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Contemporary views on disorders of neuromiyelitis optica spectrum. Clinical case from personal practice

OnTukomienit (xsopoba [esika) sB-
nAe cobolo 3axBOPIOBAHHA LieHTpanbHOI
HepBOBOI CUCTEMU, WO AeMIENIHI3YE, MaE
nporpecHnin nepebir i Moxe NpuBecTu
[0 NleTaNibHOro KiHuA.

ABTOpPW NPOBENY aHani3 aHnx BiT4mM3-
HAHOI Ta iHO3eMHOI NiTepaTypu 3 JOCAi-
IKyBaHOI npobnemu. Y3aranbHeHo norns-
[ Ha KOMMJIEKC CyYacHMX N1abopaTopHX
Ta IHCTPYMEHTaNbHUX METOAIB JOCAIAXKY-
BaHHA, OCKINbKW KMiHiYHi NpOABK 3axBO-
ploBaHHA MOXYTb BYTU Ay»Ke Hecneyu-
biuHMMK, a gudepeHUianbHUN NOWYK —
HaA3BMYaNHO LWNPOKNIA. HaBeaeHi cyyacHi
cXemu NiKyBaHHA OMMCaHOr0 CUHAPOMY.

AIK inCcTpauia BMKOPUCTAHO BnacHe
KNiHIYHe crnocTepeKeHHsn, NigTBepaXxeHe
pe3ynbTaTtamu HellpoBisyanisadii. O6rpyH-
TOBaHO NPaKTUYHY CNPAMOBAaHICTb BUKa-
[leHOro HayKOBOTO MOBiJOMJIEHHA.

Kntouosi cnosa: onmukomienim, ougpe-
peHuianeHuli 0iaeHo3, aHmumina 0o akea-
nopuHy-4, 3ax80plo8aHHA, Wo oemieni-
Hi3ytome

Ontukommenut (6onesHb [esnKka) npea-
cTaBnaeT cobon AeMuenuHusnpymollee 3a-
6orieBaHNe LeHTPaNbHOW HEPBHOWN CUCTEMDI,
MMeeT Mporpeccupyiollee TeyeHne 1 MoxeT
NpuUBECTU K NeTaibHOMY Mcxogay.

ABTOpPbI NPOBENV aHanM3 AAHHbIX OTe-
YeCTBEHHOW M MHOCTPAHHON nuTepaTypbl
no n3yyaemon npobneme. O606LLeHbI B3rNAabl
Ha KOMMJIEKC COBPEMEHHbIX TabopaTOPHbIX
N VIHCTPYMEHTanbHbIX METOLOB UCCIef0BaHNA,
MOCKOMbKY KNUHUYECKMe NposaBfeHnsa 3a6o-
NeBaHUA MOryT ObiTb OYeHb HecneyndUyHbl
n Kpyr ana aunddepeHumanbHOro agnarHosa
ypesBblYalHO WNPOK. MpeacTaBneHbl Co-
BPEMEHHbIE CXeMbl NEYEHNS OMMCbIBAEMOTO
CMHApPOMa.

B KauecTBe mnaCTpaunmM UCNonb3oBa-
HO COOCTBEHHOE KNMHUYeckoe HabnogeHue,
NOATBEPXKAEHHOe pe3ynbTaTaMmn HelpoBM3ya-
nusayun. O60cHOBaHa NpaKTMYecKana Hanpas-
JIEHHOCTb N3M0XKEHHOTO HAayYHOrO COOOLLEHUA.

Kniouesble cnosa: onmukomuenum, oug-
hepeHuUanbHbIU 0UazHO3, AHMUMea K aked-
nopuHy-4, demuenuHusupyouue 3ab6onesaHus

Neuromyelitis optica (Devic's
disease) is a demyelinating disease
of central nervous system. This
disease is progressive and might
be fatal.

The authors have analyzed data
of domestic and foreign literature
on research issue. The idea of mo-
dern laboratory and instrumental
survey methods was summarized,
because clinical manifestation of the
disease may be non-specific and
differential searching might be ext-
remely wide. The modern schemes
of treatment of described syndrome
are represented.

As an illustration we used own
clinical observation confirmed by the
results of neuroimaging. The practi-
cal orientation of the represented
scientific report is proved.

Key words: neuromiyelitis opti-
ca, differential diagnosis, antibodies
to aquaporin-4, demyelinating diseases

XBOpoOK crnekTpa onNTUYHOro HeMPOMIENiTY (neuro-
myelitis optica spectrum disorders, NMOSD), paHiwe
Bigomi sk onTukomienit (neuromyelitis optica, NMO),
abo xBopoba [leBika — Lie NOLWKOAMXKEHHA LeHTPaNbHOT
HepBOBOI CMCTEMW 3aMasibHOroO reHesy, Wo XapakTepu-
3YETbCA BAaXKOI0 iIMyHO-OMOCepeKOBAHO AeMieNiHi3a-
Li€to Ta pyMHYBAHHAM aKCOHIB, i3 MepeBaXHUM ypaxKeH-
HAM 30POBUX HEPBIB Ta CMMHHOro MO3Ky [1—3].

