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Coexistence of Celiac Crisis and Food Allergy

Celiac Crisis ve Gida Alerjisinin Birlikte Varligi
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ABSTRACT

Celiac disease (CD) may present with different clinical manifestations, and very rarely, it may present with Celiac crisis, which is a fatal
complication. An 18-month-old girl was referred to our center due to recurrent diarrheal attacks, inability to gain weight, malaise, fever,
and poor general condition. It was learned that the patient, who was followed up in the intensive care unit during his last hospitalization,
was examined for the etiology of chronic diarrhea. Celiac disease was suspected, and she was administered a short-term gluten-free diet,
but no response was received. The patient, who was in a septic state on admission, had anemia, thrombocytopenia, hypocalcemia, hypo-
kalemia, hypomagnesemia, high acute phase reactants, direct bilirubinemia, coagulopathy and metabolic acidosis in the examinations.
When the electrolyte disorder was corrected, total parenteral nutrition was started, and when the general condition stabilized, enteral
nutrition was started. Amino acid-based enteral product was preferred in the diet of the patient who had itchy rashes on his body and
who had a history of rash after intake of dairy products, and it was observed that the rashes regressed. Celiac serology was positive in the
examinations performed for the etiology of chronic diarrhea. Histopathological examination of the biopsy taken from the duodenum was
compatible with "Celiac Disease, Marsh Type 3b." Due to celiac disease, severe electrolyte imbalance, coagulopathy and severe malnutriti-
on findings, it was thought that the patient might have celiac crisis. A gluten-free diet was started. After a gluten-free diet and elimination
of dairy products, the patient's diarrhea improved, and weight gain occurred. Celiac crisis poses a diagnostic challenge in patients witho-
ut a previous diagnosis of CD. Celiac crisis, which is a complication of celiac disease with a high mortality, should be considered especially
in patients with chronic diarrhea and hyponatremia, hypokalemia, hypoalbuminemia, metabolic acidosis.
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OZET

Colyak hastaligr (CH) farkl klinik tablolar ile ortaya ¢ikabilmekte, cok nadir olarak 6liimciil bir komplikasyon olan Colyak krizi ile karsimiza
gelebilmektedir. Onsekiz aylik kiz olgu tekrarlayan ishal ataklari, kilo alamama, halsizlik, ates, genel durum bozuklugu nedeniyle merkezi-
mize sevk edildi. Son hastane yatisinda yogun bakim iinitesine takip edilen olgunun kronik ishal etyolojisine yonelik tetkik edildigi, Colyak
hastaligindan siiphelenildigi kisa sireli glutensiz beslenme yapildigl, ancak yanit alinamadigi 6grenildi. Gelisinde septik tabloda olan has-
tanin tetkiklerinde anemi, trombositopeni, hipokalsemi, hipopotasemi, hipomagnezemi, akut faz reaktanlar yiliksekligi, direkt biluribine-
mi ve koagiilopati ve metabolik asidoz mevcuttu. Elektrolit bozuklugu diizeltildiginde total parenteral beslenme baslandi ve genel duru-
munun stabillestiginde enteral beslenmeye gecildi. Viicudiinda kasintili dokiintiileri dikkat ¢ceken, dykistinde st tirlinleri alimi sonrasin—
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da dokiintii olan olgunun beslenmesinde aminoasit bazli enteral iirlin tercih edildi ve dokiintiilerin geriledigi gbzlendi. Kronik ishal etyo-
lojisine yonelik yapilan tetkiklerde Colyak serolojisi pozitif saptandi. Duodenumdan alinan biyopsinin histopatolojik incelemesi "Colyak
Hastaligi, Marsh Tip 3b" ile uyumlu bulundu. Célyak hastaligl, ciddi elektrolit dengesizligi, koagiilopatisi ve agir malnitrisyon bulgulari ne-
deniyle olguda Colyak krizi olabilecegi diistiniildli. Glutensiz diyet baslandi. Glutensiz diyet ve siit riinleri eliminasyonu sonrasinda olgu-
nun ishal diizeldi, kilo alimi gergeklesti. Colyak krizi, 6nceden CH tanisi olmayan hastalarda tanisal zorluk olusturmaktadir. Ozellikle kro-
nik ishali olan ve hiponatremi, hipokalemi, hipoalbiliminemi, metabolik asidoz tablosunda gelen hastalarda, Colyak hastaligina ait morta-
litesi yiiksek bir komplikasyon olan akut Colyak krizi diistiniilmelidir.
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INTRODUCTION

