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A Case of Superior Sided Gastroschisis

Superior Yerlesimli Bir Gastrosizis Olgusu

ABSTRACT Gastroschisis is a full-thickness congenital defect in the abdominal wall characterized
by protruding abdominal organs without an overlying sac occurs in about 1 in 5-10,000 live births.
An increase in incidence has been reported worldwide over recent years. The etiology of the de-
fect is unknown. It nearly always located to the right of the umbilicus; left-sided gastroschisis is ex-
tremely rare. Herein, we present an unusual case of gastroschisis in which the defect was on the
superior side of the umbilical cord. Although gastroschisis generally is considered a fetal anomaly
that can be completely cured postnatally, the fetal health course was troublesome in our case. Defin-
ing and reporting these extraordinary cases is essential to further expand our understanding of these
pathologies and their potential associations.
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OZET Gastrosizis, abdominal organlarin, abdominal duvarin tiim katlarimi iceren konjenital bir de-
fektten, tizerlerini 6rten bir kese olmaksizin batin digina protriizyonuyla karakterizedir. 5-10.000
canli dogumdan 1'inde goriiliir. Son yillarda diinya genelinde gastrosizisin goriilme sikliginda bir
artis bildirilmistir. Defektin etiyolojisi hala net olarak bilinmemektedir. Defekt hemen daima um-
bilikusun sag tarafinda yer alirken, defektin solda olmasi oldukc¢a nadirdir. Burada, daha 6nce lite-
ratiirde bildirilmemis, umbilikal kordun tistiinde yerlesmis bir defektten kaynaklanan siradis: bir
gastrosizis olgusu sunulmaktadir. Gastrosizis genellikle postnatal dsnemde tamamen tedavi edi-
lebilen bir fetal anomali olarak bildirilse de, bizim olgumuzda fetal prognoz oldukca kotii sey-
retti. Olagandis1 olgularin tanimlanmasi ve raporlanmasi, bu patolojileri ve potansiyel baglantilarini
anlamamiz agisindan oldukga onemlidir.

Anahtar Kelimeler: Prenatal tani; karin duvar; gastrosizis
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astroschisis (Greek for “belly cleft”) is a full-thickness defect in the

abdominal wall characterized by protruding abdominal organs

without an overlying sac.! The reported incidence of gastroschisis is
1in 5-10 000 live births and it is associated with young maternal age, smok-
ing and exposure to certain drugs (such as methamphetamines and salicy-
lates).2?

Gastroschisisis nearly always located to the right of the umbilicus; left-
sided gastroschisis is extremely rare and is associated with a higher inci-
dence of extraintestinal anomalies.* Only one case of inferior gastroschisis
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has been reported in the literature, and superior
gastroschisis has never been reported.” Herein, we
present a case of gastroschisis in which the defect
was on the superior side of the umbilical cord.

CASE REPORT

A 22-year-old primigravida was referred to our
perinatology clinic at 18 weeks of gestation due to
abnormally high maternal alpha fetoprotein AFP
levels in triple tests. A detailed ultrasound scan re-
vealed an echogenic mass protruding from the an-
terior abdominal wall, which was diagnosed as
gastroschisis. No other anomalies were detected on
the ultrasound scan.
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FIGURE 1: Massive intraabdominal bowel dilatation in the case of gas-

trochsisis at 321" weeks’ gestation. White arrow: free-floating loops of intes-
tine in the amniotic fluid.

Serial ultrasound examinations performed at
21, 26, and 30 weeks of gestation only showed free
loops of collapsed bowel and minimal hydramnios.
At 32 weeks of gestation, dilated intra-abdominal
bowels that had not been seen on any previous scan
were visualized on ultrasound (Figure 1); the trans-
verse diameter of the bowel was measured at 27
mm. Interestingly, we noted that the bowel dilata-
tion disappeared the following week but reap-
peared at 34 weeks, only to disappear again at 35
weeks.

