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grants from India and Pakistan. The reason for
this is uncertain, though dietary deficiency and
restricted skin synthesis of vitamin D may play a
part. Wills et al. (1972) have suggested that the
high phytic acid content in the unleavened dough
used in chapatis may have aetiological significance.
Swan and Cooke (1971), reviewing rickets and
osteomalacia in Asian immigrants in Birmingham,
found that a proportion of their patients were
resistant to vitamin D, as measured by raised
alkaline phosphatase after a period of treatment on
conventional doses.
We speculate that this may be homozygous

manifestation of a condition, which in its heterozy-
gous form could account for the partial vitamin D
resistance referred to above. The mother and
brother of our case have mild biochemical ab-
normalities, but the father is biochemically normal.

Soriano et al. (1966) found normal serum levels
of vitamin D-like activity in their patient when on
400 units/day. They suggested that a decreased
sensitivity to vitamin D rather than malabsorp-
tion of the vitamin was the aetiological factor
in their patient. Fanconi and Prader (1969)
suggested that this could be accounted for by a
hereditary enzyme defect resulting in metabolic
block to the conversion of vitamin D3 to the bio-
logically active 25-hydroxy-cholecalciferol. How-
ever, Balsan and Garabedian (1972) discount this
hypothesis, as these cases also require abnormally
high doses of 25-hydroxy-cholecalciferol to achieve
healing as compared with ordinary deficiency rickets.
The pathogenesis, therefore, remains speculative.
The practical importance of recognizing cases of

pseudo deficiency rickets is that they require life-
long high dosage of vitamin D. Severe deformity
can result if treatment is not started early enough
(Dent et al. 1968) or if it is discontinued at puberty
or in early adult life (C. E. Dent, personal com-
munication, 1972).

Summary
A 6-month-old Pakistani boy with clinical,

radiological, and biochemical features of vitamin D
deficiency rickets failed to respond to calciferol
1000 units/day, and required 10 times this dosage,
with added calcium, for recovery. He is considered
to have hereditary pseudo vitamin D deficiency
rickets which requires lifelong treatment with high
doses of vitamin D. It is speculated that some
cases of lesser vitamin D resistance in Asian
immigrants may represent a heterozygous form of
this condition; in support of this was the finding
in the mother and brother of this boy of biochemical
abnormalities.

We thank Dr. T. C. Noble for his assistance and
permission to publish this case.
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Hydatid disease of interatrial
septum

Hydatid disease due to Echinococcus granulosus is
found in sheep farming communities throughout
the world. It occurs more frequently in Wales than
in other parts of the British Isles, but is a rarity even
in this area. The Public Health Laboratory Service
(1972) has recorded 77 cases of hydatid disease since
1966 in England and Wales, only 7 of which were in
children. In 48 of the 77 recorded cases the hydatid
cysts were in the liver, and in a further 17 in the
lung. Only one case involving the heart was
recorded. This case is presented because both the
common presentation and one previously
unrecorded were found in the same patient.

Case history
The patient was a girl from a mountain sheep farm in

South Wales. She presented with slight intermittent
left axillary pain when 9 years old. Physical examination
was normal, but a chest x-ray showed multiple rounded
shadows in the left lung. The tuberculin test was
negative and the Casoni test positive. An electro-
cardiogram and intravenous pyelogram were normal.
At thoracotomy 6 hydatid cysts were removed from

the left lung and a further 10 were evacuated. 1 cyst
involved the wall of the pulmonary artery but fortunately
the artery wall did not rupture when the cyst was
removed.
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present in many ways including vague chest pain or
pleural effusion (Barrett and Thomas, 1952).
They are usually single, but the initial chest x-ray
showed multiple hydatid cysts and thoracotomy
proved they were of widely varying size.

