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Abstract

Devic’s neuromyelitis optica (NMO) is a rare inflammatory disease of the
central nervous system that results in optic neuropathy and myelitis. Optic
neuritis represents the mode of entry into the disease in more than two thirds
of cases. It is a rare entity in children. There is no effective treatment at
present, but some molecules can be used, such as corticosteroids, immuno-
suppressants and plasma exchange. The prognosis in children is generally fa-
vorable. Devic’s neuromyelitis is a condition of unknown etiopathogeny which
is functionally critical and requires early and appropriate treatment. We re-
port the case of a 12-year-old girl who presented to emergency with a head-
ache and decreased visual acuity, whose investigations led to the diagnosis of
Devic’s neuromyelitis optica.
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1. Introduction

Devic’s neuromyelitis optica (NMO) or Devic’s syndrome combines transverse
myelitis and unilateral (9%) or bilateral (91%) optic neuropathy occurring 8
weeks apart. It is often preceded by a non-specific viral syndrome but may also be
associated with varicella, infectious mononucleosis, tuberculosis, rubella vaccina-
tion or lupus. Many authors consider it an exceptional manifestation of multiple
sclerosis (MS) or infectious encephalomyelitis. It is often reported in adults, rare-
ly in children population [1], in whom it is a distinct clinical entity with an excel-
lent visual and neurological prognosis. We report the case of a 12-year-old girl
who presented to emergency with a headache and decreased visual acuity, whose

investigations led to the diagnosis of Devic’s neuromyelitis optica.
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2. Observation

We report the case of a 12-year-old girl who presented to emergency with a
headache and decreased visual acuity for one week. The clinical examination
found meningeal stiffness and a quadri pyramidal syndrome.

The blood tests showed:

CBC: WBC 18,040/mm’ predominantly PNN; Hb 14 g/dl; Platelets 465,000
elements/mm®. CRP: 5.5 mg/l; Sedimentation speed: 30 mm/s; Procalcitonin
negative. EPP: inflammatory syndrome with alphal, alpha2 and elevated gamma
globulin. Renal, hepatic and haemostasis tests were normal.

An ophthalmological examination was carried out, which showed a decrease
in visual acuity to 2/10 for left eye and 2/10 for right eye, bilateral papilledema
on the fundus and bilateral dry eye as confirmed by the Schirmer test.

Brain CT scan ray returned normal. A lumbar puncture was performed and
an intracranial pressure of 15 to 19 mmHg was noted. Cerebrospinal fluid was
found to be 155 cells/mm® and the culture was sterile.

Brain MRI showed infiltration of the left optic nerve (Figure 1), while spinal
cord MRI showed extensive cervical hypersignal from C1 to C5 consistent with
acute demyelinating disease (Figure 2).

Devic’s syndrome was evoked in front of the association of optic neuritis and
acute transverse myelitis. Serologies for Lyme disease, syphilis and HIV were
negative. The tuberculin TST and the BK test in the sputum and gastric tube
were negative. Anti-NMO antibodies were negative, anti-nuclear antibodies were
positive. Devic’s syndrome associated with a dry syndrome was suspected due to
the presence of bilateral dry eyes as confirmed by the Schirmer test.

The patient was put on a three-day injectable bolus of methylprednisolone
followed by long-term oral treatment with prednisone 2 mg/kg/day and azathi-
oprine (disappearance of headache, progressive regression of papilledema and
recovery of visual acuity), the patient is actually followed up in consultation with

good clinical evolution thereafter.

Figure 1. T1-weighted thin slice MRI of the brain
with gadolinium injection showing infiltration of the
left optic nerve (in favour of left optic neuritis).
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Figure 2. T2-weighted sagittal MRI of the spinal cord
showing extensive hypersignal from CI to C5.

3. Discussion

Neuromyelitis optica or “Devic’s syndrome” is an autoimmune demyelinating

disorder that combines:

- Unilateral or bilateral optic neuritis.

- Acute transverse myelitis.

- In most cases, optic damage precedes spinal cord damage by a few days to 3
months.

This rare condition can be seen at any age (from 4 to 73 years). However, it
appears to be rarer in children population.It is more common in Japan and East
Asia, but does not exceed a prevalence of 5 cases/100,000 population [1]. It is
thought to represent about 1% of all bone marrow inflammatory diseases [2].
The average age of onset of monophasic forms is 28 years, while the relapsing
form occurs later at an average age of 41 years.

The diagnosis is made according to the Wingerchuk criteria [3] which include
absolute criteria (acute myelopathy, absence of neurological involvement other
than optic neuritis and myelitis), major associated criteria (normal magnetic re-
sonance imaging at onset, hyper signal spread over 3 or more vertebral seg-
ments, hyperleucorrhachia > 50 WBC/mm®) and minor associated criteria (bila-
teral optic neuritis, severe optic neuritis with visual acuity < 20/200, severe mo-
tor deficit in at least one limb < 2/5).

In 70% of cases, positive anti-NMO antibodies are found, which are specific
for neuromyelitis optica. Their presence is a predictive factor for recurrence/exa-
cerbation.

The etiology of NMO remains unclear. This clinical picture has been de-
scribed after infectious episodes, mainly viral (EBV, CMV, HSV-1 and 2, va-
ricella-zoster, rubella, HIV...), bacterial (tuberculosis, mycoplasma, syphilis), in
the post-vaccination period (flu vaccine) and in association with many autoim-

mune diseases such as hypothyroidism, Gougerot-Sjogren’s syndrome or sys-
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temic lupus erythematosus. Some authors have even suggested that NMO itself
is a true autoimmune disease [1].

The association of primary Gougerot-Sjogren’s syndrome (PGS) with genuine
Devic syndrome has been reported in most series of NMO. In the series by
Wingerchuk et al [3], NMO was associated with autoimmune disease in 15 cases
(30%) of which four cases were PGS. In the series by De Séze et al. [4], five cases
had associated autoimmune disease (38%), one of which was lupus and four of
which were PGS. Conversely, in a series of myelopathies associated with PGS,
four cases had a typical NMO picture [5].

The time between the onset of neurological signs and the diagnosis of PGS can
be several years. For example, G6kcay et al [6] reported a twenty-year-old girl
who had been followed for Devic syndrome since the age of 10 years, but was
not diagnosed with associated PGS until 10 years later. In the series by De Séze
et al. [7], Devic syndrome preceded the diagnosis of PGS in all four cases with
delays ranging from two to 14 years.

In practice, the combination with a PGS does not change the “classical”
treatment of Devic syndrome. Corticosteroids bolus for three to five days are
used during relapses, and plasma exchange has also been proposed [5] [8]. To
prevent relapses, high-dose oral corticosteroids combined with immunosuppres-
sive therapy are indicated; the combination of prednisone and azathioprine and
the use of an intravenous anti-lymphocyte B monoclonal antibody (rituximab)
have led to a significant reduction in the frequency of relapses, but with an in-
sufficient follow-up time of 18 and 12 months respectively [9] [10]. Cyclophos-
phamide is used in monthly courses for one year by some authors [5] [11].

Generally, the presence of an autoimmune disease associated with Devic syn-

drome is a predictor of relapse.

4. Conclusion

NMO in children is rare. It is a distinct clinical entity with an excellent visual and
neurological prognosis. Recurrence is rare and appears to be without long-term
sequelae. In contrast, in adults, the disease can be fatal and often leaves ophthal-
mological and neurological sequelae. Despite its rarity, GSS should be part of the
etiological work-up of a Devic syndrome even in the absence of a previously

known dry syndrome.
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