deMuennHunsupyrowime
3aboneBaHusa LUHC y peten

AHHa BnagumnpoBHa ActanoBa
Bpay-HeBPOJSior, Hay4YHbIN COTPYAHUK OoTAena
HENPOUHAEKLNUN U OpraHNYEeCKOM NaTonornm
HepBHOM cuctembl OI'bY AHKUNB ©®MBA
Poccun, kaHgnoaTt MeguUnMHCKNX Hayk




Knaccnpukauma gemmenmHusupyrowmx 3abonesaHuni

LLHC no npuumnHe paspyLieHUa mmenmHa

* PaccesHHbI CKnepos

e OCTpblii AUCCEMUHUPOBAHHDIN 3HUEedanommnenuT
(ADEM)
e OcTpblii remopparMyeckuii nenkosHuedpanur

AyTOMMMYHHbIE

MHd)eKLI,MOHHbIﬁ * [porpeccupyowmii MynbTMPOKaibHbI
dakTop neikoaHuedanut (PML)
MoHookeup yraepoaa AdemuennHusauma — paspyweHne ucXoaHo

Aeduuunt ButamuHa B12

* PryTHasa uHTtoKcuKauma (6onesHo MuHamara) HOpMaﬂbHOro MUWUE/NHa, BCAeACTBUE
ToKCUuHble Beuectsa/ |° A/KOronbHas/TabauHas am6amonus NaTO/IOTMYECKUX COCTOAHUN, O0OBYCNOBNEHHbIX
METaGOaneCKMﬁ ° U,EHTpaanbIM MOCTOBOU MUeNNHONN3 a TOMMM HHb”V\M Mj'”/] MHd)eK MOHHb”V\[/I
paxtop O e oo rers | e ) . u
e o 3aboneBaHMAMMU, NPU TOKCUYECKUX BO3OENCTBUAX
« Tunokcua N MeTabonnyecknux HapyLeHumaAX.

* PaguauMoHHOEe usnyyeHue

- Bonesws Euncanrepa (Binswanger disease] AuncmuennHnsauma — 3aboneBaHmA, CBA3aHHbIE
CocyaucTbin . ﬂop,ud(:pxosaﬂ aTepocKnepoTMyecKas C HapyweHnaAMn MmnenmnHa, O6YC1’IOBJ’I€HHb|e
dHUe@anonartua

NepBUYHbIM (BPOXKAEHHbIM) BMOXMMNYECKUM
nepeKkTom, Npu KOTOPOM U3HAYANIbHO HApPYLLEHA

HacneacrBeHHble AppeHoneiikoauncTpodus

3aboneBaHus, * MeTaxpomaTtuuecKan nemkoguctpodpumsa
CBA3aHHble * boneaub Kpabbe CTPYKTYPa MUENNUHA.
* bone3Hb AnekcaHgepa
C HapylwieHuem obmeHa * bone3Hb KaHaBaHa-BaH-borapTta-bepTpaHa
BELLECTs * BonesHb Nenuueyca-Mepubaxepa * eAnHOM KnaccudumKaumm Het
B MueinHe * deHUNKeToHypuA




Knaccupukauma socnaiMtenbHbIX AeMUETNHU3UPYIOLLLUX

3abonesanHuun LHC no popme

e PaccesaHHbIU cknepo3s (PC)

e OcTpblit aucceMmHUpoBaHHbIN 3HUedanomuenut (O4M)
e OnTMKoHeBpomuenut [leBuka

 bone3snb Mapbypra

MynbemugoKanbHble ghopmbl

e OpaHoouarosbli BapuaHT O49M

MoHodhoKanbHbie popmel * Mlonepe4HbIn Muenut
* PeTpobynbbapHbiit HEBpPUT

e JlekosHuedanut LUnnbaepa

e KoHueHTpuueckuu cknepos bano

dopmebl co CKnepo3om * MogocTpbiii CKNepo3npyowWMii naHsHUedanur

* Mporpeccupyrow,as mynbtudoKanbHaa neiKkosHUuedanonaTms
(PML) — JC-papovavirus

dopmbl C remopparnyeckum

e JlenkoaHuedanut Xapcra
KOMMOHEHTOM

AHTUTen-accounmposaHHbie |* NMDAR (N-methyl-D-aspartate receptor) + NMO
sHuedanonatum * NMDAR +ADEM

* eAMHOM KnaccudumKaumm HeT Spalise et all., 2010, B. Bannwel et all, 2016



BocnanutenbHble aAemuennHusnpyrowime 3aboneBaHuA

LUHC y neteu

MMmmMmyHoonocpeaoBaHHble 3a60n1eBaHUA, OCHOBHbIM NaTO/IOTMYECKUM
NPOLLECCOM NMPU KOTOPbLIX ABNAAETCA AeMUEIMHU3ALUA, TO eCTb paspyLieHue
MUeNnHOBOMN 060/104KU HEMPOHOB LIEHTPA/IbHO HEPBHOM CUCTEMDI

-
BocnaaaTeabAbie 3a00.1epamng IHC ]

b

\
. Janedannr /
[ Backyaatet ITHC BropH4HOE BOCHAIeHHE med
) IHNe(ATOMHETHT
N\ |
| N\ [ 1
) / eMHe/THHH3HPYIONHe AHTHTeIbHO- Hindp
[ IepBHYHBIE Bboaesns bexyera 3ado/1eBaHHAA omocpeIoBaHHLIE ==
i ) Capxonnos IHC 3HIe(ATHTH
| CRKEB
CHCTEeMHBIE BACKY/IHTEI
AHLHO- AHLHO- AnrtugochoaHnuIHLIH NMDA . GAD i
HeraTHBHBIE MO3HTHEHBIE CHHAPOM CASPR? LGI1 HpYycHeIE
JHOedaT0NaATHA Bakrepuaisubie
I GABA Tpudxorrnie
AMPA receptor

| \ XamuMOTO

IIporpeccHpyromHue He
porp pyrom NpOorpeccCHpyYHIMHAe

Glycine receptor
mGluRS receptor
CRMP3
Amphiphysin
Ma2

Hu (ANNA-1)
\___ J

* eAnHOM Knaccudpukaumm HeT



MprnobpereHHbIN AEMUENUHUSNPYIOLWUNA CUHOPOM

(ADS, acquired demyelinating syndrome)

Mo 3Tm TepMMHOM NOHUMAETCA NepBblv 3NU30A,
AeMUenMHn3aumm y amy maague 18 nert, Kotopbin
BK/IIOUYAET B cebA cnenyloLyto rpynny BOCNaNTENbHbIX
AeMmuennHunsupyrowmx sabonesaHmim LLHC:

* KJMHUYECKU U30/IMPOBAHHbIN CUHAPOM

(yalwe Bcero HEBPUT 3PUTENBHOIO HEPBA UM NONEPEYHbIA MUENNT)
* OCTpbIM AUCCEMUHUPOBAHHDLIN 3HUedanomumenut (O/15M)
* pacceAHHbIU cKknepos (PC)

e 3aboneBaHuUA cneKkTpa ONTUKOHEPOMMENUTA C AHTUTEIAMU K aKBaNOpUHY-4
(AQP4-3COHM)

°* MUeNUH-onurogeHapountTapHblii rnmkonporteuH (MOG)-IgG-accounnpoBaHHbie
3aboneBaHusn

ExXerogHasa 3abonesaemocTtb 0,5-1,66 Ha 100 000 petei



Knaccudumkauma npmobpereHHoro

AEeMUEIMHN3UPYIOLLEro CUHAPOMA Y AeTel

1. TeyueHue 3aboneBaHna (MoHodasHOE AN peLUANBUPYIOLLEE)

KanHunyeckn naonnposaHHbi cuHapom (KUC)

MoHodasHoe OcTpbIi AUCCEMUHNPOBAHHbIN sHUepanommnennt (O3M)

MynbTndasHoin O5M

CneKTtp 3abonesaHunit ontukoHenpommenmTta (C3-OHM)
PacceaHHbI cknepos (PC)

MOG Ab-accoummpoBaHHble 3aboneBaHumA

AQP4 Ab-accoumnmnpoBaHHble 3aboneBaHuUA

Peunpu-
BUpyloLlee

VVVYVV | VY

2. Hanwnume nnum otcytcrBue cneuudunueckux anturten (Hanpumep, MOG nam antutena K AQP4)

Hanuune nnu orcyrcreme sHuedpanonatum

4. Jlokanusauusa HesBpoaornyeckoro gepuumnta (MoHoPoKabHbIN (CMMHHOW MO3T UK
3PUTENbHbIN HEPB) UM NOAUPOKAIbHbIN)

w

Sophie M. Duignan u Cheryl A. Hemingway: Paediatric acquired demyelinating syndromes/Paediatrics
and Child Health, 2019



NatoreHes agemuennHnsnpyrowmnx saboneBaHnM xapakrepusyercsa
KaCKagaom natobmnonornyeckmnx cobbitnii, KOTopble 3anycKaroT
AayTOMMMYHHYIO aTaKy U BapbUPYIOT OT o4aroBoi iMM¢$oLUTapPHOM
WHPUAbTPALUN U aKTUBALUN MUKPOITUUN A0 AeMUENNHN3aLUMN

U pereHepaunm aKCOHOB

NHeKLMOHHbIe
areHThbl %

leHeTnyeckue ORC R
¢dakTopbl » %ﬁé

Redistribution of sodium channels
fopMOHaibHble K e %ﬁ‘
M3MeHeHus ' : e

Microglial activation Microglial cell

AyTOUMMYHHbIE
MeXaHU3Mbl

Mpeanonaraembie MeXxaHU3Mbl ayTOUMMYHHOMW aTaKM
" MOJIEKYNIAPHAA MUMUKPUA (NepeKpecTHbIM MMMYHHbIN OTBET Ha aHTUIeHbl BUPYCa M COCTaBAAOLWME MUENNHA)
" Hecneundumyeckan akTUBALMA ayTOPEAKTUBHbIX KNIETOK Mo, AeNCTBUEM CyNepaHTUIeHa
" noBpexaeHue (MHdUUMpoBaHNe) oONNroAEHAPONNNAbHbBIX KNETOK C HapyLleHNemM pecMHTe3a MUEINHA

" NoBpeXAEeHNE 3HAOTENNA COCYAO0B C HapyLleHneM remaTosaHuedanmyeckoro bapbepa v NPOHMKHOBEHME Yepe3
Hero CD4 n CD8 nmmdouunTtos



OcTpbi¥ AUCCEMMUHUPOBAHHbIN 3HUedanomuenut (0O49M)

NN X X X

CUHOHMMBbI: NOCTUHPEKUMNOHHbIN 3HUedanomnenut

OQ2M Hamnbonee pacnpocTpaHeH y AeTeu WKO/IbHOro BO3pacTa,
cpeaHUN BO3PACT Havyana 3aboneBaHua coctasnaeT ot 5 ao 8 ner.

O3M csnA3aH ¢ npeawecTteyoweid OPU 'y 67%-93% naynmeHTOB, NO3TOMY CYUTAETCA, YTO bonee
BbICOKaA 4acToTa MHPEKLUMOHHbIX 3aboneBaHn B AeTCTBe crnocobcTByeT 601blIEeN BEPOATHOCTU
BO3HMKHOBeHMA O1OM B 3TOM BO3pacTHOM rpynne. Mexay Bo3aenCTBMEM aHTUTEHA U
HayasbHbIMM cumnTomamm O19M, Kak npasuno, npoxoauT oT 4 Ao 12 AHEen, y HEKOTOPbIX
nauneHToB A0 6 Heaenb.

