 

Induction may be required with oral or intravenous 

corticosteroids with a prolonged tapering time. In these 

patients, maintenance therapy with azathioprine (2-2.5 

mg/kg body weight per day) may be warranted (50, 52). 

Therapeutic regimens including tacrolimus seem to be 

avoided in these patients while azathioprine might be 

favorite (39, 59). 

Anti-TNF α medication may be useful in certain 

individuals with severe IBD flare-ups who are not 

responding to intravenous corticosteroids or in IBD 

patients who are medically resistant. There is minimal 

knowledge on the effectiveness and long-term safety of 

these medicines in OLT patients who are also receiving 

immunosuppression. These agents should be used with 

caution in terms of potential side effects. Thus, post-

transplant anti-TNF therapy can be an effective option for 

management of refractory moderate-to-severe IBD (43). 

It is reported in the literature that so far just 31 

cases were treated with anti-TNF α agents including 

infliximab and adalimumab for IBD recurrence post-

OLT. Among these patients, clinical response and 

mucosal healing were seen in 77.42% and 43% of 

cases, respectively and in 83.3% of cases steroid 

withdrawal was possible (72). Active search for 

opportunistic infections and neoplasm prior to the 

initiation of anti-TNF agents is mandatory (72). 

We know very little about the dangers of severe 

infections when anti-TNF medication is combined with 

LT-related immunosuppression for refractory IBD (43, 

72–78). According to a research by M.J. Westerouen, 

immunosuppression brought on by LT has no 

appreciable impact on the risk of severe infections 

when combined with anti-TNF medication (73). There 

are case reports of 11 patients with refractory ulcerative 

colitis post-OLT that vedolizumab was used for 

treatment. It was effective at inducing clinical, and 

endoscopic remission in the majority of patients (12, 

43, 79-81). Ustekinumab was reported to be safe and 

effective in a case of CD unresponsive to anti-TNFα 

agents, including infliximab, adalimumab, and 

certolizumab in an OLT patient (82). 

  On average, 9% of the patients with medically 

refractory IBD or colorectal carcinoma require 

proctocolectomy. The experience about the role of 

colectomy in the course of PSC/UC after LT is limited. 

Increased short-term risk while no impact on long-term 

risk of LT or death, decreased risk of colorectal cancer 

(CRC), and decreased risk of recurrent PSC following 

 
Figure 1. Step-by-step treatment of ulcerative colitis after liver transplantation for PSC 
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LT are reported as some effects of colectomy on the 

course of PSC/UC patients (83). 

PSC/IBD patients with diarrhea in 

post-transplant setting 

One of the primary signs of IBD is diarrhea. On the 

other hand, although its real prevalence is unclear, it is 

frequent in the post-transplant environment (84). The 

two main contributing factors to its genesis are 

infections and medicines. Cytomegalovirus and C. 

difficile are the most common infections should be 

sought. Other uncommon causes should be considered. 

It is necessary to evaluate patients for routine enteric 

pathogens such as campylobacter, salmonella, and 

shigella. Viral infections such as astrovirus, adenovirus, 

and rotavirus can cause a severe but self-limited acute 

diarrhea. Rarely, infections by microsporidia, 

cryptosporidia, and parasites such as entamoeba 

histohytica may develop in LT patients (85-87). 

Many immunosuppressive medications, such as 

mycophenolate mofetil, tacrolimus, cyclocporine, and 

to a lesser degree sirolimus can cause diarrhea as their 

side effects. It seems that immunosuppressant-related 

diarrhea is dose dependent and resolves following dose 

reduction or discontinuation (85, 86, 88). 

Besides, considering Roux-en-Y hepaticojejunostomy 

in PSC patients, small bowel bacterial overgrowth is 

considered a cause for chronic diarrhea after LT (85). 

Patients may develop diarrhea thanks to flare-up of 

the preexisting IBD or less commonly due to de novo 

IBD (52, 84). 

Other uncommon causes of diarrhea in these 

patients are graft-versus-host disease (GVHD), post 

transplantation lymphoproliferative disease (PTLD), 

and colon cancer (85, 86, 89). 

Cholangiocarcinoma in PSC/IBD patients 

CCA is a common and lethal malignancy that 

complicates PSC (90). The incidence of CCA in PSC 

patients is also 0.5-1% per year, with lifetime prevalence 

of 5-10%. The first year following a PSC diagnosis is 

particularly crucial for the development of CCA, 

however the window between a PSC diagnosis and the 

onset of CCA is around 6 years. The screening of PSC 

patients for CCA is interesting because the majority of 

patients who acquire CCA pass away within a year (31). 

Patients with concomitant PSC and IBD have an 

increased risk of CCA. A cumulative risk of 7-14% for 

CCA was reported in these patients (90). 

