EDORIUM Journals

J Case Rep Images Obstet Gynecol 2024;10(1):29-33.
www.ijcriog.com

CASE REPORT

Hilletal. 29

PEER REVIEWED | OPEN ACCESS

Unique presentation of previable HELLP syndrome
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ABSTRACT

Introduction: Hemolysis, elevated liver enzymes, low
platelets (HELLP) syndrome is a serious complication
of pregnancy characterized by hemolysis, elevated liver
enzymes, and low platelets. This condition typically affects
pregnant women in the third trimester or postpartum
states, with only a handful of reported cases in previable
pregnancies. The symptoms of HELLP syndrome can
mimic those of other critical conditions during pregnancy,
such as acute fatty liver of pregnancy (AFLP), thrombotic
thrombocytopenic purpura (TTP), hemolytic-uremic
syndrome (HUS), systemic lupus erythematosus (SLE),
and antiphospholipid syndrome (APS), making early
diagnosis crucial to prevent maternal and fetal harm.

Case Report: We report the case of a 23-year-old
nulliparous woman who developed HELLP syndrome
at 21 weeks gestation. We highlight the importance
of recognizing early onset HELLP syndrome and
differentiating it from other potential diagnoses to ensure
prompt and appropriate treatment.

Conclusion: This case of previable HELLP syndrome in
a nulliparous patient without other risk factors highlights
the importance of early detection and intervention as
life saving measures. By understanding the clinical
and laboratory findings specific to HELLP syndrome,
healthcare providers can improve maternal and fetal
outcomes in cases of this rare and serious complication
of pregnancy.
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INTRODUCTION

Hemolysis, elevated liver enzymes, low platelets
(HELLP) syndrome, a serious pregnancy complication
with hemolysis, liver enzyme elevation, and low platelets,
affects expectant and postpartum individuals. Most
common between 27 0/7 and 37 0/7 weeks of gestation,
roughly 10% of cases occur before the 27th gestational
week [1]. Rare but reported previable cases have been
associated with hydatidiform mole or antiphospholipid-
antibody syndrome [2-6]. Symptoms encompass
hypertension, abdominal pain, nausea, vomiting, and flu-
like indications. Labs reveal schistocytes, liver function
shifts, elevated lactate dehydrogenase, decreased
platelets, raised bilirubin, and proteinuria. Hemolysis,
elevated liver enzymes, low platelets (HELLP) leads to
maternal complications like disseminated intravascular
coagulation (DIC), placental abruption, and kidney
issues [6]. Prompt differentiation from other pregnancy
complications such as acute fatty liver of pregnancy
(AFLP), thrombotic thrombocytopenic purpura (TTP),
hemolytic-uremic syndrome (HUS), systemic lupus
erythematosus (SLE), and antiphospholipid syndrome
(APS) is vital for maternal and fetal safety. This case
reports previable HELLP at 21 weeks in a nulliparous
patient lacking risk factors. Collaborative efforts of
maternal-fetal medicine, hematology, and critical care
led to diagnosis. Due to severe maternal risk, termination
was advised. Early recognition and intervention are
crucial for maternal well-being, highlighting subsequent
pregnancy complication counseling.
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CASE REPORT

A 23-year-old woman (G2Po010) presented to
the obstetrics (OB) triage unit at 20 weeks and 3
days of gestation with left-sided abdominal pain and
decreased fetal movement. Her prenatal care had been
satisfactory, and she had no significant medical or
surgical history. A fetal anatomy ultrasound at 19 weeks
and 4 days revealed findings suggestive of fetal growth
restriction, with the head circumference measuring
at the 3rd percentile, abdominal circumference in the
4th percentile, and femur length in the 7th percentile.
However, the rest of the fetal anatomy appeared normal.
Upon admission to OB triage, her vital signs were
stable and blood pressure was normotensive. Clinical
exam findings were positive for epigastric tenderness
and preterm labor was ruled out. Her abdominal pain
resolved with the administration of acetaminophen and
famotidine. A bedside ultrasound and basic laboratory
tests were within normal limits, and she was discharged
with instructions for return precautions.

