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Chylous ascites is a rare condition in children characterized by leakage of triglycerides and 
low density lipoprotein (LDL)-rich lymphatic fluid into the peritoneal cavity. Primary chy-
lous disorders are most frequently caused by congenital lymphatic dysplasias or lymphatic 
malformations. In the treatment strategy, it is essential to first drain the fluid with recur-
rent paracentesis, stop enteral nutrition, and start parenteral nutrition and then continue 
the nutrition with foods containing medium-chain fatty acids.1,2 CA-125 is a high-molecular-
weight glycoprotein, originating from the coelomic epithelium. It is elevated in the majority of 
patients with epithelial ovarian cancer. It has also been shown to be elevated in lymphoma, 
leukemia, and gastrointestinal system malignancies.3-5 In this paper, it was aimed to present 
a child with isolated chylous ascites and CA-125 elevation without any malignancy or addi-
tional disease. 

A newborn female patient was consulted -due to antenatally diagnosed intra-abdominal 
ascites and right ovarian cyst. The patient was asymptomatic and her physical examination 
was normal. Ultrasonography of the abdomen (Figure 1) on the second day of life showed a 
complex lesion of 16 × 15 mm in size with echogenic walls, microcystic structures, and echo-
genic areas in the right ovarian region and 11 mm free fluid in the pelvis. The serum CA-125 
value was 94 U/mL.

On the postnatal 18th day, diameters of the right ovarian cyst were measured as 9 × 8 mm 
by ultrasonography, and the cyst had dense contents. The serum CA-125 value decreased 
to 79.4 U/mL. In the follow-ups up to the postnatal seventh month, minimal free fluid in the 
abdomen was detected by ultrasonography, and the patient did not have any active com-
plaints. Thereafter, the patient did not come for regular follow-ups.

The patient was admitted at the age of 17 months with abdominal swelling that had persisted 
for 6 weeks. On the physical examination, abdomen was severely distended, genitalia and 
perineum were normal, and there was no lymphadenopathy. In the abdominal ultrasonog-
raphy, 8 cm of fluid with dense contents and septations was detected. There were mas-
sive diffuse ascites on abdominal computed tomography and no mass was observed in the 
abdomen or pelvic region. CA-125 value was 1845 U/mL. The patient was hospitalized and a 
percutaneous peritoneal catheter was inserted after paracentesis, and the fluid was drained 
which was milky (Figure 2). In the examination of the milky fluid, triglyceride and LDL choles-
terol values were 1311 mg/dL and 183 mg/dL, respectively. Diagnosis of chylous ascites was 
confirmed with these findings.

Peripheral smear was performed for hematological malignancies and it was normal. After 15 
days of total parenteral nutrition, feeding with medium-chain fatty-acid-containing formula 
was started. During the 6 weeks of in-patient observation, abdominal distension regressed 
and fluid drainage steadily decreased. At the end of the hospitalization period, the serum 
CA-125 value decreased to 383 U/mL. On the first month of the outpatient follow-up, there 
was no abdominal distention and ultrasonographic findings were normal. Lymphedema of 
the right foot was detected. She had positive family history of lower-extremity lymphedema 
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as well. On the last follow-up when she was 3 years old, she 
was symptom-free and her serum CA-125 value was 29 U/mL.

CA-125 is not a specific tumor marker because it is also synthe-
sized by other cells such as peritoneum, endometrium, fallopian 
tube, amniotic cells, lung, and conjunctiva. Therefore, it can be 
elevated in many physiological and pathological conditions. 
Well-known non-malignant reasons for CA-125 elevation are 
lung pathologies, heart failure, and cirrhosis. In these cases, 
mesothelial cells are stimulated by increased CA-125 synthesis. 
Zeillemaker et al studied the secretion pattern of mesothelial 
cells and reported increased secretion of CA-125 by inflamma-
tory cytokines and stimuli (IL-1, tumor necrosis factor-alpha, 
lipopolysaccharides).4,6,7 In 1987, Kanbe et al8 detected CA-125 
elevation with chylous ascites in a 30-year-old female patient 
with a diagnosis of pulmonary lymphangiomyomatosis. There 
is no pediatric case in the literature.

In our patient, the cystic lesion detected in the right ovarian 
region in the prenatal and early postnatal periods shrank. 
She was completely free of complaints, and advanced imag-
ing was not performed. It can be speculated that this cystic 
lesion originated from the lymphatic system. Further evalua-
tion and abdominal exploration were not done during medical 
treatment. So, etiology of chylous ascites was not elucidated 
completely.

No malignancy was detected in our patient to explain the high 
CA-125 level. No additional disease was detected that could 
cause CA-125 elevation (lung pathologies, heart failure, and 

cirrhosis). In the case of primary chylous ascites, it can be said 
that there is a release of CA-125 from mesothelial cells due to 
the inflammatory stimulus created by the fluid in the peritoneal 
cavity. However, evidence-based studies are needed. CA-125 
elevation in chylous ascites without any malignancy is a rare 
condition, and few cases have been reported in the literature. 
In order to tell whether CA-125 has a predictive value in the 
diagnosis of chylous ascites and to elucidate the pathophysiol-
ogy of elevation of CA-125 in the chylous ascites, detailed stud-
ies with large case series are needed.

In conclusion, isolated chylous ascites can cause the massive 
elevation of CA-125 in children. By this knowledge, concern will 
be reduced about CA-125 elevation, unnecessary investigation 
of the etiology of CA-125 elevation will be prevented, and initia-
tion of medical treatment of chylous ascites will be accelerated.
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Figure 1. (A, B) Photography of the distended abdomen, abdominal x-ray 
of the patient.

Figure 2. (A, B) Milky fluid which was taken by paracentesis, abdominal 
x-ray on the first day after drainage.
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