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K CBEAEHHUIO ABTOPOB!
[Ipu HampaBIEeHUY CTAaTbH B PEAAKITUIO HEOOXOIUMO COOIONATh CISAYIONINE TIPABHIIIA;

1. CraTps nomkHa OBITH IPEJCTaBICHA B IBYX SK3EMIUIIPAX, HA PYCCKOM HMJIM aHTITUHACKOM SI3bI-
Kax, HaTrleyaTaHHas yepe3 MoJITopa HHTepBaJjia Ha OIHOI CTOPOHE CTAHIAPTHOIO JIUCTA € INMPHHOI
JIEBOTO NOJIsI B TPHM caHTHMeTpa. Mcnonb3yemblil KOMIIBIOTEPHBII WPUQT U1 TEKCTa Ha PYCCKOM U
aHnuickoM s3bikax - Times New Roman (Kupuiuna), 115 TeKcTa Ha TPy3UHCKOM S3BIKE CIIEAYeT
ucnoip3oBath AcadNusx. Pasmep mpudra - 12. K pykonrcu, HaneyaTaHHOW Ha KOMITBIOTEPE, JTODKEH
o5ITh IprtoskeH CD co crarbeit.

2. Pa3Mep craTbu TOTKEH OBITH HE MEHEe NeCsTH 1 He OoJiee 1BaALATH CTPAHUI] MAITHOIINCH,
BKJIIOYAsl yKa3areJlb JINTepaTypsl U Pe3loMe Ha aHIJIMIICKOM, PYCCKOM U IPYy3HHCKOM SI3bIKaX.

3. B crarbe 10KHBI OBITH OCBEIICHBI AKTyaIbHOCTh JAHHOTO MaTepHalla, METOIBI U PE3YIIbTaThI
UCCIIeIOBaHUs U X 00CYyKACHHE.

[Ipu npencTaBiIeHNHN B IIeYaTh HAYYHBIX SKCIIEPUMEHTAIBHBIX PA0OT aBTOPHI JOJIKHBI YKa3bIBATH
BHUJl U KOJMYECTBO SKCIIEPUMEHTANBHBIX KUBOTHBIX, IPUMEHSBIINECS METOABl 00e300MMBaHUS U
YCBHIJICHHUS (B XOJI€ OCTPBIX OIIBITOB).

4. K crarbe JOIKHBI OBITH MIPUIIOMKEHBI KpaTKoe (Ha MOJICTPAaHUIIBI) Pe3OMe Ha aHIIIUICKOM,
PYCCKOM M IT'PY3HHCKOM $I3bIKax (BK/IIOYAIOLIEE CIELYOLINE pa3aesbl: Liedb UCCIeI0BaHNs, MaTepHual U
METOJIBI, PE3YJILTATHI M 3aKIIFOUSHHE) U CIIUCOK KITtoueBBIX cioB (key words).

5. Tabnunp! HEOOXOIUMO NPENCTABIATE B Ie4aTHOH hopme. DoTokonuu He npuHUMaroTcs. Bee
nu¢poBbie, HTOTOBbIE H NPOLIEHTHbIE JaHHbIE B Ta0JIMIaX J0JIKHbI COOTBETCTBOBATH TAKOBBIM B
TeKcTe cTaThbU. Tabiuibl U rpaduKu TOJKHBI OBITH 03aryIaBIICHBI.

6. dotorpadun AOIKHBI OBITH KOHTPACTHBIMHU, (POTOKOIHHU C PEHTTEHOTPAMM - B IO3UTUBHOM
n300paxeHuH. PUCYyHKH, yepTeXu U IuarpaMmbl clIeoyeT 03ariaBUTh, IPOHYMEPOBATh U BCTABUTH B
COOTBeTCTBYIOIIEe MecTo TekcTa B tiff opmare.

B noanucsix k MukpogotorpadgusaM cieayeT yKa3plBaTh CTEICHb yBEIMUCHUS Yepe3 OKYISP HITH
00BEKTUB U METOJ] OKPACKU WJIM UMIIPETHALIMH CPE30B.

7. ®aMUIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJAATCS B OPUTHHAIBHON TPAHCKPUIILIUH.

