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Abstract

We present a case report of a 32-year-old woman diagnosed with opticomyelitis of Devic (OMD) and systemic lupus erythematosus
(SLE). The onset of neurological symptoms was with optic neuritis. Five months later the neurological deficit progressed within a few
days to lower paraplegia and upper paraparesis, retention of urine and faeces, impaired somatic and deep sensation below the level of
Th, dermatome. The results from laboratory investigations confirmed anaemic syndrome, increased urea and creatinine, hypoprotein-
emia and severe proteinuria. The results from CSF investigations demonstrated hyperproteinorachia with extremely high Ig fractions.
Serum and CSF oligoclonal bands and positive serum Aquaporin IgG 32 times higher than the upper referent limit were found. The
association with SLE was confirmed by the increased levels of total ANA and anti-ds-DNA ANA. MRT visualized the spinal cord as
non-homogenously hypointense on T, and extremely hyperintense on FLAIR sequences through its whole length up to the bulbar-pon-
tine region. The MRT findings and the serum Aquaporin IgG confirmed the diagnosis OMD. The patient was treated with intravenous
immunomodulating agents.

We consider the presented case of special interest because of the comorbidity of an aggressive autoimmune systemic and an organ-spe-
cific disease of the central nervous system.
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INTRODUCTION

Opticomyelitis of Devic/Neuromyelitis optica (NMO) is
an inflammatory demyelinating disease of the central ner-
vous system (CNS), which is associated with optic neuritis,
transverse myelitis, involving at least three or more, con-
tinuous spinal cord segments, seropositivity for antibodies
against aquaporin 4 of astrocytes. Systemic lupus erythe-
matosus (SLE) is a multiorgan autoimmune disorder and
its pathophysiology may affect all CNS components. The
association of both diseases is rare, but not unusual.

CASE REPORT

We present a case of a 32-year-old woman without preceding
diseases. The disease onset was in March 2016 with blurred
vision. The patient was diagnosed with bilateral optic neuri-
tis. Pyramidal signs occurred in August 2016: pathological
hyperreflexia, clonus of both feet, abdominal areflexia. The
Brain MRI with contrast matter showed no pathological
findings. In November 2016 the patient was hospitalized in
the Clinic of Neurology at St George University Hospital in
Plovdiv, Bulgaria. Over the next several days the neurologi-
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cal deficit progressed to quadriparesis with lower paraplegia,
left severe and right latent upper paraparesis, distal hypesthe-
sia below Th, dermatome and urine retention. The labora-
tory investigation showed the following pathological results:
a moderate anemic syndrome; severe inflammatory activity,
hypoproteinemia with proteinuria; total ANA diffusely /+/ in
titer 1:160 and anti-DNA positive, rheumatoid factor in titer
increased 10 times than the upper referent limit, positive an-
ti-SS-A and anti-SS-B. Table 1 presents the results from the
CSF investigation and serum anti-aquaporin 4 antibodies.
The contrast MRI investigation visualized the spinal cord
as a non-homogenously and diffusely hypointense on T, rel-

atively hyperintense on T, and hyperintense on FLAIR se-
quences, up to the level of the bulbar-pontine transition (Fig.
1).

In December 2016, after being diagnosed with SLE (based
on the availability of five of the Systemic Lupus International
Collaborating Clinics criteria — presence of proteinuria, neu-
rological symptoms, hemolytic anemia, positive anti-DNA
and positive ANA), the patient was treated with monthly
pulse corticosteroid therapy.! In May 2017 the neurological
examination showed: increased deep tendon reflexes; dyston-
ic positions of the left hand fingers, lower severe paraparesis;
preserved somatic sensation with impaired proprioreception;

Table 1. Results from CSF investigation and serum anti-aquaporin 4 antibodies

Deviation - times higher than the

Indicator Result upper reference limit
Total protein 3.96 g/l 6.5
IgG 974.21 mg/1 325
IgM 17.2 mg/l 57
IgA 78.16 mg/1 26
Leucocytes 24 x 10%/1 4
Neutrophils 32% 32
Serum oligoclonal bands (+) positive
CSF oligoclonal bands (+) positive
IgG (L) 4140 mg/dl 2.5
IgG (CSF) 142 mg/dl 35.5
IgG CSE/S ratio 34.30 7
Neuromyelitis optica IgG/ Aquapurin IgG ratio 1:320 32

Figure 1. Sagittal plane MRT FLAIR image: diffuse hyperintensity of the spinal cord up to the level of bulbo-pontine transition (magni-

fied image included).
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Figure 2. Dynamic assessment of serum albumin and total protein (S-Protein), urine protein (U-Protein), hemoglobin, ESR and CRP.

bilateral optic nerve atrophy; urine retention persistence.
Fig. 2 presents the dynamic assessment of serum albumin and
total protein (S-Protein), urine protein (U-Protein), hemoglo-
bin, ESR and CRP.

In the disease course, as a result of the treatment and neu-
rological complications, various complications have been re-
ported: chroniosepsis (Staphyl. coagulase (-) and E. cloacae);
pyelonephritis/ urosepsis (C. glabrata, P. aeruginosa, E. cloa-
cae, E. coli); infected decubitus ulcer (E. coli, A. baumannii);
acute psychosis and drug-induced Cushing syndrome.

