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ABSTRACT

The neuropsychiatric manifestations of lupus are very heterogeneous and are a source of significant
morbidity and mortality. Transverse myelitis is a rare but serious complication of systemic lupus
erythematosus, classically described as an acute attack with a poor functional prognosis. It most
often complicates the course of a previously diagnosed lupus and corresponds clinically to a
complete medullary syndrome associating a symmetrical bilateral sensitivo motor deficit and
sphincter disorders. We report a rare case of a young woman who was admitted to intensive care for
a rapidly evolving flaccid tetraparesis with impaired consciousness. The explorations concluded that
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there was lupus with an inaugural neurological disorder such as longitudinal transverse myelitis
associated with a secondary locked-in syndrome and a pontine ischemic stroke. Our observation
has several particularities: the inaugural character and the longitudinal form of lupus myelitis as well
as the serious association at the outset with a locked-in syndrome secondary to a cerebrovascular

accident.
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1. INTRODUCTION

Systemic lupus erythematosus (SLE) is a multi-
system autoimmune disease of connective
tissue. There is a wide variety of neurological

signs, from mild visual disturbances to
severe central nervous system damage.
Cerebrovascular disease, mainly ischemic

strokes, occurs in almost 10% of lupus patients
[1]. Transverse myelitis is rare in SLE, reported
in 1% to 2% of cases [2]. It usually occurs after
years of development and is exceptionally
indicative of the disease [3,4]. Longitudinal
myelitis is a rare form of transverse myelitis,
characterized by a serious clinical symptoms and
poor prognosis.

2. AIMS

We report a serious acute case of longitudinal
transverse myelitis associated with a locked-in
syndrome (LIS) secondary to a pontine ischemic
stroke revealing an SLE, in order to analyze the
epidemiological, clinical and therapeutic data of
these exceptional lesions. A literature review will
be presented.

3. CASE REPORT

A 38-year-old woman, with no notable
pathological history, consulted an emergency
response for aphasia and rapidly evolving flaccid

tetraparesis with impaired consciousness. The
patient was intubated and ventilated. Cerebral
angio-MRI showed a recent  centro-
protuberant ischemic lesion with a thrombosis of
the basilar trunk and the left vertebral artery

(Fig. 1).

The spinal MRI (Magnetic resonance imaging)
showed a bilateral lateral medullary hyperintense
on T2 wheited images along the cervical and
dorsal cord compatible with longitudinal
transverse myelitis (Fig. 2).

After a short stay (5 days) in intensive care, the
patient's state of consciousness was improved. A
locked in syndrome was noted: aphasia, facial
diplegia with conservation of the occulomotricity
and flaccid tetraplegia

In front of this situation (young patient with
ischemic stroke), the search for thrombophilia
was negative (anti-phospholipid antibodies,
circulating anticoagulant, homocysteinemia,
resistance to activated protein C, deficit in protein
C and S and anti thrombin IlI).

An infectious origin of this thrombotic accident
has been eliminated in the face of the negativity
of the tuberculosis assessment and serologies:
Syphilis, HIV, Lyme, HTLV1 and Wright. A

lumbar puncture was indicated but it was refused
by the patient.

Fig. 1. Cerebral MRI showing the thrombosis of left vertebral artery
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Fig. 2. Spinal angio-MRI showing the cervical and dorsal myelitis

Optic neuromyelitis was eliminated due to the
negativity of anti NMO-IgG antibodies (anti
Neuromyelitis Optica type IgG.

We concluded that the SLE is the etiology in front
of the presence of 5 criteria of SLICC (Systemic
Lupus International Collaborating Clinics): Malar
rash, anti-nuclear antibodies positive at 1/640,
lymphopenia at 900 elements / mm3, pericardial
effusion and myelitis.

Fig. 3. Angio-MRI showing the cerebral
sequelae

Despite the rapid introduction of intravenous
corticisteroid therapy (1000 mg
methylprednisolone (solumedrol ©), 3 days in a
row), and cyclophosphamide) infusions (6

monthly boli then 6 quarterly boli) , followed by
oral prednisone (1mg / kg / day), as well as

motor rehabilitation, our patient retained
paraplegia with urinary incontinence.
Curative anticoagulation was not indicated

because of the negativity of antiphospholipid
antibodies.

Cerebral angio-MRI showed sequelae of bilateral
para-sagital pontine ischemic stroke with
hemorrhagic stigmata and moderate cerebellar
atrophy (Fig. 3).

Currently our patient is on prednisone (10 mg /
kg / day) and Hydroxychloroquine (6.5 mg /kg /
day).

