Atypical HELLP Syndrome in a Pregnant Patient with Takayasu
Arteritis and Subclavian to Axillary Artery Saphenous

Vein Bypass Graft: A Case Report
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Takayasu arteritis (TA) is a rare chronic granulomatous inflammatory disease of the aorta and/or its
major branches, affecting mostly the vertebral, carotid, subclavian, iliac, and renal arteries. The disease
shows a striking predilection for women during the child-bearing years, and it is reasonable to expect at
least 1 pregnancy event in these women. Therefore, the management of pregnancies in patients with
this disease is of great importance to obstetricians. Here, we present the case of a patient with atypical
hemolysis, elevated liver enzymes, and low platelets (HELLP syndrome); this patient was receiving cor-
ticosteroid therapy and had undergone subclavian-axillary artery saphenous vein graft for TA.
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Introduction

Takayasu arteritis (TA) is a rare chronic granulomatous in-
flammatory disease of the aorta and/or its major branches, af-
fecting mostly the vertebral, carotid, subclavian, iliac, and
renal arteries; some authors speculate that TA is a spectrum of
a single disease within giant cell arteritis.! The disease shows
a striking predilection for women during the child-bearing
years,? and it is reasonable to expect at least 1 pregnancy event
in these women. Therefore, the management of pregnancies in
patients with this disease is of great importance to obstetri-
cians. Although the inflammatory activity of the disease is
thought to be unaffected by pregnancy, complications such as
intrauterine growth restriction, fetal death, hypertension, heart
failure, and aneurysm rupture have been described.’> The few
series published so far have evaluated maternal and fetal out-
comes in pregnant patients with TA, and since most articles
are case reports, the data are not conclusive. Here, we present
the case of a patient with atypical hemolysis, elevated liver en-
zymes, and low platelets (HELLP syndrome); this patient was
receiving corticosteroid therapy and had undergone subcla-
vian-axillar artery saphenous vein graft for TA.

Case Report

A 33-year-old primigravid who was at 19 weeks’ triplet
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gestation presented to the emergency room with a 2-day his-
tory of worsening epigastric pain, headache, nausea, and vom-
iting. The patient did not have chest pain, shortness of breath,
or palpitations. She was under the care of a medical doctor in
another hospital. She had a medical history of hypertension
and anemia since 2008 and had undergone an arm operation 5
years previously. She had a history of TA since 2008. On ad-
mission to the emergency room, her obstetrical and medical
records were not available. The patient was taking amlodipine,
infliximab, prednisolone, prenatal vitamins, and iron supple-
ments. She was subsequently admitted to the obstetric ward.

On physical examination, blood pressure (BP) was
1807120 mm Hg in the right arm and 170/110 mm Hg in the
left arm, pulse rate was 100/minute, and the oxygen saturation
in room air was 100%. A Grade II systolic murmur, optimally
heard at the left sternal border with radiation to the carotids,
was apparent. The pulse was palpable in all extremities, al-
though the pulse in the left arm was slightly diminished as
compared to that in the right. Electrocardiogram (ECG) re-
vealed a normal sinus rhythm, and cardiac enzymes were not
elevated. Abdominal examination revealed positive bowel
sounds and a tender epigastrium with no fundal tenderness, re-
bound, or guarding. Lower extremities revealed 2+ pitting
edema. On vaginal examination, there was no dilatation or ef-
facement of the cervix. Obstetric ultrasonography revealed all
growth-restricted viable triplet pregnancy and bilateral uterine
artery notching Doppler studies showed normal findings for
the carotid artery, but the subclavian arteries were not clearly
visualized. Considering the findings of vascular and cardiac
examinations, the cardiology and rheumatology service was
consulted. Treatment with steroids, nifedipine, and methyl-
dopa was initiated.
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Initial laboratory values were as follows: hemoglobin,
11 g/dL; hematocrit, 32%; platelets, 80.000 103/mm? (normal
range, 150.000-400.000 103/mm?); aspartate aminotransferase
(AST), 358 U/L (normal range, 0-34 U/L); alanine amino-
transferase (ALT), 233 U/L (normal range, 0-55 U/L); and lac-
tate dehydrogenase (LDH), 1181 U/L (normal range, 125-243
U/L). Urinalysis revealed grade 3+ proteinuria. Erythrocyte
sedimentation rate and blood levels of urea, creatinine, C-re-
active protein, alkaline phosphatase (ALP), and gamma glu-
tamyl transpeptidase (GGT) were within the normal range. On
follow-up (1 hour after administration), gradual increases and
decreases in liver enzymes and platelet levels were noted, re-
spectively. Platelet levels decreased to 16.000x103/mm?. A
transfusion of 4 units fresh frozen plasma, 4 units erythrocyte
suspension, and 12 units platelet suspension was initiated.
Patient with elevated BP, thrombocytopenia, and elevated
liver enzymes was diagnosed with HELLP syndrome. During
laboratory analyses, the patient reported worsening epigastric
abdominal pain and had elevated BP (200110 mm Hg), as
measured in the left arm. The patient’s medical records indi-
cated TA. Magnetic resonance imaging (MRI) angiography
and peripheral angiography, performed in 2008, showed
stenosis in the right subclavian artery and total occlusion in
the left subclavian artery (Figure 1). In February 2008, she had
undergone a left subclavian-axillary artery bypass with a
saphenous vein graft. Further tests revealed fragmented red
blood cells. After this work-up, we initiated treatment with ni-
troglycerin for controlling the BP and magnesium sulphate for
prevent of convulsions. Considering these findings, an emer-
gency cesarean section was planned. The patient underwent a
low transverse cesarean section, and fetuses weighing 300 g,
310 g, and 260 g were delivered without complications.

