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Case Report

Umbilical cord cyst: a diagnostic dilemma
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ABSTRACT

Umbilical cord cyst refers to any cystic lesion associated with the umbilical cord. Cord cysts can be defined as true or
false cysts and may occur in any location along the cord. They are irregular in shape and are located between the cord
vessels. Authors are reporting the case of an infant with an umbilical cord tumor which had twice been misdiagnosed
previously as a hemangioma, based on ultrasound image of its cystic and solid component with good vascular supply.
The ultrasound image most likely suggestive of a hemangioma as a differential diagnosis led to caesarean section in
our patient (based on large size of the lesion and fear of rupture of same during process of labour). The definitive
diagnosis was made only after birth of the baby. Final diagnosis of true umbilical cord cyst was made after
histopathological examination. Thus, there can be confusion in the diagnosis between umbilical cord hemangiomas

and umbilical cord cysts based on ultrasound.
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INTRODUCTION

Umbilical cord cysts are classified as true cysts and
pseudocysts, the latter being more common. Although
they can occur at any location along the umbilical cord,
they are usually located towards its fetal insertion. They
are irregular in shape and located between the vessels.*?

True cysts are small remnants of the allantois (allantoid
cysts) or the umbilical vesicle. Cysts have epithelial
lining of flat or cuboidal uroepithelium. They can grow
up to several centimetres but more often range between 4
and 60mm in size. True cysts can be associated with
hydronephrosis, patent urachus, omphalocele and Meckel
diverticulum.®* False cysts (pseudocysts) are more
common. They come from liquefaction of Wharton jelly
and may be as large as 6cm. Compared with the true
cysts, the pseudocysts do not have epithelial lining.
Pseudocysts may be associated with chromosomal
anomalies, omphalocele, hemangiomas and patent

urachus.® Regardless the type of the cord cysts, 20% of
them are associated with structural or chromosomal
anomalies, especially trisomies 18 and 13.

The pre-natal differential diagnosis of umbilical cord
tumours include pseudocysts, omphalo-mesenteric duct
cysts, vascular disorders, abdominal wall defects,
teratomas, bladder exstrophy and urachal anomalies.

A definitive ultrasonic diagnosis may not always be
possible to differentiate between cysts, hemangiomas and
other lesions and may lead to inevitable caesarean
sections and other complications.

CASE REPORT
A 25-year-old primigravida was referred to our outpatient
department at 26 weeks period of gestation with

ultrasound report showing complex cystic lesion in
umbilical cord most likely hemangioma. Patient had not
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undergone nuchal translucency/nasal bone scan, and
neither were the dual and quadruple markers got done.
She had a report of level two ultrasound at 20 weeks
which showed mixed solid cystic lesion of 5*5cm at site
of origin of umbilical cord from placenta encasing the
umbilical cord vessels most likely hemangioma. No gross
congenital malformation of fetus was noted. Fetal ECHO
had been done which was normal. AFP levels were
advised by some practitioner at 26 weeks which were
highly raised (912ng/ml). Normal range for that gestation
was 39-179ng/ml.

Figure 1: Ultrasound showing solid component of the
mass.

At our institute repeat ultrasound was performed at 28
weeks showed that showed increased size of the lesion
9.6*8.7cm floating in amniotic fluid. Outline of the mass
was well defined. Internal echotexture was coarse and
showed large cystic areas with few of them showing thin
septations and a solid bright component 5.3*5.1cm
(Figure 1 and 2).

Figure 2: Ultrasound showing cystic component of the
mass.
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Medial part showed umbilical vessels traversing inside
with  good vascular flow. USG also showed
polyhydramnios (AFI 18). Fetal biometry was consistent
with dates. Umbilical artery shows good diastolic flow
without any decrease or reversal. There was no obvious
gross congenital malformation. She had an uneventful
pregnancy and underwent elective LSCS at 39 weeks.
Decision for LSCS was taken in view of large vascular
lesion possibly hemangioma (10*10cm) and fear of
rupture of same during process of labour.

Figure 3: Cyst being taken out.

A female baby weighing 3300 grams was born. The
infant had an APGAR score of 9 and 9 in the 1% and 5™
minutes, respectively. The cord was tied with a clamp
quite far from the umbilicus with the concern that an
intestinal segment could exist in the cord sac (keeping in
view of omphalocele and umbilical hernias as differential
diagnosis).

Figure 4: Cyst (on right side) at placental end.

There was a large cystic structure near placental end of
umbilical cord (Figure 3and 4). After a repeated careful
examination, the umbilical cord mass was detected to
contain no intestinal segment or any patent duct since it
was translucent. At the entrance of the cord to the
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umbilicus, the diameter was nearly the size of a normal
cord. No karyotyping could be performed because the
mother did not agree to such an investigation. The
macroscopic examination revealed an umbilical cord of
40-cm in length and diameter 0.2-2.5cm in diameter,
containing 1 vein and 2 arteries. On gross examination
cyst was identified at base of umbilical cord measuring
7.5 cm maximum diameter near the placental end (Figure
3 and 4). Wall thickness measured 0.1-0.2cm. On cutting
open mucoid material admixed with blood came out. The
histopathological investigation revealed umbilical cord
cyst which had fibrocollagenic wall focally lined by
flattened epithelium. Wall shows minimal chronic
inflammation. No evidence of hemangioma was noted.
The examination of the placenta detected no pathology
(weight 300gm). The infant had congenital

hemangiomatosis (Figure 5).

