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SUMMARY

Celiac crisis, an acute severe onset of celiac disease, is a rare and life-threatening manifestation. We
report a 30-year-old woman with type 1 diabetes mellitus who arrived at our service with one-month
history of severe acute watery diarrhea associated with nausea, vomiting, abdominal pain, and wei-
ght loss of 9 kg. The diagnostic hypothesis of celiac crisis was reached based on profuse diarrhea le-
ading to dehydration, severe metabolic and electrolyte abnormalities, and subsequent improvement
after introduction of a gluten-free diet. Arq Bras Endocrinol Metab. 2013;57(8):650-2

SUMARIO

A crise celiaca é uma manifestacao rara e grave da doenca celiaca. Relatamos um caso de uma
paciente de 30 anos de idade, com antecedente de diabetes melito tipo 1 e historia de um més de
diarreia aquosa aguda, associada a nauseas, vomitos, dor abdominal e perda de peso de 9 kg. A hi-
podtese diagndstica de crise celiaca foi realizada, baseada no quadro de diarreia profusa, desidratagao
e disturbios hidroeletroliticos e acido-basicos que melhorou apés a introducao de dieta enteral sem
gluten. Arq Bras Endocrinol Metab. 2013;57(8):650-2
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INTRODUCTION

C eliac disease (CD) is characterized by impaired
immunological response to ingested gluten, and
affects 3% to 8% of type 1 diabetes mellitus patients (1).
Celiac crisis is a rare and life-threatening manifestation,
a term that applies to an acute onset or rapid progres-
sion of gastrointestinal symptoms that may be attrib-
uted to celiac disease. Clinical manifestations include
profuse diarrhea leading to dehydration, and metabolic
2 and electrolyte disturbances (hypokalemia, hyponatre-
~ mia, hypocalcemia, and hypoproteinemia) significant

enough to require hospitalization (2-4). The condition
mainly affects children under the age of two years, and
is very rare in adults. The following report describes
- a rare case of adult celiac disease presented as a celiac
© crisis in a type 1 diabetes mellitus patient.
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HISTORY AND EXAMINATION

A 30-year-old woman with a 24-year history of type
1 dinbetes mellitus presented one-month history of
severe acute diarrhea associated with nausea, vomiting,
abdominal pain and weight loss of 9 kg. Stools were
in large volume, watery, without blood or mucus,
and diarrhea worsened after meals. No fever, blood
transfusion or foreign travel was reported. Her diabetes
was controlled by basal-bolus insulin therapy: NPH
0.76 IU/kg and lispro 0.4 IU/kg plus correction
according to pre-prandial glycemia. On admission,
she was not febrile, and showed severe dehydration
with tachycardia (pulse 100/min), blood pressure of
100/60 mmHg, weight of 55 kg and height of 160
cm (BMI: 21.5 kg/m?). Physical examination was
otherwise normal.
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INVESTIGATION AND FOLLOW-UP

Initial laboratorial findings revealed hyperglycemia,
metabolic acidosis with ketonemia, hypokalemia, hypo-
magnesemia, hypocalcemia, and severe hypoalbumin-
emia (Table 1). HIV status and viral hepatitis serology
were negative, and stool examination did not suggest
an infectious etiology.

In spite of fluid administration, intravenous insulin
infusion, and electrolyte replacement for treatment of
diabetic ketoacidosis (DKA), the patient continued to
present watery diarrhea and weight loss. Due to severity
of the case, empiric antibiotic therapy with metronida-
zole and ciprofloxacin, and loperamide was prescribed,
but no response was observed. Dairy and fatty products
were avoided in the diet. Hypoglycemia episodes were
frequent, requiring constant reduction in insulin doses;
in some meals, only 11U lispro insulin was sufficient to
control postprandial glycemia and prevent DKA.

The patient condition worsened with hypokale-
mia, hypomagnesemia (Mg: 1.4 mg/dL), mild hypo-
natremia, hypophosphatemia, and hypocalcemia (total
serum Ca: 6.1 mg/dL), associated with continuous
weight loss (body weight = 46 kg; BMI = 18 kg/m?)
and malnourishment (albumin: 1.3 mg/dL). The pa-
tient was therefore started on enteral nutrition. After
introduction of enteral nutrition, she showed remark-
able improvement and her diarrhea disappeared.