Celiac disease is an autoimmune, chronic disease
that occurs after gluten ingestion, affects the small in-
testine in genetically predisposed individuals, and can
lead to multi-organ involvement (1). It is an entero-
pathy characterized by the diversity of clinical manifes-
tations, the presence of disease-specific antibodies and

CASE REPORT

An eighteen-month-old girl was admitted with re-
current diarrheal attacks, inability to gain weight, we-
akness and fever. When we look at the history of the pa-
tient who had her first diarrhea attack at the age of ten
months, it was determined that she was born 3000 g
(10-25p) in the hospital by normal spontaneous vaginal
delivery at term. It was learned that complementary fe-
eding was started when she was five months old, and
she had a Rotavirus infection and intussusception when
she was one year old. In the last hospitalization, hypo-
kalemia, hypocalcemia, hypoalbuminemia, coagulo-
pathy, and resistant metabolic acidosis were found in
the examinations, diarrhea did not regress, and the pa-
tient was followed up in the intensive care unit because
of his general condition disorder. Endoscopic examina-
tion was performed for the etiology of chronic diarrhea,
duodenal mucosa was normal; It was learned that the
colon lumen was significantly dilated and the colonic
mucosa was evaluated as normal. It was learned that
the tissue transglutaminase IgG and IgA was negative
and 16.3 U/mL, respectively, duodenal histopathology
was consistent with “Gluten Sensitive Enteropathy Type
3b” and so gluten-free diet was applied and no respon-
se was obtained. It was learned that the patient who
developed abdominal distension and dilated intestinal
loops on abdominal X-ray was evaluated for Hirshp-
rung's disease and Neurointestinal dysplasia, ganglion
cells were positive in full-thickness rectal biopsy, diag-
nostic laparotomy was performed in terms of congeni-
tal intestinal anomalies, and no pathological findings
were found. The patient whose diarrhea did not regress
and whose complaints were fever, restlessness, and ge-
neral condition disorder was referred to our center.
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“Human leucocyte antigen” (HLA)-DQ2/HLA-DQ8 hap-
lotypes (2). Malabsorption occurs as a result of damage
to the villi. The disease may occur at any time of life
with different clinical manifestations. Celiac crisis,
which is a fatal complication very rarely, can be encoun-
tered (3,4).

On physical examination, she was conscious, weak
and weak. The patient's body temperature was 38 C,
and she was septic; weight: 7500 g (<3p, -2.8 SDS), he-
ight: 75 cm (<3p, -2 SDS), head circumference: 43.5 cm
(<3p, -2.8 SDS), weight for height: 79%. On examinati-
on, she looked pale, her abdomen was distended, de-
fense and rebound were negative, and findings consis-
tent with minimal ascites. There was no organomegaly,
a laparotomy scar was observed in the right and left
middle quadrants, there were rashes compatible with
eczema on both arms, muscle atrophy was noted in the
extremities.

