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Case Report

Giant fetal lymphangioma with non-immune hydrops fetalis
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ABSTRACT

Fetal lymphangioma is one of the rarest congenital malformation occuring in the newborn. We are reporting a giant
fetal lymphangioma which may be the largest one so far reported in medical literature and its association with non
immune hydrops fetalis. A late preterm 35+3 weeks gestation female neonate with birth weight of 3.8 kg was
delivered via emergency caesarean section, for prevention of birth injuries in view of large for gestation. Baby had
weak cry at birth. On examination a giant cystic mass extending from right hemithorax to right anterolateral
abdominal wall measuring 25x12.5x9 ¢cm was present. Systemic examination revealed respiratory distress and ascites.
Neonate was admitted in NICU and started on supportive measures, despite which went into cardio respiratory arrest
at second hour of life and revived with Cardiopulmonary resuscitation. Baby had second cardiopulmonary arrest at 9
hours of life and couldn’t be revived. Antenatal ultrasound showed massive ascites, bilateral pleural effusion with
cardiomegaly and multiseptated cystic swelling over right chest wall. Based on clinical and antenatal findings we
made a diagnosis of Giant fetal lymphangioma with non-immune hydrops fetalis. Giant fetal lymphangioma is an
antenatal diagnosis. Its association with non-immune hydrops fetalis is a bad prognostic indicator with high mortality.
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INTRODUCTION

Fetal lymphangioma is one of the rarest congenital
malformations seen in newborns. It is characterised by a
thin walled cystic dilatation of lymphatic system due to
complete or partial obstruction in the lymphatic channels.
Most common site is posterior neck.! The incidence is 1/
6000-16000 live bhirth.> According to literature,
lymphangioma occurring over chest wall is uncommon
and is mostly seen in later gestation.> Lymphangiomas
are classified into septate and non-septate, where septate
and non-septate lymphangioma indicate complete and
incomplete lymphatic obstruction respectively.* Failure
of lymphatic sacs to connect or drain into jugular veins
causes lymphatic fuid stasis and eventually develops
hydrops fetalis. Hydrops fetalis is presence of
extracellular fluid in at least two fetal body compartments

like pleural, pericardial, peritoneal, skin edema with
thickness >5 mm.®> We report a live female neonate with
giant septate lymphangioma present over right chest and
abdominal wall with features of non-immune hydrops
fetalis.

CASE REPORT

A female neonat first born to non consanguineous
marriage to 25 year old Rh+ve primigravida of gestation
35+3 weeks, with birth weight of 3.8 kg was delivered
via emergency LSCS, for prevention of birth injuries in
view of large for gestation. Baby had a weak cry at birth.
APGAR at 1 and 5 minutes were 5/10 and 6/10
respectively. On examination, large cystic, non-pulsatile,
transilluminate mass measuring 25x12.5x9 cm extending
from right anterolateral hemithorax to right anterolateral
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abdominal wall was present (Figure 1). No other external
congenital anomalies were noted. Respiratory system
examination revealed absent air entry over right
hemithorax and reduced air entry over left hemithorax.
Abdomen was uniformly distended, shiny with ascites.
Bowel sounds were heard. Other systemic examinations
were uneventful and were admitted in NICU.

Figurel: Giant lymphangioma.

During NICU stay, neonate had respiratory distress and
was started on CPAP with supportive measures. Baby
went in for cardiopulmonary arrest at second hour of life
and was revived with cardiopulmonary resuscitation,
intubated and connected to mechanical ventilator.
Intensive care support was continued. X-ray chest with
abdomen revealed huge radio opaque mass over right
hemithorax and abdomen with evidence of pleural
effusion with ascites (Figure 2). Routine blood
investigations were normal.

Figure 2: Chest X-ray with abdomen.

Antenatal scan done in last trimester at 35 weeks and 3
days showed large multi-septated cyst in anterior chest

wall and ascites with bilateral pleural effusion,
cardiomegaly suggesting non immune hydrops (Figure
3). Dating scan done at 16 weeks of gestation was
normal. Anomaly scan was not done. Family history
revealed no congenital malformation or hydrops fetalis.

ASCITES

MULTI SEPTATED CYST

Figure 3: Antenatal ultrasonogram.

Based on clinical and radiological features with evidence
of antenatal findings, we had made a diagnosis of Giant
fetal lymphangioma with non immune hydrops fetalis.
Baby went in for cardiopulmonary arrest at 9 hours of life
and could not be revived.

DISCUSSION

In review of literature, the largest lymphangioma of size
14%9%9 cm was reported by Lu et al which was lesser
than our case whose size was 25x12.5x9 ¢cm, making it as
the largest known mass over chest and abdominal wall at
live birth.!

Gedikbasi A et al observed bigger the volume of cyst,
presence of septa and presence of hydrops worsens the
outcome which was similar to our case study.® He also
reported hydrops developed in 17.1% and 54.5% of non
septated and septated hygroma respectively (p=0.007).
However in contrast to above findings, Lu et al showed
septa and volume of cyst are not reliable prognostic
indicators.! He noted association with chromosomal or
structural abnormalities have bad prognosis.

Treatment of fetal lymphangioma is surgical excision but
in our study, baby couldnot undergo surgery due to
hemodynamic instability and respiratory compromise. In
literature, one study, Gallagher et al reported intervention
using sclerosing agents like bleomycin, 432 showed
promising results in regression of hygroma, but its
availability hinders its usage. Lu et al concluded
multiseptated fetal lymphangioma with no chromosomal
or structural abnormalities have good outcome and their
index child had similar presentation, underwent surgery
at 4" postnatal day of life and was followed till 18
months of age with no further abnormalities. Erosy et al
showed good outcome with postnatal oral sirolimus, an
antiproliferative drug which reduces the size of the lesion
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significantly in a baby with fetal lymphangioma who had
normal karyotyping and absence of hydrops fetalis.4

According to Ali et al, Fouedjio et al and Ravikanth et al,
most of the fetuses with lymphangioma associated with
hydrops die antenatally. Kamble et al also observed when
hydrops is present along with cystic hygroma, the
mortality rate is near 100%. Whereas in our study, baby
survived postnatally till 9 hours of life.27-°

CONCLUSION

Fetal lymphangioma is an antenatal diagnosis. Its
association with hydrops fetalis will have high mortality.
Early diagnosis by antenatal anomaly scan plays a major
role in deciding management. Early intervention may
change the outcome.
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