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Acute Intermittent Porphyria Complicated
by a Secondary Abdominal Pregnancy

Acute intermittent porphyria commonly presents as severe
abdominal pain of acute onset. The abdominal signs are
often mistaken for manifestations of acute appendicitis,
cholelithiasis, renal colic, or perforated peptic ulcer (Calvy,
1950), and patients with porphyria may have multiple
surgical scars on the abdomen. Difficulty arises in diagnosis
when a patient known to have porphyria presents with a
surgical emergency which has precipitated an acute attack
of porphyria. We record such a case.

CASE REPORT

A married woman first developed symptoms of porphyria
in 1952 at the age of 20. She was treated symptomatically with
sulphonamides and barbiturates, which precipitated attacks of
acute abdominal pain and confusion. During one of these
attacks she was admitted to a mental hospital. In 1954
porphyria was diagnosed after finding elevated levels of
porphobilinogen in the urine. Between 1954 and 1962 she had
six further attacks of acute porphyria, each precipitated by an
infection of the upper respiratory tract or the inadvertent
administration of barbiturates. During each of these attacks
she developed acute lower abdominal pain. Throughout 1962
she complained of menorrhagia and irregular periods. Gynaeco-
logical examination revealed no obvious cause.
On January 7, 1963, she had a period of 12 days' duration.

On January 20 she had a sudden attack of acute abdominal
pain in the left iliac fossa lasting a few minutes, and during
the next three weeks there was less severe intermittent lower
abdominal colicky pain. The pain was followed by vaginal
bleeding on January 30, which was regarded by her as a normal
period. On February 6 she developed severe generalized lower
abdominal pain and was sent to University College Hospital
by her general practitioner with a tentative diagnosis of an
ectopic pregnancy. Temperature 101° F. (38.3° C.), pulse 120.
There was guarding of the abdomen, but no rigidity or

rebound tenderness, and bowel sounds were present. Pelvic
examination was difficult but no masses were felt. The cervix
was tender on movement and blood was oozing from it. The
white blood count was 13,000/c.mm. (polymorphonuclear
leucocytes 10,300/c.mm.). Porphobilinogen excretion in the
urine was 25 mg./24 hours. All the signs and symptoms were
consistent with another attack of acute porphyria, but
no precipitating cause for the porphyria could be found;
barbiturates had not been taken and there was no evidence of
any infection. She was treated with analgesic drugs for a week,
during which time the pain decreased, the temperature returned
to normal, and the white blood count fell to 6,700/c.mm.
However, she continued to lose blood per vaginam. An
Aschheim-Zondek pregnancy test gave a doubtful positive
result.

It was decided to examine the patient under anaesthesia. A
solid swelling was found attached to the left cornu of the uterus.
Dilatation and curettage produced normal curettings. The
posterior fornix was needled with a syringe and 20 ml. of
blood-stained fluid withdrawn. In view of this an exploratory
laparotomy was performed which revealed a normal-sized
uterus with a mass of small and large bowel densely adherent
to the posterior layer of the left broad ligament and the side
of the uterus. The left Fallopian tube was visible with the
fimbriated end disappearing into the mass of bowel. The left
tube was separated from the bowel with difficulty and a left
salpingectomy performed. Bowel adhesions were so dense
that no attempt was made to divide them. Finally, an appedic-
ectomy was performed. The patient made an uninterrupted
recovery following this procedure.

Histological examination of the curettings revealed a secretory
endometrium. A portion of tissue removed from the bowel
mass showed chorionic villi attached to peritoneum.

COMMENT
This case is of interest, for it illustrates the difficulty of

thinking in terms of a dual pathology in the presence of a
condition, such as porphyria, known to account for all
the symptoms. Even the examination under anaesthesia
was inconclusive, and it was only the usually disappointing
procedure of needling the posterior fornix that provided the
diagnostic evidence. It is also of interest that if a laparo-
tomy had not been performed the histological examination
of the curettings would not have aided the diagnosis, since
no decidual changes were present. A healthy appendix
was removed to avoid the possibility of an unnecessary
laparotomy during an attack of porphyria in the future.
There are many reports in the literature of patients with

porphyria who have been unnecessarily submitted to
surgery. Waldenstrdm (1957) has reported that out of 53
operations performed on 43 patients, the majority of which
were on the abdomen, only six were considered to be
justifiable. Other less common sites where acute attacks
of pain may occur are the neck, chest, and legs. Attacks
of porphyria may be precipitated by barbiturates, sulphon-
amides, infections, and acute surgical conditions.
From a study of the literature it appears that this is the

first reported case of an ectopic pregnancy precipitating an
acute attack of porphyria.

We wish to thank Dr. David Mann for referring the patient,
and Professor C. E. Dent and Professor W. C. W. Nixon for
their permission to publish this case.
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" Most people simply do not realize the magnitude of what
has come about in the health and welfare services in the last
15 years, or of what is intended in the next ten. In 1949-50
the revenue expenditure of local authorities on these services
was £39m.; last year it was about L111m.; in 1971-2-even at
current prices-it will be at least £163m. Ten years ago the
capital expenditure of local authorities on these services was
£3m.; to-day it approaches £20m., and the present plans add up
to another £220m. by 1972. Staffs, which have grown by 20%
in the last five years, are to grow by 40% in the next 10-and
that will not be enough. In this complex of community care
there are whole services to-day which 15 years ago were non-
existent or barely suspected: the home help service, meals-on-
wheels, hostels for the mentally handicapped, training centres
for the subnormal adult-I have mentioned three or four at
random: we may be sure that 10 years hence many of our
present services will be looked back upon as embryonic.
Nowhere in the whole of the social services is the pace of
change and development swifter. Little more than 10 years
ago the residential provision for the elderly was almost entirely
in the former workhouses. As the 1950's proceeded, new small
homes were created, to add to and replace that accommodation.
At first these homes were almost all conversions of existing
houses or mansions; to-day practically all the new ones are
purpose-built, specially planned homes. The old institutions
are disappearing-not before time-and in a decade or less we
shall have seen the end of them. At the present rate three
new homes are being opened every fortnight in different parts
of the country; but under the plans this rate will be stepped
up further still so that we average at least two new homes
every week." (The Minister of Health, Mr. Enoch Powell,
opening old people's home, Wolverhampton, July 5.)
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