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blurring of vision and irregularity of pupils. In addition, serological examina-
tions were positive for treponemal infection. He complained of blurred
vision and occasional headaches of some three to four weeks' duration, but
gave no history of any previous penile or rectal lesions since his previous
gonococcal infection in 1973, although he did admit to several homosexual
relationships, both active and passive. The results of full general and neuro-
logical examinations were normal apart from his right pupil, which was
larger than the left, and did not react to light, but reacted to accommodation.
The spinal fluid was clear and under normal pressure; the protein content
was within normal limits, the cells 30 lymphocytes/mm3, and the Wasser-
mann reaction positive. In the blood the results of four serological tests
were positive (WR, VDRC, TPHA, and FTA).
He was treated with daily crystalline penicillin, 1 megaunit four times

daily for two days under corticosteroid cover, and thereafter with daily
injections of benethamine penicillin G, procaine penicillin, and penicillin G
sodium (Triplopen), 125 megaunit daily for 14 days. During treatment it
was noticed that although the pupils remained unequal, there was a slight
definite reaction to light. Two months after treatment the pupils were
equal and both reacted satisfactorily to light. When last seen on 11 May
1977, his pupils were equal and reactive to both light and accommodation.

Comment

This represents a satisfactory response to treatment and shows the
importance of serological investigations. Stokes et all have also seen
Argyll-Robertson pupils return to normal after treatment, but this
phenomenon must be rare.

I thank Mr N Brown, consultant ophthalmic surgeon and Mr D Hill
charge nurse, Coventry and Warwickshire Hospital, for their help.

Stokes, J N, et al, Modern Clinical Syphilology, 3rd edn. Philadelphia and
London, Saunders, 1945.
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Congenital hypothyroid
gigantism: a new diencephalic
syndrome?

Children with congenital hypothyroidism are almost invariably short,
but the patient described here was remarkably large from birth and
had congenital hypothyroidism of pituitary origin.

Case report

A boy weighing 5000 g and 57 cm long was born 5 days after term. There
was no birth asphyxia. A big tongue, palpable kidneys, a spleen just palp-
able, and a normal liver were noted. There was no umbilical hernia and there
were no ear pits. Visceromegaly was not noted after the first day. The plasma
glucose at 12 hours was 2.6 ,umol/l (47 ,ug/l00 ml) and repeated testing with
Dextrostix showed no hypoglycaemia. The mother's glucose tolerance was
normal. Jaundice developed in the first 24 hours and despite phototherapy
the plasma bilirubin rose to 408 ,tmol/l (23 9 mg/100 ml) at 4 days 12 hours
and an exchange transfusion was performed. The jaundice, which lasted for
2 weeks, was thought to be due to ABO blood group maternofetal incom-
patibility.
Thyopac tests done at 6 days and repeated showed evidence of hypo-

thyroidism. Serum thyroxine levels at 6 days, 6 weeks, 10 months, and 11
months were 3 9, 3-8, 4 5, and 3-0 Hg/100 ml and plasma thyrotrophin at 11
months was 5 mU/1.
When I first saw the child at the age of 10 months he was of enormous

stature, but motor and intellectual development were normal. The radio-
logical bone age was 3 to 4 months (one ossification centre at the wrist).
Growth in the first 2 years is shown in the figure. Developmental progress
was normal, as were hearing and vision. There was no gross visual field
defect and the fundi were repeatedly normal up to 3 years of age.
Plasma urea, electrolyte, alkaline phosphatase, cholesterol, triglyceride,

and lipoproteins concentrations were normal. Chromosome analysis showed a
normal male karyotype.
Family-There was no family history of endocrine or neurological disease.

The mother was 163 cm tall and weighed 66-3 kg, the father was 178 cm
tall and weighed 781 kg, and the brother-aged 3-1 years-measured
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Growth up to 2 years. (Growth chart amended from Gairdner
and Pearson.6) 10th, 50th and 90th percentiles in a normal popu-
lation of boys are shown.

101 4 cm (95th percentile) and weighed 16 9 kg (90th percentile). Adjusted
for mid-parent height,' the patient's height at 2 years was 3 cm above the
97th percentile and his brother's height at 3 years 1 month was between the
90th and 95th percentiles.

Adrenal function-The response to intramuscular tetracosactrin 250 Heg
was as follows: at 12 months plasma cortisol was 580 nmol/l (21 44g/00 ml)
before injection and 980 nmol/l (35 5 ,ug/100 ml) 30 minutes after injection;
at 1 year 8 months concentrations were 625 nmol/l (2246 ,ug/100 ml) before
injection, 1045 nmol/l (3739 6g/l00 ml) 20 minutes after injection, and 1280
nmol/l (46 4 ,ug/100 ml) 60 minutes after injection.

Posterior pituitary function-Urine osmolality after overnight fluid de-
privation was 855 nmol (mOsm)/kg.

