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v Neuromyelitis Optica spectrum disorder and systemic lupus erythematosus.
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Neuromyelitis Optica spectrum disorder (NMOSD) is a rare autoimmune-mediated demyelinating
inflammatory disease that effects the central nervous system. The symptom characteristics of NMOSD are
optic neuritis or acute transverse myelitis. Anti-aquaporin 4 antibody is a specific serological marker for this
disease. NMOSD has been reported as either a manifestation of SLE or as a coexisting condition of other

autoimmune diseases.

SARABURI HOSPITAL Medical Journal | Vol.36 No.1 January - June 2022




This report discussed a case of a 34-year-old female patient who initially presented with a
right-sided weakness for two months. She had progressed to quadriparesis and bladder dysfunction
within a few days. She had positive autoimmune serology tests indicating for SLE with a history
of nephrotic syndrome. In addition, she had AQP-4 antibodies in CSF and the MRI cervical spine showed
longitudinally extensive transverse myelitis. The evidences indicated that she has NMOSD with SLE.
A prompt diagnosis and treatment are essential to decreasing morbidity and mortality. There are
a few literatures regarding NMOSD with coexisting SLE, and more information is needed to understand.

\ 4

Keywords : Systemic lupus erythematosus; transverse myelitis; aquaporin four antibodies; neuromyelitisv
optica spectrum disorder

Corresponding author :

Nittayawadee Aeamsaard, M.D.

Medicine Department

Saraburi Hospital, Mueang Saraburi District, Saraburi, Thailand 18000
Email: nittayawadee.ae@cpird.in.th, Tel +66852177385

A high index of suspicion of this rare disease is required to avoid delayed diagnosis and treatment.
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1A lsmslafiiva awnaslsda (multiple sclerosis: MS)
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' « ASA (81) 1x1 pc

« Atorvastatin (40) 1x1 hs

« Folic (5) 1x1 pc

« Omeprazole (20) 1x1 ac

« Vitamin B complex 1x3 pc

+ Amitriptyline (10) 1x1 hs

» lbuprofen (400) 1 tab po prn for pain q 4-6 hr

' « Tramadol (50) 1x3 pc

« Off Warfarin on the last visit
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« G2P1: G1 - Last 16 yr, no pregnancy complication

G2 - Ectopic pregnancy, S/P Rt. Salpingectomy 6 yr PTA
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Physical examination :

« V/S: BT 37.2 C, RR 20/min, HR 64/min, BP 114/72 mmHg. O2 sat RA 98%
» GA: A Thai female, alert, sood consciousness

« HEENT: no pale conjunctiva, anicteric sclera, no malar / discoid / oral-nasal ulcer, no alopecia, no
oral thrush / OHL

« CVS: PMI at 5th ICS-MCL, pulse full in all extremities, no heaving, no thrill, normal S152;
no murmur

« RS: normal breath sound, no adventitious sound

« Abd: soft, not tender, no hepatosplenomegaly

« Ext: no Raynaud’s phenomenon, no arthritis, no rash/petechiae, no pitting edema
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« Neuro: alert, follow to command, Rt. Facial palsy (UMN), dysarthria, pupil 3 mm
RTLBE, full EOM, muscle tone increase, motor power gr. 3 at upper ext. And gr. 2
at lower ext., decrease pinprick sensation below C2 level (below the neck), DTR 3+
all, Babinski’s sign: positive

* PR: loose sphincter tone, anal wink: neg, on Foley’s catheter

* LN: no lymphadenopathy

» Fundoscopic exam: normal eye exam

[

sreaziBannnsasaafisn. usnlu visit wsnitludae Rt. hemiparesis 2 mo. PTA fit} v
« CT Brain: Cerebral infarction at Lt. internal capsule
« Protein S = 36.6 % (62.8 — 139.6)
« Protein C = 68.4 % (80.1 - 169.9)
« Anti-thrombin Ill = 44.4 % (71.6 — 140.5)
» Lupus anticoagulant, Anti-cardioloipin (IgM, 1gG), Anti-B2glycoprotein | (IgM, 1gG): all negative
« ANA 1: 640 (coarse speckled)
e Anti- HIV negative

