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Ompholocele in Adult Female: A Rare Case Report and a Review
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Abstract

Ompholocele is defined as congenital abdominal wall defect with herniated abdominal viscera due to weakness in ab-
dominal wall. The incidence of ompholocele is more common in males compared to females. The survival rate depends on
severity of complication. During routine dissection of formalin fixed female cadaver in Department of Anatomy, SDUMC, ob-
served a mass in right, lower quadrant of lumbar region with mesentery, blood vessels bulged out through right side open-
ing. The liver, cecum and appendix were in midline but not in anatomical positions in cadaver. This condition was named as
isolated ompholocele. Isolated Ompholocele in female cadaver is a rare case report.
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Introduction

Ompholocele is also named as exomphalos. Ompholocele is
defined as anterior abdominal wall defect with herniated
viscera along with peritoneum. If it is in fetal life Wharton’s
jelly, amnion will also involve in the covering. ! In complicat-
ed cases like chromosomal aberrations, multiple organs rota-
tion failure then survival itself is difficult. Only in isolated
ompholoceles life span can expect till 90%. 2 The incidence of
ompholocele around the world ranged from 1 in every 5000
fetuses in births, 1-3 in 10000 live births. 3 The occurrence of
ompholocele is more common in males compared to females
by 5:1 ratio. 4

Classification of ompholocele: Firstly the anterior abdominal
wall defects were classified as:

Based on location of defect and umbilical cord insertion:

® Epigastric - not reaching below the umbilicus -cranial

® Hypogastric - not reaching above the umbilicus- central,
caudal

® Periumbilical- Near and around the umbilicus-complex 5

Based on the size:

® <4 cms considered as small

® >4 cms considered as giant ompholocele.

Giant ompholocele includes majority with liver defective and

cardiac anomalies. ¢7. Small size were complicated with gut

malformations. 7
Based on the associated anomalies:

® Isolated type

® Non-isolated type

Infants with isolated omphalocele may have minor intestinal
problems usually recover from that and lead a completely
normal life. 8 The frequency of isolated ompholocele is 1 in
5000 live births. 4

Case History:

During routine dissection of formalin fixed female cadaver of
aged 80 years in Department of Anatomy, SDUMC, there was
a mass present in right, lower quadrant of lumbar region. On
further dissection of the anterior abdominal wall we found
the abdominal contents (small intestines) bulged out along
with mesentery through an opening on the right side. This
opening is oval in shape with following measurements: Verti-
cally, horizontally and obliquely was 3X4X4cms in figure
1.The opening is not strangulated as the intestinal contents
were flexible through opening. The opening is covered by
skin and deficient by abdominal wall muscles. The location of
viscera was as follows:

Liver: shows incomplete rotation in figure 2.Spleen, stom-
ach, pancreas were in normal position.

Intestines - small and large intestines, small intestine were
protruded outside along with mesentery and mesenteric
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vessels. Whereas large intestine remaining portion was nor-
mal except for the caecum and appendix were in midline
instead of in right iliac fossa. So this is due to midgut rota-
tion failure.

Kidneys: The left kidney was larger than normal size with
irregular shape. The ascent of the left kidney was incomplete
and right side kidney was completely absent in figure 3. Ure-
ter: The left Ureter is normal in its course and right side ureter
abruptly ended in lateral pelvic wall in figure 4.
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Fig.1: Measurements of opening

Vertically, Horizontally and Obliquely: 3X4X4cms

Fig.2: Incomplete Rotation of liver

Liver with i
Gall Bladder

plete rotation lobes are not divided

Fig.3: Left Kidney with incomplete ascent

Left kidney was larger than normal size with irregular shape and
incomplete ascent.

Fig. 4 : Right side Ureter incomplete

Right side ureter abruptly ended in lateral pelvic wall

Discussion

Ompholocele derived from Greek word meaning
'outside the navel'. 1 Poddar et al, in his study mentioned
that in females ompholocele occurrence is rare. 11 The surviv-
al rate is close to 80%, and is related to severity of the associ-
ated anomalies. In 50%-70% of cases ompholocele is associ-
ated with anomalies.! In isolated omphalocele have survival
rate of 90%. 2 According to Chen and Hwang et al,, omphalo-
celes are accompanied with chromosomal aberrations, abnor-
malities and other birth defects. 1213 The exact etiology of
ompholocele is still imprecise. In 6t week, due to improper
development there was disorder in organogenesis so the gut
contents fail to rotate and return to the abdominal wall cavi-
ty. 9 The other fact is that the midline anterior abdominal wall
develops from four ectomesodermal derived folds which fuse
at 3 to 4th weeks of embryonic development. If this ab-
dominal wall formation fails to fuse results in ompholocele.1*
Due to absence of midline anterior abdominal wall the ab-
dominal contents will herniate. 1> The abdominal contents
like intestines with or without peritoneum will herniate and
other organs like liver fails to rotate and it is the indication
for large abdominal wall defects.12 In this present case, it is
giant, isolated omphalocele in adult female cadaver of 80
years with right side kidney & ureter agenesis, with incom-
plete midgut rotation is a rare case report.