Hypothalamus-pituitary-thyroid function-At 12 months his thyrotrophin
concentrations in response to an intramuscular injection of 100 ,ug of thyroid-
releasing hormone (TRH) were: 8 mU/l before injection, 9 mU/l after 30
minutes, and 9 mU/1 after 60 minutes. At 1 year 8 months plasma thyro-
trophin concentration was 4 mU/l before an intravenous injection of TRH
200 Hg, 5 mU/I after 20 minutes, 4 mU/l after 30 minutes, and 4 mU/l after
240 minutes. Plasma growth hormone concentration (unstimulated) was 3
mU/l at 1 year 3 months and 6 mU/l at 1 year 8 months. Serum somatomedin
value at 1 year was 96° of standard (normal for age 40-60 '). Serum
tri-idothyronine concentration at 3 years was 2 7 nmol/l (1'8 ng/ml). Plasma
prolactin was 250 mUIl. A skull radiograph at 10 months and an EM) scan
at 2 years 5 months were normal.

Treatment-Thyroxine 00125 mg twice a day was given from the age of 12
months, and the dose was gradually increased to 0025 mg twice a day.
The radiological bone age was 6 to 9 months at 15 months, 1 year 8 months
at 2 years, and 2 years 11 months at 3 years.

Comment

This patient had congenital hypothyroidism of pituitary origin
as shown by low serum thyroxine values, delayed bone age, normal
thyrotrophin,2 and lack of thyrotrophin response to TRH. He was also
very large. Unstimulated plasma growth hormone values were normal
but the serum somatomedin concentration was similar to values found
in "cerebral gigantism."3 The weight gain between 2 months and 10
months indicated considerable hyperphagia, which, together with the
increased height, suggested abnormal hypothalamic function. There
was therefore evidence of a defect in the pituitary gland and possibly in
the hypothalamus. The benign course and the normal findings on
computerised axial tomography make a tumour unlikely. The best
defined disorder of diencephalic function in childhood is Russell's
emaciation syndrome due to a tumour in the region of the third
ventricle.4 Recently, however, the concept of diencephalic syndromes
has been expanded to include various disorders5 which share features
suggestive of diencephalic dysfunction, though in none has dien-
cephalic pathology been shown conclusively. Soto's syndrome and the
Wiedemann-Beckwith syndrome are associated with increased stature
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but in both the bone age is often advanced and in Beckwith's syndrome
the large size is associated with exomphalos or umbilical hernia,
hypoglycaemia, and pronounced visceromegaly. This patient did not have
these clinical features but appeared to have a new kind of diencephalic
syndrome.

I thank Drs A Carmichael, I Fletcher, and J Winter for clinical help and
Drs P Rayner and N Barnes for advice. Thyrotrophin and growth hormone
levels were measured in the Regional Endocrine Laboratory at the Birming-
ham Women's Hospital.

1 Tanner, J M, Goldstein, H, and Whitehouse, R H, Archives of Disease in
Childhood, 1970, 45, 755.

2 Patel, Y C, and Burger, H G, J7ournal of Clinical Endocrinology and Meta-
bolism, 1973, 37, 190.

3Rayner, P. Personal communication, 1975.
4 Addy, D P. and Hudson, F P, Archives of Disease in Childhood, 1972, 47,

338.
5 Wiedemann, H R, et al, Zeitschrift furKindergeilkunde, 1968, 102, 1.
6 Gairdner, D, and Pearson, J, Archives of Disease in Childhood, 1971, 46, 783.
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Congenital abnormalities and
maternal herpes zoster

Since Laforet and Lynch' in 1947 described a baby with congenital
abnormalities after maternal varicella infection in early pregnancy,
only two cases2 associated with maternal zoster infection have been
reported. This report describes a third.

Case report

AB was born at term, weighing 3350 g. The previous child was quite
normal and there was no family history of abnormality. At ten weeks'
gestation the mother had developed a typical herpes zoster rash at the level
of T8 on the left side. This had been confirmed by the general practitioner
when she attended for a pregnancy test at twelve weeks' gestation. No drugs
apart from calamine lotion were used in the treatment. She had had chicken-
pox as a child. The rest of her pregnancy had been uneventful.
At birth the baby was obviously microcephalic (head circumference 30

cm), had bilateral microphthalmia with dense corneal opacities, and neo-
vascularisation. There was no evidence of cutaneous scarring or limb wasting
reported in some previous cases. At the age of 3 months the head circum-
ference was 33 5 cm, diverging further from the third percentile. There
already was definite developmental delay.
At birth the haemoglobin was 18 g/dl; white cell count 8 x 109/1; platelets

161 x 109/1. X-ray films of the long bones were normal and skull x-ray film
showed no evidence of intracranial calcification. The results of studies of
chromosomes, urine amino-acids, organic acids, and mucopolysaccharides
were normal. Serological studies showed no evidence of infection by toxo-
plasmosis, cytomegalovirus, rubella, herpes simplex, or syphilis. Maternal
varicella zoster titre declined from 1/640 at 13 weeks' gestation to 1/160 at
term and 1/40 three months later. The baby's titre was 1/10 at birth and at
two months. The cord IgM concentration was not estimated. Specific
varicella zoster 1gM at two months was less than 1/8 but IgG was 1/256 and
IgA 1/8 confirming the passage of maternal antibody to the baby.