Mepuwi kniHiuyHi onucn NMOSD 3'sBunucs 6inblie
ctoniTTa Tomy, Konu E. Devic i loro yueHb F. Gault
BMOKPEMUAN Fpyny NavieHTiB 3 MOHOda3HUM nepebirom
ZBO6iIYHOrO (260 WBUAKO NOCILOBHOIr0) HEBPUTY 30P0-
BOrO HEPBY Ta Mi€NITy i3 po3BUTKOM rpy6oi pesngyanb-
HOT CMMATOMATUKIN Ta BaXKKOI iHBaniaHocTi [4]. Paniwe
BBakanu, wo NMO Ta po3cCiaHUI CKnepos — Le Te came
3aXBOPIOBaHHA i3 Pi3HUMU peHOTUNAMY Ta EKCNPECIELD.
MpoTe, pe3ynbraT OCTaHHIX JOCIAXEHb BUABNAIOTb
BiAMIHHOCTI Mi>K MMM 3aXBOPIOBAHHAMMU, LLIO CTOCYIOTb-
CA naToreHesy, KNiHiYHMX 0COBNMBOCTEN, pe3ynbTaTiB
HelpoBi3yani3zauii, BuABNeHUx 6iomapkepis, peakuii
Ha NlikyBaHHA [5—71.

MatoreHes. lMornagu Ha natoreHes NMOSD kapgu-
HanbHO 3MiHUNUCL 3 2004 POKy, Nic/IA BUOKPEMIEHHSA
cneumndiyHoro Ans 3aXBoOpPOBaHHA MapKepa — CUpPOoBaT-
KoBoro aHTuTina go NMO-imyHornobyniHy G (I9G), wo ce-
NEeKTUBHO 3B'A3ye akBanopuH-4 (AQP4) [8]. BnokpemneHo
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nigrpyny nauienTis i3 peHoTnom NMOSD, y cmpoBaTui
AKNX BUABMATb aHTUMIENIHOBUIA ONlirofeHapoumnTap-
Hun rnikonpotein (MOG-IgG) [4, 9].

AQP4, uinbosun aHtureH NMO-IgG, € 6inkom BogHOro
KaHany, AKNN CKOHLEHTPOBAHNN Yy Cipill PeYOBUHI CMNH-
HOro MO3Ky, MepurakBeayKTasbHil, NepUBEHTPUKYNAPHIN
JinAHKax Ta B acTPOUUTaPHUX HiXKaXx, Wo popmMytoTb
rematoeHuedaniuHuii 6ap’ep [10]. BHacnigok imyHo-ono-
cepefKOBaHOrO 3anasieHHs, WO PO3BUBAETbCA Ha I'PYHTI
ekcnpecii aHTuTin AQP4-IgG BOgHUMM KaHanamu acTpo-
unTie AQP4, BUHMKaE AncOYHKLIA acTpoLUUTIB i3 pO3BUT-
KOM KNiHiYHOI CMHAPOMOSOTii 3axBOptoBaHHA [11, 12].

Mpn NMOSD natonoriyHum npoLec OXOMNJIE BENNKY
KiNIbKiCTb CerMeHTIB CMMHHOIO MO3KY Ta 30pOBi HEepPBY,
PO3BMBAETLCA AEMIENIHI3YIOUMI HEKPOTUYHMIA NPOoLec
y 6iniii Ta cipiit pe4yoBUHI y KombiHaLii i3 BTpaToo akco-
HiB, MepuBackynapHot nimpoumTapHolo iHPiNnbTpa-
uieto Ta cyanHHoto nponidpepadieto [13]. AyToimyHHe
3ananeHHa nepebirae no TUny BackyniTy, y CriHanbHMX
BOMHMLAX BUABAAIOTb rianiHo3 cyguH. Hekpos Ta KaBi-
TaLiA 3a3BMYall OXOMIOIOTD AK Cipy, TaK i 6iny peyoBuHy,
naToMopdoNoriyHO BUABNAIOTbL MAaCUBHI HEKPOTUYHI
BOrHULLA Y CMIUHHOMY MO3KY [8, 14].

Matodisionoria NMOSD onocepeaKoBy€eTbCA rymo-
panbHOIO NaHKOo iMyHHOT cuctemu [15]. € HU3Ka fo-
Ka3iB, WO NiATBEPAXKYOTb ayTOIMYHHU naToreHes
3aXBOPIOBaHHA. HaBaxMBiLLUM 3 HUX 6YNO BUABNEHHA
cneuundiuHoro ana xsopobu NMOSD ayToaHTUTINa fO aK-
BanopuHy-4 [2]. Y Kinbkox fgocnig»eHHAX 0yno nokasaHo,
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wo TuTpu aHTN-AQP4 y crpoBaTLi KPOBI Mif yac ek3auep-
6aLlii KOpenioTb i3 AOBXMNHO NMO310BXHbOIO YPaXKEHHS
nonepeyvyHnKa CNUHHOIO MO3KY, KIiHIYHOK aKTMBHICTIO
3aXBOPIOBAHHA, 3HMXKYIOTbCA NicnA iMyHoTepanii Ta 3a-
NMWATbCA HU3bKMMU Nif Yac pemicin [1, 6, 12].

[opaTkoBi faHi, Wo NigTBEpOXKYOTb ayTOIMYHHUN
natoreHe3 NMOSD, mMicTATb TaKi CNOCTepeXKeHHA:

NMOSD uacTo acouiloeTbCA i3 CUCTEMHUMM ayTo-
iIMyHHUMUW pO3nagamu, AK-0T cuHApPoM LerpeHa, ayTo-
iIMyHHUI TUPEOIANT, PEBMATOIAHWI apTPUT, CUCTEMHUN
UyepBOHUIA BOBYaK, NepHiLlio3Ha aHeMis, HecneundiuHui
BMPA3KOBUWI KONIT, MEPBUHHUWI CKNIEPO3UBHNIN XONAHTIT,
TpombouuToneHiuHa nypnypa, aHTudochoninigHmi
CUHOPOM, HOBOYTBOPEHHA [7].

