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Case Report: Celiac disease with celiac crisis.
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Abstract

Celiac crisisis a life threatening and very rare complication of Celiac disease. Clinically, it is
characterized by severe diarrhoea, dehydration, abdominal distension and metabolic distur-
bances like hypokalaemia, hypomagnesaemia, hypocalcaemia, hypoproteinemia and shock. A 5-
year-old boy with chronic diarrhoea, weight loss, abdominal distension, pedal oedema, severe
under nutrition and vomiting was presented to paediatric unit. He was diagnosed with celiac dis-
ease presenting with celiac crisis. Child wastreated with short cour se corticosteroid therapy and
rapidly recovered over aperiod of 5days.
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I ntroduction Erythrocyte sedimentation rate was normal and redc-
tive protein was negative t0o.Other biochemicalngixa-

Celiac disease (CD) is a disease of the smalltinees tions were normal except hyponatremia (123 mEq/L),
caused by an immune response to ingested glutéa. THiypokalaemia (2.2 mEg/L), and hypoalbuminemia (1.5
response results in characteristic damage to thelead- ~ 9/L). Liver and renal function tests were in normeatge.
ing to malabsorption [1]. CD is manifested by aietgrof ~ (SGPT-19.2 IU/L, S.Creatinine-1.29 mg/dl, Blood &te
clinical signs and symptoms that may begin in eithe73.3 mg/dl, Serum bilirubin total, direct and iregit were
childhood or adult life. Some individuals are coetply 0.5, 0.3,0.2 mg/dl respectively) Thyroid functi@st and
asymptomatic [2]. Celiac crisis (CC) is a rare difid  parathyroid hormone levels were in normal rangewHo

threatening complication of celiac disease (CD). ever, ferritin level (10 ng/ mL) was found to bavioThe
serologies for human immunodeficiency virus, brlacel
Case salmonella, hepatitis markers were negative. Garéiad

adrenocorticotrophic hormone levels were measused a

A 5-years-old-boy was brought to our hospital witm- ~ normal (41.8 ng/ mL, 17.3 pg/mL respectively). Tae
plaints of weight loss, vomiting, weaknessand cluron domen and urinary systems’ ultrasound examinatiah a
diarrhoea, abdominal distension and pedal oedema. ~ Urine analysis were normal. The amount of urinary- p
tein excretion for 24 hours was less than 4 mghour.
From the history, it was learnt that similar conmtehad ~ Serum folate and vitamin B12 levels were normaliner
begun from five months of his life, when suppleragnt and blood culture were negative. The serologic evark
nutrition was started. On physical examination, ybod for celiac disease were positive (tissue transgiirase
weight and height were 12.0 kg (-3 SD), 99 cm (E) S immunoglobulin (Ig) A and G, anti-gliadinlg A and, G

respectively. Child was severely undernourished @WH anti endomysiumig A). Therefore, endoscopy was per-
Criteria). Vital signs: heart rate-126/min, resporg rate-  formed and biopsy was taken. The examination @it

42/min, afebrile, CRT-6sec, blood pressure -74/4® m nal biopsy revealed CD. Villous atrophy with hypasa
Hg. The subcutaneous fat tissue was markedly deedea Of the crypts and increased intraepithelial lymphtec
Pink-brown coloured desquamates macular rash were p count was found on examination of biopsy.The diagso
sent on abdomen and back. Abdominal distension we¥ celiac disease was based on the criteria oEtiiepean
observed.Child was severely dehydrated in metalagiic SOCiety of Paediatric Gastroenterology, Hepatolagy
dosis (pH 7.12, pCH34 mmhg, HCS 12.4, pq 84 Nutrition (ESPGHAN) [3]. Patient was initially trtssl
mmhg). On laboratory examination, complete blooshto for metabolic acidosis and shock with fluid restean.
analysis was normal except mild anaemia (Haemoglobil2ter, patient was started on inotropes and sbant tor-
10.0 g/ dl, MCV 78fl, MCH 25, MCHC 32, RDW30). ficosteroid therapy with hydrocortisone. Patient re
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sponded to this treatment in the span of 4 to S5,dagd provement [9-12]. In 1952, Anderson and di'SantAgme
after 5 days inotropes and corticosteroid were pg#dp followed the clinical course of 58 children with QD).
Gluten free diet was continued when child was brmol.  They observed 35 episodes of celiac crisis andaditfas
Child responded with a satisfactory gain in weighl among these patients. In 1951 Adlersberg et alrtego
appetite, cessation of diarrhoea, reduction of pbeda that the use of corticosteroids in adults with CBsvef-
dema and abdominal distension and correction of bidective therapy but relapse occurred when treatmerst
chemical and metabolic derangement. withdrawn [10]. But over the time it was realizeuat
early recognition of CD and then gluten free dietliese
patients is quite helpful to tilt the balance. r patient
precipitating factors for celiac crisis were foulndbe hy-
poproteinemia and severe malnutrition. Steroid was
started which showed a considerable improvement of
signs and symptoms. In conclusion, in some patie¢hés
lesions of CD may be extensive and may therefcseltre

in more severe symptoms.