Specific medications were applied: pulse methylpredniso-
lone 2500 mg i.v. for 5 days and prednisolone 120 mg p.o for
1.5 moth in March-April 2016; pulse therapy with methyl-
prednisolone 8000 mg i.v. for 15 days, cyclophospfamide 400
mg i.v. for 5 days and pulse therapy with immunovenin 15 g
i.v. for 3 days in November 2016; monthly pulse therapy with
methylprednisolone 1500 mg i.v. for 3 days and cyclophos-
phamide 200 mg i.v. for 1 day, medrol a total monthly dose
of 350 mg in December 2016 - May 2017, a monthly dose of
azathioprine 1500 mg p.o. since April 2017.

DISCUSSION

On the one hand, in up to 30% of the cases, NMO is associ-
ated with another autoimmune disease, on the other hand,
in 40% of patients with confirmed diagnosis of NMO, var-
ious antibodies may be positive, without the presence of
another autoimmune disease.? The presence of antibodies
typical for primary Sjogren syndrome - anti-SS-A and an-
ti-SS-B in combination with negative anti-ds-ANA, typical
for SLE, sets the question about the necessity of a differ-
ential diagnosis among the group of systemic diseases. A
significant association of anti-SS-A and AQP4 in patients
with NMO has been proven in the literature® and it is also
present in the reported case. CSF oligoclonal bands have
been confirmed in our patient - a typical finding for anoth-
er organ specific autoimmune disorder — multiple sclerosis,
therefore a differential diagnosis with autoimmune CNS
diseases, is also required.

Only 2 cases with NMO preceding SLE have been de-
scribed in literature by now.* Their clinical course, the ther-
apeutic approach and prognosis are similar to those of our
case, the latter however, is unique with the largeness of spi-
nal cord impairment and the onset with optic neuritis.

CONCLUSION

We consider the presented clinical case of special interest
because of the comorbidity of an aggressive autoimmune
systemic and an organ-specific disease of the central ner-
vous system. Based on the clinical and laboratory findings,
as well as the disease course, this case puts a blurred line
instead of a distinct border between autoimmune disorders,
no matter what their systemic or specific characteristics are.
The exact cause and effect relation between SLE and NNO
remains unclear whether NMO is just a piece of a giant puz-
zle in SLE symptoms, or SLE is a result of an invasion of
a CNS autoimmune disease to a far broader spectrum of
manifestations. The common feature in both is autoimmu-
nity, a disorder even far less understood.
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AGCTpakT

MBI IpeficTaBIsAeM CIy4daii 32-/IeTHell YKeHIIHBI, KOTOPOIT II0OCTAaBIIN UarHo3: 6onesHs [leBuka - ontukomuenut (OM]I) u cucrem-
Has KpacHas Bomyanka (CKB). Hayano HeBpoornueckux CuMITOMOB 6bII0 B GOpMe HeBpITa 3pUTeNbHOrO HepBa. CIyCTs IATH Me-
CALIeB HEBPOJIOTMYECKII leULUT YCUIMBACTCA B TedeHNe HECKOIbKMX JIHelT ¢ 60Jiee HU3KOII MapaIlIerneii ¥ BEpXHUM IIapaIape3oM,
peTeHIyel MOYM U KaJIa, HaPYIeHHOI COMaTI4eCKOl1 i ITyOOKOI 4yBCTBUTENIBHOCTBIO HIDKe YPpOBHA fepMaroMa Thl. JTabopaTopHble
JaHHBIE IO TBEPAIIN AaHEMUYECKII CMH/IPOM, yBe/YeH) e MOYeBMHbI 1 KpeaTHHIHA, TUIIOIIPOTEVHEMIIO M BBIPA)KEHHYIO IIPOTENHY-
puto. PesynpraTel nccnenosanmii CSF BBIABU/IN TUIIEPIIPOTENHOPPATHIO C YPe3BbIYaltHO BRICOKMMY dpakimamu Ig. ChIBOpOTOUHBIE U
OJINTOKJIOHA/IbHbIe IT07T0ChI CSF 11 ITO/I0KUTENbHBIN YPOBEHb aKBAaIIOPMHOBOTO IgG B CHIBOPOTKE OBUIN OOHAPY>KeHbI B 32 pasa BbIlle
BepXHero KOHTpo/bHOro npepena. Acconnanys ¢ CKB 6b11a ogTBep)x/ieHa MOBbILIEHHbIMY YPOBHAMY 0011iero ANA u antn-ds-JJHK
ANA. ITpu MPT-uccnenoBanum CIIMHHOI MO3T OBIT HEOHOPOJHO TMIOMHTEHCUBHBIM B T1 11 Upe3BbIYAlfHO IMIIEPMHTEHCUBHBIM Ha
nsobpaxeHnssx FLAIR Ha BCéM NPOTSDKEHNUM €ro paciuypeHus Ko OynbbapHO-IOHTUHHOI o6mactu. PesynpraTet MPT 1 cpiBOpoTOU-
HOTo akBanopuHosoro IgG noxrseppum guarsos OM]I. ITaryeHTKe BBOAVIY BHYTPUBEHHBIE MIMMYHOITIOOYIMHOBEIE ITpeIapaThl.

MbI cunTaeM, YTO HAHHBIN C/Ty4Yall IpefCTaB/IAeT 0COObIl MHTEPEC M3-3a CONYTCTBYIOLIEN aTOMOTUM arpeCcCUBHbIX Ay TOMMMYHHBIX
3abomeBaHmMii, CreluUIHbIX /51 OPTAHOB LIEHTPATbHOI HEPBHOJ CHCTEMBI.

KnwoueBble cnoBa

OIITUKOMMETINUT HeBI/IKa, CHCTEMHAaA KpacHas BO/TYaHKaA, aKBallOpUH IgG, HEBPUT 3pUTEIbHOI'O HEPBA, HOHepe‘IHbe/'[ MUEINUT
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