3abonesaemoctb o1 0,1 oo 0,6 Ha 100 000 B rog,
MpeobnapgaldT manbumKm B Bo3pacte oT 5 go 8 net

NMuk 3aboneBaemocT — 3Mma u BecHa

dPakTOpbl pPUCKa — npepgLiecTeyowan nHpekuma (OPU)

feHeTMKa — Ha AaHHbIN MOMEHT He NPOAEMOHCTPUPOBAHO KaKUX-1Mbo cneundunyeckmnx
reHeTU4YeCcKuUx myTtaumm, nonmmopePrnsmos, accoumauma aHTUreHoB IEMKOLMTOB
npu cnopaagnvyeckom O4AM



OcTpbi AUCCEMMUHMNPOBAHHBLIN 3HUedaNOMUENUT Y AeTEN

20-30% oT BCex BOCNa/INTe/IbHbIX AeMUEIMHU3ZUPYIOLLUX
3abonesannn LUHC y petei

OT1 6% po 18% petenn c OQ49M B KOHEYHOM UTOre
nporpeccupytot ao PC

daKTopbl pUcKa nporpeccuposaHmna O4M B PC:

= Bo3pacT cTaple 10 net npu nepsom obpalLeHnm
" OTCYyTCTBME 3HUedanonaTMm nam npealecTtsyowein nHoek

" HaaM4ne ONUroOKAOHAJIbHbIX NOAOC B CMMHHOMO3rOBOM
xXunakoctm (LLCH)

= XapaKTtepHble gna PC nepmnBeHTPUKYNAPHbIE oYaru
Ha MPT

" peTpobynbbapHbIN HEBPUT
" CeMeMnHbI aHaMHe3 — poACcTBeHHUKM ¢ PC




OcobeHHOCTN KNMHUUYECcKon KapTuHbl O19M y peten

1. ObwenHPpeKUMoHHbIN cnHapom (nepeHeceHHaa OPWN)
3a 4 nHA-6 Hepgenb oo aebrota O1SM.

2. TonoBHaAa 601b, pBOTA, HapYLLUEHUE 3PEHUSA, HAPYLLUEHUS
NOXOAKMW, MEHUHIea ibHble 3HaKW, BO3MOKHO pa3BuTHe dHuedanonarus

CYA0POXKHOIo cnHApoma (1/3 naumeHToB), NopaxKeHue — W3meHeHusa noseaeHus
YyepenHbIX HEPBOB, BK/OYaA PeTPOobynbbapHbIN HEBPUT. — HapyLueHus co3HaHus

3. OTAnYnTENBHBIM NMPU3HAKOM M 06A3aTEeNbHbIM OCHOBHbIM — Inunentudeckme npunagkn
CMMNTOMOM ABAAETCA 3HUedanonaTna (OT pa3aparkKUTeNbHOCTH
N CMYTAaHHOCTMU CO3HAHWUA A0 COH/IMBOCTU U KOMbl).

4. Mpwn BOBNEYEHUM CMTMHHOIO MO3ra (nonepeyHbIn MUeNnuT) — NMonncMmnTomMHbIe NPoABAEHUA
ABUraTeNbHble HAapPyLEeHUA, HapyLLUeHMe YYBCTBUTENbHOCTY, — HapylweHus 3peHus
HapyLlweHne GYHKLMN Ta30BbIX OPraHOB. _ Mapannerua u T.a,

5. MporpeccupoBaHue 3aboneBaHmn, Kak NpaBuIo, o4eHb bbicTpoe
N arpeccuBHOe, YacTo Tpebylollee rocnuTannsaLnm B oTae/IeHUe
WHTEHCUBHOM Tepanuu U pecnnupaTopHOi noaaepKKu.

6. OTcyTCcTBME 3HUEdanoNnaTMM Man sHuedanonaTms, BTOPMUYHanA
NO OTHOLLUEHUIO K INXOPaAKe, NPUBOAUT K ANArHO3Y KIMHNYECKN
n3onnposaHHoro cuHapoma (KNC)



OcobeHHOocTU MPT-KapTtuHbl npu OA2M y peteun

KT oTHOCUTENbHO HeUyBCTBUTE/IbHA K MU3MEHEHMAM Benoro BeLLecTsa
FOJIOBHOIO MO3ra U MOXeT NPonycTuTb Nnpmu3Hakn OLAOM.

Moka3aHo nposeaeHue MPT ronoBHOro h CAIMHHOrO Mo3ra

= ANCCeMUHMNPOBaHHbIe rMnepuHTEeHCUBHbIe odarn Ha T2-BW n FLAIR-BU B cynpaTeHTOpManbHOM
Nnn nHdpaTeHTopmanbHOM 6enom BelLecTBe, KOpe roI0BHOIO MO3ra, B CEPOM BELLLECTBE, B CTBO/1E FOJIOBHOIO
MO3ra, MOXeT BbIABNATbCA NOpaXKeHne 3puTtesibHblX HEPBOB N BOBJ/IeYeHMe CMMHHOIo Mos3ra.

" o4yaru ABYCTOPOHHME, KPYMHbIEe, NJIOX0 OTFPaHUYEHHble U AndPy3HbIe

" Ha MPT B AMHaMMKe Yyepe3 HECKO/IbKO mecAaueB nocsie moHodasHoro O19M — yayylieHue unm paspeleHme
04aroBbIX MU3MEHEHUM

FLAIR-BU mynbtndoKanbHblE
06.,1aCcTV NOBbILLEHHOrO
CUrHana B 6benom BellecTse

c 0beunx ctopoH. Ouaru
«nnameHeobpasHbie» U NIOXO
OTrPaHUNYEHHbIE




OcobeHHocT MPTKapTuHbl npn OOM y neteu

Manbumk 9 net. FLAIR-BU Hal-n aeHb (A), 5-1 aeHb
(B) n yepes 3 mec.(C). UcxoaHble n3obpaxkeHun
MOKa3bIBalOT XapaKTepPHble ABYCTOPOHHME oYaru
NeMUENNHU3ALNK, KOTOPble cTaHoBATCA bonee
pacnpocTpaHeHHbIMU Ha 5-1 aeHb (B). Mpu MPT

B AMHaMuMKe yepe3 3 mecaua (C) nonHoe

pa3peleHne o4aros.

Nesouka 12 net. O4OM co chnBHbIMM O4aramu Ha
FLAIR-BU (A). ByCTOpPOHHEE NOpaXKeHUE
NepuBEHTPUKYASPHOro 6enoro BeLLecTsa ¢
MENKUMM o4aramu, HakanamBatoLWMMM KOHTPACTHOEe
BewecTBo (B). MPT yepe3 2 mecAua — OCTaTO4YHblE
nameHeHuna 6enoro sewectsa (C).

Girish Bathla, Bruno Policeni, Acute Disseminated Encephalomyelitis
Neuroradiology: Spectrum and Evolution of Disease, 2019




BapuaHTtbl O19M y neteu

MoHoda3Hbit O19M

* [lepBbl U €ANHCTBEHHbIN 3NMN304 AeMUENNHN3aUMK C SHUedanonaTmen
* Bo3amorkHa GAOKTYyauma CMMNTOMOB
* HeT HOBbIX KIMHUYECKUX CUMNTOMOB 1 HOBbIX o4aros Ha MPT

yepe3 3 mecALa OT Havana 3aboneBaHus MoHodasHblii
* NMocne passutna OJOM noboe KonebaHme /\ OA3M / VL
KAMHUYECKUX NPU3HAKOB UM pe3y/ibTaToB BU3yain3aumm

unn >

v

B TeYeHWe nepBbiX 3 MecALEeB CYMTAETCA YacTblo <“— 3mecaya —> “— 3meciia —>
MOHO®da3Horo 3abonesaHusn OauH snusoa MNMoBTopHbIe 3n130abl
MynbtudasHbii O4AM MynbTudasHbiit

* Hosbi anu3oa O19M yepes Tpu nnm bonee mecaueB Nocne OASM

NepBOHAYaIbHOIO COObITUA, KOTOPOE MOXKET ObITb CBA3AHO
C HOBbIX M1 NOBTOPHOE MNOABNAEHUE PaHEE BbIIBAEHHbIX
KAMHUYECKUX CUMNTOMOB U U3MEeHeHun Ha MPT \ /\
° HeT cBSI3K C BpemeHem NpoBeAeHHOM CTEPOUAHOMN :
Tepanueil < 3mecaua —>

° Y netem 4acto accoummpoBaH ¢ Haandmem MOG-ab

MNosTopHbIN 3NK304 — He Bonee AByxX
Sophie M Duignan PAEDIATRICS AND CHILD HEALTH 2019



NlabopaTtopHaa agnarHoctuka O19M y neteu

Ona OO09M He cywectByeT cneundurUueckoro mapKepa, Ucrnosibayemole
nabopaTtopHbie NccenoBaHMA HAaNPaBAEHbl HA NCKAOYEHUN APYTUX
3aboneBaHUM (HEMPOUHPEKLNN, CUCTEMHbIX 3a60N€BaHUN U T.A.)

AHanus nnMkKBopa:
JlumdouyutapHbi N1eoLnTo3

OnuroKknoHanbHble NONOCbI peako BcTpevatorcs npu OA9M. OHu aBnAatoTcA HecneunPruyeckom HaxoaKom
N MoryT 6bITb OOHApPYKeHbl B KOHTEKCTE HEMPOMMMYHHbIX COCTOSIHUI, TaknX KaK PC, a TakXKe y naymneHTosB
C HEMPOBOCNA/INTENBbHBIMM COCTOAHUAMM, CBA3AHHBbIMK C aHTUTENAMU. ONUTOKNOHA/IbHbIE MOOCHI TAKKe
MOTYT MPUCYTCTBOBATb MPU HEKOTOPbIX HEMPOUHPEKLMUAX U PEBMATONOTMYECKUX 3aD0NEBaHMNAX

UccnenoBaHMA CbiIBOPOTKMU:

ONUroKNOHaNbHbIE NONOCDI: 415 OLEHKU OZIMTOKNOHA/IbHbIX MOAOC Y Bac A0AKHbI 6bITb napbl CMXK un
CbIBOPOTKM. [0N0KUTENbHbIN TECT onpeaenaeTca Haanymem > 2 nonoc (IgG) B cCNMHHOMO3roBoW
YUOAKOCTU, OTCYTCTBYHOLLUX B CbIBOPOTKE

AHTN-MOG IgG: 0K0N10 N0/I0BMHbI BCex cnyvaeB OIM asnatoTca nonoxmntenoHbimm Ha MOG-Ab, Torga
KaK NoYTu BCe cayydam mynbtudasHoro OIM asnatotca nonokutenbHoimm Ha MOG-Ab

AHTU-AQP4 1gG: 6uomapkep 3COHM. Hannume 3Tnx ayToaHTUTEN NMPU HEBPUTE 3PUTE/IBHOIO HEPBA
NN NoNepeyHoOM MUENNTe COOTBETCTBYET Kputepuam gnarHosa 3COHM

CLINICAL OVERVIEW Acute Disseminated Encephalomyelitis (ADEM), 2022



NlabopatopHaa gnarHoctuka O19M y neteu

UccnepoBaHmne CMXK (umtos, 6enok)

OnunroknoHanbHble Noaocbl B Kposn 1 CMMK

AytoaHTutena: MOG-ab, Aquaporin-4 (AHTU-AQP4 1gG)

UccneposaHue Kposu n CMMX Ha UHPEKLMOHHDbIe areHTbl (repnecBupycbl, SHTEPOBUPYCHI,
pecnupatopHble Bupycbl, MKB, BK3) metogamn UDA, MLUP

NHTpaTeKanbHbiit cuHTe3 IgG (B36, LUMB, BII, VZV, 6oppennn, BKI, Kopb, TOKCON1a3ma, KPpacHyxa)
AH®, AHUA, aHTutena K acAHK IgG, ckpuHUHr cuctembl KomnaemeHta (CH-50, C3, C4)

NononHUTEeNnbLHO

BUY, cupunuc

fOPpMOHbBI WUTOBUAHOMU XKenesbl

Butamuu D, B12, E

NapaHeonnactnueckas naHenb (Anti-Ri (ANNA-2) antibody, CRMP-5-IgG antibody, Anti-amphiphysin IgG
antibody, Anti-GAD65 antibody, NMDAR antibody)

AHTMPochonmnmnaHbIN CUHAPOM

OnpepeneHne aHTUTEN K NOBEPXHOCTHbIM aHTUreHam HelpoHoB (peuenTtopbl LGI-1, CASPAR2, AMPAR,
GABAR, NMDA)