Two days later, at 20 weeks and 5 days, the patient
returned to OB triage with intense pain in the right
upper quadrant (RUQ) of the abdomen. Her vital signs
remained stable, blood pressure was normotensive, and
her abdominal examination was unremarkable. She was
discharged again after evaluation. However, at 21 weeks
and o days, she returned to OB triage with worsening

Admission 6 hour after

admission

Table 1: Trends of patient vitals and laboratory findings during admission

Start of
induction
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epigastric pain that did not respond to previous
interventions and inability to tolerate oral intake.
Laboratory tests were ordered, and she was admitted
for observation. Her vital signs and laboratory results,
which are shown in Table 1, revealed thrombocytopenia,
liver function tests (LFTs) twice the upper limit of
normal, and lactate dehydrogenase (LDH) approaching
600 U/L. An abdominal ultrasound showed normal
liver, gallbladder, pancreas, and bilateral kidneys.
Labs were repeated 6 hours later and showed an acute
worsening of LDH (>600) and platelets (<100). Due
to the concern for HELLP syndrome and worsening
maternal condition, magnesium sulfate was initiated for
seizure prophylaxis. The maternal fetal medicine team
was consulted, and medical termination of pregnancy
was recommended.

Expulsion of the fetus occurred at 21 weeks and 1
day. She required dilation and curettage for retained
placenta. At this time, her platelets were noted to be 36
10*3/ulL, and she received two units of platelets before
being taken to the operating room. After delivery,
laboratory tests showed a dramatic improvement,
as shown in Table 1, and were trended at 12 hours,
18 hours, and 36 hours postpartum. Her symptoms
also improved, and she was ultimately discharged on
postpartum day two. She was closely followed in the
outpatient setting, where she remained stable, without
any complaints.

18 hour 36 hour
postpartum  postpartum

12 hour postpartum
(after 2 units of
platelets)

Temperature (F) 99.2 98.4 99.7 - - 98.7
Heart rate (bpm) 85 86 - 68 69 95
Blood pressure 117/83 140/93 105/63 104/60 115/74 92/56
WBC (10%*3/uL) 12.2 12.8 10.1 21.6 18.3 11.4
Hemoglobin (g/dL) 13.1 11.7 11.7 8.9 10.2 8.6
Platelets (10*3/uL) 107 82 36 100 125 114
Creatinine (mg/dL) 0.67 0.58 0.70 0.75 0.68 0.68
PT/INR 10.18/0.9 10.18/0.9

aPTT (s) 28 30.9

Fibrinogen (mg/dL) = 427 427 499 - -
AST (U/L) -172 228 465 -92 -87 -84
ALT (U/L) -171 202 340 171 -181 -152
LDH (U/L) 598 677 1,003 853 478
Bilirubin (mg/dL) 0.7 0.8 0.9 0.3 0.3 0.2

Peripheral smear Marked thrombocytopenia with rare schistocytes and occasional giant platelets. Schistocyte count is 1.7%

Placenta Fragmented placental tissue with mature third trimester villi with focal remote placental infarction and

chorioangiosis. Negative for villous edema and villitis

Abbreviations: WBC: White blood count; PT/INR: prothrombin time test/international normalized ratio; aPTT: activated partial
thromboplastin time; AST: aspartate aminotransferase; ALT: alanine transaminase; LDH: lactate dehydrogenase.
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DISCUSSION

Hemolysis, elevated liver enzymes, low platelets
syndrome is a rare but life-threatening condition
characterized by hemolysis, elevated liver enzymes, and
low platelet count. It is crucial to diagnose and treat
this condition in a timely manner to prevent maternal
morbidity and mortality. However, there are several
pregnancy-related problems that can present with
similar signs and symptoms, including acute fatty liver
of pregnancy (AFLP), thrombotic thrombocytopenic
purpura (TTP), hemolytic-uremic syndrome (HUS),
exacerbation of systemic lupus erythematosus (SLE),
and antiphospholipid syndrome (APS). Each of these
conditions is associated with high rates of maternal
morbidity and mortality, and they can present with various
signs and symptoms, such as hypertension, proteinuria,
fever, jaundice, nausea and vomiting, abdominal pain,
and central nervous system involvement. To make an
accurate diagnosis, it is crucial to discern each condition
and its unique clinical features. For example, AFLP
is characterized by fatty infiltration of the liver and is
often associated with nausea and vomiting, while TTP
is characterized by microangiopathic hemolytic anemia
and thrombocytopenia and can present with neurologic
symptoms. Distinguishing between these pregnancy-
related problems is crucial in determining an appropriate
course of treatment in a timely manner. Healthcare
providers should be aware of the clinical features of each
condition and should consider them in the differential
diagnosis when a pregnant patient presents with signs
and symptoms consistent with HELLP syndrome.

The patient’s presentation included hemolysis
and thrombocytopenia, which are also observed in
microangiopathic hemolytic anemias such as thrombotic
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thrombocytopenic purpura (TTP), and hemolytic-
uremic syndrome (HUS). In TTP and HUS, red blood
cells are sheared along the damaged endothelium,
which consumes platelets that adhere to the endothelial
membrane, leading to thrombocytopenia. This results
in the presence of schistocytes and elevated serum
lactate dehydrogenase (LDH) levels due to hemolysis.
In addition, platelet microthrombi may form, break off,
and travel through the bloodstream, causing proteinuria
by depositing into the kidney [7]. However, our patient
did not exhibit proteinuria, and their total bilirubin levels
were normal (Table 2), despite having increased LDH
and schistocytes. Furthermore, TTP was ruled out as our
patient had detectable ADAMTS13 levels. Hemolytic-
uremic syndrome typically occurs post-gastroenteritis
and is caused by Shiga toxin-induced endothelial
damage, which is unlikely in our patient's case based on
her presenting history.

