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Understanding
Hypermobile Ehlers-Danlos Syndrome
and Hypermobility Spectrum Disorder

(previously known as Ehlers-Danlos syndrome hypermodbility
type & joint hypermobility syndrome, respectively).

by Claire Smith
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Surgical
' considerations

‘Many patients with hEDS/HSD are able to undergo
the full range of surgical operations which may be
offered to the general population, as long as their
surgeon has been made familiar with their disorder,
understands any possible complications this may
cause, and is prepared to make any necessary
alterations to their operating technique.’ (Hakim A.
2015 - HMSA LWW Guide).

Each person and their symptoms / pre-existing and
comorbid conditions are different. For that reason, it
is very important that full details of medical history
are made clear to all of the medical team involved in
an individuals care, and appropriate measures to
avoid complications, put in place.

When planning surgery, particular consideration
should be given to:

* Instability of the cervical spine and/or
temporomandibular joint. In the latter, intubation
may need to be carried out more carefully due to
temporomandibular joint dysfunction and the
possibility of a slightly more fragile mucosal
lining of the mouth (Castori M. 2012).

* The need for surgical and nursing staff to be
prepared to take extra precautions when moving
or positioning a patient with hREDS/HSD, in order
to prevent injury, subluxation, or dislocation
(Johnston B.A. 2006)

* Delays in wound healing are experienced by
some with hEDS/HSD, and should be allowed for
when planning for the removal of stitches and
post operative movement. Experts recommend
leaving sutures in place for longer than normal
and/or brief immobilisation (Beighton P. 1969 / Shirley
E.D. et al 2012 / Burcharth J. 2012 / Tinkle B. et al 2017);
multilayered closure techniques with sufficient
numbers of sutures (prefer nylon sutures over
staples), deep stitches, and the support of wound
closure strips (Weinberg J.et al 1999/ Tinkle B. et al
2017).

* The effects of muscle deconditioning may impact
on recovery times and rehabilitation should be
individualised (Castori M. 2012). For example, post-
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operative exercises designed to restore range
of motion may need to be less aggressive than
standard protocols, because the stiffness does
not typically develop post-operatively in those
with EDS, and there is a need to avoid
stretching of repaired or reconstructed tissue
(Shirley E.D. et al 2012)

* In patients who also have the common
comorbidity, cardiovascular dysautonomia, it
may be considered prudent to carry out
cardiac evaluation with a possible
echocardiogram before surgery. The
anaesthetist involved in the patient’s care
should be made aware of the patient’s
cardiovascular dysautonomia diagnosis to
allow them to plan for any increased risk of
hemodynamic changes, such as a lowering in
blood pressure, whilst under anaesthesia
(Castori M 2012).

* Post operative orthostatic headache may
occur in some patients as a result of spinal
anaesthesia (Tinkle B. et al 2017).

In the case of minor surgeries (those which don't
involve anaesthesia or assisted breathing), for
example: dental procedures, tissue biopsies, mole
removal etc., consideration should be given to the
frequently reported resistance to topical EMLA
cream and intradermal (situated or applied within
the layers of the skin) lidocaine injections in hEDS/
HSD patients (Arendt-Nielsen L. 1990 / Hakim A.J. 2005).
According to Castori (2012), a double dose of
anesthetic by intradermal injection may be an
effective first choice option.

Although evidence is lacking, local anaesthetic
resistance is also reported in those with hEDS/
HSD in respect of epidural analgesia. This may
result in insufficient or ineffective analgesia during
instrumental or caesarean deliveries or other
surgical procedures (Castori M. 2012, Hakim A.J. 2005).

If a patient’s medical history shows potential for
local anaesthetic resistance, then alternative
methods of analgesia, for example, patient
controlled analgesia (PCA), may be set up early, or
in addition to other prescribed pain relief to
enhance their action (Kochharn P.K. 2011).

NB/ Anesthetic issues are also discussed on pages
25, 65 and 104 of this book.
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Notices:

Every effort has been made to make this book as complete and accurate as possible, but no warranty or fitness is
implied. To the fullest extent of the law, neither the Publisher nor the author, contributors, or editors, assume liability
or responsibility for errors or omissions, nor any liability or responsibility for any injury and / or loss or damages to
persons, entity, or property as a matter of negligence, products liability or otherwise, or from any use or misuse /
misapplication or operation of any methods, products, instructions, or ideas contained in the material herein.

Knowledge and best practice in this field are constantly changing. As new research and experience broaden our

understanding, changes in research methods, professional practices, or medical treatment may become necessary.

Readers are urged to take appropriately qualified medical advice in all cases. The information in this book is intended
to be useful to the general reader, but should not be used as a means of self-diagnosis, or for the prescription of
medication. It is the responsibility of practitioners, relying on their own experience and knowledge of their patients, to
make diagnoses, to determine dosages and the best treatment for each individual patient, and to take all appropriate
safety precautions.

Practitioners and researchers must check clinical procedures and always rely on their own experience and knowledge
in evaluating and using any information, methods, compounds, or experiments described herein. In using such
information or methods they should be mindful of their own safety and the safety of others, including parties for whom
they have a professional responsibility.

With respect to any drug or pharmaceutical products identified, the publisher and the author make no representation,
express or implied, that any drug dosages in the book are correct. Lay readers are advised to check product
information and to always seek advice from their general practitioner or healthcare provider. Practitioners are advised
to check the most current information provided (i) on procedures featured or (i) by the manufacturer of each product
to be administered, to verify the recommended dose or formula, the methods and duration of administration and
contraindications.

The book from where the following extracts have been taken was produced in association with the Hypermobility
Syndromes Association (HMSA) registered charity number: England and Wales (1011063) and in Scotland
(SC037916), holding NHS England Information Standard accreditation. Having been through the HMSAs
information standards process, there is an excellent level of medical accuracy and sound management advice to

be found in this easily accessible book.
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