Liang et al,, in his study mentioned that prenatal di-
agnosis help us to some extent to reduce fetal morbidity and
mortality rate. 4 Brantberg et al., in his study mentioned that
omphalocele fetus with liver protruding, are not evident by
karyotypes. 5 Different studies piloted by different authors on
ompholocele has been tabulated in table 1. According to Das
that isolated ompholocele, will survive and can lead normal
life. 8 By Lamquami and Mack et al., in his study mentioned
about that in gaint ompholocele involves liver in herniation.
616 Rattan et al,, commented on size of ompholocele, as it as-
sists clinician.” Present case study matches with the study
piloted by following authors Brantberg, Das, Lamquami,
Mack, Poddar, Rattan et al., 58616117
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Table 1: Representing different study opinions on ompholocele

S.No Study Details Opinions on ompholocele
1 Rattan 2018 Small sized ompholocele (< 5cms) related with gut malformations, and
Original Article, Haryana, India.l”! | larger sizes (>5cms) related with cardiac disease.
2 Watanabe 2017, Original Article, Failure of the 4 mesodermal-derived folds is one of the reason.
Japan.[14l
3 Mack 2016, Review, Switzerland. Giant ompholocele herniated with intestinal organs, including liver and
(16] other associated congenital anomalies.
4 Das 2015, Case Report, Chennai, Isolated ompholocele have slight Gastro intestinal problems and leads
India.8 completely normal life. Giant ompholocele is relatively uncommon
5 Gupta 2015, Case Report, Ranchi, Ompholocele are related with chromosomal abnormalities with trisomy
India.[15] 18.
6 Lamquami 2015, Slighter defects (< 4 cm) are associated with gastrointestinal defects,
Case Report, Morocco.![¢! whereas bigger defects are more related with cardiac deformity. Gaint
Ompholocele liver is confined in this deformity.
7 Pakhale 2015, Case Report, Maha- | Associated with anomalies and become worse with genetic abnormalities.
rastra, India. [
8 Shamima 2015, Consistent intake of Folic acid decreases the prevalence. Preconceptional
Case Report, Bangladesh [3] therapy.
9 Sankalecha 2014, Ompholocele inv50% related with major or minor malformation. The most
Case Report, Nashik, India.[10] common is cardiac anomalies. Pre-conceptional multivitamin use is associ-
ated with 60% reduction in risk of non syndromic ompholocele.
10 Present Study, 2019 ,Kolar, India The findings of the study is similar with Brantberg, Das, Lamquami, Mack,
Poddar, Rattan. Occurrence in females is rare and survival chances are
less. As it is isolated ompholocele survival rate was there with1 kidney &1
ureter.
Conclusion cele: 15@Years Experience from a Single Center in Develop-

Prenatal diagnosis and genetic counselling for couples may

ing Country. ] Clin Neonatol. 2018;7: 125-129.

reduce fetal morbidity and mortality. Using of folic acid at 8- Das S, Ahamed A, Swain SK, Gopakumar CV , Venka-
recommended dosages at preconception can reduce the inci- tasubramanian R, Muralidharan M . Giant Omphalocele in
dence rate. Adult - A Rare Presentation. Surg Chron. 2015; 20(4): 166-
168.
Reference: 9. Pakhale SV, Dakhane PS. A Rare Anterior Abdominal Wall
1 Kayastila P Paudel S Ghimire R K Ansari MA. Gas- Defect: Omphalocele - A Case Report. JKIMSU. 2015; 4
' ) ! i ’ PN (1).172-176.
t[trl(;sleilg and Omphalocele: A Case report. NJR.2012;2 10. Sankalecha S, Koshire A, Anand M and Gondse B. Omphalo-
5 Zaﬁouani. T, Mendez M D. Omphalocele. StatPearls cele: a Case Report. MVP Journal of Medical Sciences.2014;1
' : —_— ' e (1): 42-43.
gl(r)liegrnet]. Treasure Island (FL): StatPearls Publishing; 11. Poddar R, HartleyL. Exomphalos and gastroschisis. Continu-
3 Shami.ma MN, Hossain MA, Jesmin S, JahanN,Tasnim N ing Education in Anaesthesia Critical Care & Pain.2009; 9
' o O ’ ’ ) (2): 48-51.
ggsggghgﬁggd Omphalocele: A Case report TAJ. 2015; 12. Chen Cp. Chromosomal Abnormalities Associated With Om-
4 Lia-n YL. Kan .L Tsai PY Chene YC. Ko HC. Chane CH phalocele. Taiwanese ] Obstet Gynecol. 2007; 46(1):1-8.
' Char?g FI,VI Prg(;na{tal diagr’losis ng fet’al omp’haloceige b3; 13. Hwang P, Kousseff BG . Omphalocele and gastroschisis: An
ultrasound: A comparison of two centuries. Taiwan ] Ob- 18-year review stud.y. Genet Med . 2.004;6(4):232_236'
stet Gynecol. 2013;52(2):258-263. doi: 101016/ 14. Watanabe S, Suzuki T, Hara F, Yasui T, Naoko Uga, Naoe A.
o 20}13 04 618 ’ ' ' ' ' Omphalocele and Gastroschisis in Newborns: Over 16 Years
5 ]]éllargllcberg.A }.31aaé HGK, Haugen SE , Eik-Nes S. H. Char- of Experience from a Single Clinic. Journal of Neonatal Sur-
acteristics and outcome of 90 cases of fetal omphalocele. sery. 2017.; 6:2.7' . . h
Ultrasound Obstet Gynecol. 2005; 26: 527-537 15. Gupta U, Tiwari P, Kumari R, Kumari A. A report on ompha-
6. Lamquami S, Mamouni N ].Errarh’ayS. BOUChik}:li C Bana- locele and associated congenital deformity with intrauter-
ni A. Antenatal diagnosis of isolated omphalocele. Pan 12n0e15('15e'agt2i3é\leed for early diagnosis. Int ] Stud Res.
African Medical Journal. 2015; 21:233. 16. Mack A], Rogdo B. Giant omphalocele: current perspectives.
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