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Anesthetic Management of Labor in a Woman with
Hereditary Angioedema

Gestao Anestésica de uma Mulher Gravida com
Angioedema Hereditario
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Hereditary angioedema (HAE) is a rare genetic disorder
marked by recurrent swelling episodes in the skin and mu-
cous membranes due to C1 inhibitor (C1-INH) deficiency
or malfunction, leading to bradykinin overproduction.’? This
condition poses significant challenges during pregnancy,’
and requires proper anesthetic management during labor.

We describe a case of a 30-year-old primigravida with
HAE and normal C1-INH levels who experienced recur-
rent angioedema episodes since a young age, occasion-
ally affecting the glottis, and which responded to frozen
fresh plasma. Multidisciplinary collaboration was essential,
requiring delivery at a facility with plasma-derived human
C1-INH concentrate (PdhC1INH). During pregnancy, de-
spite having discontinued treatment with danazol, the fre-
quency of angioedema decreased, with only mild episodes
in the third trimester.

At 38 weeks and four days, she underwent induction of
labor, receiving short-term prophylaxis with PAhC1INH infu-
sion one hour before the epidural catheter placement. An
experienced anesthesiologist used ultrasound to locate the
cricothyroid membrane. A vacuum-assisted delivery was
performed, resulting in a healthy newborn. The patient was
monitored in the high-dependency unit (HDU) for 24 hours
and discharged after two uneventful days.

This case illustrates the successful management of HAE
during labor and postpartum. HAE, affecting approximately
1 in 50 000 individuals worldwide," involves recurrent ede-
ma formation in various body sites. Types 1 and 2 involve
C1-INH deficiency or dysfunction, respectively, while nor-
mal C1-INH levels characterize type 3, posing challenges
during pregnancy due to estrogen susceptibility.®

Plasma-derived human C1-INH concentrate is preferred
for acute treatment and short or long-term prophylaxis dur-
ing pregnancy and labor." According to the literature, rou-
tine prophylaxis before uncomplicated vaginal deliveries is
not recommended, but otherwise advised before forceps
or vacuum extraction, or cesarean delivery."* The multi-
disciplinary team decided to administer PAhC1INH since
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the patient had angioedema crises during the third trimes-
ter," no long-term prophylaxis was administered during the
pregnancy, and had a known history of multiple laryngeal
attacks.” Epidural analgesia might avoid airway complica-
tions, especially during cesarean delivery." Prompt identifi-
cation of potential airway compromise is crucial, consider-
ing the risk of laryngeal edema, since it may not respond
to standard treatments.*® The postpartum period requires
close monitoring in the HDU due to potential crises in the
first 72 hours, which can be treated with PdhC1INH when
necessary.*

Effective management of pregnant women with HAE
requires a multidisciplinary approach, individualized labor
plans, and proactive measures to address potential compli-
cations. Prophylactic PAhC1INH and epidural analgesia are
pivotal in preventing HAE attacks during labor and delivery,
thus ensuring favorable outcomes.

AUTHOR CONTRIBUTIONS

IPR: Study design, data acquisition and analysis.

MMA, LM: Study design, critical review of the manu-
script.

All authors approved the final version to be published.

PROTECTION OF HUMANS AND ANIMALS

The authors declare that the procedures were followed
according to the regulations established by the Clinical Re-
search and Ethics Committee and to the Helsinki Declara-
tion of the World Medical Association updated in 2013.

DATA CONFIDENTIALITY

The authors declare having followed the protocols in
use at their working center regarding patients’ data publica-
tion.

PATIENT CONSENT
Obtained.

COMPETING INTERESTS
The authors have declared that no competing interests
exist.

FUNDING SOURCES

This research received no specific grant from any fund-
ing agency in the public, commercial, or not-for-profit sec-
tors.

International consensus and practical guidelines on the gynecologic and
obstetric management of female patients with hereditary angioedema
caused by C1 inhibitor deficiency. J Allergy Clin Immunol. 2012;129:308-
20.

5. Bork K, Hardt J, Witzke G. Fatal laryngeal attacks and mortality
in hereditary angioedema due to C1-INH deficiency. J Allergy Clin
Immunol. 2012;130:692-7.

www.actamedicaportuguesa.com



Cartas ao Editor, Acta Med Port 2024 Sep;37(9):662-674

Inés P. RODRIGUESP><'", Maria M. ARMINDOQO", Luisa MARINHO'

1. Anesthesiology Department. Hospital Pedro Hispano. Unidade Local de Satide de Matosinhos. Porto. Portugal.
>4 Autor correspondente: Inés Portugal Rodrigues. inesp_rodrigues@hotmail.com

Recebido/Received: 25/03/2024 - Aceite/Accepted: 17/06/2024 - Publicado/Published: 02/09/2024

Copyright © Ordem dos Médicos 2024

https://doi.org/10.20344/amp.21580

Revista Cientifica da Ordem dos Médicos 667 www.actamedicaportuguesa.com

CARTAS