Dx: 1. Stroke in the young from protein C and S deficiency 2. R/O SLE (ANA positive)

Rx: Warfarin 14 mg/wk, Atorvastatin 40 mg/day
(motor Rt. gr. 4, Lt. gr. 5 with dysarthria, and Rt. Facial palsy)

o/

51882 88AN15NTIANTN. wsnlu visit arganludae quadriparesis 2 day PTA sl

Investigations (SW. ds:US):

CT Brain:
« Old infarction of posterior limb of left internal capsule extending to left cerebral peduncle
with Wallerian degeneration.
« A lacunar infarction at the posterior limb of the right internal capsule.
« A few lacunar infarctions or dilated VR space involving bilateral posterior lentiform nucleus
and bilateral external capsules.
+ A 0.6-cm calcified granuloma in the Rt. Frontal lobe.

v For diagnosis
-MRI Brain and MRI whole spine findings :

« Multifocal T2/FLAIR hyperintense lesions at
the right parietal periventricular white matter, corpus callosum, left corticospinal tract
involving the posterior limb of the left internal capsule, bilateral middle cerebellar
peduncle, and dorsal medulla contiguous with the upper cervical spinal cord. Note
the area of parietal restricted diffusion at the corpus callosum. No definite enhancement.

« Partially seen segment of abnormal T2 hyperintense along the upper cervical spine
with swelling and predominate at the central location.

*All of these findings favor demyelinating disease (NMO).
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« Lumbar puncture - CSF profile:
WBC 45 cell/mm3, RBC 81 cell/mm3, PMN 7%, Mono 93%
CSF protein: 63 mg/dl
CSF glucose: 72 mg/dl (CSF/blood glucose ratio = 0.54)
G/S, C/S: no organism
PCR for HSV, CMV, JC virus: negative
PCR for TB/ NTM: negative
« Oligoclonal band (Serum): negative
+ Anti-AQP4 (Serum, CSF): positive
« CBC: WBC 10,000 /ul (N 77%, L 18%, M 5%), Hb 12.1 g¢/dl, Hct 35.1 %, MCV 86.5 fl,
RDW 13.2%, Plt 139,000/ul
* Bun/cr: 6.4/0.48 mg/dl
« Electrolyte: Sodium 139.4 mmol/L, Potassium 3.23 mmol/L, Chloride 106 mmol/L,
CO2 22.7 mmol/L
« LFT: TP/Alb 5.9/3.7 ¢/dL, TB/DB 0.44/0.08, AST/LT 37/35 IU/L, ALP 42 U/L
« UA: Sp.gr 1.010, prot. Trace, ery 3+, WBC 0-1, RBC 5-10, Epi 0-1 (on Foley’s)
« UPCR: 0.92
» UPT: negative
« EKG 12 leads: NSR, rate 60 bpm, no sig. ST-T change, no chamber enlargement or

hypertrophy
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« ANA 1:5120 (fine speckled)

 Anti-ENA profile: positive for Anti-SSA, Anti-SSB, Anti-Ro52
« Anti-dsDNA: negative

+ Anti-phospholipid antibody profile: all negative

« Protein C (Repeat): 211 % (70 - 140)

« Protein S (Repeat): 92% (59 - 118)

« Anti-thrombin (Repeat): 155 % (79.4 - 112)

v’ For treatment planning (steroid, immunosuppressive drugs) v
« CXR: no active pulmonary infiltration, no increase in C: T ratio
e Sputum AFB: negative
« Stool examination: normal
» Stool concentrate for parasites: normal
« HBsAg, Anti-HBc, Anti-HCV, Anti-HIV, VDRL, TPHA: positive for Anti-HBc

Problem lists:

