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 Abstract Article information 

 Background: Type 3 von Willebrand disease (vWD) is the most severe form of 

inherited bleeding disorders and carries a high perioperative hemorrhagic risk. 

Case Presentation: A 33-year-old male with known type 3 vWD underwent 

elective laparoscopic repair of a grade IV hiatus hernia. Perioperative 

management included administration of von Willebrand factor/factor VIII 

(VWF/FVIII) concentrate. The postoperative course was complicated by left-

sided pneumothorax requiring chest tube insertion. Replacement therapy 

continued for six days; no bleeding complications or transfusion were required. 

Conclusion: Major laparoscopic surgery can be safely performed in patients 

with severe vWD when managed with appropriate replacement therapy and 

multidisciplinary coordination. 
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I) INTRODUCTION:

Von Willebrand disease is the most common inherited bleeding disorder, while type 3 represents its 

rarest and most severe form, characterized by near-complete absence of von Willebrand factor and 

markedly reduced factor VIII levels (1,2). Patients with type 3 vWD are at substantial risk of 

spontaneous and perioperative bleeding (3). Recent international guidelines emphasize individualized 

perioperative management using von Willebrand factor replacement and multidisciplinary planning 

to minimize bleeding risk (4,5). Advances in therapeutic approaches have improved surgical 

outcomes, even in high-risk patients (6). 

II)  Case Presentation  

A 33-year-old male with a previously established diagnosis of type 3 von Willebrand disease was admitted 
for elective laparoscopic repair of a grade IV hiatus hernia. Preoperative hematology consultation 
recommended administration of VWF/FVIII concentrate. On the day of surgery, 2000 IU of VWF/FVIII 
concentrate was administered intravenously prior to induction of anesthesia. The laparoscopic procedure 
lasted approximately 3.5 hours with minimal intraoperative blood loss. Postoperatively, the patient was 
transferred to the surgical intensive care unit and extubated uneventfully. On postoperative day one, he 
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developed a left-sided pneumothorax requiring chest tube insertion. Replacement therapy (2000 IU twice 
daily) was continued for six days. Drain output remained minimal (~150 mL), and hemoglobin levels declined 
in a predictable postoperative pattern without need for transfusion. No clinical evidence of bleeding was 
observed throughout hospitalization. 

 

Figure 1: Legend: Preoperative chest radiograph demonstrating large left-sided intrathoracic herniation of the 
stomach consistent with grade IV hiatus hernia. 
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Figure 2: Legend: Upper gastrointestinal endoscopy demonstrating sliding hiatus hernia and nodular gastritis. 
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Figure 3: Legend: Axial CT image confirming herniation of the stomach into the left hemithorax with associated lung 
compression. 
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III)   Discussion 

Type 3 vWD presents significant perioperative challenges due to severe deficiency of von Willebrand 

factor and secondary reduction in factor VIII levels (2,3). Current international guidelines recommend 

VWF-containing concentrates as the mainstay of perioperative management, particularly in major 

surgeries (4,7). Individualized dosing strategies and close laboratory monitoring are essential to 

ensure optimal hemostatic control while minimizing complications (5,6). In this case, effective 

perioperative planning and adherence to guideline-based therapy resulted in excellent hemostatic 

outcomes despite two invasive procedures. The absence of bleeding complications, even following 

chest tube insertion, reinforces the safety of surgical interventions in well-managed patients with 

severe vWD. This case supports feasibility of minimally invasive surgery in high-risk hematologic 

patients when managed within a multidisciplinary framework. 

IV) Conclusions: 

Major laparoscopic surgery can be safely performed in patients with severe type 3 von Willebrand 

disease when appropriate hematologic evaluation, perioperative replacement therapy, and close 

monitoring are implemented. 
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