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Abstract 
Neurofibromatosis type 1 is a rare neurocutaneous condition that can have widespread and deleterious effects 
on various organ systems, including the spine with implications for the choice of anesthetic technique. 

We report the case of a parturient, who was received in the emergency room of the maternity ward of our 
hospital during the active phase of labor, without neuraxial imaging, in whom a cesarean section was indicated 
and performed under general anesthesia. Anesthesia for the parturient with neurofibromatosis is still not well 
documented, its management needs to be multidisciplinary, with a careful pre-conception planning. 
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1. Introduction 
Neurofibromatosis type 1 or von Recklinghausen's 

disease, described in 1882 is the most common 

neurofibromatosis with an incidence of one birth per 

three or four thousand. Autosomal dominant 

transmission is full penetration, but with large inter-

family and intra-family phenotypic variations partly 

reflecting the different mutations.1 

Neurofibromatosis is a disease characterized by 

typical skin lesions, eye lesions of variable and 

localized forms either in the central nervous system, 

the neuraxis or on the path of peripheral nerves, all 

of its manifestations may worsen during pregnancy, 

thus the choice of anesthetic technique merits careful 

systemic evaluation.1-9 We report the anesthetic 

management of a parturient received in the 

emergency room of the maternity ward during the 

active phase of labor. She was planned to be 

delivered by cesarean section.  

2. Case Presentation 
A 28-year-old patient (weight 72 kg, height 1.68 m), 

primiparous, suffered from type 1 neurofibromatosis 

since her puberty but had no exacerbations of lesions 

during her pregnancy. The family history indicated 

her mother had had the same disease. She was 

admitted to the emergency department of the 

maternity ward during labor. The clinical 

examination at admission found a blood pressure at 

110/60 mmHg, a heart rate at 92 bpm, without edema 

of the lower limbs. Obstetric examination noted the 

presence of uterine contractions, ruptured 

membranes, and an open cervix at 3 cm and a 

clinically favorable pelvis. Obstetric ultrasound 

revealed a singleton fetal pregnancy with positive 

cardiac activity and normal fetal measurements. 

The vaginal route was initially opted, and the patient 

remained under clinical supervision and forceps 

delivery in the delivery room with morphine 
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Figure 1: View of the back demonstrating 

multiple skin neurofibromata 

analgesia. Two hours later, acute fetal distress was 

detected necessitating an emergency cesarean 

section. 

The pre-anesthetic examination did not reveal any 

indication of a difficult intubation; Mallampati class 

1 on examination of the upper airways, with good 

mouth opening and a thyromandibular distance > 6.5 

cm. Objective mucocutaneous examination revealed 

"café au lait" spots and neurofibromas covering the 

whole body. Neurological examination was normal 

with no signs for intracranial hypertension. 

In the absence of central nervous system imaging, 

general anesthesia was planned. Rapid sequence 

induction was done with inj. propofol 2 mg/kg and 

rocuronium 1 mg/kg. Fentanyl 3 µg/kg was 

administered after fetal extraction. Endotracheal 

intubation was easily achieved. Anesthesia was 

maintained with isoflurane. Her vital signs remained 

stable throughout the peri-operative period. A male 

baby, Apgar score 10/10, and a 3.3 kg weight was 

delivered. The patient was extubated after waking up 

with no neurological complications detected. The 

postoperative outcome was simple, allowing the 

patient to be discharged within 5 days. 

3. Discussion  
Neurofibromatosis type 1 (NF-1) is a rare 

neurocutaneous condition that can have widespread 

and deleterious effects on various organ systems, 

including the spine with implications for the choice 

of anesthetic technique.2 Clinical presentations of 

neurofibromatosis and some anesthetic implications 

have recently been reviewed.5 Although our 

parturient did not show neurological signs, spinal 

tumors have been diagnosed in 40% of 

asymptomatic patients with the disease.5 

In obstetrics, epidural analgesia is the most effective 

method of pain relief during labor, but the majority 

of tumors occur laterally in the intervertebral 

foramen, and may be traumatized directly by an 

epidural needle if they extend towards the midline.4-

5 Neuraxial anesthesia in these patients therefore 

carries an increased risk of bleeding, hematoma 

formation and increased intracranial pressure. 

Several cases of post-epidural hematoma have been 

described.3-5 

However, neuraxial blocks can be safely performed 

in the absence of spinal neurofibromas on CT or MRI 

even in an emergency if possible.7-10 

Providing effective analgesia when epidural is 

contraindicated in the parturient is a real challenge 

for the anesthesiologists. In cases similar to that 

described in our report, intramuscular or intravenous 

analgesia with opiates (meperidine) or inhaled 

nitrous oxide is usually considered instead. Although 

the use of inj. remifentanil is increasingly being 

popular in obstetric patients, and several studies have 

confirmed its effectiveness, yet its use is still under 

debate.8 

In our case, analgesia was initially provided by 

intravenous morphine. However, before obstetrical 

emergency and in the absence of spinal imaging, 

general anesthesia was the choice technique, and for 

postoperative analgesia we opted for inj. fentanyl. 

4. Conclusion 
Anesthesia for the parturient with neurofibromatosis 

is not well documented. General anesthesia is 

currently the technique of choice if spinal status is 

unknown, but other alternatives are being evaluated. 

Spinal imaging is recommended before any 

neuraxial procedure. 
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