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Postpartum HELLP Syndrome with Atypical Features: A Case Study
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Abstract

Introduction: HELLP syndrome is a severe and potentially life-threatening variant of pre-eclampsia, consisting of
a triad of Hemolysis (H), Elevated Liver enzymes (EL) and Low Platelet count (LP). The majority of preeclampsia and
HELLP syndrome cases develops in the last part of pregnancy and rarely establish postpartum.

Case presentation: A 28-year-old primiparous woman, without any known risk factors for developing preeclampsia,
developed jaundice and general discomfort 1 day postpartum.

The patient was diagnosed with HELLP syndrome on the basis of laboratory and urine findings, despite a normal
blood pressure, lack of hemolysis and an absence of typical symptoms. The patient showed kidney involvement, which
is a rare and serious complication of HELLP syndrome. The patient rapidly and fully recovered, without any permanent
kidney damage. Due to the short administration time of intravenous magnesium sulphate, there is reason to believe

that the recovery occurred spontaneously.

Conclusion: This case reports what may be an atypical presentation of postpartum HELLP syndrome.
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Introduction

Preeclampsia (PE) is a pregnancy-specific disorder affecting 2-8%
of all pregnancies [1]. Diagnosed as new-onset hypertension after 20
weeks of gestation, in addition to proteinuria, distinctive symptoms
and/or affected blood test showing organ involvement, it remains
a leading cause of maternal and perinatal morbidity and mortality
worldwide. In the US, PE is responsible for approximately 15.9% of all
maternal mortalities [2].

While the causative or initiating event in PE is not entirely
understood, it has been postulated to involve a reduced placental
perfusion leading to widespread dysfunction of the maternal
vascular endothelium [3]. With progression this may lead to severe
PE, a multisystemic disease which can result in placental abruption,
liver- and kidney failure, disseminated intravascular coagulation or
cardiovascular- and cerebrovascular disease [4]. Cerebrovascular
deterioration may cause generalized seizures, known as eclampsia [5].

The so-called HELLP syndrome is considered to be a variant of
severe PE and is a potentially life-threatening condition [6]. HELLP
refers to the typical constellation of signs consisting of hemolysis (H),
elevated liver enzymes (EL) and low platelets (LP) and it is believed
to occur in 0.5-1% of all pregnancies [7]. Although symptoms of PE
generally accompany the HELLP syndrome, approximately 20% of
cases develop without any sign of PE, which can make the diagnosis
challenging (Figure 1) [8].

The majority of PE cases are seen between 27 and 37 weeks of
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Figure 1: HELLP refers to the typical constellation of signs consisting of
hemolysis, elevated liver enzymes and low platelets.

gestation and patients exhibiting severe features and/or HELLP
syndrome are usually induced order to prevent maternal and fetal
complications [8,9]. PE typically resolves with the birth of the infant,
but is not always a definite cure [10].

Infrequently, PE, eclampsia or HELLP syndrome develops
postpartum. In such cases, the majority occur within 48 h of childbirth.
However, postpartum preeclampsia has been seen to develop up to 6
weeks after delivery or even later, termed late postpartum preeclampsia
[11].

Case Report

A 28-year-old Asian woman, gravida 1, para 0, was admitted to our
clinic at 39 weeks and 2 days of gestation. Upon arrival, the patients’
water had broken and contractions had started. The patient gave birth
to a healthy baby boy after receiving an episiotomy.

The total bleeding was estimated to be around 700-800 ml, mostly
due to bleeding after the episiotomy, which was sutured, as well as
placental separation.

Directly after childbirth, the patient felt unwell and dizzy,
tachycardia with a pulse between 120-130 beats per minute (BPM),
expected to result from the blood loss. The patients blood pressure,
temperature and other vital parameters were normal.

On the first day postpartum, over the course of a few hours the
patient suddenly developed jaundiced sclera and palms of the hands.
Furthermore, it was revealed that the patient had experienced an
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extreme sense of thirst over the preceding days, with a fluid intake of
4-6 liters daily.

Laboratory findings showed altered kidney parameters with
increased serum creatinine and decreased estimated glomerular
filtration rate, despite the high fluid intake and similarly high urine
output. Furthermore, alanine aminotransferase, amylase, basic
phosphatase, bilirubin, bile salts, gamma-glutamyl transferase and
lactate dehydrogenase all showed markedly increased levels, while the
thrombocytes were below normal level (thrombocytopenia). The urine
dipstick test was positive for glucose, blood, protein and leukocytes.

Laboratory tests and clinical signs raised suspicion of postpartum
HELLP syndrome and the Patient was moved to the intensive care unit
for treatment with intravenous magnesium sulphate (MgSO,) infusion.
During infusion, the patient developed massive nausea and the MgSO,
was paused and later stopped. The patient’s blood pressure was normal
throughout the admission and the pulse 120-130 BPM.

After 12 h in the intensive care unit, the patient’s lab parameters
started to improve. At two days, the patient subjectively felt better
and was discharged from the hospital for outpatient follow-ups. The
patient’s blood tests normalized completely within a few weeks.

During the period of admission, hereditary haemochromatosis and
undiscovered Gestational Diabetes Mellitus (GDM) were suspected
as differential diagnoses. GDM was ruled out due to normal fasting
blood sugar levels as well as normal hemoglobin 1Ac. Hereditary
haemochromatosis was excluded due to normal levels of serum ferritin,
iron and transferrin.

Discussion

In this case study, we report the atypical development of the HELLP
syndrome in a patient without any identified risk factors for developing
PE, except null parity. Risk factors for PE include antiphospholipid
syndrome, insulin dependent diabetes, preexisting hypertension,
however this patient was a young woman with normal Body Mass
Index (BMI), no known diseases and was expecting a singleton [10].
As the patient was adopted from Vietnam during childhood, her family
history with regards to PE was unknown.

Cases of HELLP syndrome usually occur with preeclampsia,
typically seen with a rise in blood pressure and proteinuria, however,
there have been described cases in which signs are absent or only slight.
In the present case, the blood pressure was normal throughout the
whole course of the disease, including every routine check-up during
pregnancy and no protein was found in the urine prior to the time of
delivery. Proteinuria appears to have only developed postpartum.

The patient experienced a general malaise and discomfort but
did not suffer from any of the typical symptoms for severe PE (e.g.
headache, liver or epigastric pain, edema or dyspnea). Furthermore,
the hemolysis was missing, which is otherwise an essential part of the
HELLP syndrome (“H”-Hemolysis). The rapidly developing jaundice,

resulting from the liver involvement (“EL’-Elevated Liver enzymes),
in combination with thrombocytopenia (“LP”-Low Platelet), on the
other hand, gives a clear suspicion towards the diagnosis of HELLP
syndrome. Kidney involvement, as occurred in this case, is a rare,
but serious complication, occurring only in 2-3% of cases of HELLP
syndrome [8].

Conclusion

MgSO, infusion was given only for a few hours but withdrawn
due to extreme nausea. Nevertheless, the patient’s parameters and
subjective well-being improved after a few days, suggesting the course
of spontaneous regression. The patient was diagnosed with HELLP on
the basis the laboratory and urine findings, despite a normal blood
pressure and lack of hemolysis and an absence of typical symptoms.
Differential diagnoses of undiscovered GDM and hemochromatosis
were ruled out. Infection was not suspected due to a normal body
temperature. No other cause of the patient’s symptoms was found.

In the event of any future pregnancy this patient is to be considered
as having a high-risk pregnancy.
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