Interdisciplinary Management of a Parturient with Type Il Spinal Muscular Atrophy

Mikayla Troughton, MD; Feyce Peralta MD; Mahesh Vaidyanathan MD, MBA; Samantha Lu, MD
Department of Anesthesiology, Northwestern University Feinberg School of Medicine, Chicago, IL

AP ol . L
PORTABLE .~ J

SEMI-ERECT | (:)

Background

* Spinal Muscular Atrophy (SMA) is an autosomal recessive disorder T 777702212

of the SMN1 gene, characterized by muscle weakness and atrophy*

 Disease classification: SMA Type | (most severe) — SMA Type |V
(least severe)

* Oralrisdiplam and intrathecal nusinersen are allowing women with
severe forms of SMA to survive into their reproductive years

* |n 2018, a total of 18 cases of pregnancy in those with SMA Type II
had been described?

e We report a successful primary cesarean delivery in a patient with
SMA Type Il and severe restrictive lung disease

Figure 1. Second trimester chest XR of our patient
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Case Presentation

* 29vyo G1PO, PMHXx type Il SMA, PSHx Harrington rod placement, scheduled for primary cesarean delivery at 34w2d
* Studies: PFTs - severe restrictive lung disease (FEV1 25%, FVC 23% of predicted), BiPAP up to 12 hours/day
* Physical Exam: Wheelchair bound, bulbar involvement, dysphagia, severe hip contractures, 0/5 motor for bilateral lower extremities

 Airway: Mallampati ll, limited mouth opening, TM distance <3FB

Awake fiberoptic Intubation (FOI)

Topicalization: 5% lidocaine lollipop and antisialagogue with 0.1mg glycopyrrolate

2mg midazolam, 38.6mcg dexmedetomidine (1mcg/kg) over 10 mins, infusion at 0.7mcg/kg/min

Sevoflurane prior to delivery and Propofol infusion at 100mcg/kg/min after delivery

Maintenance No paralytic agents used
Analgesia obtained with IV fentanyl and ketorolac

Followed all commands, interactive, spontaneously breathing
0.5mcg/kg/min dexmedetomidine for transport comfort

Extubated to face mask oxygen within 30 minutes of ICU arrival

Northwestern Interdisciplinary Management of a Parturient with Type Il Spinal Muscular Atrophy




Discussion

 SMA patients are more likely to have respiratory compromise leading to preterm delivery?

 @Given severe respiratory compromise, dysphagia, inability to manage secretions, difficulty with positioning, and history of
Harrington Rods with residual scoliosis, we chose to perform general anesthesia with an awake fiberoptic intubation

 Depolarizing muscle relaxants are contraindicated, and SMA patients are sensitive to non-depolarizing agents
 Patient was discharged home on postpartum day 3, baby was discharged from the NICU on day 25 of life

Recommendations
 Multidisciplinary care coordination
Neurology Pulmonology Initial Obstetric Admitted for worsening Cgsarean delivery,
appointment and appointment and Anesthesiology ShOF’FneSS Qf breath, dISCtharied 0(51 .
referral for MFM adjust NIV settings consult monitored in the ICU postpartum day
09/07/2022 11/09/2022 11/28/2022 02/17 — 02/19/2023 03/06 —03/09/2023
11/01/2022 11/26/2022 11/29/2022 03/03/2022
nitial MEM ED for aches and Return MFM — ED for dehydration and
appointment chills, diagnosed cesarean scheduled shortness of breath, first
with UTI at 37w0d dose of betamethasone
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