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denominator of the age of the patient and the
size of the cyst is probably the thickness of
cystic adventitia, which is the barrier mebenda-
zole should penetrate in order to reach the
germinal layer. The cyst's adventitia is a local
reaction of host tissue and pulmonary adventi-
tias are thinner than those of liver cyts.4 This
could explain the better results in the treatment
ofpulmonary cysts obtained by us and others.'
We have therefore been able to show in this

study that high doses of mebendazole have been
effective against hydatidosis of children espe-
cially in cysts ofmedium and small size, without
serious side effects, and can be used as an
alternative treatment.
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Abstract
A mother with pseudopseudohypoparathyr-
oidism and her short son showed poor sponta-
neous growth hormone secretion, and pro-
vocation tests suggested a deficiency of
growth hormone releasing factor. This is the
first report of growth hormone releasing fac-
tor deficiency in pseudopseudohypoparathyr-
oidism. The boy has responded well to growth
hormone treatment over a period of three
years.

Case reports
A 4-5 year old healthy boy presented with short
stature (height standard deviation score (SDS)

-3-93). His mother was short (145-2 cm) and
had clinical features of pseudopseudohypo-
parathyroidism (short fourth and fifth metacar-
pals and metatarsals, round facies). She was
euthyroid but in the past had been treated with
carbimazole and radioactive iodine for hyper-
thyroidism. The child had normal thyroid
function. Both the boy and his mother were
normocalcaemic with normal plasma cyclic
AMP responses to parathyroid hormone stimu-
lation.
Both mother and son had poor spontaneous

overnight growth hormone secretion (fig 1).
One would have expected three to four pulses of
growth hormone during the night with pulse
amplitude >10 ,ug/l in the child. The mother
failed to produce any significant growth hor-
mone pulses. The boy's response to insulin
induced hypoglycaemia was poor with a peak
growth hormone concentration of 4-1 gIg/l. The
cortisol response was satisfactory. However
when given growth hormone releasing factor
both mother and child showed a very pro-
nounced response: the child with a peak growth
hormone concentration of >95 ,Ig/l and the
mother with a concentration of 73 gig/l.

Since the age of 5-7 years the boy has been
treated with growth hormone (24 IU/m2/week).
His height SDS at the start of growth hormone
treatment was -3 70 with a height velocity of
4-9 cm/year (height velocity SDS -1-47).
Height velocity over the first year of treatment
increased to 9-1 cm/year (height velocity SDS
+3-28). Good growth has been maintained on
growth hormone for three years and he now has
a height SDS -1-95 (fig 2). Bone age has not
advanced abnormally and his final height prog-
nosis has improved.
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Figure I Ovrnightgrowth hormone secretion in mother and son. (Growth hone
conesonfactor, I pg/l=2 mUI.)
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Figure 2 Growth chart of boy.

Discussion
This case illustrates the importance of examin-
ing the parents of a child presenting with short
stature. The diagnosis in this family was appa-
rent by examination of the mother, who had
characteristic dysmorphic features.
The classical form of pseudohypoparathyr-

oidism (type la) is characterised by certain
features including round face, short stature,
shortened metacarpals and metatarsals, sub-
cutaneous calcification, and calcium deposits in
the basal ganglia. These patients have a raised
serum phosphorus, hypocalcaemia, and high
endogenous concentrations of parathyroid hor-
mone with blunted response to exogenous
parathyroid hormone. Individuals with similar
physical characteristics, but normal biochemis-
try, are described as having pseudopseudohypo-
parathyroidism. It is likely that the two condi-
tions are not distinct and could be variable
expressions of one entity. Both conditions may
be found in the same family and the individual's
biochemical state can change so that nomocal-
caemic individuals can become hypocalcaemic
and vice versa. The phenotype is highly variable
as patients with classical biochemistry may have
no dysmorphic features and may be of normal
or above average height,.the age and mode of
presentation is unpredictable, and many
patients are missed in early childhood.' The
dysmorphic features are not apparent at birth
but evolve through childhood as the skeleton
matures. The classical short metacarpals and

metatarsals may not appear until mid-childhood
or even adolescence. Thus pseudohypopara-
thyroidism / pseudopseudohypoparathyroidism
cannot be excluded by the absence of dysmor-
phic features in childhood. The condition is
probably autosomal dominant, so first degree
relatives of known patients require careful
observation. Short stature or poor height velo-
city may be the first indication that a child is
affected.