8. I[Ipu opopmnennu u HampaBneHun crared B xypHanm MHI mpocum aBTOpOB cobmronars
NpaBUIIa, U3JI0KEHHBIE B « EMUHBIX TpeOOBaHUSIX K PYKOMHUCSM, IPEACTABISIEMBIM B OMOMEIUIIMHCKHUE
JKypHAJIbD», TPUHATHIX MeXIyHapOAHBIM KOMHUTETOM PEIAaKTOPOB MEAMLMHCKUX KYpHAJIOB -
http://www.spinesurgery.ru/files/publish.pdf u http://www.nlm.nih.gov/bsd/uniform_requirements.html
B koHIIe Kax 101 OPUTHHATIBHOM CTaThU MPUBOAUTCA OnOIHOrpadguyeckuii cnucok. B cnmncok nurepa-
TYPBI BKJIFOYAIOTCSl BCE MaTepHalibl, HA KOTOPBbIE UMEIOTCS CCBUIKU B TeKcTe. CIHUCOK COCTaBIAETCs B
andaBUTHOM MOpsAKe U HymMepyeTcs. JIutepaTypHblii HCTOYHMK NPUBOAUTCS Ha sI3bIKE OpUrMHaia. B
CIMCKE JINTEPATyPhl CHavYajia IPUBOIATCS PabOThI, HAMCAHHBIE 3HAKaMU TPY3MHCKOTO andaBuTa, 3aTeM
Kupwuien u naruHuneidl. CChUIKM Ha IUTHUPYEMble pabOThl B TEKCTE CTAaTbH JAIOTCS B KBaIpPaTHBIX
CKOOKax B BUJI€ HOMEPA, COOTBETCTBYIOLIETO HOMEPY JaHHOH pabOoThI B CIIMCKE TUTEPaTypbl. bonbmmH-
CTBO IIUTHPOBAHHBIX UCTOYHUKOB JOJKHBI OBITH 3a IMOCTIEAHNUE S5-7 JIET.

9. ns momydeHus MpaBa Ha MyONMKAIMIO CTaThs OJDKHA MMETh OT PYKOBOIUTENSI pabOTHI
WIN YUPEXKJCHUS BU3Y U CONPOBOIUTEIHHOE OTHOLLICHNUE, HAIMCAHHBIC WJIM HAlledaTaHHbIE Ha OJIaHKe
Y 3aBEPEHHBIE MOJIHCHIO U NIEYATHIO.

10. B koHIe cTaThU NOJKHBI OBITH MOAMHCH BCEX aBTOPOB, MOJHOCTBHIO MPUBEAEHBI UX
(amMuInM, UIMEHa U OTYECTBA, YKa3aHbl CIIy>KeOHBIN M AOMAIIHUI HOMEpa TeJIe(OHOB U agpeca MM
uHble koopAuHaThl. KomuuecTBo aBTOPOB (COABTOPOB) HE NOHKHO MPEBBIMIATH IISATH YEJIOBEK.

11. Penakuus ocraBisiet 3a cO00i MpaBo COKpaIaTh ¥ HCIPaBIATh cTarhi. Koppekrypa aBropam
HE BBICBUIAETCS, BCS paboTa U CBEpKa IPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.

12. HemomycTuMoO HampaBiieHHE B pelaklMIo padoT, MpeICTaBICHHBIX K MeYaTH B MHBIX
M3/1aTeNbCTBAX WIIM OMYOJIMKOBAHHBIX B APYTHX U3JAHUSX.

Hpﬂ HApYHNIEHUH YKa3aHHBIX IPABUJI CTATbU HE PAaCCMAaTPUBAIOTCH.
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Abstract. Neuromyelitis optica (Devic disease) is a
demyelinating disease of the central nervous system. This
disease is progressive and might be fatal.

Objective. To accentuate the importance of differential
diagnosis of demyelinating diseases of central nervous system.

Materials and methods. The results of diagnostic search
based on modern laboratory and instrumental methods were
analyzed and summarized. As an illustration we used a clinical
case confirmed by the results of neuroimaging. The practical
orientation of the represented scientific report is proved.

Results and discussion. Our patient was diagnosed Optic
Neuromyelitis (Devic disease), seropositive, exacerbation
stage, with the presence of lower central paraparesis (deep in
the right leg, moderate in the left), conductive sensory disorders
from Th5, central pelvic dysfunction.

Conclusion. The prognosis for neuromyelitis optica spectrum
disorders (NMOSD) can vary from complete recovery or rare
exacerbations to progressive disability and death of the patient.
The mortality rate for NMOSD is high and ranges from 25 to
50% according to various cohort studies.

Key words. Optic neuromyelitis, differential diagnosis,
antibodies to aquaporin-4, demyelinating diseases.

