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Abstract

Despite the widespread of coronavirus disease-19 (CO-
VID-19) infection around the world, there are very scarce re-
ported literature about the care of patients with a known
diagnosis of hemoglobin disorders such as sickle cell disease
(SCD) or thalassemia and confirmed COVID-19 infection.
Thalassemia International Federationissued a position state-
ment to include patients with thalassemia and SCD among
the high-risk groups of patients. Here, we present an inter-
esting case of a 42-year-old patient know to have SCD pre-
senting with Vaso-occlusive (VOC) pain episode in the ab-
sence of COVID-19 signs and symptoms, who tested positive
for COVID-19 infection and had a smooth recovery. This case
highlights the importance of screening SCD patients pre-
senting with VOC-related events even in the absence of CO-

VID-19 signs and symptomes. © 2021 The Author(s).
Published by S. Karger AG, Basel

Introduction

SARS-CoV-2 was first isolated in Wuhan, China. It
has rapidly spread to other parts of the world and became
a worldwide pandemic [1]. Coronavirus disease 19 (CO-
VID-19) was declared as a global pandemic by the WHO
on March 11, 2020 [2]. Patients with sickle cell disease
(SCD) are among the high-risk group of patients accord-
ing to a statement issued recently by Thalassemia Inter-
national Federation (TIF). Categorizing those patients as
high risk is based on many factors including the sup-
pressed immunity due to compromised spleen function,
the likelihood of COVID pneumonia/hypoxia to trigger
acute chest syndrome (ACS) which is a major cause of
morbidity and mortality in SCD patients, and the chal-
lenges of meeting the health care needs of this vulnerable
group of patients at that time of a global crisis [3]. Here,
we present an interesting case of a SCD patient presenting
with VOC pain during the peak of COVID-19 spread in
Qatar without remarkable respiratory or gastrointestinal
symptoms.
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Table 1. Investigations results

Investigations

Chest X-ray Bilateral interstitial
infiltrates and ground
glass appearance with the
impression of COVID-19
infection (Fig. 1)

ECG Normal with QTc 397 ms

Blood tests

Hemoglobin (13-17 g/dL)

RBCs (4.5-5.5 x10°)

WBCs (4-10 x10%/UL)

PLT (150-400 x10°/UL)
Lymphocytes count (1-3 x10%/UL)
Ferritin (8-252 mcg/L)

7.6 after recovery 8.1
2.2

10.7

287

1.1

5.223 comparing with
1,349 2 months before

CRP (0-5 Umg/L) 85
D-dimer (0.00-0.4 mcg/L) 4.40
LDH (135-214 U/L) 628
Renal function tests (urea/Cr)

(2.1-8.8 mmol/L) 7.90
(44-80 Umoll/L) 64
ALT/AST

(0-33 U/L) 29
(0-32 U/L) 25
Albumin (35-50 g/L) 33.9
G6PD Normal

Case Presentation

A 42-year-old female with history of sickle cell anemia pre-
sented to the emergency department during COVID-19 pandemic
with generalized body aches and left leg pain for 4 days with no
associated symptoms of fever, cough, chest pain, or shortness of
breath. She denied history of recent travel or contact with CO-
VID-19 patients. She had 2 previous painful crises before present-
ed as generalized body ache. Home medications included Hy-
droxyurea 400 mg oral BID and folate 5 mg oral daily. On presen-
tation to the emergency department, her vitals were temperature
37, HR 100/min, oxygen saturation of arterial blood 99% on room
air, and BP 160/100. Physical examination was unremarkable ex-
cept for lower left leg tenderness. Initial laboratory investigations
were sent. The patient was admitted as painful crisis and started on
SC morphine as needed and IV fluids after that she described im-
provement in her pain.

Investigations results were as following: Table 1. Based on chest
X-ray findings (Fig 1), it was decided to screen for COVID-19 in-
fection. First COVID-19 nasopharyngeal swab was inconclusive,
so it was repeated and tested positive. One day after admission, she
started to complain of occasional dry cough, without fever, or
shortness of breath. Following our local protocol for the treatment
of COVID-19 infection, she was started on Azithromycin 500 mg
oral BID for 7 days, Hydroxychloroquine 400 mg BID in the first
day then once daily for the following 9 days, Ceftriaxone 2 g IV for
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Fig. 1. Chest X-ray showing B/L interstitial infiltrates and ground
glass appearance.

