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Abstract:RATIONALEPrimary intestinal lymphangiectasia (PIL) is a rare disease characterized by 
dilated intestinal lacteals resulting in lymph leakage into the small bowel lumen. Main clinical 
features include intermittent diarrhea, hypoproteinemia. Scattered case reports suggested that PIL is 
compatible to pregnancy, but with increased complications.PATIENT CONCERNSA 34-year-old 
woman with endoscopically diagnosed PIL presented to antenatal our clinic at 10 weeks into 
gestation. She reported strict adherence to low-fat/high-protein diet with medium-chain 
triglycerides (MCTs) supplementation. She was general well except for moderate edema and 
hypoalbuminemia. At 33 weeks, she developed diarrhea, nausea, and vomiting, with decreased fetal 
movements. One week later, she had an asthma attack. Nonstress test showed frequent variable 
deceleration.DIAGNOSESThe diagnosis of PIL was established endoscopically 8 years 
earlier.INTERVENTIONSHypoalbuminemia was corrected with intravenous albumin administration. 
She also received corticosteroid therapy to promote fetal lung maturation in anticipation to early 
termination of the pregnancy.OUTCOMESA cesarean section was carried out at 34 weeks due to 
fetal distress. The baby girl was apparently healthy: weighing 2160 g, with an Apgar score of 9 at 
both 1 and 5 minutes. Symptoms dissipated rapidly after the delivery. The last follow-up visit at 15 
months was unremarkable for both the mother and infant.LESSONSPIL could be compatible with 
pregnancy, but requires strict adherence to dietary treatment, proper management of the 
symptoms (e.g., hypoalbuminemia), particularly during late gestation. 
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Abstract:Introduction Intrahepatic cholestasis of pregnancy (ICP) is a disorder of defective bile acid 
transport that results in systemic accumulation of bile acids, and typically presents with intense 
pruritus. It adversely affects maternal wellbeing and fetal outcomes. Commonly it occurs in the third 
trimester with about 80% of cases presenting after 30 weeks of gestation. However, it may develop 
as early as first trimester with just a few case reports in the literature. Methods We present a case of 
severe ICP that was diagnosed in early second trimester, did not respond to treatment with 
ursodeoxycholic acid (UDCA) and in consequence required delivery before 34 weeks of gestation. 
Results A 20-year-old nulliparous Caucasian woman was investigated with liver function tests and 
bile acids due to severe pruritus that started at 12 weeks of gestation. There were no signs of 
dermatological condition or jaundice on clinical examination. The only remarkable past medical 
history was intestinal lymphangiectasia and malabsorption in childhood. At 18 weeks of gestation 
bile acids were 88 mumol/L with unremarkable liver function tests. The ultrasound scan of the liver 
was normal and so was the hepatitis screen. Patient was started on UDCA, topical emollients, 
antihistamines and given a course of vitamin K. Despite the treatment, the bile acids continued to 
rise reaching maximum level of 211 mumol/L. Subsequently, she was tried on rifampicin 150 mg 
twice daily with some effect. The treatment was temporarily stopped, due to fetal dysrhythmia. 
Considering that raised levels of bile acids are arrhythmogenic and likely cause of fetal ectopic beats 
the rifampicin was restarted. Despite the drop in bile acids to 123 mumol/L the patient's symptoms 
continued to be severe and significantly affected her mental state. Fetal surveillance (ultrasound 
scan, cardiotocogram) remained normal, but in view of the debilitating symptoms the patient 
underwent elective caesarean section at 32+ weeks. Conclusion Typical treatment for ICP consists of 
topical emollients, antihistamines, UDCA and possibly vitamin K. Cholestyramine that has been used 
by some authors as indicated by the literature, has not been subjected to randomised trials and is 
not in clinical use, as suggested by RCOG. Rifampicin is not licensed for treatment for ICP but it has 
been used with very good results in other liver pathologies, including gallstones and primary biliary 
cirrhosis. In these cases, treatment with rifampicin resulted in significant decrease in serum levels of 
transaminases and total bile acids, as well as an improvement in pruritus. 