Introduction. Optical neuromyelitis (neuromyelitis optica
spectrum disorders, NMOSD), previously known as Devic
disease or neuromyelitis optica [NMO]) are inflammatory
disorders of the central nervous system characterized by
severe, immune-mediated demyelination and axonal damage
predominantly targeting optic nerves and the spinal cord [1].

The first clinical descriptions of NMOSD appeared more than
a century ago, when E. Devic and his student F. Gault singled
out a group of patients with monophasic bilateral (or rapidly
sequential) optic neuritis and myelitis with severe residual
symptoms and severe disability [2]. It was previously thought
that NMO and multiple sclerosis are the same disease with
different phenotypes and expression. However, the results
of recent studies reveal differences between these diseases in
terms of pathogenesis, clinical features, neuroimaging results,
identified biomarkers, response to treatment [3].

The prevalence of NMOSD in various studies ranges from 0.5
to 10 per 100,000. Ethnic, geographical, and gender disparities
are recognized. The incidence of NMOSD in women is up to
10 times higher than in men. In monophasic NMOSD (1 to
10 percent of patients), men and women suffer equally, but in
typical recurrent NMOSD, women predominated over men by
5:1to 10: 1. The average age of onset is from 32 to 41 years,
but cases have been reported among children and the elderly. In
comparison, the average age of onset of multiple sclerosis is 24
years, and the incidence ratio between women and men is 2.3: 1[4].
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Population-based studies over the past two decades report the
prevalence and incidence of NMOSD in different populations
worldwide. One relevant finding is the varying prevalence
observed in different racial groups. Consistently, the prevalence
of NMOSD among Whites is ~1/100,000 population, with an
annual incidence of <I/million population. Among East Asians,
the prevalence is higher, at ~3.5/100,000 population, while the
prevalence in Blacks may be up to 10/100,000 population [5].

This study has been performed in compliance with the ethical
principles of the Ukrainian national committee.

The aim of the work was to accentuate the importance of
differential diagnosis of demyelinating diseases of central
nervous system.

Case Presentation.

42-years old patient was complaining of muscle weakness in
the lower limbs, more in the right, urinary retention, pain in the
thoracic spine and a feeling of tightness in the chest.

5 days before she has noticed sudden pain in the interscapular
area and a feeling of tightness in the chest. Next day she felt
muscle weakness and numbness in the right leg. Then the
weakness in the left leg and urinary retention appeared. That’s
why she was admitted to the hospital. The past medical history
is remarkable for congenital cataract and amaurosis of the right
eye.

The neurological exam at admission: visual acuity OD 0.01,
congenital horizontal nystagmus while looking outside. Central
lower paraparesis (deep - on the right, moderate - on the left).
Hypesthesia of superficial and deep types of sensation according
to the conductive type from Th5 level bilaterally. Pelvic
dysfunction according to the central type: urinary retention.

Primary diagnosis. transverse myelitis at the thoracic level
with lower central paraparesis (deep - on the right, moderate
- on the left), conductive sensory disorders from Th5 level,
pelvic dysfunction according to the central type (acute urinary
retention).

Further examinations.

1. CBC, biochemistry, urinalysis — without changes.

2. Wasserman test - negative.

3. Blood rheumatoid tests - ASL-O-200, CRP-5.2, RF-12,
seromucoid 0.18.

4. Blood test for borreliosis by immunoblotting (western-blot)
- IgM and IgG antibodies were not detected.

5. Antiaquaporin—4 IgA, G, M) - antiaquaporin—4 IgG detected.

6. ECG - unremarkable.

7. CT scan of the lungs - no pathological changes were
detected.

8. MRI of the thoracic spine and spinal cord — lesions occupy
the lateral cords of Th1-Th9 segments on T2, T2 STIR images.
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Figure. 1. MRI of the thoracic spine and spinal cord — lesions occupy
the lateral cords of Th1-Th9 segments on T2, T2 STIR images.

Conclusion: MR findings should be differentiated with optic
neuromyelitis (Fig.1).

MRI of the brain - unremarkable.

10. Ophthalmologist - congenital cataract OD.

11. Urologist - neurogenic bladder according to hypotonic type.

The differential diagnosis with multiple sclerosis,
neurosyphilis, Lyme borreliosis (neurological stage), systemic
autoimmune diseases, spinal cord tumors was performed.

