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range= 40-100 IU/1) respectively. Tests for hepatitis B surface antigen were
negative. Ultrasonography of liver and gall bladder was normal.

Anaphylactoid purpura was diagnosed and treatment with intravenous
hydrocortisone 100 mg four times daily started. Respiratory and abdominal
symptoms resolved completely within 18 hours. The patient was discharged
home nine days later taking a gradually decreasing dose of prednisolone.
He remained well six weeks later and steroid treatment was stopped. All
haematological and biochemical indices were within normal limits.

Comment

Gastrointestinal symptoms are found in 44% of adults with Henoch-
Schonlein purpura but are the presenting complaint in only 8%.
Colicky abdominal pain is a prominent symptom in 78% of those
presenting with gastrointestinal symptoms.' To our knowledge there
have been no reports of this condition in patients presenting with
gross abdominal distension, absolute constipation, obstructive bowel
sounds, and the total absence of abdominal pain. Massive gastro-
intestinal haemorrhage associated with the disease may be controlled
by corticosteroids, when the possibility of intussusception has been
excluded2 3; this indicates the prognostic importance of early diagnosis
and treatment.

Respiratory symptoms, simulating pneumonia or pulmonary
emboli, are present in 6-5% of cases,' and in our patient it is likely
that the pulmonary features were another facet of the anaphylactoid
purpura. The rapid relief of symptoms within 18 hours of corti-
costeroid treatment also supports this view. We assumed that the gut
and lung abnormalities were due to small vessel vasculitis in these
organs. As transient abnormal liver function has been reported in
other forms of systemic arteritis, such as temporal arteritis,4 the
abnormal liver function tests were probably a manifestation of
vasculitis. Thrombocytosis has been reported as a rare event in
paediatric cases.5 This seems, however, to be the first reported as-
sociation of thrombocytosis with anaphylactoid purpura in an adult.
The mechanism is unknown.

In summary, this case of anaphylactoid purpura merits description
because of its unusual presentation with painless gastrointestinal
obstruction, respiratory symptoms, abnormal liver function tests,
and thrombocytosis.

We thank Mr B Nolan for permission to report this case and Miss M Corr
for typing the manuscript.
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Maintenance of remission in
ulcerative colitis with 5-amino
salicylic acid in high doses by
mouth
Oral 5-amino salicylic acid coated with an acrylic based resin (Eudragit
S) is released in the colon' and has a similar clinical effect to sulpha-
salazine in maintaining remission in patients with ulcerative Colitis.2
We determined whether higher doses of 5-amino salicylic acid were
more effective in preventing relapse compared with conventional doses
of sulphasalazine and also measured serum concentrations of the
metabolites during a six month trial.

Patients and methods

Sixty seven patients (36 men and 31 women) were admitted to the trial. All
were in remission with ulcerative colitis or proctitis and had passed three or
less stools daily without blood or slime during the previous month. Admis-
sion to the trial depended on normal sigmoidoscopic findings. All patients
gave informed consent before admission to the six month trial and were seen
12 and 24 weeks after admission. Diary cards recording the daily frequency
of stools and any blood loss were completed throughout, and sigmoidoscopic
examination was repeated at the end of the trial or in patients with recurrent
symptoms. Relapse was defined as a recurrence of symptoms with sigmoido-
scopic changes including contact or spontaneous mucosal haemorrhages, pus,
or ulceration.
The study was randomised and double blind using identical placebo

tablets for both sulphasalazine and 5-amino salicylic acid. All patients were
given two sets of tablets, either active 5-amino salicylic acid and placebo
sulphasalazine or placebo 5-amino salicylic acid and active sulphasalazine.
The number of trial tablets was based on the patient's usual dose of sulpha-
salazine. Tablets of 5-amino salicylic acid each contained 400 mg which is
equivalent to 1 g of sulphasalazine; at least six tablets of 5-amino salicylic
acid were taken daily (2-4 g) with an increase of two tablets for each gram of
sulphasalazine above the entry dose of 2 g in those patients taking high doses
of sulphasalazine. The mean dose of 5-amino salicylic acid taken was 2-7 g
(range 2-4-4-4 g) and of sulphasalazine 2-3 g (range 2-4 g); this mean dose of
sulphasalazine is equivalent to 0-9 g of 5-amino salicylic acid. Fifty one
patients who helped with our first trial were entered into the current study and
their treatment was crossed over. Compliance was checked at each hospital
visit.
The 5-amino salicylic acid was obtained from Aldrich Chemicals Limited

