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A 5% month old girl with ascites
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Presentation of Case

Dr. Zannatul Ferdous Sonia: A 5%2 month old girl,
2nd jssue of non-consanguineous parents from
Jamalpur immunized as per EPI schedule,
presented at the outpatient department with
the history of abdominal distension since 2
months of her age which gradually increased
day by day (Figure 1). She also had a history of
fever for 1 month which was low-grade,
intermittent in nature but not documented and
subsided after taking antipyretic. She had no
history of cough, contact with tuberculosis
patient, jaundice, pale stool, diarrhea, scanty
micturition, abdominal trauma or any history
of surgery. Her elder brother was healthy and
there was no family history of such type illness.

She lived in a well-ventilated tin-shade pucca
house. On examination, the patient was afeb-
rile, anicteric and mildly pale. Other vital signs
were within normal limit. The edema was
absent. She was anthropometrically well and
thriving. Bedside urinary albumin was nil. BCG
mark was present. Per abdominal examination

Figure 1: Abdominal distension with visible en-
gorged vein, everted umbilicus and fullness of
flank. Milky white ascitic fluid (inset)

revealed ascites. There was no organomegaly.
Other systemic examinations revealed normal
findings.

For her complaints, she was admitted into the
Mymensingh Medical College Hospital and
underwent some investigations like complete
blood count, serum Ts3, T4 and TSH, a-feto-
protein, alkaline phosphatase, Mantoux test,
ultrasonography of the whole abdomen, etc
(Table I). Her report showed mild anemia
(hemoglobin 8.8 g/dL). The ultrasonography
report showed ascites without organomegaly.
She was then treated with vitamins and miner-
als and was referred to Dhaka for better mana-
gement.

After admission in this hospital, blood was sent
for serum alanine aminotransferase, serum
triglyceride and chest X-ray was done (Table I).

Provisional Diagnosis

Congenital chylous ascites

Differential Diagnosis

Dr. Afsana Yasmin: As Bangladesh is a highly
endemic zone for tuberculosis, so after
evaluating the other features, it could be a case
of abdominal tuberculosis (peritoneal type).

Abdominal tuberculosis

The prevalence of tuberculosis among the
children in Bangladesh is 3%.1 Childhood
tuberculosis case detection is difficult due to the
multifactorial problems such as low-quality of
sampling, paucibacillary and lack of
Mycobacterium culture facilities. In children, the
number of extra-pulmonary tuberculosis cases
are higher compared to the pulmonary
tuberculosis.! The most common forms of abdo-
minal tuberculosis in children are serous
peritonitis and intestinal tuberculosis.2
Tuberculous bacilli can reach the
gastrointestinal tract by the following route: a)
hematogenous spread from lung focus, b)
ingestion of bacilli from infected sputum, c)
unpasturized cow’s milk ingestion, d) direct
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Table I Table II
Laboratory investigations of the patient Biochemical findings of ascitic fluid
Parameter Findings References Parameter Findings
Hemoglobin (g/dL) 8.8 13.5+13 Appearance Milky white
WBC count (x10°/L) 10 70+3 Cytology Lymphocyte
Differentials . predominant
Neutrophil (%) 52 40-80 Protein (g/dL) all
Lymphocyte (%) 40 20-40 Tlilglycerlde (I;Ii‘lg/ dL) 4329
Eosinophil (%) 4 1-6 Glucose (mg/dL) %
Monocyte (%) 2 2-10 ileocecal region and peritoneal tuberculosis mainly
Peripheral blood film Microcytic hypo- presents with ascites.2
chromic anemia The symptoms of abdominal tuberculosis are non-
Platelet count (109/L) 365 150-400 specific such as anorexia, malaise, fever, weight loss
Erythrocyte sedimentation rate (mm in 30 0-10 and abdominal distension which is due to ascites.
LOL) Physical examinations may reveal cachexia, fever,
Serum Ts (nmol/L) 2.6 1.2-3.6 | lymphadenopathy, absent BCG mark, hepatomega-
Serum T4 (nmol/L) 130.2 54-173 ly, splenomegaly, ascites, and features of intestinal
Serum TSH (uIU/mL) 2.0 0.3-5 obstruction.
a-Fetoprotein (ng/mL) 374 Up to 15.0 Our patient presented with fever and ascites which
Alkaline phosphatase (U/L) 113 100-600 are suggestive of peritoneal tuberculosis, but
younger age, no history of cow’s milk ingestion, no
Mantoux test 4 >10 | contact history with tuberculosis patient, absence of
Ultrasonography of whole abdomen Marked ascites growth failure and no lymphadenopathy go against
Serum alanine transaminase (U/L) 20 0-55 the peritoneal tuberculosis.
Serum triglyceride (mg/dL) 222 <150 Omental cyst
Chest X-ray Normal Omental cyst is a rare condition which occurs

spread from adjacent organ, e) lymphatic spread

from adjacent lymph nodes.

