Fetal Arrythmia; Maternal Systemic Lupus Erythematosus
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Congenital heart block may develop in the fetus during pregnancy in anti-Ro/La antibodies positive
women, leading to heart failure of fetus in utero and even mortality in the first 3 years of life. In this study,
we report a fetal arrhythmia case who manifested in 21 weeks of gestational age. Diagnosis of Systemic
Lupus Erythematosus (SLE) was confirmed with the positive blood samples for antinuclear antibodies,
anti-Ro/SSA and anti-La/SSB and ultrasonography. There was no hidrops in the fetus when arrhythmia
was detected. After steroid therapy, patient’'s symptoms concerning SLE regressed. Following the de-
livery of baby, permenant pacemaker had been applied and currently, the baby has no cardiac problem.
Therefore, it could be concluded that, SLE can be asymptomatic till pregnancy and the control of the dis-

ease is essential for the delivery of a healthy baby.
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Introduction

Congenital heart block affects 2% of all pregnant women
who have anti-Ro/La antibodies positivity, leading to heart
failure in utero, and has a 20% mortality rate in the first 3
years of life.! These autoantibodies are mostly found to be
positive in patients with SLE and Sjogren Syndrome. The aim
of this case report is to analyze the management of newly di-
agnosed fetal arrhythmia in pregnant patients.

Case Report

A 21 year-old pregnant woman presented to our hospital at
34 weeks of gestational age, after the diagnosis of fetal ar-
rhythmia initially manifested at 21 weeks of gestational age.
Her gravida was 2. She had one intrauterine exitus at the first
trimester, in her previous pregnancy. Beginning with her first
pregnancy, she had intermittent pain in her joints. In this preg-
nancy, first admittion to the obstetrician was at the 8" week of
pregnancy. There had been no detected developmental prob-
lem of the fetus during the routine controls until 21t week of
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pregnancy. Then she was diagnosed with fetal arrythmia dur-
ing routine ultrasonography. After a follow up period she was
referred to our obstetrics clinic at the 34 weeks of gestational
age, because of fetal arrhythmia. In addition to the fetal arry-
thmia she complained of pain in her bilateral hands, proximal
phalanxes, and knee joint. She also had perihepatic ascites,
edema of all parenchymal organs and skin. Some laboratory
tests, especially autoantibodies, were performed. Mother
showed high titers of anti nuclear antibody - ANA(1/1000),
ENA SsA (10391U/mL), ENA SsB (11811U/mL). Her com-
pleman 3 and 4 levels were detected in normal ranges. Her vi-
tamin B12 level was measured to be low (92pg/mL). In addi-
tionally MTHFR 677 heterozigot gene mutation was detected.
For detailed analysis of fetal arrythmia Doppler ultrasound
was performed besides routine obstetric USG revealing third
degree fetal atrio ventricular (AV) block.

The lab results confirmed the diagnosis of SLE and with
respect to the fetal third degree heart block steroid therapy
with oral dexamethasone and methylprednisolone 4 mg.each
daily (in two equal doses) initiated. After 10 days of treatment
with oral steroids, the pain in her knees, and finger joints were
decreased, and perihepatic ascites resolved. The pregnancy
continued uneventfully and a 2500gr healthy female infant
was delivered at 37 weeks and 5 days of gestation with elec-
tive cesarean section. Implantation of a permenant rate modu-
lated single chamber ventricular endocardial pacemaker was
performed a few days after the delivery. A regular sinus ryhtm
at a rate of 120-130 bpm with a normal PR interval was noted.
At the infant’s last follow up visit at age 6 months revealed no
cardiac problem.
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Discussion

There are three types of fetal arrhythmias. The most com-
mon form is irregular heartbeat, mainly caused by ectopic
beats. Other two types of arrhythmias are fetal bradycardia
and tachycardia.> Fetal bradycardia is diagnosed with the fetal
heart rate slower than 100bpm. which is mainly due to AV
block.2

