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Polycystic Liver Disease Fibropolycystic diseases
ADPKD Congenital hepatic
Kidney fibrosis
. Caroli’s disease
Liver
ARPKD
Pancreas
isolated” PCLD
No kidney

involvement



Genetics of Human Biliary Cysftic
Disorders

= Allinvolve primary cilia functionm ADPKD:
» polycystin 1, 2

» Modulation of Ca**

®» |solated polycystic
liver disease:

®» hepatocytstin

» ER glyCoprotein traffic

® Fibropolycystic
diseqases:

= filbrocystin



Primary Cilia in Biliary Epithelium
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» Non motfile
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= Osmolatilty

LaRusso, Dig Dis 2011;29:6—-12
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With q%’rosio ADPKD
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Liver
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Caroli Disease

With involution

von Meyenburg
Complexes
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Hepatic
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With involution

von Meyenburg
Complexes




von Meyenburg Complex




Ductal Plate Malformations:

Congenital.
Hepaftic
Fibrosis




ONGENITAL HEPATIC FIBROSIS: CAT

sy Dr. T. van den Ingh



Congenital Hepatic Fibrosis:




Canine Congenital Hepatic Fibrosis
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Swiss Frelberger
Horses



iss Freiberger Horses

» Gender: male
» Age: 2 months
» Weight: 84 kg

istory:
unt, apathic, big abdomen
Ultrasound: liver with variable texture and cysts,

Blood: high numbers of leucocytes, high liver values

Christine Gopfert Inst. Swiss
Vet. Annual Meeting, Berne



Necropsy \‘

Chrisine Gopfert Inst. Swiss Vet. Annual
Meeting, Berne



Christine Gopfert Inst. Swiss Vet. Annuadl
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Case Example
4 yo Domestic Short Hair, Male,
casftrated

» Clinical signs

» Diffusely enlarged,
iInhomogenous liver on
ultrasound,

Elevated ALT/AST,




Context

INIcCa

Cl



Ditferential diagnoses

®» Exira-hepatic obstruction

» Vascular anomalies with biliary proliferation

®» Porfosystemic shunts

= Portal vein hypoplasia
» Fibrous variant
» A-V fistula




ADPKD

Polycystic
Liver
Disease
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Polycystic Hepatic Disease

= Cats: PDKI
% ' W = Autosomal dominant
; = Persian
» Siaomese
» DoQgs
» Cairn Terriers
= West Highland White







When are a lion and a cat
the same?¢

Cattime.com







Polycystic Disease: PCK Rat
Sprague-Dawley




Ductal Plate Malformations

» With ectasia

Caroli Disease



Caroli’'s disease

» [usiform and saccular dilatation of the large bile ducts

» Pafent Vater's papilla

» Kidneys: diffusely affected with radially arranged
elongated cysts




Caroli’s disease

Last, , J S Afr Vet Assoc 77: 2006
Gorlinaier S et al IVIM 172003




Differential; Obstruction




Ditferential Diagnosis: What
IS a Biliary Adenoma?¢

» Rare

» | ocalized metaplasia?

» Distended von Meyenburg complexes?

» Biliary cystadenoma

= “Benign Biliary Proliferation”




Differentiation



Metaplastic example




Dedifferentiation and
re-differentiation?




Segmental abnormalities
Billary Atresia:
Canine




Billary Atresia
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Gallbladder Mucocoele

Illlxin:d




Canine Gall Bladder
Mucocoele

» Rare 10 years ago 50 -
45 ¢
40 1
35 1
30 -
25 -
20 1
15 1
» ~20% mortality with 10 |

surgery i 5 -

o 4

» Common biliary
disorder today

ber of Mucoceles

2003 2004 2005 2006 2007 2008 2009 2010
o 397 Year




Cause(s)

Breed association
» Shetland Sheepdogs
» Miniature Schnauzers

®» Transporter mutation?

ABCB4 (mdr-3)
Insertion mutation

»NO homozygous
mutants

» Micelle formation

» Phosphatidylcholin
e flippase

®» Drug exposuree

ealey, Comparative Hepatology
10, 9:6

» Fvaluated 88 dogs

= Roughly equadl
distribution of insertion In
affected and normal
dogs.

»Complex
pathogenesis



Causes

®» Endocrine statuse » Hyperlipidemia

» Cushing’s Disease

» 29-fold increased risk » Dief?

» Ofher steroids

» Therapeutic drugse

L. MESICH,
al of Small Animal Practice (2009)
0-635



Dog

Mucocoele

B T T oY M .Sn 0
13 . n.s\b ,J.. oy )
’ “ K~ BT .,Mu.‘.v ’
» LS
Vo . v 4 o
» O & . e o 4" Jq,‘ = LU ¥x
voa».,ﬁa” o ® & eu.,.m.l * $* A
£ TV ISR /L c o
)8 Sidba ¢ X
" MOATT 2 ¥ - L A
. - ~ ! hd PN vi
o5 Q. ¢0 O ST R A oig (e
- &5 . P e & > o d
P : -~ 474 m,‘)f.\ -
F ey » y- S L © » .
0 4 ViR, A o :
L B« 'y < . Y ¢
o J 5 » ' 4
¢ a po . .LW Y
< ¢ ¢ o2, b RUR Y Al
PN W g v Y o 40" A
o0 ” o o . . :
. : (NG o . sha*
) ¢ = X .
[ 09 vun,, , AN Py o - ;
I e 2 ..n "o " 0 . - .s.. AR Pl
\ 4 - & . - Vo A o £~
2 u&. - = o ¥ ) - .V. Vi Y
~ e ’ 4 " N ~ 4 e o = - R
: < s S\l
. - - & ).o‘ < .A-G"v“ 4 » A ..O
. : . o PO " A ..... ™
| e O e ) \ st P N A AN | el
o o - - . e s
n Vg Nob o S Mu.\\?fw.. P
. 2 ” no = A7 > AR T
0 O W 0 o s TRe NP 4
! : g < W »” e
. Y &R A s " Yo
2 o w k Nﬂ“ 'uﬁvc , L
-~ . - \\. & .- l.,s o s %
. %N - h - p - - e - e
s T oA L Va8 e e
8s. 0 SR e e e Qi 0 i
3 0 's O g " el oY O
} [ & v W
. & 3°n '




Isfologic change
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Veterinary Congenital Biliary Tree
Diseases

» Congenital

» Duyctal Plate anomalies = Acquired

» Gall Bladder

» Mucocoele

» Congenital cystic diseases

» Acquired metaplastic ductular
chgnges

» Adenomas » Parenchymal effects