KniHiyHn pocBig CBigunTb, WO MNOBTOPHI CeaHcu
nnasmadepesy Ta iMyHocynpecmBHa Tepania € NpoBia-
HUMK MeTOAAMM B NiKyBaHHi ek3aLep6auin NMOSD [14].

Enigemionoria. MNMowwnpeHictb NMOSD y pi3Hnx
pocnigeHHAX € Ha piBHi Big 0,5 go 10 Ha 100 TUC.
BusHatoTbcA eTHiYHI, reorpadiyHi Ta reHgepHi gucnpo-
nopuii. 3axsoptoBaHicTb Ha NMOSD y xiHok go 10 pa-
3iB BMWa, Hi>k y yonosikiB [14]. Mpu moHodpaszHoMmy
NMOSD (Big 1 o 10 % nauieHTIB) YONOBIKM Ta XiHKN
CTpaXK4aloTb O4HAKOBO, afie NPY TUMOBUX PeLUANBHUX
NMOSD KiHKn nepeBaatoTb Haf YONOBiKaMn AKS5 : 1 —
10: 1. CepepHili Bik NOYaTKy 3aXBOPIOBAaHHA CTAaHOBUTb
Bif 32 0o 41 poKy, NnpoTe onucaHi BUNagku 3axBopio-
BAHOCTI cepef AiTen Ta NiTHIX nogen. AK nopiBHATH,
cepepHii Bik 0ebloTy po3CiaHOro CKiepo3y CTaHOBUTL
24 poKWn, a CNiBBIQHOLWEHHA 3aXBOPOBAHOCTI MiXK XKiH-
Kamu Ta yonoBikamu ctaHoBMTb 2,3: 1 3, 10].

KniHiuHi 0co6nnBoCTi. 3aXBOPIOBAHHS NPOABNAETb-
CA HU3Ko cneundiyHUX HEBPONOTiYHNX CUHAPOMIB,
30Kpema:

— cuHppom BinatepanbHOro HEBPUTY 30POBUX
HepBiB. ONTUYHMI HEBPUT MPOABAAETLCA BUPAKEHOIO
BTPaTOI rOCTPOTM 30PY A0 aMaBpO3y, NOPYLLUEHHAM KO-
NbOPOCMPUNHATTA, MO3UTUBHUMY 30POBMMUN PpeHOMEHa-
MU, 60TIbOBUM CUHAPOMOM Y Op6iTanbHil ginadui [2, 10];

— CMHAPOM MOMNEePeKOBOro MIENITY, WO XapakTepu-
3y€eTbCA CUMETPUYHKM Maparnape3om abo TeTpanapesom,
Ta30BUMU MOPYLIEHHAMM Ta NPOBIAHNKOBOI BTPATOIO
YYTIMBOCTI HMXKYe PiBHA ypaKeHHA CMUHHOrO MO3KY,
yacTto — i3 peynanmBHUM nepebirom. HeBponoriyHa
CMMMTOMATMKa PO3BMBAETLCA NPOTArOM FOAUH abo AHIB,
TOAI AK YacTKOBe BiAHOBNEHHA BTpayveHux GYHKUin
BiAbyBa€eTbCA NpPOTAroM TUMXKHiIB abo micauis [1, 8].
Mpu MPT-06CTeXeHHi CMMHHOTO MO3KY BUABMATb
BOTHMLLE YPaXKeHHA BMPOJOBX HEe MeHLLEe TPbOX CMH-
HOMO3KOBWX CErMEHTIB — TaK 3BaHUI NO3[0BXHbO Mo-
WnpeHnin nonepekosuin mienit (longitudinally extensive
transverse myelitis, LETM). Okpim Toro, o onucaHmx
HEBPOJIOTIYHUX MOPYLIEHb MOXYTb NPUEAHYBATUCH
MapoKCK3ManbHi TOHIYHI cna3mu m'asiB Tyny6a abo KiH-
LiiBOK, paguKynsapHuia 6inb abo cuHapom Jlepmitta [10];

— CUHAPOM dred postrema — TPeTii 3a 4acTOTOI0
nicna oNTUYHOrO HEBPUTY Ta NMOMEPEKOBOro MieNiTy
cuHgpom NMOSD, BuHukae y 16—43 % Bunagkis.
Llei kKNiHiYHWI cMHAPOM HygZoTK, 6toBaHHS abo ru-
KaBKM, WO BaXKO MiAAAETbCA NiKyBaHHIO, aCOLOETbCA

i3 ypaxeHHAM drea postrema (xemopeLenTOPHOI 30HU
CnevianizoBaHoOI eneHaUMY, WO po3TalloBaHa B CTOBOYpi
MO3KY, KayAanbHiwe triginum n.\Vagi Ta oTpumye pacHe
KpoBonocTayaHHsA). OnucaHa ginAaHka 6epe yyacTb B pe-
rynauii piBHA eneKTPONITiB NiKBOPY, peakuiax 61t0BoTH
i Kawwnio, cepueBnx ckopoueHb. Mpu MPT-o06cTeXeHHi
BVABMAIOTb O3HAKM JOP3a/bHOrO YPaXKeHHA JOBracToro
MO3Ky — LAinAHKuN area postrema [11, 15];