Anemia, thrombocytopenia, hypocalcemia, hypo-
kalemia, hypomagnesemia, high acute phase reactants,
direct bilirubinemia and coagulation disorder were fo-
und in the examinations (Table 1). Sepsis and Dissemi-
nated Intravascular Coagulation were considered due
to thrombocytopenia, INR length, D-dimer increase and
low fibrinogen. Fresh Frozen Plasma was given and vi-
tamin K was made. When the electrolyte disorder was
corrected, total parenteral nutrition was started. Ente-
ral nutrition was started on the 4th day when the gene-
ral condition of the patient stabilized. Amino acid-ba-
sed enteral product was preferred in the nutrition of the
case, which had itchy rashes on her body because of
the history of rash after intake of dairy products. His
diet was adjusted according to the daily stool amount.
Enteral nutrition was gradually increased, while paren-
teral nutrition was decreased and discontinued.

Celiac serology was positive in the tests sent for
the etiology of chronic diarrhea (Table 2). The patient
was thought to have Celiac crisis due to Celiac disease,
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severe electrolyte imbalance, coagulopathy and severe
malnutrition findings. A gluten-free diet was arranged,
and table foods were started. Associated endocrinopat-
hies were investigated and the endocrine department
was consulted with thyroid hormone values. Subclini-
cal hypothyroidism was considered, and levothyroxine
treatment was started. IgG and IgM values were low for
his age, IgA was normal, and he was consulted with the
pediatric immunology department. It was thought that
the patient's humoral and cellular immunity was affec-
ted due to malnutrition, and follow-up was recommen-
ded. Chronic diarrhea gene panel and immunodefici-
ency genetic panel were sent and the results were nor-
mal. HLA tissue typing tests were requested. HLA
DQB1*02, HOMOZYGOT++ resulted.

It was preferred not to perform an upper gastroin-
testinal system endoscopy immediately in the patient
who had significant malnutrition and whose clinical
condition took time to stabilize. Biopsy materials taken
during the endoscopy and colonoscopy performed two
months ago were re-evaluated. The findings observed
in duodenal biopsy were compatible with "Marsh Type
3b according to Celiac Disease, Modified Marsh classifi-
cation." Diarrhea improved and weight gain occurred in
the patient who was fed a gluten-free diet. The case
was discharged on the 16th day of hospitalization.

DISCUSSION

The term "Celiac crisis" was first introduced in the
literature in 1953, when Anderson and di Sant'Agnese
reported 35 cases of children with recurrent diarrhea
with a 9% mortality rate (5). Celiac crisis is an urgent,
severe and life-threatening complication that is chal-
lenging to diagnose. Although it is most commonly
seen in early childhood, as in our case, it can also occur
in adults and older age groups (6). Clinically, patients
experience severe diarrhea, dehydration, metabolic di-
sorders, hypokalemia, hypomagnesemia, hypocalce-
mia, and hypoproteinemia. Factors such as severe mal-
nutrition, infection, hypoproteinemia, intestinal bacte-
rial overgrowth, decreased intestinal motility due to an-
ticholinergic drugs, operations, and pregnancy increase
the incidence of celiac crisis (5, 7). Radlovic et al. in the-
ir study, in which they described six cases diagnosed
with celiac crisis, they reported that their patients were
accompanied by rotavirus gastroenteritis, Salmonella
enteritis, and severe malnutrition (6). Our case had ro-
tavirus infection, intussusception and severe
malnutrition.
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The relationship between food allergy and other
allergic diseases and celiac disease (CD) has not been
clarified yet (8,9). Although there are conflicting results
on the relationship between allergic diseases and CD,
recent studies have shown that celiac patients have hig-
her allergic symptoms compared to the general popula-
tion (9); CD was more common in individuals with ato-
pic disease, and atopic diseases were more common in
individuals with CD. Similarly, asthma and CD have also
been shown to be related (8). Pilon et al. showed that
children with severe food allergies (dairy, egg, and whe-
at allergy) have a five times greater risk of CD compared
to controls (9). Our case had clinical findings of food al-
lergy and responded well to the amino acid-based
formula.

