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ABSTRACT

Cel�ac d�sease (CD) may present w�th d��erent cl�n�cal man�festat�ons, and very rarely, �t may present w�th Cel�ac cr�s�s, wh�ch �s a fatal
compl�cat�on. An 18-month-old g�rl was referred to our center due to recurrent d�arrheal attacks, �nab�l�ty to ga�n we�ght, mala�se, fever,
and poor general cond�t�on. It was learned that the pat�ent, who was followed up �n the �ntens�ve care un�t dur�ng h�s last hosp�tal�zat�on,
was exam�ned for the et�ology of chron�c d�arrhea. Cel�ac d�sease was suspected, and she was adm�n�stered a short-term gluten-free d�et,
but no response was rece�ved. The pat�ent, who was �n a sept�c state on adm�ss�on, had anem�a, thrombocytopen�a, hypocalcem�a, hypo-
kalem�a, hypomagnesem�a, h�gh acute phase reactants, d�rect b�l�rub�nem�a, coagulopathy and metabol�c ac�dos�s �n the exam�nat�ons.
When the electrolyte d�sorder was corrected, total parenteral nutr�t�on was started, and when the general cond�t�on stab�l�zed, enteral
nutr�t�on was started. Am�no ac�d-based enteral product was preferred �n the d�et of the pat�ent who had �tchy rashes on h�s body and
who had a h�story of rash a�er �ntake of da�ry products, and �t was observed that the rashes regressed. Cel�ac serology was pos�t�ve �n the
exam�nat�ons performed for the et�ology of chron�c d�arrhea. H�stopatholog�cal exam�nat�on of the b�opsy taken from the duodenum was
compat�ble w�th "Cel�ac D�sease, Marsh Type 3b." Due to cel�ac d�sease, severe electrolyte �mbalance, coagulopathy and severe malnutr�t�-
on f�nd�ngs, �t was thought that the pat�ent m�ght have cel�ac cr�s�s. A gluten-free d�et was started. A�er a gluten-free d�et and el�m�nat�on
of da�ry products, the pat�ent's d�arrhea �mproved, and we�ght ga�n occurred. Cel�ac cr�s�s poses a d�agnost�c challenge �n pat�ents w�tho-
ut a prev�ous d�agnos�s of CD. Cel�ac cr�s�s, wh�ch �s a compl�cat�on of cel�ac d�sease w�th a h�gh mortal�ty, should be cons�dered espec�ally
�n pat�ents w�th chron�c d�arrhea and hyponatrem�a, hypokalem�a, hypoalbum�nem�a, metabol�c ac�dos�s.

