
utosomal dominant polycystic kidney disease (ADPKD) is a here-
ditary, multisystemic disorder. The most common extrarenal fea-
ture of ADPKD is liver cysts originating from biliary ductal

microhamartomas. Usually, there are no symptoms related to liver cysts and
no treatment is required. Symptoms, when they occur, are caused by the
mass effect of the cysts. They include abdominal distention and pain, dys-
pnea, low back pain, and those caused by the development of complications
such us cyst infection, hemorrhage, rupture, extrinsic compression of the
portal vein and intrahepatic radicles, inferior vena cava, hepatic veins, or bi-
le ducts.
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Portal Hypertension Due to
Multiple Hepatic Cysts in Autosomal
Dominant Polycystic Kidney Disease:

Case Report

AABBSS  TTRRAACCTT  Li ver cysts are the most fre qu ent ex tra re nal ma ni fes ta ti on of au to so mal do mi nant poly-
c ystic kid ney di se a se. Usu ally, the re are no symptoms re la ted to li ver cysts and no tre at ment is re-
qu i red. Symptoms, when they oc cur, inc lu de ab do mi nal dis ten ti on and pa in, dyspne a, low back
pa in, and tho se ca u sed by the de ve lop ment of comp li ca ti ons such us cyst in fec ti on, he morr ha ge,
rup tu re, ex trin sic com pres si on of the por tal ve in and in tra he pa tic ra dic les, in fe ri or ve na ca va, he-
pa tic ve ins, or bi le ducts. Ex trin sic com pres si on of the he pa tic ve ins, por tal ve in and in tra he pa tic
ve nu les by ex ten si ve he pa tic cysts is the most li kely mec ha nism of por tal hyper ten si on at the poly-
c ystic li ver di se a se as so ci a ted with polyc ystic kid ney di se a se. We are re por ting a 67 ye ar-old wo -
man who had por tal hyper ten si on du e to se ve re he pa tic cystic di se a se as so ci a ted with au to so mal
do mi nant polyc ystic kid ney di se a se.

KKeeyy  WWoorrddss::  Por tal hyper ten si on; au to so mal do mi nant polyc ystic kid ney

ÖÖZZEETT  Ka ra ci ğer kist le ri oto zo mal do mi nant böb rek has ta lı ğı na en sık eş lik eden eks tra re nal bul gu -
dur. Kist ler ge nel lik le semp to ma ne den ol maz ve te da vi ge rek tir mez. Kist en fek si yo nu, kist içi ne ka -
na ma, rüp tür, por tal ven ve in tra he pa tik dal la rı, he pa tik ven, in fe ri or ve na ka va ya da saf ra
ka nal la rı na dış tan kist ba sı sı gi bi komp li kas yon lar ne de niy le ab do mi nal dis tan si yon, ağ rı, disp ne
ve bel ağ rı sı gi bi semp tom lar iz le ne bi lir. He pa tik ven le re, por tal ve ne ve in tra he pa tik ve nül le re ge -
niş le miş he pa tik kist ler ta ra fın dan oluş tu ru lan ba sı po li kis tik böb rek has ta lı ğı na eş lik eden ka ra ci -
ğe rin kis tik has ta lı ğın da por tal hi per ta si yon ge li şi mi nin ola sı me ka niz ma sı nı açık lar. Bu ya zı da
oto zo mal do mi nant po li kis tik böb rek has ta lı ğı ile iliş ki li cid di kis tik ka ra ci ğer has ta lı ğı olan 67 ya -
şın da ki has ta da ge li şen por tal hi per tan si yo nu bil di ri yo ruz.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Por tal hi per tan si yon, oto zo mal do mi nant po li kis tik böb rek has ta lı ğı
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Por tal hyper ten si on may de ve lop at the se
con di ti ons: First con ge ni tal he pa tic fib ro sis or li -
ver cirr ho sis may le ad to por tal hyper ten si on.1 Se -
cond, the obs truc ti on of por tal ve no us flow du e to
mec ha ni cal com pres si on of por tal ve in or in tra -
he pa tic por tal ra dic les by li ver cysts.1,2 And the
third di sor der that may le ad to por tal hyper ten si -
on is he pa tic ve no us outf low obs truc ti on du e to
com pres si on of he pa tic ve ins, or the in fe ri or ve na
ca va, or both by one hu ge cyst or mul tip le li ver
cysts that can be de mons tra ted by ima ging tech ni -
qu es.1,2

The di ag no sis of por tal hyper ten si on at the
pre sen ce of li ver cysts can be es tab lis hed with im-
a ging tech ni qu es. Con ge ni tal he pa tic fib ro sis and
li ver cirr ho sis can be di ag no sed by li ver bi opsy.
Com pu te ri zed to mog raphy scan ning and ul tra so -
und of the ab do men is use ful in sho wing kid ney
cysts, li ver cysts, ex trin sic com pres si on of por tal ve -
in, he pa tic ve ins, in fe ri or ve na ca va and in de tec -
ting as ci tes.3 Co lor Dopp ler Ul tra so und and MRI is
use ful in es tab lis hing the pa tency of flow in the in-
fe ri or ve na ca va, he pa tic and por tal ve ins and in de-
tec ting ab nor mal col la te ral ve ins.

