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Case report: Congenital extrahepatic portocaval shunt

presenting as pulmonary arterial hypertension

in a pregnant patient
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INTRODUCTION

Congenital extrahepatic portocaval shunt (CEPS), also
known as the Abernethy malformation, is a rare condition in
which a congenital vascular anomaly of the portal system is
present. Type I malformation is characterized by the absence
of the intrahepatic portal vein and a complete shunt of portal

Congenital extrahepatic portocaval shunt (CEPS) is a rare condition in
which a rare congenital vascular anomaly of the portal system is present.
CEPS may manifest as pulmonary arterial hypertension (PAH). When
diagnosed and treated early, PAH can be reversible. We report a case of a
previously asymptomatic woman, who manifested with severe pulmonary
hypertension during pregnancy and was consequently diagnosed with
CEPS. After unsuccessful medical treatment, urgent lung transplantation

Abernethy syndrome, portopulmonary hypertension, pregnancy

blood into the systemic circulation. It is usually diagnosed in
childhood. In Type II malformation, the portal vein is hy-
poplastic and only a part of portal blood is shunted to the
inferior vena cava through extrahepatic connection. The
diagnosis is often delayed until adulthood."” One of the
possible manifestations of CEPS is pulmonary arterial
hypertension (PAH).”
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CASE DESCRIPTION

A 31-year-old woman in the 33rd week of pregnancy
was admitted to the hospital because of dyspnea and
hemoptysis that started 5 days before admission. In
the past few years before pregnancy, she reported
having episodes of dry cough with occasional minimal
hemoptysis which was attributed to gastroesophageal
reflux. On admission, she had a respiratory failure
(3L O,/min) and she was in functional Class NYHA
IV. Cardiac ultrasound showed increased systolic
pulmonary arterial pressure (sPAP) of 80 mmHg and
severe enlargement and hypertrophy of the right
ventricle. CTA of pulmonary arteries did not show
pulmonary embolisms. Thyroid hormones and
screening tests for connective tissue diseases, COVID-
19, HIV, and hepatitis were negative. Hepatic en-
zymes and bilirubin levels were within normal values
while ammonia level was not measured. Radiological
characteristics suggested a diagnosis of pulmonary

veno-occlusive
mangiomatosis
(Figure 1a).

Epoprostenol was considered as a therapeutic option
but was not tried due to its association with worsening of
pulmonary edema and even fatal outcome in patients
with PVOD/PCH." Two days after admission, a cesarean
section in general anesthesia was performed after stabi-
lization of the mother and the baby with supportive
therapy including two doses of flosteron, furosemide, and
inhaled NO.

After delivery, the baby was in good condition, while
the mother remained dependent on mechanical
ventilation—a trial of extubation 1 day after the operation
was unsuccessful. Because the diagnosis of PVOD/PCH
was still not firm macitentan was added to inhaled NO as
a therapeutic trial. The clinical state did not improve, and
a control computed tomography (CT) 2 days later showed
significant deterioration of interlobular septal thickening
(Figure 1b) further suggesting PVOD/PCH.” Right heart

disease/pulmonary capillary he-
(PVOD/PCH) rather than PAH

FIGURE 1 Severe pulmonary hypertension due to congenital extrahepatic portocaval shunt. (a) CT upon admission shows mildly to
moderately expressed centrilobular ground-glass opacities in all lobes (arrows) and in places interlobular septal thickening suggesting PCH/
POVD. (b) CT 2 days after macitentan in combination with NO shows worsening of interlobular septal thickening (arrows). (c) Histological
examination of explanted lungs shows complex lesion characteristic of pulmonary arterial hypertension showing plexiform changes with a
network of vascular channels lined with endothelial cells, surrounded by dilated thin-walled vein-like vessels (thin arrows) and thick-walled
small pulmonary artery (thick arrow) due to a concentric intimal proliferation (hematoxylin-eosin, original magnification x100). (d) CT

venography, volume rendering technique (VRT)—reconstruction shows anomalous drainage (marked with *) of a major part of superior

mesenteric vein and splenic vein into inferior vena cava through the left renal vein and hypoplastic portal vein. (CT, computed tomography;
IVC, inferior vena cava; LRV, left renal vein; PCH/POVD, pulmonary veno-occlusive disease/pulmonary capillary hemangiomatosis; PV,
portal vein; RRV, right renal vein; SMV, superior mesenteric vein; SV, splenic vein)
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catheterization confirmed increased pulmonary pressure
without a decline in cardiac index (CI) (s-d/mPAP 107/
45-66 mmHg, PCWP 12 mmHg, PVR 455 dyn-s/cm’, CI
4.4 L/min/m?). She needed support with noradrenaline
and dobutamine but her clinical condition, kidney, and
liver function had been deteriorating. An abdominal ul-
trasound showed anomalous venous structure around the
right kidney, but at that point, this was not considered a
clinically relevant finding.