— rOCTpUI CTOBOYPOBUIA CUHLPOM Y MALi€EHTIB
i3 NMOSD npoaBnaeTbca o03HakaMy BECTUOYNAPHUX
nopyLeHb, ryxoTo, Npo3onapes3om, TpuremMiHanb-
HOI0 HEBPANri€o, OKOPYXOBMMU po3niagamu (gunnonis,
nTo3). YpaxeHHA cTOBOYypa MO3KY MOXe Npu3BecTu
[0 roCcTpOl HENMPOreHHOT ANXanbHOI HeJOCTAaTHOCTI
Ta cmepTi nauieHTa [3];

— paguKynApHUM 6inb € YyacTUM CMMNTOMOM
NMOSD. Y peTpocneKTUBHUX AOCAigXeHHAX binblue
Hix 80 % naLieHTiB NOBIAOMNAOTL NPO 6inb, WO NIOKa-
ni3yBaBCA B AinAHLUI Tyny6a i HYKHixX KiHuiBok [11].

Trinosum gna NMOSD ypakeHHAM rofioBHOro Mos-
Ky € nokanisauyia BOrHuLW, B AinAHUi rinoTanamyca,
MO30JIUCTOrO Tifla abo nepuBeHTPUKyNApHo [8, 9, 131.
CvmMmnTOoMM, NOB'AI3aHi 3 ABOGIYHIMY YpaXKeHHAMN rinoTa-
namyca, MoXyTb MaTh y CBOEMY CKJlafli CUMMTOMaTUYHY
Hapkosencito abo HaaMipHY AeHHY COHAUBICTb, NOABY
HeMpPOeHAOKPUHHMX PO3/1afiB Ta BereTaTMBHO-BicCLie-
panbHuX nopyweHb. OnncaHi Bunagku eHuedanonartii,
bynbmiHaHTHOI LepebpanbHoi AemieniHizauii Ta 3aaHbOI
3BOPOTHOI NlerikoeHuedanonartii, acouiiosaHi is NMOSD.

MNapanenbHo i3 ypaxeHHAmM LIHC npn NMOSD B pia-
KICHMX BUNagKax ypa)atTbCa M'A3M 3a TUMOM peLu-
ONBHUX Mianrin 3 03HaKamMu ayToiMyHHOI mionartii [14].

Y 90 % BunaakieB NMOSD ma€ peunansHuii nepeoir.
Y BeAakunx nayieHTiB ONTUYHUIA HEBPUT Ta NONEPEKOBUI
MI€NIT BUHMKAIOTb OAHOYACHO; B peLUTi — Yepes NeBHUi
yac. Peunaue BUHUKaAE NpOTArom poKy nicna nepLuoi
atakn y 60 % nauieHTiB Ta NPOTAromM TPbOX POKIiB —
y 90 % [6]. MpoTArom n'aTn poKiB pO3BMUBAETLCA MN6O-
KU HEBPONOTiYHUI AediuunT, Wo iHBanian3sye, y BUrnagi
ABOOGIYHOrO amaBpO3y Ta HUXHbBOI Napannerii [2].

HiarHoctrka NMOSD 6a3yeTbca Ha faHWX HEBPO-
noriyHoro ornagy, HelpoBi3dyanisaduii, nabopaTopHUX
(ceponoriyHmx) TecTiB i3 BU3HaYE€HHAM CMPOBATKOBUX
anTuTin go AQP4-IgG Ta piBHA aHTUTIN o MOG, a TakoXx
Ha pe3ynbTaTax aHanisy nikeopy [7, 14].

[nAa ouiHKN CTyneHA HeBPOJIOTiYHNX NOPYLUIEHb
npu NMOSD, Ak i npu po3ciasHOMY CKNiepo3i, 3aCTOCOBY-
l0Tb pO3WMpeHY LWKany iHeanigm3auii EDSS (Expanded
Disability Status Scale) [6, 15].

XapakTtepHumu gna NMOSD MPT-03Hakamu ypaeH-
HA CMMHHOMO MO3KY € HAaABHICTb MO3[0BXHbO MNoLwmnpe-
HMX BOMHWILL, YNPOAOB HE MEHLU AK TPbOX CMIMHHOMO3KO-
BUIX CErMEHTIB Ha T2-3BaXkeHuX 306paxxeHHsIx (LETM) [7,
13]. 3a3BMYan ypaxka€TbCA BeCb MONEPEYHMK CIMHHOTO
MO3KY, iarHOCTYI0Tb O3HaKM HAaBPAKY Ta HaKOMUYEHHS
KOHTpPACTY, WO CBigUYNTb NPO aKTUBHICTb MPOLIECY, Y BaX-
KMX BUNaJKax BUABNAOTb KaBiTaLito. [laTorHOMOHIYHOO
ana NMOSD MPT-03HaKOl0 € CUMMATOM «COBMHOIO OKa» —
rinepiHTEHCUBHICTb KNITUH NepefHixX PoriB CMUHHOIO
MO3KY BHaCnifoK ilemii octaHHix [7, 8]. Y 60 % Bunagkis
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[iarHOCTYI0Tb YparkeHHA WNNHOro Biafdiny CMHHOIO
MO3Ky, MPOLIeC MOXe NMOLIMNPIOBATUCh Ha OBracTUN MO-
30K. B oKpemMux BrnagKax 3ananeHHs Ta HabpPAK CUHHO-
ro MO3Ky AOCAraloTb PiBHA, KON NaTONOriYHe BOrHuMLLE
iMiTY€E nyxnuHy. lig BNAMBOM NiKyBaHHA HAaKOMMWYEHHA
KOHTPAcTy NaTOMNOMYHMMMN BOTHMLILAMY 3MEHLLYETHCS,
AK 3MEHLYIOTbCA i TXHi pO3MipW.

