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Polysplenia syndrome with truncal pancreas  
presenting as diabetic ketoacidosis
Hea Min Yu and Jun Choul Lee

A 17-year-old girl with no past medical his-
tory was referred to our hospital for vom-
iting and abdominal pain. At presenta-
tion, she was well-oriented and had stable 
vital signs. Her laboratory results showed: 
random blood glucose 410 mg/dL, he-
moglobin A1c 12.3%, venous blood gas 
analysis (pH 7.17, PO2 42 mmHg, PCO2 
32 mmHg, HCO3 11.7 mEq/L, lactate 
1.1 mg/dL, base excess –15.7, anion gap 
19.3), serum ketone body 1,000 μmol/L, 
serum insulin 13.1 μU/mL, C-peptide  
0.7 ng/mL, sodium 135 mEq/L, potassium 
4.4 mEq/L, anti-glutamic acid decarboxy-
lase antibody 0.06 U/mL, insulin antibody 
4.7%, islet cell antibody-negative, and in-
sulin receptor antibody-negative.

With a diagnosis of diabetic ketoacido-
sis (DKA), she was shifted to the medical 
intensive care unit and received treatment 

with intravenous fluids, intravenous insu-
lin infusion, and potassium replacement.

Enhanced abdominal computed to-
mography (CT) revealed polysplenia in the 
left upper quadrant, truncated pancre-
as, preduodenal portal vein (Fig. 1), and 
absence of the hepatic segment of the 
inferior vena cava (IVC) and azygos con-
tinuation of the IVC (Fig. 2). No cardiac 
anomalies were observed on contrast-en-
hanced chest CT.

Polysplenia syndrome (PS) is a rare con-
dition defined as the presence of multiple 
spleens and is associated with various vis-
ceral abnormalities. Although there is no 
characteristic pathognomonic anomaly, 
one of the most common features asso-
ciated with PS is the vascular malforma-
tion of the IVC with azygos or hemiazy-
gos continuation. Pancreatic anomalies in 
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Figure 1. Axial abdominal computed tomography shows (A) multiple spleens in the left upper 
quadrant, a preduodenal portal vein (red arrows), and (B) a prominent pancreatic head with asso-
ciated dorsal pancreas agenesis (red arrows).
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patients with PS are related to the increased incidence of 
diabetes mellitus. However, it is not clear to what extent PS 
affects diabetes development, and little has been reported.

Our patient was a rare case of DKA with coincident trun-
cated pancreas and PS, requiring continuous insulin treat-

ment even after discharge.

Conflict of interest
No potential conflict of interest relevant to this article was 
reported.

Figure 2. Coronal abdominal computed tomography revealed a congenital vascular anomaly. (A) The hepatic segment of the inferior 
vena cava is absent (arrow). (B) Enlarged azygos vein (AV, arrow) running parallel to the aorta (A, arrowhead). 
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