Figure 1: Shows two stenotic segments of the right subclavian
artery (small arrows) and occlusion of the left subclavian artery
(long arrow) in MR angiography

In the fifth postoperative hour, the patient reported acute
onset palpitations and abdominal pain. Her BP was 100/50
mm Hg; pulse rate, 140 beats/min; oxygen saturation, 98% in
room air; hemoglobin level, 7 g/dL; and hematocrit level,
22%. An abdominal ultrasonogram revealed extensive areas of
hematoma, and the patient’s vital signs were worsening.
Therefore, bleeding from the incision site was suspected, and
a relaparotomy was performed. Hematomas were observed on
the rectus sheath, but an active bleeding point was not discov-
ered during the operation. After the surgical procedure, the pa-
tient was transferred to the intensive care unit, where she re-
mained for 5 days without complications. Postoperative re-
covery was good.

Discussion

TA is a potentially life-threatening condition during preg-
nancy, with a worldwide maternal mortality rate of 4-5%
(130/100.000 in the general population) 6 and the highest in-
cidence in Japan, East and South Asia, and India.” Various hy-
potheses have been proposed regarding its etiopathogenesis,
including an association with rheumatic disease, an autoim-
mune mechanism, antiaorta antibodies, HLA antigens, and tu-
berculosis4. Most cases of TA during pregnancy have been re-
ported in patients with a known prenatal diagnosis. In studies
by Wong et al. and Suri et al., 53% and 60% of the patients,
respectively, were diagnosed with TA for the first time during
pregnancy.’® In the present case, the patient was diagnosed
prenatally, but detailed medical records were not available on
first admission.

In most series, the majority of patients with TA present
with absent or unequal peripheral pulses and/or hypertension
or its complications.>** Women in the Ishikawa group IIb and
III have worse fetomaternal outcome,’ but the present patient
was Ishikawa group Ila. In the series reported by Suri et al.
and Sharma et al.>* abdominal aorta involvement was maxi-
mal, followed by the subclavian and renal arteries. Here, the
patient had bilateral subclavian artery involvement but no
renal artery involvement.

Matsumura et al.!° studied levels of C-reactive protein in
16 patients with TA to evaluate the inflammatory activity of
the disease 1 year before, during, and after pregnancy. The au-
thors showed an improvement of inflammatory activity and
hemodynamic findings during pregnancy. In the present case,
the patient had normal C-reactive protein level, which is asso-
ciated with a favorable pregnancy outcome.’® In the present
case, the outcome was surgical delivery by C-section. Despite
the mode of delivery being vaginal, curtailing the second stage
of labor has been recommended in some studies. The indica-
tions of operative interference were intrauterine growth retar-
dation pre-eclampsia, eclampsia, and an inability to measure



BP in both arms. A C-section was performed in the present
case because of the presence of HELLP syndrome with pro-
gressive disease. In the present case, there was no evidence of
congestive heart failure, progression of renal insufficiency, or
antepartum hemorrhage related to accelerated hypertension,
but rectus hematoma requiring further surgery was evident
and was presumably caused by thrombocytopenia.

Medical management of a pregnant patient with TA does
not differ significantly from that of a non-pregnant patient. The
HELLP syndrome occurs in about 0.5-0.9% of all pregnancies
and in 10-20% of cases with severe preeclampsia.!’ The onset
of the HELLP syndrome is usually rapid, and cases that de-
velop before 20 weeks gestation are considered atypical, as
was the case in the current report. Cases of TA complicated by
HELLP syndrome have not been reported previously. This case
report attempts to illustrate the clinician’s dilemma in diagnos-
ing an atypical presentation of HELLP syndrome with TA.

In the literature, there is debate about the effect of preg-
nancy on TA, but pregnant patients with TA appear to have
significant risks for pregnancy-induced hypertension,
preeclampsia, postpartum hemorrhage, and intrauterine
growth restriction. Here, TA may have resulted in uncontrol-
lable hypertension, severe preeclampsia, and atypical HELLP
syndrome. Few data are available on the relationship between
a triplet pregnancy and hypertension. To the best of our
knowledge, preeclampsia is common in high-order multifetal
gestations and often presents in an atypical manner.

In summary, we described the case of a patient with TA
who developed atypical HELLP syndrome that resulted in ma-
ternal morbidity and perinatal mortality. Based on the results
of this case, we suggest that patients with TA syndrome should
be informed of the potential risks before conceiving a child. In
addition, they should be carefully monitored during the peri-
natal period by collaboration between the rheumatology and
obstetrics departments. Strict control of blood pressure during
pregnancy and regular antenatal care is essential for an opti-
mal outcome.

Takayasu Arteritli Subklavyen Arter - Aksiller
Arter Safen Ven Grefti Olan Atipik Help
Sendromlu Gebe: Olgu Sunumu

Takayasu arteriti (TA) aort ve ana dallarindan siklikla vertebral,
karotid, subklavyan, iliak ve renal arterleri tutan nadir gorulen
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kronik granilomatdz bir hastaliktir. Hastalik siklikla reproduktif
donemdeki kadinlari etkiler ve bu yaslardaki kadinlarda en
azindan bir gebelik meydana gelir. Bu nedenle hastalikli ka-
dinlarda gebelidin yonetimi obstetrisyenler acisindan buyuk
o6nem tasir. Biz yazimizda atipik hemoliz, ylkselmis karaciger
enzimleri ve dusuk platelet sayisina sahip (HELP sendromu)
kortikosteroid tedavisi alan ve daha 6nce subklavyen-aksiller
arter safen ven grefti olan bir olguyu sunduk.

Anahtar Kelimeler: Help sendromu, Takayasu arteriti, Ven
baypas greft
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