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Hydrops of the Gall Bladder in a
- Child with Wilson’s Disease:
- A Rare Association
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Hydrops of the gall bladder is an un-
common condition in childhood. It has
been described in preterm infants and
newborns secondary to parentral hyper-
alimentation, sepsis as well as in normal
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newborns(1-3), older infants and children.
It has been reported in association with
upper respiratory tract infections, gastro-
enteritis and enteric infections, leptospiro-
sis, scarlet fever, lymphadenitis, and
mucocutaneous syndrome, polyarteritis
nodosa and familial mediterrancan
fever(4-8).

We report a case of asymptomatic hy-
drops of the gall bladder in an 11-year-old
Saudi Girl with hepatic cirrhosis secondary
to Wilson’s disease.

Case Report

A 12-year-old Saudi girl was admitted
to hospital for re-evaluation because of
recurrent hematuria, abdominal pain and
occasional joint pains and ankle swellings.

She bad been evaluated extensively in
another hospital in Riyadh an year ago and
referred for further evaluation and man-
agement in the United Kingdom, with a
provisional diagnosis of glomerulonephri-
tis. In the United Kingdom in addition to
her suspected renal disease she was found
to have a disturbed cloiting profile, raised
hepatic enzymes and a positive HbsAg
screening test. Because of her clotting dis-
turbances, liver and renal biopsies were not
done, and a provisional diagnosis of
chronic active hepatitis with possible im-
mune complex renal disease was made. An
abdominal ultrasound at that time was re-
ported as showing a normal gall bladder.

There was no history of jaundice or
neurological symptoms. Her parents are
cousins and she has 5 siblings who are liv-
ing. There was no family history of liver
disease or neurological disease.

On physical examination she was pale,
without jaundice or obvious Kayser Flei-
sher (KF) ring. Her weight was 31 kg and
beight was 128 cm. She had pitting edema
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over both ankles as well as the sacrum. Her
BP was 110/60 mm of Hg. Abdominal ex-
amination revealed splenomegaly of 6 cm
below the costal margin. The liver was not
palpable, the upper margin was in the 6th
intercostal space. There was no ascites.

Laboratory results showed a total and
direct bilirubin of 258 and 8 mmol/L re-
spectively, albumin 27 g/L, alkaline phos-
phates 806 units/L, alanine and aspartate
aminotransferases 35 and 127 units/L,
respectively and gammpagluteryl transpep-
tidase of 61 units/L. The prothrombin and
partial thrompoplastin times were pro-
longed. Screening for hepatitis-B,
TORCH, syphilis and autoimmunc mark-
ers was negative. Alpha-l-antitrypsin level
was normal. Her serum ceruloplasmin was
markedly low (less than 7 mg/dl); 24 hours
urinary copper excretion was high (93 mg)
and was markedly enhanced to 1040 mg,
after a challenge with penicillamine for 48
hours.

A liver biopsy showed marked cirrhosis
with some copper deposition. A slit Jamp
examination confirmed the presence of KF
rings bilaterally. Real time ultrasonography
of the upper abdomen using 3.5 MHz
linear array system revealed a dilated gall
bladder (size 7 X 3.2 cm) without evidence
of calculi or dilatation of the biliary tree.
No other significant abnormality was
demonstrated. (Fig. I). Intravenous
cholangiography showed distended gall-
bladder, confirming the ultrasonographic
findings and excluding obstruction of the
cystic duct (Fig. 2).

On the basis of her clinical, laboratory
and pathological findings a diagnosis of
Wilson’s disease was made and she was
started on penicillamine 2 g/day and Vita-
min B. After discussion with the surgeons
it was decided that no surgical intervention
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was indicated because her symptoms were
not related to the gall bladder findings.
She showed good response to treat-
ment: her liver function tests improved and
she lost her edema by 4 weeks. She did not
show any symptom or sign of gall bladder
disease and a repeat ultrasound 6 weeks
later showed normal sized gall bladder

(Fig. 3).
Discussion

Hydrops of gallbladder is rare in child-
hood. Recently, more cases have been de-
scribed in preterm and sick newborns and
it was suggested that the condition might
be relatively common in that groups(2).

Among infants and other children the
condition was described secondary to acal-
cElous cholecystitis and in association with
childhood infections, systemic diseases
including salmonellosis, shigellosis, scarlet
fever, mucocutancous syndrome, familial
mediaterranean fever and polyarteritis
nodosa(4-8). None of these conditions was
suggested in our patient.

To the best of our knowledge this is the
first case reported to have hydrops of the
gall bladder in association with confirmed
Wilson’s disease. The benign course in our
patient suggests that the condition is tran-
sient and self-limiting and supports reports
suggesting that there is no need for chole-
cystectomy or drainage as advocated previ-
ously(1-6,8). It is not clear whether therapy
with penicillamine is linked to this resolu-
tion.

Kumari in 1979 reported the first case
to be diagnosed preoperatively by ultra-
sound(8). Since then, ultrasound has
proven its value in assessing preterm in-
fants and sick newborns with gall bladder
distension(2,3). In asymptomatic children
it is a valuable tool for safe and non-
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Fig. 3. Ultrasound study six weeks later showing

Fig. 1. Ultrasound study showing a distended resolution of the gall bladder distension.

gall bladder (7 x 3.2 cm).
invasive follow-up method that will save
the child unnecessary surgical intervention.
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Two genera of free-living amebae,
Naegleria and Acanthameba are known to
cause primary amebic meningoencephalitis
(PAM) in man. Fowler and Carter in
1965(1) were the first to report 4 fatal
cases of PAM. Despite their widespread
distribution in soil, water, sewage and even
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air, PAM is a very rare disease. Less than
120 cases have been reported in world lit-
erature, of which less than 30 are due to
Acanthameba(2). From India, Pan et al.(3)
and Gogate et al.(4) have reported 2 cases
each, all 4 due to Acanthameba. The ex-
treme rarity and unusual clinical presenta-
tion in our case, has prompted us to report
it.

Case Report

On November 11, 1989, a 7 week-old-
male infant was referred, from Baroda, for
treatment of resistant ventriculitis. The
child had developed pyogenic meningitis
on the sixth day of life, following a normal
vaginal hospital delivery. He responded
well to 3 weeks treatment with intravenous
antibiotics and other supportive measures.
Four days later, the child was rcadmitted
with complaints of poor sucking and con-
vulsions. Although full details of treatment
given were not available, the mother stated
that 4 lumbar punctures and 2 ventricular
taps were done during the two hospital
admissions at Baroda.,

At the time of admission with us, the
baby was having recurrent generalized
tonic spasms with partial loss of conscious-
ness. Physical examination revealed a head
circumference of 39 ¢cm, with a tense bulg-
ing anterior fontanelle, absent menace re-
flex and exaggerated deep tendon reflexes.
Investigations done revealed a normal total
leucocyte count and X-ray chest. Ventricu-
lar fluid was suggestive of pyogenic menin-
gitis, but no organisms were detected on
Gram stain and routine culture (7able I).
CT sbowed evidence of moderate hydro-
cephalus, with a hyperdense area in the
right frontal region (Fig.). This mass lesion
was thought to be a hematoma resulting

from the earlier ventricular taps done at
Baroda. |



