Case Report

Coeliac crisis with severe hypokalaemia
in an adult
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Abstract

Coeliac crisis is a rare life-threatening presentation of coeliac
disease, in which acute dramatic metabolic derangements are
present. It is observed mainly in children less than two years
of age. In adults, coeliac disease usually has an indolent course
and presents with mild gastrointestinal symptoms or may even
be asymptomatic and present with long term complications
including anaemia, osteoporosis and infertility. This case
describes a 38 year old gentleman who presented with acute
diarrhoea that led rapidly to severe metabolic disturbances
including life threatening hypokalaemia. This case illustrates
the heterogeneous clinical course of coeliac disease and the
importance of considering it in the differential diagnosis of
adult patients presenting with acute diarrhoea and metabolic
disturbances.
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Introduction

Coeliac disease usually has an indolent course in adults
and usually presents with mild symptoms. Coeliac crisis is a
rare presentation of coeliac disease in adults, in which acute
diarrhoea is complicated by severe metabolic disturbances.
This case report describes a 38 year old male who presented
with coeliac crisis and improved following correction of
the underlying metabolic and electrolyte disturbances. The
presentation, management and aetiology of coeliac crisis and
other similar case reports are discussed.

Case report

A 38 year old gentleman presented to the casualty
department with a three week history of profuse non-bloody
watery diarrhoea, severe lethargy and weight loss. Since three
days the patient also developed bilateral lower limb weakness but
no sensory symptoms. He also complained of mild abdominal
pain, bloating and flatulence. His appetite was normal and there
was no history of fever, vomiting or steatorrhoea. The patient
gave a history of diarrhoea two years previously that lasted for
seven weeks and resolved spontaneously. He was at the time
investigated by means of a colonoscopy that was normal. On
examination the patient was pale, dehydrated and appeared
cachectic. His abdomen was soft and non-tender and he had
bilateral lower limb weakness. His reflexes were normal and
there were no sensory abnormalities.

Initial investigations showed severe hypokalaemia
(1.9mmol/L), hyponatraemia (131mmol/L) and normal
anion gap metabolic acidosis (pH 7.34, HCO, 16.5mmol/L).
Serum creatinine was elevated (140umol/L). He also had
hypocalcaemia (1.69mmol/L, albumin 25.7g/L, corrected
calcium 2.04mmol/L) and hypophosphataemia (0.2mmol/L).
His INR was elevated at 1.61 suggesting vitamin K deficiency. His
white cell count was elevated (17x10°/L) with a raised neutrophil
count (11.94x10%/L). The liver function tests were normal. The
patient’s ECG showed normal sinus rhythm with ST segment
depression in leads V1 to V6 and had the presence of a U wave
secondary to hypokalaemia.

The patient was rehydrated with an intravenous infusion
and was given potassium supplementation via a central line.
He was also administered intravenous calcium gluconate and
intravenous vitamin K. He was admitted to ICU for intensive
monitoring.
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Further investigations included stool culture and sensitivity,
stool examination for ova, cysts and parasites and Clostridium
difficile toxin. These were negative for three consecutive times
taken on alternate days. The thyroid function tests were normal.
The patient was found to be hypoalbuminaemic (25.7g/L)
and hypoproteinaemic (39.2g/L). Haematinics revealed
vitamin B , and folate deficiency (<111pmol/L and 2.3nmol/L
respectively) despite a normal haemoglobin at presentation
(15.2g/dL). The latter could have possibly been secondary to
haemoconcentration since the haemoglobin dropped to 10.8g/
dL with rehydration.

Once the dehydration and electrolyte depletion were
corrected, the patient improved. The lower limb weakness
resolved completely and he was transferred from ICU after
two days. Coeliac disease was suspected as anti-endomysial
antibody IgA was positive and tissue transglutaminase IgA
and IgG were elevated (35.9U/ml and 20.6U/ml respectively).
Thus a gastroscopy was performed nine days following his
presentation, once the patient was stable. This confirmed coeliac
disease, Marsh-Oberhuber type 3¢ as duodenal biopsies showed
complete loss of duodenal villi and marked intraepithelial
lymphocytic infiltrate. There was also crypt hyperplasia,
congestion, increased number of lymphocytes, histiocytes and
eosinophils in the lamina propria.

The patient was started on a gluten free diet and vitamin
B, injections were given intramuscularly. He was prescribed
multivitamins and calcium supplements. A bone density
appointment was made. The patient was discharged home after
nine days. After four months the patient remained well and was
completely asymptomatic. He had gained adequate weight.