This raised the question of whether these were
embolic in origin from a centrally placed cyst. It
seemed unlikely that the cyst removed from the wall
of the pulmonary artery was the embolic source, as
the cyst wall was intact. It was presumed at that
stage that there had been a second cyst in the wall of
the pulmonary artery which had ruptured and healed
spontaneously. This accounts for the cysts found
in the other lung. However, when the intracranial
abnormality became manifest it was obvious that a
cardiac hydatid cyst was probably present, which had
ruptured into both the systemic and pulmonary
circulations. Unfortunately, death occurred before
this could be pursued further.
The two episodes of sudden weakness probably

signified anaphylactic reactions when the contents of
an atrial cyst escaped into the bloodstream. Sudden
death from anaphylactic shock is a well recognized
hazard if a cyst ruptures into the bloodstream.

This presentation of hydatid cysts rupturing into
both atria is apparently unique. In addition, no
previous record of cysts in the wall of the pulmonary
artery with removal has been found.

Hydatid cysts of the heart are usually primary and
solitary, multiple cysts occurring after they have
ruptured. Deve (1916) and Gibson (1964)
suggested 5 stages in the progress of cardiac hydatid
cysts. Initially a primary simple cyst occurs in the
heart muscle lasting from 1 to 5 years. Then the
cyst ruptures into the ventricle, atrium, or
pericardium. The third stage is of the growth of
multiple secondary cysts in brain, lung, or elsewhere.
The primary cardiac cyst re-forms with daughter
cysts or, rarely, dies with fibrosis. The fourth
stage is due to the multiple secondary cysts in the
body. In the fifth stage the secondary cardiac cysts
rupture and may cause sudden death from an-
aphylaxis or massive embolism of daughter cysts.
There is frequently no interference with heart
action and the ECG is normal, as was found in this
case (Dodek et al., 1972).
The natural history in this patient followed the

above course but was accelerated because the
primary cyst was in the thin interatrial septum
allowing early rupture, and because secondary
rupture occurred into both atria.

Summary
A previously unrecorded form of cardiac hydatid

disease is described. The location in the interatrial

Eight months later she complained of slight right
axillary pain and rounded shadows suggestive of hydatid
disease were shown in the right lung. A left
thoracotomy was performed and 9 hydatid cysts were
removed and a further 10 cysts were evacuated.

Six months later she developed transient slurring of
speech and right facial palsy. During the course of the
illness she had two attacks of weakness and also malaise
of sudden onset which gradually cleared spontaneously.
A month later she suddenly collapsed with a flaccid left
hemiplegia and aphasia, which persisted. Investigations
suggested intracranial hydatid cysts were present in the
posterior fossa and supratentorial areas. A craniotomy
was performed and 2 hydatid cysts were removed from
the right frontoparietal area. Intracranial pressure
continued to rise and death occurred suddenly after the
operation. At necropsy several small hydatid cysts were
present in both lungs. Two intracranial cysts 3 cm in
diameter were present in the posterior fossa. The
striking feature was a cluster of small hydatid cysts in the
interatrial septum (Fig.). The cysts presented into both
left and right atrial cavities. Some of the cysts showed
evidence of previous rupture.

Discussion
The clinical course in this child showed many

interesting features. Pulmonary hydatid cysts may

FIG.-Cluster of secondary hydatid cysts, some ruptured,
are shown projecting from the atrial septum.
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818 Short reports
septum produced the clinical features of hydatid
embolization of both pulmonary and systemic
circulations.

I am grateful to Dr. R. T. Jenkins and the many
members of staff who were involved with this patient for
advice and encouragement.
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Wiskott-Aldrich syndrome
associated with idiopathic infantile

cortical hyperostosis
(Caffey's disease)

The Wiskott-Aldrich syndrome is an X-linked re-
cessive disorder characterized by thrombocytopenia,
purpura, eczema, and recurrent infections (Wiskott,
1937; Aldrich, Steinberg, and Campbell, 1954).
Infantile cortical hyperostosis is a well-recognized
clinical and radiological entity of unknown cause
which usually resolves spontaneously (Caffey and
Silverman, 1945). We report briefly the details of
two unrelated male infants with the Wiskott-
Aldrich syndrome who developed cortical hyperosto-
SiS.

