Interesting Case (Congenital portosystemic shunts )

A 11-day-old girl with jaundice
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Physical examination (818l 11 914)

Vital signs: T 37.1 oC, BP 57/30 mmHg, PR 152/min, RR 52/min, SpO296%

BW 3.65 kg (P50), Lt 53 cm (P50), HC 36 cm (P50) CC 32 cm (P50)

GA: active, no pallor, moderate jaundice, multiple hemangiomas at neck, back, trunk, both thighs
and legs size 2-10 mm, no other dysmorphic features, no midline defect

HEENT: AF 1.5 X 1 cm, PF: fingertips, no cleft lip, no cleft palate

CVS: normal Si1, Sz, SEM grade Il at LPSB

RS: Normal breath sound

Abdomen: Normal bowel sound, soft, no abdominal distention, no superficial vein dilatation

Liver 2 cm BRCM, liver span 6 cm, soft consistency, spleen 2 cm BLCM, no fluid thrills, no shifting
dullness

Back: no skin dimple, normal spinal alignment

Genitalia: normal

CNS: normotonia, no abnormal movement
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Liver function tests: ALP 482, AST 393, ALT 231, GGT 130 U/L, TB 21.7, DB 12.5 mg/dL, TP 62.4,

albumin 32.2, globulin 30.2 g/L, cholesterol 187 mg/dL

BUN 7, creatinine 0.29 mg/dL, Na 140, K 5.72, Cl 105, HCOs324.2 mmol/L, blood sugar 66 mg/dL,
ammonia 86 mmol/L (146 mcg/dL)

PTT 22.2 sec PT 12.2 sec INR 1.03 thrombin time 12.7 sec

Thyroid function test: normal

Urine reducing sugar: Positive 1+

Echocardiogram
Pulmonic stenosis (PV annulus 10 mm, thick and dome, PSPG 35 mmHg), small PDA 2 mm,

continuous flow with left to right shunt




Ultrasonography of upper abdomen

Unremarkable liver parenchymal echogenicity. Abnormal dilated and tortious vascular

structure at lateral segment of left hepatic lobe continuing with the dilated left hepatic vein and
branch of left portal vein associated enlarge ascending portion of left hepatic vein could be shunt

between these veins. No definite focal liver mass is detected. Normal splenic size, no free fluid.




Doppler ultrasonography of the liver
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Four areas of abnormal vessels connecting between branches of left portal vein drain to left
hepatic, accessory left hepatic and middle hepatic veins. Blood flow direction from portal to hepatic
vein. Cardiac pulsatility of left portal vein branches. Abnormal vessels at right hepatic lobe is
suspected with no visualization of direct communication between portal vein, hepatic vein and

hepatic artery

Impression: Multiple porto-hepatic shunt between left portal vein branch to left hepatic vein,
accessory left hepatic vein and middle hepatic vein. Abnormal vessels at right hepatic lobe, could

be tortous of right hepatic vein or right porto-hepatic shunt.




Computed tomographic arteriography of the liver
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At least three porto-hepatic shunt (between LPV branches and LHV, accessory LHV and MHV)
Two small arterial enhancing lesions at hepatic segment IV and V which showed isodense on

venous phase, could be transient hepatic attenuation differences or small hepatic hemagiomas.
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Congenital portosystemic shunts (CPSS)
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HEPATOPULMOMNARY SYNDROME

PULMONARY HYPERTENSION

ENCEPHALOPATHY

OTHER COMPLICATIONS®
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— Side-to-side-like porto-caval

— H-type poro-caval
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Extrahepatic portosystemic shunt 1 Ligation

Porto-cawval shunt

— End-to-side—like porto-caval 2 Banding + delayed ligation or endovascular plug

Caval partition

Ligation

Portohepatic shunt

Ligation

FPersistent ductus venosus

Ligation
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(Shunt closure)
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— Radiclogical: portal pressure, angiography U TR

— Surgical: portal pressure, small bowel tolerance

Oeelusion test
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(one or two steps)
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