Based on clinical and anamnestic data, MR findings, the results
of immunological examination (detected anti-aquaporin-4 IgG)
and after differential diagnosis, the patient was diagnosed with
the next clinical diagnosis: optic neuromyelitis (Devic disease),
seropositive, exacerbation stage, with lower central paraparesis
(deep - on the right, moderate - on the left), conductive sensory
disorders from ThS level, pelvic dysfunction according to the
central type.

Treatment: Methylprednisolone (1000 mg intravenously
for 5 days), 3 sessions of plasmapheresis, L-lysine aescinat,
deproteinized calf blood haemoderivative, phospholipides,
pentoxifylline,  ipidacrine, = ATP, Cytidine-5-disodium
monophosphate (CMP disodium salt), uridine-5-trisodium
triphosphate  (UTP  trisodium salt), uridine-5-disodium
diphosphate (UDP disodium salt), uridine-5- disodium
monophosphate (UMP disodium salt), Acidum pipemedicum,
omeprazole, algeldrate, magnesium hydroxide, Spironolactone,
asparaginat K-Mg. Physical therapy, massage, electrophoresis
with proserine on the bladder, electrical stimulation of the lower
extremities. After treatment, the patient's state has improved:
muscle strength increased, pelvic disorders regressed.

After discharge from the hospital, the patient receives a
systemic immunotherapy drug as a participant of a clinical trial.
During the next 3 years her neurological status remained stable,
no exacerbations of the disease were observed.
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Discussion.

Pathogenesis. Views on the pathogenesis of NMOSD have
changed dramatically since 2004, following the isolation
of a disease-specific marker, serum antibodies to NMO
immunoglobulin G (IgG), which selectively binds aquaporin-4
(AQP4) [6]. A subgroup of patients with the NMOSD
phenotype in whose serum antibodies to myelin oligodendrocyte
glycoprotein (MOG-IgG) is detected has been identified [7].

AQP4, the target NMO-IgG antigen, is an aqueous canal
protein that is concentrated in the gray matter of the spinal
cord, periaqueductal, periventricular areas, and astrocytic legs
that form the blood-brain barrier. Due to immuno-mediated
inflammation that develops due to the expression of AQP4-IgG
antibodies through the aqueous channels of AQP4 astrocytes,
astrocyte dysfunction occurs with the development of clinical
syndrome of the disease [8].

In NMOSD, the pathological process involves a large number
of segments of the spinal cord and optic nerves, developing
demyelinating necrotic process in white and gray matter
in combination with axonal loss, perivascular lymphocytic
infiltration, and vascular proliferation [9]. Autoimmune
inflammation is according to the vasculitis type, with vascular
hyalinoses in spinal lesions. Necrosis and cavitation usually
involve both gray and white matter, pathomorphological detect
massive necrotic lesion in the spinal cord [10].

The pathophysiology of NMOSD is mediated by the humoral
part of the immune system [11]. There is some evidence to
support the autoimmune pathogenesis of the disease. The
most important of these was the detection of NMOSD-specific
autoantibodies to aquaporin-4 (AQP4) [12]. Several studies
have shown that serum anti-AQP4 titers during exacerbation
correlate with the length of longitudinal spinal cord injury,
clinical disease activity, decrease after immunotherapy, and
remain low during remissions [13]

Additional data confirming the autoimmune pathogenesis of
NMOSD include the following observations:

o NMOSD is often associated with systemic autoimmune
disorders such as Sjogren's syndrome, autoimmune thyroiditis,
rheumatoid arthritis, systemic lupus erythematosus, pernicious
anemia, non-specific ulcerative colitis, primary sclerosing
cholangitis, thrombocytopenia.

e Clinical experience shows that repeated plasmapheresis
sessions and immunosuppressive therapy are the leading
methods in the treatment of NMOSD exacerbations [14].

Clinical features. The disease manifests itself in a number of
specific neurological syndromes. In particular [15]:

- syndrome of bilateral optic neuritis. Optic neuritis is
manifested by severe loss of visual acuity to amaurosis,
impaired color perception, positive visual phenomena, pain in
the orbital area.

- transverse myelitis syndrome, characterized by symmetrical
paraparesis or tetraparesis, pelvic disorders and conductive
sensory disorders below the level of lesion, often with recurrent
course. Neurological symptoms develop within hours or days,
while partial recovery of lost functions occurs within weeks or
months. MRI examination of the spinal cord reveals a lesion
for at least three spinal segments - the so-called longitudinally
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extensive transverse myelitis (LETM). In addition, the described
neurological disorders may be accompanied by paroxysmal
tonic spasms of the muscles of the torso or extremities, radicular
pain or Lermitt's syndrome.