Abdominal tuberculosis may be intestinal, mesen-
teric and peritoneal. The most common site of
involvement

intestinal tuberculosis is

Sex: Age:
D.0.Birth:

Figure 2: Endoscopy shows snowflaky spot on duodenum

the

of

usually during the early childhood and young
adulthood. It is closely related to the mesenteric and
retroperitoneal cysts and may be congenital or a
benign neoplastic condition of lymphatic origin.
Omental cyst usually presents with the abdominal
distention of long duration, frequently with a
palpable abdominal mass.4 It may be unilocular or
multilocular and contains fluid, which may be clear
or straw-colored. There may be thick cheesy-white
material which is due to the inspissated lymph fluid
in the cyst3 In this patient, gradual abdominal
distension since the early history goes in favor of
congenital omental cyst but the presence of tense
ascites and absence of palpable abdominal mass go
against the diagnosis of omental cyst.

Dr. Luthfun Nahar: After evaluating the patient’s
presenting features, physical findings, initial inves-
tigation results, bedside paracentesis was done and
ascitic fluid was found milky white in color (Figure
1). Ascitic fluid showed high concentration of
triglyceride (Table II).

Dr. Wahiduzzzaman Mazumdar: 1 performed the
endoscopy to identify the cause of chylous ascites. It
showed snowflaky spots on second part of the
duodenum (Figure 2). A biopsy was taken from the
second part of duodenum and biopsy tissue was
sent in formalin for histopathology. The histopatho-
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logy report showed distorted villi, lamina propria
contained a moderate number of lymphocytes and
dilated lymphatics were present in the villous core
with no granuloma or malignant cells; which were
suggestive findings of intestinal lymphangiectasia.

According to history, physical examinations, inves-
tigations, endoscopy findings and histopathology
report, it was a case of chylous ascites due to
intestinal lymphangiectasia. There are many etiolo-
giesé which are responsible for chylous ascites.

Congenital lymphatic abnormality

The congenital lymphatic abnormality is the predo-
minant cause of chylous ascites in the present case.
It accounts for 84% of all causes in pediatric popula-
tion.6

Intestinal lymphangiectasia

Intestinal lymphangiectasia is the pathological dila-
tation of the lymphatic vessels in mucosa and
submucosa of the small intestine. It accounts for
about 26% causes of chylous ascites in children and
adolescent. Intestinal lymphangiectasia may be
primary or secondary.

Neoplasia

It is another important acquired cause of chylous
ascites. Among the malignancies, lymphoma
accounts for at least one-third of the cases. Obstruc-
tion and invasion into the lymphatic channels due
to malignancy leads to the disruption of normal
lymphatic flow and causes chylous ascites.6 There
were no suggestive features of malignancy in this
patient.

Tuberculosis

Tuberculosis of the gastrointestinal tract is the 6th
most frequent site of extra-pulmonary tuberculosis.
One manifestation of the abdominal tuberculosis is
chylous ascites which is due to interruption and
blockage of lymphatic drainage by enlarged lymph
node.10

Filariasis

Filariasis, caused by the parasite Wuchereria
bancrofti, may cause chylous ascites. This is due to
the severe inflammatory reaction in the lymphatic
vessels by parasites, leading to lymphedema and
chylous ascites.t

Pancreatitis

Both acute and chronic pancreatitis can cause
chylous ascites. Two mechanisms have been pro-
posed for the development of chylous ascites in
pancreatitis, which are compression of lymphatic
channels or direct damage of lymphatic channel by
the pancreatic enzymes in the peritoneal cavity.¢

Trauma

Trauma or surgery cause direct leakage of the
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lymph through a lymphoperitoneal fistula into the
peritoneal cavity due to acquired lymphatic disrup-
tion which cause chylous ascites.t.? There is no
history of trauma and surgery exclude the
diagnosis.

