
PBLD #11  MODEL DISCUSSION OUTLINE 
 

Moderators:  Kimberly A. Hanson MD PhD & Guy Williams DO  
 

Case: 
 1 year old with osteogenesis imperfecta undergoing bilateral Fassier-Duval 
 Rodding of Femurs 
 
I.  Overview of Osteogenesis Imperfecta (OI) 
  1. Current Classifications   
  2. Clinical manifestations 
 -Fractures 
    Myth or Fact 

• You can easily distinguish fractures cause by OI from those caused by 
child abuse 

• Baby OIs should always be carried on a pillow and discouraged from 
moving 

• pamidronate treatment will improve bone density and prevent bone 
fractures 

 -Kyphoscolosis, Vertebral anomalies 
     Myth or Fact 

• Kyphoscolosis can lead to respiratory compromise and cor pulmonale 
 -Dentinogenesis imperfecta 
     Myth or Fact 

• pamidronate treatment can also improve teeth brittleness in OI 
 -Coagulopathy 
     Myth or Fact 

• platelet dysfunction has been treated with DDAVP successfully in OI 
• the coagulopathy in OI is completely understood 

 -Cardiac lesions 
     Myth or Fact 

• only congenital anomalies are observed in this syndrome 
 
II.  Anesthetic Management of OI 
  1. Bone fragility 
     Myth or Fact 

• parents often request no blood pressure cuff be used 
• blood pressure cuffs can be used without fractures in OI if used at a 

neonate pressure 
  2. Airway management 
     Myth or Fact 

• cervical instability in OI can result in brain stem compression 
• laryngoscopy has resulted in fractures of the cervical spine and mandible 
• LMAs are not safe in OI 

  3.  Pharmaceutical 



 -Succinylcholine 
     Myth or Fact 

• can be used in OI as long as prefasculation doses of NDMR are given 
 -Propofol 
     Myth or Fact 

• propofol has induced lactate acidosis in OI 
  4. Hyperpyrexia 
     Myth or Fact 

• All hyperpyrexia in OI is malignant hyperthermia 
 
  5.  Neuraxial regional blocks 
     Myth or Fact 

• Caudal and epidural blocks are contraindicated in OI 
 
III.  Pain Management 
  1. Narcotic Tolerance 
 
IV. Unique issues of Fassier-Duval Rodding 
   
V. References
eMedicine Osteogenesis Imperfecta, Pediatric MedicineGenetics and Metablic Disease, 

updated July 6, 2006, Plotkin H, UNMC 
Textbooks 
1.  Common problems in pediatric anesthesia; ed.  Linda Stehling, Chapter 63, pp 429-433. 
2.  Anesthesia for genetic, metabolic, and dysmorphic syndromes of childhood; eds. Victor 

Baum and Jennifer O’Flaherty, pp 283-285. 
3.  Anesthesia for infants and children;  eds.  Etsuro Motoyama and Peter Davis, 

p1222,738,1026 
Articles 
1. Karabiyik L, Capan  Z. Osteogenesis imperfecta:  Different anaesthetic approaches to 

two paediatric cases. Paediatr Anaesth, 2004:14 (6) 524-5. 
2. Karabiyik L, Papucu M., Kurtipek O.  Total intravenous anesthesia and use of intubating 

laryngeal mask in a patient with osteogenesis imperfecta.  Acta Anaesthesiol Scand 
2002:46(5) 618-9. 

3.  Kill C, Leonhardt A, Wulf H.  Lacticacidosis after short-term infusion of propofol for 
anaesthesia in child with osteogenesis imperfecta  Paediatr Anaesth, 2003:13(9)823-6. 

4. Barros F.  Caudal block in a child with osteogenesis imperfecta Type II.  Paediatr 
Anaesth, 1995:5(3)202-3. 

5.  Porsborg P, Astrup G, Bendixen D, Lund A, Ording H, Osteogenesis imperfecta and 
malignant hyperthermia.  Is there a relationship?  Anaesthesia 1996:51(9), 863-5. 

6.  Edge G, Okafor B, Fennelly ME, Randsfor AO  An unusual manifestation of bleeding 
diathesis in a patient with osteogenesis imperfecta.  Eur J Anaesthesiol 1997:14(2), 
215-9. 

7.  Land C, Rauch F, Montpetit K, Ruck-Gibis J, Glorieux FH  Effect of intravenous 
pamidronate therapy on functional abilities and level of ambulation in children with 
osteogenesis imperfecta.  J Pediatr 2006:148(4), 456-60. 



8.  Dimeglio LA, Ford, McClintock C, Peacock M.  Intravenous pamidronate treatment in 
children under 36 months of age with osteogenesis imperfecta  Bone 2004: 35(5), 1038-
45. 

 


