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ABSTRACT

Transverse myelitisisa rare but
serious complication of systemic lupus
erythematosus (S_E). We describe the
youngest patient with transverse
myelitis ever recorded in SLE. Clinical
improvement was observed after
prednisone and cyclophosphamide
therapy. The English language litera-
ture from 1966 to the present on the
subject are reviewed.

Introduction

Systemic lupus erythematosus (SLE) is
achronic inflammatory disorder of un-
known etiology, characterized by multi-
system involvement. Neuropsychiatric
lupus (NPL) has been reported to occur
in 13-45% of pediatric SLE patients (1,
2). NPL has awide spectrum of clinical
presentations including seizures, organic
brain syndrome and psychosis (3, 4).
Transverse myelitisis arare manifesta-
tion of SLE, occurring in less than 1%
of patients (3, 5). It israrely associated
with pediatric SLE, with only 11 reported
cases in the English language literature
(1, 6-9, 12, 14-17). We describe the
youngest case of transverse myelitis ever
recorded in SLE. We emphasize the im-
portance of this complication in the clini-
cal presentation in SLE patients. Our
patient also had discoid type lesions and
magnetic resonance imaging (MRI)
showed the presence of an abnormal sig-
nal in the basal ganglia.

Casereport

A 3-year-old girl waswell until the age
of 2 years, when she presented to the
local hospital with a progressive 00zing,
ulcerative rash on her face (mainly on
the cheeks), hair loss, intermittent fever,
poor appetite and weight loss. She had a
history of photosensitivity and mouth ul-
cers. Over the next few months she de-
veloped a disturbed gait, which was rap-
idly progressive to the point that she was
unable to walk or even move her lower
limbs. At that time, the facial rash was
extensive, involving the scalp, both ears
and lips. She had no history of eyein-
volvement, abdominal pain, diarrhea,
bleeding tendency, seizure or abnormal
movements. She had no history of spi-
nal trauma, joint swelling or a history
suggesting Raynaud' s phenomenon. She
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was not taking antibiotics, namely those
containing sulfa components. She was
not toilet-trained, so it was difficult to
know whether she had sphincter incon-
tinence. She wastreated with topical ster-
oid cream and 5 mg prednisolone oraly,
but the rash persisted with intermittent
fever and without any improvement in
her ability to walk. The patient was re-
ferred to us one year from the onset of
her symptoms. Developmental mile-
stones had been normal until the onset
of her disease. She had no family his-
tory of autoimmune disease.

Physical examination disclosed aweight
and height below the 5th percentile (10.7
Kg and 89 cm respectively); the vital
signswere normal. She had an extensive,
disfiguring, excoriated crusty facial rash
with oozing of blood. The rash involved
the scalp, cheeks, nasal bridge, lips and
ears. She had asimilar rash involving the
forearms and inguinal areas. She also had
alopeciaand ora ulcerations. Neurologi-
cal examination revealed spastic tone,
grade 111 muscle weakness, and brisk
tendon reflexes without Babinski signin
the lower limbs. No appreciable sensory
loss was noted. The cranial nerves and
upper limbs were normal. There was no
arthritis.

Laboratory investigations showed a nor-
mal total white cell count and differen-
tial, low hemoglobin (7.1 g/dL) with a
picture of iron deficiency anemia, aery-
throcyte sedimentation rate (ESR) of 55
mmv/hr, and normal C3 and C4 levels, but
low serum total hemolytic complement
CH50 230 (345 - 485 miml). C1q com-
ponent was normal. She had positive an-
tinuclear antibody (ANA) to adilution
of 1:80. Anti-Smith 31 (0-16 EU/mI) and
anti-RNP 149 (0-16 EU/ml) were posi-
tive, but anti-DNA, anti-RO, and anti-
Lawere negative. The coagulation pro-
file was normal; however, anticardioli-
pin IgM was mildly elevated 16 (0 - 12.5
MpLu/ml). A urinalysis was normal. A
cerebrospinal fluid study was not per-
formed.

A punch biopsy of the skin from the right
forearm showed compact hyperkerato-
sswith follicular plugging and basal cell
destruction. Moderate perivascular lym-
phocytes and plasma cell infiltrates were
present. These findings were suggestive
of discoid lupus. Magnetic resonance
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Fig. 1. Sagittal (a) and transverse (b) T2 weighted MRIs showing diffuse atrophy of the thoracic cord.

(b)

imaging (MR1) of the brain showed in-
creased signal intensity in the basal gan-
gliabilaterally suggesting vascul opathy,
while the spinal cord MRI showed atro-
phic changes in the thoracic region with
signal abnormalities involving the cen-
tral areas of the cord (Fig. 1). Based on
the skin and nervous system involve-
ment, positive serology (ANA, anti-
Smith) and MRI findings, a diagnosis of
SLE with transverse myelitis was made.
The child was treated with intravenous
pulse methylprednisolone (30 mg/Kg/
day) for 3 days, and then oral prednisone
(1-2 mg/Kg/day) and low dose aspirin
(5 mg/Kg/day). She was also started on
monthly cyclophosphamide infusions
(500 - 750 mg/m?/dose).