CA SE RE PORT

A 67 ye ar old wo man had be en ad mit ted to our
hos pi tal be ca u se of ab do mi nal dis com fort, blo a ting
and pa in one ye ar ago. She had be en di ag no sed
with au to so mal do mi nant polyc ystic kid ney di se a -
se, polyc ystic li ver di se a se, nep hro lit hi a sis and sple -
no me galy by ab do men CT. The re we re mul tip le
cystic le si ons with the lar gest 50 mm in di a me ter at
the right kid ney and 40 mm in di a me ter at the left
kid ney. An a sto ne was vi sib le at the left kid ney.
The li ver was en lar ged (200 mm in length) and the -
re we re mul tip le cystic le si ons with the lar gest 60
mm in di a me ter. The length of the sple en was 150
mm. The li ver enz ymes of the pa ti ent we re fo und
nor mal. The BUN va lu e was 72 mg/dL (nor mal:17-
43 mg/dL); se rum cre a ti nin 2.2 mg/dL (nor mal: 0.8
– 1.4 mg/dL), he mog lo bin 10.9 g/dL ( nor mal: 12.6
– 17.4 g/dL), he ma toc rit 31.2% (nor mal: 37-51%),
whi te blo od cell co unt 3200/µL (nor mal: 4.500-
11.000 /µL) , and pla te let co unt 159.000/µL (nor-
mal: 150.000-400.000/µL) one ye ar ear li er. 

The pa ti ent app li ed re pe a tedly with the ri sing
comp la ints of ab do mi nal pa in, dis com fort, blo a ting
and cons ti pa ti on. Two months ago she un der went
right per cu ta ne o us nep hro lit ho tomy and was tre a -
ted for comp li ca ted uri nary tract in fec ti on at anot -
her hos pi tal.

She was ad mit ted to the hos pi tal for furt her
eva lu a ti on. He pa to me galy, sple no me galy and swel -
ling at the left si de of the ab do men -un der left cos -
tal arc- we re es tab lis hed on physi cal exa mi na ti on.
The AST, ALT and al ka li ne phosp ha ta se le vels we -
re fo und nor mal. BUN was 65 mg/dL, cre a ti ni ne
was 2.3 mg/dL, and se rum al bu min was 2.9 g/dL
(nor mal: 3.5-5.0 g/dL). He mog lo bin was 7.1 g/dL,
he mo toc rit was 21.2%, whi te blo od cell co unt
3800/µL, and pla te let co unt 126 000/µL. INR was
nor mal. He pa ti tis B and C se ro lo gi es we re ne ga ti ve.
Trans fer rin sa tu ra ti on, fer ri tin, and se rum ce ru -
lop las min, we re wit hin nor mal li mits.

The ab do mi nal CT re ve a led en lar ged bi la te ral
kid neys inc lu ding mul tip le cysts in dif fe rent di-
men si ons sho wing typi cal ap pe a ran ce of adult
polyc ystic kid ney di se a se (Fi gu re 1). The li ver is

FI GU RE 1: Bi la te ral en lar ged kid neys con ta i ning mul tip le cysts in dif fe rent
di men si ons ha ving typi cal ap pe a ran ce of adult polyc ystic kid ney di se a se.



con ta i ning mul tip le cysts with the lar gest 60 mm
in di a me ter, the right lo be length is fo und 230 mm,
the re ma i ning he pa tic pa rench yma is fo und nor-
mal and the por tal ve in is di la ted (20 mm in di a -
me ter) (Fi gu re 2). The sple en’s length is 170 mm
and the sple nic ve in is fo und di la ted to o (15 mm in
di a me ter). Ad di ti o nally, CT re ve a led mi ni mal as-
ci tes. No esop ha ge al va ri ces we re es tab lis hed on
en dos co pi. 

