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8 cm  in le ngth  w h ile  le ft k idne y w as  8.5 cm . No s olid
m as s  w as  s e e n. Urinary bladde r w as  not vis ualiz e d.

Cas e  Re port

A four days  old baby boy w as  re fe rre d to us  for
ultras ound abdom e n w ith  th e  com plaints  of bre ath ing
difficulty and poor fe e ding.
H e  w as  de live re d at h om e  afte r full te rm . H e  w as  th ird
s ib of cons anguine ous  pare nts . On e xam ination baby
w as  not dys m orph ic. H is  bre ath ing w as  laboure d and
abdom e n m ark e dly protube rant w ith  bilate ral flank
m as s e s  palpable . Re s t of e xam ination w as  norm al.
H is  h igh  re s olution ultras ound re ve ale d e nlarge d
Kidne ys  w h ich  w e re  e ch oge nic w ith  incre as e d num be r
of acous tic inte rface s . Multiple  re nal cys ts  w e re  s e e n
ranging in s iz e  from  15 m m  to 66 m m . (Fig 1).  Acous tic
e nh ance m e nt w as  s e e n be h ind large r cys ts . Th e  cys ts
in th e  re nal corte x w e re  large r as  com pare d to inne r
one s .  Th e re  w as  los s  of cortico-m e dullary diffe re n-
tiation. Ce ntral e ch oge nic com ple x w as  not vis ualiz e d.
No h ydrone ph ros is  w as  s e e n. Righ t k idne y m e as ure d

Autos om al re ce s s ive  polycys tic k idne y dis e as e  is  ch aracte riz e d by re nal colle cting duct cys ts , conge nital h e patic
fibros is  (biliary dys ge ne s is ) and autos om al re ce s s ive  patte rn of inh e ritance . Th e  typical s ongraph ic appe arance
of autos om al re ce s s ive  polycys tic k idne y dis e as e  (ARPKD) h as  be e n de s cribe d as  s ym m e trically e nlarge d, e ch oge nic
k idne ys  w ith  occas ional vis ualiz ation of s m all cys ts . W e  pre s e nt a cas e  of a 4 ye ars  old m ale  ne onate  re fe rre d to
our ultras ound de partm e nt. H igh  re s olution Ultras ound re ve ale d bilate ral re nal e nlarge m e nt due  to non-obs tructive
colle cting duct e ctas ia in a bilate ral and s ym m e trical fas h ion as  w e ll as  ch ange s  due  to h e patic pe riportal fibros is
and biliary dilatation.
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Figure  1A:
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Live r w as  e nlarge d and s h ow e d m ark e d pe riportal
fibros is  and bile  duct prolife ration. Pe riportal fibros is
w as  s e e n as  m ultiple  e ch oge nic are as  s catte re d
th rough out th e  live r (Fig 2).

Fe w  of th e s e  le s ions  h ad a branch ing patte rn. Th e s e

are as  re pre s e nte d th e  th ick e ne d fibros e d portal tracts

th at w e re  ch aracte ris tics  of h e patic fibros is . Tubular

cys tic dilatation of intrah e patic biliary ch anne ls  w as

als o s e e n (Fig 3).

Figure  1B: H igh  re s olution ultras ound done  w ith  10 M H Z  Line ar

probe  (SONOACE -MEDISON) .Se ction of th e  k idne y s h ow ing cys ts

ranging in s iz e  from  15 m m  to 66 m m  re placing re nal pare nch ym a

com ple te ly.

Figure  2A:

Figure  2B: H igh  re s olution ultras ound done  w ith  10 MH Z  Line ar

probe  (SONOACE -MEDISON) .Se ction of th e  Live r s h ow ing

pe riportal fibros is  (arrow s ) s e e n as  e ch oge nic le s ions  diffus e ly

s pre ad in th e  live r  m m  re placing re nal pare nch ym a com ple te ly.

Figure  3A:
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Th e  e ch oge nic are as  re pre s e nting pe riportal fibros is
w e re  s e e n e xte nding upto th e  pe riph e ral m argins  of
th e  live r and w e re  diffus e ly s catte re d in th e  e nlarge d
live r. No s ple nom e galy or ve rice s  w e re  s e e n. Color
Dopple r re ve ale d norm al h e patic and portal ve nous
flow  w ith out ve rice s  (Fig 4). Patie nt w as  los t to follow
up and didn’t re turn.

Figure  3B: H igh  re s olution ultras ound done  w ith  10 M H Z  Line ar

probe  (SONOACE -MEDISON) .Se ction of th e  Live r s h ow ing dilate d

biliary ch anne ls  (as te ris k ) as  w e ll as  pe riportal fibros is  (arrow h e ads ).

Figure  4A:

Figure  4B: H igh  re s olution color Dopple r ultras ound done  w ith  10

MH Z  Line ar probe  (SONOACE -MEDISON) .Se ction of th e  Live r

s h ow ing dilate d biliary ch anne ls  (w h ite  arrow s ) as  w e ll as  pe riportal

fibros is  (black  arrow s ).W h ite  arrow h e ads  = h e patic ve ins . P= portal

ve in branch . D = Diaph ragm .