1. Subacute progressive quadriparesis with hyperreflexia with Rt. Facial palsy (UMN)
with dysarthria

2. History of stroke in the young

3. U/D: DLP, Nephrotic syndrome
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ﬂ(ﬂﬂ\‘ﬁ]’]ﬂﬂ’nuﬂﬁﬁaﬂLﬁ‘U‘U@Q‘UaBﬂ‘Uiu?1’1‘1/1T@QiuUUUiuﬁ’]VIﬁ’)Uﬂa’]\‘iM’]ﬂ‘Vl’dfﬂ ﬁiUIuNU’JEJT]EJUZLI’EJ']ﬂ’ﬁ WNAFII
N9598INEN wamwmm@qﬂgummwLmlmﬂumam 13 Aa NMOSD tag SLE (NMOSD: Neuroimaging
WAV Anti-AQP4 positive, SLE: history of nephrotic syndrome, ANA positive, Anti-SSA positive, Anti-SSB
positive, Anti-Ro52 positive) lagdalsainainnalnn1ssniay (demyelination) laifimnannvaeniiongasiu
37UA2Y (thrombosis from anti-phospholipid syndrome)

mmaiﬂaulmumsﬁﬂmma Pulse methylprednisolone 1,000 mg/day IV IﬂJeCtIOHLUu‘waJuL’Ja’] 39U
mﬂuu"lmu Prednisolone 1 mg/kg/day SuUszyMumsuazin1TUsUanIuIneIaImINaIny SINAUNISIA
Hydroxychloroqume 200 mg/day m‘um’umﬂ‘w Cycl ophosphamlde 1,000 mg IV |mect|on vn 4 dUani
(%muuim‘ummau 5 cycles of cyclophosphamide) uanaini fadienFnern1neIn15oue lAun 81ane1ns
nandeveandnuiile (Baclofen) s1sziutanaindans Uszam (Gabapentin) Taufiun1svinnIsaINyIUn
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NMOSD overlap SLE

Neuromyelitis optica spectrum disorder (NMOSD) #3atauianlsawain (Devic’s disease) Jaqdu

fmaS”Luﬂamiﬁﬂﬂmmﬂumamummaa (autoimmune disease) mmmmmmﬂmmiaim antibody #i9azAIINEIU

iinfia (aquaporln -4: AQP4) LiEJﬂ’J’] NMO-IgG %39 AQP4 antlbody(“ % AQP4 mﬂumumawaqmmumﬂm

HIUYDIUN (water channel) VlLﬁEJ\‘imaSJ‘U‘u foot process waauﬂmmaw&aaLL’eJaIVlﬂ‘?m (astrocyte) L:u’eJLﬂ@

U RIGITRERY inflammatory cascade ﬂammLaEJWEJG]EJLGBJaaLLEJaIVlﬂW]L‘LJ‘Lmaﬂ (astrocytopathy) duA
donenativdauay Léljaa%aiﬂmuimﬂ%ﬁﬁ]uwaﬁLﬁmmmm ? Arsatiulsaveas NMOSD ﬁaummi‘]mwu

vmmﬁ (relapsing) LLavmmiumLLmuLL'Nua&meu'm TnepnufinsaeAesazaumus LIS UTIAR
Tu ﬂwaauaaﬂiﬁﬂisuLﬂmsmﬂwsauﬁ]aa Wingerchuck a.#. 2015 Fa01fE01NTVINITTULYSTAM NIATINEENIN
AQP4-1gG/NMO-IgG $3AUNANITATIA MRI

Tagtuuuiniensifiadelsa NMOSD Iuﬁlmﬂé’%’umiﬂ%’wiaLﬁmaﬂuﬂﬂ 7.2015% 1py Interna-
tional consensus diagnostic criteria for neuromyelitis optica spectrum disorders (IPND) lngugnasing
N1359599F5U NMO- lgeG/AQP4-1gG wag szmau unknown AQP4 status lunsdfiluaunsansia AQP4-1gG

' asedl (uiitluonaiis NMOSD with AQPA-IgG)

n153tagelsn NMOSD finy AQP4-IgG (NMOSD with AQP4-IgG )

1. emInenaindesiidnunesizauiinmun (Core Clinical Characteristics) agatios 1 fo fusioldil

