
To whom it may concern: 
 

DIAGNOSIS:

(Insert patient’s name) has a disorder of ***.   Some individuals 
with metabolic and mitochondrial diseases are more sensitive 
to physiologic stressors such as minor illness, dehydration, fever, 

starvation. During such stress, rapid systemic decompensation may 
occur. Preventative measures are aimed at avoiding, or at very least 
not exacerbating such decompensation.

Mainstays of treatment during or prior to acute metabolic 
decompensation in mitochondrial and metabolic disease includes 

substrate, correcting secondary metabolic derangements, avoiding 

salvage therapies. 
 
 IV fluids and substrate therapy

 
 

    stressor, including fever, illness or vomiting. 
 

    dehydration, but to prevent catabolism by providing an anabolic 
    food in the form of dextrose.

 
 

    and any derangements corrected.  
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This sample letter is intended to serve  
only as a guide.  Give this letter to your  
family physician to individualize for you  

or your child.  UMDF’s intent on providing  
this sample is to provide guidance and should  

not be used without your physician’s input.



 
 

   maintenance rate. A high dextrose delivery with D10 or D20 might  
   be needed, especially if acidosis or metabolic derangements are  

 
   dextrose delivery is given, insulin may also be needed. Insulin not  
   only controls hyperglycemia but also serves as a potent anabolic  
   hormone, promoting protein and lipid synthesis.  Insulin is typically  
   given in the intensive-care-unit setting with the initial dose in the  

 

 
   Protein can be added if hyperammonemia has resolved and there is  
   no concomitant disorder of protein catabolism. If there is no  
   primary or secondary fatty acid oxidation dysfunction, lipids may  
   also be added

  
   patient on their home-based diet is advised. 
 
Laboratory Parameters

 
   metabolic acidosis can be controlled by administering sodium  

 
   infusion

 
   urea cycle. As treatment for the metabolic decompensation  
   proceeds, the ammonia level should diminish. A level > 200 uM may  
   require salvage therapy or dialysis

Antioxidant therapy

 
 

 
   is on a higher oral dose, that dose should be used intravenously for  
   treatment

  
   should be continued by mouth if possible. 
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Medication contraindications

 
   illness in individuals with mitochondrial disease include valproic  
   acid, statins, aminoglycoside antibiotics, and erythromycin. These  
   medications should be used with extreme caution if given long-  
   term.

  
   given if an alternative medication is not available or appropriate as  
   long as a prior adverse reaction to the medication has not occurred

 
   during an acute illness, liver enzymes, ammonia and synthetic liver  
   function should be closely monitored

 
   therapy, traditional neuroleptics, and select chemotherapeutic agents  
   may worsen mitochondrial function.   
Anesthesia

 
   sensitive to volatile anesthetics and need a much lower dose to  
   achieve a bispectral (BIS) index of <60.  This effect has been seen more  

 

  
   mitochondrial disease patients.  However, propofol has been  
   routinely used in many mitochondrial patients for brief periods of  
   sedation (less than 30-60 minutes) without apparent clinical problems.   

 
   sedation is advisable for now

Fasting with surgery

  
 

   time of discharge, since they are intended to deter catabolism and not  
   simply treat dehydration

 
 

   monitored and any derangements corrected

Please contact my office if you have any questions regarding this letter.
Sincerely, 

(Your doctor’s signature)
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well as other topics, please explore the United Mitochondrial Disease 
Foundation website at:  www.umdf.org.

 
 
www.umdf.org/askthemitodoc:  Questions and answers provided 
by a team of mitochondrial disease experts.

www.umdf.org/diseasetype:   For more in depth information on 
specific disorders and articles to share with your health care 
professionals.    

www.umdf.org/partofthecure:  
what the UMDF offers in your state.  You will find information on 
UMDF groups, activities, events, and local resources.

www.umdf.org/mito101:  A primer for physicians and patients. Mito 
101 is a compilation of information intended to familiarize general 

raised by mitochondrial diseases.

www.umdf.org/symposium: 

up-to-date details.

www.umdf.org/researchgrants: 
research dollars.  This peer-review process selects  best-of -the-best 
applications for funding.

www.umdf.org/AACT:  

community ensures that those needs are adequately represented 
to UMDF resulting in enhanced services to the affected adult 
population.
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