CkpwunyeHko E.HO., Ckpunyenko H.B. 2018: UesaHoa I.[1. 2015



AnddepeHuymanbHaa amarHoctmka OO M y peteun

3aboneBaHunA cnekTpa
ONTUKOHEUPOMMUENUTA

= MOG-ab accoummnpoBaHHbie
3abonesaHus

* PaccesiHHbIN CKNepos3
= HenpouHdeKuumn

= O6bemHble obpasosaHua LLHC

. . POLG-1 myTauyma
= OCTpbIX remopparmyeckum LIHC

nenKosHuedpanur
= Backyaut LUHC

* femodaroyutapHbIn
NMM@pormcTMoumTos

" BpoXaeHHble HapyLeHUA
metabonnsma nnam

MUTOXOHApPUaNbHaA sHUedanonatua MELAS LiepebpanbHblii NeiikosHuedanonatma Henpodubpomaros-1
MMNOomMaTo3 Banwell B, Handb Clin Neurol. 2014




«Red flags» npu guarHoctuke O45M

KnnHunyeckue npoasneHus,
aTunuyHble gna O45M

Bo3moOXXHble NPUYnHbDI

IHUedannT, CUCTEMHbIE
ayTOMMMYHHble 3aboneBaHus
(HeMpocapkonaos, CKB), sBackyaut UHC

MocTtoAHHAA ronosHasa 6onb Unun
MEeHUHreanbHble 3HaKU

Backynunt UHC, aHTudochonmnnaHbini CUHAPOM,

MHCynbTONOA06HAA CUMNTOMATHKA MUTOXOHApPManbHble 3abonesaHua (MELAS, POLG-cuHapom)

MOBTOPHDbIN CYAOPOXKHbIA CUHAPOM NHPEKLUMOHHBIN NN aYyTOUMMMYHHbIN SHUEedannT

ncToHnA, napKknHcoHonoaobHan

NHPEKUMOHHBIN NN aYyTOUMMMYHHbIN SHUEedannT
CMMNTOMATUKA d) 4 y y 4 d)

Henponcuxmatpuueckaas CMMNTOMAaTUKA CKB, ayTouMMyHHbIN 3HUEedaNnT

[eHeTn4yeckmne/6one3Hn obmeHa, LuepebpasibHbIN MMOMATOS3,

Mporpeccupytouiee TeyeHne HenpocapKkonaos

MepneHHO nporpeccupytoLan

[eHeTUYeckmne/6onesHn obmeHa
HEBPO/IOrM4YecKaa CMMNTOMATUKA B aHaMHe3e

[eHeTMYyecKne/6onesHn obmeHa, CUCTEMHbIE ayTOMMMYHHble
MoBTOpHbIE 3NU30AbI SHUEedanonaTun 3a60/1€BaHNA, ayTOMMMYHHbIN 3HUEedanunT, ocTpasn
HEeKpOTU3MpYyoLWwas sHuedanonatma




«Red flags» npu anarHoctuke O45M

OaHHble CMX, He xapaKTtepHble ana O45M

Mneouutos 6onee 50/mm?3, HeliTpodUNbHDLIN Henpoundekunm (BIT, B3b, sHTEpoBUpPYC, MMKOMNAA3Ma),
nneouutos, 6enok 6onee 100 mg/dl 3COHM, CKB

AaHHble MPT, atunuyHbie gna OA5M

[eHeTuYecKne/6onesHn obmeHa, neiMkogmctpodus,

7 3Hble CMMMETPUUYHbIE o4aru
Anddy P MUTOXOHApPMaNbHble 3abonesaHunA, Tokcmvyeckoe noparkeHmne(CO)

NwemmnyecKkune oyaru ¢ orpaHMYEHHOMU NHCynbT, MUTOXOHAPMANbHblEe 3aboneBaHuA, HeMponHpeKUUK,
anddysuei aHTMdOCHONNNMNAHDBIN CUHAPOM, LiepebpanbHbI BACKY/IUT
MopakeHne BUCOUHDbIX Aonen AyTOMMMYHHbIN 3HUEedaNUT

Sophie M. Duignan n Cheryl A. Hemingway «Paediatric acquired demyelinating syndromes» Paediatrics and Child Health, 2019



JleueHne OOM y petem

MetunnpeaHusonoH B ao3e a0 30 mr/Kr, Ho He 6onee 1000 mr/cyT B TedyeHue 3-5 aHen.
JKCTpaKopnopanbHble meToabl (N1a3zmadepes, KackagHaa naasmadunbTpaums)

BHYTpUBEHHbIE MMMYHOIN06YNMHbBI (KypcoBas Ao03a 2 r/Kr 3a 3-5 aHel)

Bo BCceX COMHUTENbHbDIX C/yyasnX, A0 NONYyYEHUA pe3y/IbTaTOB OKOHYATe/IbHOro 3TUOJI0FMUYECKOro
o6cnenoBaHMA HAa3HAYAKOTCA NPOTUBOBUPYCHBbIE NpenapaTbl (aLUMKAOBUP, FAHLUMKAOBUP U T.A4.) U NPU
Ha/AMYMM NOKa3aHUM aHTUDaKTepUanbHble npenapaTthbl (LedTPUAKCOH, LepoTakCMM, a3UTPOMULIUH,
JOKCULMKAWH U T.A.)

HenpomeTtabonnueckasna, HOOTpPONHaaA Tepanma, HEMPOBUTAMMUHDI
Butamuu D o1 600 g0 4000 ME B cyTKM (MMHMMabHaA KOHLUEHTpauUms B cbiBopoTke 25(0OH)D 50 Hmonb/n)
Peabunutauua (PTO, mexaHotepanua, JIPK n 1.4.)

Ncuxotepanus
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KnnHuueckun nsonmposaHHbi cuHapom (KUC)

y AeTeun

MepBblit 3N1M304 C BLICOKMM PUCKOM NPOrpeccupoBaHuUn
AeMUEeNNHU3NPYIOLWEro npouecca

MoHocumnTOMaTUK
oHoc omaruka dHuedanonatum
s HET
NMonancumnromartuka (peako)

nepBbiX 3NU304, AeMUEIMHU3ALMU, KOTOPbIN HEe CONPOBOXAaeTcA
cMMmnToMamm sHUedanonaTnum n MoXKeT BbiTb KAK MOHOCMMIMTOMHbIM,
TaK 1 MOIMCMMNTOMHbIM U XapaKTepunsyeTca o4HO- NI MHOTOO4YaroBbimM
nopaxkeHnem LUHC.

U KUC n O49M co BpemeHem moryT TpaHcdopmuposatbca B PC

Pucku tpancpopmanyum B PC pasnnuHbl 1 60nee BbICOKME Y NAUUEHTOB

c KNC B cpaBHeHnn ¢ O49M u gpyrmumm moHopasHbIMK (OCTPbIMMK)
AeMUENUHU3NPYOWMMUM 3aboneBaHnamU. Hanpumep, npn nonndoKaibHOM
KWUC puck coctasnsaet (30-50%), npu nonepedyHom mmnenute (8%), npu
peTpobynbbapHom HeBpuTe (30-45%), a npu OAOM (15-25%)




NlabopatopHana anarHoctuka KUC y peten

" UccnepoBaHme CMXK (uuTtos, 6enok)

= OnuroknoHanbHble nonocbl B Kposn 1 CMMK

= AytoaHtuTtena: MOG-ab, Aquaporin-4 (AHTKU-AQP4 I1gG)

" UccnepoBaHue Kposu n CMMXK Ha MHPEKLMOHHbIE areHTbl
(repnecsupycbl, 3HTEPOBUPYCHI, pecnmnpaTopHblie Bupycbl, KB, BK3) metogamun NOA, TLP

* UHTpaTeKanbHbI cuHTe3 IgG (B36, LIMB, BII, VZV, 6oppennn, BK3, Kopb, TOKCON1asma,
KpacHyxa)

= AH®, AHUA, aHtuTena K acAHK IgG, cKpuHuHr cuctembl KomnaemeHnta (CH-50, C3, C4)

NononHUTEeNnbLHO

" BUM, cupununc

" [OpPMOHbI WUTOBUAHOMN Kenesbl

= Butramuu D, B12, E

= MapaHeonnactuuyecKan naHenb (Anti-Ri (ANNA-2) antibody, CRMP-5-1gG antibody, Anti-amphiphysin IgG antibody,
Anti-GAD65 antibody, NMDAR antibody)

" AHTMdochonmnuaHbIi CMHAPOM

" OnpepeneHne aHTUTEN K NOBEPXHOCTHbIM aHTUreHam HeupoHoB (peuenTtopsbl LGI-1, CASPAR2, AMPAR, GABAR,
NMDA)

CkpwunyeHko E.HO., Ckpunyenko H.B. 2018: UesaHoa I.[1. 2015



JleueHue KUC y peteun

MetunnpeaHusonoH B ao3e a0 30 mr/Kr, Ho He 6onee 1000 mr/cyT B TedyeHue 3-5 aHen.
JKCTpaKopnopanbHble meToabl (N1a3zmadepes, KackagHaa naasmadunbTpaums)

BHYTpUBEHHbIE MMMYHOIN06YNMHbBI (KypcoBas Ao03a 2 r/Kr 3a 3-5 aHel)

Bo BCceX COMHUTENbHbDIX C/yyasnX, A0 NONYyYEHUA pe3y/IbTaTOB OKOHYATe/IbHOro 3TUOJI0FMUYECKOro
o6cnenoBaHMA HAa3HAYAKOTCA NPOTUBOBUPYCHBbIE NpenapaTbl (aLUMKAOBUP, FAHLUMKAOBUP U T.A4.) U NPU
Ha/AMYMM NOKa3aHUM aHTUDaKTepUanbHble npenapaTthbl (LedTPUAKCOH, LepoTakCMM, a3UTPOMULIUH,
JOKCULMKAWH U T.A.)

HenpomeTtabonnueckasna, HOOTpPONHaaA Tepanma, HEMPOBUTAMMUHDI
Butamuu D o1 600 g0 4000 ME B cyTKM (MMHMMabHaA KOHLUEHTpauUms B cbiBopoTke 25(0OH)D 50 Hmonb/n)

Peabunutauua (PTO, mexaHotepanua, JIPK n 1.4.)