Seven days after delivery, a cardiogenic shock devel-
oped due to a right ventricular failure, which was treated
with veno-arterial extracorporeal membrane oxygenation
(ECMO). Three days later, an urgent bilateral lung
transplantation was performed. Unexpectedly, histologi-
cal examination of the explanted lungs was consistent
with changes due to PAH and not PVOD/PCH
(Figure 1c). The postoperative course was complicated by
kidney failure, intestinal failure, and severe myopathy.
Due to postoperative complications, an abdominal CT
scan was done. It finally revealed CEPS Type II as the
underlying reason for severe pulmonary hypertension
(Figure 1d).

A year later, the patient continues with rehabilitation
but is in good clinical condition. No correction of CEPS
Type II malformation was yet performed. Surgical clo-
sure of the shunt was taken into consideration, but the
perceived risks of the procedure were estimated to be
higher than potential benefits, so we opted for watchful
waiting. Echocardiography showed normal sPAP
(32 mmHg), with a normal size of the right heart. There
was a mild increase of blood ammonia (34 umol/L, nor-
mal values 11-32pumol/L) and alkaline phosphatase
(5.36 pkat/L, normal values 0.55-1.64 ukat/L) but there
were no clinical signs of a portocaval shunt.

DISCUSSION

CEPS can be complicated by PAH in up to 15%.”"’ Pa-
thogenesis of PAH in CEPS is likely similar to the pa-
thogenesis of portopulmonary hypertension. Due to an
extrahepatic shunt an excessive amount of vasoconstric-
tive and proliferative substances (such as endothelin-1),
which would normally be metabolized by a liver, reaches
pulmonary circulation. Consequently, progressive vas-
cular remodeling develops. It may be further aggravated
by hyperdynamic circulation that causes endothelial in-
jury and dysfunction through shear stress.”” In our pa-
tient, PAH might have developed already before
pregnancy which is consistent with the history of mild
hemoptysis. During pregnancy, several physiological
changes occur that have important effects on pulmonary
hemodynamic. By the last trimester, blood volume

increases up to 40%-100% and cardiac output up to
30%-50%. This is accompanied by an increase of levels of
sex hormones, such as progesterone, testosterone, and
estrogens, which have a vasodilatory effect on pulmonary
circulation and help pulmonary circulation to accom-
modate the increased blood flow. However, in patients
with PAH, the response of pulmonary vasculature to
vasodilatory substances is attenuated which worsens the
effects of hyperdynamic circulation and increases the
right ventricular strain. This may lead to right ventricular
failure. Moreover, in our patient there might have been
an increase of portocaval shunt, further worsening her
condition. The climax of hemodynamic changes during
pregnancy occurs between the 28th and 34th week which
coincides with the presentation of our patient.” A re-
markable finding in our patient was a high cardiac out-
put in the association with high pulmonary arterial
pressure which we attributed to persisting postpartum
hemodynamic changes. However, a small case series
described PAH associated with high cardiac output in
three male patients with CEPS suggesting the presence of
additional pathophysiological mechanisms."’

We speculate that in our patient a combination of
hyperdynamic circulation, hypervolemic state, and per-
haps specific consequences of CEPS lead to the devel-
opment of interstitial and alveolar edema mimicking the
CT signs of PVOD/PCH.” Intravenous prostacyclin ther-
apy was thus not tried due to fear of the development of
pulmonary edema, which was described in 44% of pa-
tients with PVOD/PCH." Albeit endothelin receptor an-
tagonists were also associated with deterioration of
PVOD/PCH,* we decided for a trial with macitentan,
which was unsuccessful.

PAH associated with CEPS can be reversible. Shunt
closure should be considered in all patients with Type II
malformation as it may significantly reduce complica-
tions, including the worsening of PAH.>*”'" After the
correction of the portocaval shunt, an overflow of
vasoactive substances is stopped and PAH gradually
resolves.>” In some patients, the treatment with pul-
monary antihypertensives may stabilize the condition,’
but this was only demonstrated in a small study and
needs further clinical investigation. In our patient,
treatment with inhaled NO and macitentan did not result
in clinical improvement. Retrospectively, we can thus
speculate that lung transplantation in our patient could
have been avoided, had the Abernethy malformation
been diagnosed before the pregnancy and the develop-
ment of right heart failure. The rarity of this condition
caused a delayed diagnosis even after complications al-
ready developed. Moreover, a later literature search did
not reveal any cases describing the presentation of CEPS
during pregnancy.
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In conclusion, to our best knowledge, this is the first
report of Abernethy malformation manifesting as PAH
during pregnancy. Although rare, it should be considered
in the differential diagnoses of PAH diagnosed during
pregnancy.
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