- area postrema syndrome - the third most common NMOSD
syndrome after optic neuritis and transverse myelitis, occurs
in 16-43% of cases. This clinically difficult to treat nausea,
vomiting, or hiccups (area postrema syndrome) is associated
with area postrema lesions (the chemoreceptor zone of a
specialized ependyma located in the brainstem, caudal triginum
n. Vagi, and receiving an abundant blood supply. It is responsible
for regulation of cerebrospinal fluid electrolytes, vomiting and
coughing reactions, heart rate). MRI examination reveals signs
of dorsal lesion of the medulla oblongata - area postrema.

- Acute stem syndrome in patients with NMOSD manifests as
signs of vestibular disorders, deafness, prosoparesis, trigeminal
neuralgia, oculomotor disorders (diplopia, ptosis). Brain damage
can lead to acute neurogenic respiratory failure and death of the
patient.

- Radicular pain is a frequent symptom of NMOSD. In
retrospective studies, more than 80% of patients report pain
localized in the torso and lower extremities.

Typical for NMOSD brain damage is the localization of
lesion in the hypothalamus, corpus callosum or periventricular.
Symptoms associated with bilateral hypothalamic lesions
may include symptomatic narcolepsy or excessive daytime
sleepiness, neuroendocrine disorders, and autonomic visceral
disorders. Cases of NMOSD-associated encephalopathy,
fulminant cerebral demyelination, and posterior reverse
leukoencephalopathy have been reported.

Together with CNS damage in NMOSD in rare cases, muscles
are affected according to the type of recurrent myalgia with
signs of autoimmune myopathy.

In 90% of cases, NMOSD has a recurrent course. In
some patients, optic neuritis and transverse myelitis occur
simultaneously; in others - after some time. Recurrence occurs
within a year after the first attack in 60% of patients and within
three years - in 90%. Deep disabling neurological deficits in the
form of bilateral amaurosis and lower paraplegia develop within
five years.

Diagnosis of NMOSD is based on data of neurological
examination, neuroimaging, laboratory (serological) tests to
determine serum antibodies to AQP4-IgG and antibody levels
to MOG, as well as the results of cerebrospinal fluid analysis.

To assess the degree of neurological disorders in NMOSD,
as in MS, the extended scale of disability EDSS (Expanded
Disability Status Scale) is used.

Characteristic for NMOSD MRI signs of spinal cord injury
are the presence of longitudinally spread foci for at least three
spinal segments on T2-weighted images (LETM). Usually, the
entire diameter of the spinal cord is affected, signs of edema
and accumulation of contrast are diagnosed, which indicates the
activity of the process. In severe cases, cavitation is detected.
Pathognomonic for NMOSD MRI-sign is a symptom of "owl's
eye" - hyperintensity of cells of the anterior horns of the spinal
cord due to ischemia of the latter. In 60% of cases, cervical

© GMN

spinal cord injuries are diagnosed, and the process can spread
to the medulla oblongata. In some cases, inflammation and
edema of the spinal cord reach a level where the pathological
focus mimics a tumor. Under the influence of treatment, the
accumulation of contrast in pathological foci decreases as their
size decreases.

Characteristic for NMOSD MRI signs of brain damage are
the appearance of foci subcortically, perpendicularly, in the
thalamus, hypothalamus, corpus callosum and diencephalon,
which correspond to areas with high expression of AQP4.

MRI - signs of optic neuritis in NMOSD are unilateral or
bilateral signal enhancement on T2-weighted images with the
accumulation of contrast on T1-weighted images in the optic
nerve, chiasm or visual tract.

A specific biomarker for NMOSD is the autoantibody to AQP4
found in patients' serum, AQP4-IgG, also known as NMO-
IgG. The aquaporin-4 receptor is a target antigen for NMO-
IgG, which plays a direct role in the pathogenesis of NMOSD.
Therefore, patients with suspected NMOSD should be tested
for serum AQP4-IgG antibodies. Ideally, testing for antibody
status to AQP4 should be performed during exacerbations prior
to immunotherapy, as seronegative status may occur during
treatment.

Establishing a reliable diagnosis of NMOSD is based on
diagnostic criteria for the disease, developed in 2015 by an
international group led by DM Wingerchuk.

Diagnostic criteria for NMOSD according to D. M.
Wingerchuk, 2015.