The risk of CCA in the patients with ulcerative colitis 

is 1.22 which is significantly higher than PSC patients 

with CD or without IBD who have a risk of 1.11 and 

1.02, respectively (91). A recently performed meta-

analysis of observational studies shows that compared to 

patients with IBD alone, patients with IBD and PSC 

suffer from 3.41 times higher risk of colorectal cancer. 

Based on IBD type classification, PSC is recognized as a 

risk factor for colorectal cancer in people with UC but 

not CD (92). Additionally, compared to individuals with 

just UC, people with both PSC and UC had a higher 

chance of developing CCR quickly after diagnosis (93). 

Consequently, it is highly recommended to perform 

cancer surveillance not only in case of PSC-UC patients, 

but also for patients with ileal pouch-anal anastomosis 

(IPAA) after colectomy (94). Moreover, the risk of 

pouchitis in IBD patients with IPAA and PSC is almost 

two times that of patients without PSC (90). 

The following factors may raise the likelihood of 

CCA in the patients with PSC (10, 31, 90): 

• Older age at PSC diagnosis 

• Smoking  

• Alcohol use 

• Elevated bilirubin 

Table 4. Summary of studies investigating CRC risk in PSC, UC and PSC/UC patients 

 After 5 years After 10 Years After 20 years After 25 years 

PSC patients     

Terg et al. (98) - 11% 18% - 

UC patients     

Fevery et al. (99) 2% 7% 15% - 

Terg et al. (98) - 2% 7% - 

Broome’ et al. (97) - 2% 5% 10% 

PSC/UC     

Claessen et al. (100) - 14% 31% - 

Broome’ et al. (97) - 9% 31% 50% 
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• Variceal bleeding 

• Polymorphism of the NKG2D gene 

• A longer duration of associated IBD 

• Presence of colorectal cancer or dysplasia in 

patients with ulcerative colitis 

• History of proctocolectomy 

Colorectal cancer in PSC/IBD patients 

The annual incidence rate of CRC in PSC patients is 

less than 0.5%, with a 30-year cumulative risk of 13% 

(31). IBD patients have a 2% chance of CRC, which is 

5 to 15 times greater than the normal population over 

the course of 30 years. However, those who also have 

PSC have a higher chance of developing CRC (10, 50).  

The chance of CRC development can get to 30% at 20 

years after diagnosis of concurrent IBD and PSC (90). 

This association was first proposed by Broome’ et al. in 

1992 with a cumulative risk of 50% at 25 years for 

CRC development in PSC/UC patients (14, 96, 97). 

The risk of CRC development in PSC, UC, and 

PSC/UC patients is elucidated in Table 4. 

Although PSC/UC patients are at greater risk of 

colorectal cancer, there is a debate that whether LT alters 

the progression of colorectal neoplasia in these patients or 

not (101). The risk of CRC in PSC/IBD patients increases 

after LT (50, 102). CRC occurs within few years after LT in 

around 7% of IBD patients who transplanted for PSC. 

Hence, regular annual colonoscopic surveillance with 

biopsies for CRC appears to be logical (32). Colitis severity, 

illness duration, early start, familial history of CRC, and the 

emergence of dysplasia in the affected colon are all well-

known risk factors for CRC in people with IBD. PSC in and 

of itself is thought to be a significant risk factor for CRC in 

IBD patients. After LT, the risk of CRC might be even 

more elevated or its occurrence might be speeded up (14, 

102). Prophylactic colectomy in selected patients at higher 

risk for CRC can be an appropriate strategy to prevent CRC, 

but it is less used in LT centers (50). 

Moreover, CRC associated with PSC/UC has 

distinct characteristics. It usually occurs at a younger 

age, in more proximal colon (up to 76% of cases have 

right-sided distribution) and carries a poor prognosis in 

terms of a more advanced stage at diagnosis (10). 

Therefore, overall risk of CRC in PSC/CD is not as 

strong as PSC/UC and the results are conflicting (14). 

Lindström et al. found that PSC is a risk factor for 

development of colonic dysplasia and carcinoma in CD 

(OR=6.78) (14, 103). Another study on PSC/IBD 

patients did not find an elevated risk of CRC or 

dysplasia in CD (14, 104). 

Surveillance  

PSC patients with or without accompanying IBD are at 

specific risk of hepatobiliary and colorectal cancers. As a 

result, coupled with age-appropriate screening programs, it 

is essential to be regularly monitored for gallbladder 

carcinoma, cholangiocarcinoma, colorectal, and 

hepatocellular carcinoma. This strategy provides the 

diagnosis of cancer at early and likely treatable stages (10). 

Recommended surveillance program in PSC/IBD 

patients is as follows: 

- Yearly ultrasound examination for gallbladder cancer 

(10, 91). 

