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$EVWUDFW
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 
LQFOXGLQJ� DQDHPLD�� RVWHRSRURVLV� DQG� LQIHUWLOLW\�� 7KLV� FDVH�
describes a 38 year old gentleman who presented with acute 
diarrhoea that led rapidly to severe metabolic disturbances 
LQFOXGLQJ�OLIH�WKUHDWHQLQJ�K\SRNDODHPLD��7KLV�FDVH� LOOXVWUDWHV�
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.

,QWURGXFWLRQ
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. 
7KLV�FDVH�UHSRUW�GHVFULEHV�D����\HDU�ROG�PDOH�ZKR�SUHVHQWHG�
with coeliac crisis and improved following correction of 
WKH�XQGHUO\LQJ�PHWDEROLF� DQG� HOHFWURO\WH�GLVWXUEDQFHV��7KH�
presentation, management and aetiology of coeliac crisis and 
other similar case reports are discussed. 

&DVH�UHSRUW
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 
SDLQ��EORDWLQJ�DQG�ÀDWXOHQFH��+LV�DSSHWLWH�ZDV�QRUPDO�DQG�WKHUH�
ZDV�QR�KLVWRU\�RI�IHYHU��YRPLWLQJ�RU�VWHDWRUUKRHD��7KH�SDWLHQW�
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 
ELODWHUDO� ORZHU� OLPE�ZHDNQHVV��+LV�UHÀH[HV�ZHUH�QRUPDO�DQG�
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, HCO3

- 16.5mmol/L). 
6HUXP� FUHDWLQLQH�ZDV� HOHYDWHG� ����ǋPRO�/���+H� DOVR� KDG�
hypocalcaemia (1.69mmol/L, albumin 25.7g/L, corrected 
calcium 2.04mmol/L) and hypophosphataemia (0.2mmol/L). 
+LV�,15�ZDV�HOHYDWHG�DW������VXJJHVWLQJ�YLWDPLQ�.�GH¿FLHQF\��+LV�
white cell count was elevated (17x109/L) with a raised neutrophil 
count (11.94x109�/���7KH�OLYHU�IXQFWLRQ�WHVWV�ZHUH�QRUPDO��7KH�
SDWLHQW¶V�(&*�VKRZHG�QRUPDO�VLQXV�UK\WKP�ZLWK�67�VHJPHQW�
depression in leads V1 to V6 and had the presence of a U wave 
secondary to hypokalaemia.

7KH�SDWLHQW�ZDV�UHK\GUDWHG�ZLWK�DQ� LQWUDYHQRXV� LQIXVLRQ�
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 

GLI¿FLOH�WR[LQ��7KHVH�ZHUH�QHJDWLYH�IRU�WKUHH�FRQVHFXWLYH�WLPHV�
WDNHQ�RQ�DOWHUQDWH�GD\V��7KH�WK\URLG�IXQFWLRQ�WHVWV�ZHUH�QRUPDO��
7KH� SDWLHQW�ZDV� IRXQG� WR� EH� K\SRDOEXPLQDHPLF� �����J�/��
and hypoproteinaemic (39.2g/L). Haematinics revealed 
vitamin B12�DQG�IRODWH�GH¿FLHQF\������SPRO�/�DQG����QPRO�/�
respectively) despite a normal haemoglobin at presentation 
�����J�G/���7KH� ODWWHU�FRXOG�KDYH�SRVVLEO\�EHHQ�VHFRQGDU\�WR�
haemoconcentration since the haemoglobin dropped to 10.8g/
dL with rehydration.

Once the dehydration and electrolyte depletion were 
FRUUHFWHG�� WKH�SDWLHQW� LPSURYHG��7KH� ORZHU� OLPE�ZHDNQHVV�
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). 
7KXV� D� JDVWURVFRS\�ZDV�SHUIRUPHG�QLQH�GD\V� IROORZLQJ�KLV�
SUHVHQWDWLRQ��RQFH�WKH�SDWLHQW�ZDV�VWDEOH��7KLV�FRQ¿UPHG�FRHOLDF�
disease, Marsh-Oberhuber type 3c as duodenal biopsies showed 
complete loss of duodenal villi and marked intraepithelial 
O\PSKRF\WLF� LQILOWUDWH�� 7KHUH�ZDV� DOVR� FU\SW� K\SHUSODVLD��
congestion, increased number of lymphocytes, histiocytes and 
eosinophils in the lamina propria. 

7KH�SDWLHQW�ZDV�VWDUWHG�RQ�D�JOXWHQ�IUHH�GLHW�DQG�YLWDPLQ�
B12 injections were given intramuscularly. He was prescribed 
multivitamins and calcium supplements. A bone density 
DSSRLQWPHQW�ZDV�PDGH��7KH�SDWLHQW�ZDV�GLVFKDUJHG�KRPH�DIWHU�
nine days. After four months the patient remained well and was 
completely asymptomatic. He had gained adequate weight.

