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Cystic Hygroma of the Neck

—Pathologic study of 26 autopsy cases—

Yeon-Lim Suh, M.D. and Je G. Chi, M.D.*

Department of Diagnostic Pathology, Samsung Medical Center,
College of Medicine, Sung Kyun Kwan University, and
Department of Pathology, Seoul National University College of Medicine*, Seoul, Korea

Cystic hygroma is a congenital malformation of the lymphatic system appearing single or
multiloculated fluid-filled cavities, most often around the neck. They often progress to hydrops
and cause fetal death, and frequently associated with chromosomal abnormalities and other
congenital malformations. The purpose of our study is to delineate the nature of cystic hygroma
and determine the relationship between cystic hygroma and associated anomalies including fetal
hydrops. We used data from 26 cases of cervical cystic hygroma in autopsy files of SNU
Children’s Hospital. Most of cystic hygroma were found in stillborn or premature infants. The
fetal cases had been dead for a quite a long period since there was discrepancy between the
true gestational age and the developmental age estimated from the body length. Of 26 fetuses
only 2 were studied chromosomally and both of them showed 45X. Of 26 cystic hygromas 23
occurred in the posterior neck and 3 in the anterior neck. They ranged from 2.5 to 14 cm (mean:
7.9 cm). The cystic hygroma of the posterior neck consisted of two symmetric sacs on both
sides and in the nape and extended to the occipital region. The cystic hygromas of the anterior
neck were unilateral or bilateral, and multiloculated and extended into the adjacent cheek. Cystic
hygromas of posterior neck were always associated with hydrops, while no recognizable hydrops
was found in cystic hygromas of anterior neck. The cystic hygromas were larger in patients with
severe hydrops than in patients with less severe hydrops. Associated abnormalities, found in 88%,
included hydrops fetalis(88%), growth retardation(80%), cardiovascular anomalies(27%), hor-
seshoe kidney(23%), skeletal anomalies(12%) and hypoxic changes(31%) in visceral organs. In
summary, when a hygroma is detected during fetal life, careful sonographic examination for
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associated congenital anomalies, fetal karyotyping and consideration of artificial abortion are
indicated. (Korean J Pathol 1997; 31: 1256 ~1263)

Key Words: Cystic hygroma, Hydrops fetalis, Congenital malformation, Turner syndrome
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Fig. 1 A-C. Generahzed edema of the fetuses with cystic hygroma is divided into 3 grades according to the degree.
(A) Grade 1 is defined as localized edema in the trunk, (B) grade 2 shows edema of the trunk and extremities, (C)
grade 3 shows marked generalized edema of the trunk and swelling of the extremities with puffy hands and feet.
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Table 1. Measurements and other associated malformations of 26 fetuses or neonates with cystic hygroma of the neck

Case GA(wk) BW(gm) C-R length(cm) Other associated malformations

1 38 2870 32(38) Diaphragmatic defect, hydrocele, intestinal malrotation

2 34 3500 28.5(34) Lung hypoplasia, calcification of renal tubules

3 25 850 20(25) Horse-shoe kidney, cleft palate

4 22 292 13.5(18) Calcification and fibrosis in placental villi

5 23 115 9.5(15) Bilateral popliteal web

6 26 1305 23(26) Tubular hypoplasia of ascending aorta, unilateral lung hypoplasia,

horse-shoe kidney, calcification of myocardium and meconium,
heterotopic thymus, foam cells in adrenal

7 20 183 12.5(17) Lung hypoplasia, calcification of myocardium and meconium

8 22 350 14.5(18) Lung hypoplasia

9 22 269 11.5(16) Horse-shoe kidney, calcification of myocardium and hair follicle

10 28 1100 24(27) Horse-shoe kidney, calcification of renal tubules

11 24 1080 21(24) Lung hypoplasia, tracheal stenosis, contraction of multiple joints,
scoliosis, proliferative retinopathy

12 20 210 14(28) Lung hypoplasia

13 24 650 21(25) Hypoplasia of aortic arch, interrupted aortic arch, small heart, horse-shoe
kideny, small ovary, micrognathia, heterotopic adrenal

14 19 290 15.3(19) Preauricular skin tag

15 24" 195 14(18) Calcification of meconium and renal tubules

16 29 1005 29.2(29) ASD, type II, dysplastic kidney, undescended testis,
paraesophageal lymphangiectasia

17 19 NC 11.5(16) None

18 13 NC 9.0(13) Small ovary and uterus, calcification of meconium, foam cells in adrenal

19 17 230 11.5(16) VSD, tricuspid atresia, imperforate anus, gastroschisis,
flexion deformity of right thumb

20 19 313 14.9(18) Lung hypoplasia, bilobed right lung, streak gonads, intesinal malrotation

21 24 295 15(20) Incomplete lobation of right lung, mobile cecum

22 17 160 13(13) COA, choricamnionitis

23 23 530 24(18) Horse-shoe kideny, skull bone defect, meconium peritonitis

24 22 520 20.5(19) Tubular hypoplasia of aortic arch, lung hypoplasia, gonadal dysgenesis,

uterus didelphys, heterotopic thymus, single umbilical artery, calcification
of renal tubule, proliferative retinopathy

25 16 1257 16.6(17) COA, calcification of renal tubules

26 18 390 19.5(17) COA, proliferative retinopathy, micrognathia

The number in parenthesis indicates the developmental age estimated from the C-R length of fetuses or newborn.

- Karyotype was 45,X in case 13 and 20. Case 1, 2, and 16 had cystic hygromas of the anterior neck and the remaining
cases had ones of the posterior neck. GA:gestational age, wk:week, BW:body weight at birth, C-R:crown-rump, NC:not
checked, ASD:atrial septal defect, VSD:ventricular septal defect, COA:coarctation of aorta.
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Fig. 2. Fetus shows characteristic external appearance with
a large nuchal hygroma and the severe generalized edema
of grade 3.
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Fig. 3. Fetus shows a monstrous, large fluctuating
swelling in the posterior and lateral part of the neck,
which ascends to the occipital region. Marked generalized
edema and abdominal swelling suggesting fluid accu-
mulation in the abdominal cavity and contracture de-
formity of the multiple joints are found.
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Fig. 4. Bilateral hygroma of the anterior neck extends into
the cheek.
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