XapaktepHumun gna NMOSD MPT-o3HakaMu yparkeH-
HA rOJIOBHOrO MO3KY € NOAIBa BOTHULL, CyOKOPTMKANbHO,
nepveneHanmanbHo, y TaflaMyci, rinotanamyci, MO30-
NNCTOMY Tifli Ta MPOMIKHOMY MO3KY, WO BignNoBigae
JinAHKaMm 3 BMCoOKoto ekcrnipecieto AQP4 [7, 14].

MPT-03Hakamu ontuyHoro Hesputy npu NMOSD
€ ofiHO- abo ABOOGIYHe NocuneHHA curHany Ha T2-3Ba-
XKEHUX 306paxKeHHAX i3 HAKOMUYEHHAM KOHTpacTy
Ha T1-3BaxeHUX 306pakeHHAX B 30POBUX HEPBaAX,
xiaami abo 30poBux TpakTax [7, 9].

CneundiuHnm 6iomapkepom ans NMOSD € ayTo-
aHTUTiNo Ao AQP4, Wwo B1ABNAITb Y CMPOBaTLi KPOBi Na-
uieHTiB — AQP4-gG, Takox Bigome Ak NMO-IgG. Peuentop
aKBanopriHy-4 € aHTUreHom-mileHHio Ana NMO-IgG, akni
Bigirpae 6esnocepenHio ponb y natoreHesi NMOSD.
OTxxe, nauieHTam i3 nigo3poto Ha NMOSD cnig nposoguTn
TeCcTyBaHHA Ha cupoBaTkoBi aHTuTina AQP4-1gG. B igeani
TeCTyBaHHA Ha cTaTyc aHTuTin o AQP4 cnig nposogunTu
nig yac 3aroCcTpeHHA [0 NPU3HaYeHHA iMyHoTepanii,
OCKiNIbKK Ha OHI NiKyBaHHA MOXe BigoyTnca nepexig
y cepoHeraTusHun ctatyc [14].

BcTtaHoBneHHA pocToBipHOro giarHosy NMOSD
FPYHTYETbCA Ha AiarHOCTUYHUX KPUTEPIAX 3aXxBOpIo-
BaHHA, po3pobneHmnx 2015 poKy Mi>kHapOAHO rpymnoto
nig kepisHuuteom D. M. Wingerchuk [2, 7].

HiarHocTnuni kputepii NMOSD 3a D. M. Wingerchuk,
2015 p.

JiaeHocmuuHi kpumepii NMOSD
3 HasAsHicmio aHmumin AQP4-IgG
1. € He MeHLle AK oauH ObNIraTHUI KNiHIYHUIA CUH-
OpOoM.
2.MMo3uTtnsHuM Tect Ha AQP4-1gG 3 BUKOPUCTaHHAM
HaMKpalworo MeToay BUABNEHHA (MeTod KNiTUHHOI
npeseHTauii aHTUreHy).
3. BuknioueHHsA anbTepHaTUBHUX AiarHO3iB.

JiazHocmuyHi kpumepii NMOSD 6e3 AQP4-IgG

abo NMOSD 3 Hegidomum cmamycom AQP4-IgG

1. € He MeHWe AK ABa 06MIraTHUX KNiHIYHUX CUH-
APOMMU, L0 BUHMKalOTb BHACNIJOK OfHIEl abo aekinb-
KOX KJTiHIYHMX aTakK i BiANoBifaloTh BCiM nepeniyeHnm
BUMOraMm:

a) € AK MiHIMYM OfVH 3 06AiraTHMX KNiHIYHWX CUH-
ApOMiB: a0 ONTUYHMI HEBPUT, abo rocTpuin mienit
3 NO3J0BXHbO MOWMNPEHNM YpParKeHHAM CMUHHOTO
Mo3Ky (LETM), abo cuHppom area postrema;

b) nowmpeHHaA B NpocTopi (HaABHICTb fBOX abo Binb-
Wwe Pi3HMX 06JIraTHUX KiHIYHUX CUHAPOMIB);

C) B pa3i noTpeby — nNpoBefeHH:A HelpoBi3yaisaLii.

2. HeratmsHi Tectn Ha AQP4-1gG 3 BUKOPUCTaHHAM
HalKpalworo metoay AiarHOCTUKM abo HEMOXUBICTb
npoBefeHHA TeCTyBaHHSA.

3. BuknioueHHA anbTepHaTMBHUX AiarHO3iB.

ObnizamHi KniHiYHI cuHOpomu

1. ONTUYHMI HEBPUT.

2. focTpuin mienit.

3. CUHOPOM ypaXkeHHsA aread postrema: enisopf He3'a-
COBHOI TMKaBKM abo Hyp#oTu i 61toBOTK.

4. TocTpuii cTOBOYPOBOT CUHAPOM.

5. CumnTomaTM4YHa HapKonencia abo rocTpuii fiex-
uedbanbHU KNiHIYHWI CMHAPOM 3 Tunosum ans NMOSD
MPT-ypaxeHHAM pieHuedanbHOI JinAHKN.

