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abstract

BACKGROUND: Neonatal cerebral infarction is a relatively common cause of neonatal seizures, with an incidence of
at least 1:4000 live births and is associated with a high incidence of neurological sequelae. However, the patho-
physiological mechanisms and predisposing factors responsible for neonatal infarction are not fully established.
PATIENT DESCRIPTION: A full-term baby boy was transferred at two days of age for the treatment of a cluster of
seizures. Cranial magnetic resonance imaging revealed multiple lesions compatible with acute cerebral infarction.
The results of the blood tests performed to screen for thrombophilic diseases were normal for his age, and his
perinatal history was unremarkable. A diagnosis of idiopathic cerebral infarction was made. Additional exami-
nation for autoimmune diseases showed that both the mother and the patient had the anti-SS-A/Ro antibody. The
patient was treated with phenobarbital and has no neurological sequelae. CONCLUSIONS: This is the first report
demonstrating the coexistence of neonatal cerebral infarction and neonatal lupus syndrome. Thus neonatal lupus
syndrome may be an additional risk factor for neonatal stroke.
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Introduction

Neonatal cerebral infarction is a relatively common
cause of neonatal seizures, with an incidence of at least
1:4000 live births, and is associated with a high incidence
of neurological sequelae. However, the pathophysiological
mechanisms and the predisposing factors responsible for
neonatal infarction are not fully understood, and most
cases are considered idiopathic.1 Here, we report a full-
term baby with multiple cerebral infarctions and expres-
sion of the maternal anti-SS-A/Ro antibody. Transplacental
passage of the autoantibody leads to neonatal lupus syn-
drome (NLS), which can affect the skin, heart, and in rare
cases, the hepatobiliary or hematologic systems.2 Although

neurological complications associated with NLS have been
reported,3 there is only one case of acute cerebral stroke in
early infancy.4 Herein, we describe another rare case of
acute cerebral infarction associated with NLS. This is the
first report of the the coexistence of neonatal cerebral
infarction and NLS.

Patient Description

A male neonate was transferred because of a cluster of seizures on the
second day after birth. He was the first baby to a previously healthy
23-year-old mother with a normal pregnancy and was born at term
weighing 3180 g by elective Cesarean delivery for breech presentation,
with an Apgar score of 9 at one minute and 10 at five minutes. It was a
smooth delivery, and umbilical cord blood gas analysis showed pH 7.31,
pCO2 49mmHg, HCO3 24mEq/L, and base excess�2.0 mEq/L. At 44 hours
after birth, the baby developed clonic movement of his right leg and arm
lasting for several seconds. Seizureswere observed intermittently over the
next 4 hours, totaling four episodes. Upon arrival, another clonic seizure
occurred on his right upper and lower limb lasting for approximately
20 seconds, which subsided without any medication. Neurological
examinationwas normal without asymmetry of muscular tonus, strength,
deep tendon reflexes, or brainstem reflexes. Inspection of the skin revealed
no cutaneous diseases.

Informed consent: Informed consent was obtained from the parent.
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Computed tomographic scan showedmultiple low-density areas in the
region supplied by the left middle cerebral artery and in the right parietal
lobe (Figure A, B). On cranial magnetic resonance (MR) imaging, diffusion-
weighted images identified high signal regions in the left frontal and the
temporo-occipital lobes, the left thalamus, and the right posterior frontal
lobe (Figure C, D). These lesions were visualized as high intensity on T2-
weighted images (Figure E) and as low intensity on the apparent diffu-
sion coefficient map (Figure F). MR angiography (Figure G) showed a
dilatation of the left middle cerebral artery, likely owing to reperfusion.
These findings were consistent with an acute phase of ischemic stroke,
and the patient was diagnosed as idiopathic neonatal cerebral infarction
involving mainly the left middle cerebral artery territory.

