NHS

Imperial College Healthcare
NHS Trust

Dwarfism is defined as a failure to attain a height of 148 cm by adulthood affecting approximately one in
25,000. This presents multiple clinical and non-clinical challenges within the obstetric setting. We present
two cases of pregnant women living with dwarfism. Consent was obtained from both patients discussed.

Patient A was 119cm tall with Kniest Syndrome, an autosominal dominant defect in collagen production.
She had classical features of: severe kyphoscoliosis, craniofacial abnormalities, laryngotracheal stenosis
and hearing difficulties. She delivered two babies in two pregnancies by emergency caesarean section
(CS) for placental abruption. Consultant anaesthetists were not able to establish satisfactory regional
anaesthesia either time, resulting in a general anaesthetic (GA) for both CS.

Patient B was 132 cm tall due to achondroplasia, weighing 60kg. Achondroplasia accounts for 70% of
Dwarfism, due to a mutation of fibroblast growth factor receptor gene. This results in macrocephaly,
shortened limbs and a narrow trunk. They have a higher incidence of cardiac and respiratory issues such
as: congenital heart defects, upper airway obstruction, and restrictive lung disease.! Mothers are at
increased risk of premature delivery which can be necessitated by maternal respiratory distress.? Pt B had
a previous elective caesarean under RA which took multiple attempts to site. As a child she had scoliosis
correction surgery and developed multi-level spinal stenosis during adulthood. Since her first pregnancy
she had an impending cauda equina syndrome admission resulting in emergency spinal decompression.
Pt B was scheduled for an elective CS at 37 weeks gestation in her second preghancy, and was keen to
have a GA. The plan was implemented with a good outcome, and the baby requiring one night of CPAP
(unrelated to the GA).

Both patients provided useful feedback on their experience with our maternity service. This generally
centred around environmental and equipment adjustments to account for their short stature.

1. Berkowitz ID, Raja SN, Bender KS et al. Dwarfs: pathophysiology and anesthetic implications. Anesthesiology. 1990;73:739-759
2. Tyson JE, Barnes AC, McKusick VA et al. Obstetric and gynaecological considerations of dwarfism. Am J Obstet Gynecol. 1970;108:688-703
3. Sergouniotis Pl, Fincham GS, McNinch AM et al. Ophthalmic and molecular genetic findings in Kniest dysplasia. Eye. 2015; 29,475-482

.\' “;
A
N W )

Patient B — Pre spinal decompression MRI - Loss of disc

Patient with Kniest Syndrome? . _
height and large posterior vertebral body osteophytes

Dwarfism can result in various clinical challenges including; unpredictable/difficult neuraxial blockade
and difficult airways. We often focus on the known clinical challenges, but fail to plan for the non-
clinical challenges which impact delivering high quality care. This is despite us often caring for women
under 148 cm.

We have thus established readily available equipment for mothers of short stature including: a double
step to enable these women to independently get onto the operating table or delivery bed, appropriate
sized gowns, compression stockings, airway equipment and short central lines. Adjustments may also
need to be made to the postnatal bed space. The planning process requires a multi-disciplinary
approach.

In this way, we aim to optimise the quality of care and maintain dignity for this population group.



