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scopy, there were suggestion of pulsation, both anteriorly
and posteriorly. A diagnosis of a double aortic arch was
then made and the child was prepared for thoracotomy.

Course and Management
At operation on 10 December 1965, a left lateral inter

costal thoracotomy was performed. The descending thora
cic aorta was found to be on the left with a large right
sided arch crossing the midline behind the oesophagus.
The left subclavian artery was identified alongside the
oesophagus. There was a long vessel forming an anterior
or left arch, about 4 mm. in diameter; the anterior con
nection with the ascending aorta was buried under the
thymus, but the posterior end joined the posterior arch
at the level of the left subclavian. This vessel was divided
with no change in the pulses and the ends retracted
readily. The connective tissue on the left of the trachea
and oesophagus was also loosened. The chest was closed
in the usual manner with one underwater-seal drain.

Postoperatively the patient made a good recovery. The
consolidation in the right upper zone gradually diminished.

o further cyanotic spells were noted and the infant
gained weight rapidly while in hospital. The drainage tube
was removed on the 2nd postoperative day and he was
discharged on 28 December 1965.

DISCUSSION
A complete vascular ring formed by the aorta and its
branches is not a common occurrence. In 1962, it was
stated that less than 100 had been reported in the litera
ture.' Various combinations are possible; usually there are
2 arches of which the left (or anterior) is the smaller; but
a ductus or ligamen'um arteriosum may be the factor
completing a ring and thus producing obstruction.

Symptoms usually occur early-within the first few
months of life. There is evidence of progressive respira
tory obstruction, with inspiratory stridor and costal reces
sion. The neck may be kept extended in an effort to
breathe. The obstruction is not relieved by bronchodilata
tion. Respiratory infections are common and may occur
repeatedly. There may be increased respiratory difficulty
during feeding, as the oesophagus is enclosed as well as
the trachea, and distension of the former adds to the
airway obstruction.

The condition should be borne in mind and the diagno
sis usually can be made by contrast studies. The simplest
is with contrast medium in the oesophagus, when the
indentation is readily noted. Bronchoscopy and broncho
graphy may be performed and if readily available, cine
angiocardiography should demonstrate the anatomical
arrangement. This last is useful if there is any question of
associated stenosis of one of the main vessels.

A left thoracotomy gives adequate access to the vast
majority of these cases when the constricting ring can be
divided without compromising the blood supply to vital
organs.
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Myasthenia gravis is a rare illness in childhood. The usual
approach to therapy is conservative and there are only few
instances documented where thymectomy has been under
takenY This report concerns an infant, who may be the
youngest patient on record, in whom progression of the
disease justified this radical procedure.

C SE HISTORY

M.P., a Coloured female infant, born on 15 November
1963, was fir t seen by one of us (G.J.S.) on 24 September
1965. About 3 months before this visit her parents had
noted drooping of the left upper lid. which they sponta
neously volunteered had become more marked as the day
progressed. A few days before being seen the right eye
had become similarly involved. She had also shown undue
lethargy towards afternoon, and was taking to bed much
earlier than usual. On physical examination she had a
rather expressionless face, and bilateral ptosis of a marked
degree which she was unable to correct. The knee reflexes
were probably diminished, but there was no other evidence
of neurological deficit. She was admitted to the Somer et

Hospital where a dramatic response to 0-5 mg. of prostig
mine intramuscularly, confirmed the diagnosis of myas
thenia gravis.

A satisfactory response was obtained to prostigmine.
7·5 mg. orally twice a day, and she was dicharged on 15
October 1965. The effect, however, gradually wore off,
and when seen on the morning of 13 December 1965, she
was found to have a partial bilateral external ophthalmo
rlegia. which by afternoon had become total, when seen
by Or. L. Schrire.

She was admitted to the Red Cross War Memorial
Children's Hospital, Rondebosch, on 15 December 1965.
Increased dosage produced a variable and inconstant
response, and the impression of peripheral muscular in
volvement became more dominant. Thymectomy was per
formed on 29 December (R.P.H.). The thymus removed
in toto was macroscopically normal, with no evidence of
neoplasia, lymphoid folliCles or germinal centres found
on histology (Or. C. E. Watson).

Following operation, improvement was rapid and pro
gressive. After 48 hours, markedly increased responsive-
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ness was noted particularly in the movement of the upper
lids. She was discharged on 20 January 1966 on pro tig
mine. 2·5 mg. b.d.

When seen again in the company of her parents, on 7
February 1966, they enthused about the remarkable change
in her and commented particularly on her 'radiance", in
creased activity, and improvement in speech. She had a
light divergent squint, but otherwise nothing of note. She

had been off prostigmine for 36 hours, and this has not
been reintroduced since.

When last seen on 30 May 1966, she was doing very
well. The strabismus was still in evidence, and a transient
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Fig. 1(0)
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Fig. 1. Immediately before the operation on 29 December
1966. No morning dose of prostigmine had been given.
lea). The bilateral ptosis and facial immobility can be
seen. l(b). Strabismus clearly shown.

torticollis was attributed to a non-myasthenic cause. In a
subsequent telephonic communication (14 Augu t) the
mother's enthusiasm was unabated, and she stated that
the squint was no longer apparent to them.

The accompanying photographs show the patient imme
diately pre-operatively on 29 December 1965 (Fig. 1) and
postoperatively on 6 January 1966 (Fig. 2). These were
taken at approximately the same time of day before the
morning dose of prostigmine had been given.

Fig. 2. Postoperatively on 6 January 1966. The morning
dose of prostigmine had not yet been given. Note absence
of ptosis, alert facial expression and free mobility of the
eyes. On looking forward. divergent strabi~mus present.

DISCUSSION

It has been repeatedly stres3ed that in myasthenia gravis the
younger the patient and the shorter the history, the better
the response to thymectomy.],3" It has also been stated that
a stable and complete remission is more likely, following
successful surgery.]" Further, once external ophthalmo
plegia develops, prostigmine improves the ocular palsies
only slightly, if at all ;6" and the longer these are allowed
to persist the greater the likelihood of subseq uent opera
tive correction being necessary.' These criteria, along with
the progressive deterioration, influenced the decision to
wards surgery. The subsequent course has been most grati
fying. To date, in addition, she has shown no signs of
increased liability to infection, nor has her growth and
development been affected in any adverse manner.

Keynes' states that 'two moribund infants aged 2 and 4
years have been almost literally snatched from the grave
by operation', but supplies no further details. We know of
no other report of patients in the very young age-group
who have been treated in this manner.

SUMMARY

A case is reported of thymectomy performed on a ~oddler 25
months of age, with myasthenia gravis. Pre-operatively the
patient had shown a progressively deteriorating clinical course,
and the result to date has been most gratifying. The literature
indicates that there is a good chance that the remission will
be complete and permanent. She is one of the youngest, if
not the youngest, patient to have been treated in this manner.
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