1.1 1@l szamasnlay

1.2 lvdunasdniau

1.3 NguBIN"3 Area postrema laeilenmsagdnvienauldonFeunnnit 48 dalug
fmanmnduliny

1.4 NEUBINITVNNMUANDY

1.5 Symptomatic Narcolepsy #38ndua1n13 Diencephalonigundu $aufiu
Fnuauzianizvadlsa NMOSD Tun1mduenslefisumis Diencephalon

1.6 Symptomatic Cerebral Syndromesiufiuanuugianizvadlsn NMOSD Tunw
Wuonslodues
2. AT91INU AQP4-IgG Tnglaisnsasiameinaiia cell-based assay
3. liwuanmmduiiosuigensle

1LANa1SlaigwIzsa NMOSD

amgnanduenslefiludundluriadoundy (Acute myelitis) invgnuseslindygageiiaung Tu
T2W fifiuunne1s (long extensive transverse myelitis; LETM) Sesnaziiamugniunnnimsewiiu 3 dese
mvmﬂawaa (> 3 vertebral segments)IﬂEJSLun”lWGlWU’;’N %”WmaﬁﬂimﬂmL’Jmmiﬂﬂmwaﬂ grey matterilay
white matters iy fuwmisiinulduesfoseslsausnalvdundsdunedetuluiifuaues wazsoslsaazuay
Jledn Gadolinium 9wy enhancement uslifidnuagane Tunsdifinsiadues levesdundslugian
mssniauasy sgnulvdundsuinaiineiinssnaudeandumiuenmnnii 3 desonszgndunds lngens
xnuvselanudyguadiaungty T2W dleulutiadeunduila

amdneiduenslovesanssinaznuseslsaludumisnisl AQPE sguIutamnn Tiun Usalsousing
a9y, dorsal medulla wag area postrema Feseelsaluaupiusnasnaninusunziolsn NMOSD &
se8l5A7 area postrema wuldssuazeraiivuindnlnsemzluftieiifiennsasdn viooReulingase
04 (intractable hiccup and vomiting) seelsalusuvitiduliiun Hypothalamus 1138 thalamus, subcortical white
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matter, cortlcosplnal tract lesion mﬂmnméuaﬂ internal capsule 4 cerebral peduncle, corpus

callosum &3ginay mmmm’mmmmiwuwm corpus callosum soelsalane ependyma

(periependymal lesions) dlodnans gadolinium WU enhancement ¢ danwaurina1Ifieme
cloud-like enhancement

dmdumsthvniu lusseslsaficu (relapse ) 19 intravenous methytprednisotone (IVMP) 98144781
%N3959UAU Plasma exchange (PLEX) miiﬂmmammmamammmumu (immunosuppressive drug)
Pglilsaasu Lidlonnismisu imum’mLaamaawaﬂmuwﬂiumﬂmsJLaW’luasmsJﬂummwma%im AQP4-IgG
Guuanliasanmslfenaniiduiu eviliuesfe Prednisolone vun 1 faansusieoing 1 Alandy
sotu TutaausnudranU3imames prednlsotoneamw’] q wazAneliN 15-20 fiadnfudeunaziiny
Ty Azathioprine 2-3 mg sieumting 1flansusodu dwmsuszeznarlunslionagiiquiu slid
Toyanitaau uiuuziliduszsoznasoiies egratios 3-5 UmusuuasmummaiumimusmLLavmaSU’mme
e enduiionaliheldun Mycophenolate mofetil w3e cyclophospharmdé57

mﬂﬂ’]iVIU%’]u’Ji‘jmﬂiﬁJ(&w wudthe NMOSD unes1eenaillsngilauiusenunuled (systemic auto-