- Imaging assessment of biliary tree via MRI, MRCP, 

or ultrasound, as well as serum levels of the tumor 

marker carbohydrate antigen (CA) 19-9 every 6 to 12 

months to detect evidence of CCA (10). 

- PSC patients without concurrent IBD should undergo 

surveillance colonoscopy every 3 to 5 years. 

Surveillance colonoscopy in those with coexistent IBD 

should be performed every one to two years from the 

time of diagnosis of PSC (6, 10, 50, 90). Annual 

colonoscopy in PSC/IBD patients who have had a liver 

transplant appears more reasonable in terms of more 

increased risk of colon cancer (10, 50, 90). 

- PSC patients with cirrhosis need to be screened for 

hepatocellular carcinoma (91). 

Conflict of interests 
There is no conflict of interest for authors of this article. 

References  
1. Moncrief KJ, Savu A, Ma MM, Bain VG, Wong WW, 

Tandon P. The natural history of inflammatory bowel disease and 

primary sclerosing cholangitis after liver transplantation – a 

single-centre experience. Can J Gastroenterol 2010;24:40-46. 

2. Mazza S, Soro S, Verga MC, Elvo B, Ferretti F, Cereatti F, 

et al. Liver-side of inflammatory bowel diseases: 

Hepatobiliary and drug-induced disorders. World J Hepatol 

2021;13:1828-49. 

3. Karlsen TH, Folseraas T, Thorburn D, Vesterhus M. 

Primary sclerosing cholangitis - a comprehensive review. J 

Hepatol 2017;67:1298-1323. 

4. Sarkar S, Bowlus CL. PSC: multiple phenotypes, multiple 

approaches. Clin Liver Dis 2016;20:67-77. 

5. Rawla P, Samant H. Primary sclerosing cholangitis. 

[Updated 2023 Feb 12]. In: StatPearls [Internet]. Treasure 



266 Concurrent IBD and PSC: a review of pre- and post-transplant outcomes and treatment options 

Gastroenterol Hepatol Bed Bench 2023;16(3):259-269 

Island (FL): StatPearls Publishing; 2023 Jan. Available from: 

https://www.ncbi.nlm.nih.gov/books/NBK537181/. 

6. Chapman R, Fevery J, Kalloo A, Nagorney DM, Boberg 

KM, Shneider B, Gores GJ, American Association for the 

Study of Liver Diseases. Diagnosis and management of 

primary sclerosing cholangitis. Hepatology 2010;51:660-78.  

7. de Vries AB, Janse M, Blokzijl H, Weersma RK. Distinctive 

inflammatory bowel disease phenotype in primary sclerosing 

cholangitis. World J Gastroenterol 2015;21:1956-71.  

8. Lunder AK, Hov JR, Borthne A, Gleditsch J, Johannesen 

G, Tveit K, et al. Prevalence of sclerosing cholangitis 

detected by magnetic resonance cholangiography in patients 

with long-term inflammatory bowel disease. 

Gastroenterology 2016;151:660-9. 

9. Palmela C, Peerani F, Castaneda D, Torres J, Itzkowitz SH. 

Inflammatory bowel disease and primary sclerosing 

cholangitis: a review of the phenotype and associated specific 

features. Gut Liver 2018;12:17-29. 

10. Rossi RE, Conte D, Massironi S. Primary sclerosing 

cholangitis associated with inflammatory bowel disease: an 

update. Eur J Gastroenterol Hepatol 2016;28:123-31. 

11. Moon AM, Singal AG, Tapper EB. Contemporary 

epidemiology of chronic liver disease and cirrhosis. Clin 

Gastroenterol Hepatol 2020;18:2650-66.   

12. Mumtaz S, Goh J, Hirschfield GM, Ferguson J, Cooper 

SC. Evolving strategies to reduce colectomy rates in 

primary sclerosing cholangitis-inflammatory bowel 

disease: clinical remission of corticosteroid refractory 

colitis post-liver transplant with vedolizumab. Frontline 

Gastroenterol 2016;7:271-4. 

13. Liu K, Wang R, Kariyawasam V, Wells M, Strasser SI, 

McCaughan G, et al. Epidemiology and outcomes of primary 

sclerosing cholangitis with and without inflammatory bowel 

disease in an Australian cohort. Liver Int 2017;37:442-8. 

14. Wang R, Leong RW. Primary sclerosing cholangitis as an 

independent risk factor for colorectal cancer in the context of 

inflammatory bowel disease: a review of the literature. World 

J Gastroenterol 2014;20:8783-9. 

15. Mosli M, Croome K, Qumosani K, Al-Judaibi B, Beaton 

M, Marotta P, et al. The effect of liver transplantation for 

primary sclerosing cholangitis on disease activity in patients 

with inflammatory bowel disease. Gastroenterol Hepatol 

2013;9:434-41. 