5 days and Oseltamivir 150 BID for 5 days, and enoxaparin 40 mg
SC daily.

During the 1-week hospital course, she had a smooth recovery
without worsening of her symptoms and without needing oxygen
supplementation or any escalation in management. Her pain sub-
sided with IV hydration and analgesia after 2 days. One week later,
she was discharged to a quarantine facility on Hydroxyurea 500 mg
daily and Folate 5 mg daily.

Discussion

Coronaviruses are part of the Coronaviridae family that
contains multiple viruses considered to be responsible for
recent outbreaks, the last 1 caused by SARS-Cov2 presented
as severe acute respiratory syndrome and the virus named
COVID-109. It was first isolated in Wuhan in China due to
increasing numbers of atypical pneumonia then, unfortu-
nately, spread globally causing a pandemic [4].

25-50% of COVID-19 cases may be asymptomatic or
minimally symptomatic. Common symptoms are fever,
cough, shortness of breath, headache, arthralgia, myalgia,
sore throat, diarrhea, and loss of taste and smell. However,
these symptoms might worsen over the second week. Few
risk factors were suggested to be responsible for the poor
COVID-19 infection prognosis as older age, comorbid
chronic disease, and malignancy [5]. TIF issued a position
statement to include patients with thalassemia and SCD
among the high-risk groups of patients [3].
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SCD is an inherited hemoglobin disorderthat corre-
lates with high mortality and morbidity. The main pa-
thology is mutation in the HBS gene which leads to defor-
mity in RBCs. SCD prevalence was studied in the Gulf
countries and Qatar and considered to have the highest
prevalence ratio reaching 3.9%. Regarding the genotype,
two-thirds of diagnosed patients carry homozygous gen-
otype, while others carry heterozygous. Thus, clinical
presentation varies. Vaso-occlusive (VOC) crisis and
cerebrovascular events increase mortality and morbidity
in those patients along with other complications like re-
nal failure, ACS, and severe anemia [6].

Episodes of acute pain due to VOC events are one of the
most common reasons for emergency room visits in pa-
tients with SCD. Many patients have specific triggers for
pain such as infection, cold, dehydration, stress, and men-
ses. However, most of these painful episodes have no iden-
tifiable cause [7]. Viral infections are also among these trig-
gers. HIN1 virus is considered to be a trigger to ACS during
the pandemic in 2019. Depending on this experience and
the outgrowing literature about COVID-19 infection, it is
reasonable to think of COVID-19 as a trigger to VOC crisis
also. The first case report highlighting this point was pub-
lished by Frans et al. [9] in March 2020 [8, 9].

By reviewing the literature, we found that 19 SCD pa-
tients with COVID-19 were reported in the period be-
tween December 2019 and June 2020 none of them from
the Gulf region. As our patient, 2 out of these 19 patients
presented with typical VOC-related pain without fever,
cough, shortness of breath, or other symptoms common-
ly encountered in patients with COVID-19 [10]. This ob-
servation highlights the importance of testing for COV-
ID-19 infection in SCD patients presenting with only
VOC events even if patients do not report history of con-
tact with COVID-19 cases or exhibit symptoms of CO-
VID-19 infection.

A UK experience of 10 patients concluded that SCD
patients have favorable outcomes unless they suffer from
another comorbidity. Patients with ACS received empir-
ical antibiotics, RBCs exchange as well as blood transfu-
sion, most of the cases with pneumonia required supple-
mental oxygen, in some cases Tocilizumab was used and
showed a promising result in SCD patients with severe
pneumonia [9, 10]. In our patient, the clinical course was
smooth and uncomplicated. Based on the available litera-
ture about SCD patients presenting with COVID-19 in-
fection and VOC-related events, our patient received
supportive care with hydration, analgesics, antibiotics,
antivirals, and hydroxychloroquine based on our local
protocol for the treatment of COVID-19 infection.

Sickle Cell Anemia Presenting with
Vaso-Occlusive Pain

Conclusion

This case highlights the importance of testing at the
time of a global pandemic for COVID-19 infection in pa-
tients with SCD presenting with VOC-related events even
in the absence of COVID-19 signs and symptoms. We
observed that early recognition and treatment of CO-
VID-19 in this high-risk group of patients can contribute
to a smooth recovery as seen in our patient. To the best of
our knowledge, this is the first detailed case report of the
coexistence of COVID-19 infection with SCD from the
Middle East.
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