Figure 5: Hemangiomas over thigh.
DISCUSSION

The prenatal differential diagnosis of umbilical cord
tumour include pseudocysts, omphalos-mesenteric duct
cysts, vascular disorders, abdominal wall defects, bladder
exstrophy and urachal anomalies. Umbilical cord cysts
are commonly classified as true cysts and pseudocysts.
True cysts are derived from the embryological remnants
of either the allantois or the omphalos-mesenteric duct
when partial or complete absence of obliteration of this
structures occurs true cysts have an epithelial lining,
actually a flat or cuboidal uroepithelium.® Usually
microscopic and with no clinical relevance, they can
grow up to several centimeters.5’ True cysts are very rare
and they are typically located near the fetal cord
insertion. Allantoic cysts resolve themselves but may be
associated with patent urachus, omphalocele, and
possibly, obstructive uropathy. Cysts in the omphalos-
mesenteric duct can be associated with defects in the
abdominal wall and with Meckel's diverticulum.
Amniotic inclusion cysts are lined by amniotic epithelium
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and develop when a portion of the amnion becomes
entrapped in the formation of the umbilical cord.®°

Pseudocysts, on the other hand, have no epithelial lining
and may represent cystic degeneration of Wharton jelly
or localized edema. Pseudocysts are also termed as
umbilical cord edema, pseudotumor, Wharton’s jelly
cyst, angiomyxoma, hemangiofiboromyxoma and
telangiectatic myxosarcoma.” They have been reported to
be more common. Pseudocysts may be associated with
chromosomal anomalies, omphalocele, hemangiomas and
patent urachus.! It is rarely possible to differentiate
between true cysts and pseudocysts by sonography only.
This can be done only by means of a histopathologic
study. But differentiation between the two entities is not
very important because both are associated with
anomalies, 2101

Single umbilical cord cysts are identified in
approximately 1% of first trimester sonograms Most are
isolated and resolve, and are not associated with adverse
pregnancy outcomes.*>** Multiple cysts, in contrast, may
confer increased risk for spontaneous abortion or
aneuploidy.'? Cysts persisting into the second or third
trimester are associated with an increased risk for fetal
abnormalities, particularly omphalocele and patent
urachus, and if abnormalities are present, the aneuploidy
risk is also increased.'® Thus an umbilical cord cyst is an
indication for targeted obstetric sonogram. However, if
no associated anomalies are identified, the prognosis
appears to be favorable.?

A higher risk of fetal anomalies is associated with the
following: detection of cysts in the second or third
trimester, persistence after the first trimester, large size,
and location near fetal or placental end. Also, trisomy 18,
13, and 21 are known to be associated, in such cases,
chromosomal analysis may be warranted.>

Authors made the most probable diagnosis of umbilical
cord hemangioma based on its ultrasonographic picture
of cystic component along with solid mass with good
vascular supply. Statistically, hemangioma is much more
common and the location at the placental insertion site is
typical. Highly raised alpha feto protein levels and
polyhydramnios were also in favour of hemangiomas.
Lack of internal calcification ruled out teratoma. Due to
large size of the lesion and fear of rupture of same during
process of labour, decision for elective LSCS was taken
at 39 weeks. Moreover, adverse fetal outcomes such as
fetal haemorrhage and fetal death in literature have been
reported.” Definative diagnosis was made only after
histopathological report of the specimen. Had there been
no vascular supply within the lesion and only cystic
component on sonogram, LSCS of the patient would have
been avoided (probably the presence of blood admixed
with mucin present in the cyst) was mimicking the
diagnosis of umbilical cord hemangioma antenally on
ultrasonographic report.
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Baby had cutaneous hemangiomatosis. Literature has
reported umbilical cord hemangiomas and pseudocysts
are associated with newborn hemangiomas and not
umbilical cord true cysts. So, more studies are needed to
correlate exact association between true umbilical cord
cysts and neonatal hemangiomas.  However,
polyhydramnios and raised alpha fetoprotein levels are
associated with both umbilical cords cysts and
hemangiomas.

CONCLUSION

Umbilical cord cysts is also a differential diagnosis of
umbilical cord hemangiomas (as both showed a solid
component along with vascularity on sonogram as in our
case) among others. Large size of the lesion and fear of
rupture of same (if possibility of hemangioma is kept in
mind) can lead to LSCS of the patient. Definative
diagnosis may be possible only after birth of the baby.
Definative diagnosis between true and pseudocysts of
umbilical cord can be made only after histopathological
examination.
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