16. Karlsen TH, Schrumpf E, Boberg KM. Genetic 

epidemiology of primary sclerosing cholangitis. World J 

Gastroenterol 2007;13:5421-31. 

17. Chapman MH, Thorburn D, Hirschfield GM, Webster 

GGJ, Rushbrook SM, Alexander G, Collier J, Dyson JK, 

Jones DE, Patanwala I, Thain C, Walmsley M, Pereira SP. 

British Society of Gastroenterology and UK-PSC guidelines 

for the diagnosis and management of primary sclerosing 

cholangitis. Gut 2019;68:1356-78. 

18. Jiang X, Karlsen TH. Genetics of primary sclerosing 

cholangitis and pathophysiological implications. Nat Rev 

Gastroenterol Hepatol 2017;14:279-95. 

19. Schaeffer DF, Win LL, Hafezi-Bakhtiari S, Cino M, 

Hirschfield GM, El-Zimaity H. The phenotypic expression of 

inflammatory bowel disease in patients with primary 

sclerosing cholangitis differs in the distribution of colitis. Dig 

Dis Sci 2013;58:2608-14. 

20. Navaneethan U, Venkatesh PG, Mukewar S, Lashner BA, 

Remzi FH, McCullough AJ, et al. Progressive primary 

sclerosing cholangitis requiring liver transplantation is 

associated with reduced need for colectomy in patients with 

ulcerative colitis. Clin Gastroenterol Hepatol 2012;10:540-6. 

21. Bajer L, Kverka M, Kostovcik M, Macinga P, Dvorak J, 

Stehlikova Z, et al. Distinct gut microbiota profiles in patients 

with primary sclerosing cholangitis and ulcerative colitis. 

World J Gastroenterol 2017;23:4548-58. 

22. Milosevic I, Russo E, Vujovic A, Barac A, Stevanovic O, 

Gitto S, Amedei A. Microbiota and viral hepatitis: state of the art 

of a complex matter. World J Gastroenterol 2021;27:5488-5501. 

23. Little R, Wine E, Kamath BM, Griffiths AM, Ricciuto A. 

Gut microbiome in primary sclerosing cholangitis: a review. 

World J Gastroenterol 2020;26:2768-80. 

24. Mertz A, Nguyen NA, Katsanos KH, Kwok RM. Primary 

sclerosing cholangitis and inflammatory bowel disease 

comorbidity: an update of the evidence. Ann Gastroenterol 

2019;32:124-33. 

25. Gidwaney NG, Pawa S, Das KM. Pathogenesis and 

clinical spectrum of primary sclerosing cholangitis. World J 

Gastroenterol 2017;23:2459-69. 

26.  Navaneethan U. Hepatobiliary manifestations of 

ulcerative colitis: an example of gut-liver crosstalk. 

Gastroenterol Rep 2014;2:193–200.  

27. Singh S, Talwalkar JA, Primary sclerosing cholangitis: 

diagnosis, prognosis, and management. Clin Gastroenterol 

Hepatol 2013;11:898–907. 

28. Sabino J, Vieira-Silva S, Machiels K, et al. Primary 

sclerosing cholangitis is characterized by intestinal dysbiosis 

independent from IBD. Gut 2016;65:1681–9. 

29. Ponsioen CY, Vrouenraets SME, Prawirodirdjo W, 

Rajaram R, Rauws EA, Mulder CJJ, et al. Natural history of 

primary sclerosing cholangitis and prognostic value of 

cholangiography in a Dutch population. Gut 2002;51:562-66. 

30. Barner-Rasmussen N, Pukkala E, Jussila A, Färkkilä M. 

Epidemiology, risk of malignancy and patient survival in 

primary sclerosing cholangitis: a population-based study in 

Finland. Scand J Gastroenterol 2020;55:74-81. 

31. Takakura WR, Tabibian JH, Bowlus CL. The evolution of 

natural history of primary sclerosing cholangitis. Curr Opin 

Gastroenterol 2017;33:71-7. 

32. Loftus Jr. EV,  Aguilar HI,  Sandborn WJ,  Tremaine WJ,  

Krom RA,  Zinsmeister AR,  et al. Risk of colorectal neoplasia in 

patients with primary sclerosing cholangitis and ulcerative colitis 

following orthotopic liver transplantation. Hepatology 

1998;27:685-90. 

33. Lindstrom L, Jorgensen KK, Boberg KM, Castedal M, 

Rasmussen A, Rostved AA, et al. Risk factors and prognosis 

for recurrent primary sclerosing cholangitis after liver 

transplantation: a Nordic multicentre study. Scand J 

Gastroenterol 2018;53:297-304. 