W W VN W NN N

Ncuxotepanus



PacceaHHbIn cknepos (PC) y npeten

PacceaHHbl cknepos (PC) y aeteit — ayToMMMyHHOe
N HelpoaereHepaTuBHoOe 3aboneBaHune 6enoro u ceporo Beuwectsa LIHC

Obwana 3aboneBaemoctb PC B mmpe — 2,6 M/IH. 4enoBeK

[Netn c PC coctaBnatoT 3-10% Bcex 60nbHbIX PC

3aboneBaemocTb Konebnetca ot 0.13 o 0.66 Ha 100 000 geten

[etn c PC B Bo3pacTte go 10-12 net — Ao 1% ot BCcex cnyyaeB 3aboneBaHus

B paae pernoHoB Poccun 3aboneBaemoctb PC coctaBnaet 20-60 cnyyaeB Ha 100 TbiC. HaceneHms

NN XX

Prevalence of multiple sclerosis (per 100000 population)
BWoto<30 [150t0<180
B 30 to <60 180to <210
E60to<90 [ 210to <240
C190to<120 MM 240to <270

B ot <asp. B 27067300 Sophie M Duignan PAEDIATRICS AND CHILD HEALTH 2019



OcobeHHocTu PCy nerten

“VY netein c ne6rotom PC 0o 11 net cooTHOLWEHUE Ma/IbYUKOB
U gesoyeK npubausmntenbHo oguHaKosoe, nocae 12 ner
npeobnapalot AeBOUYKMU

“ [e6iot PCy peTteli crapLuero so3pacra Yyawe MmoHopOoKanbHbIK, y rpynnbl maagwe 10 net —
nonngoKanbHbIN 1 BoBneKaeTca ctBoa TM. Ho B uenom cumntombl PC cxoXm y nogpoCcTKoB
N B3POC/bIX

YactoTa obocTpeHunit y geteit B nepsble 6 neT OT Hayana 3aboneBaHumA B 2-3 pa3a 6onblue,
4eM Yy B3POC/bIX

MpnbnmnsntensHo y 30% peren Ha paHHeMm 3Tane o6HapPYKMBAKOTCA NPU3HAKU 3HAYUTE/IbHDbIX
KOTHUTUBHbIX HApPYLUEeHMIA CO 3HAUYMUTENIbHbIM MPOrPeccnpoBaHmMem B Te4eHUe ABYX JET,
6onee 50% peten 4EMOHCTPUPYIOT CHUXKEHNE KOTHUTMBHbIX MOKa3aTenemn B tTe4eHune 5 net

“ TaxkecTb ob6ocTpeHunii no wkane EDSS y geteii 6onblue, HO AeTH ayyLle n BbicTpee
BOCCTAHaB/INBAIOT HEBPOAOrMYeckumn aedunumnt nocne 1 annsona geMmennHU3aLmnm

% [locTUMKeHne 3HaYMMOoN MHBaNUAN3aLUM 3aHUMAET Y AeTeit 60NbLIMi NPOMEKYTOK

BpeMmeHMn, HO B Le/1I0OM BO3pPaCT ee AOCTUHKEHNA MEHbLUE, YEM Y B3POC/bIX



dakTopbl pucka PCy nerten

feHeTuKa. Puck PC ot 2% 00 5% y 6an»Kanlimx poacTBeHHUKOB M oT 25% a0 30%

Y MOHO3UTFOTHbIX 6/1M3HeL0B. [epBbiM reHeTUYECKUM GaKTOPOM PUCKa,
NaeHTMOUUMPOBAHHbBIM Y NpeacTaBmuTenemn esponeongHom pacel ¢ PC, anaetca
HLA-DRB1*15:01 8 MHC knacca Il. Haanumne BapmaHTa yBENMUYMBAET PUCK PACCEAHHOIO
CKNepo3a npumepHo B 3 pasa.

Mpepwectsyowan MHPeKuna BUpycom dnwiteimHa-bapp HensmeHHo cBA3aHa € NOBbIWEHHBIM PUCKOM Pa3BUTUA

pacceAHHOro ckneposa y aeten. Ans nuu c npealectsytowen nidekumen npocroro repneca (BMr) puck PC 3aBucut ot
ctatyca HLA-DRB1*1501.

HM3KMF| yYpoBeéHb BUTaMUHA D v Hu3koe I'IOTpe6.I'IEHM€ Kene3a Nokasaainm 3Ha4nTes/ibHYyH CBA3b C NegnaTpU4eCKknm PC.

CocTaB KMLWIEYHOU MUKPOBUOTBI npu PCy aeTeit uMeeT HEKOTOpble OTAIMUYMA MO CPABHEHMIO CO 34,0POBbIM KOHTPONEM.
NccnepoBaHUA NOKa3ann M3aMeHeHne MUKPOBMOTbI KMLeYyHUKa y nauneHToB ¢ PC B cTopoHy 60s1ee BocnanntenbHoM cpeapl.

OXXupeHue. MHorve nccieaoBaHNA NMOKa3bIBalOT, YTO BbICOKUI NPOLLEHT NaumeHTos ¢ PC umeeT n3bbITOUHbIN Bec. bonee
BbICOKME MHAEKCbl MacCbl Te/1a CBSA3aHbl C NOBbILWEHHbIM PUCKOM pa3BuTma PC y aeBoyeK B noctnybepTtaTHOM nepuoae.

Y peBo4yeK ¢ n3bbITOYHOM MACCOoM Tena nnam oxnpeHmem 3aboneBaHme HauMHanocb B 60s1ee paHHEM BO3pacTe NO CPAaBHEHUIO
C AeBoYKamu ¢ bonee HM3KUM MMT.

Bo3peicTBue KypeHUA. OaHo nccnefosaHmne Nokasano, YTo KypeHue poauteneit 4oMa yABanBaeT PUCK NepBoro
anunsopa PC. Bo3geiictBme curapeTHoro apima B codetaHnm ¢ HLA-DRB1*1501-n03UTUBHbBIM CTaTyCOM YBE/IMUYMBAJIO
BepoATHOCTb PCy geten B 3,7 pa3a NO CPAaBHEHMUIO C AETbMU C MOHOPA3HbIM NPNOBPETEHHBIM AEMUENUHU3NPYIOLLUM
CUHAPOMOM.



KnnHnunueckune npoasneHuna PCy aeteu

Ataka, npucTtyn, peuuaus, o6ocTtpeHune, KAIMHUYECKU N30IMPOBaAHHbIN

cuHapom (KUC — Koraa 31o nepBbin 3NM304) — 3TO CUHOHUMBI,

3T TEPMUHbI NOAPA3YMEBAIOT N0, COO0M MOHOPA3HbIN KANHUYECKUM 3NN304,

C 0O BEKTUBHBIMU AAHHBIMM O HANNYUU MOHO- NN NOIMPOKAIbHOM 04AroBOW HEBPOJIOTUYECKOM
CMMNTOMATUKMN, XapaKTEPHOW A5 3NU304a BoCnanutenbHon aemmennHusaumm LIHC.

ITOT 3NU304, MOXKET Pa3BUTbLCA OCTPO UM NOAOCTPO, O4aroBaa HEBPOIOrMYecKaas CUMNTOMATUKA A0NXKHA
COXPaHATbCA He meHee 24 4acoB C BO3MOKHbIM NOCAeAyIoLWMM CAMOCTOATE/IbHbIM BOCCTaHOB/IEHMEM
N He CoNPOoBOXKAaTbCA 06w EenHDEKLMNOHHbIM CUHAPOMOM.

KnnHnuyeckue npoasaeHuna: napesbl, HapyLLeHWE YyBCTBUTENbHOCTM, NOParKeHME YepenHbIX HEPBOB
(B TOM yncne petpobynbbapHbIN HEBPUT), KOOPAMHATOPHbIE HAPYLLIEHMS, HapyweHne GYHKLUNM Ta30BbIX
opraHoB U T.A4. [ToparkeHne MOo3KeuKa ¥ CTBO1a FTOI0OBHOFO MO3ra BCTPEeYatoTCs Yalle, YeM Y B3POC/bIX.

Yauie BCTpeyaloTca: HapyweHue 4yyBcTBuTeIbHOCTH (39-63%); M0O3)KeuKoBble HapyLUEeHUA, TaKNe KaK
aTtakcma unun amsaptpua (44—-50%); cHUXKeHue oCcTPOTbl 3peHna nnm 6one3HeHHble ABUXKEHUA TNa3
(36—38%); ctBoN ronosHoro mosra (30—-31%); remunapes, napanapes, auchyHKUmA
KuweyHmnKa/mouesoro ny3bipa (29-50%).

3|-|u,e¢anonam;| He AB/1AeTCA NPU3HaKOM pacCCeAHHOro CK/iepo3a.

Giulia Fadda, Thais Armangue, Tanuja Chitnis Prof n Brenda Banwell «Paediatric multiple sclerosis and antibody-associated demyelination: clinical, imaging, and biological considerations for diagnosis and care» Lancet Neurology, 2021



MPT-kapTtuHa npu getckom PC

TUNMUYHAA NOKANTU3ALUA
NepuUBEHTPUKYNAPHOE benoe BeLecTBo
MO30/INCTOE TENO

cybKOpTMKanbHOE BELLECTBO

CTBOJ1 MO3ra

HOMKU 1 remmncPepbl MO3XKeYKa

Kopa

VVVYYYVY

PEOKAA NTOKAJTIU3ALUA

> TMOAKOPKOBbIE A4Pa

> 3puUTeNibHble HEPBbI

» cnnHHOoM mo3r (ana PC xapaKTepHbl Heboablune
oKkpyrable odaru, ana O93M n NMO 6onee obwmnpHbie
oyaru, bonee 3 cermeHToB CM)




MPT-kapTtuHa npu getckom PC

Mpu nepsom MPT 6oabluee YNCNOo o4aros
Ha T2-BWU, ouarn 6onee KpynHbie (>1 cm)
MO CPaBHEHMIO CO B3POC/IbIMU, YTO MOKET
cBuageTenbCrBsoBaTb O bonee BblPpaXX€HHOM
OTeKe B 30He NOpPa*KeHUs, YTO BEPOATHO,
CBA3aHO C HE3peJibiIM I'eMaT03HLI,e¢aI'IW-IeCKMM
Hapbepom U MUKPOTANEN Y AETEN.

Yawe BbIABAAIOTCA Oo4aru
HaKan/AuBalowWMe KOHTPACTHOe BeLw,ecTBo
(68,4% npotus 21,2%).

Yawe HabnlopaeTca paspewweHue (>50%)
paHee BbiABNEHHbIX o4yaros Ha T2-BU no
CPaBHEHWIO CO B3POC/bIMU, YTO
CBUAETENbCTBYET O MEHEE AECTPYKTUBHbIX UK
bonee 06paTMMbIX NOPAXKEHUAX Y AETEN, UTO
0b6bACHAETCA MEeHbLUEN NOTEPEN aKCOHOB U
AEMUENNHU3ALNEN NN NTYYLLEN
peMmumennHusaumen y aetem, 4em y B3pocC/bix.

B. Bannwel ECTRIMS Summer school 2016

Gd+ ovaru




Kputepun McDonald 2017 pna anccemmnHauyum

B NPOCTPAHCTBE U BpemeHU no AgaHHbIm MPT

AunccemumnHauma 8 npocrtpaHctse (DIS)

Mo:keT 6bITb NOATBEPKAEHA HA/IMMUEM OAHOTO U
HEeCKO/IbKUX TMNEePUHTEHCUBHbIX o4yaros Ha T2-BU
XapaKtepHbix ana PC B aByx nnm 6onee ns cneayowmx
obnacrteinn UHC:

- NePUBEHTPUKYNAPHO

- KOPKOBbIE UN IOKCTAaKOPTUKA/NIbHO
- UHPpPATEHTOPUA/IbHO

- CMUHHOW MO3r

AuccemumnHauua so spemeHu (DIT)

OpHOBpPEeMEHHbIM HAaIMYMEeM oYara HakanamBealoLero
KOHTPACTHOEe BeL,eCcTBO U o4Yara He HaKanamBaloLero
KOHTpPACTHOEe BeLLecTBo

U

NoasneHue HOBOro rMNEePUHTEHCUBHOrO o4ara Ha T2-BU
WK ovara, HaKan/IMBaloLWero KOHTPacTHOe BeL,ecTso npu
nocnegytowem MPT 8 cpaBHeHUM ¢ 6a30BbimM
(nepBoHauanbHbiM) MP-uccneaoBaHnem He3aBUCUMMO OT
BpemMeHM ero nposeaeHus




MeXxayHapoaHble Kputepuun gnarHoctukm PC

McDonald, pepgakuuna 2017 rop,

(pekomeHpoBaHbI ana gereut ctapwe 11 ner)

22 KINHUYECKUX
aTakK

22 KJIMHNYEeCKunx
aTakK

22 KJIMHNYECKunx
aTakK

1 KAnHuyeckKasn
aTtaka
(Hanpumep, KUC)

1 KAMHUYECKUU
anun3op,
(Hanpumep, KUC)

Konnuectso ouaroB ¢ 06 beKTUBHbIMU
KAUWHNU4YEeCKMMU npnusHaKkamum

>2

1 ouar, Hannyue 06BEKTMBHbIX KNIMHUYECKUX
NPN3HAKOB N dHAMHE3 npe,a,nonararou.l,mﬁ
Ha/1n4yne CtapblX o4aros

1 ouar, Hannyume 06BEKTMBHbIX KNIMHUYECKUX
NPMN3HAaKOB 6e3 aHamHe3a npeanonorarowero
Haandunme npeablayumnx o4aros

>2 04aroB U HanMyme 0H6BHLEKTUBHbIX
KANHUYECKUX NMPUN3HAKOB

1 ouar, Hannuume 06BEKTUBHbIX KAMHUYECKUNX
NPMN3HAaKOB

[lononHUTeNnbHblE AaHHbIe,
Heobxoaumbie ana amarHosa PC

He TpebyeTca

He TpebyeTtca

[inccemmnHaLmA B NPOCTpPaHCTBE (AONONHUTENbHASA
KNMHMYECKan aTaKa C BOBJIeYeHNeM Apyroro y4acTtKka
LUHC nan MPT)

AnccemMmHaumna Bo BpemeHu (HoBasa KAMHMYECKas aTaKa
MM HoBble oYarn Ha MPT) U1 Hannune
O/IMTOKNOHaNbHbIX LLICHK-cneundunyecknx antmuten

1. lnccemMmHauma B NPOCTPaHCTBe (HOBaA KANMHUYECKan
aTaKa c BoBaeyeHnem apyroro yyactka LUHC nam MPT)
2. AnccemmnHauma Bo BpeMeHu (HoBas KAMHNYECKas
aTtaka Uam HoBble o4arn Ha MPT) uau Hannume
ONNTOKNIOHaNbHbIX LICH-cneundurnyecknx aHtuten



MeXxayHapoaHble Kputepuun gnarHoctukm PC

McDonald, pepgakuuna 2017 rop,

(pekomeHpoBaHbI ana gereut ctapwe 11 ner)

» [na naymeHToB cTaplue 18 net, ecnm Kputepumn McDonald 2017 roga
BbIMOJIHEHbI U NyYlLero 06bACHEHUA KIMHNYECKOM KapPTUHbI HET,
anarHos — PC.