Acute fatty liver of pregnancy (AFLP) shares
some similarities with HELLP syndrome in terms of
laboratory findings, such as elevated liver function tests,
bilirubin, impaired renal function, possible disseminated
intravascular coagulation (DIC), hemolysis, and
thrombocytopenia. However, there are specific features
that differentiate AFLP from HELLP syndrome.
Hypoglycemia and a fibrinogen level below 300 mg/
dL are characteristic findings of AFLP, which were not
present in our patient (Table 2). On the other hand,
hemolytic anemia and schistocytes are typically seen in
HELLP syndrome but not in AFLP. It is important to
distinguish between these two disorders because women
with AFLP are at high risk of developing rapid liver
failure, encephalopathy, and severe hypoglycemia. Since
our patient did not have these specific features, AFLP was
ruled out as a possible diagnosis.

Table 2: Comparison of laboratory findings in HELLP syndrome and other imitator conditions

Case patient HELLP TTP HUS AFLP SLE APS
Fever - - + = + + +
Hemolysis + + + + - + +
Schistocytes + + + + = + +
T LFTs + + = - + _ _
1T LDH + + 4 + + + +
{ Platelets + + 4 + + + +
1 Total bilirubin = + + + + _ _
Proteinuria - + + + + + +
DIC = + - = 4 - _
Hypoglycemia - - = = + - _
ADAMTS 13 Detectable Detectable Undetectable Detectable Detectable Detectable  Detectable
aPL - - - = = + +

Abbreviations: LFT: liver function tests; LDH: lactate dehydrogenase; DIC: disseminated intravascular coagulation; aPL:

antiphospholipid.
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Systemic lupus erythematosus (SLE) is characterized
by immune complex deposits in blood vessels and
the kidney, which can result in a clinical picture
consistent with microangiopathic hemolytic diseases.
However, SLE is commonly associated with increased
levels of antiphospholipid antibodies, including lupus
anticoagulant and anticardiolipin antibodies, which
our patient tested negative for. Therefore, SLE was an
unlikely diagnosis in this patient due to the absence of
these antibodies. Antiphospholipid syndrome (APS)
can occur as a primary condition or with underlying
SLE and presents with clinical features similar to
those of SLE, including hypertension, proteinuria,
and thrombocytopenia. However, the presence of
antiphospholipid antibodies (aPL) is the key diagnostic
feature of APS [8], which our patient did not have. As a
result, APS was also ruled out in this patient.

After considering various possible diagnoses with
similar clinical symptoms and laboratory markers,
it was concluded that this patient was most likely
suffering from HELLP syndrome. Although cases of
HELLP syndrome detected before 24 weeks are rare,
they are more likely to result in severe morbidity [2].
A retrospective cohort study of 26 pregnancies with
early-onset preeclampsia <24 weeks found that HELLP
syndrome was the most common maternal complication,
occurring in 16 patients and resulting in one maternal
death [9]. While premature onset of HELLP syndrome
is typically associated with other comorbidities
such as fetal triploidy, partial hydatidiform mole, or
preeclampsia [3, 8, 10], the patient's placenta pathology
results were negative for these conditions, and genetic
testing for fetal triploidy was also negative. She also did
not have any obvious risk factors for preeclampsia such
as hypertension or proteinuria early in her presentation,
although she did have several elevated blood pressure
readings later in her course. This case is unique in that it
presented early without evidence of other conditions or
typical risk factors.

CONCLUSION

In conclusion, this case report describes a rare
presentation of HELLP syndrome at 21 weeks gestation
without any evidence of other conditions or typical
risk factors. The differential diagnosis was extensive
and included other conditions with similar clinical and
laboratory features. After ruling out multiple differentials,
HELLP syndrome was diagnosed, and termination
was recommended due to the risk of severe maternal
morbidity. Early detection and intervention are crucial
for improving maternal outcomes, and patients should
be counseled on the risk of obstetric complications in
subsequent pregnancies. This case highlights the need
for obstetricians to consider HELLP syndrome as a
potential diagnosis in patients presenting with new onset
transaminitis, severe thrombocytopenia, and epigastric
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pain, even in the absence of typical risk factors or at an
earlier gestational age.
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