and the tablets were coated with Eudragit S to a thickness of between 100
and 130 ,m. 5-Amino salicylic acid and acetyl 5-amino salicylic acid were
analysed by high pressure liquid chromatography using a modification of
the method described by Shaw et al.3 The analysis was performed on a
LiChrosorb 10 RP 18 bonded dilica reversed phase column (Merck). The
mobile phase was acetonitrile-0-05 mol potassium dihydrogen phosphate
solution (15:85), pH 7-4, containing 0-1% tetrabutyl ammonium hydroxide.
5-Amino salicylic acid and acetyl 5-amino salicylic acid were detected using
a fluorescent spectrometer (excitation 360 nm, emission 425 nm). Serum
was treated with an equal volume of acetonitrile to precipitate proteins,
and after centrifugation the supernatant was injected on to the chromato-
graph. Concentrations of 5-amino salicylic acid were read off a calibration
curve which was linear over the ranges of 5-amino salicylic acid and acetyl
5-amino salicylic acid measured. The lower limit of sensitivity for measure-
ments of 5-amino salicylic acid was 0 1 fig/ml and for acetyl 5-amino salicylic
acid 0-2 ,ug/ml.

Results

Ten of the 67 patients (six women and four men) were withdrawn from the
study; four failed to take treatment regularly, one became pregnant, one had
an unrelated problem, and four developed severe headaches. The four who
developed headaches were later found to be taking sulphasalazine. Of the
remaining 57 patients, 12 had a clinical relapse and 45 completed the trial
(table). Seven of the 32 patients taking 5-amino salicylic acid (22%) and five

Details of 57 patients treated with 5-amino salicylic acid or sulphasalazine
during a six month trial period excluding 10 patients who were withdrawn

5-Amino salicylic
acid Sulphasalazine

No of patients 32 25
Sex (M/F) 19/13 13/12
Mean (SD) age (years) 48-6 (16-2) 43-9 (14-1)
Mean (SD) duration of disease (years) 8-8 (6 2) 7-5 (5 9)
Mean (SD) time since last attack

(years) 2 15 (2 3) 1-8 (1-2)
No of patients with:

Proctitis 15 11
Left sided disease 7 9
Extensive disease 10 5

No (%) of relapses 77 (22-1) 5 (20-1)
Median (range) serum 5-amino salicylic

acid concentration (>±g/ml) at three months 0 7 (<0-1-6-5)* <0 1 (<0 1-0 2)t
Median (range) serum 5-amino salicylic

acid concentration (,ug/ml) at six months 0-8 (0-1-5-3)* 0-1 (<0 1-0-3)t
Median (range) serum acetyl 5-amino

salicylic acid concentration (ug/ml) at
three months 1-8 (<0 2-12-0)* 0 3 (<0 2-1 4)t

Median (range) serum acetyl 5-amino
salicylic acid concentration (gg/ml) at
six months 2-5 (0 2-7 8)* 0 5 (<0 2-2 2)t

* 20 patients.
t 17 patients.

of the 25 patients taking sulphasalazine (20%) relapsed; this difference was
not statistically significant. Serum concentrations of acetyl 5-amino salicylic
acid were significantly higher than those for 5-amino salicylic acid. Concen-
trations of these two metabolites were consistently higher in patients taking
high doses of the enteric coated 5-amino salicylic acid preparation compared
with those in patients taking lower doses of sulphasalazine.
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Comments

The study shows that high doses of 5-amino salicylic acid and
sulphasalazine were equally effective in maintaining remission in
patients with ulcerative colitis, but the increased dose appeared to have
no real advantage over the lower dose of 12 g previously used.
Higher serum concentrations of 5-amino salicylic acid and acetyl
5-amino salicylic acid were recorded in the serum of patients taking
the oral 5-amino salicylic acid preparation compared with those taking
sulphasalazine. It is possible that the higher doses might be of value in
treating acute colitis.

