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MSUD 



MSUD 

Ketoacidosis
Ataxia
Coma 
Mental and psychomotor 
delay



Background

• Mechanisms not fully understood

• Early diagnosis and treatment

• Proper management of decomps 

• “Standard treatment”

• Liver transplantation 



Surgical Considerations



Background

• Different “metabolic” conditions

• First cases: NOT metabolic reasons  

• Improved dietary restrictions 

• Reduced levels of LEU, ISO and VAL

• More “manageable”



Goal?

• Benefit for an individual patient?

• More “manageable” disease v/s risk of 
Immunosuppression 



Surgical Considerations



Surgical Considerations



Surgical Considerations



Kidney Transplant



Deceased donor



Living Donor



Split Transplant



Vena cava reconstruction



Vena cava reconstruction



Portal vein



Hepatic Artery



Bile ducts



Postop Course



Potential complications

• Bleeding 

• Thrombosis

• Biliary 

• Wound 

• Infections 

• Rejection 

Spaghetti Tubing, Bloody JP Drain Bulb and NG Drain Cup

http://www.deebers.com/blog/uploaded_images/061103_tubes-718041.jpg


Postop Course
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Postop Course







Domino Transplant



Domino Transplant







Domino Transplant

• Deceased / LD LT

• Logistics

• Informed Consent 

• Recipients; Adult / pediatric 



Liver Transplant for MSUD 

• Quality of Life

• Risks and benefits

• Multiple surgical options

• Domino tx



Thank you !!
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