34. Ravikumar R, Tsochatzis E, Jose S, Allison M, Athale A, 

Creamer F, et al. Risk factors for recurrent primary sclerosing 



Hatami B. et al 267 

Gastroenterol Hepatol Bed Bench 2023;16(3):259-269 

cholangitis after liver transplantation. J Hepatol 

2015;63:1139–46. 

35.  Ueda Y, Kaido T, Okajima H, Hata K, Anazawa T, 

Yoshizawa A, et al. Long-term prognosis and recurrence of 

primary sclerosing cholangitis after liver transplantation: a 

single-center experience. Transplant Direct 2017;3:e334. 

36. Rowe IA, Webb K, Gunson BK, Mehta N, Haque S, 

Neuberger J. The impact of disease recurrence on graft 

survival following liver transplantation: a single centre 

experience. Transpl Int 2008;21:459–65. 

37. Alabraba E, Nightingale P, Gunson B, Hubscher S, Olliff 

S, Mirza D, Neuberger J. A re-evaluation of the risk factors 

for the recurrence of primary sclerosing cholangitis in liver 

allografts. Liver Transpl 2009;15:330–40.  

38. Hildebrand T, Pannicke N, Dechene A, Gotthardt DN, 

Kirchner G, Reiter FP, et al. Biliary strictures and recurrence 

after liver transplantation for primary sclerosing cholangitis: a 

retrospective multicenter analysis. Liver Transpl 2016;22:42-52. 

39. Verdonk RC, Dijkstra G, Haagsma EB, Shostrom VK, 

Van den Berg AP, Kleibeuker JH, et al. Inflammatory bowel 

disease after liver transplantation: risk factors for recurrence 

and de novo disease. Am J Transplant 2006;6:1422-9. 

40. Gelley F, Zadori G, Gorog D, Kobori L, Fehervari I, 

Gaman G, et al. Recurrence of primary sclerosing cholangitis 

after liver transplantation - The Hungarian experience. Interv 

Med Appl Sci 2014;6:16-8. 

41. Bajer L, Slavcev A, Macinga P, Sticova E, Brezina J, Roder 

M, et al. Risk of recurrence of primary sclerosing cholangitis after 

liver transplantation is associated with de novo inflammatory 

bowel disease. World J Gastroenterol 2018;24:4939-49. 

42. Levy C. Can We Avoid Primary Sclerosing Cholangitis 

Recurrence? Liver Transpl 2016;22:12-13. 

43. Shaikh SA, Fitzgerald L, Tischer S. Safety and 

efficacy of biologic agents for the management of 

inflammatory bowel disease after liver transplantation. 

Pharmacotherapy 2017;37:1578-85. 

44. Carbone M, Neuberger J. Liver transplantation in PBC and 

PSC: indications and disease recurrence. Clin Res Hepatol 

Gastroenterol 2011;35:446-54.   

45. Kowdley KV. Primary sclerosing cholangitis: 

Inflammatory bowel disease and colorectal cancer. Available 

from: https://www.uptodate.com/contents/primary-sclerosing-

cholangitis-inflammatory-bowel-disease-and-colorectal-

cancer?search=Kowdley%20KV,%20Primary%20sclerosing%

20cholangitis:%20Inflammatory%20bowel%20disease%20and

%20colorectal%20cancer,%20Uptodate&source=search_result

&selectedTitle=1~150&usage_type=default&display_rank=1. 

46. Lascurain L, Jensen MK, Guthery SL, Holmen J, Deneau 

M. Inflammatory bowel disease phenotype in pediatric 

primary sclerosing cholangitis. Inflamm Bowel Dis 

2016;22:146-50. 

47. Lee WS, Karthik SV , Ng RT, Ong SY, Ong C, Chiou 

FK, Wong SY, Quak SH, Aw MM. Characteristics and 

outcome of primary sclerosing cholangitis associated with 

inflammatory bowel disease in Asian children. Pediatr 

Neonatol 2019;60:396-404. 

48. Weismu¨ller TJ, Trivedi PJ, Bergquist A, Imam M, Lenzen H, 

Ponsioen CY, et al. Patient age, sex, and inflammatory bowel 

disease phenotype associate with course of primary sclerosing 

cholangitis. Gastroenterology 2017;152:1975-84.   

49. Deneau MR, El-Matary W, Valentino PL, Abdou R, 

Alqoaer K, Amin M, et al. The natural history of primary 

sclerosing cholangitis in 781 children: a multicenter, 

international collaboration. Hepatology 2017;66:518-27. 

50. Indriolo A, Ravelli P. Clinical management of 

inflammatory bowel disease in the organ recipient. World J 

Gastroenterol 2014;20:3525-33. 