6. CumnTomMaTUYHWI LepebpanbHU CUHAPOM 3 TU-
nosumn ana NMOSD ypaxKeHHAMM rofioBHOrO MO3KY.

BuABneHHs iHWKMX KNiHIYHO-NAabOpPaTOPHMX Ta HEN-
poBi3yanizayinHUX CUHAPOMIB CNig po3uiHOBaTK
AK «4epPBOHI Npanopui», Wo cBig4yaTb NPO NMOBIPHICTb
anbTepHaTUBHUX AiarHO3iB.

«YepBOHi Npanopui» — 03HaKW, WO He € TUMNOBNMU
ana NMOSD

1. KniniyHi ocobnusocmi ma nabopamopHi 0aHi:

— nporpecHuin nepebir 3axBoproBaHHA (Nornnb-
NeHHsA HeBposoriyHoro aediunTy 6e3 UiTKo OKpeceHnx
3arocTpeHb) — Migo3pa Ha PO3CiAHUI CKNepos;

— WBUAKNI PO3BUTOK CUMMTOMIB (MEHLLE YOTUPbOX
rOAWH) — Nigo3pa Ha iwemito / iHpapKT CMMHHOTO MO3KY;

— TpuBane NornmMbfieHHA HeBponoriyHoro pedi-
unTy (MOHaA YOTUPU TUXKHI 3 MOMEHTY MOABM NepLUNX
03HaK) — nifo3pa Ha capKoifo3 abo HOBOYTBOPEHHS;

— YaCTKOBUI MOMNePEKOBUIA MIENIT, 0COG/IMBO AKLLO
BiH He Bignosigae MPT-xapaktepuctukam NMOSD,
Ta HaABHI ONirOKNOHaNbHi CMyru B LiepebpocniHanbHii
PiaNHN — Cif BMKAIOYMTU PO3CIAHWI CKNEepo3;

2. HassHicmb KoMOp6IOHUX 3aX80PIOBAHb, AKi MOXYMb
Cynpogooxysamuca CUMNMOMAmuKo, Wo imimye
NMOSD:

— CcapKoigos;

— OHKOMaTonoris;

— XpOHiyHa iHbeKLuia (Hanpuknag, Bipyc iMmyHo-
aediunty nogunHn, cudinic)

3. Ocobnusocmi Helipogizyanizauii:

1. TonoBHMIN MO30K:

a) HasIBHICTb Ha T2-3Ba)keHUX 306paxkeHHAX MPT-
3MiH, TUMNOBUX A1 PO3CIAHOrO CKNeposy:

— BOrHMWA, PO3TalOBaHi NepneHANKYNApPHO
[0 6iuHMx wnyHoukis (manbui JoycoHa);

— IOKCTaKOPTMKaJbHI Ta KOPTUKaJibHI BOrHMLLA.

2. CMNHHN MO30K:

— Ypa)KeHHA MeHWwe TPbOX CYMIiXHUX cer-
MEHTIB CMMHHOIrO MO3KY Yy cariTaflbHUX NpoeKLuiax
Ha T2-3Ba)KeHUX 300paKeHHsX;

— YpaKkeHHs, WO po3TaloBaHi nepeBakHo (70 %)
B nepudepuyHnx Biagdinax CNMHHOrO MO3Ky Ha aKci-
anbHUX T2-3BaXKeHMX 300parkeHHAX.

OndepeHuianbHa giarHocTuka. Hacamnepeg NMOSD
cnip pudepeHuiloBaTy i3 PO3CiAHUM CKNePO30M — Haili-
NOLWNPEHILLINM PO31aJ0M, LLO CMPUUYNHAE AeMi€eniHi3a-
Lito UeHTpanbHOI HEPBOBOI CUCTEMMU.

Cxoxy KniHiuHy Ta HelpoBi3yani3auiiHy cuHapo-
MOJIOTil0 BUABAAIOTb NPU CUCTEMHUX ayTOIMYHHUX
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3aXBOPIOBAHHAX, iHPeKUiNHNX Ta NapaiHbeKUinHnX
po3nagax (rocTpuin gucemiHoBaHum eHuedanomienir,
Bipyc imyHogediunTy niognHn, cndinic), 06MiHHMX no-
pyweHHaAx (aediuunTt BiTaminy B,,), nicna nposeaeHol
npomeHeBoi Tepanii. TakoXx Tpeba BMKNIOYNTK HasAB-
HiCTb IHTpaTeKanbHOT NYXNNHM abo CyaMHHOT aHOManii.

JlikyBaHHA. Iig yac 3arocTpeHHA 3aXBOpPIOBaHHA
(He3anexHo Bif CeposIoriyHOro craTtycy naui€eHTa)
Npu3HayvalTb NyNbC-Tepanilo KOPTUKOCTEPOigaMu
Ta/abo obMiHHMI nna3madepes (5—7 ceaHciB yepes
ZeHb) [12]. He noBepeHa eheKTMBHICTb BHYTPILLIHbOBEH-
HoOro iMyHorno6yniHy B nikyBaHHi 3aroctpeHb NMOSD.