» Tpun Bo3HMKHOBeHUM KUC, Ho KpuTepmun McDonald 2017 He NOAHOCTbIO BbINOAHEHbI, ANATHO3 —
BepoATHbIN PC.

» Ecnn Bo Bpemsa obcnenoBaHms BbiABNEHO 3ab0neBaHUE, KOTOPOE Jly4llie COOTBETCTBYET KIMHUYECKOMN
KapTuUHe, amarHo3 — He PC.

» Ecnu ann304 NONHOCTbIO COOTBETCTBYET ONPEAENEeHMNI0 KKANHNYECKAA aTaKa», TO HUKAKUX
NONOSIHUTENbHbIX 06CcNeaoBaHNI He TpebyeTcs.

»  Ecnn knnHunyeckmne n MPT gaHHble HegocTaTouYHble (Hanpumep, aNn3oa He COOTBETCTBYET
onpeaeneHuto KKAMHMYECKanA aTaka») N ecTb COMHEHUA, TO AONOJHUTENBHO cieayeT BbiNnoNHUTb MPT
CAMHHOIO MO3ra n nccneaoBaHmMe ONIMIOK/I0HANbHbIX nonoc B LLCHK.

» Ecnn pesynbTatbl 4ONO/NHUTE/IHOIO 06Ccne0BaHNA OKasaanucb oTpuLaTeibHbIMK, cneayeTt cobntoaaTb
OCTOPOKHOCTb M PACCMOTPETbL APYrne anbTepPHATUBHbIE ANATHO3bI.

» narHo3 PC, oCHOBaHHbIN Ha 06 BEKTMBHbIX AaHHbIX ABYX KAMHUYECKMX aTaK, CaMbl OCTOBEPHbIN.



MexayHapoaHble agnarHoctuyeckue Kputepum PCy neren
(IPMSSG) 2012 r

(pekomeHaoBaHbI K UCNO/b30BaHUIO Y AeTelr maaawe 11 ner)
*»» [1Ba KNIMHUYECKNX anmn3oa (6e3 sHuedasnonatnm), KIMHUYECKAA KapPTUHA
COOTBETCTBYET TUNUYHbIM Ana PC obocTpeHuam, c pasHuuen bonee yem
30 gHen, 3aTparmsBarowme bonee yem 1 061acTb rONOBHOrO MO3ra,
3pUTE/IbHbIX HEPBOB UM CMMHHOIO MO3ra.

L)

** OguH KNMHUYECKMM 3Nn304 Yy NauneHTa B Bo3pacte 11-18 net ¢ KAMHMKoN, TunuyHoun ana PC,
cooTBeTcTBYOWMIM KpnTepmnam McDonald 2010 r npu pacnpocTtpaHeHnn oyaros Ha MPT B npocTpaHcTBe
(21 T2-rMnepuHTEHCMBHOIO 0Yara, PacnoNOXEHHOro Kak MUHUMYM B 2 U3 4 xapakTepHbIx ana PC 30Hax:
IOKCTAKOPTUKANbHO, NEPUBEHTPUKYAAPHO, UHPPATEHTOPMANBHO, B CMTMHHOM MO3T€) U KpUTEPUAM
AncceMmmHaumm Bo BpemeHu (Hanmumem Ha MPT 6eccumntomHoro oyara(oB), HaKanAMBaoOLLLETO
KOHTPAacCT, MU o4ara, He HaKan/IMBatoLWeEro KOHTPACT).

L)

o0

** OAWH KNuHM4Yeckum anusop, (6es aHuedanonatnun), xapaktepHboit ana PC n Ha MPT v npu npoBeaeHuu
yepe3 30 gHen nocne pPa3BUTUA KIIMHNYECKON CUMNTOMATUKM U BbIABNEHUA NO MEHbLUEN Mepe OAHOTro
HOBOIoO o4yara Ha T2-BMW.

** Hanunume nepBoOro KAMHUYECKOro ann3oaa, KOTopbin cooTBeTcTBYeT Kputepmam O3M, nanee
BO3HWKHOBEHME BTOPOTro 3nn3oaa, BO3MOXKHO 6e3 KnnHukm O19M (uepe3 3 n bonee mecaues nocne

NepBOro), cBA3aHHOE C NOAB/IEHNEM HOBbIX o4aroB Ha MPT, cooTBeTcTBYOLWMX KpuTepmam McDonald
2010.

L)

| Krupp, Banwell, Tenembaum, 2013 |




JlabopatopHana anarHoctuka PCy peteu

* WccnepoBaHme CMXK (unto3, 6enoK)

= ONUroksoHanbHble Nonocbl B Kposn n CMMK

= AytoaHTuTena: MOG-ab, Aquaporin-4 (AHTU-AQP4 I1gG)

= OCHOBHOM 6eNoK MMUeNnHa

" WccnepoBaHue KpoBu U CMK Ha MHPEKLMOHHbIE areHTbl (repnecBupycbl, SHTEPOBUPYCHI,
pecnupatopHble Bupycbl, KB, BK3) metoaammn NOA, MLIP

" WHTpaTeKkanbHbIM cnHTE3 I1gG (B36, LUMB, BII, VZV, 6oppennu, BK3, Kopb, TOKCON1asma,
KpacHyxa)

= AH®, AHUA, aHTuTena K ocHK I1gG, cKpnHUHT cuctembl KomnaemeHTta (CH-50, C3, C4)

OdononHutenbHO
= BUM, cnudmnnmnc

" [OPMOHbI WMTOBUAHOMN Xenesbl
= ButamuH D, B12, E
= [apaHeonnactuyeckas naHenb (Anti-Ri (ANNA-2) antibody, CRMP-5-1gG antibody, Anti-amphiphysin IgG
antibody, Anti-GADG65 antibody, NMDAR antibody)
" AHTUPOCHONMNNUAHBIN CUHAPOM
" OnpeaeneHne aHTUTEN K NOBEPXHOCTHbIM aHTUreHam HelpoHoB (peuenTtopbl LGI-1, CASPAR2, AMPAR,
GABAR, NMDA)
= MRZ-peakuua npu pacceaHOM CKiepose
" [eHoTunupoBaHme HLADRB1 npun peBmaTmnyeckom natosnornm CkpunyeHko E.HO., CkpunyeHko H.B. 2018: Msanosa IM1. 2015



BbisBAEHME OIMTOKIOHA/IbHOTO MMMYHOIN06yIMHA

IgG B "nKBOpe

Tvn Xapakrep Xapaktep
cuHTesa| cvHTe3a lgG B cuHTesa lgG e KnuHuyeckasa MHTepnpetauua
nukeope CbIBOPOTKE KPOBU
1 [MonnknoHanoHbIA [MonuknoHanbHLIN Hopwma 1 0CTpoe BocnanuTensHoe
3zabonepaHue.
5 0 il . YyecTBUTENBHOCTE AocTUraeT 85-95% B
NMUrOKIOHaNbHbIN ONUKIOHaIbHbIN ne6ioTe 3a6ONeBaHMs.
OnuroknoHanbHelin | XapaktepeH ana PC, nHorga (+) npu CKB,
3 OnurokNoHanbHbIA NOCTUH(EKUWOHHBLIX 3HUedannTax,
(MeHbLLE nonoc) capkougose.
XapakTepeH npu reHepanna3oBaHHbIX
OnUroknoHanbHbl NPOLIECCOB C BOBMNEYEHUEM remarto-
4 OnuroknoHanbHbI 3HUedann4eckoro bapeepa: boppenuos,
(ngeHTu4Ho LICXK) Henpocudunuc, MNiteH-Bappe, BUY,
rPOKOBLIA MEHWHIO3HLUEdanuT.
MHoxecTBeHHaa muenoma, numcpoma LIHC u
3 MoHoknoHanbHeli | MoHOKNOHanbHLIA | Apyrie napanpoTenHemMini (pekoMeHayeTcs

noobcnenoBaHue).

BapwaHTbl UMMyHHOro otBeta B CMK
(n3oanekTpodokycnposaHue 1gG)

oHopma

(NonuKnoHaneHeIl oTBeT IO
B KPOBU W B NUKBOpE)

oPaccesHHblii cknepos
(onuroknoHaneHbli oTBET
TONBLKO B NNIUKBOpPE)

[
o [

BbisiBNeHME ONUTOK/IOHANbHOIO UMMYHOT100yAMHa IgG B InKBOpeE (LepebpocnmMHaNbHOM KUAKOCTM) ABNAETCA HaUAYYLLINM
NnabopaTopHbIM TECTOM AN5 ANArHOCTUKMU PACCEAHHOIO CKAepo3a Ha Bcex cTaaunax 3aboseBaHua. PesynbraT 1abopaTtopHoro
MeToAa NO3BONAET OLEHUTb U3SMEHEHUA KNIOHA/IbHOCTU MMMYHOINOOYAMHOB B X04€e XPOHUYECKOro MMMYHHOIO OTBETA

B LleHTPa/IbHOM HepBHOM cucteme. TepMUH «ONIUTOKNOHA/IbHbIMY O3Ha4YaeT TpaHchopMaLmio cneumPpuyeckoro MUMMYHHOTO
oTBeTa No mepe BocnaneHua. Ecam npu ocTpom BocnaneHUmM MUMMYHHbIN OTBET 0ObIYHO «NONMKAOHA/bHBIAY, TO N0 Mepe
XPOHM3ALMN HAapPaACTAET YMUC/I0 TOIbKO TEX KIOHOB MMMYHHbIX K/1IETOK, KOTOPbIe B3aMMOAENCTBYIOT CO CBOMMMU
ayToaHTUreHamMu.

NanwuH C.B. TotonsaH A.A. UMmyHonornyeckas nabopatopHaa AMarHOCTUKa ayTOMMMYHHbIX 3aboneBaHuin. N3paTtenbctBo «HYenosek», CM6- 2010.



JleueHue obocTtpeHnun PCy peten

MetunnpeaHusonoH B ao3e a0 30 mr/Kr, Ho He 6onee 1000 mr/cyT B TedyeHue 3-5 aHen.
JKCTpaKopnopanbHble meToabl (N1a3zmadepes, KackagHaa naasmadunbTpaums)

BHYTpUBEHHbIE MMMYHOIN06YNMHbBI (KypcoBas Ao03a 2 r/Kr 3a 3-5 aHel)

Bo BCceX COMHUTENbHbDIX C/yyasnX, A0 NONYyYEHUA pe3y/IbTaTOB OKOHYATe/IbHOro 3TUOJI0FMUYECKOro
o6cnenoBaHMA HAa3HAYAKOTCA NPOTUBOBUPYCHBbIE NpenapaTbl (aLUMKAOBUP, FAHLUMKAOBUP U T.A4.) U NPU
Ha/AMYMM NOKa3aHUM aHTUDaKTepUanbHble npenapaTthbl (LedTPUAKCOH, LepoTakCMM, a3UTPOMULIUH,
JOKCULMKAWH U T.A.)