Cardiac examination showed a regular heart rate of 142 beats/minute
and no audible murmur. Electrocardiogram was normal. Echocardiogram
showed no congenital structural abnormalities except for a patent fora-
men ovale. The results of the routine blood test including complete blood
cell count, C-reactive protein, electrolytes, liver and renal function, blood
sugar, and venous blood gas analysis were normal. Tests for blood coag-
ulationwere also within age-specific reference ranges: prothrombin time
13.8 seconds, prothrombin timeeinternational normalized ratio 1.12,
prothrombin time activity 72%, activated partial thromboplastin time
39.5 s, fibrinogen 265 mg/dL, and D-Dimer 1.5 mg/mL. No paroxysmal
discharge or asymmetrical attenuation was found on electroencephalo-
gram recorded in the interictal period. An anticonvulsant (phenobarbital
5 mg/kg/day without a loading dose) was immediately administered for
three days as a suppository and then orally.

The eighth attack at 67 hours of age was his last convulsion. His vital
signs and respiration were consistently stable so that supportive therapy
was not required. Additional evaluation related to coagulopathy and
autoimmune disorders showed antithrombin III 34.9%, protein C antigen
35%, protein S antigen 24%, antinuclear antibody (ANA) 1:640 with a nu-
clear staining pattern of speckled, anti-beta-2-glycoprotein I antibody
<0.7 U/mL (range, 0 to 2.5), lupus anticoagulant (Dilute Russell’s viper
venom time 1.09 [0 to 1.2]), anti-Ro/SS-A antibody greater than 500 U/mL
(0 to 10), and anti-La/SS-B antibody <7.0 U/mL (0 to 10). The titer of ANA
and the concentration of the anti-Ro/SS-A antibody were high, whereas
the remaining parameters were within the normal neonatal range.

We considered that these autoantibodies were transmitted via the
placenta and thus checked the mother for an autoimmune disorder. She
was diagnosed with subclinical Sjögren syndrome on the result of her
blood analysis; ANA 1:320 with a nuclear staining pattern of speckled,
anti-Ro/SS-A antibody greater than 500 U/mL, anti-La/SS-B antibody 26.8
U/mL, rheumatoid factor 117.9 IU/mL (0 to 20), serum amylase 135 IU/L
(43 to 116), and IgG 2927 mg/dL (870 to 1700). Treatment with pheno-
barbital was stopped at 8 days of age, and he developed no seizure af-
terward. There was no vasculopathy or new cerebral lesions on MR
imaging at age 5.5 months.

The patient achieved standard developmental milestones at age
20 months without any motor paralysis. A gradual decrease in his au-
toantibodies was confirmed as follows. ANA started at 1:640 (day 3),
gradually decreased to 1:320 (day 52), 1:160 (day 79), and 1:80 (day 169)
and was then negative at day 295. Anti-SS-A antibody started at greater
than 500 U/mL (day 22) and then gradually decreased to 352 U/mL (day
169), 41.7 U/mL (day 261), and 13.6 U/mL (day 295). This decrease in his
autoantibodies suggests that they were actually transferred from the
mother. The asymptomatic mother was informed that she needed to
consult a doctor specializing in connective tissue disorders in case she
has symptoms suggestive of Sjögren syndrome orwishes to have another
child.

Discussion

Maternal autoimmune disorders are an important risk
factor of neonatal cerebral infarction,1 and a role for

FIGURE.
Cranial radiographic findings on admission of a male neonate with cerebral
infarction associated with neonatal lupus syndrome. Cranial computed
tomography showing multiple low-density areas (arrows) in the left frontal
and temporal lobe and one part of the right parietal lobe (A, B). Diffusion-
weighted images of cranial magnetic resonance imaging show high signal
regions in the left frontal and temporo-occipital lobe, left thalamus, and

the right posterior frontal lobe (C, D). The lesions were demonstrated on
high intensity on T2-weighted images (E) and low intensity on apparent
diffusion coefficient map (F). Magnetic resonance angiogram showed
dilatation of the left middle cerebral artery (G).

K. Kanda et al. / Pediatric Neurology 62 (2016) 47e5048



Download English Version:

https://daneshyari.com/en/article/3084259

Download Persian Version:

https://daneshyari.com/article/3084259

Daneshyari.com

https://daneshyari.com/en/article/3084259
https://daneshyari.com/article/3084259
https://daneshyari.com

