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 NO – please list anonymously 
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BB::  TTooooll  TTyyppee  SSuubbmmiitttteedd 
 

Tool Type 
 In vitro model 
 In vivo model 
 Candidate therapeutic 
 Drug delivery technology 
 Other       

 



CC::  TTooooll  TTyyppee::  DDeettaaiillss  
  
CChheecckk  aass  mmaannyy  aass  aappppllyy  
 
 

Relevant to 
Disorder 

 

Screening Models 
 

 
Therapeutic Focus 

within NF  

Signaling pathway/ 
target  

  NF1 In vitro models:  
 

 Plexiform 
neurofibroma 

 Growth factor 
receptor  
     modulator 

 NF2  Cell line (human)  Neurocutaneous 
fibroma  Ras-dependent 

 Schwannomatosis   Cell line (animal)  Schwannomma  Ras-independent 

  Other  Primary cells    
     (human)  Meningioma  PI3K 

  Primary cells  
   (animal)  Optic Glioma  Raf/MEK/ERK 

  Mouse models:  
  Astrocytoma  Rac 1/2/Rho 

  Transgenic  MPNST  PAK1 
  Human xenograft  PNS Tumors - other  mTOR 

 
 Other  

Conditional KO  CNS Tumors - other  PKCalpha 

  Animal models –  
     other: 

 Dysplasia/Bone 
Defects  Other       

  Zebrafish  Cardiovascular 
Defects  

  Drosophila  Cognition/learning  
  Other        Pain  
   Blood disorders  
 Candidate therapeutics:  Other        
  Antibody   
  Peptide   

 
 Small 

molecule/chemical 
entity/array 

  

  Gene therapy   
  RNA silencing   
  Other         

 
  



D: Description of tool: 
 
Please provide BRIEF but sufficient information on the tool in order to fully present its utility.  Information 
presented should include but is not limited to the following:  
 
In vivo NF models: 
 
- Optic glioma model  
- mTOR, RAS, cAMP, PI3K, Raf/MEK 
- MRI has been used successfully by our laboratory for visualization of these tumors in vivo 
 
Nf1flox/mut; GFAP-Cre:IRES-LacZ mouse strain (Nf1+/- mouse with astrocyte loss of neurofibromin expression).  
Mice are bred on C57Bl/6 background.  The mice are phenotypically normal at birth, but develop prechiasmatic 
optic nerve and chiasmatic low-grade gliomas by 2-3 months of age.  The full description of the model has 
been published and used to dissect the signaling pathways that control glioma growth in vitro and in vivo. 
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