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Abstract:We present a case of a woman with intestinal lymphangiectasia and pregnancy. She had 
been treated with albumin transfusions beginning from the age of 2 years. No major complications 
were caused to the pregnancy. During pregnancy she was given albumin transfusions at regular 
intervals, while measuring total proteins, albumin and calcium concentrations in the serum. Due to 
the increasing needs in proteins as the pregnancy went on, the interval between each transfusion 
went decreasing. Finally, at 39 weeks of gestation she gave birth by cesarean section due to placenta 
previa to a healthy female fetus. A worsening of hypoproteinemia and edema was noted during 
puerperium and lactation. Weaning improved her clinical status. The baby was followed by 
pediatricians and found her in good health. Summing up, normal pregnancy is compatible with the 
condition. A strict maternal and fetal care during pregnancy and puerperium is recommended. 
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Abstract:Waldmann disease, also called intestinal lymphangiectasis, is a protein-loosing enteropathy 
caused by anomalous intestinal lymphatic canals. The condition is transmitted by autosonal 
dominant inherance. Diet therapy including medium chain triglycerides improves the disease course. 
The condition occurs in early chilhood. We report a case observed in a pregnancy woman with 
intestinal lymphangiectasis. Shee delivered a full-term infant and experienced no major 
complications. 
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Abstract:Waldman disease, also called intestinal lymphangiectasis, is a protein-loosing enteropathy 
caused by anomalous intestinal lymphatic canals. The condition is transmitted by autosomal 
dominant inherance. Diet therapy including medium chain triglycerides improves the disease course. 
The condition occurs in early childhood. We report a case observed in a pregnant woman with 
intestinal lymphangiectasis. She delivered a full-term infant and experienced no major 
complications. 
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Abstract:Pregnancy is a rare event in a woman with intestinal lymphangiectasia. In this clinical 
context, foetal growth is compromised by the insufficient placental blood supply secondary to 
maternal hypoalbuminaemia. The authors report the case of a woman with intestinal 
lymphangiectasia who became pregnant at the age of 33 years. She presented with generalized 
oedema, hypoproteinaemia and lymphocytopenia. Management of the disease consisted of a low-
fat, high-protein diet, with vitamin and iron supplements and repeated albumin infusions. This 
treatment restored a normal blood volume, measured regularly by Evans blue test. Postal growth, 
measured ultrasonographically, was normal. Transient foetal ascites was observed at the 33rd week 
of amenorrhoea and an episode of maternal hypovolaemia at the 35th week was responsible for 
transient abnormalities of Doppler indices. The child was born at 37 and a half weeks and weighed 
2900 g. Clinical examination was normal. The search for ascites and gastrointestinal protein leak was 
negative. This case shows that rigorous management of intestinal lymphangiectasia during 
pregnancy can allow term delivery of a normal birth weight infant. Ultrasound surveillance can 
reveal signs suggestive of foetal disease, but there is no fully reliable antenatal diagnosis. The 
presence of a healthy neonate when the disease occurs in a familial context does not formally 
excluse the diagnosis, as the disease usually only present after a free interval of several years. 
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Abstract:We report a woman with intestinal lymphangiectasia whose symptoms were wrongly 
attributed to pregnancy; the diagnosis was made in the postpartum period. She also developed 
alopecia and herpes zoster. 
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Abstract:A case is reported of conception and successful completion of a pregnancy in a 31 year old 
woman maintained on home parenteral nutrition while suffering from a primary distension of the 
intestinal lymphatic vessels and intestinal loss of protein. A healthy, 3400 g female infant was born 
near term by cesarean section. This case confirms the few so far published experiences showing that 
conception and maintenance of the pregnancy under total parenteral nutrition needs no or just a 
slight adaptation of the regimen. 
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Abstract:A patient with a history of familial intestinal lymphangiectasis and exudative enteropathy 
was observed during 2 consecutive pregnancies. Normal pregnancy is compatible with the condition 
and pregnancy need not aggravate the disease. 
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