4. DISCUSSION

Central neurological damage during lupus is
predominant with serious lesions.
Cerebrovascular manifestations constitute one of
the most severe attacks that can cause a locked-
in syndrome. Transverse myelitis is one of
nineteen neuropsychiatric manifestations of SLE,
defined by the American College of
Rheumatology = (ACR) under the term
neuropsychiatric lupus (NPSLE). Although the
frequency of transverse myelitis during SLE is
multiplied by 1000 compared to the general
population [5], lupus remains an exceptional
etiology of acute transverse myelitis, found in
1.42% of the series of Alvarenga and al [6]. A
literature review carried out in 2014 reported only
93 cases of lupus myelitis reported over a 50-
year period [7].
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Lupus myelitis affects both sexes, with no
predilection of age. Some pediatric observations
have been reported [8].

The circumstances of discovery of lupus myelitis
are multiple, ranging from non-specific symptoms
such as isolated vomiting [9] to "catastrophic"
presentations : tetra or paraplegia with sphincter
disorders such as the case of our patient.

The definition of transverse myelitis remains
clinical [10], but a radiological definition is
currently validated, defining transverse myelitis
as a spinal cord lesion covering at least 50% of
the transverse surface of the cord. The
involvement of at least 3 contiguous vertebral
bodies defines longitudinal myelitis, the most
serious form of lupus myelopathy. Only about ten
cases have been reported in the literature [11].

The inflammatory process in transverse myelitis
is often focal and involves the cervical, thoracic
or lumbar cord . Whole marrow involvement and
disseminated encephalitis have also been
described [8,12].

There are two types of lupus myelopathy: gray
matter, which is characterized by flaccid paresis
of the extremities associated with hyporeflexia
and sphincter disorders, and white matter, which
is accompanied by spasticity with hyperreflexia
and optic neuritis [5,13].

Lupus myelitis can be associated in the context
of optic neuromyelitis or Devic disease, a
demyelinating neuro-immunological disease, with
anti NMO-IgG antibodies (anti Neuromyelitis
Optica type 1gG), or anti aquaporin-4-IgG
[9,14,15]. The positivity of these antibodies
can help differentiate  the neurological
manifestations of lupus from those of Devic's
disease [16].

Treatment is based on the rapid introduction of
corticosteroids in high doses and
cyclophosphamide as a bolus, offering better
neurological recovery [17]. This therapeutic
approach is validated by the recommendations of
the EULAR (European League Against
Rheumatism) for the management of the
neuropsychiatric manifestations of SLE [18].
Early and intensive neurological rehabilitation is
an integral part of treatment [19]. Systematic
anticoagulation for myelitis associated with anti-
phospholipid antibodies has not demonstrated
any particular beneficial effect, despite the fact
that these thrombogenic autoantibodies have

been implicated in the pathogenesis of lupus
myelitis [20].

In forms associated with Devic's disease,
rituximab and cyclophosphamide are effective
[16].

5. CONCLUSION

Locked-in syndrome after vascular thrombosis
during lupus is associated with a poor vital and
functional prognosis. Longitudinal transverse
myelitis is a rare manifestation of neurolupus. It
can be the inauguration of an SLE. Despite its
rarity, the lupus hypothesis must be considered
in the face of all myelitis in young women, due to
the often reserved functional prognosis.

Treatment is based on the combination of
cyclophosphamide and corticosteroids, the rapid
initiation of which conditions neurological
recovery.

CONSENT AND ETHICAL APPROVAL

As per university standard guideline, informed
and written participant consent and ethical
approval have been collected and preserved by
the authors

COMPETING INTERESTS

Authors have declared that

interests exist.

no competing

REFERENCES

1. Hanly JG, Urowitz MB, Su L, Bae SC,
Gordon C, Wallace DJ, et al. Prospective
Analysis Of Neuropsychiatric Events In An
International Disease Inception Cohort of

SLE Patients.  Ann Rheum Dis.
2010;69(3):529-35.
2. Kovacs B, Lafferty TL, Brent LH,

DeHoratius RJ. Transverse myelopathy in
systemic lupus erythematosus: An analysis
of 14 cases and review of the literature.
Ann Rheum Dis. 2000;59(2):120-4.

3. Huang L-K, Chung C-C, Chen B-Z, Chi N-
F, Hu C-J. Systemic lupus erythematosus

presented as extensive longitudinal
myelitis. Acta Neurol Taiwan.
2013;22(2):67-71.

4. Schulz SW, Shenin M, Mehta A,
Kebede A, Fluerant M, Derk CT.
Initial presentation of acute transverse



10.

11.

12.

