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Abstract

Introduction: Acute Longitudinally Extensive Transverse Myelitis 
(ALETM) poses a problem of etiological diagnosis. The etiologies are 
diverse; infectious, degenerative, inflammatory and auto-immune.

Case report: We are presenting the case of a 19 years old patient, 
with no prior medical history. He presented with acute flaccid para-
plegia, urinary retention and fecal incontinence. The magnetic  reso-
nance  imaging concluded to ALETM and the etiological investigation 
allowed us to confirm the diagnosis of myelitis inaugurating systemic 
lupus erythematosus. The treatment was based on the association of 
corticoids, cyclophosphamides and four plasma exchanges. No real im-
provement in the neurological deficiency was noted. 

Conclusion: The lupus origin of ALETM, although rare, should be 
considered in young patients since it could, as in our case, the diagnos-
tic circumstance of systemic lupus erythematosus.
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Introduction

Acute Longitudinally Extensive Transverse Myelitis (ALETM) 
is an inflammation of the spinal cord in which lesions extend 
vertically over three or more vertebral segments. The Magnetic 
Resonance Imaging (MRI) is essential to diagnose this affection 
and help orientate the etiological quest [1]. The etiologies are 
diverse; infectious, degenerative, inflammatory and auto-im-
mune [2].

Myelitis is a rare complication of Systemic Lupus Erythema-
tosus (SLE) and an exceptional circumstance of diagnosis of SLE 
[3]. We are presenting the case of myelitis inaugurating system-
ic lupus erythematosus in a 19 years old male patient. 

Case report

A 19 years old patient, with no prior medical history, was 
admitted in April 2019 after presenting with acute flaccid para-
plegia, urinary retention and fecal incontinence. The patient 
presented, 10 days earlier, with fever, cough and vomiting. He 
had received antipyretics and doxycycline without any improve-
ment. 

On physical examination, the patient had a temperature of 
38.5°, severe paraplegia with areflexia, and a sensory level T11 
T12. No other anomaly of the neurological examination was 
found and there was no meningeal syndrome.
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The complete blood count showed a  total white blood 
cell  count of 5930/mm3 with neutrophils count of 4670/mm3 
and lymphocytes count of 810/mm3. The patient had anemia 
with an hemoglobin level of 10.7g/dl and a mean corpuscular 
volume of 82.4 fl and platelet count of 297000/mm3.

The lumbar puncture removed a cloudy cerebrospinal fluid. 
Cell count showed a white blood count of 400/mm3 with neu-
trophils predominance (95%) associated with a high protein 
level (1.3 g/l) and low glucose level (1 mmol/l). 

The magnetic resonance imaging was congruent with longi-
tudinally extensive transverse myelitis, the lesions extend verti-
cally from the vertebral disc T2-T3 to T9 with medullary cone 
involvement (Figure 1).

Figure 1: Medullar MRI: T2-weighted lesions extending vertically 
from the vertebral disc T2-T3 to T9 with medullary cone involve-
ment.

Initially, the infectious origin of the myelitis was highly sus-
pected. Antibiotic treatment was initiated with a meningeal 
dosage of ceftriaxone and ofloxacin associated with dexameth-
asone 40 mg per day for 4 days. Blood and spinal fluid cultures 
were sterile.

The apyrexia was obtained at first but fever restarted after 
discontinuation of corticosteroids with right knee arthritis. Joint 
puncture removed a cloudy exudate with a protein level of 40 
g/l and a white blood cells count of 1500/mm3 with neutrophils 
predominance (90%).

The screening for tuberculosis (skin test, Polymerase Chain 
Reaction (PCR) in the cerebrospinal fluid, sputum, urine and 
cerebrospinal fluid’s tests were negative for Mycobacterium tu-
berculosis), the serological tests for bacteria (Wright, Chlamyd-
ia, Mycoplasma, Lyme’s disease, syphilis) and the serological 
tests for virus (Human Immunodeficiency Virus (HIV), Cytomeg-
alovirus (CMV), Epstein Barr Virus (EBV), West Nile, hepatitis A, 
B and C) were negative.

The autoimmune origin of the affection was suspected, 
screening for autoantibodies showed an elevated rate of An-
tinuclear Antibodies (ANA) 1/200 with positive anti-DNA (++), 
anti nucleosome (+++) and anti-SM/RNP(+). Perinuclear anti-
neutrophil cytoplasmic  antibodies p-ANCA were also positive 
(+) with negative antiphospholipid antibodies. Serum comple-

ment C3 and C4 concentrations were very low to be detected.

Since the patient presented 6 criteria of the SLICC classifi-
cation for SLE: Myelitis, arthritis, urine protein >600 mg pro-
tein/24 h, lymphopenia, positive ANA and positive anti-DNA, 
and a score of 25 (>10) according to the 2019 European League 
Against Rheumatism (EULAR) and the American College of 
Rheumatology (ACR) Classification Criteria for Systemic Lupus 
Erythematosus, the diagnosis of SLE was retained.

The treatment was started with 3 boli of methylprednisolone 
(1 g/day) relayed with high dose oral corticosteroids 1mg/kg/
day and hydroxychloroquine 400 mg/day, 5/7 days. Apyrexia 
was obtained with the second bolus of methylprednisolone and 
we noted a regression of the sensory level to L3-L4 with no mo-
tor improvement. The patient underwent 4 sessions of thera-
peutic plasma exchange and received 3 cures of cyclophospha-
mide, but this treatment was stopped after recurrent urinary 
tract infections. The relay treatment was azathioprine 100 mg/
day and prednisone 10 mg/day. The patient also followed a pro-
gram of physical rehabilitation to ensure self-catheterization 
and cope with the motor deficiency. After a year follow-up, no 
change was noted in the patient’s sensory or motor impair-
ment. 