Abnormalities of secretion of other peptide
hormones, particularly thyroid and gonadot-
rophins, have been described in patients with
pseudohypoparathyroidism,2 3 and it is reason-
able to postulate that abnormalities of growth
hormone secretion may also occur. One patient
with absent growth hormone response to argi-
nine provocation has been described,4 It is
likely that there is considerable variation in
growth hormone secretion as patients with
pseudohypoparathyroidism can be of normal
size.

Several mechanisms could be involved in the
short stature of patients with pseudohypopar-
athyroidism. There could be defects in both
growth hormone and/or growth hormone releas-
ing factor secretion. The growth hormone
releasing factor receptor protein on the somato-
troph activates a coupling protein to stimulate
adenylate cyclase activity and hence growth
hormone synthesis and release. In pseudohypo-
parathyroidism the basic defect causing resist-
ance to parathyroid hormone may be a defi-
ciency in the guanine nucleotide regulatory
protein or receptor-cyclase coupling protein.
Thus in some patients with pseudohypopar-
athyroidism the growth hormone secretory
defect may be in receptor binding for the
releasing factor and/or activation of its regula-
tory protein, similar to that postulated for the
defect in parathyroid hormone regulatory
protein.5 In the family described here, however,
the abnormality demonstrated is in the growth
hormone releasing factor secretion rather than
in its binding to the somatotroph.

This mother and child showed poor sponta-
neous nocturnal growth hormone secretion,
with the child having an inadequate response to
insulin induced hypoglycaemia. The fact that
both have supramaximal responses to growth
hormone releasing factor suggests that they
have functioning somatotrophs, and that their
defect is in the production or secretion of
growth hormone releasing factor. This would
lead to functional growth hormone deficiency
and is likely to be the cause of the short stature
in these patients. The boy has been treated
successfully with growth hormone with
improvement in his height prognosis. This is
the first report of growth hormone releasing
factor deficiency in pseudopseudohypopar-
athyroidism.

In conclusion-many adults and children with
pseudohypoparathyroidism / pseudopseudohy'-
poparathyroidism are conspicuously short. One
should not assume that this is just part of the
syndrome, as they may have an associated
abnormality of growth hormone secretion. It
is possible that the short stature of
pseudohypoparathyroidism / pseudopseudohy-
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poparathyroidism may be treatable with growth
hormone and adult height improved.
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Suffocation
Most of us have difficulty comprehending the full repertoire of
human behaviour in apparently sane people and therefore most
kinds of child abuse initially arouse feelings of disbelief. Deliber-
ate suffocation of children by parents is one such but that it occurs
there can be no doubt because to the best ofmy knowledge it is the
only form of child abuse (other than ritual or pornographic abuse)
which has been recorded on videotape.' Roy Meadow (J Pediatr
1990;117:351-7) has recently presented information about 27 chil-
dren, each from a different family, who were abused in this way.
Nine of the children died and one had severe cerebral injury. In at
least 11 cases the mother was either filmed or observed suffocating
the child and in the others she either confessed or was found guilty
in the criminal court. The families lived in different parts of Bri-
tain and came to Professor Meadow's attention because of his
widely known interest in this problem and from clinical, social
work, and legal sources. Twenty four children had had previous
episodes of apnoea, cyanosis, or seizures and half of those had had
more than 10 such episodes. Their ages at the time of the first epi-
sode ranged from 2 weeks to 18 months and on discovery of the
suffocation, from 2 to 48 months. There were 33 older siblings of
whom 18 had died suddenly and unexpectedly. At necropsy 13 of
these deaths had been certified as SIDS. In all 27 known cases of
suffocation the mother was the perpetrator, although it is known
that occasionally the father may do it. Not all of the reported epi-
sodes in the suffocated children were due to suffocation, some
were fabricated reports. Some of the mothers later described feel-
ings of hatred for the child giving as reasons the apparent contrast
between their own misery and the child's happiness, or the fact
that the child resembled his father, or interfered with social life or
work.
The baby who presents to hospital with a history of apnoea is

one of the most worrying problems in paediatrics. Most are found
to be well and are sent home with or without an apnoea monitor
and with such additional support to the parents as seems appropri-
ate or feasible but inevitably some later die suddenly and we are
left wondering 'could we have done more?' In most cases probably
we couldn't but we must be alert to the possibility of suffocation
and prepared to act in the interests of the child if the possibility
seems substantial. As with all child abuse it is impossible always to
run an exact course between on the one hand putting the child at
risk and on the other causing suspicion to fall on innocent parents.
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