Keywords: Azygos ve�n, congen�tal abnormal�t�es, ch�ld

ÖZET

Çölyak hastalığı (ÇH) farklı kl�n�k tablolar �le ortaya çıkab�lmekte, çok nad�r olarak ölümcül b�r kompl�kasyon olan Çölyak kr�z� �le karşımıza
geleb�lmekted�r. Onsek�z aylık kız olgu tekrarlayan �shal atakları, k�lo alamama, hals�zl�k, ateş, genel durum bozukluğu neden�yle merkez�-
m�ze sevk ed�ld�. Son hastane yatışında yoğun bakım ün�tes�ne tak�p ed�len olgunun kron�k �shal etyoloj�s�ne yönel�k tetk�k ed�ld�ğ�, Çölyak
hastalığından şüphelen�ld�ğ� kısa sürel� glutens�z beslenme yapıldığı, ancak yanıt alınamadığı öğren�ld�. Gel�ş�nde sept�k tabloda olan has-
tanın tetk�kler�nde anem�, trombos�topen�, h�pokalsem�, h�popotasem�, h�pomagnezem�, akut faz reaktanları yüksekl�ğ�, d�rekt b�lur�b�ne-
m� ve koagülopat� ve metabol�k as�doz mevcuttu. Elektrol�t bozukluğu düzelt�ld�ğ�nde total parenteral beslenme başlandı ve genel duru-
munun stab�lleşt�ğ�nde enteral beslenmeye geç�ld�. Vücudünda kaşıntılı döküntüler� d�kkat çeken, öyküsünde süt ürünler� alımı sonrasın-
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da döküntü olan olgunun beslenmes�nde am�noas�t bazlı enteral ürün terc�h ed�ld� ve döküntüler�n ger�led�ğ� gözlend�. Kron�k �shal etyo-
loj�s�ne yönel�k yapılan tetk�klerde Çölyak seroloj�s� poz�t�f saptandı. Duodenumdan alınan b�yops�n�n h�stopatoloj�k �ncelemes� "Çölyak
Hastalığı, Marsh T�p 3b" �le uyumlu bulundu. Çölyak hastalığı, c�dd� elektrol�t denges�zl�ğ�, koagülopat�s� ve ağır malnütr�syon bulguları ne-
den�yle olguda Çölyak kr�z� olab�leceğ� düşünüldü. Glutens�z d�yet başlandı. Glutens�z d�yet ve süt ürünler� el�m�nasyonu sonrasında olgu-
nun �shal düzeld�, k�lo alımı gerçekleşt�. Çölyak kr�z�, önceden ÇH tanısı olmayan hastalarda tanısal zorluk oluşturmaktad�r. Özell�kle kro-
n�k �shal� olan ve h�ponatrem�, h�pokalem�, h�poalbüm�nem�, metabol�k as�doz tablosunda gelen hastalarda, Çölyak hastalığına a�t morta-
l�tes� yüksek b�r kompl�kasyon olan akut Çölyak kr�z� düşünülmel�d�r.

Keywords: Az�gos ven�, doğumsal anomal�ler, çocuk

INTRODUCTION

CASE REPORT

Cel�ac d�sease �s an auto�mmune, chron�c d�sease
that occurs a�er gluten �ngest�on, a�ects the small �n-
test�ne �n genet�cally pred�sposed �nd�v�duals, and can
lead to mult�-organ �nvolvement (1). It �s an entero-
pathy character�zed by the d�vers�ty of cl�n�cal man�fes-
tat�ons, the presence of d�sease-spec�f�c ant�bod�es and

“Human leucocyte ant�gen” (HLA)-DQ2/HLA-DQ8 hap-
lotypes (2). Malabsorpt�on occurs as a result of damage
to the v�ll�. The d�sease may occur at any t�me of l�fe
w�th d��erent cl�n�cal man�festat�ons. Cel�ac cr�s�s,
wh�ch �s a fatal compl�cat�on very rarely, can be encoun-
tered (3,4).

An e�ghteen-month-old g�rl was adm�tted w�th re-
current d�arrheal attacks, �nab�l�ty to ga�n we�ght, we-
akness and fever. When we look at the h�story of the pa-
t�ent who had her f�rst d�arrhea attack at the age of ten
months, �t was determ�ned that she was born 3000 g
(10-25p) �n the hosp�tal by normal spontaneous vag�nal
del�very at term. It was learned that complementary fe-
ed�ng was started when she was f�ve months old, and
she had a Rotav�rus �nfect�on and �ntussuscept�on when
she was one year old. In the last hosp�tal�zat�on, hypo-
kalem�a, hypocalcem�a, hypoalbum�nem�a, coagulo-
pathy, and res�stant metabol�c ac�dos�s were found �n
the exam�nat�ons, d�arrhea d�d not regress, and the pa-
t�ent was followed up �n the �ntens�ve care un�t because
of h�s general cond�t�on d�sorder. Endoscop�c exam�na-
t�on was performed for the et�ology of chron�c d�arrhea,
duodenal mucosa was normal; It was learned that the
colon lumen was s�gn�f�cantly d�lated and the colon�c
mucosa was evaluated as normal. It was learned that
the t�ssue transglutam�nase IgG and IgA was negat�ve
and 16.3 U/mL, respect�vely, duodenal h�stopathology
was cons�stent w�th “Gluten Sens�t�ve Enteropathy Type
3b”, and so gluten-free d�et was appl�ed and no respon-
se was obta�ned. It was learned that the pat�ent who
developed abdom�nal d�stens�on and d�lated �ntest�nal
loops on abdom�nal X-ray was evaluated for H�rshp-
rung's d�sease and Neuro�ntest�nal dysplas�a, gangl�on
cells were pos�t�ve �n full-th�ckness rectal b�opsy, d�ag-
nost�c laparotomy was performed �n terms of congen�-
tal �ntest�nal anomal�es, and no patholog�cal f�nd�ngs
were found. The pat�ent whose d�arrhea d�d not regress
and whose compla�nts were fever, restlessness, and ge-
neral cond�t�on d�sorder was referred to our center.

