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What do we know about the subject matter of this study? What does this study contribute to what is already known?
Digestive bleeding due to portal hypertension in Pediatrics is Our study provides useful information regarding the successful
challenging for pediatric hepatologists, especially in cases with treatment with OCT-LAR of a child with digestive bleeding due
treatment difficulties. Long-acting release Octreotide administered to portal hypertension with no other therapeutic options for the
intramuscularly emerges as a therapeutic option in such conditions. management of this complex and challenging pathology.
Abstract Keywords:

Upper gastrointestinal
Introduction: Upper gastrointestinal bleeding (UGIB) secondary to portal hypertension (PHT),  bleeding;
without endoscopic or surgical treatment options due to an ectopic or unidentified bleeding site or ~ portal hypertension;
the patient’s anatomic characteristics, is challenging in pediatric hepatology. The usual treatment in ~ long-acting release
these cases includes intravenous Octreotide. Recently, the availability of long-acting release Octreo- ~ Octreotide
tide (OCT-LAR) for monthly intramuscular administration has become an interesting therapeutic
alternative. Objective: To report the case of an infant with UGIB due to PHT who was successfully
treated with OCT-LAR. Clinical Case: Eight-month-old patient with repeated episodes of UGIB due
to extrahepatic portal vein malformation, requiring blood transfusions, and intravenous octreotide
infusions. As neither endoscopic nor surgical treatment were feasible, we decided to start IM OCT-
LAR monthly. After ten months of treatment, the patient did not present bleeding episodes. No
medication-related events were observed. Conclusion: We consider that this report could help in the
management of similar pediatric patients with UGIB due to PHT without conventional therapeutic
possibilities.
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Introduction

Treatment and prophylaxis of upper gastrointesti-
nal bleeding (UGIB) secondary to portal hypertension
(PHT) are controversial in pediatrics, mainly because
of the lack of well-designed clinical trials with a high
level of evidence in this population'®. These difficulties
increase if we consider the subgroup of patients without
possibilities for endoscopic or surgical treatment due
to ectopic or unidentified sites of bleeding, or becau-
se of their anatomic characteristics, making it a cha-
llenging treatment for pediatric hepatologists. Current
treatment for UGIB due to PHT includes intravenous
octreotide infusion for 5 days>*”®. Long-acting release
octreotide (OCT-LAR) is used both in adult and pedia-
tric patients for treating acromegaly, neuroendocrine
tumors, secretory diarrhea, pancreatitis, and chylotho-
rax*’. In recent years, an OCT-LAR presentation for
monthly intramuscular administration has been used
in adult and pediatric patients with UGIB due to PHT
or vascular malformations. Several adverse effects were
reported with octreotide, such as nausea, abdominal
cramps, diarrhea, hypoglycemia, growth failure and
development of gallstones'®'*. There is a lack of evi-
dence in pediatrics for treating patients with PHT and
UGIB from ectopic or unidentified sites of bleeding.

The objective of this article is to report a case of
an 8-month-old patient with extrahepatic portal vein
malformation and recurrent UGIB episodes, who was
successfully treated with OCT-LAR, in order to add in-
formation and likely useful therapeutic alternatives in
a challenging scenario for Pediatric Hepatologists.

Clinical Case

8-month-old male patient with a history of mater-
nal preeclampsia. He was born at 39 weeks of gesta-
tional age with a birth weight of 2600 gr. by vaginal
delivery, with a double nuchal cord and meconium-
stained amniotic fluid. He was admitted to the neona-
tal intensive care unit where he stayed for 11 days with
respiratory distress syndrome and early-onset neonatal
sepsis due to Staphylococcus epidermidis. He presented
UGIB at 3 months of age. Repeated liver function tests
and platelet counts were always within normal values.
Physical examination showed pale skin and mucosa
during the UGIB episodes, without hepato- or spleno-
megaly.