51. Ho GT, Seddon AJ, Therapondos G, Satsangi J, Hayes 

PC. The clinical course of ulcerative colitis after orthotopic 

liver transplantation for primary sclerosing cholangitis: 

further appraisal of immunosuppression post transplantation. 

Eur J Gastroenterol Hepatol 2005;17:1379-85.  

52. Singh S, Loftus EVJr, Talwalka JA. Inflammatory bowel 

disease after liver transplantation for primary sclerosing 

cholangitis. Am J Gastroenterol 2013;108:1417–25. 

53. Navaneethan U, Choudhary M, Venkatesh PG, Lashner 

BA, Remzi FH, Shen B, et al. The effects of liver 

transplantation on the clinical course of colitis in ulcerative 

colitis patients with primary sclerosing cholangitis. Aliment 

Pharmacol Ther 2012;35:1054-63. 

54. Fattahi MR, Malek-Hosseini SA, Sivandzadeh GR, 

Safarpour AR, Bagheri Lankarani K, Taghavi AR, et al. 

Clinical course of ulcerative colitis after liver transplantation 

in patients with concomitant primary sclerosing cholangitis 

and ulcerative colitis. Inflamm Bowel Dis 2017;23:1160-7. 

55. Papatheodoridis GV, Hamilton M, Mistry PK, Davidson 

B, Rolles K, Burroughs AK. Ulcerative colitis has an 

aggressive course after orthotopic liver transplantation for 

primary sclerosing cholangitis. Gut 1998;43:639-44. 

56. Joshi D, Bjarnason I, Belgaumkar A, O'Grady J, Suddle 

A, Heneghan MA, et al. The impact of inflammatory bowel 

disease post-liver transplantation for primary sclerosing 

cholangitis. Liver Int 2013;33:53-61. 

57. Befeler AS, Lissoos TW, Schiano TD, Conjeevaram H, 

Dasgupta KA, Millis JM, et al. Clinical course and 

management of inflammatory bowel disease after liver 

transplantation. Transplantation 1998;65:393-6.  

58. Verdonk RC, Haagsma EB, Van Den Berg AP, Karrenbeld 

A, Slooff MJ, Kleibeuker JH, et al. Inflammatory bowel disease 

after liver transplantation: a role for cytomegalovirus infection. 

Scand J Gastroenterol 2006;41:205-11. 

59. Jorgensen KK, Lindstrom L, Cvancarova M, Karlsen TH, 

Castedal M, Friman S, et al. Immunosuppression after liver 

transplantation for primary sclerosing cholangitis influences 

activity of inflammatory bowel disease. Clin Gastroenterol 

Hepatol 2013;11:517-23. 

60. Filipec Kanizaj T, Mijic M. Inflammatory bowel disease in 

liver transplanted patients. World J Gastroenterol 2017;23:3214-27. 

61. Nannegari V, Saenz R, Rubin D, Quera R. A review of 

inflammatory bowel disease in the setting of liver 

transplantation. Gastroenterol Hepatol 2014;10:626-30. 

62. Worns MA, Lohse AW, Neurath MF, Croxford A, Otto 

G, Kreft A, et al. Five cases of de novo inflammatory bowel 



268 Concurrent IBD and PSC: a review of pre- and post-transplant outcomes and treatment options 

Gastroenterol Hepatol Bed Bench 2023;16(3):259-269 

disease after orthotopic liver transplantation. Am J 

Gastroenterol 2006;101:1931-7. 

63. Khan S, Lichtman SN, Reyes J, Di Lorenzo C. Ulcerative 

colitis after liver transplant and immunosuppression. J Pediatr 

Gastroenterol Nutr 1999;28:206-9. 

64. Shi J, Li Z, Zeng X, Lin Y, Xie WF. Ursodeoxycholic 

acid in primary sclerosing cholangitis: meta-analysis of 

randomized controlled trials. Hepatol Res 2009;39:865-73. 

65. Triantos CK, Koukias NM, Nikolopoulou VN, Burroughs 

AK. Meta-analysis: ursodeoxycholic acid for primary sclerosing 

cholangitis. Aliment Pharmacol Ther 2011;34:901-910. 

66. Hansen JD, Kumar S, Lo WK, Poulsen DM, Halai UA, 

Tater KC. Ursodiol and colorectal cancer or dysplasia risk in 

primary sclerosing cholangitis and inflammatory bowel 

disease: a meta-analysis. Dig Dis Sci 2013;58:3079-87. 

67. European Association for the Study of the Liver. EASL 

Clinical Practice Guidelines: management of cholestatic liver 

diseases. J Hepatol 2009;51:237-67. 

68. Aabakken L, Karlsen TH, Albert J, Arvanitakis M, 

Chazouilleres O, Dumonceau JM, et al. Role of endoscopy in 

primary sclerosing cholangitis: European Society of 

Gastrointestinal Endoscopy (ESGE) and European 

Association for the Study of the Liver (EASL) Clinical 

Guideline. Endoscopy 2017;49:588-608. 