Congenital complete heart block (CHB) was first de-
scribed in 1901 by Morquio, who has also noted the familiar
occurance and association with Stokes-Adams attacks and
death.? Neonatal lupus is a passively transferred autoimmune
disease that occurs in some babies born to mothers with anti-
Ro/SSA and/or anti-La/SSB positive. These antibodies com-
monly found in people with Sjogren’s disease and SLE. They
could be also found in patients with rheumatoid arthritis, pro-
gressive systemic sclerosis, cutenous vasculities.* Neonatal
lupus, due to maternal antibodies, especially SS-A that cross
the placenta, is reported to be responsible for 60 to 90 percent
of cases of CHB overall.> Almost all cases are presenting in
utero or neonatal period, only %5 of the cases have been re-
ported to occur later.’

Anti-Ro/SSA and anti-La/SSB antibodies bind to fetal car-
diac tissue, causing an autoimmune injury in the atrioventric-
ular (AV) node and its surrounding tissue. These antibodies
are both abundant in fetal heart tissue between 18 and 24
weeks.® By this mechanism, apoptosis is induced at the fetal
cardiomyocytes and fibrosis occurs. These antibodies also in-
hibit calcium channel activation by this way and inhibit the
conduction in the AV node.” As a result, congenital heart
block may present with fetal bradycardia between 18 and 28
weeks of gestation.>® Detailed analysis of the type of arrhyth-
mia in utero is possible using M-mode and Doppler echocar-
diography.?

For our patient, anti-Ro/ SSA and anti-La/SSB antibodies
were determined as both positive. There were typical SLE
symptoms in her previous pregnancy but she was not diag-
nosed. Also the fetal bradycardia presented at 21 gestational
week is also a common presentation according to the the pre-
vious reports.?

Management of congenital heart block in utero and in the
perinatal period can include steroid therapy if associated with
anti-Ro/SSA and anti-La/SSB antibodies and pace maker or
isoproterenol administration immediately at the postpartum
period.’ In some cases, AV block can result with fetal hidrops.
Some clinical studies reported that,’ steroids have no effect on
hidropic fetus.!® On the other hand, in our case fetal hidrops
was not observed. For these reasons, oral dexamethasone and
methylprednisolone therapy was initiated.

In conclusion, SLE can be asymptomatic till pregnancy

and the control of the disease is essential for the delivery of
healthy baby. According to study of Wei et. Al ' twenty-four
(44.44%) pregnant woman with anti-Ro/SSA and/or anti-
La/SSB antibodies were asymptomatic and antibody status is
first indicated when offspring shows symptoms of Neonatal
Lupus Erythematosus. It is considered that it might be a better
approach that all pregnant women are suggested for screening
anti-Ro/ SSA and anti-La/SSB antibodies when they are ad-
ministered to the hospital first time during their pregnancies.

Fetal Aritmi; Maternal Sistemik Lupus
Eritematosus

Anti-Ro/La antikorlarina sahip gebe bir kadinin bebeginde kon-
jenital kalp blogu olusabilir ve bu blok anne karninda bebegin
kalp yetmezligine girmesine ve hatta bebegin yasaminin ilk tg¢
yilinda mortaliteye sebep olabilir. Bu ¢alismada, 21. gebelik
haftasinda tani almis bir fetal aritmi vakasi yayinlanmistir.
Sistemik Lupus Eritematosus (SLE) tanisi kan testlerinde anti-
nikleer antikor, anti-Ro/SSA ve anti-La/SSB antikorlarinin po-
zitif gelmesi ve ultrasonografi ile koyulmustur. Vakada aritmi
saptandiginda fetusun hidropsu yoktu. Hastaya verilen steroid
tedavisinden sonra, hastanin SLE ile ilgili semptomlari gerile-
di. Dogumu takiben, bebege kalici kalp pili takildi ve takiplerin-
de bebegin kardiyak herhangi bir problemi yoktur. Bundan do-
lay1, su sonuca varilabilir ki, SLE gebelige kadar asemptoma-
tik kalabilir ve bu hastaligin kontrolu ve tedavisi saglikh bir be-
bek dunyaya getirmek igin cok énemli ve sarttir.
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