HenpomeTtabonnueckasna, HOOTpPONHaaA Tepanma, HEMPOBUTAMMUHDI
Butamuu D o1 600 g0 4000 ME B cyTKM (MMHMMabHaA KOHLUEHTpauUms B cbiBopoTke 25(0OH)D 50 Hmonb/n)

Peabunutauua (PTO, mexaHotepanua, JIPK n 1.4.)

W W VN W NN N

Ncuxotepanus



Mpenapatbl, usmeHawwme teyeHue PCy gereun (MUTPC)

o [o3auncnoco6 |MobouHble CKpUHUHroBoe MOHUTOPUHT
Mpenapar MexaHusm pgencrema
npMMmeHeHus adpPeKTbl obcnepoBaHue Tepanuum
MHbEeKUNOHHbIE UMMYHOMOAYNATOPDI
22 or 44 mKr n/K
IFN-B-1a -UHrMbupyet > p/hen /% |punnonopoGHbie N 3
TPaHCMOPTUPOBKY peakuuu, KAanHunuecknmn KanHnuecknm
LA AMMboLMTOB B LIHC 30 MKr 8/Mm 1 noBblWeHne aHanu3 KpoBw, aHaau3 KpoBw,
-B-1a /He aKTUBHOCTU BMoOXMMmNYECcKnin BNOXMMUNYECKNIA
-MNoBbiwaeT akTMBHOCTL |P/HEA
CyNPEccopHbIX TpaHCAaMUHa3, aHaNn3 KPoBMU aHaNn3 KPoBMU
IFN-B-1b ToKNETOK 250 mKr n/K aenpeccua, (byHKUMA neyeHn), | (byHKUMA NneyeHn),
c 5 Hepes AEHDb peakuuun B mecrte FOPMOHbI FOPMOHbI
- LHWKAET BbIPALOTRY MHBEKLMMU. LIMTOBUAHOVA LUMTOBUHOVA
Pegylated IFN-B- | NpoBOCNanuTeNbHbix 1125 mKr n/K CepbesHble HA Kenesbl )Kenesbl
la LNWTOKNHOB Kaxable 14 gHewn BCTPEYAIOTCA PELKO
-CnocobcTyeT
20 mr n/k 1 pas |Peakuuu B mecte
aKTMBHOCTU KNeTokK Th2
[naTupamepa B cyTKW/ 40 mr MHbEKLUUN
-CaBur B CTOPOHY Het Het
auerar n/K Tpu»KAabl CepbesHble HA
NPOTUBOBOCMNANUTE N b-
B HeJento BCTPEeYarTCA pegKo
HOrO COCTOAHMA




Mpenapartbl, 13ameHAawowme TedueHne PCy paeren (MATPC)

- [o3au CKpuUHUHrosoe
Mpenapar MexaHusm pgeicrsums MNo6ouyHble 3pPeKTbl MOHUTOPUHT Tepanuu
cnocob obcnepoBaHue
MepopanbHble UMMYHOMOAYNATOPDI
Ob6LeKNNHMYECKMI aHann3 | MOHUTOPUHT NepBOM A03bl
-MopgynaTtop peuentopa
KpoBM, 6/x KpoBu (GyHKUMA | odTanbMmonornyeckoe
cduHrosmH-1-epocdata
0,5 mr nevyeHun), aHTMTENa K obcnepoBaHue
-MpuBOAMT K NOAABNEHUIO Bpaankapgma, oTek makynbl, . .
nepopanb BETPAHOM OcCne, O6LWeKANHNYEeCKnin
duHronnmop, NMMbaTUYECKUX Y3N10B U nHdekuna, nnmoponeHus,
Ho 1 pa3 B odTanbmonormyeckoe aHanun3 KpoBu, 6/x KpoBu
NpenATCTBYET BbIXOAY yBenmyeHme TpaHCaMmHa3s
AeHb obcnageoBaHme ocmoTp, (dyHKUMA neyeHn)
aKTUBMPOBAHHbIX AMMPOLNTOB .
OKI, BaKuMHauua npu Nepnognyeckmm ocmoTp
13 AMMmdaTUYECKMX Y3108
HeobxoamMmocTum KOXKM
14 mr
eDODAb CMMNTOMBI CO CTOPOHDI TpaHcammnHasbl
HOp]. ;F))as 5 | *eNyAOUHO-KMLEeYHOro OO6LWEKNMHMYECKNIM aHANU3 | eXKEMECAYHO nepBble 6
TPaKTa, anoneuus, KpoBsu, 6/x KpoBu (PyHKLMA | Mec, Aanee Nepnoanvecku
-NinmopountoneHuna T- n B-kn CYTKU® P 4 P R K & PHOA
TepuonyHomup, yBeNMYeHmne TpaHCaMMHa3, neyeHu), 6/x KpoBu (byHKLUMA
-Hapywaet cnHTes nupugmnHa 7 mr <
nepopan, | MOBbILEHMe AL, KBaHTU(HEPOHOBbLIN TECT neyeHw),
Hopl pa3 5 nepudepunyeckas TecT Ha bepemMeHHOCTb OBLWEKNMHNYECKNIA aHANU3
P HeBponaTua KpoBu
CYTKM
-MyTb Nrf2 240 mr
Mpununsbl, TOWHOTA, o o
-Mepexoa Ha Th2 nau nepopanb o Ob6LWeKNNHMYECKMI aHanu3 | OBLWEeKNMHNYECKNIA
PaCcCTPOMCTBO KeNyaka,
Ovumetundymapar | npotmsosocnanmTenbHble - HO ABa UMB, aumdonenms KpoBM, 6/x KpoBU (GyHKUMA | aHaNM3 KpoBU, 6/X KPOBM
NUTOKMHOBbIM Npodunb asas ’ neyeHm HKUMA NeYyeHu
H pod P CoobuiaeTtca o PML ) (GyHku )
CnocobcTByeT aHTUOKCUMAAHTHOMY | A€eHb




Mpenapatbl, 13ameHAwowme TedueHmne PCy aereinn (MATPC)

MNMpenapaTt

MexaHusm
Aencreuna

[o3a n cnocob
npumeHeHus

Nob6ouHble
aPpPeKTbl

CKpUHUHrosoe
obcnepoBaHue

MOHUTOPUHT Tepanuu

NHPY3UOHHbIE UMMYHOMOAYNATOPbI

Mab npoTtus
anbda-4 nHTerpmnHa

300 mr B/B Kaxaple 4
Hepenu (oo3a ana

PML, peakuma Ha

JC BUpYC aHTUTENna/uHAaeKc
O6LWEeKNNHMYECKMI aHaNun3

JC BUpYyC aHTUTENa/MHAEKC
O6LWEKNNHMYECKMI aHaNU3

HaTanM3yma6 * Mpepotepallaer | B3pOCabIX) 3-5 mr/Kr MHGY3MI0 KpoBu, 6/x KpoBu (PpyHKLMA KpoBw, 6/x KpoBu (PpyHKLMA
nepeceyeHune b B/B Kakable 4 Hegenn | renaTOTOKCUYHOCTb
neyeHm) neyeHm)
ammooumtTamu (netn)
Peakuna Ha MHOY3UIO KBaHTU(EepOHOBbIN TECT,
Mab npoTus CD 20 | 600 mr 8/8 Kamaple 6 MMBI oﬁcne,u,osaHMUe Ha renaTuTbl YposeHb CD 19/20 kneTok
OernM3YM85 NHdekunm BAMN AT K BeTpAHOM ocne, Karkable 3 mec.
Ha B-KneTkax mec
3/10KayecTBeHHble BaKLUMHALMUA Npun OHKOCKPUHUHT
HOBOObGpPa3oBaHMA HeobxoaMMOCTH
KBaHTUdepOoHOBbIN TecT,
750 mr/m% po3a obcnegoBaHWe Ha renaTtuTbl,
BHYTPUBEHHO BaKUMHaLMNA npu
Mab npotms CD 20 Peakuna Ha uHOY3ULO, YpoBeHb CD 19/20 kneTok
PuTchumaG 13 B-K1eTKax (makcmmym 1) x 2 PMIL HeobxoaumocTn, OAK c . Kaaple 3 mec.
[,03bl C UHTEpBANOM 2 noacyeTom cybnonynauni
Heaenu Kaxable 6 mec KNETOK, pa3BepHyTbIN 6/x
aHa/In3 KPOBMU
OcmOoTp KOXK MpodunnakTMka NHEBMOLMCTHOM
Mab npotus CD 52, 12 mre/8 3 JEEEERLIR), [PEER AHTUTena K VZV nHesmoHuu n BN
nocnenoBaTesibHbIX Ha MHY3UIO, BTOPUYHbIE o
BbI3blBaeT MaHenb renatuToB (rpynnbl NccnepoBaHmA WNMTOBUAHOM
eXXeaHeBHbIX AYTOMMMYHHbIE 3-1,
AneMTy3yma6 O0NroBpeEMEHHOEe o BbICOKOFO pUCKa) enesbl Kaxkable 3 mecAua
nHPy3ni. Yepes 1 rog, | 310Ka4eCTBEHHbIE o
ncroweHmne CD52+ KBaHTUpEpPOHOBLIN TECT OAK, kpeatnHuH, OAM
3 nocnepoBaTenbHbIX | HOBOObOpa3oBaHMA (pak
nmmooumTos MpnBuBKK Npwm eXXxemecAayHo

erkegHeBHbIX MHY3UK

LLIUT. XKenesbl, MenaHoma)

HeobxoaAnMoCTH

ExxerogHoe obcnenoBaHme KOXKU




Mopaenu neyeHnA pacceAHHOro CK/epo3a

MHAYKUMA TepannUKn — ncnonb3osaHne B Ka4ecTBe CTapToBOM Tepanum 6onee
MOLLHbIX NpenapaTos 2 1 3 IMHUK, Npeanonaaras, YTo TaKOW MeToL MOXKeT MOMOYb
«nepes3arpysmtb» UMMYHHYIO CUCTEMY U KOHTPO/IMPOBATb BOCMNae€HNe C CaMoro
Hayana. OrpaHnumBatoWmMm GaKTOPOM ABAAETCA NOTEHLMANbHAA TOKCUYHOCTb

N cepbesHble No0b6oYHbIe 3P dEKTbI.

3cuanau,m-| Tepanunuun otHocuTCcA K nocnegoBaTe/IbHOM CMeHe nNpenapaTtos OT 1 InHMKM K 2 no mepe
HeobxoaMMOCTN B 3aBUCUMOCTHU OT 3PPEKTUBHOCTU. He0CTaTOUHO A0KA3aTeIbCTB KaK A/1a B3POC/bIX,
Tak u ana aeten ¢ PC, ytobbl 0TAATb NpeanoyYTeHME OAHOM MOoAeNn nepes Apyrou.

[o 30% peten ¢ PC Ha Tepanuu npenapatamu 1 amHum B TeyeHue 1.3 roga nepeBogaTtca
Ha BTOPYIO IMHUIO Tepannn U3-3a nporpeccmpoBaHunsa 3abonesaHus.

Ha AaHHbIN MOMEHT KOHLENUMA TEPANUM NepPBON N BTOPOMN INHUN CTAHOBUTCA BCe Bboniee pa3mbiTon y bonblue
BHUMaHUA yaenseTca MHANBMAYaAbHbIM OCOOEHHOCTAM NauneHTa (NMYHaa TONEPaHTHOCTb K PUCKAM U
npeaLwecTByOLLan akTMBHOCTb 3aboieBaHuMA).

[Mo AaHHbIM MHOCTPaHHbIX NybANKauMin 32 NnocaeaHMe HECKONbKO neT Ao 17 % naymeHToB, paHee He NoyYaBLUNX
Jle4eHme, Hayanum Tepanmto C UCNOsIb30BaHNEM NepopasibHbIX N MHPY3NOHHbIX NPEenapaTos.