Hemodynamic abnormalities

Constrictive pericarditis, right heart failure, dilated
cardiomyopathy and rheumatic valvular disease
can cause chylous ascites. The proposed mechanism
is by increasing pressure within the lymphatic
vessels.8

Cirrhosis

The underlying pathophysiology of chylous ascites
is due to the rupture of serosal lymphatic channels,
which are dilated due to excessive lymph flow.
Other causes of portal hypertension, such as portal
vein thrombosis, have also been implicated as a
cause of chylous ascites.2 As there was no history of
jaundice and liver function tests were normal so
these excluded the diagnosis of cirrhosis.

Though patient’s age is now 5% month and the
abdominal distension started since 2 month of her
age, she had no history of underlying liver, kidney
or heart diseases and history was prolong with no
significant weight loss, so this chylous ascites also
was not due to malignancy. So, it is a case of
congenital chylous ascites. Endoscopy and biopsy
finding reports are suggestive for intestinal lymph-
angiectasia.

Dr. Nahar’s Diagnosis

Chylous ascites due to congenital intestinal lymph-
angiectasia

Discussion

Dr. A. S. M. Bazlul Karim: Chylous ascites is defined
as the extravasation of milky or creamy appearing
peritoneal fluid rich in triglyceride, caused by the
presence of thoracic or intestinal lymph in the
abdominal cavity.¢

It develops when there is a disruption of the lym-
phatic system, occurs due to traumatic injury or
obstruction (from benign or malignant causes).
Chylous ascites may be congenital or acquired.¢ In
develop countries malignancy and abdominal sur-
gery are common whereas in the developing coun-
tries tuberculosis is common acquired cause of
chylous ascites.20.11 Abnormalities of the develop-
ment and maturation of lymphatic vessels are the
cause of primary or congenital process.12.13

Intestinal lymphangiectasia may be primary or
secondary. Primary intestinal lymphangiectasia
occurs due to developmental abnormalities of the
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lymphatic channel and secondary intestinal
lymphangiectasia due to acquired disease such as
malignancy, tuberculosis, filariasis, inflammatory
bowel diseases, etc.

Primary intestinal lymphangiectasia is a rare disor-
der characterized by dilated intestinal lymphatic
system resulting in lymph leakage into the small
bowel lumen and responsible for chronic diarrhea,
protein-losing enteropathy leading to lymphopenia,
hypoalbuminemia and hypogammaglobulinemia.14

Primary intestinal lymphangiectasia is a common
cause of congenital chylous ascites in children. The
proposed mechanism is the exudation of lymph
through the walls of retroperitoneal mega lympha-
tics into the peritoneal cavity which occurs with or
without a visible fistula.6 Patient of intestinal
lymphangiectasia may also have low cholesterol
and low calcium level. Ultrasonography, CT scan
and barium X-ray can detect bowel thickening and
edema.

Dr. Mazumder: Diagnosis of chylous ascites should
be done by history taking, physical examination
and relevant investigations. Abdominal paracen-
tesis is the most important diagnostic tool for
ascites. Depending on the clinical suspicion, ascitic
fluid should be sent for cell count, culture, Gram
stain, total protein, albumin, triglyceride level,
glucose, ADA, lactate dehydrogenase, amylase, and
cytology.¢ The presence of a milky, creamy appear-
ing ascitic fluid with triglyceride content above 200
mg/dL is diagnostic for chylous ascites.11

Abnormal lymphatic drainage can be demonstrated
by lymphoscintigraphy and it has no adverse
effect.t However, lymphangiography is the gold
standard to detect lymphatic obstruction. It has also
a therapeutic role. But it has some adverse effects
like contrast hypersensitivity, tissue necrosis, fat
embolism, and even transient lymphedema and
chylous ascites.

Intestinal lymphangiectasia is confirmed by endos-
copic observation of white viili/white spot/snow
flake on duodenum and histologicaly presence of
lacteal juice, dilated mucosal and submucosal
lymphatic vessels with polyclonal normal plasma
cells. Endoscopy may be negative when intestinal
lesions are segmental or localized. In such cases,
video capsule endoscopy is a useful tool to detect
the presence of intestinal lymphangiectasia and to
specify its localization.1415 Laparoscopy and laparo-
tomy can also be done to identify the traumatic or
post-operative causes.