Case reports
Case 1. A male born 15 September 1967 is the only

child of his mother's second marriage. By her first
marriage she had two children, one ofwhom, a boy died
at the age of one year from bronchopneumonia having
suffered from thrombocytopenia, purpura, eczema, and
recurrent infections since early infancy.
Our patient developed purpura and a low platelet

count within a few days of birth, and later had fresh
blood in the stools. and eczema. On the ninth day of
life the serum immunoglobulins were IgG 1050 mg/100
ml, IgA 248 mg/100 ml (greatly raised, Stiehm and
Fudenberg, 1966), IgM none detected. Marrow
aspiration from a tibia at the age of 4 weeks was normal
apart from defective budding of megakaryocytes. He

continued to have thrombocytopenia (platelets usually
< 10,000/mm3), anaemia, and occasional epistaxes. In
early life he had several infections, notably gastro-
enteritis (Esch. coli 055), otitis extema, skin sepsis,
bronchitis, and lobar pneumonia.
At the age of 3 months spontaneous swellings of the

left scapula and lower jaw appeared; x-rays showed
hyperostosis (Fig. 1). Surgical biopsy of the scapula
showed oedema of the perichondrium, but no evidence of
neoplasm or infection. The soft tissue and bone
changes subsided slowly, and later x-rays were normal.
At 6 months he was transferred to The Hospital for

Sick Children, Great Ormond Street. The bone
marrow contained plentiful megakaryocytes which had
ragged cytoplasm, peripheral vacuolation, and defective
budding. No antibodies to platelets were found in the
serum. The blood group was A rhesus positive with
very weak anti-B titre. No antibodies to pathogenic
Esch. coli were found. At one stage there was a weakly
positive Coombs test. The lymphocytes transformed
normally with phytohaemagglutinin. A thymic shadow
was present on x-ray. Serum immunoglobulins have
been measured on several occasions, usually showing
raised IgA, with normal IgG, and IgM near the lower
limit of the normal range. Results of the most recent
measurement, at the age of 5 years, were IgG 800 mg/ 100
ml, IgA 500 mg/100 ml, IgM 54 mg/100 ml.
Three inoculations of diphtheria and tetanus toxoids

in the third year of life produced no detectable anti-
bodies. During the last year this patient has been
reasonably well apart from persistent wide-spread
eczema.
The boy's mother said that at the age of 15 years she

herself had developed a swelling of the mandible and her
doctor diagnosed Caffey's disease. No medical details
are available.

Case 2. A male bom 20 May 1970. On the first day
of life this infant, an only child of unrelated parents, had
a petechial rash and a platelet count of less than 10,000/
mm3. The thrombocytopenia persisted and, at the age
of 2 months serum immunoglobulins were IgG 370
mg/100 ml, IgA 88 mg/100 ml, IgM 14 mgf100 ml,
indicating a raised IgA level with IgM at the lower limit
of normal.
At the age of 4 weeks attempts to obtain bone-Marrow

from both tibiae were unsuccessful. Later (aged 6
weeks) open biopsy from an iliac crest yielded only
hypocellular marrow. At 7 weeks (3 weeks after the
initial attempt at marrow examination) tender swellings
developed over both tibiae and the soft tissues became
brawny and oedematous. Blood cultures were negative
but, since the possibility of osteomyelitis could not be
eliminated, he was treated with cloxacillin and fucidic
acid intravenously. Pyrexia with neutrophil leuco-
cytosis continued throughout this episode. Surgical
exploration of the right tibia (aged 2 months) revealed
only swelling of the subperiosteal, periosteal, and
overlying tissues. There was no pus or altered blood.
3 weeks after the operation tender swellings appeared in
both forearms, the mandible, and in several ribs. These

 on M
ay 19, 2023 by guest. P

rotected by copyright.
http://adc.bm

j.com
/

A
rch D

is C
hild: first published as 10.1136/adc.48.10.816 on 1 O

ctober 1973. D
ow

nloaded from
 

http://adc.bmj.com/