immune disease) Buq3use iy Iﬁﬂﬁuaamammm@*&m (Rheumatoid arthritis) lsrensmaelada (Sarcoidosis)
Tsroauead (SLE) Tsalawnsu (Sjogren’s syndrome) Tsandnaiiosouuse (Myasthenia Gravis) gy aghals
fipy miummsaﬂiummmﬁmﬂLLauaummm‘iuﬂsummnauuim wilaeaulvg NMOSD dnnusiuriungy
IﬁﬂLLWﬂlIGYLALENE]u‘]‘I/I’N'iu’mmﬂu%aﬂ waziiddayfin1snsaanu AQP4 Antibody Iummaﬂauu Tooawizothis
Tulsa SLE deenaifudeatiuayuin NMOSD waglsamsgsnndinnudusiusiu

lsAunginuLedeaunend (SLE) ) WulsaitovdmasiessuuUssamidiunas dulanesImneINTmIe
I (Neuropsychlatnc SLE; NPSLE) lnefisnwavidenvesnguetnisis 19 ngu"** ennismassuuussamiiu
mmiammuléﬁlumﬂ'smaaav 10 14 80 mmﬁ]mmﬂaumamaqa’m’lsau 3 vadlsnoauead uazannsatiald
paomszagnaMsueddsa 91M15u8s NPSLE wwwawamﬂammi%ﬂ 39989UARRINITlANN T5Anaen
\GOnaNBY MAMYBININITALAEANRAUNAYRINTTUS dauemsinuldtion iun duussamindunddniay
LEuUsSEENMMSNLEU NAUBINNTINSE (posterior reversible encephalopathy syndrome; PRES) Judu nnay
viannvaevesngueInsianavihler SLE uenlileenananivndue sensasiamedading)® 2

Transverse myelitis LﬂuiULLUUﬁWUUa&Jﬁamm SLE myelopathy Uoandailsaiinisiusalala
mndu anvelzues long extenswe transverse myelitis (LETM) Imammmmmﬂmﬂ autoimmune vasculitis
waz/138 vascular thrombosis @aifiedasiu Anti- phospholipid syndrome(APS)uagn1301533NU ANA Uag
Anti-dsDNA™ 7226

Optic neuritis L“fJummmammaizwﬂssmwLLas%’ﬂw'iwmﬁwuﬂaaﬁa@ﬁum SLE 1AARNANIE V1a0n
HondnLEy (vasculms) %39 mia@mu%waamaammmLaﬂ (thrombotlc vaso-occlusive in small arterioles)
dusululse SLE fuomsvesdulszamadniay mfﬂmmuimﬁam ﬂ‘uLauﬂsvmwisuawaqaﬂLau‘lumq
Nyl meiﬂ,muama]ulmumilmauimmﬂan“é 1 ﬁmmmummﬂiﬂ NMOSD fin1nn158 AQP4 antibody
Jeneanudemerewaduealnsleviunan (astrocytopathy) ) sathilsedisindennsmaniuasidudseam
Tafunaanusauiu

Fafinanlutnedi azdiulginlsa NMOSD wae SLE fennisnisssuulszamiindnendaiu n13dwmsin
ma%’a?ﬁﬁai&é’ﬂﬂmmiaLL&Jﬂmmmléf%’mLau'jflmmimehﬁmmﬂiiﬂim FIUDINTTANTIT AQPE antibody
lummiaaqmwlwmma sedhushtaglunsitede a1adeslinisuseiuiennuyn guRnisalvedlsauninll
AULTNWUS AU NMOSD mimmwmwawgwmiauq i ANA Tudtu Sansitedtlsedaany tha
AanIsERny ey srEEIa1lun1sinw 39 e Jaguudsludimsfnweenundawu 1erdalalivssdvznmly
33w NMOSD finusauifu SLE lédfign iesusisnsnvaadeyaiiil Tagdrsdsmmanideannsinm
15A NMOSD fauviiuazfesinisinnueglnadaiuiinuszaningl (Neurology) wasfiulsatouasgun
aa%’u (Rheumatology)“’ 6,11, 15, 21, 27-30)
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wlazdnslgn1sSnwILUUNT Y (aggresswe treatment) mﬂ’mmﬂmumﬂu NMOSD 3NV SLE
P9HNITRNUAUDIADNITINYNYIUNEIUYITTU mamaﬁm8151%3@4%38%@51 %auammmumim
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