Itis hypothesized that impaired intestinal mucosal
permeability may cause increased efflux of dietary anti-
gens from the intestinal mucosa by stimulating food-
induced hypersensitivity in celiac patients. In fact, the
reverse may also be true, as the impaired intestinal per-
meability observed in some allergic patients may break
tolerance to gluten, promoting CD in genetically predis-
posed individuals. Allergy and CD may share a similar
genetic background (9). However, the pathogenesis of
the two diseases is quite different, and there is no ap-
parent common pathway (8).

Table 1. Hemogram, biochemistry and coagulation
values

WBC: 11 700 /mm3 Procalsitonin: 3.1 mcg/L

Hgb: 9,5 g/Dl CRP:27.8 mg/L

Plt: 80 000 /mm3 Na: 137 mmol/L

Glu: 67 mg/dL K: 3 mmol/L

Alb: 2.7 g/dL Ca: 7.6 mg/dL (corrected.ca: 8.6)
Urea:3 mg/dL P:2.3mg/dL

Creatinin: 0.5 mg/dL Mg: 1.4 mg/dL

Uric acid: 1.1 mg/dL INR:3.5

ALT: 25 U/L PT:22.1sn

AST:91 U/L APTT:41.3

T.Bil :2 mg/dL Fibrinogen: 88.4 mg/dL

D.bil: 1,1 mg/dL D-dimer: 1410
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Table 2. Laboratory results to disclose chronic diarrhea
etiology

Total IgE: 118 IU/mL fT4:0.70 ng/dL (0.5-2.3)

IgA: 1.05 g/L f13:3.92 ng/L (4.3 6.8)
IgM:0.37 g/L TSH: 7.3 mIU/L (0.3-5.6)
1gG:4.01 g/L Anti TPO: 5.1 1U/mL

Nutrition panel 1 ve 2: <0.1 (class
0)

Anti Tiroglobulin: <0.9
Iu/mL

EBV DNA: negative Cortisol: 9.83 mcg/dL

CMV DNA: negative Stool culture: negative

Viral serology tests: negative Stool ph: 6

Stool reductant material:
negative

Brucella agglutination test:
negative

Tissue transglutaminase IgG: 5

RU/mL Steatorrhea: negative

Tissue transglutaminase IgA:23

RU/mL Zinc: 40 mcg/dL

Anti-Endomysium IgG: negative

Anti-Endomysium IgA: 1/20

Anti-deamidated gliadin peptide
IgG :1/100

Anti-deamidated gliadin peptide
IgA: 1/100

With the increase in awareness of celiac crisis, the
incidence of complications is gradually decreasing
thanks to rapid diagnosis and treatment. In the literatu-
re, there are studies suggesting that supportive treat-
ment and a gluten-free diet may not respond in severe
cases, and systemic steroid treatment should be given
to patients. Ciacci et al. showed that using budesonide
improved both histology and absorption parameters in
CD, possibly by restoring brush border epithelial enzy-
mes and reducing mucosal inflammation (10). A short
course of prednisone or budesonide may be considered
when standard therapy does not produce rapid impro-
vement. However, the use of corticosteroids may exa-
cerbate electrolyte disturbances when they contribute
to the depletion of potassium, magnesium, and phosp-
hate. The only evidence-based intervention in a celiac
crisis is a gluten-free diet; however, the use of additi-
onal interventions such as corticosteroids and parente-
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ral nutrition has been reported in the literature (5). In
our patient, treatment was arranged for accompanying
sepsis, DIC, food allergy; TPN support was given, and
recovery was observed with a gluten-free diet, and ste-
roid treatment was not required.

Celiac crisis is a diagnostic challenge in patients
without a previous diagnosis of CD. Acute Celiac crisis,
which is a complication of Celiac Disease with a high
mortality, should also be considered, especially in pati-
ents with chronic diarrhea who present with hyponat-
remia, hypokalemia, hypoalbuminemia, metabolic aci-
dosis, and in this respect, investigations and treatment
should be arranged quickly. The parents of the patient
consent was obtained for this case study.
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