We thank Boots Pure Drug Company, Nottingham for supplying placebo
sulphasalazine, and Rohm Pharma GMB for preparing the tablets of 5-amino
salicylic acid. Inquiries about 5-amino salicylic acid should be sent to
Tillotts Laboratory, Henlow, Bedfordshire.
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Screening for neural tube defect:
false positive findings on
ultrasound and in amniotic fluid
Combining detailed ultrasound scanning with examination of amniotic
fluid increases specificity in the diagnosis of neural tube defect. We
report a case with a very high amniotic fluid x fetoprotein concentration,
a positive acetylcholinesterase band, and an ultrasonic pattern strongly
suggestive of encephalocele but which on termination was found to be
a case of Turner's syndrome.

Case report

A 23 year old woman (gravida 1) underwent amniocentesis at 17 weeks of
gestation because of anxiety over a borderline serum a fetoprotein concentra-
tion (2-3 multiples of the median) and because she was receiving naproxen for
a rheumatic condition. A clear straw coloured specimen of amniotic fluid
was obtained and the a fetoprotein concentration estimated as 2000 mg/l
(reference range 6-29 mg/l). Acetylcholinesterase isoenzyme gel electro-
phoresis showed a very strong B band, which was inhibited in the presence of
BW 284C5 1. Ten days later an ultrasound B scan of the fetus showed a cystic
structure 4 cm diameter on the posterior aspect of the skull and anteriorly a
cyst compatible with encephalocele. The spine appeared intact with the
exception of the cervical region, which was obscured by cyst. The fetal
heart was noted to be beating. The patient was advised of the findings, and
next day termination was performed by extra-amniotic prostaglandin E2.
The fetus was grossly hydropic, particularly over the occiput and nuchal

region (figure). Over the occiput there was also a thin walled ruptured cyst,
which did not, however, communicate with any intracranial structure at the
base of the skull. Radiography showed no neural tube defect and no evidence
of encephalocele. Further examination showed coarctation of the aorta and
narrow "streak" ovaries. Chromosome analysis confirmed Turner's (45,
XO) syndrome.

Comment

The maternal serum a fetoprotein concentration was not raised,
though the concentration in the amniotic fluid was extremely high.
This discrepancy is puzzling, but there are occasions when a feto-
protein concentrations may be pathologically high in amniotic fluid
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Nineteen week old fetus with Turner's syndrome showing pronounced
oedema in tissues of nuchal and cervical regions.

but not so in maternal serum owing to the widely differing protein
sieving characteristics of amnions.1

Ultrasound detected the hydropic "pterygium" over the neck
and the small cyst over the occiput, which were interpreted as cystic
structures compatible with encephalocele. A fluid filled sac over the
occiput and nuchal area mistaken for a cervical meningomyelocele
was described by Sunderland in a full term infant with Turner's
syndrome.2 His studies of the sac fluid total protein and electrolytes
showed this to be like a transudate of serum. Haddow et al3 reported
the presence of an acetylcholinesterase band in studies of "hygro-
matous" fluid in a fetus with Turner's syndrome. Probably their re-
ported "hygroma" was in fact oedematous tissue. Unfortunately, we
did not study the oedema fluids from the "pterygium" in our case.

Raised amniotic fluid a fetoprotein concentration and an acetyl-
cholinesterase band have been reported4 in pregnancy with Turner's
syndrome of the fetus, though concentrations of the protein were
not specified. The concentration of x fetoprotein in our amniotic
fluid approached the expected concentration in fetal serum (roughly
150 times that of amniotic fluid in a normal pregnancy at an equivalent
gestational age). Fetal serum (but not fetal red cells) gives a true
positive test for acetylcholinesterase on gel electrophoresis.5 Fetal
serum is the most likely source of acetylcholinesterase activity in
the fluid filled oedematous tissues of fetuses with Turner's syndrome.
The route by which the large amounts of a fetoprotein and excessive
acetylcholinesterase activity reach amniotic fluid in Turner's syndrome,
however, is still unknown.
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