B 2012 r. MexkayHapoAaHaAa neguaTpuyeckana uccnegosartesibckasa rpynna no PC npeanoxuna kpurepum

HeaaeKBaTHOro e4eHUA naumeHTos, npuHumaowmx AMT B TeueHne He meHee 6 mecAueB:

1. OTcyTcTBUE CHUXKEHMUA YAaCTOTbl peunanBoB, KONMYecTBa HOBbIX o4aroB Ha T2-B 1 oyaros, HaKanaMBalOLWKUX
KOHTpacT

2. n/van 2 unu bonee obocTpeHUn B TeyeHMe 12 mecaues

Megan M. Langille MD, Alice Rutatangwa DO «Pediatric Multiple Sclerosis» Advances in Pediatrics, 2019



KnuHuueckoe HabawoaeHune. lesouka M., 15 ner

(Haxoaunnacb B AHKUWB B8 2017 )

= CHOoAbpsa 2016 cTana ycTtaBaTb, roJIoBHAA 601b; K Bpayy He obpallanmcs,
CBA3bIBaA AaHHbIE KaN0bbl C 60NbLIMMM LIKOABHBIMW HAarpy3Kamu

= PeBpanb 2017 — oHemeHMe NONOBUHbI INLA, FTOJIOBOKPYKEHME

" MapTt 2017 — HapacTaHue cnabocTu, MHOroKpaTHaA PBOTA, HApPyLLEeHME CO3HAHUA A0 YPOBHA conopa

B npasol W NeBok remuciepax CySKOPTHKANEHD B rAySORMX OTASNAaX NOSHOH, TEMEHHOH, BHCONMHOW 40MM,
oEOMX NOAYLLAPBHAX MOIMEUMA, NPOSOATGEATOM MOIMe, NEBOR NONOBMHE MOCTA, MEBOR HOMHE MOIFa,
BEHTDOAATEDANEHEE AADAX TANAMYCA, NADABEHTPHKYNADHON 30HE - MHOWECTEEHHEE, DASHOKANWGLEDHbIE
guard, guametpom of 0,5 a0 1,8 em. MNoche B/B YCHAEHKMA OTMEMAETCA HAKGNASHWE KOHTRACTA OTAEALHbIMM

YHACTHAMM OYAroe, | |

D'S:OABM * matepuan A.M.H. BunbHuu AA.



KnuHuueckoe HabawogeHue. [lesouka M., 15 ner

Tepanua: nynbc-ropmoHanbHan, BBUI, nnasamadepes, npoTnMBOBUPYCHAA,
aHTMbaKTepunasnbHanA, HempomeTabonmyeckasn

Ha sTtom ¢poHe anpenb 2017 r — oTpuuatenbHaa guHammKa, yrnybnenume
HapyLWeHMA CO3HAaHMA, HapacTaHWe 04aroBOW HEBPONOTMYECKON CUMNTOMATUKN

B Benom B-Be NOBHBIX, TEMEHHBIX D<5, BMCOYHLIX A0NEH, B NEBOH HOMKE CPEAHEro MO3ra,

fleBbix OTASNAX MOCTA, BEPXHHUX W CPEAHMX HOMKAX MOCTA, NPOACATOBATOM MO3Me, 3aHHMMAR

MoyTH BeCk NONepeYHKE 0BNacTH Tena, BasuKa MO30NKCTOrD Tena, obenx remuchepax

MO3#EUKa MHOMECTBEHHBIE NOAMMOPdHBIE CAMBHOMND XapakTepa OYark NateNorHYeckoro MP-curHana
HEMHOMOYHMCAEHHBIE B NOGHON, TEMEHHOR J0NAX NeBoR remucdepsl, 3aTeN0YHB J0NAX C YMEPEHHD
BhipakeHHbIM Macc-3pdrerTom 3a cYeT nepudrokancHore oteka. NaTtonorvyeckkia MP-cHrHan

(oqar gemuenMHM3aUkK Ha ypoeHe C4/C5. MP KapTuHa cooTeeTcTEYET OA3M.

* mMatepuan a.M.H. BuneHunuy AA.



KnuHuueckoe HabawgeHune. leBouka M., 15 ner

* [1pn noctynneHnn 8 AHKUWB BereTaTnBHOE COCTOAHME
e CMMN 05.05 uuto3 5/3; 6enok 0,7 r/n;

* [ToBTOpPHOE 3TUO/IOrMYecKkoe obcnegoBaHne KPOBU N IMKBOPA — AaHHbIX
33 UHPEKLUMOHHYIO Npupoay 3aboseBaHUA He NOJTYYEHO

e KomnnekcHoe obcnenoBaHue Ha NpeaMeT cMcTeMHbIX Backyantos, APC, napaHeonaacTU4ecKmx
3HUedaNUTOB — OTPULLATE/bHO.

* OnpefeneH NaToNorMYeCcKNn TMN cMHTe3a IgG: 0/1U20KM0HANbHLI 18G B ukeope (OCB+)
N MOAUKAOHAAbHBLIU |1gG B cbieopomKe KpoBu (2 TN cMHTE3a)

e TEPAMWA: npoTnBOBUPYCHAA, HeMpomeTabonnyeckasa Tepanma, Butamunbl D, rpynna B, A,E,
MMopenakcaHTtol, HooTponbl; JI®K, maccax

BoccTaHOBNEHWE CO3HAHUA, NOTAHUA, PeYn, paclimpeHmne ABUraTeNbHOM aKTUBHOCTU:
CaMOCTOATENIbHO NepeBopayYMBaiacb B NOCTENMN, CaANNACh C NMOMOLLbIO, CUAENA C ONOPOA.
CamocTtoAaTenbHO ena (aKTMBHO NOJIb3YyACb NEBOM PYKON).

CoxpaHANUCb HapyLeHUs 3peHmns, AM3apTpuaA, CNnacTUYECKUii TeTpanapes, rpybee BbipaKeHHbIN B
NPaBbIX KOHEYHOCTAX.

* maTepuan g.M.H. Bunbhuu A.A.



KnuHuueckoe HabaogeHune. [leBouka M., 15 ner

KoHTponb MPT uyepe3 1 mecay nocne nocrynneHmna s AHKLUUD

MPT — coxpaHaeTca mHoroo4varosoe nopaxkeHme LLHC, yacTtb oyaros KONUT KOHTPACcTHOeE B-BO,
ouaru npuobpenu 6onee oTyETANBYIO OKpPYrAyto Gpopmy.
MP-npu3sHaku guccemmHaLMm o4aros B MPOCTPAHCTBE U BpeMeHU, YTo XxapaKtepHo ana PC

Mposoaunacb anddepeHumnanbHana AUarHOCTUKA: cucTeMHble 3aboneBaHunsa ¢ nopaxkeHmem LUIHC,
Backynmnt UHC, 3COHM, 6one3Hb Mapbypra, 6one3sHb bano (Bald's concentric sclerosis),

renbMunHTO3bI LUHC.
* MaTepuan a.Mm.H. BunbHuy A.A.



[lpedcmaesrneHbl Hekomopble MoquonoeuquKue U3MEHEeHUS,

akmepHsbie onsa PC

,El,EI'EHEPATVIBHbIE VI3MEHEHVIFI ACTPCf) (GFAP*+ ACTPOLI,VITbI B PA3HbIX OTOENAX OqAI'A)

GFAP —
rnuanbHbIn
drdPUNNSPHBIA
KUCIbIN NMPOTEMNH

* MmaTepuansl

L'-' - O.m.H. B.E. KapeBa



UccnepgoBaHue buonTaTa c NMOMOLbIO KOH(I)OKafIbHOIZ MWUKPOCKOMNH

ANA NOUCKA MHPEKLUMOHHbIX BO3byauTenen

MMMYHOI’I/ICTOXMMW—IECKOE ncenegoBsaHue buonTtata — IKCNpeccna aHTUreHos

BMIri1wv2rtunos, UMB, BB3, ToKconsiasm — oTpuuatesibHO

BbiAaBNeHa HeobMNbHaA rPaHYNAPHAA IKCNPeccua aHTUTeHOB BUpYca dnwTtenHa-bapp B aHAOTeNNANbHDIX
KNIeTKaxX U KNEeTOUHDbIX 3/1IeMeHTaX MUKPOrIun. BbiparkeHHoe TeKyllee BocnaneHmne, KOTopoe N3MeHseT

NnpocBeT Cocyaos, a cziegoBate/ibHO U KpOBOCHa6)KEHME MO3ra

A — peayKuma MUKPOLMPKYIATOPHOTO pycna

b — geckBamauma 4acTu s3HAOTEINAbHbIX KNETOK
COCYA,0B MHTPATEKANIbHONO MUKPOLIMPKYNASATOPHOIO pycaa

B — Ha6yxaHme COXPaHHbIX 3HAOTENNNA/IbHbIX KNETOK

JKcnpeccms aHTUreHoB BUpPYCa
AnwTenHa-bapp B aHAOTENNANbHbBIX
K/IeTKax (3eneHoe oKpalwmBaHue)

* maTepuansl g.M.H. B.E. Kapea



KnuHuueckoe HabaogeHune. flesouka M., 15 ner

T.0.

YunTbiBas AaHHble aHaMHe3a: NoA0CTPOe pa3BuUTUeE 3abos1ieBaHUS,

NaHHble MPT, npoBoAUMBIX B AMHAMUKE (HA/IMYUME MHOMKECTBEHHbIX NAaTO/NOTMYECKNX
oyaroB B obeunx remmcdepax, pa3/IMUYHbIX CPOKOB BO3HUKHOBEHUA M aKTUBHOCTM,

NAHHbIX MMMYHOJIOTMYECKNX NccnegoBaHni (Hannyme oIMroknoHanbHbIX AT, BbICOKOTO
NHTPaTeKanbHoro cnHTesa Ul), pesynbratoB buoncmm, cneayet, YTO B AAHHOM C/y4yae
NMeeT MecTo TpaHchopmauua 3aboneBaHuna, gebrotTnposasLlee ¢ cuHapoma O/15M B PC.
[laHHble NPUKN3IHEHHOW BMONCUM TONOBHOIrO MO3ra NOATBEPHKAAOT GaKT BbiParKeHHbIX
NAaTONOTMYECKUX USMEHEHNN MUKPOLIMPKYNATOrO Pycaa roJOBHOrO MO3ra Npu AeTCKOM
PC, Hanbonee BeposATHO 06YC/I0B/IEHHOIO XPOHNYECKOM NEPCUCTEHLNEN repnecBUpycoB
(B3B) B aHAoTENNM COCYA0B

* Matepuan a.Mm.H. BunoHuy A.A.



Paguonormnuecku nsonmposaHHbit cuHapom (PUC) y petein

KpuTtepuu BkntovyeHus

Kputepuit ucknroueHums

1. MPT BbINONHEHO NO NPUYNHE COCTOAHUA OTIMYALOLLEroCA
OT NOA03pEHUA HA AeMmuennHusupyowee 3abonesaHue

2. BbifiBNIeHHble U3meHeHUs B 6enom BewecTse rososHoro/
CMMHHOrro MO3ra A0/XKHbl OTBEYaTb C/eAYOLWUM

TpeboBaHMAM:

a. Ovyarv oBoMaHOM POPMbI, XOPOLUO OYEPUYEHHbIE, FOMOTeHHble

6. T2-rMnepuHTEHCMBHbIE O4YaryM pa3amepom =3 MM M OTBeYatoLmne
KputepmamgmcceMmMHaLmMn B NPOCTPAHCBE COMTAaCHO KPUTEPUAM
McDonald 2010 (21 T2-runepuHTEHCMBHbIX O4Yara He MeHee, Yem B 2
n3 cnepyrowmnx otaenos LULHC: OKCTaKOPTUKANbHO,
nepuBeHTpPMKynApHoe benoe BeLwwecTso, UHPPATEHTOPUANBHO,
CMMHHOM MO3r)

B. He cooTBeTCTBYET COCYAUCTbIM M3MEHEHUAM

3. U3meHeHua Ha MPT He 06bACHAIOT KaKNX-1nbo
¥Kanob6/KnnHUYecKoi KapTuUHbI y NauueHTa

1. B aHamHe3se, oo nposeaeHna MP-
uccaeaoBaHUA, PeMUTTUPYIOLLAA O4Yarosan
HeBponorMyeckasa CMMNTOMaTUKA, KOTopas
morna 6bl COoTBETBOBATb KJIMHUYECKOMN
aTaKe Npu pacceasHHOM CKnepose

2. U3meHeHua Ha MPT nyuwe o6bacHAIOTCA
Hanunumem gpyroro 3abonesaHums

Makhani et al., 2017




Paguonornuecku nsonmpoBaHHbi cuHapom (PUC) y peten

HeT ouaroBou HEBPOSOrMYECKON CUMNTOMATUKMU
Ha AaHHbIX MOMEHT U B aHaMHe3e

MPT ronosHoro u/uam cnMHHOro Mmo3ra BbiNoJIHEeHa U3-3a APYrux
Pa3/INUHbIX NPUYMH (Hanpumep TpaBmMa, roN0BHble 6boan n T.4.)