Comment

The two reported cases of congenital abnormality associated with
herpes zoster infection2 presented at a few months of age with
cataracts and microphthalmia. One child was also mentally retarded
but had no microcephaly. From the data from ten other case reports,
it seems that the varicella virus can be teratogenic. The eyes are
particularly susceptible to damage, as 10 of the 12 reported infants
have had ophthalmic lesions. Cataract and microphthalmia are the
most frequent abnormalities but three cases of chorioretinitis have
also been noted. This is the first report describing corneal opacity and
neovascularisation.
The brain is also affected. Four children had cortical atrophy with

seizures, two had "gross mental retardation," and one was microcepha-
lic. This baby's head is growing very slowly, which may represent
cerebral damage resulting from encephalitis. A further example of the
sensitivity of the nervous system in these cases is shown by seven
babies with cutaneous scarring. Five babies had hypoplasia of the
scarred limb and a sixth developed facial palsy, deafness, and scars
corresponding to branches of the superficial cervical plexus. On the
only occasion that electromyographic and nerve conduction studies
have been performed the results suggested that the hypoplasia was
secondary to denervation.3

It is difficult to know how frequent herpes zoster infection is during
the first trimester, and therefore impossible to assess the incidence of
congenital abnormality. In a cohort study of major congenital mal-
formations associated with various maternal virus diseases4 the numbers
implicating varicella zoster in early pregnancy were too small to be
significant. At present the only evidence suggesting that the virus may be
teratogenic has come from case reports of babies with similar abnor-
malities. All but two cases3 5 had no serological proof of varicella
infection in the baby. A prospective study is needed to determine the
incidence of infection and abnormalities.

1 Laforet, E, and Lynch, C, New England Journal of Medicine, 1947, 236,
534.

2 Duehr, P, American Journal of Ophthalmology, 1955, 39, 157.
3Savage, M, Moosa, A, and Gordon, R, Lancet, 1973, 1, 352.
4Siegel, M, Journal of the American Medical Association, 1973, 226, 1521.
5Brice, J E H, Archives of Disease in Childhood, 1976, 51, 474.
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Tetanus and inhalation of a
foreign body

Tetanus may be a complication of a contaminated wound or skin
ulcer. We report a case of tetanus after the inhalation of a foreign body
into a bronchus.

Case history

An l1-month-old boy was admitted to a peripheral hospital on the 4
October 1975 with a six-day history of a cold. He was febrile, dyspnoeic, and
had bilateral bronchospasm. A chest x-ray film appeared normal. He was
treated with ampicillin, bronchodilators, and steroids. By day 4 there was no
improvement and a second chest x-ray film showed hyperinflation of the left
lung with mediastinal shift to the right. A foreign body in the left bronchus
was suspected and the patient transferred to the university hospital for
endoscopy. At bronchoscopy on the same day a 15-mm long piece of the
shell of the leg of a crab was removed from the right main bronchus. During
the procedure this had been coughed out of the left bronchus and into the
right. On review of the chest x-ray films the very faint outline of the shell
could be seen on the left side. As the shell had a lumen, the lung had not
collapsed.
On day 5 the patient had a cardiorespiratory arrest, from which he was

resuscitated rapidly and transferred to the intensive care unit. On admission
there he was afebrile and conscious, but had back and neck stiffness and
trismus. Respiration was normal. A positive Kernig's sign was elicited, but
lumbar puncture showed normal cerebrospinal fluid. Soon after, he started
to have generalised tonic spasms, and a clinical diagnosis of tetanus was made.
It was thought then that the cardiorespiratory arrest had occurred during a
severe tetanic spasm. No recent skin wound could be found and no history of
immunisation could be obtained from the mother. He was given antitetanus
serum and started on phenobarbitone, chlorpromazine, diazepam, and
penicillin. His spasms became controlled, but tracheostomy was required
for chest toilet. The succeeding course of the illness was unremarkable. He
was discharged home on day 49 and was followed up for seven months
showing no apparent sequelae.

Discussion

Tetanus toxin normally gains entrance to the body through

 on 24 M
ay 2023 by guest. P

rotected by copyright.
http://w

w
w

.bm
j.com

/
B

r M
ed J: first published as 10.1136/bm

j.2.6096.1192 on 5 N
ovem

ber 1977. D
ow

nloaded from
 

http://www.bmj.com/

