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S U M M A R Y 

A case of prenatally diagnosedfetal cystic hygro
ma detected during ultrasound examination is repor
ted. Fetal nuchal cystic hygroma is a congenital mal
formation of the lymphatic system appearing as a sin
gle or multinucleated fluid-filled cavities which usual
ly effect the postnuchal region. It arises as a conse
quence of a lag in the normal formation of a commu
nication between the developing jugular lymph sacs 
and the internal jugular vein. An ultrasound diagnosis 
of cystic hygroma should be followed by a careful 
search for other anomalies and by fetal karyotyping. 
In this case, the cause and the natural history of this 
malformation has been discussed additionally. 

KeyWords: Felal cystic hygroma 

T Klin Jinekol Obst 1992,2:109-111 

Fetal cystic hygroma is a malformation consis
ting of one or more fluid filled lymphatic spaces in 
the posterior neck. Synonyms include; posterior nu
chal cystic hygroma,fetal cystic lymphangioma, pos
terior cervical cystic hygroma, cervical lymphocele, 
hygroma cervicis, jugular lymphatic obstruction se
quence and nuchal bleb. It is usually an isolated 
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ÖZET 
Ultrasonografik muayene sırasında prenatal ola

rak tesbit edilmiş bir fetal kistik higroma olgusu su
nulmuştur. Fetal kistik higroma, genellikle boynun ar
ka bölgesini etkileyen, tek veya birçok sıvı-dolu kavite 
şeklinde gözlenen lenfatik sistemin konjenital bir 
malformasyonudur. Bu oluşum gelişmekte olan jugu-
lar lenf torbalarıyla internal jugular ven arasındaki 
bağlantının normal formasyonundaki bir gecikme so
nucunda meydana gelir. Ultrasonografik olarak konu
lan kistik higroma tanısını, diğer anomalilerin dikkatli 
bir şekilde taranması ve fetal karyotip araştırması iz
lenmelidir. Bu vakada, bu malformasyonun sebebi ve 
doğal seyride ilave olarak tartışılmıştır. 
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lesion without syndromic associations. Several syn
dromes such as Turner, Noonan, Achondroplasia , 
Lethal multipl pterygium, Roberts, Gumming, C o w -
chock syndromes and teratogenic exposures such as 
a lcohol , aminopterin and trimethadione has been 
reported in association with cystic hygroma (1-8). 

CASE REPORT 
The mother is 30 year old, gravida 2, para 1, 

healthy woman whose first chi ld was delivered near 
term vaginally. The child is healthy. During her fo l 
low up, she underwent an ultrasound examination at 
about 30 th week of her gestation. Us ing a commer
cial lineer scanning system (Hitachi E U B - 2 0 0 ) a 
single active fetus with regular heart rate (142/min.) 
was found. The fetus was in cephalic presentation. 
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F^ure 1. Ullrasoimd ficture of the* neck region of fetus sha-
wing, fluid-filled area with a midline septum (arrow). 

The plasenta was implanted in fundal region and 
amniotic fluid volume was normal (amniotic fluid 
index = 12). 

Further inspection revealed a bilobed, smooth-
walled cystic mass projecting posteriorly from the 
region of the occiput (Fig. 1). The cranium appeared 
intact, the lateral ventricles were normal in size and 
location. Horizontal cranial section along the occi-
putofrontal axis showed a delicate septum (arrow) 
extending dorsally from the soft tissues of the neck 
defines a bilobed cystic mass. The cervical, thoracic 
and lumbar spine and long bones of the limbs appea
red normal. The 80 mm. biparietal and 55 mm. fe
moral diameters corresponded to the 30-weeks ge
stational age. 

After being discussed appropriately, this case 
was supposed to be an isolated cystic hygroma. After 
the natural course of the pregnancy a cesarean sec

tion had to be performed because of the rupture of 
the membranes at 36 weeks gestation. The gross 
anatomic findings of the neonate weighted 3300 
grams were as predicted by ultrasound examination 
with a bilocular, cystic structure projecting from the 
dorsal aspect of the neck (Fig. 2). Postnatal chromo
some analysis revealed a normal male. 

C O M M E N T 
Fetal cystic hygromas have been explained pa-

thophysiologically as a manifestation of the jugular 
lymphatic obstruction sequence (1-4). The fetal l y m 
phatic vessels drain into two large sacs lateral to the 
jugular veins. These jugular lymph sacs eventually 
form communications with the venous system and 
become the terminal portions of the right lymphatic 
duct and thoracic duct. If lymphatic and venous 
structures fail to connect, the jugular lymph sacs 

Figure 2. Newborn with a nuchal cystic hygroma 
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enlarge and lymph accumulates in tissues (2-4). The 
natural history of fetal cystic hygroma can be seen in 
(Fig. 3) (3). 

In our case the cystic hygroma was discovered 
unexpectedly. It is evident that consistent diagnosis 
of this lesion requires routine sonographic examina
tion of the fetal neck. An ultrasound diagnosis of 
cystic hygroma should be fol lowed by a careful 
search for other anomalies and by fetal karyotyping 
(2,4). 

The differential diagnosis of cystic of hygroma 
should include meningomyelocele, benign cystic te
ratomas, nuchal edema, encephalocele and subcho
rial plasental cyst. The diagnosis should therefore 
based upon at least two bilaterally echo-free symme
trical areas in the postnuchal region usually divided 
by septa and a completely formed cranical vault and 
a constant location of the masses with respect to the 
occiput even during fetal motion (1,3,4,5). 

If hygroma is associated wi th hydrops, the 
chance of survival is small. There is scant informa
tion, however, about prognosis in the absence of 
hydrops but the ultimate prognosis of cystic hygro
ma is poor and pregnancy termination should be 
seriously considered in all prenatally diagnosed 
cases (4). 

It has been thought that cystic hygroma col l i 
was diagnostic of Turner's syndrome in utero but 
collected data demonstrate that Turner's syndrome 
is not the only cause of cystic hygromas (7). Already, 
several single-gene disorders and teratologic expo
sures have been associated w i t h these malfor

mations. In the cases of chromosomal abnormalities 
such as monosomy and trisomy, the recurrence risk 
w i l l be very low, when but normal karyotypes are 
found one must consider non-chromosomal syn
dromes which have a recurrence risk up to 25% 
(2,3,4,7). Therefore monitoring of future pregnan
cies with ultrasound and possibly with fetal karyo
typing should be offered to the family. 
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