On phys�cal exam�nat�on, she was consc�ous, weak
and weak. The pat�ent's body temperature was 38 C,
and she was sept�c; we�ght: 7500 g (<3p, -2.8 SDS), he-
�ght: 75 cm (<3p, -2 SDS), head c�rcumference: 43.5 cm
(<3p, -2.8 SDS), we�ght for he�ght: 79%. On exam�nat�-
on, she looked pale, her abdomen was d�stended, de-
fense and rebound were negat�ve, and f�nd�ngs cons�s-
tent w�th m�n�mal asc�tes. There was no organomegaly,
a laparotomy scar was observed �n the r�ght and le�
m�ddle quadrants, there were rashes compat�ble w�th
eczema on both arms, muscle atrophy was noted �n the
extrem�t�es.

Anem�a, thrombocytopen�a, hypocalcem�a, hypo-
kalem�a, hypomagnesem�a, h�gh acute phase reactants,
d�rect b�l�rub�nem�a and coagulat�on d�sorder were fo-
und �n the exam�nat�ons (Table 1). Seps�s and D�ssem�-
nated Intravascular Coagulat�on were cons�dered due
to thrombocytopen�a, INR length, D-d�mer �ncrease and
low f�br�nogen. Fresh Frozen Plasma was g�ven and v�-
tam�n K was made. When the electrolyte d�sorder was
corrected, total parenteral nutr�t�on was started. Ente-
ral nutr�t�on was started on the 4th day when the gene-
ral cond�t�on of the pat�ent stab�l�zed. Am�no ac�d-ba-
sed enteral product was preferred �n the nutr�t�on of the
case, wh�ch had �tchy rashes on her body because of
the h�story of rash a�er �ntake of da�ry products. H�s
d�et was adjusted accord�ng to the da�ly stool amount.
Enteral nutr�t�on was gradually �ncreased, wh�le paren-
teral nutr�t�on was decreased and d�scont�nued.

Cel�ac serology was pos�t�ve �n the tests sent for
the et�ology of chron�c d�arrhea (Table 2). The pat�ent
was thought to have Cel�ac cr�s�s due to Cel�ac d�sease,
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severe electrolyte �mbalance, coagulopathy and severe
malnutr�t�on f�nd�ngs. A gluten-free d�et was arranged,
and table foods were started. Assoc�ated endocr�nopat-
h�es were �nvest�gated and the endocr�ne department
was consulted w�th thyro�d hormone values. Subcl�n�-
cal hypothyro�d�sm was cons�dered, and levothyrox�ne
treatment was started. IgG and IgM values were low for
h�s age, IgA was normal, and he was consulted w�th the
ped�atr�c �mmunology department. It was thought that
the pat�ent's humoral and cellular �mmun�ty was a�ec-
ted due to malnutr�t�on, and follow-up was recommen-
ded. Chron�c d�arrhea gene panel and �mmunodef�c�-
ency genet�c panel were sent and the results were nor-
mal. HLA t�ssue typ�ng tests were requested. HLA
DQB1*02, HOMOZYGOT++ resulted.