Diagnostic criteria for NMOSD with the presence of AQP4-
IgG antibodies

1. The presence of at least one obligate clinical syndrome.

2. Positive test for AQP4-IgG using the best detection method
(method of cellular presentation of antigen).

3. Exclusion of alternative diagnoses.

Diagnostic criteria for NMOSD without AQP4-IgG or
NMOSD

with unknown AQP4-1gG status

1. The presence of at least two obligate clinical syndromes
arising from one or more clinical attacks and meeting all of the
following requirements:

a) at least one of the obligate clinical syndromes should be:
either optic neuritis, or acute myelitis with longitudinally
extensive transverse myelitis (LETM), or area postrema
syndrome

b) spread in space (the presence of two or more different
obligate clinical syndromes)

¢) if necessary - neuroimaging.

2. Negative tests for AQP4-IgG using the best method of
diagnosis / inability to test.

3. Exclusion of alternative diagnoses.

Obligatory clinical syndromes

1. Optical neuritis.

2. Acute myelitis.

3. Area postrema syndrome: an episode of unexplained hiccups
or nausea and vomiting.

4. Acute stem syndrome.
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5. Symptomatic narcolepsy or acute diencephalic clinical
syndrome with typical NMOSD MPT-lesion of the diencephalic
area.

6. Symptomatic cerebral syndrome with typical NMOSD
brain lesions.

Detection of other clinical, laboratory, and neuroimaging
syndromes should be considered as "red flags" indicating the
likelihood of alternative diagnoses.

"Red flags" are signs that are not typical for NMOSD

1. Clinical features and laboratory data:

- progressive course of the disease (deepening of the
neurological deficit without clearly defined exacerbations) -
suspicion of PS

- rapid development of symptoms (less than four hours) -
suspected ischemia / spinal cord infarction

- prolonged deepening of the neurological deficit (more than
four weeks after the first signs) - suspicion of sarcoidosis or
tumors

- partial transverse myelitis, especially if it does not meet the
MRI characteristics of NMOSD and the presence of oligoclonal
bands in the cerebrospinal fluid - PC should be excluded.

2. The presence of comorbid diseases that may be accompanied
by symptoms that mimic NMOSD:

- sarcoidosis

- onychopathology

- chronic infection (e.g., HIV, syphilis)

3. Features of neuroimaging:

1. The brain:

a) the presence of T2-weighted MRI images typical of PC:

- foci located perpendicular to the lateral ventricles (Dawson's
fingers)

- juxta cortical and cortical foci.

2. Spinal cord:

- lesions of less than three adjacent spinal cord segments in
sagittal projections on T2-weighted images.

- lesions located mainly (70%) in the peripheral parts of the
spinal cord on axial T2-weighted images.

Differential diagnosis. First of all, NMOSD should be
differentiated from multiple sclerosis - the most common
disorder that causes demyelination of the central nervous
system.

Similar clinical and neuroimaging syndromes are found in
systemic autoimmune diseases, infectious and parainfectious
disorders (acute disseminated encephalomyelitis, HIV,
syphilis), metabolic disorders (vitamin B12 deficiency), after
radiation therapy. Also, it is necessary to exclude the presence
of an intrathecal tumor or vascular abnormality.

Treatment. During the exacerbation of the disease (regardless
of the serological status of the patient) prescribe pulse therapy
with corticosteroids and / or metabolic plasmapheresis
(5-7 sessions a day). The effectiveness of intravenous
immunoglobulin in the treatment of exacerbations of NMOSD
has not been proven.

Topreventexacerbations of NMOSD, systemic immunotherapy
is recommended. Prescribe first-line drugs: azathioprine,
mycophenolate mofetil, rituximab, tocilizumab in combination
with low doses of corticosteroids.

Some observational data suggest that treatment with NMOSD
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by interferon-beta, natalizumab or fingolimod is not effective,
and there is no data on the treatment of NMOSD with interferon-
beta [13].

Systemic immunosuppression should usually last for at
least five years after an NMOSD attack. However, given the
destructive nature of the disease, some experts consider it
appropriate to prescribe lifelong immunotherapy; others suggest
that its duration should be adapted to the severity of the attacks
and the degree of disability of the patient.

Recent clinical trials have recently approved new drugs for the
treatment of patients with NMOSD: eculizumab, nebilizumab
and satralizumab.

Conclusions.

The prognosis for NMOSD can vary from complete recovery
or rare exacerbations to progressive disability and death of the
patient. The mortality rate for NMOSD is high and ranges from
25 to 50% according to various cohort studies.
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