13.

myelitis in systemic lupus erythematosus:
Demographics, diagnosis, management
and comparison to idiopathic cases.
Rheumatol Int. 2012;32(9):2623-7.
Birnbaum J, Petri M, Thompson R, Izbudak
I, Kerr D. Distinct subtypes of myelitis in
systemic lupus erythematosus. Arthritis
Rheum. 2009;60(11):3378-87.

Alvarenga MP, Thuler LCS, Neto SP,
Vasconcelos CCF, Camargo SG,
Alvarenga MP, et al. The clinical course of
idiopathic acute transverse myelitis in
patients from Rio de Janeiro. J Neurol.
2010;257(6):992-8.

Li X-Y, Xiao P, Xiao H-B, Zhang L-J, Pai P,
Chu P, et al. Myelitis in systemic lupus
erythematosus frequently manifests as
longitudinal and sometimes occurs at low
disease activity. Lupus. 2014;23(11): 1178-
86.

Sridhar A, Ganesan S, Hussain N,
Shivamurthy V, Khan A. Acute longitudinal
myelitis as the first presentation in child
with systemic lupus erythematosus. J
Pediatr Neurosci. 2013;8(2):150.

Yachoui R, Kolasinski SL, Han BK.
Intractable  vomiting as an initial
presentation of lupus-related neuromyelitis
optica. J Clin Rheumatol. 2013;19(3):154-
5.

Transverse Myelitis Consortium Working
Group. Proposed diagnostic criteria and
nosology of acute transverse myelitis.
Neurology. 2002;59(4):499-505.

Richard Mornas A, Thomas T, Pallot
Prades B, Chopin F, Raoux D. Longitudinal
myelitis in a patient with systemic lupus
erythematosus. Joint Bone  Spine.
2010;77(2):181-3.

Tono T, Nagai T, Hoshiyama T, Sakuma Y,
Wada T, Tanaka S, et al. Transverse
myelitis  extended to  disseminated
encephalitis in systemic lupus
erythematosus: Histological evidence for
vasculitis. Modern Rheumatology.
2016;26(6):958-62.

Pittock SJ, Lennon VA, de Seze J,
Vermersch P, Homburger HA, Wingerchuk

Amri et al.; AJORRIN, 3(2): 1-5, 2020; Article no.AJORRIN.59095

14.

15.

16.

17.

18.

19.

20.

DM, et al. Neuromyelitis optica and non
organ-specific autoimmunity. Arch Neurol.
2008;65(1):78-83.

lyer A, Elsone L, Appleton R, Jacob A. A
review of the current literature and
a guide to the early diagnosis of
autoimmune disorders associated with
neuromyelitis optica. Autoimmunity.
2014;47(3):154-61.

Adawi M, Bisharat B, Bowirrat A.
Systemic Lupus Erythematosus
(SLE) complicated by Neuromyelitis Optica
(NMO - Devic's Disease): Clinic-
pathological report and review of the
literature. Clin Med Insights Case Rep.
2014;7:41-7.

Polgar A, Rézsa C, Mdller V, Matolcsi J,
Poér G, Kiss EV. Devic's syndrome and
SLE: challenges in diagnosis and
therapeutic possibilities based on two
overlapping cases. Autoimmun Rev.
2011;10(3):171-4.

Lefevre G, Zéphir H, Warembourg F,
Michelin E, Pruvo J-P, Hachulla E,
et al Neurolupus (1re partie).
Description et démarche diagnostique et
thérapeutique dans les manifestations
neurologiques centrales et psychiatriques
au cours du lupus érythémateux
systémique. La Revue de Médecine
Interne. 2012;33(9):491-502.

Fanouriakis A, Kostopoulou M, Alunno A,
Aringer M, Bajema |, Boletis JN,
et al. 2019 update of the EULAR
recommendations for the management of
systemic lupus erythematosus. Annals of
the Rheumatic Diseases. 2019;78(6):736-
45.

Bouissar W, Moudatir M, Alaoui FZ,
Echchilali K, El Kabli H. Myélite lupique : 2
nouveaux cas. Revue Neurologique. 2015;
171(11):799-802.

Katsiari CG, Giavri |, Mitsikostas DD,
Yiannopoulou KG, Sfikakis PP. Acute
transverse myelitis and antiphospholipid
antibodies in lupus. No evidence for
anticoagulation. Eur J Neurol. 2011;18(4):
556-63.

© 2020 Amri et al.; This is an Open Access article distributed under the terms of the Creative Commons Attribution License
(http://creativecommons.org/licenses/by/4.0), which permits unrestricted use, distribution, and reproduction in any medium,
provided the original work is properly cited.

Peer-review history:
The peer review history for this paper can be accessed here:
http://www. sdiarticle4.com/review-history/569095