It was preferred not to perform an upper gastro�n-
test�nal system endoscopy �mmed�ately �n the pat�ent
who had s�gn�f�cant malnutr�t�on and whose cl�n�cal
cond�t�on took t�me to stab�l�ze. B�opsy mater�als taken
dur�ng the endoscopy and colonoscopy performed two
months ago were re-evaluated. The f�nd�ngs observed
�n duodenal b�opsy were compat�ble w�th "Marsh Type
3b accord�ng to Cel�ac D�sease, Mod�f�ed Marsh class�f�-
cat�on." D�arrhea �mproved and we�ght ga�n occurred �n
the pat�ent who was fed a gluten-free d�et. The case
was d�scharged on the 16th day of hosp�tal�zat�on.

DISCUSSION
The term "Cel�ac cr�s�s" was f�rst �ntroduced �n the

l�terature �n 1953, when Anderson and d� Sant'Agnese
reported 35 cases of ch�ldren w�th recurrent d�arrhea
w�th a 9% mortal�ty rate (5). Cel�ac cr�s�s �s an urgent,
severe and l�fe-threaten�ng compl�cat�on that �s chal-
leng�ng to d�agnose. Although �t �s most commonly
seen �n early ch�ldhood, as �n our case, �t can also occur
�n adults and older age groups (6). Cl�n�cally, pat�ents
exper�ence severe d�arrhea, dehydrat�on, metabol�c d�-
sorders, hypokalem�a, hypomagnesem�a, hypocalce-
m�a, and hypoprote�nem�a. Factors such as severe mal-
nutr�t�on, �nfect�on, hypoprote�nem�a, �ntest�nal bacte-
r�al overgrowth, decreased �ntest�nal mot�l�ty due to an-
t�chol�nerg�c drugs, operat�ons, and pregnancy �ncrease
the �nc�dence of cel�ac cr�s�s (5, 7). Radlov�c et al. �n the-
�r study, �n wh�ch they descr�bed s�x cases d�agnosed
w�th cel�ac cr�s�s, they reported that the�r pat�ents were
accompan�ed by rotav�rus gastroenter�t�s, Salmonella
enter�t�s, and severe malnutr�t�on (6). Our case had ro-
tav�rus �nfect�on, �ntussuscept�on and severe
malnutr�t�on.

The relat�onsh�p between food allergy and other
allerg�c d�seases and cel�ac d�sease (CD) has not been
clar�f�ed yet (8,9). Although there are confl�ct�ng results
on the relat�onsh�p between allerg�c d�seases and CD,
recent stud�es have shown that cel�ac pat�ents have h�g-
her allerg�c symptoms compared to the general popula-
t�on (9); CD was more common �n �nd�v�duals w�th ato-
p�c d�sease, and atop�c d�seases were more common �n
�nd�v�duals w�th CD. S�m�larly, asthma and CD have also
been shown to be related (8). P�lon et al. showed that
ch�ldren w�th severe food allerg�es (da�ry, egg, and whe-
at allergy) have a f�ve t�mes greater r�sk of CD compared
to controls (9). Our case had cl�n�cal f�nd�ngs of food al-
lergy and responded well to the am�no ac�d-based
formula.

It �s hypothes�zed that �mpa�red �ntest�nal mucosal
permeab�l�ty may cause �ncreased e�lux of d�etary ant�-
gens from the �ntest�nal mucosa by st�mulat�ng food-
�nduced hypersens�t�v�ty �n cel�ac pat�ents. In fact, the
reverse may also be true, as the �mpa�red �ntest�nal per-
meab�l�ty observed �n some allerg�c pat�ents may break
tolerance to gluten, promot�ng CD �n genet�cally pred�s-
posed �nd�v�duals. Allergy and CD may share a s�m�lar
genet�c background (9). However, the pathogenes�s of
the two d�seases �s qu�te d��erent, and there �s no ap-
parent common pathway (8).