'LVFXVVLRQ
Coeliac disease is an immune-mediated enteropathy 

characterised by malabsorption and villous atrophy triggered 
by gluten-containing grains (including wheat, rye and barley) in 
JHQHWLFDOO\�VXVFHSWLEOH�SHUVRQV��7KH�GLVHDVH�LV�DVVRFLDWHG�ZLWK�
+/$�'4��LQ����WR����SHUFHQW�RI�FDVHV�DQG�ZLWK�+/$�'4��LQ���
to 10 percent of cases.1

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 
DV\PSWRPDWLF��7KHVH�DV\PSWRPDWLF�SDWLHQWV�FDUU\�D�ULVN�RI�ORQJ�
term complications including anaemia, osteoporosis, infertility 
and gastrointestinal cancer. Other individuals have symptoms 
of mild bloating and diarrhoea, and few patients present with 
VLJQL¿FDQW�ZHLJKW�ORVV�DQG�PDODEVRUSWLRQ�2

One rare presentation of coeliac disease is the ‘coeliac crisis’. 
7KLV�LV�D�UDUH�OLIH�WKUHDWHQLQJ�IXOPLQDQW�SUHVHQWDWLRQ�RI�FRHOLDF�
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 
GLVWXUEDQFHV�VLJQL¿FDQW�HQRXJK�WR�UHTXLUH�KRVSLWDOLVDWLRQ��7KHVH�
include metabolic acidosis, hypokalaemia, hyponatraemia, 

hypocalcaemia, hypomagnesaemia, and hypoproteinaemia. 
Coeliac crisis is associated with a high morbidity rate, mandating 
LPPHGLDWH�LGHQWL¿FDWLRQ�DQG�WUHDWPHQW�

7R�GDWH��RQO\�WZHQW\�FDVHV�RI�FRHOLDF�FULVLV�LQ�DGXOWV�KDYH�
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.3-10 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 
WR�VHYHUH�K\SRNDODHPLD��7KLV�ZDV�SUHVHQW�LQ�WKH�FDVH�WKDW�ZH�
have described but has also been reported in two other cases.5,8 
Metabolic and electrolyte disturbances that have been reported 
include renal dysfunction presenting as increased creatinine 
level, metabolic acidosis, hypokalaemia, hypocalcaemia, 
hyponatraemia, hypomagnesaemia and hypoalbuminaemia. 
7KH� FDVH� WKDW�ZH�KDYH�GHVFULEHG�SUHVHQWHG�ZLWK�RQH�RI� WKH�
most severe reported hypokalaemia in coeliac crisis. Another 
rare presentation is bleeding diathesis secondary to prolonged 
prothrombin time.9 In our case the patient had a prolonged INR 
but there was no evidence of bleeding.

All reported patients required hospitalization, intravenous 
ÀXLGV�ZLWK�FRUUHFWLRQ�RI�PHWDEROLF�DQG�HOHFWURO\WH�GLVWXUEDQFHV�
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.

7KH� UHDVRQ�ZK\� VRPH� LQGLYLGXDOV� SUHVHQW�ZLWK� FRHOLDF�
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.4,10 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 
XQGLDJQRVHG�XQWLO�D�WULJJHU�OHDGV�WR�GLVHDVH�H[DFHUEDWLRQ��7ZR�
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.4,9

7KXV��WKH�FDXVH�RI�µFRHOLDF�FULVLV¶�LV�XQNQRZQ��,Q�WKH�UHSRUWHG�
adult cases, the patients presented with relatively acute onset 
watery diarrhoea, although chronic symptoms have also been 
present in some cases.3,8�7KLV�LV�VLPLODU�WR�RXU�FDVH��LQ�ZKLFK�WKH�
patient described a seven week history of diarrhoea that occurred 
two years prior to presentation with coeliac crisis. 

7KH�PDLQVWD\V�RI�WUHDWPHQW�RI�FRHOLDF�FULVLV�DUH�LQLWLDWLRQ�RI�
D�JOXWHQ�IUHH�GLHW��SDUHQWHUDO�ÀXLG�UHSODFHPHQW�DQG�QXWULWLRQDO�
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.11

&RQFOXVLRQ
7KLV�FDVH�GHPRQVWUDWHV�WKDW�DOWKRXJK�FRHOLDF�FULVLV�LV�UDUH��

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 
RI�FRHOLDF�FULVLV�ZKHQ�D�JOXWHQ�IUHH�GLHW��LQ�FRQMXQFWLRQ�ZLWK�ÀXLG�
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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