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Final diagnosis

Congenital haemangiopericytoma.
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An 86-year-old woman presented with a 2-month history of intermittent fever up to 39°C asso-
ciated with progressive weakness and wasting. On physical examination she was thin with no
hepatosplenomegaly or lymphadenopathy. A full blood count showed haemoglobin 9.0 g/dl, white
cell count 1.57 x 109/l and platelets 106 x 109/l. Erythrocyte sedimentation rate was 70 mm in the
first hour. Biochemical profile was within normal limits apart from polyclonal hypergammaglob-
ulinaemia. Bone marrow aspiration was difficult, yielding a small haemodilute sample with only
few nucleated cells. A trephine biopsy ofthe marrow is shown in the figure. Abdominal ultrasound
examination showed the spleen to be present and of normal size.

Figure Bone marrow biopsy. Note abundant
macrophages containing oval inclusion bodies

Questions

1 What is the diagnosis?
2 Name one auxiliary laboratory investigation.
3 How would you treat this condition?
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Answers

QUESTION 1

The trephine biopsy shows that the bone mar-
row is densely populated by macrophages,
most of which contain large numbers of
Leishman-Donovan bodies, a finding diagnos-
tic of visceral leishmaniasis (kala-azar). There
is also an excess of plasma cells, an associated
histological finding characteristic of leishma-
niasis. Bone marrow examination is the diag-
nostic method of choice, giving positive results
in 80% of cases of symptomatic visceral
leishmaniasis.' Splenic aspiration has even
higher sensitivity but is usually avoided for fear
of bleeding.

QUESTION 2
Indirect evidence of infection can be provided
by a variety of serological methods. In this
patient, a complement-fixation test for leish-
mania antibodies was positive at a dilution of
1:1600. Most of these tests have acceptable
sensitivity and are also useful in monitoring the
response to treatment. False positives due to
cross-reaction with antigens of other protozoa
can occur. The leishmanin skin test of delayed
hypersensitivity to injected killed parasites is
typically negative in patients with active
visceral leishmaniasis and becomes positive
following successful treatment.

QUESTION 3
The standard first-line treatment of kala-azar is
with one of the pentavalent antimonial com-
pounds (sodium stibogluconate or
N-methylglucamine) administered parenterally
daily for at least 20 days. Treatment failures are
sufficiently common in certain geographic
areas including the Mediterranean and effec-
tive alternative drugs are available, the most
commonly used being amphotericin-B and
pentamidine.' Our patient was treated with
conventional doses of intramuscular pentava-
lent antimonium for one month and showed a
good initial response with disappearance of the
pyrexia and normalisation of the blood counts.
A few months later the pyrexia and pancytope-
nia returned and a relapse of visceral leishma-
niasis was confirmed by bone marrow exam-
ination. This time the patient was treated with

Learning points

* normal size of the spleen does not exclude
advanced visceral leishmaniasis

* treatment with liposomal amphotericin-B can be
well tolerated even by debilitated elderly patients

amphotericin-B and, in order to minimise tox-
icity, the liposomal formulation of the drug
(AmbisomeR) was employed at a dose of 2
mg/kg daily intravenously for 21 days. This was
well tolerated and led to clinical and haemato-
logical remission, which lasted until her death
of a myocardial infarction 8 months after com-
pletion of treatment.

Discussion

Splenomegaly, often massive, is the feature
which usually prompts the clinician to search
for visceral leishmaniasis in patients who reside
in, or have travelled to, endemic areas and
present with fever and anaemia or pancytope-
nia. Although the spleen can be of normal size
early in the course of the infection,3 it is
considerably enlarged by the time the haemato-
logical abnormalities have appeared. The
reason for the striking absence of splenic
enlargement in this patient with florid visceral
leishmaniasis is not known. Functional asple-
nia of old age is a possibility.4 It is worth noting
that splenomegaly is frequently absent in
visceral leishmaniasis occurring in the immuno-
compromised host,5 an entity that includes the
debilitated elderly individual. The case pre-
sented here demonstrates that absence of
splenic enlargement in a pyrexial, pancyto-
penic, elderly patient should not mislead the
clinician to overlook the possibility of visceral
leishmaniasis, which, if untreated, is usually
fatal.

Final diagnosis

Visceral leishmaniasis.
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