
Anaesthesia for Caesarean section in a patient with 
Ehlers-Danlos Syndrome and Postural Orthostatic 

Tachycardia Syndrome 

Discussion 
This case demonstrates the difficulties in providing anaesthesia in the context of  resistance to local anaesthetics and potential 
haemodynamic instability. Despite the use of  local anaesthetic doses & volumes that would usually provide adequate surgical 
anaesthesia, this was not achieved in this case. Many patients with Ehlers-Danlos report previous pain during dental procedures under 
local anaesthesia; this is frequently dismissed as being due to hysteria.(1) The patient had experienced successful dental anaesthesia with 
local infiltration but failure during suturing of  a scalp wound. Though the upper sensory limit of  the epidural was T3, the patient 
required supplemental analgesia as soon as delivery had occurred. 
The vascular sub-type of  Ehlers-Danlos syndrome is also associated with vascular and uterine fragility and potential rupture. Our 
patient suffered from the hypermobile type so this was unlikely and blood loss was within acceptable limits. 
The implications of  postural orthostatic tachycardia syndrome for Caesarean section are that adequate intravenous fluids must be given 
to replace insensible losses from fasting and also that the peripheral vasodilatation from regional blockade could lead to tachycardia. To 
reduce this risk, following failure to establish adequate blockade from the initial intra-thecal injection, the epidural was topped-up slowly 
and incrementally. 
Good communication with the patient and re-assurance ensured she was able to deliver without resorting to general anaesthesia, in 
keeping with her wishes. 
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Introduction 
Ehlers-Danlos syndrome is a genetic condition characterised by joint hypermobility or instability, abnormal skin texture and vascular 
fragility. The prevalence is estimated to be between 1 in 10,000 to 1 in 25,000. The defect can be autosomal dominant, autosomal 
recessive or X-linked recessive. There are at least 6 sub-types, defined by additional features such as progressive, congenital scoliosis and 
arterial fragility. Resistance to local anaesthetic agents is well described. 
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Case Report 
A 29 year-old primigravida woman with a diagnosis of  Ehlers-Danlos syndrome type III with associated Postural Orthostatic Tachycardia 
Syndrome (POTS), diabetes mellitus type II, dyslipidaemia, coeliac disease and asthma was referred to the obstetric anaesthetic pre-
assessment clinic at 27 weeks gestation for advice regarding analgesia and anaesthesia for delivery. She was advised that she might suffer 
from resistance to local anaesthetics due to her Ehlers-Danlos syndrome, that there was a risk of  foetal macrosomia and neonatal 
hypoglycaemia due to her diabetes mellitus and that regional anaesthesia may worsen the tachycardia of  postural orthostatic tachycardia 
syndrome. Failure of  epidural analgesia due to local anaesthetic resistance was mentioned with the patient advised that Entonox and 
pethidine could be alternative analgesics. 
The patient then presented at 34 + 4 weeks gestation for lower segment Caesarean section. She was offered general anaesthesia but was 
strongly in favour of  regional anaesthesia. The possibility of  failure was re-stated to her. Therefore a combined spinal-epidural technique 
was chosen. This was inserted a L3-4 with a 16G Tuohy then needle through needle 27G spinal. 2.5 ml 0.5% hyperbaric bupivacaine with 
300 microgram diamorphine was injected when CSF was seen to flow freely.  Initial sensory blockade only reached T10 so 20 

ml mixture equal volumes 0.5% bupivacaine and 
2% lidocaine was injected epidurally in 5 ml 
increments until sensory blockade to cold and 
light touch to T3 was achieved. Following 
delivery a total of  2 mg alfentanil was 
administered incrementally, along with inhaled 
50% nitrous oxide in oxygen, due to discomfort. 
Oxytocin was given as a slow IV bolus of  5 IU 
then 10 IU per hour infusion. Conversion to 
general anaesthesia was offered multiple times 
but declined. Estimated blood loss was 950 ml 
total. 
At the end of  surgery, the patient reflected that 
for future pregnancies, if  Caesarean delivery 
were required, she would prefer to have it under 
general anaesthesia due to the discomfort she 
experienced. She was however happy with the 
care she had received on this occasion. 

Written consent obtained from the patient for publication. 
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