Over the next few months her skin le-
sions showed significant improvement.
Neurologically, she recovered the abil-
ity to walk unaided with only residual
spasticity. However, there were no sig-
nificant changesin her serology or com-
plement levels.

Discussion

Transverse myelitisis arare but serious
complication of SLE occurring in less
than 1% of patients (3). It usually ap-
pears late during the course of theill-
ness. However, it may also be seen asan
initial manifestation of SLE (9, 10). NPL
constitutes the third most common cause
of death in lupus patients (11). Trans-

verse myelitis has a poor prognosis with
severe morbidity and mortality, espe-
ciadly if thereisadelay in diagnosis and
treatment (5). The cause of transverse
myelitisin SLE is unknown. However,
the pathogenesis may include changes
related to immune complex-mediated
vasculitis causing ischemic necrosis of
the spinal cord or an antiphospholipid an-
tibody (APLA)-related mechanism such
as coagulopathy complicated by vascu-
lar thrombosis or APLA crossreacting
with spinal cord phospholipid (3, 9).
Our patient had constitutional symptoms
of recurrent fever, malaise and weight
loss, alopecia, extensive faciad and groin
discoid rash, oral ulceration and positive
antinuclear antibody (ANA) with ele-
vated anti-Smith antibody. She also had
spastic paraparesis due to long-standing
transverse myelopathy and bilateral vas-
culitic changes of the basal ganglia. The
transverse myelopathy developed as a
late manifestation of her SLE. Although
spinal cord MRI showed localized atro-
phic changes in the thoracic region, she
improved on intensive therapy, which
suggests an inconsistency between the
MRI findings and the outcome.
Transverse myelitisin pediatric SLE is
rare, and thereislittle literature on this
complication. We therefore reviewed the
medical literature from 1966 to the pre-
sent for reports of pediatric lupus asso-
ciated with transverse myelitis and found
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atotal of 11 cases (Tablel). Some of the
patients had been included in adult se-
ries, with only limited information pro-
vided.

All of the pediatric patients, including
ours, fulfilled the revised American Col-
lege of Rheumatology (ACR) criteriafor
SLE (13). All were female; 9 were teen-
agers at the onset of their disease. Our
patient is the youngest lupus patient with
myel opathy to be reported. Of the 12
cases (with only limited information on
2 pts.), 5 presented with myelopathy late
(12-72 mos.), and 5 early (2-9 mos.) in
the course of their SLE. This patternis
similar to that reported for adult series
(9, 15).

Despite the small number of cases re-
ported, pediatric patients seem to be
similar to adults in that there is no par-
ticular organ involvement associated
with the myelopathy (9). The onset of
myelopathy is often rapid, occurring
within afew hours. All patients presented
with sphincter incontinence and flaccid
paraplegia; two patients had quadriple-
gia. Our patient presented with spastic
paraparesis due to adelay in the diagno-
sis. One patient had seizure and organic
brain syndrome concomitant with mye-
lopathy. One patient had hemiparesis and
cranial nerve involvement 48 months
before the onset of myelopathy, while
others developed recurrent transverse
myelitis. Eight patients underwent cer-
ebrospinal fluid (CSF) analysis, and 5
showed low glucose and high protein
levelsin their CSF. MRI of the spinal
cord was obtained in 4 patients, and ab-
normal signals and cord swelling or at-
rophy were evident in 3 of them. MRI in
both our patient and others showed ba-
sal ganglia abnormalities consistent with
vasculitis.

Current toolsfor the investigation of my-
elopathy in SLE, including CSF analy-
sis, autoantibody assays, and neuro-
imaging studies are relatively inconclu-
sive because of the low sensitivity and
specificity of these procedures (2,12,18).
However, such tests together with the
clinical presentation should alow the cli-
nician to confirm the diagnosis of my-
elopathy and exclude other differential
diagnoses, including compressive le-
sions such as epidural or paraspinal ab-
scesses, hematoma or tumor. The prog-
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nosis of myelopathy is guarded and
should be considered as an emergency
situation that demands rapid interven-
tion.

Even with the current recommendation
of aggressive treatment with intravenous
methyl prednisolone and immunosup-
pressive medication (19, 20) the outcome
of myelopathy can be variable. Of the
12 pediatric patients reported, 8 had been
treated with prednisone and cytotoxic
drugs (6 cyclophosphamide, 2 azathio-
prine). Seven showed improvement (2
recovered fully, while 5 improved with
residual spagticity and weakness), while
2 patients who had been treated with ster-
oids alone died.

In conclusion, transverse myelitisis a
rare complication of SLE. However, it
should be treated early with intravenous
methy! prednisolone and cyclophospha
mide. Patients presenting with myelitis
late in their disease course should also
be treated aggressively.
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