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L ar g e P lex i for m  Ne u rof ib r om a 
C au s in g Su p ra glot t i c  an d  S u bg lo tt i c  T r ac he al  St en os i s

A n d r e w  H a c k n e y  M D ,  N a t h a l i a  To r r e s - B ue nd i a  M D
D e p a r t m e n t  o f  A n e s t h e s i o l o g y  a n d  Pe r i o p e r a t i v e  M e d i c i n e .  U n i v e r s i t y  o f  A l a b a m a  a t  B i r m i n g h a m .  

B i r m i n g h a m ,  A L  

Background:

• N e u r o f i b r o m a t o s i s  Ty p e  1  ( N F 1 )  p r e s e n t s  u n i q ue  c h a l l e n g e s  i n  o b s t e t r i c  a n e s t h e s i a ,  

p a r t i c u l a r l y  c o n c e r n i n g  t h e  a i r w a y,  c a r d i o p u l m o n a r y ,  a n d  n e u r o l o g i c  m a n i f e s t a t i o n s 1

• P a t i e n t s  f a c e  a n  i n c r e a s e d  r i s k  o f  h y p e r t e n s i o n ,  i n c l u d i n g  r e n o v a s c u l a r  d i s e a s e  o r  

p h e o ch r o m o c y t o m a 1

• S u b g l o t t i c  s t e n o s i s  c a n  w o r s e n  d u r i n g  p r e g n a n c y  l e a d i n g  t o  a i r w a y  c o m p r o m i s e 2

• Tw o  c o n t r i b u t i n g  e t i o l o g i e s  o f  s u b g l o t t i c  s t e n o s i s  p u t  t h i s  p a t i e n t  a t  e l e v a t e d  r i s k  f o r  

w o r s e n i n g  s t e n o s i s  a n d  a i r w a y  c o m p l i c a t i o n s

1 .  H i r s c h  N P ,  M u r p h y  A ,  R a d c l i f f e  J J .  N e u r o f i b r o m a t o s i s :  c l i n i c a l  p r e s e n t a t i o n s  a n d  a n a e s t h e t i c  i m p l i c a t i o n s .  B r  J  A n a e s t h .  2 0 0 1 ; 8 6 ( 4 ) : 5 5 5 - 5 6 4 .  
d o i : 1 0 . 1 0 9 3 / b j a / 8 6 . 4 . 5 5 5 .

2 .  K u c z k o w s k i  K M ,  B e n u m o f  J L .  S u b g l o t t i c  t r a c h e a l  s t e n o s i s  i n  p r e g n a n c y :  a n a e s t h e t i c  i m p l i c a t i o n s .  A n a e s t h  I n t e n s i v e  C a r e .  2 0 0 3 ; 3 1 ( 5 ) : 5 7 6 - 5 7 7 .  

d o i : 1 0 . 1 1 7 7 / 0 3 1 0 0 5 7 X 0 3 0 3 1 0 0 5 1 4 .



Preoperative
• 31-year-old G2P1001 with a history of a difficult airway due to a large 

plexiform neurofibroma presented for repeat Cesarean delivery (CD) 
• History of awake tracheostomy and partial resection of NF
• Decannulated one year later
• Subsequently required a balloon dilation, LASER, and debridement of 

the neurofibroma
• Inspiratory stridor on exam, but unchanged from baseline and no 

worsening throughout pregnancy
• ENT evaluation including fiberoptic nasal laryngoscopy which 

visualized right sided NF with patent glottis 
• A multidisciplinary team, including obstetrics, ENT, and OB 

anesthesia, planned for a repeat CD under neuraxial in the main 
operating rooms to ensure ENT availability for airway backup.

Delivery
• Combined spinal epidural with 1mL of 0.75% hyperbaric bupivacaine, 

fentanyl and morphine
• A T4 level was obtained after 15mL of 2% epidural lidocaine
• Intraoperative and postoperative course were uncomplicated
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Case Progress ion



• N F 1  c a n  i n v o l v e  m u l t i p l e  o r g a n  s y s t e m s ,  n e c e s s i t a t i n g  c a r e f u l  o b s t e t r i c  a n e s t h e t i c  

e v a l u a t i o n .

• P a t i e n t s  f a c e  a n  i n c r e a s e d  r i s k  o f  h y p e r t e n s i o n ,  i n c l u d i n g  r e n o v a s c u l a r  d i s e a s e  o r  

p h e o ch r o m o c y t o m a . ¹  

• N e u r o f i b r o m a s  a f f e c t i n g  t h e  a i r w a y  m a y  c a u s e  g l o t t i c  o b s t r u c t i o n  o r  s u b g l o t t i c  
t r a c h e a l  s t e n o s i s ,  n e c e s s i t a t i n g  t h o r o u g h  p r e o p e r a t i v e  a i r w a y  e v a l u a t i o n .  

• P r e g n a n c y  c a n  b o t h  w o r s e n  s u b g l o t t i c  s t e n o s i s  a n d  i n c r e a s e  n e u r o f i b r o m a  s i z e  p u t t i n g  
a  p a t i e n t  w i t h  b o t h  p a t h o l o g i e s  a t  h i g h  r i s k  f o r  a i r w a y  c o m p r o m i s e . ²  

• S p i n a l  i n v o l v e m e n t ,  t h o u g h  t y p i c a l l y  e x t r a d u r a l ,  m a y  a l t e r  n e u r a x i a l  a n e s t h e s i a  s p r e a d  

o r  i n c r e a s e  t h e  r i s k  o f  b l e e d i n g  i n t o  t h e  e p i d u r a l  s p a c e . ¹  

• T he s e  c o n s i d e r a t i o n s  un d e r s c o r e  t h e  i m p o r t a n c e  o f  m u l t i d i s c i p l i n a r y  p l a n n i n g  f o r  s a f e  

d e l i v e r y  i n  t h e  s e t t i n g  o f  N F 1  a nd  s u b g l o t t i c  s t e n o s i s
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Teaching Points

1 .  H i r s c h  N P ,  M u r p h y  A ,  R a d c l i f f e  J J .  N e u r o f i b r o m a t o s i s :  c l i n i c a l  p r e s e n t a t i o n s  a n d  a n a e s t h e t i c  i m p l i c a t i o n s .  B r  J  A n a e s t h .  2 0 0 1 ; 8 6 ( 4 ) : 5 5 5 - 5 6 4 .  
d o i : 1 0 . 1 0 9 3 / b j a / 8 6 . 4 . 5 5 5 .

2 .  K u c z k o w s k i  K M ,  B e n u m o f  J L .  S u b g l o t t i c  t r a c h e a l  s t e n o s i s  i n  p r e g n a n c y :  a n a e s t h e t i c  i m p l i c a t i o n s .  A n a e s t h  I n t e n s i v e  C a r e .  2 0 0 3 ; 3 1 ( 5 ) : 5 7 6 - 5 7 7 .  

d o i : 1 0 . 1 1 7 7 / 0 3 1 0 0 5 7 X 0 3 0 3 1 0 0 5 1 4 .
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