The patient was referred to our center with a his-
tory of multiple episodes of UGIB from a duodenal
varix. In each episode, he presented with melena and
anemia. Previously, he had received endoscopic cya-
noacrylate injections without response (figure 1), a
treatment that we do not perform in our center. He
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required repeated blood transfusions and intravenous
octreotide infusions. An extrahepatic portal vein mal-
formation was observed in the ultrasound and CT
scan. A mesenteric portovenography was performed,
showing the same features (figure 2). The mechanism
of UGIB was presumed to be PHT due to the portal
vein malformation, although pressure measurement
was not possible. Anatomic characteristics and size
of the patient (at 14 months, the weight was 8900 gr,

Figure 1. Upper digestive endoscopy. On the posterior wall of
duodenal bulb there is a large ectopic varix protruding and oc-
cupying part of the lumen, with fibrin at its surface and positive
red signs.

Figure 2. Mesenteric portovenography. Patent portal vein trunk
without identification of its division. In right portal branch ori-
gin topography, there is a segmentary stenosis (straight white
arrow). Left portal branch emerging from a collateral vein instead
of the main trunk (black arrow). A network of collateral veins in
hepatic hilum (curved white arrow).
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Z-score: -1.5; the height 73.3 cm, Z-score: -3) made
surgical alternatives, such as a meso-Rex or other
shunts, not feasible. The patient was hospitalized once
a month for six months because of UGIBs. At that mo-
ment, we decided to start the monthly administration
of intramuscular OCT-LAR at a dose of 0.39 mg/kg,
in order to avoid hospitalizations, transfusions, infec-
tions, and associated risks.

After 10 months of intramuscular OCT-LAR
treatment, he did not have any further UGIB episodes.
During this period, the patient did not present nausea,
diarrhea, abdominal cramps, hypoglycemia or growth
failure.

Discussion

UGIB due to PHT in children is a special challenge
in the group of patients with ectopic or unidentified
sites of bleeding, or anatomic characteristics that do
not allow endoscopic or surgical treatments. The lack
of guidelines or universal management recommenda-
tions is related to the absence of well-designed trials in
the pediatric population. Current treatment of UGIB
episodes in these patients includes intravenous octreo-
tide infusion for 5 days. Octreotide is a somatostatin
analog that inhibits the release of glucagon, insulin
and growth hormone. It also reduces splanchnic blood
ﬂOW2’3’7’8.

The use of OCT-LAR presentations, initially de-
signed for daily subcutaneous use'* and more recently
for monthly intramuscular administration'?, was re-
ported in cirrhotic adult patients as adjuvants in va-
riceal treatment due to their action in decreasing por-
tal pressure and improving splanchnic hyperemia. In
recent years, monthly intramuscular OCT-LAR has
been indicated in adult patients and in a small series
of pediatric patients with UGIB due to PHT or vascu-
lar malformations'®"’. In adult patients, prevention
and treatment of UGIB due to PHT include endosco-
py, transjugular intrahepatic portosystemic shunts or
pharmacological therapy with somatostatin analogs
for acute bleeding episodes or beta-blockers as pro-
phylaxis management. The administration of OCT-
LAR which improves prognosis in cirrhotic patients is
an attractive treatment option for long-term therapy
in this scenario'?.

In the pediatric population, considerable tech-
nical and anatomic limitations add difficulties in ca-
ses of UGIB for conventional endoscopic and surgi-
cal treatments. In this age group, the lack of studies
prompts to imitate adult experiences as well as pedia-
tric case reports. The experience reported by O’Meara
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et al in 2015 provides evidence indicating that OCT-
LAR could be effective for treating severe UGIB in chil-
dren without conventional therapeutic options®.

Conclusions

Our patient, with extrahepatic portal vein malfor-
mation and multiple UGIB episodes from a duodenal
varix, represents a therapeutic challenge due to the
ectopic site of bleeding and anatomic characteristics
that prevent endoscopic or surgical management. Ba-
sed on the report of nine pediatric patients by O’Meara
et al”?, to our knowledge representing the largest num-
ber of pediatric patients treated with intramuscular
OCT-LAR, we decided to use this drug at a dose of 0.39
mg/kg monthly. After 10 months of treatment, our pa-
tient did not present any further bleeding episodes or
adverse effects previously reported with the use of oc-
treotide.

We believe that this report may be helpful in the
management of complex UGIB due to PHT in pedia-
tric patients.
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