The baby was delivered by caesarean section
for fetal distress at 38 weeks of gestation, weighing
2850 grams and with APGAR scores of 7 and 9.

The eviscerated bowel loops were not covered
by membrane (Figure 2A and B). Surgery was per-
formed the same day; the findings were an abdom-
inal wall defect superior to the umbilicus and
intestinal (ileal and jejunal) atresias. Primary clo-
sure of the defect and three ileostomies were per-
formed after resection of 18 cm of bowel.

Necrotizing enterocolitis, short bowel syn-
drome, intestinal failure, and sepsis complicated
the infant’s postoperative course, and he died of se-
vere sepsis on his 187th day life after an intestinal
transplantation.

Informed consent was obtained from the pa-
tient for publication of this case report and any ac-
companying images.

FIGURE 2: Superior sided gastroschisis at birth.
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I DISCUSSION

To the best of our knowledge, this is the first case
of superior-sided gastroschisis reported in the lite-
rature.

The most of gastroschisis cases are diagnosed
prenatally due to using of routine maternal serum
screening tests and fetal ultrasonography. As sec-
ond trimester maternal serum-alpha-fetoprotein
(MSAFP) screening has become incorporated into
antenatal care, more cases of gastroschisis are being
detected in utero.® Cauliflower-like intestinal loops
floating freely in the amniotic fluid is the charac-
teristic ultrasonographic finding of gastroschisis.
Evisceration of the other abdominal organs is seen
rarely."?

While the exact etiopathogenesis of gas-
troschisis is still uncertain, it has been argued that
a vascular compromise within the embryonic pe-
riod may be responsible for the development of the
abdominal wall defect.”

Inadequate obliteration of the right umbilical
vein or of the right omphalomesenteric artery
could lead to either weakness or necrosis of the
forming abdominal wall.®? It is very interesting to
note that left-sided cases are frequently associated
with extra-digestive anomalies.'?

The differential diagnosis of gastroschisis
should include omphalocele, ruptured omphalo-
cele, hernia of chord and limb-body wall complex.
Unlike omphalocele, gastroschisis is not associated
with chromosomal abnormalities. If additional ab-
normalities are detected sonographically, kary-
otype analyzing should be recommended.®

It is well known that fetuses with gas-
troschisis are at increased risk of intrauterine
fetal death at third trimester, fetal growth retar-
dation and preterm labour.®!

There is currently no consensus as to the opti-
mal timing of delivery, nor is there particularly
strong evidence to support early elective delivery.
It has not been demonstrated neonatal benefit from
elective delivery before 38 weeks of gestation. The
timing of delivery should be discussed with parents
whose fetuses are diagnosed with gastroschisis.'?
The optimal mode of delivery for fetuses with gas-
troschisis is also controversial.'®

Gastroschisis is associated with additional
bowel malformations that may lead to considerable
morbidity. It is subdivided as simple if isolated or
complex if with any coexisting intestinal anomalies
at birth such as intestinal atresia, stenosis, perfora-
tion, necrosis or volvulus.'

Although the survival prognosis for newborns
with gastroschisis is good, the rates of intrauterine
fetal death and morbidity due to gastrointestinal
complications are quite high. Prognoses for infants
with gastroschisis are determined primarily by the
condition and length of the gut at birth, which are
difficult to assess antenatally.

The presence of thickened bowel wall (>3
mm), and intra- or extra abdominal bowel dilata-
tion (intra-lumen diameter from inner wall to
inner wall >6 mm) on prenatal ultrasound has been
suggested as a predictor of poor postnatal out-

come.!>18

In our case, although we did not find any
extra-intestinal anomalies, the fetal health course
was troublesome, and we do not know if it was due
to the associated intestinal atresia or the localiza-
tion of the defect.

Defining and reporting these extraordinary
cases is essential to further expand our under-
standing of these pathologies and their potential as-
sociations.
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