Dis cus s ion

Tw o pre dom inant fe ature s  ch aracte riz e  th e  live r in
ARPKD: abnorm ality of th e  biliary tre e  and fibros is  of
th e  portal tracts . Abnorm ality of th e  biliary tre e  cons is ts
of irre gularly form e d, dilate d, and us ually too num e rous
intrah e patic bile  ducts  (th e s e  are  contiguous  w ith  oth e r
portions  of th e  biliary tre e  and th e re fore  nonobs tructive ).
De s pite  th e  abnorm al bile  ducts  and th e  fibros e d portal
tracts , th e  h e patic pare nch ym a is  norm al. Th us , it is
not s urpris ing th at h e patoce llular function is  alm os t
alw ays  norm al in affe cte d patie nts , e ve n w h e n th e y
h ave  re lative ly s e ve re  portal tract dis e as e . Th e  live r
dis e as e  is  re fe rre d to as  conge ntial h e patic fibros is
(CH F), w h ich  is  alw ays  found in patie nts  w ith  ARPKD.1,2

Th e  incide nce  of ARPKD is  1: 40,000.3 According to
clinical appe arance , ARPKD is  clas s ifie d into 4 s e parate
groups : pre natal, ne onatal, infantile , and juve nile  form s .
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Th e re  is  cons ide rable  variation in th e  im aging findings
in patie nts  w ith  Autos om al Re ce s s ive  Polycys tic Kidne y
Dis e as e . In all cas e s  ne ph rom e galy is  a cons tant
im aging finding at th e  tim e  of diagnos is .
In ne onate s  and infants  w ith  m ode rate  to s e ve re  re nal
dis e as e , th e  k idne ys  are  s m ooth ly e nlarge d be caus e
of th e  num e rous  dilate d colle cting ducts . Th e  de gre e
of e nlarge m e nt is  dire ctly proportional to th e  num be r
of dilate d ducts .4

Magne tic Re s onance  Ch olangiopancre atograph y
(MRCP) is  s upe rior to ultras ound in th e  as s e s s m e nt
of cys tic live r dis e as e . In addition to h igh e r s e ns itivity,
M RCP provide s  inform ation on th e  anatom ic
re lations h ip be tw e e n th e  cys ts  and th e  biliary tre e .5

Th e  h e patic dis e as e  progre s s e s  to de ve lop portal
h ype rte ns ion as s ociate d w ith  s ple nom e galy and
e s oph age al varice s .Conge ntial h e patic fibros is  (CH F)
is  ch aracte riz e d by th e  intrah e patic form  of portal
h ype rte ns ion, w h ich  is  caus e d by th e  intrah e patic
obs truction th at affe cts  th e  blood s upply to th e  live r
and s ubs e q ue ntly le ads  to th e  de ve lopm e nt of
cave rnous  trans form ations  of th e  portal ve in w ith  aris e
in portal ve nous  pre s s ure . ARPKD is  a dis e as e  of
tubular m alform ation and e ctas ia. In th e  k idne y, th e
dis orde r m anife s ts  as  nonobs tructive  colle cting duct
e ctas ia. Th e  ducts  are  dilate d and e longate d, w ith
10% –9 0%  of th e m  be ing involve d, us ually in a bilate rally
s ym m e tric fas h ion. W h e n a large  num be r of ducts  are
involve d, th e  k idne ys  are  typically e nlarge d. Fibros is
de ve lops  in th e  re nal inte rs titium , and, w h e n th e  am ount
of ductal e ctas ia and fibros is  is  cons ide rable , re nal
functional im pairm e nt m ay re s ult. H ype rte ns ion,
dim inis h e d urinary conce ntrating ability, and re nal
ins ufficie ncy and failure  m ay e ns ue , re q uiring dialys is
or re nal trans plantation. End-s tage  re nal dis e as e  occurs
in approxim ate ly 800 ch ildre n pe r ye ar in th e  Unite d
State s , and ARPKD accounts  for about 5%  of th e s e
cas e s . Patie nts  w ith  ARPKD als o h ave  live r involve m e nt,
w h ich  cons is ts  of abnorm al biliary ducts  and portal
tracts . Th e  bile  ducts  are  abnorm ally form e d, ofte n
incre as e d in num be r, and dilate d; th e  portal tracts  are
e nlarge d and fibrotic. Th is  patte rn is  re fe rre d to as
conge nital h e patic fibros is  (CH F) and is  alw ays  pre s e nt
in ARPKD.6

Inte re s tingly, w h e n th e  bile  ducts  are  m acros copically
dilate d, ARPKD in th e  live r m ay be  indis tinguis h able
from  Caroli dis e as e  as  s e e n in our cas e . Furth e r

com plications  include  as ce nding ch olangitis ,
s e condary to e ntry of nons te rile  gas trointe s tinal
conte nts  into th e  dilate d intrah e patic bile  ducts .
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