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• Pyruvate Kinase Deficiency (PKD) is a rare autosomal 
recessive enzymatic disorder.

• The biochemical consequences of PKD result in red blood cell 
pyruvate and ATP deficiency, leading to shortened RBC 
lifespan and chronic, non-spherocytic anemia. 1

• Additional complications include iron overload, bilirubin 
gallstones, extramedullary hematopoiesis, and pulmonary 
hypertension.

• Current treatment approaches are supportive and include 
transfusion, chelation, and splenectomy.2

• Splenectomy usually results in a 1‐3 g/dl increase in 
hemoglobin and may improve the survival of transfused cells.3

First Thrombotic Episode
• 18 year old male with PKD s/p splenectomy (2001) presenting 

with RUQ abdominal pain in 2015.
• MRI revealed iron overload and thrombus at the junction of the 

superior mesenteric vein and portal vein.
• Physical exam was negative for ascites, and the liver was non-

enlarged with normal contour.
• Patient was placed on enoxaparin; however, this was shortly 

discontinued after upper GI bleed from duodenal ulcers.

Second Thrombotic Episode
• 9 months after initial episode, the patient presented with an 

additional episode of acute RUQ abdominal pain.
• CT scan revealed a new superior mesenteric vein thrombus.
• Patient was initially placed on IV pantoprazole, octreotide, and 

IV heparin. Patient was bridged to coumadin and has remained 
hemodynamically stable.
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• Although splenectomy has shown therapeutic improvement, the 
risk of post-splenectomy venous thrombotic events is 10% in 
patients with PKD.3

• To our knowledge, only two case reports have detailed recurrent 
thrombotic events post-splenectomy.
• Patient A received a splenectomy at age 20 with two episodes of 

portal vein thrombosis at 6 days and 2 years post-splenectomy.5
• Patient B received a splenectomy at age 1 with two episodes of 

pulmonary thromboembolism at 29 and 36 years post-
splenectomy.6

• Our patient experienced two recurrent episodes of venous 
thrombosis involving the superior mesenteric vein (SMV).

• Our patient received a splenectomy at age 5 with thrombotic 
events at 13 and 14 years post-splenectomy.

• Although splenectomy is a supportive treatment for PKD 
patients, increased risk for thrombosis has been reported.
• Our case adds to the medical literature by detailing a rare case of 

PKD with recurrent splanchnic venous thrombosis.
• Although the etiology remains unclear, chronic anticoagulation 

and regular screening for thrombocytosis is essential to reducing 
complications and improving prognosis in PKD patients post-
splenectomy.
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