Ina npodinaktnkm 3aroctpeHb NMOSD pekomeH-
OYI0Tb NPOBeAEeHHA CMCTeMHOI imyHoTepanii [5, 11].
Mpn3HavatoTb NpenapaTy NepLoi NiHii: a3aTionpuH,
MikodeHonaTty modertin, putykcumab, Touenisymab
y KOMBiHaUii 3 HU3bKMMM J03aM1 KOPTUKOCTEPOILiB.

OKkpemi gaHi cnocTepe)keHb CBig4YaTb Npo Te,
wo nikysaHHA NMOSD iHTepdepoHom-6eTa, HaTanisy-
Mabom abo diHronimogom He € epeKTUBHUM, HEMAE
ZJaHux wopo nikysaHHa NMOSD okpenizymabom [3].

CuncrtemHa imyHoCynpecia 3a3B1yar NOBMHHA TPYBa-
TV He MeHLW fAK N'ATb pokiB nicna atakm NMOSD [2, 6].
OpHak, 3 ornagy Ha PyMHIBHUN XapaKTep 3aXBOPIOBaH-
HA, JeAKi eKcnepTy BBaXKaloTb AOLiITbHUM MPU3HAYEHHSA
[JOBIYHOI iIMyHOTepanii; iHLWi NpMNyCcKaloTb, WO i TprBa-
nicTb ma€ 6yTn afjanToBaHa [0 TAXKKOCTi aTak Ta CTyrneHs
iHBanigm3auii nauieHTa.

3a pes3ynbTatamu HOBITHIX KAiIHIYHUX JOCNigXeHb
HelloaaBHO 6yny cxBaneHi HOBI NpenapaTy AnA Niky-
BaHHA nauieHTiB i3 NMOSD: ekynisymab, iHebinizymab
Ta caTpanisymab.

MporHo3 npyu NMOSD moxke 6yTu pi3HOMaHITHUM —
BifL MOBHOro ofy»kaHHA abo piAKiCHUX 3arocTpeHb
[0 NporpecHoi iHBanigmMsauii Ta cmepTi nauieHTa [1].
PiBeHb cmepTHOCTI npu NMOSD — Bucokui i carae,
3a lAHUMM PI3HUX KOFOPTHUX AOCTIAXKEHD, Big 25 Ao 50 %.

KniHiyHnn Bunagok

MauieHTKa M., 1975 poKy HapOAKeHHA, 3BepHYynachb
16.01.17 B KHIN «TepHoninbcbka obnacHa KniHiuHa ncuxo-
HeBpoOoriyHa NnikapHs» TepHOMiNbCbKOT 06M1paam 3i ckapra-
MW Ha M'I30BY CNTAOKICTb B HOrax, GifbLue B NpaBil, 3aTPUMKY
ceui, 6inb y rpyaHomy Bigaini xpe6Ta Ta BiguyTTA CTArYBaHHA
B FPYAHIN KNiTUi.

3 aHamHe3y BCTaHOBJIEHO, WO 3axBopina rocTpo, Konu
11.01.17 nouyna 6inb y MixnonaTKoBi AinAHLi Ta BiguyTTA
CTAryBaHHA B FPYAHIN KNiTui, Yepe3 foby PO3BUHYNUCH
M'A30Ba CnabKicTb Ta BiguyTTA 3aTepnaHHA y npasiii HO3i.
14.01.17 3'aBunacb cnabkKicTb B NiBili HO3i Ta 3aTpUMKa ceui,
3 npusoay Yoro Byna rocnitanizoBaHa. € 0co60to 3 iHBanigHi-
cTio 3 guTrHCTBA lll rpynmn BHacnigoK BpoaXKeHOoi KaTapaKkTuy
Ta aMaBpO3y NPaBoOro okKa.

Mig yac HagxoAXeHHA y HeBPOsOriYHOMY CTaTyCi nikap
BUABUB TaKi 3MiHW: rocTpoTa 30py OD = 0,01, BpoaxeHun
ropu3oHTaNnbHUIN HicTarm npu nornagi y6ik. LleHTpanbHui
HVXHIN Napanapes (rmnbokuii — B NpaBsiii HO3i, MOMipHO
BUpaKeHNn — B niBin). linectesia noBepxHeBux Ta rnnbo-
KUX BUAIB Yy TNMBOCTI 3@ NPOBIAHNKOBMM TUMOM 3 PiBHA Th5
LB06iuYHO. MopyLlueHHA GYHKLIT Ta30BUX OpraHiB — 3a LeH-
TpanbHMM TUNOM 3aTPUMKMN Ceui.

BcTaHoOBNeHO nonepefHin AiarHo3: nonepekoBuin MieniT
Ha rpyAHOMY PiBHi 3 HMXHIM LleHTpalibHMM napanape3om

(rMM6oKnMm — B NpaBiin HO3i, MOMiPHO BUPAXXeHUM — B i-
Bil1), NPOBIAHNKOBMMY pPO3afammn YyTANBOCTI 3 piBHA Th5,
nopyweHHAM QYHKLIT Ta30BUX OpPraHiB 3a LEeHTPanbHUM
TMMNoM (rocTpa 3aTpMMKa ceui).

