Case Reports

Zoster myelitis in sickle cell anemia
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A 17-year-old female patient, known case of sickle cell
anemia was admitted to our hospital with 10 days history
of fever, vomiting, and epigastric pain. On examination,
her temperature was 38°C. There was a vesicular type of
rash below the nipple and over the left chest involving
the back. She was diagnosed as herpes zoster and was
started on acyclovir with good hydration and analgesia.
Three days later, she developed weakness and decreased
sensation of the right leg. On the fifth day, examination
revealed power of 1/5 on the right leg, and 4/5 on the
left leg, there was proximal and distal increased tone and
brisk reflexes and up going toe on the right side with
sensory level at T4-T6. An MRI of the thoracolumbar
spine showed high signal intensity at T4-T6. The CSF
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analysis revealed positive polymerase chain reaction for
varicella zoster. She was treated with intravenous (IV)
dexamethasone 4 mg, 4 times per day. After 3 days she
developed left leg weakness, urine incontinence, and
power in the left leg was 3/5. Reflex plantar was up
going bilaterally with sensory level at the nipple, T4-T6.
She was then stared on IV methylprednisolone one gm
for 3 days followed by a tapering dose of prednisolone
50 mg for 2 weeks, after a week of starting medication
she was able to walk. This case of transverse myelitis
is related to varicella zoster infection, with sickle cell
anemia, and was successfully treated with high dose IV
methylprednisolone, IV acyclovir, and physiotherapy.
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aricella zoster infection (VZI) is a mild viral

disease in immuno-competent patients. It leads
to neurological complications in approximately 2 of
10,000 cases." It invades through the mucus membrane
of the upper respiratory tract and the conjunctiva,
and replication occurs at the primary inoculation site.
Viremia may occur within 4-5 days after the spread of
the virus in the body.? It involves the entire thickness
of the cord and leads to loss of motor and sensory
function below the injury. It could be acute lasting 4
hours to 2 days, or sub-acute lasting for 1-2 weeks.?
Although it is described as self-limiting, immuno-
compromised individuals often suffer fatal myelopathy,
encephalitis, cerebellitis, myelitis, meningitis cerebral
ataxia, and radiculoneuropathy. Both the pathology
and virology indicate the direct invasion of the spinal
cord.” We report a case of transverse myelitis (TM) as a
complication of VZI in a patient with a compromised
immune system due to sickle cell disease (SCD) who
recovered completely. Our objective in presenting this
particular case is to document the very rare association as
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prompt treatment is of paramount importance in such
situations.

Case Report. A 17-year-old lady, a known case of
sickle cell anemia since childhood on hydroxyurea, was
admitted to the hospital with 10 days history of fever,
vomiting, epigastric pain, body aches, and skin rash
over the middle part of the left side of the chest. On
examination, she was ill looking with a temperature of
38°C, respiratory rate of 20/min, heart rate of 112/min,
and blood pressure 97/56 mm Hg with mild jaundice
and pallor. Her chest, cardiovascular including abdomen,
and neurological examination were unremarkable, with
no meningeal signs. There was a vesicular type of rash
below the nipple and over the left chest involving the
back as well (Figure 1). She was diagnosed as herpes
zoster and was started on acyclovir with good hydration
and analgesia. On the third day of admission, she started
to develop weakness and decreased sensation of the right

leg. The possibility of CNS sickle cell crises was suspected

Figure 1 - Post inflammatory maculopapular lesions below the nipple on
the left side at the T6 dermatome.

Figure 2 - Patient MRI sagittal T2 of dorsal spine showing high signal
intensity of the cord at the T4 to T6 level.
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by the hematologist and immediate total blood exchange
was carried out once by an automated machine. However,
her symptoms progressed over the next 2 days and she
was referred to Neurology. On examination, she revealed
power of 1/5 on the right leg, and 4/5 on the left leg,
proximal and distal, brisk reflexes and up going toe on
the right side with sensory level at T4-T6. An MRI of
the thoracolumbar spine showed high signal intensity
at T4-T6 (Figure 2). The CSF opening pressure was 19
cm, white blood cells (WBC) 4/mm?, protein one g/L,
and glucose was normal. A polymerase chain reaction
(PCR) for varicella zoster in the CSF was positive
(Bioscientia, Ingelheim, Germany) and the oligoclonal
band was negative. The blood test for brucella antibody
was negative, serology for cytomegalovirus, Epstein Barr
virus, and HIV in the blood were also negative. She was
treated with intravenous (IV) dexamethasone 4 mg, 4
times per day. After 3 days of treatment, she developed
weakness in the left leg and urine incontinence, with
power in the left leg of 3/5. Reflex plantar was up going
bilaterally, with sensory level at the nipple, T4. The
dexamethasone was stopped, and she was switched to
IV methylprednisolone one gm for 3 days followed by a
tapering dose of prednisolone 50 mg for the next 10 days.
After a week, she could walk with minimal assistance.

Discussion. We present a report of TM due to VZI
in a patient with SCD. The diagnosis was made based
on skin vesicular lesions and PCR for VZI. The antibody
for VZI, which is highly specific, but less sensitive was
positive.>® This case emphasizes the importance of looking
for VZI as a cause of myelopathy. Transverse myelitis in
immuno-compromised patients can be associated with
paraparesis and sensory level, and sphincter dysfunction.?
The pathology that caused the neurological complication
post-infection was TM presumed due to invasion of
the virus directly, or due to vasculitis.” In the case of
an immune-compromised patient, the typical course of
the disease is protracted, progressive, and fatal.® These
patients develop central and root pain as well as often
segmented, bilateral motor and sensory signs, indicating
spinothalamic and post-column involvement.? Sickle cell
anemia is inherited, characterized as a single amino acid
change in the beta chain of the hemoglobin molecule
resulting in red cell rigidity and causing poor micro-
vesicular blood flow as well as tissue infarction.” Patients
with SCD are more susceptible to infections due to their
lowered immunity as a result of an acquired functional
asplenia, associated with inefficient phagocytosis of
opsonized bacteria outside of the spleen."” However,
whether other components of the immune system,
including cellular immunity, are also compromised has
been debated.'" Long term use of hydroxyurea also may
have a role in lowering the cellular immunity causing
opportunistic infection.'? Finally, multiple transfusions
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for patients with SCD, or long term hydroxyurea might
induce a dysfunction of cell-mediated immunity.'* She
was initially treated with (IV) dexamethasone and IV
acyclovir, then the dexamethasone was stopped when
the left leg became weaker and urinary incontinence
developed. Methylprednisolone (IV) was added as it
has better penetration than dexamethasone with more
mineralocorticoid, this led to rapid recovery.'

In conclusion, immuno-compromised patients
generally have a different course of disease with usually
poorer overall prognosis. This is a case of TM, related
to VZI, with SCD-associated immuno-suppression
successfullytreated withhighdoseIV methylprednisolone,
IV acyclovir, and physiotherapy. Moreover, we further
recommend a booster dose of varicella zoster vaccine in
sickle cell patients.
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