Case Report

Neonatal transient myasthenia gravis and a case
with intestinal perforation
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Transient neonatal myasthenia gravis (MG) is observed in babies born to mothers with MG. Hypotony and respiratory
distress are the most important warning signs observed in these babies. Anticholinesterases are used in the treatment.
In this study, we present a case diagnosed with transient neonatal MG that has developed intestinal perforation after

neostigmine treatment.
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Introduction

Transient neonatal myasthenia gravis (MG) is a postsyn-
aptic neuromuscular transmission disorder, and it is observed
in 10%—15% of the babies born to mothers with MG." It is
caused by maternal anti-acetylcholine receptor antibodies
with 1gG character that passively pass from the placenta.
Clinical symptoms such as feeding difficulty, inadequate res-
piration struggles, and hypotony reveal within the first 3 days
after birth and continue for up to 1-6 weeks. Anticholinester-
ases are frequently used in the treatment.?

Intestinal perforation observed in premature babies is
generally caused by spontaneous intestinal perforation and
necrotizing enterocolitis.® However, the transient neonatal
MG is an extremely rare cause when etiology of intestinal
perforation is taken into consideration. In this study, we
aimed to present a case of an infant born to a mother with
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MG, who developed intestinal perforation after neostigmine
treatment.

Case Report

A 2280 g female infant was born by cesarean delivery
at 31 weeks of gestation to a 27-year-old mother with MG.
Baby was shifted to newborn intensive care unit for hypotonia,
tachypnea, and intercostal retractions starting after birth. The
physical examination and chest X-ray were consistent with
respiratory distress syndrome. The baby received exoge-
nous surfactant (beractant 100 mg/kg) and was ventilated on
synchronized intermittent mandatory ventilation mode.
Neostigmine test was performed on the baby to facilitate sep-
aration of the baby from mechanical ventilator as her mother
was known to be having MG. The test result was positive.
Therefore, neostigmine treatment (0.01 mg/kg/h) began at
41st hour of hospitalization. The baby’s abdomen distention
developed at 56th hour of hospitalization. The finding of direct
abdomen X-ray was consistent with intestinal perforation
[Figure 1]. A colostomy was performed. Neostigmine was
stopped as its effects in increasing risk of intestinal perfo-
ration were known. Pathology result was consistent with
spontaneous intestinal perforation. No serious complication
developed afterwards and the patient was extubated on
her 19th day of hospitalization. The patient was discharged
with full recovery after her general condition improved on the
35th day of hospitalization.
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Figure 1: Abdominal radiography of the patient.

Discussion

The risk of developing neonatal transient MG in babies
born to pregnant women with acquired MG whether active
or in remission regardless of the presence or absence of
the anti-acetylcholine receptor antibodies is demonstrated.™
Clinical symptoms observed in babies born to pregnant women
using anticholinesterase agent may be insignificant within first
24 h, but it will not take longer than 72 h for the clinical table
to settle down.™

Neonatal MG, which is a self-limiting disease, tends to
become severe if precise diagnosis and respiratory support
treatment are not provided. This disease is divided into two
types: permanent and transient. The permanent type has a
genetic origin and it is observed in babies whose mothers
are not having MG.®¢ No clinical symptoms may be present
in mothers of some of the babies diagnosed with the
transient-type MG, the majority of whom are born to mothers
diagnosed with MG, or the mothers’ disease may be in
remission.”# Diagnosis is easy for hypotonic babies whose
mothers are diagnosed with MG. However, in cases in
which diagnosis is suspicious due to rare observation of MG
among other causes of neonatal hypotonia,® diagnostic tests
conducted with neostigmine may be applied. It is possible
to obtain the results of this test, which is conducted in an

environment in which the conditions for urgent resuscitation
are present, within approximately 15 min. It has been
observed that the clinical symptoms of the patient have
improved in cases in which results have been obtained.!!

Treatment of the transient neonatal MG includes
supporting vital functions and nutritional needs, particularly
the respiratory system, until the weakness resolves
spontaneously. Twenty percent of the patients have
insignificant symptoms; close observation and frequent oral
feeding is sufficient for these patients. Clinical symptoms
of 80% of them are mild-ranged or severe. Neostigmine is
frequently used in their treatment. Neostigmine dosage shall
be increased so that the sucking and swallowing functions of
the baby meet his/her nutritional needs. Neostigmine stops
hydrolysis of acetylcholine through bonding with cholinest-
erases; in addition, it increases peristaltic movements and
intraluminal pressure by affecting the intestinal soft muscles
due to its muscarinic effects.l'” Intestinal perforation after
use of neostigmine was found in the two cases in the liter-
ature, one in which neostigmine was used and the devel-
opment of intestinal perforation was related to the use of
steroids,['"l and the other case in which the development of
an anastomotic leak in the patient after hemicolectomy was
related to the anticholinesterases used;'? no cases involv-
ing children were found.

Conclusion

We aimed at emphasizing that intestine perforation
may be observed in babies diagnosed with neonatal transient
MG, particularly when neostigmine is used. Therefore, it is
necessary to be careful.
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