Discussion

Coeliac disease is an immune-mediated enteropathy
characterised by malabsorption and villous atrophy triggered
by gluten-containing grains (including wheat, rye and barley) in
genetically susceptible persons. The disease is associated with
HLA-DQ2 in 90 to 95 percent of cases and with HLA-DQ8 in 5
to 10 percent of cases.!

Adult coeliac disease, in contrast to its childhood counterpart,
almost always has an indolent course with a wider spectrum of
clinical manifestations. Approximately half of the patients
have no overt gastrointestinal symptoms and many are
asymptomatic. These asymptomatic patients carry a risk of long-
term complications including anaemia, osteoporosis, infertility
and gastrointestinal cancer. Other individuals have symptoms
of mild bloating and diarrhoea, and few patients present with
significant weight loss and malabsorption.?

One rare presentation of coeliac disease is the ‘coeliac crisis’.
This is a rare life-threatening fulminant presentation of coeliac
disease, most frequently seen in paediatric patients less than two
years of age and has rarely been described in adults. Clinically, it
is characterized by severe diarrhoea, dehydration, and metabolic
disturbances significant enough to require hospitalisation. These
include metabolic acidosis, hypokalaemia, hyponatraemia,

Malta Medical Journal Volume 24 Issue 01 2012

hypocalcaemia, hypomagnesaemia, and hypoproteinaemia.
Coeliac crisis is associated with a high morbidity rate, mandating
immediate identification and treatment.

To date, only twenty cases of coeliac crisis in adults have
been reported in the literature and for this reason coeliac disease
is rarely considered in adults presenting with acute severe
diarrhoeal illness, even when infectious aetiologies have been
excluded.3 Of the twenty cases, 15 were women and 5 were
men, the mean age at diagnosis was 51.4 years overall; 73.4
years in men and 46.6 years in women.

All patients described presented with severe diarrhoea.
Other symptoms and signs included vomiting, dehydration,
hypotension, peripheral neuropathy and tetany secondary to
hypocalcaemia. A rare presentation is limb weakness secondary
to severe hypokalaemia. This was present in the case that we
have described but has also been reported in two other cases.>8
Metabolic and electrolyte disturbances that have been reported
include renal dysfunction presenting as increased creatinine
level, metabolic acidosis, hypokalaemia, hypocalcaemia,
hyponatraemia, hypomagnesaemia and hypoalbuminaemia.
The case that we have described presented with one of the
most severe reported hypokalaemia in coeliac crisis. Another
rare presentation is bleeding diathesis secondary to prolonged
prothrombin time.? In our case the patient had a prolonged INR
but there was no evidence of bleeding.

All reported patients required hospitalization, intravenous
fluids with correction of metabolic and electrolyte disturbances
and they were all started on a gluten-free diet. Few patients
required parenteral nutrition and corticosteroids. In the
majority of patients symptoms resolved with supportive care
and a gluten-free diet alone.

The reason why some individuals present with coeliac
crisis whereas the vast majority of patients with coeliac disease
run a milder course is unclear. In some of the reported cases,
coeliac crisis appears to be precipitated by a general immune
stimulus such as pregnancy, surgery and infection.+*° In most
of the reported cases, including our case, no precipitating
factor was present. It is unclear whether coeliac crisis in adults
occurs at disease onset or whether coeliac disease is present but
undiagnosed until a trigger leads to disease exacerbation. Two
of the reported cases of coeliac crisis occurred in individuals
who had already been diagnosed with coeliac disease but had
not been following a gluten-free diet.+?

Thus, the cause of ‘coeliac crisis’ is unknown. In the reported
adult cases, the patients presented with relatively acute onset
watery diarrhoea, although chronic symptoms have also been
present in some cases.3® This is similar to our case, in which the
patient described a seven week history of diarrhoea that occurred
two years prior to presentation with coeliac crisis.

The mainstays of treatment of coeliac crisis are initiation of
a gluten-free diet, parenteral fluid replacement and nutritional
support with correction of the underlying metabolic and
electrolyte disturbances. Most of the reported cases including
our case responded quickly to these interventions alone. For
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individuals not responding promptly to gluten restriction,
treatment involves the use of steroids, which are weaned off
over a period of few months."

Conclusion

This case demonstrates that although coeliac crisis is rare,
it should be considered in the differential diagnosis of all
patients presenting with an acute onset of severe diarrhoea with
metabolic disturbances. Any patient found to have an increased
tissue transglutaminase IgA in this setting should be placed on a
gluten-free diet and have a small intestinal biopsy performed as
soon as possible. Corticosteroids should be considered in cases
of coeliac crisis when a gluten-free diet, in conjunction with fluid
and electrolyte repletion, does not result in rapid improvement.
Nutritional support often is required in the short term but most
patients ultimately respond to gluten avoidance.
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