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Abstract

Cystic hygroma and hydrops fetalis are commonly results of vas-
cular lymphatic malformation that include abnormal fluid collection
and an imbalance in the regulation of fluid leading to an increase
in interstitial fluid production or a decrease in lymphatic return. We
report a case in a 35-year-old woman, ultrasound examination at
13.5 weeks’ gestation showed a fetus with hydrops fetalis and cystic
hygroma. Cytogenetic analysis revealed trisomy 21.

Keywords: Cystic hygroma; Fetus; Hydrops fetalis

Introduction

Hydrops fetalis and nuchal cystic hygroma are lymphatic abnor-
malities. Hydrops fetalis represent an imbalance in the regulation of
fluid leading to an increase in interstitial fluid production or a decrease
in lymphatic return [1]. Non-immune hydrops fetalis has varied eti-
ologies, including chromosomal abnormalities [2]. These features are
detected by prenatal ultrasound and are defined as the presence of
more than two abnormal fluid collection in the fetus. Based on the re-
port from Yuan, the common cardiac etiologies leading to hydrops fe-
talis include structural cardiac anomalies, cardiac dysrhythmias, car-
diac tumors, cardiomyopathy and myocarditis [3]. On the other hand,
cystic hygroma is one of the most common fetal neck abnormalities
seen sonographically in the first trimester [4]. Essentially, cystic hy-
groma appears as fluid-filled cavities in soft tissues of the posterior
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cervical area [5] and can appear in the septated or non septated form.
The features of fetuses with cystic hygroma Yakistiran and coworkers
observed are associated with aneuploidies, structural malformations
and fetal demise [6]. The aim of this case is to review the outcomes of
cystic hygroma and hydrops fetalis.

Case Report

A 35-year-old Mexican woman, gravida 1. She was fit and healthy,
and she did not have any comorbidities. A routine fetal ultrasound
scan at the 13.5rd week of gestation, the fetus had a cystic septated
nuchal mass (Figure 1), significant generalized skin edema, and pleu-
ral effusion (Figure 2). Laboratory examinations: blood group was
O Rhesus positive. (Maternal blood group, RH factor) excluded the
immune origin of hydrops fetalis. Genetic counseling was provided to
the parents, and they decided to terminate the pregnancy. A stillborn
fetus was delivered vaginally. Physical examination revealed a fetus
with systemic edema. Fetal karyotype analysis revealed a female fetus
with a trisomy of chromosome 21 (Figure 3).

Figure 1: The prenatal ultrasound showing cystic hygroma at 13.5 weeks
in the fetus.

Figure 2: The prenatal ultrasound showing skin edema an peural effusion.
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Figure 3: Fetal karyotype.

Discussion

Aneuploidy is related to a poor prognosis. Trisomy of chromo-
some 21 is one of the most common aneuploidies associated with
cystic hygroma and hydrops fetalis. Ample evidence linked the co-
existence of cystic hygroma and hydrops fetalis to be implicated in
chromosomal abnormalities [7], therefore, it is key importance the
prenatally genetic evaluation [2]. In particular previous reports con-
firmed that relation in Patau’s syndrome [8], Noonan’s syndrome [5],
Down Syndrome [7] and Turner’s Syndrome [9]. Although it has been
reported rare cases of fetal cystic hygroma and hydrops fetalis that
spontaneously resolved [5,10], the prognosis of fetuses with cystic
hygroma and hydrops die antenatally [6,11].

It has previously been suggested that the presence of cystic hy-
groma carries a high risk for aneuploidy and major structural mal-
formation [6,12]. It is important to note that a report of all cases of
nonimmune hydrops fetalis diagnosed prenatally from 2009 to 2019
in Poland described the median maternal age as 32 years, the medi-
an gestational age at the time of diagnosis was 24 weeks, 30 cases
of singleton (91%) and three cases (9%) of twin pregnancies. There
were 14 survivors (43%), seven cases of postnatal deaths (21%), four
cases of intrauterine fetal demises (12%), four cases of termination of
pregnancy (12%), and four women without a follow-up (12%). The
total number of chromosomally normal singleton pregnancies was 29
(88%), and 14 fetuses had an anatomical abnormality detected on the
ultrasound scan [1].

Currently, to the best of our knowledge, there are few published
studies of the fetal malformations of the lymphatics system related
to vertical transmission of SARS-COV-2 virus [13]. Until now, this
case demonstrates that the occurrence of hydrops fetalis and cystic
hygroma is a marker for aneuploidy, and it highlights the importance
of sonographic evaluation.
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Conclusion

Finally, the data suggest that each case of nonimmune hydrops
fetalis and cystic hygroma should thus be analyzed individually, it
is likely that other factors could play a significant role to treat and
prognosis.
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