MpoBepneHi obcTexxeHHA (17.01.2017 — 20.01.2017):

1. BipxuneHb y 3aranbHomy, 6ioximiyHOMYy aHanizax
KpOBIi Ta aHanisi ceui He BuABNeHo. 2. Peakuia BaccepmaHa
(RW) — HeratuBHa. 3. AHani3 KpoBi Ha peBMoOnNpobu — aHTu-
ctpentonianH O — 200 moa/mn, C-peakTBHUI GiNoK —
5,2 Mr/n, peBmMaToigHnin GakTop — 12 Moa/mi, CepoMyKoif
0,18 of. oNTUYHOT WinbHOCTI. 4. AHani3 KpoBi Ha boppenios
MEeTOAOM iMyHHOTrO 610TUHTY (western-blot) — aHTWTIN Kna-
ciB IgM Ta IgG He BuABneHo. 5. AHTMTINA JO aKBanopuHy-4 —
BUABIEHI anti-aquaporin-4 1gG. 6. EnekTpokapgaiorpadia —
HopMa. 7. Komn'toTepHa Tomorpadisa nereHb — NaToforivyHnx
3MiH He BUsABMeHO. 8. MarHiTHO-pe3oHaHCHa Tomorpadis
rpygHoro Bigainy xpebrta Ta CMUHHOIrO MO3KY — Bif CMVH-
HOIO MO3KY 3 nepeBa)KaHHAM B BiYHUX KaHaTMKaX Ha PiBHi
cermeHTa Th1 —Th9 (i3 3any4yeHHAM TaKoX WNNHOTO BiaAiny
xpebTa) BUABMEHI BOrHULWA NiABMLWEHOrO CUrHany Ha T2,
T2 STIR-306paxeHHAX. BucHosok: MPT-03Haku mienonartii
Ha piBHi cermeHTiB Th1 — Th9, NMoBipHO AK NpoAB none-
pekoBoro mienity. indepeHuitoBaT 3 ONTUKOMIENITOM.
OcCTeoxoHAPO3 rpyaHoro Binainy xpe6Ta, npaBobiuHMA CKO-
nio3 nepworo ctyneHA. 9. MPT ronoBHOro Mo3Ky — Ha MO-
MeHT obCTeXeHHA AaHuX 3a BorHuwese, gndysHe, o6’'emHe
ypaKeHHA roNOBHOr0 MO3KY JOCTOBIPHO He BUABNEHO.
10. OpTanbMonor — BpoakeHa kaTapakTa OD. 11. Yponor —
HENPOreHHNN CEYOBUIN MiXyp 3a FNNOTOHIYHMM TUMOM.
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MPT cnuHHoro mo3ky (MauieHTka M., 19.01.17)

OTxe, npoBefeHO aAndepeHuianbHy AiarHOCTUKY
3aXBOPIOBAHHA MAUIiEHTKN i3 AeAKMMU naTonoria-
MU, SIK-OT PO3CiSSHUI CKNepos, Helpocudinic, Jlanm-
6oppenios (HeBpoOsOriyHa CTagia), CUCTEMHI ayTOIMYHHI
3aXBOPIOBAHHA, MYXJIMHU CMMHHOTO MO3KY.

Ha rpyHTi KNiHiKO-aHaMHeCTUYHUX AaHuX, pe-
3ynbTaTiB MPT-06CTeXeHHA rpyaHoro Bigainy xpebta
Ta CMMHHOTO MO3KY (03Haku LETM), a Takox pe3ynbra-
Ty iMyHonoriyHoro obctexeHHA Ha anti-aquaporin-4
IgA, G, M (BuaBneHo anti-aquaporin-4 1gG) nicna
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npoBefeHOi gudpepeHUianbHOi fiarHOCTUKN XBOPIN
BCTAHOBMEHUN KNiHIYHWI giarHO3: ONTUKOHEeNpOMIeniT
(xBopoba [leBika), CepOnO3nTUBHWIA, CTafliA 3aroCcTpeH-
Hf, 3 HYXKHIM LLleHTpasibHUM Napanape3om (rMmubokmm—
B NMpaBiin HO3i, TOMiPHUM — B JiBil1), NPOBIAHNKOBUMM
po3nagamu 4yTAMBOCTI 3 piBHA Th5, nopyweHHAMN
bYHKLUIT Ta30BUX OpraHiB 3a LeHTpasbHUM TUMOM.

MNpoBepneHe nikyBaHHA: cony-megpos (1000 mr BHYT-
PilLHbOBEHHO KpPamn/IMHHO 5 AHIB), TPX CceaHcn nia3ma-
bepesy, L-ni3nHy ecLmHaT, akTOBETiH, ecceHLiane, TpeH-
Tan, HepoMmiauH, ageHo3nHTpudocdat, Hykneo MO,
nasniH, oMe3, KeNnTrKaH, animaresib, acrnapkam, BepoLuni-
poH. JlikyBanbHa $i3KynbTypa, Macax, enekrpodpopes
i3 NPO3epPUHOM Ha JiNAHKY CeYOBOro MiXypa, eneKkTpo-
CTUMYNALIA HUXHIX KiHLiBOK.

Micna npoBefeHOro nikyBaHHA CTaH XBOPOI Nonin-
WMBCA: CUMa Y HUXKHIX KiHUiBKax 36inbwmnaca go ner-
KOro napanapesy, perpecysanu Ta3oBi po3nagu.

Micna Bunmnckn i3 ctayioHapy naui€eHTKa B MeXKax
KNiHIYHOro AocnifgXeHHA OTPUMYE npenapaT CUCTEMHOI
imyHoTepanii. Mpotarom 2017 —2020 pp. it HEBPOJIO-
riYHWIA cTaTyC 3anuwasca cTabinbHMM, ek3auepbauiin
3aXBOPIOBAHHA He CNoCTepiranoch.
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