Discussion

The originality of this case is the acute onset of longitudinally 
extensive transverse myelitis, inaugurating SLE, in a young male 
with no prior medical history and the misleading findings of the 
spinal fluid analysis that orientate toward an infectious origin. 

Acute transverse myelitis is, by definition,  an inflammation 
of the spinal cord with a nadir that ranges between 4 hours and 
21 days after the onset of symptoms [2]. Its incidence is esti-
mated to 1 to 8 cases/million/year [3]. The longitudinally exten-
sive aspect is established in the case of extension over three or 
more vertebral segments in T2-weighted MRI [4].

ALETM poses the problem of etiological diagnosis since this 
affection could be infectious, degenerative, inflammatory, and 
auto-immune. The most common cause is Devic's neuromyelitis 
optica, followed by vascular causes, then infections [2].

In our case, the infectious origin of the myelitis was ini-
tially evoked based on lumbar puncture results. This explains 
the prescription of antibiotics and corticosteroids for probable 
bacterial meningitis. In fact, neutrophils’ predominance in the 
cerebrospinal fluid is suggestive of bacterial or mycobacterial 
infection but could be found in sarcoidosis, Devic's neuromy-
elitis optica, autoimmune affections and viral infections. The 
elevated protein level is frequent. It is found in half cases of my-
elitis all etiologies included. The low glucose level is frequently 
seen in myelitis of infectious origin, bacterial or fungal. But it 
could be found in neuro-sarcoidosis, subarachnoid hemorrhage 
and SLE [5].

The infectious etiologies of ALETM could be due to bacteria, 
viruses, fungi and parasites [6].

Bacterial etiologies reported in the literature are syphilis, if 
there is a history of unprotected sex, tuberculosis in endemic 
zones, brucellosis in at-risk profession individuals, Lyme bor-
reliosis even without the specific erythema, and chlamydia or 
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mycoplasma especially in the presence of respiratory infection 
symptoms [1,6,7]. Viral etiologies could be due to DNA viruses 
(Herpes simplex virus, varicella zona virus, CMV, EBV and hepa-
titis B) or RNA viruses (mumps, dengue, rabies, Influenza Virus 
A, coxsachievirus, enterovirus, echovirus, West Nile virus, HIV 
and des hepatitis A and C viruses) [6,8,9]. A case of longitudinal-
ly ALETM was reported following acute COVID-19 infection [10].

Myelitis due to fungi (actinomycosis, aspergillosis and blas-
tomycosis) and parasites (neurocystiarcasis, schistosomiasis, 
angiostrongylosis) are less common [1,9].

Transverse myelitis is a common manifestation of acquired 
demyelinating diseases, such as multiple sclerosis. Devic's neu-
romyelitis optica is to keep in mind even in the absence of optic 
lesions that could be delayed months or even years after me-
dullar affection. The old vaccines of rabies were incriminated in 
the pathogenesis of myelitis  [1,5,6,9,11–13]. The inflammatory 
causes of ALETM are mainly Behçet’s disease and sarcoidosis. 
The most reported autoimmune etiologies are SLE and Goug-
erot Sjogren syndrome. Idiopathic myelitis is the final diagnosis 
to retain after an exhaustive negative screening [14]. 

For our patient, the diagnosis of SLE was retained because 
of the association of 6 criteria of the SLICC classification and 
a score of 25 (>10) according to the 2019 European League 
Against Rheumatism (EULAR) and the American College of 
Rheumatology (ACR) Classification Criteria for Systemic Lupus 
Erythematosus [15]. The male gender seems to predispose pa-
tients to neuropsychiatric, renal and cardiovascular manifesta-
tions of SLE [16]. 

The incidence of myelitis ranges between 1 and 3% of lu-
pus patients. No predominance of either of the genders was 
reported [3]. When it occurs, myelitis is the circumstance of 
diagnosis of SLE in half cases. Longitudinally extensive forms 
consist of 71 to 75% of the cases. The mean age of patients, 
presenting with lupus myelitis is 29+/- 9.4 years [17]. The dif-
ferent studies concluded to an association between lupus my-
elitis and positive antiphospholipid antibodies. (64% to 80%). 
Microthrombi are incriminated in the genesis of medullar le-
sions [3,17,18]. The rapid onset of the neurological symptoms 
is a prognostic factor in lupus myelitis. The more rapid is the 
onset, the worst is the prognosis [19]. In cases of flaccid para-
plegia, as in our patient, where the onset of a complete motor, 
sensory, and autonomic neurologic dysfunction is very rapid, 
the recuperation rates, whatever is the treatment, are about 
10% [3,20].

The management of lupus myelitis remains controversial. 
Corticosteroids and cyclophosphamides are the most used 
treatments. Plasma exchanges were tried with a favorable out-
come [21,22]. In refractory cases, Rituximab, and immunoglob-
ulins were tried with promising results [23].

Conclusion

The etiologies of ALETM are diverse. LSE myelitis, although 
rare, should be considered in young patients with no prior med-
ical history, since it be could, as in our case, the diagnostic cir-
cumstance of systemic lupus erythematosus.

Disclosure statement: The authors have no conflicts of inter-
est relevant to this manuscript to disclose.
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