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How important are biliary tract diseases?

® HCV (n =216, 41.5%)
A  Etiology of complete study cohort (n = 521) = HBV (n =81, 15.5%)
x ® EtOH (n =70, 13.4%)

PSC (n = 23, 4.4%)

kil I— Hepatology 2011 53(5):1608-17

= HBV + HDV (n = 8, 1.5%)
Cryptogenic (n =6, 1.2%)
= HBV + HCV (n =5, 1.0%)
= Biliary (n =3, 0.6%)
HBV + FHF (n = 3, 0.6%)
Unknown (n =5, 1.0%)
Others (BCS, Byler's, HFE, Wilson's, n=9, 1.7

AApproximatelyl6% of all liver transplants performed in the United States
between 1988 and 2014 were foholangiopathies

Mayo ClinProc.Jun€015;90(6):794300


https://www.researchgate.net/journal/1527-3350_Hepatology

TABLE. Classification of the Cholangiopathies®

Genetic
Alagille syndrome
Caroli syndrome
Cystic fibrosis
Polycystic liver disease
ADPLD
ADPKD
ARPKD
Idiopathic
Autoimmune cholangitis
Biliary atresia”
Idiopathic childhood/adulthood ductopenia
lgG4-associated cholangitis
Primary biliary cirrhosis”
Primary sclerosing cholangitis®
Malignant
Cholangiocarcinoma
Secondary sclerosing cholangitis
ABCB4 deficiency
Abdominal trauma (surgical or blunt)
AIDS cholangiopathy
Amyloidosis
Chemical/drugs (ie, 5-fluorouracil)
Choledocholithiasis
Eosinophilic or mast cell cholangitis
Graft-vs-host disease involving the liver
latrogenic biliary strictures
Portal hypertensive biliopathy
Recurrent pyogenic cholangitis
Sarcoidosis
Sickle cell disease

Vascularfischemic (ie, hepatic artery stenosis after

liver transplant)

*ADPLD = autosomal dominant polycystic liver disease;
ADPKD = autosomal dominant polycystic kidney disease;
AIDS = acquired immunodeficiency syndrome; ARPKD =

autosomal recessive polycystic kidney disease.

®For the genetic component of these diseases, see

Supplemental Table 2.

Mayo ClinProc June2015;90(6):794800



Proposed Pathogenetic Model for Cholangiopathies
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Cytokeratin expression as an aid to diagnosis in medical liver biopsies
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A, CK7 immunohistochemistry. B, CK19 immunohistochemistry.

Histopathology 2010 56, 4157 425



The normal adult human livbropsy

Per portal tract there were:
A2.3 +L 2.2 interlobular bile ducts
A2.6 + 2.3 hepatic arteries and
A0.7 ++0.7 portal veins

This meant that:
A8% did not contain a portal vein
A7% did not contain a bile duand
A9% did not contain a hepatic artery

AHepatology 1998 Aug;28(2):3231



ABile duct paucity oductopeniais usually defined in less than 50% of
portal tracts containing ducts.



Diagnosis adluctopaenidiver diseases

AThesize of the liver biopsy specimerirnisportant becausef the
typical patchy distribution of théile duct damage& more than 10
portal tracts should begresent.

AAssociated features include, feathaggeneration(with or without
Mallory-Denkbodies),periportal copper deposition andholestatic
rosettes.

ACK7 immunohistochemistry is very helpful

ACanaliculacholestasisiot seenuntil decompensated liver disease
hasoccurred

Histopathology 2010 56, 4151 425



Iseases characterized by loss of native
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Developmental Biliary atresias

Liver d
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Alphal-antitrypsin deficiency
Cystic fibrosis

Immunemediated Primary biliary cirrhosis
Primarysclerosingholangitis
Autoimmune overlap syndromes ] .
IgG4related systemisclerosinglisease H |St0path0|0gy 20 10 56 ! 415 I 425

Sarcoidosis

Chronic liver allograft rejection

Chronic grafiversushost disease

Vascular Arterial diseases, e.g. Hepatic artery thrombosi:
TraumaVasculitis

Portal vein obstruction

Infective Bacterial, e.gascending cholangitis
Viral, e.gcytomegalovirus
Protozoan, e.ccryptosporidia
Other, e.gruptured hydatid cyst

Drugs and toxins Phenothiazineantibiotics Tricyclic
antidepressants Anticonvulsants

Neoplastic Langerhans cell histiocytosisSystemic
YIatz20edz2aral 2RITAY QA

Idiopathic
















A, Early primary biliary cirrhosis showing a surviving
native bile duct (large arrow) and CK7+ periportal cells
with an intermediate hepatobiliary phenotype (examples
indicated with small arrows) before an established
ductular reaction is evident. B, Advanced primary biliary
cirrhosis showing absence of a native intraportal bile duct
and a marked ductular reaction at the periphery of
expanded portal tract.

Histopathology 2010 56, 4151 425






