
SICKLE CELL ANEMIA CASE STUDY

A year-old woman with a history of sickle cell disease (SCD) presents to the clinic for follow-up after a hospitalization for
a vaso-occlusive pain crisis.

His discharge hemoglobin was 6. The foot pain had started three weeks prior, and was not alleviated with
over-the-counter pain medications. This hemoglobin polymerizes and becomes poorly soluble when the
oxygen tension is lowered, and red cells that contain this hemoglobin become distorted and rigid [ 1 ]. Case
presentation In the present work, we report the case of a year-old African-American man with sickle cell
disease who experienced an anterior spinal infarct and subsequent quadriplegia. In addition, this image also
demonstrated patchy low T1 signal within the calcaneal body and the distal fibula corresponding to marrow
changes from long standing sickle cell infarcts Figure 4. Increased phosphatidylserine exposure is also thought
to be associated with increased tissue factor expression [ 14 ]. To the best of our knowledge, there are only
two reported cases of other persons, both now deceased, detailing this pathology [ 4 , 5 ]. Interestingly, that
patient had a sister who also had sickle cell anemia and stroke, but the sister did not carry the factor V Leiden
mutation. As his mother was helping him to his bed, his left leg also became weak. He was given daily
low-dose 81mg aspirin. Rare disease Background: Myonecrosis is one of the more poorly studied, painful
manifestations of sickle cell crisis. Andrade et al. These rigid SS-RBCs bind to post capillary venules, which
leads to vascular trapping and reduced blood flow, precipitating vaso-occlusive crisis which can result in
myonecrosis [ 2 ]. In a review of the literature, only 13 publications were found on the topic. In an actively
sickling patient any invasive intervention should be avoided as it can result in ischemic necrosis of the tissues,
due to interruption of capillary flow in end-arteries. The results of computed tomography CT angiography of
the head and neck were unremarkable. The follow-up study, PROPS II, did not show an increased risk in
pneumococcal infections with discontinuation of prophylactic penicillin after age 5 years. He was
anti-coagulated with a heparin drip during his stay in the acute care facility, but this was discontinued on
discharge. In myonecrosis, red cells containing sickle hemoglobin become rigid, resulting in reduced blood
flow and myonecrosis. The authors noted that her vasculature and neural tissue was otherwise without the
stigmata of significant atherosclerotic or degenerative disease, and while no thrombosed vessels were found in
relation to the areas of necrosis in her spinal cord, there were however, many arteries and veins distended with
abnormally shaped sickle red cells [ 4 ]. As with all infarcts, the area of infarct is bright on B and dark on
apparent diffusion coefficient sequences. He was incidentally noted to be a heterozygote for factor V Leiden.
Figure 1 A,B T2 hyperintense signal extending from C2 to C7 with edema of the gray and white matter of the
cord. Other studies performed were for factor VIII, fibrinogen, functional anti-thrombin, lupus anti-coagulant,
anti-cardiolipin, all of which were within normal limits. Currently, at 20 months post-spinal cord infarction,
his condition is unchanged. Only one of the 82 was heterozygous for factor V Leiden there were no
homozygotes , and this was not a patient who had experienced a stroke, priapism or any other vascular-type
disorder [ 21 ]. At that time he had presented to an outside hospital, where an aspiration of the swollen area
was performed and infection work-up yielded negative results. However, the cause of spinal infarct is
frequently cryptogenic [ 11 ]. In addition, there were no signs of compartment syndrome. It is possible that a
combination of factor V Leiden heterozygosity and another mutation may increase his risk for this
complication. Five months after the acute onset of paralysis, he had some residual left arm and leg weakness
and spasticity, but was able to walk unassisted and perform most activities of daily living without assistance.
Data showed that hydroxyurea at maximal tolerated dose was noninferior to chronic transfusions for
maintaining TCD velocities as primary stroke prophylaxis choice C. Figure 2 A,B Follow-up magnetic
resonance imaging study demonstrating no spinal cord atrophy with residual signal from myelomalacia,
months after infarct. Because cerebral infarcts occur only in a subset of the sickle cell population, it has been
postulated that there may be identifiable features of this subgroup that exacerbate the hypercoagulable state of
sickle cell disease. We hope that this report may lead others who care for people with sickle cell disease to be
vigilant to the possibility of central nervous system infarction involving the spinal cord. Sagittal T1 image
demonstrated subtle expansion of the plantar forefoot musculature deep to the skin marker Figure 3. A copy of
the written consent is available for review by the Editor-in-Chief of this journal. His hypoxemia had resolved
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when the spinal cord infarction occurred, and his worsened anemia had been corrected. There is considerable
evidence that sickle cell disease represents a hypercoagulable state [ 12 â€” 15 ]. Specifically, there have been
case reports of persons with SCD who developed CNS infarcts and were found to have the factor V Leiden, a
prothrombin gene variant, a methylenetetrahidrofolate reductase gene mutation, or some combination of those
mutations [ 16 â€” 18 ]. Repeat imaging studies of his brain and spine at that time were unchanged from his
prior studies. From the available reports that have looked for an association between factor V Leiden and
complications of sickle cell disease, there is no evidence of an obvious relationship [ 16 , 21 , 22 ]. The
trajectory of ferritin in this patient has not been established and an increase in oral iron chelation is not
indicated at this time. The lesion was tender to palpation but was not warm to touch and there was no evident
overlying erythema or surrounding edema. There is a case report from of a year-old Jamaican woman with
presumed sickle cell trait who deteriorated over the course of several years to near complete paraplegia and
who was subsequently found to have a slightly swollen spinal cord in the cervical region and atrophic thoracic
and lumbar spine cord segments on autopsy [ 4 ].