Discussion

Toddlers and young children classically presenthwit
chronic diarrhoea, vomiting, poor appetite, abdahin
distension, abdominal pain, irritability, and faduto
thrive sometime after the introduction of gluterthie diet
(4). More frequently, the child with CD presentshwéub-
tle gastrointestinal symptoms such as constipafidre
child may also present with non-gastrointestinahgy
toms (e.g., short stature) or be asymptomatic bvera
parent with CD. Some children may be simply cranky
have sleep disturbance (5). In general, CD shoalihb
cluded in the differential diagnosis of most pateseen
in a paediatric gastroenterology practice. Ourgpdithad
classic symptom of celiac disease (weight loss,itlngy  References

weakness, and chronic diarrhoea, abdominal distejsi

The symptoms had started after supplementary ouyit 1. Farrell RJ, Kelly C. Celiac sprue. N Engl J Med 200

In conclusion, we emphasize that gastrointestigaips
toms, which are best known in celiac disease, métab
disturbance and abdominal distension should prgxgccu
celiac crisis and besides supporting treatmenticoster-
oids might be used for treatment.

which included gluten. The diagnosis of CD is elsthied 346: 180-188.

by positive results of serological testing and ewice of 2. Tully MA. Pediatric celiac disease. GastroenterarsN
characteristic histopathology on intestinal biogSkharac- 2008; 31: 132-140

teristic histologic features of CD include varyidggrees 3. Walker-Smith JA, Guandalini S, Schmitz J, Shmerling
of villous atrophy, with hyperplasia of the crygtsd in- DH, Visakorpi JK. Revised criteria for diagnosis of
creased intraepithelial lymphocyte count. Gradihghe coeliac disease.Report to working group of European
endoscopic results was done according to the Maith Society of Paediatric Gastroenterology and Nutri-
ria (6). Most symptomatic patients have partiabtetal tion.Arch Dis Child. 1990; 65: 909-911.

or total villous atrophy, which are Marsh type 3itms. 4 Steens RF, Csizmadia CG, George EK, Ninaber MK,

; ; Hira Sing RA, Mearin ML. A national prospective
Our patient was categorised under type 3, grade B1. ) . . ;
P 9 P 9 study on childhood celiac disease in the Nethedand

1993-2000: an increasing recognition and a changing
clinical picture. J Pediatr 2005; 147: 239-243.

5. Ludvigsson JF, Ansved P, Falth-Magnusson K, et al.
Symptoms and signs have changed in Swedish children
with coeliac disease. J PediatrGastroenterolNu@420

Positive identification of these abnormalities ledd a
presumptive diagnosis of CD and institution of atgh-
free diet. Clear clinical improvement while theipat is
following the diet yields a definitive diagnosisel@c

crisis is the term that has been applied to patieith CD 38: 181-186.

of acute onset that is severe enough to be pollgrféital. 6 Marsh MN. Gluten, major histocompatibility complex,

It may arise in patients with established CD anéy be and the small intestine.A molecular and immunobi-

the initial presentation of their disease [7] @Jaily, it is o|ogic approach to the spectrum of g|uten Sengir[ivi

characterized by severe diarrhoea, dehydrationnaetd- (‘celiac sprue’). Gastroenterology 1992; 102: 33@-3

bolic disturbances like hypokalaemia, hypomagnes&aem 7. Walia A, Thapa BR. Celiac crisis. Indian Pediatd20

hypocalcaemia, hypoproteinemia [7]. Various preaipi 42:1169.

ing factors identified for crisis are severe mafitiogh, 8. Mihailidi E, Paspalaki P, Katakis E, Evangeliou A.

infections, hypoproteinemia, and poor complianceglte Celiac Disease: A Pediatric Perspective. Intermafio

ten free diet, bacterial overgrowth in setting dkrd Pediatrics 2003; 18: 141-148.

motility in CD and anticholinergic drugs. 9. Anderson DH, di Sant-Agnese PA. Idiopathic celiac
disease: mode of onset and diagnosis. Pediatrig3;19

Celiac crisis may not respond to a gluten-free diene. 11:207-217.

10. Adlersberg D, Gabriel JB, Himes HW. Previously un-

Some cases in literature, authors have used csiticads ! =0 / -
derdescribed clinical and postmortem observations i

for variable periods. In severely ill children witeliac
crisis, the use of corticosteroids hascaused aatramm-

52 Curr Pediatr Res 2015 Volume 19 Issue 1 & 2



Case Report: Celiac disease with celiac crisis

nontropicalsprue: possible role of prolonged cosic
teroid therapy. Gastroenterology 1957; 32: 60-71.
11. Lloyd-Still JD, Grand RJ, Khaw KT, et al. The usk o
corticosteroids in celiac crisis. J Pediatr 1972; 8
1074-1081.
12. Baranwal AK, Singhi SC, Thapa BR, et al. Celiac cri
sis. Indian J Pediatr 2003; 70: 433-435.

Correspondenceto:

Om Shankar Chaurasiya
Department of Paediatrics
Maharani Laxmibai Medical College
Jhansi 284128, Uttar Pradesh

India

Curr Pediatr Res 2015 Volume 19 Issue 1 & 2

53