The diagnostic hypothesis of celiac crisis was
reached based on the life-threatening manifestation of
profuse diarrhea leading to dehydration, severe meta-
bolic and electrolyte abnormalities, and subsequent im-

Celiac crisis and type 1 diabetes mellitus

provement following the introduction of a gluten-free
diet. The diagnosis was confirmed by levels of serological
markers, serum IgA anti-endomysial antibody > 1,/1280
(cut-oft value: < 1/10), and histopathological findings
of moderate chronic duodenitis, as well as villous at-
rophy. After introduction of the gluten-free diet, she
gained weight and her insulin dose was increased to a
similar amount of insulin she was used to taking.

Her genetic profile showed the HLA-
DRB1*0301,/*0402 -DQB1*0201,/0302 (-DQ2/
DQ8)and VNTR -INS class I /IIT genotypes. She did not
present the cytotoxic T-lymphocyte antigen-4 (CTLA4)
+49A/G or protein tyrosine phosphatase, non-receptor
22 (PTPN22) 1858C/T gene polymorphisms, which are
also linked to type 1 diabetes (5).

DISCUSSION

Celiac disease is a complex autoimmune disease char-
acterized by a strong genetic association, gluten as a
nutritional etiological factor, and the enzyme tissue
transglutaminase as an endomysial autoantigen.

CD occurs more frequently in patients with type
1 diabetes than in the general population. Common
biological mechanisms, such as autoimmunity-rela-
ted tissue damage and intolerance to dietary antigens
may be etiologic features of both diseases. In Brazil,
CD prevalence is 1:417 healthy volunteer blood do-
nors (6), whereas it affects 2.6% to 4.9% of patients
with type 1 diabetes (7). Both diseases are associ-
ated with HLA class II genes on chromosome 6p.21.

Table 1. Laboratorial findings on admission, at follow-up before diagnosis of celiac disease, and after a gluten-free diet

Before celiac disease

Biochemical parameters Normal range On admission diagnosis After gluten-free diet
Na (mEg/L) 135-145 134 133 137
K (MEg/L) 3.5-5.0 45 3.3 45
Mg (mg/dL) 1.58-2.55 1.52 1.42 1.85
Cl (mEa/L) 98-107 NA 114 111
HCO, (mmol/L) 20-29 NA 9.7 22
BUN (mg/dL) 10-50 15 5 9
Creatinine (mg/dL) 0.50-0.90 0.56 0.44 0.39
Total calcium (mg/dL) 8.6-10.2 7.3 6.1 8.4
lonized calcium (mg/dL) 4.6-5.3 4.7 47 5.1
Phosphorus (mg/dL) 2.7-4.5 &) 2.8 4.6
Albumin (g/dL) 3.4-4.8 19 13 43
Hemoglobin (g/dL) 12-16 12.3 1.4 13.7
Hematocrit (%) 35-47 39.2 34.9 43.3
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More than 90% of CD patients carry the HLA-DR*03-
DQA1*0501-DQBI1*0201 haplotype, and most of the re-
maining patients have the HLA-DR*04-DQA1*0301-
DQB1*0302 haplotype. Our patient expressed both
HLA-DR and — DQBI haplotypes.

Approximately half of all CD patients have no overt
gastrointestinal symptoms and many are asymptomatic,
which may explain the underestimated epidemiologic
data in the literature. Between 3% and 6% of patients
with type 1 diabetes mellitus have (atypical) CD (1,8,9).
Celiac crisis is a life-threatening complication of celiac
disease, and can be exacerbated in patients with diabetes
mellitus (2,10).

Gluten withdrawal with parenteral fluid replacement
and nutritional support is the treatment of choice of
celiac crisis. For the patients with no prompt response
to gluten restriction, treatment with corticosteroids is
efficacious (4).

CONCLUSION

The case described here is an example of the heteroge-
neous clinical course of celiac disease, never before re-
ported in an adult type 1 diabetes mellitus patient. The
high prevalence of CD among individuals with type 1
dinbetes mellitus emphasizes the need to consider celiac
crisis as a differential diagnosis of diabetic adults sufter-
ing from acute diarrhea and acidosis.
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