Primary chylous disorders are usually caused by
congenital lymphangiectasia, with or without asso-
ciated thoracic duct obstruction.16

In the present case, endoscopy showed snowflake
spot on duodenum and histologically distorted villi
with dilated lymphatics in villous core.

Dr. Sayma Rahman Munmun: What is the manage-
ment plan of this patient?

Dr. Md. Rukunuzzaman: Nutritional, pharmaco-
logical and surgical therapies are available
treatment options for the chylous ascites. Bowel rest
followed by total parenteral nutrition (TPN) may be
helpful. Dietary therapy with high-protein and low-
fat diet with medium-chain triglyceride will reduce
the chylous ascites.17-20

Pharmacotherapy as somatostatin and octreotide
either alone or both in combination with TPN are
effective in the management of chylous ascites due
to different causes.2! Orlistat, an inhibitor of gastric
and pancreatic lipases, can minimize the ascites and
triglyceride levels in the chylous ascites due to
cirrhosis.2l Paracentesis should be done to relieve
respiratory distress and the replacement of albumin
is not recommended unless the patient has cirr-
hosis.¢

Surgical treatment as transjugular intrahepatic por-
tosystemic shunt, laparotomy and fistula correction,
peritoneovenous shunt, fibrin glue therapy are
other treatment options for chylous ascites.

In this patient, dietary therapy and octreotide were
given as treatment option for chylous ascites.

Dr. Parisa Marjan: What is the dose of octreotide to
treat chylous ascites?

Dr. Sonia: Octreotide can be given by subcutaneous
or continuous infusion. Subcutaneous infusion of 10
-40 pg/kg 12 hourly for a single day. Continuous
infusion of 1-8 pg/kg/hours over 10 days. But
many studies showed that continuous infusion with
0.5-2 pg/kg/hours has good efficacy, low cost and
less adverse effects.21-23

In our patient, we started by intravenous infusion at
a dose of 0.5 pg/kg/hours and gradually increased
to 1 pg/kg/hours on day 3 and continued till day 7
then tapered and discontinued on day 10 (Figure 3).

Dr. Md. Benzamine: What is the mechanism of action
of octreotide to reduce chylous ascites??

Dr. Nahar: Octreotide is an analog of somatostatin
which has a longer duration of action. It has a wide
spectrum of inhibitory effects on the anterior
pituitary function, pancreas, endocrine secretions,
and gastrointestinal tract. It inhibits the secretion of
pancreatic hormones like insulin, glucagon, gastrin
and other peptides, as a result, reduces pancreatic
juice and also suppress gastric, pancreatic and small
bowel secretion, and increases water and electrolyte
re-absorption. It also reduces splanchnic blood flow,
all these help to reduce ascites.24.25

It is a pharmacologic agent that also augments the
closure of any leakage in the lymphatic system.26

Dr. Mohua Mondol: What are the adverse effect of
octreotide? How will you follow-up?
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Figure 3: Dose and duration of treatment by octreotide

Dr. Karim: Octreotide causes nausea, abdominal
cramps, diarrhea, constipation, malabsorption of fat
and flatulence. It can also cause hypertension,
hypotension, hyperglycemia, hypoglycemia, choles-
tasis, hypothyroidism, etc.22 Follow-up will be done
based on clinical, laboratory and ultrasonography
findings.2Z

Dr. Yasmin: How long the dietary management will
be continued?

Dr. Sonia: The diagnosis of this patient is congenital
intestinal lymphangiectasia, though it is not an
acquired cause. So, the dietary management will be
lifelong.

Dr. Kamrun Nahar: What is the prognosis of this
patient?

Dr. Nahar: Abdominal girth was reduced after
starting octreotide therapy (Figure 4).

Primary intestinal lymphangiectasia is a chronic
disorder requiring long-term dietary control based
on low fat with supplementation of medium chain
triglyceride. It is rarely cured but can remain in
remission for a long time. It is fatal when compli-
cations like pleural effusion and pericardical effu-
sion occur and unresponsive to treatment.14

Final Diagnosis

Chylous ascites due to congenital intestinal lymph-
angiectasia
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