Dopp ler ul tra so und exa mi na ti on sho wed in-
cre a sed vo lu me flow at por tal, sple nic and su pe ri -
or me sen te ric ve ins. Por tal ve in (21 mm) and
sple nic ve in (15 mm) ca lib res we re en lar ged cor re -
la ted with por tal hyper ten si on. The re was no
throm bo sis wit hin the por tal ve in. 

DIS CUS SI ON

ADPKD is as so ci a ted with ex tra re nal ma ni fes ta ti -
ons such as li ver cysts, in trac ra ni al ane urysms, co -
lo nic di ver ti cu la and car di o vas cu lar ab nor ma li ti es
li ke mit ral-val ve pro lap se, mit ral re gur gi ta ti on,
aor tic in suf fi ci ency, aor tic ane urysms and tri cus -
pid re gur gi ta ti on. Cysts may al so oc cur oc ca si o nally
in the pan cre as, ova ri es and sple en.4

De ve lop ment of por tal hyper ten si on in au to -
so mal polyc ystic kid ney di se a se is not fre qu ent. It
ap pe ars with sple no me galy, as ci tes, and va ri ce al
ble e ding; es tab lis hed. If con ge ni tal he pa tic fib ro sis
or li ver cirr ho sis is sus pec ted li ver bi opsy sho uld be
per for med.

In our pa ti ent we exc lu ded li ver cirr ho sis on
the ba sis of ul tra so nog rap hic evi den ce of nor mal li -
ver pa rench yma and on the lack of eti o lo gi cal fac-
tors such as he pa ti tis B or C vi rus in fec ti ons,
al co ho lism, he moc hro ma to sis, Wil son’s di se a se,
pri mary bi li ary cirr ho sis. 

Con ge ni tal he pa tic fib ro sis is an in va ri ab le fe a -
tu re in au to so mal re ces si ve polyc ystic kid ney di se a -
se. Por tal hyper ten si on as so ci a ted with con ge ni tal
he pa tic fib ro sis at au to so mal do mi nant polyc ystic
kid ney di se a se pa ti ent re cog ni ze be fo re 25 ye ars of
age.1 Usu ally the re are non or just a few cysts in the
li ver. It is es tab lis hed by li ver bi opsy and cystic en-
lar ge ment of the seg men tal bi le ducts may be ob ser -
ved on CT or ul tra so und ima ging. We did not
sus pect Con ge ni tal He pa tic Fib ro sis be ca u se of her
ad van ced age, nor mal li ver enz ymes and the pre sen -
ce of mul tip le cysts. Be ca u se of the lar ge mul tip le
cysts in her li ver we avo i ded bi opsy which may ca -
u se cyst rup tu re, he morr ha ge and cyst in fec ti on.

He pa tic ve no us outf low obs truc ti on, du e to
com pres si on of he pa tic ve ins or the in fe ri or ve na ca -
va or both, sho uld be sus pec ted if the re are hu ge cysts
in li ver. Our pa ti ent has mul tip le cysts as lar ge as 60
mm in di a me ter. CT scan ning did not show com pres-
si on to the in fe ri or ve na ca va but he pa tic ve in com-
pres si on by mul tip le cysts co uld be res pon sib le for
por tal hyper ten si on. CT scan ning re ve a led mul tip le
lar ge cysts aro und the por tal ve in al so. We co uldn’t
de mons tra te an ob vi o us obs truc ti on of por tal ve no -
us flow du e to mec ha ni cal com pres si on on CT ima -
ging, but com pres si on on in tra he pa tic por tal ra dic les
le a ding to por tal hyper ten si on is al so pos sib le. 

As a ra re comp li ca ti on, por tal hyper ten si on in
au to so mal do mi nant polyc ystic kid ney di se a se du e to
com pres si on of por tal ve in, ve nu les and he pa tic ve -
ins by ex ten si ve li ver cysts has be en re por ted pre vi -
o usly, to the best of our know led ge, in 12 ca ses.1,2,5-14

We are re por ting this ca se to ma ni fest that the li ver
cysts may le ad to por tal hyper ten si on in ADPKD pa-
ti ents so that in pur su it of the pa ti ents, the re la ti on
bet we en li ver cysts and he pa tic and/or por tal ve ins
must be eva lu a ted in de ta il with ima ging tech ni qu es.
Be si des, symptoms or evi den ces sug ges ting por tal hy-
per ten si on sho uld be ta ken in to con si de ra ti on du ring
eva lu a ti on of ADPKD pa ti ents.
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FI GU RE 2: Mul tip le cysts in li ver with the lar gest 60 mm in di a me ter aro und
the por tal ve in. Por tal ve in is wi de ned (20 mm in di a me ter).
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