69. Rubin DT, Ananthakrishnan AN, Siegel CA, Sauer BG, 

Long MD. ACG Clinical Guideline: ulcerative colitis in 

adults. Am J Gastroenterol 2019;114:384–413. 

70. Lamb CA, Kennedy NA, Raine T, et al. British Society of 

Gastroenterology consensus guidelines on the management of 

inflammatory bowel disease in adults. Gut 2019;68:1–106. 

71. Dvorchik I, Subotin M, Demetris AJ, Fung JJ, Starzl TE, 

Wieand S, et al. Effect of liver transplantation on 

inflammatory bowel disease in patients with primary 

sclerosing cholangitis. Hepatology 2002;35:380-4. 

72. Olmedo Martin RV, Amo Trillo V, Gonzalez Grande R, 

Jimenez Perez M. Efficacy and safety of vedolizumab as a 

treatment option for moderate to severe refractory ulcerative 

colitis in two patients after liver transplant due to primary 

sclerosing cholangitis. Rev Esp Enferm Dig 2017;109:659-62. 

73. Westerouen van Meeteren MJ, Hayee B, Inderson A, van 

der Meulen AE, Altwegg R, van Hoek B, et al. Safety of anti-

TNF treatment in liver transplant recipients: a systematic 

review and meta-analysis. J Crohns Colitis 2017;11:1146-51. 

74. Mohabbat AB, Sandborn WJ, Loftus EV, Jr., Wiesner 

RH, Bruining DH. Anti-tumour necrosis factor treatment of 

inflammatory bowel disease in liver transplant recipients. 

Aliment Pharmacol Ther 2012;36:569-74. 

75. Altwegg R, Combes R, Laharie D, De Ledinghen V, 

Radenne S, Conti F, et al. Effectiveness and safety of anti-

TNF therapy for inflammatory bowel disease in liver 

transplant recipients for primary sclerosing cholangitis: A 

nationwide case series. Dig Liver Dis 2018;50:668-74. 

76. Parekh R, Abdulhamid A, Trudeau S, Kaur N. Tumor 

necrosis factor alpha inhibition for inflammatory bowel 

disease after liver transplant for primary sclerosing 

cholangitis. Case Rep Gastrointest Med 2018;2018:1015408. 

77. Lal S, Steinhart AH. Infliximab for ulcerative colitis 

following liver transplantation. Eur J Gastroenterol Hepatol 

2007;19:277-80. 

78. Indriolo A, Fagiuoli S, Pasulo L, Fiorino G, Danese S, 

Ravelli P. Letter: infliximab therapy in inflammatory bowel 

disease patients after liver transplantation. Aliment Pharmacol 

Ther 2013;37:840-2. 

79. Meszaros M, Pageaux GP, Altwegg R. Management of 

ulcerative colitis using vedolizumab after liver transplantation for 

primary sclerosing cholangitis. J Crohns Colitis 2016;10:236. 

80. Wright AP, Fontana RJ, Stidham RW. Vedolizumab is 

safe and effective in moderate-to-severe inflammatory bowel 

disease following liver transplantation. Liver Transpl 

2017;23:968-71. 

81. Feagan BG, Rutgeerts P, Sands BE, Hanauer S, Colombel 

JF, Sandborn WJ, et al. Vedolizumab as induction and 

maintenance therapy for ulcerative colitis. N Engl J Med 

2013;369:699-710. 

82. Martinez-Montiel M, Piedracoba-Cadahia P, Gomez-

Gomez C, Gonzalo J. Ustekinumab is effective and safe in the 

treatment of Crohn's disease refractory to anti-TNFalpha in an 

orthotopic liver transplant patient. J Crohns Colitis 

2015;9:816-7.  

83. Nordenvall C, Olen O, Nilsson PJ, von Seth E, Ekbom A, 

Bottai M, et al. Colectomy prior to diagnosis of primary 

sclerosing cholangitis is associated with improved prognosis 

in a nationwide cohort study of 2594 PSC-IBD patients. 

Aliment Pharmacol Ther 2018;47:238-45. 

84. Kochhar G, Singh T, Dust H, Lopez R, McCullough AJ, 

Liu X, et al. Impact of de novo and preexisting inflammatory 

bowel disease on the outcome of orthotopic liver 

transplantation. Inflamm Bowel Dis 2016;22:1670-8. 

85. Ginsburg PM, Thuluvath PJ. Diarrhea in liver transplant 

recipients: etiology and management. Liver Transpl 

2005;11:881–90. 

