Case Report

An Uncommon Case of Acute Fatty Liver of Pregnancy
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Acute fatty liver of pregnancy is an uncommon life threatening condition presenting late in the third trimester of pregnancy.
There is severe liver dysfunction, which needs to be differentiated from other conditions causing this, in pregnancy.
Patients present with nonspecific complaints such as nausea, vomiting, malaise, fatigue, thirst, and altered mental state.
If left undiagnosed and untreated it can progress to fulminant hepatic failure and death. Treatment is early delivery of baby
and management of the patient on lines of liver failure in an intensive care unit.
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syndrome.

Introduction

Acute fatty liver of pregnancy (AFLP) is an uncommon
potentially fatal disorder. lts incidence ranges from 1 per 7270
to 13,000 deliveries. It carries a significant perinatal and
maternal mortality.? It usually presents between 30th and
38th weeks of gestation, though reports of rare presentation in
second trimester are also there.®! It presents more frequently
in primipara than multiparous women but can occur after mul-
tiple uneventful pregnancies and in subsequent pregnancies
too. Patients usually present with nonspecific complaints,
such as headache, fatigue, nausea, and vomiting."® Diagnosis
of AFLP is often delayed because of significant overlap in clin-
ical and biochemical features with the haemolysis elevated
liver enzymes and low platelets (HELLP) syndrome. Aetiology
is not known clearly but some of the clinical and pathological
features of AFLP are similar to those found in certain autoso-
mal, recessively inherited disorders of fatty acid oxidation and
hence it was suggested that AFLP may result from defects in
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B-oxidation of fatty acids.®! We present here a case of AFLP in
a second gravida patient that had a positive outcome because
of early recognition followed by delivery of baby.

Case Report

A 33-year-old 31-week second gravida woman came with
complaint of nausea, vomiting, and malaise since 10 days.
There was no history of fever and headache. She was a
known hypothyroid and was taking 100 pg of thyroxine daily.
She had uneventful previous trimesters. On examination she
was conscious, was icteric, and her heart rate was 80/min,
blood pressure was 120/80 mmHg. Obstetric examination
revealed less liquor and fetal bradycardia. Investigations
on the day of admission showed raised liver function tests,
rest all routine investigations were found to be normal. Her
serum bilirubin was 7.08 mg/dL, conjugated bilirubin was
6.52 mg/dL. Aspartate aminotransferase (AST) was 1830 IU/L,
alanine aminotransferase (ALT) was 2510 IU/L, and alka-
line phosphatase was 1074 U/L. Viral markers were done.
Hepatitis B surface antigen (HBsAg), HIV, VDRL, hepatitis C
virus IgG (HCV), anti HEV (IgM) antibodies, anti HAV (IgM)
antibodies were all negative. Coagulation profile was normal
and serum thyroid stimulating hormone was 7.70. Ultrasound
abdomen revealed oligopamnios and gall bladder wall thicken-
ing without gall stones. She was diagnosed provisionally as
AFLP and patient was taken for emergency caesarean deliv-
ery in view of fetal distress. She was given spinal anaesthesia,
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Table 1: Trend of liver function tests

Investigation Day 1 Day 2 (Post Surgery) Day 3 Day 4 Day 6 Day 8 Day 10
Serum bilirubin 7.08 mg/dL 6.23 5.73 2.37 8.57 8.32 5.4
Conjugated bilirubin 6.52 mg/dL 5.06 4.48 4.87 7.00 7.01 4.3
AST 1830 IU/L 2630 1290 370 180 180 120
ALT 2510 IU/L 1900 1260 930 340 270 160
INR 1.2 1.2 1.0 1.0 1.0

AST, Aspartate aminotransferase; ALT, alanine aminotransferase, INR, International Normalization Ratio.

as her coagulation profile was normal and a healthy baby was
delivered. Patient and baby remained stable after surgery
and mother was kept in intensive care unit (ICU) for further
observation and management on the lines of liver failure.
Her serum bilirubin, ALT, and AST decreased gradually after
delivery (Table 1).

Discussion

This pregnant patient came to hospital with jaundice in her
third trimester. There are few conditions that cause jaundice in
pregnancy, such as, cholestasis, cholelithiasis, viral hepatitis,
pre-eclampsia with or without HELLP syndrome, and AFLP.
In our patient, there was no cholestasis, cholelithiasis as evi-
dent through ultrasound abdomen. All viral markers were neg-
ative and patient had no manifestation of pre-eclampsia and
HELLP syndrome throughout pregnancy. So a diagnosis of
AFLP was made. Aetiology of AFLP is not clear. Deficiency
of long chain 3-hydroxyacyl-CoA dehydrogenase (LCHAD)
enzyme has been proposed as a cause of AFLP." LCHAD
is present in the mitochondrial membrane and is involved in
the B-oxidation of long chain fatty acids. This gene mutation
is recessive, if the fetus is homozygous for this mutation,
it will be unable to oxidize fatty acids. These acids are passed
to the mother who because of diminished enzyme function
cannot metabolize the additional fatty acids leading to the
accumulation of microvesicular fat in the hepatocytes. Typical
symptoms are 1-2 weeks history of nausea, vomiting, abdom-
inal pain, and fatigue. Progression from moderate to severe
hypoglycemia, coagulopathy, marked decrease of antithrom-
bin Ill activity, encephalopathy, and frank liver failure can rap-
idly ensue. Approximately 50% patients will also have signs
of preeclampsia. DIC is seen in about 80—100% patients with
AFLP as compared to 21% patients with HELLP syndrome.®®

This condition is a medical, maternal, and fetal emergency
that needs to be diagnosed and treated early, as complications
could be fatal. Our case was unique as patient had not yet
developed fatal complications mentioned above and was man-
aged early. A confirm diagnosis can be made by liver biopsy.
As the baby needs to be delivered out in an emergency, liver
biopsy cannot be done routinely. In our case also, we could
not perform a liver biopsy. Diagnosis was made by excluding
other probable conditions. Ultrasound and computed tomogra-
phy have been used but the sensitivity and specificity of these

imaging studies are insufficient to make a definitive diagnosis
and false negative results are common. Treatment is mainly
delivery of baby and management of liver failure in ICU.

Conclusion

A patient with jaundice in pregnancy should always raise a
red flag in the minds of physician/obstetrician. She should be
investigated thoroughly keeping AFLP in mind. It is a medical,
maternal, and fetal emergency. Early diagnosis and delivery
of baby is the only definitive treatment along with the support-
ive therapy for liver failure. Post-delivery intensive treatment
is always required for correction of complications such as
coagulopathy and encephalopathy.
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