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Introduction 

Omphalocele is one of the congenital abdominal wall defects and 

specifically refers to an umbilical ring defect in which the abdominal 

organs protrude in front of the abdominal wall in a thin sac or 

membrane. Such an abdominal wall defect develops around the third 

week of pregnancy due to the failure of adhesion between the 

embryonic lateral abdominal wall components. The condition occurs 

in 1 in 5,000 children, with boys more commonly affected than girls 

[1,2,3,9].Overall, it is a rare disease whose therapy requires the 

experience of proven specialists [1-9,13-17]. For this purpose, pediatric 

surgeons are available to assist children and their parents from the 

time of diagnosis in the womb through direct care in the delivery 

room and, if necessary, further surgery to follow-up treatment. 

Through close and direct contact with the individual physicians, one can achieve an optimal and most 

comfortable care situation for the child. During embryonic development, part of the intestine emerges 

from the abdominal cavity of the embryo into the amniotic cavity to turn around. As the pregnancy 

progresses, the intestine return to the abdomen of the child and the abdominal wall closes. If the 

abdominal wall does not close or closes incompletely, an abdominal wall defect results and parts of the 

abdominal organs (mostly the intestine) are located further outside the abdominal cavity. In some cases 

the intestine is covered by a membrane of the umbilicus. 

 

Definition of Exomphalos 

(omphalocele)  

Exomphalos is a midline defect with herniation 

of abdominal contents into the base of the 

umbilical cord, confined by an amnioperitoneal 

membrane. In a large exomphalos, liver as well 

as intestine may be present in the sac. There is 

a high incidence of chromosomal abnormalities 

like Trisomy 18 and 13, and the finding of an 

exomphalos is an indication for fetal 

karyotyping. Overall, in two-thirds of cases 

(particularly those with aneuploidy) there are 

other structural anomalies, often multiple and 

frequently congenital heart disease and it is a 

feature of a number of recognisable conditions. 

All these conditions are rare but somecan 

present with features that may be detected on 

ultrasound, and some have a high recurrence 

risk for subsequent pregnancies.  
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There is a list of 7 different midline abdominal 

defects: 

a) Bladder Exstrophy 

b) Body-Stalk Anomaly  

c) Cloacal Exstrophy 

d) Ectopia Cordis 

e) Gastroschisis 

f) Omphalocele 

g) Pentalogy of Cantrell 

 

Course, Therapy and Follow-up in cases 

of Omphalozele 

The children who are known to have an 

abdominal wall defect are usually born via 

cesarean section. While still in the delivery 

room, the exposed abdominal organs are 

wrapped sterilely and warmly. Surgical 

treatment is usually performed on the same 

day. The type of care depends on the size of the 

abdominal wall defect and the volume of the 

exposed abdominal organs. If it is a small defect 

with only a small amount of intestine 

protruding, the intestine can be moved back 

into the abdomen and the abdominal wall can 

be reconstructed. However, if there is a larger 

defect with large portions of the abdominal 

organs outside the abdominal cavity, primary 

closure of the abdominal wall is usually not 

successful. In these cases, either a so-called silo 

bag is inserted as a temporary abdominal wall 

closure or a plastic membrane is sewn in 

(Schuster plastic). Within a few days, the 

abdominal wall will have expanded so that the 

abdomen can be closed. In many cases, 

children can drink normally after the 

abdominal wall is closed. In some cases, 

however, additional intestinal malformations 

are present that need to be corrected (intestinal 

atresia). Rarely, the length of the intestine is 

also restricted, so that some of the children 

require special food or even have to be supplied 

with nutrients via the vein. Treatment is 

provided by an interdisciplinary team of 

prenatal diagnosticians, gynecologists & 

obstetricians, anesthesiologists, neonatologists 

and pediatric surgeons. If there is an intact 

hernia sac in the umbilical cord area without 

signs of perforation or infection, elective care 

can be performed. For this purpose, the hernia 

sac is protected by moist cloths and "silo" 

packs. After clarification of other 

malformations, surgical treatment is 

performed. The course depends on the size of 

the omphalocele and the accompanying 

malformations. Food buildup is often difficult 

and several surgeries may be required until 

complete abdominal closure is achieved. The 

prognosis depends on the other malformations 

and not on the omphalocele or necessary 

number of operations until abdominal wall 

closure. 

Figure 1: Large omphalozele of a 3-years-old 

boy 

 
 

Discussion 

The incidence of omphalocele is 1:4000 - 1:5000 

births [13-15,19]. The omphalocele is not 

hereditary and usually does not result in a 

higher risk for further children of the same 

mother. Ultimately, the cause (etiology) of 

omphalocele is currently still unclear [1-11,12-

14]. In about four out of ten children with an 

omphalocele, other malformations are present, 

e.g. in the area of the heart, kidneys, liver and 

intestines [1-19]. Omphaloceles are found with 

above-average frequency in children with 
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Cantrell syndrome, Pätau syndrome (trisomy 

13), Edwards syndrome (trisomy 18), Fraser 

syndrome, trisomy 16 and triploidy. 

Furthermore, they occur in Shprintzen 

syndrome type I and Beckwith-Wiedemann 

syndrome [8-12]. 

The course depends on the size of the 

omphalocele and any accompanying 

malformations. In infants, the build-up of food 

is sometimes difficult, so that food must be fed 

by tube for a certain period of time, possibly 

even in infancy. In the case of larger 

omphaloceles, several operations are often 

necessary until the abdominal wall is 

completely closed. 

Due to the further development of sonographic 

examinations for early diagnosis, as well as 

improved possibilities for surgical treatment 

and parenteral nutrition, the prognosis for 

omphaloceles has improved significantly. A 

2009 Dutch study summarizes: After intensive 

medical management early in life, long-term 

outcomes are similar for both patients with 

smaller and larger findings for omphalocele, 

except for cosmetic considerations, which are 

more severe for large omphaloceles. However, 

this did not affect the quality of life in either 

group, which compares favorably with that of 

healthy young adults. Taking into account this 

positive outlook, expectant parents with an 

omphalocele prenatally detected in the child, as 

well as parents of newborns with it, should be 

informed that the high burden of (surgical) 

therapy to which the child must necessarily be 

subjected is very likely to result in a good state 

of health in the long term, especially if no other 

anomalies are present. The quality of life of 

patients with omphalocele is not significantly 

different from the population average, 

according to other studies as well [1-19]. There 

is no shortened life expectancy or higher 

prevalence of disease, nor have any differences 

been found in terms of educational attainment. 

Pregnancy is possible for female patients. 
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