86. Liu K, Strasser SI, Koorey DJ, Leong RW, Solomon M, 

McCaughan GW. Interactions between primary sclerosing 

cholangitis and inflammatory bowel disease: implications in the 

adult liver transplant setting. Expert Rev Gastroenterol Hepatol 

2017;11:949-60. 

87. Chascsa DM, Vargas HE. The gastroenterologist’s guide 

to management of the post-liver transplant patient. Am J 

Gastroenterol 2018;113:819-28. 

88. Chow DK, Leong RW. The use of tacrolimus in the 

treatment of inflammatory bowel disease. Expert Opin Drug 

Saf 2007;6:479-85. 

89. Russo MW. The care of the postliver transplant patient. J 

Clin Gastroenterol 2017;51:683-92. 

90. Manninen P, Karvonen AL, Laukkarinen J, Aitola P, 

Huhtala H, Collin P. Colorectal cancer and 

cholangiocarcinoma in patients with primary sclerosing 

cholangitis and inflammatory bowel disease. Scand J 

Gastroenterol 2015;50:423-8. 

91. Bowlus CL, Lim JK, Lindor KD. AGA clinical practice 

update on surveillance for hepatobiliary cancers in patients 

with primary sclerosing cholangitis: expert review. Clin 

Gastroenterol Hepatol 2019;17:2416-22.  



Hatami B. et al 269 

Gastroenterol Hepatol Bed Bench 2023;16(3):259-269 

92. Clarke WT, Feuerstein JD. Colorectal cancer surveillance 

in inflammatory bowel disease: Practice guidelines and recent 

developments. World J Gastroenterol 2019;25:4148-57. 

93. Navaneethan U, Kochhar G, Venkatesh PG, Lewis B, 

Lashner BA, Remzi FH, et al. Duration and severity of 

primary sclerosing cholangitis is not associated with risk of 

neoplastic changes in the colon in patients with ulcerative 

colitis. Gastrointest Endosc 2012;75:1045-54. 

94. Rabbenou W, Ullman TA. Risk of colon cancer and 

recommended surveillance strategies in patients with ulcerative 

colitis. Gastroenterol Clin North Am 2020;49:791-807. 

95. Gionchetti P, Calabrese C, Laureti S, Poggioli G, Rizzello 

F. Pouchitis: Clinical features, diagnosis, and treatment. Int J 

Gen Med 2021;14:3871-79. 

96. Broomé U, Lindberg G, Löfberg R. Primary sclerosing 

cholangitis in ulcerative colitis--a risk factor for the 

development of dysplasia and DNA aneuploidy? 

Gastroenterology 1992;102:1877-80. 

97. Broomé U, Löfberg R, Veress B, Eriksson LS. Primary 

sclerosing cholangitis and ulcerative colitis: evidence for 

increased neoplastic potential. Hepatology 1995;22:1404-08. 

98. Terg R, Sambuelli A, Coronel E, Mazzuco J, Cartier M, 

Negreira S, et al. Prevalence of primary sclerosing cholangitis 

in patients with ulcerative colitis and the risk of developing 

malignancies. A large prospective study. Acta Gastroenterol 

Latinoam 2008;38:26-33. 

99. Fevery J, Henckaerts L, Van Oirbeek R, Vermeire S, 

Rutgeerts P, Nevens F, Van Steenbergen W. Malignancies 

and mortality in 200 patients with primary sclerosing 

cholangitis: a long-term single-center study. Liver Int 

2012;32:214-22. 

100. Claessen MM, Vleggaar FP, Tytgat KM, Siersema PD, 

van Buuren HR. High lifetime risk of cancer in primary 

sclerosing cholangitis. J Hepatol 2009;50:158-64. 

101. van de Vrie W, de Man RA, van Buuren HR, Schouten 

WR, Tilanus HW, Metselaar HJ. Inflammatory bowel disease 

and liver transplantation for primary sclerosing cholangitis. 

Eur J Gastroenterol Hepatol 2003;15:657-63. 

102. Hanouneh IA, Macaron C, Lopez R, Zein NN, Lashner BA. 

Risk of colonic neoplasia after liver transplantation for primary 

sclerosing cholangitis. Inflamm Bowel Dis 2012;18:269-74. 

103. Lindström L, Lapidus A, Ost A, Bergquist A. Increased 

risk of colorectal cancer and dysplasia in patients with 

Crohn’s colitis and primary sclerosing cholangitis. Dis Colon 

Rectum 2011;54:1392-97. 

104. Braden B, Halliday J, Aryasingha S, Sharifi Y, Checchin 

D, Warren BF, Kitiyakara T, Travis SP, Chapman RW. Risk 

for colorectal neoplasia in patients with colonic Crohn’s 

disease and concomitant primary sclerosing cholangitis. Clin 

Gastroenterol Hepatol 2012;10:303-08. 

 