Table 1. Hemogram, b�ochem�stry and coagulat�on
values

WBC: 11 700 /mm3 Procals�ton�n: 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: 2.3 mg/dL

Creat�n�n: 0.5 mg/dL Mg: 1.4 mg/dL

Ur�c ac�d: 1.1 mg/dL INR:3.5

ALT: 25 U/L PT: 22.1 sn

AST: 91 U/L APTT: 41.3

T.B�l :2 mg/dL F�br�nogen: 88.4 mg/dL

D.b�l: 1,1 mg/dL D-d�mer: 1410
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Table 2. Laboratory results to d�sclose chron�c d�arrhea
et�ology

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

IgA: 1.05 g/L fT3: 3.92 ng/L (4.3- 6.8)

IgM:0.37 g/L TSH: 7.3 mIU/L (0.3-5.6)

IgG:4.01 g/L Ant� TPO: 5.1 IU/mL

Nutr�t�on panel 1 ve 2: < 0.1 (class
0)

Ant� T�roglobul�n: <0.9
IU/mL

EBV DNA: negat�ve Cort�sol: 9.83 mcg/dL

CMV DNA: negat�ve Stool culture: negat�ve

V�ral serology tests: negat�ve Stool ph: 6

Brucella agglut�nat�on test:
negat�ve

Stool reductant mater�al:
negat�ve

T�ssue transglutam�nase IgG: 5
RU/mL

Steatorrhea: negat�ve

T�ssue transglutam�nase IgA:23
RU/mL

Z�nc: 40 mcg/dL

Ant�-Endomys�um IgG: negat�ve  

Ant�-Endomys�um IgA: 1/20  

Ant�-deam�dated gl�ad�n pept�de
IgG :1/100

 

Ant�-deam�dated gl�ad�n pept�de
IgA: 1/100

 

W�th the �ncrease �n awareness of cel�ac cr�s�s, the
�nc�dence of compl�cat�ons �s gradually decreas�ng
thanks to rap�d d�agnos�s and treatment. In the l�teratu-
re, there are stud�es suggest�ng that support�ve treat-
ment and a gluten-free d�et may not respond �n severe
cases, and system�c stero�d treatment should be g�ven
to pat�ents. C�acc� et al. showed that us�ng budeson�de
�mproved both h�stology and absorpt�on parameters �n
CD, poss�bly by restor�ng brush border ep�thel�al enzy-
mes and reduc�ng mucosal �nflammat�on (10). A short
course of predn�sone or budeson�de may be cons�dered
when standard therapy does not produce rap�d �mpro-
vement. However, the use of cort�costero�ds may exa-
cerbate electrolyte d�sturbances when they contr�bute
to the deplet�on of potass�um, magnes�um, and phosp-
hate. The only ev�dence-based �ntervent�on �n a cel�ac
cr�s�s �s a gluten-free d�et; however, the use of add�t�-
onal �ntervent�ons such as cort�costero�ds and parente-

ral nutr�t�on has been reported �n the l�terature (5). In
our pat�ent, treatment was arranged for accompany�ng
seps�s, DIC, food allergy; TPN support was g�ven, and
recovery was observed w�th a gluten-free d�et, and ste-
ro�d treatment was not requ�red.

Cel�ac cr�s�s �s a d�agnost�c challenge �n pat�ents
w�thout a prev�ous d�agnos�s of CD. Acute Cel�ac cr�s�s,
wh�ch �s a compl�cat�on of Cel�ac D�sease w�th a h�gh
mortal�ty, should also be cons�dered, espec�ally �n pat�-
ents w�th chron�c d�arrhea who present w�th hyponat-
rem�a, hypokalem�a, hypoalbum�nem�a, metabol�c ac�-
dos�s, and �n th�s respect, �nvest�gat�ons and treatment
should be arranged qu�ckly. The parents of the pat�ent
consent was obta�ned for th�s case study.
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