OuaroBblie uameHeHus B LLHC, xapaKTepHble Ana aeMmueIMHU3UPYIOLEero npouecca
(KaK NpaBWI0, eAMHUYHbIE oYarn geMmmenmnHusaumnum osomnaHom dopmbl 6e3 Kputepus
ANCCEMUHALIMK BO BPEMEHMN)

B cpeaHem y 42% peteir B TeueHUe nocaeayrowmx 5 ner HabarogeHna BoO3HUKana
o4yaroBan HeBpPoOJZIOrMYecKaa CMMNTOMATUKA, XapaKTepHaAa 4/1Aa BOCNa/InTeIbHOro
aemumennHunsnpytowero npouecca s LUHC

PUcK pa3Butna KAMHMYECKoro o6ocrtpeHuns 6bin Bbiwe y NaLMEHTOB C MOPAXKEHNEM
cnuHHoOro mo3ra Ha MPT npun nepBom nccnegoBaHuUm 1 BbiIABNEHUN NOJTOXKUTE/IbHbIX
OJINTOK/IOHA/IbHbIX NONOC B CMMHHOMO3rOBOM XUAKOCTH

Makhani N, Lebrun C, Siva A, et al. RIS in children: clinical and
radiologic outcomes. Neurol Neuroimmunol Neuroinflamm 2017



PUCy pneten. Uto penatb?

» AHaMHe3 (nepuHaTanbHbIN aHaMHe3)
» OcmoTp HeBpoaora, neguatpa, opranbmosnora, SHAOKPUHONOrA

> MPT ronoBHOro n CMMHHOIO MO3ra C KOHTPACTHbIM yCUIEHUEM
(M3meHeHUuA He A0/IKHbl COOTBETCTBOBATbL Kputepumam DIT), MP-aHrnorpadums

» JlabopaTopHaa AUarHocTUKa:
— WccnepoBanmne CMM (umto3, 6enok)
— OnuUroknoHanbHble nosockl B Kposn  CMXK

» J[lonoNHUTeNnbHo: MccnenosaHue Kposu n CMMK Ha HPEeKLMOHHbIe areHTbl (fepnecsupycsl,
dHTepoBupycobl, PecnnpaTtopHbie Bupycbl, KB, BK3)

> WUcKknouyeHue gpyrmx 3abonesaHui: BUY, cudpumanc, Butamumn (D, B12, E), MapaHeonnactuyeckas
naHenb, AHTUPochonmnuaHbi cuHapom, CKB mn 1.4.

Y

HEﬁpO¢M3MOHOI’M‘-IECKOe OGCI’IEAOBBHMEZ 3pUutesibHble N KOTHUTUBHbIE Bbl3BaHHbIE NMOTEHLU WMA/bI

Y

JleueHue: pytnHHoe neyeHue PUC MUTPCy peten 6e3 KAMHMYECKOM CUMNTOMATUKKU HelesiecoobpasHo
nN3-3a PUCKa Pa3BUTUA NOOOYHbIX 3PDEKTOB OT TEPANMKU M 3aTpaT Ha ANUTeNIbHO npumeHeHune NMUTPC.

» TaKTUKa: HabnoaeHmne HeBpoJiora, neguatpa. lNposegeHne MPT B AMHaMUKe yepes 6-12 mecAues

Colin Wilbur, E. Ann Yeh Radiologically isolated syndrome in children:
Current knowledge and future directions \Multiple Sclerosis and Related Disorders, 2018



PUCy neten. KnuHuueckuun npumep

[eBywka 17 ner.
PaHHMI aHAaMHE3 He OTATOLLEH.

®  3nu3o40B 04aroBoM HEBPOJIOTUYECKOM
CMMMNTOMATUKK B aHamHe3e He bbino.

®  MPT BbINONHEHO poAUTENAMM
CaMOCTOATE/IbHO B CBA3M C *Kanobamm
pebeHKa Ha NOBbIWEHHYIO YTOMAAEMOCTb U
ronoBHble 60,11 B BO BPEMS CAa4YM IK3aMEHOB

® MposeneHo obcnegoBaHUe:

MPT cnnHHOro mosra, MP-anruorpapua — 6e3
natonormm. MPT ronoBHOro mosra ¢ KOHTPACTHbIM
yCuneHnem — BblABNEHHbIe O4aru KOHTpacT

He HaKanauBaloT. BbiABneH 1 TMN cMHTE3a
OJIUFOK/IOHANbHOTIO IgG B IMKBOPE U CbIBOPOTKE
Kposun. UCKNtoveHbl gpyrue anbtepHaTUBHbIE
AnarHo3bl. KoHcynbTaumna n goobcnepoBaHume:
odTaNIbMONOr, SHAOKPUHO/IOI, PEBMATOJIOT,
TMHEKONOr — NaTO/I0MMKU He BbIABNEHO.

MPT ronosHoro mosra (FLAIR, (A) akcnanbHo u (B)
caruTTasibHO) — BbiiBNEHO bonee 3 o4aros
rMNEPUHTEHCUBHDbIX, pa3mepom bonee 3 Mm, YETKO
oYyepyeHHbIX, TOMOreHHbIX, 0BOUAHOM PpopMbl,
PACMNOJIOXKEHHbIX FOKCTAKOPTUKANIbHO U NEePUBEHTPUKYISPHO



3abonesaHua cneKkrpa ontukoHespomuenuta (3COHM)

wnu bonesHb [leBUKa Yy aeteun

XpoHuyeckoe peumausupyroiee ayTouMmyHHoe
AemuenuHusupyloulee 3abonesaHue, nopax<kawouiee LHC n,
B YaCTHOCTMU, 3puUTe/IbHble HEPBbI U CMTUHHOWU MO3T

B 2004 roay 66110 OTKPbLITO BbiICOKOCNEUMPUYHOE ayTOMMMYHHOE aHTUTENO NMPOTUB
akBanopuHa-4 (AQP4-1gG). AkBonopuH-4 asnaetca benkom, y4acTsyroLLMM B 06pa30oBaHNM
[ 96, NOKaNn3yeTcAa Ha OTPOCTKAxX aCTPOLMTOB, A TaKMKe Ha YY4ACTKAX COCYA0B, HE NOKPbLITbIX
aCTPOUMTAPHBIMUN HOXKKaMMU

3COHM moryt 6bITb, Kak AQP4-IgG no3utnBHbIMM (OK0N0 70% cnyyaes), Tak n AQP4-IgG
HeratusHbiMmM (0K0/10 30%)

Ha petckuit Bo3pact npuxogurtca ot 3% Ao 5% scex ciydyaes 3COHM

OnepatnsHoe nposeaeHne anpdepeHUManbHOMN ANAarHOCTUKU M NOCTaHOBKA AMArHo3a
3COHM ype3Bbl4aHO BaXKHbl, TaK Kak TAaKTMKA TEPanum OTIMYAETCA OT TaKTUKKU nedyeHuns PC,
a NOBTOPHble 060cTpeHna 6bonesHn [leBnKa moryt 6biTb KpaiHe TaXKebiMK C NI0XUM
NPOrH030Mm BOCCTAaHOB/IEHMA U BbICTPOUN MHBAIMAM3aLMEN NALMEHTA



KnuHunueckue npossneHmna 3COHM y peteun

Haunbonee yacto BcTpeyalorcsa:
- OAHOCTOPOHHUWN NN ABYCTOPOHHUN peTpobynbbapHbIN HEBPUT

- NPOAONbHO PACMPOCTPAHEHHbIN NONEPEeYHbIN MUENNT
(bonee 3 cermeHTOB CMMHHOIO MO3ra)

- peXe MOoryT BCTpeyaTbcs MynbTUdOKaAbHbIe NPOABAEHUA C ABNEHUAMM
s3HUedanonaTnm, KOTopble MOXKHO nepenyTtaTtb ¢ O19M

MoparkeHue ronosHoro mo3ra y gereu ¢ 3COHM, nonoxutenbHbimu Ha AQP4-IgG,
BbiaBnaerca B 30% cnyyaes. Kak npasuno, ouaru 6onee 2 cm B gnametpe u 00bI4HO
PACNONOMKeHbI PAAOM C TPETbUM M YETBEPTbLIM XKeJslyaouyKaMu, B TOM Yncie

B NPOMEXYTOYHOM MO3re, rmnoTasiamyce mn area postrema

lNMopa)keHue 3pUTeNbHbIX HEPBOB Yalle ABYCTOPOHHEee, o4arm NpoTAXKEHHble U
3aTParnBaloT 3a4HNE CerMeHTbl 3pUTe/IbHbIX HepPBOB U XMa3smy, Ha MPT cnUHHOro
MO3ra TaK)Xe BbIABAAIOTCA OOLLIMPHbIE oYarn NPOTAXEeHHOCTbIo bonee Tpex
cermeHToB ¢ MP-KapTUHOWM Bblpa*Ke€HHOro OTEKa BelecTBa CMMHHOIO MO3ra



XapakKrepuctuka MPT-KkKputepues npu 3SCOHM
B 3aBMCUMOCTU OT KZIMHUYECKOro CMHApPOMa

CuHgpom OcobeHHocT MPT
MPT ronoBHOro Mo3sra COOTBETCTBYET HOPME M/ ODHAPYKMBAKOTCA MENKUe
PeTpobynbbapHbiii Hecneunduryeckme oyaru
HeBpUT MPT 3puTenbHbIX HepBOB BbiABAAET odarn B T2-BU nnuv T1-BU ¢ KoHTpacTupoBaHmem,
BOB/IEKatoLLme bonee 2 AIMHbI HepBa MM 0BAACTb XMa3Mbl
MPT cnMHHOIO MO3ra BbISIB/IAET MHTPaMeAYNNAPHbIMA o4ar NPOTAXEHHOCTbIO 3 1 6onee CermeHTOB W/IM JIOKA/IbHas aTpodus
Y NALMEHTOB, UMEIOLLMX B aHAMHE3E OCTPbIN MUENNT.

CuHapom area postrema  MPT xapaKTepusyeTca o4araMm B I0pcasibHbIX OTAeNax NPoA0/IroBaToro Mo3ra, B 06/1acTu area postrema

Mwuenur

CTBONI0BO CUHAPOM MPT rofioBHOro Mo3ra ¢ 04aramu B CTBOJIE, B NepuaneHaAnManbHom obnactu

Sheng-Che Hung MD, PhD «Imaging of Neuromyelitis Optica Spectrum Disorders» Seminars in Ultrasound, CT, and MRI,2020



AunarHoctnyeckue kputepum 3COHM

AnarHoctnyeckue Kputepuu 3COHM c AQP4-IgG

1. Kak mnHMmMmym, 1 OCHOBHAA KNNMHUYECKAA XapPaKTEPUCTUKA
2. lNonoxkutenbHbin TecT Ha AQP4-IgG ¢ CNONb30BaHMEM HaUAYYLLErO

AOCTYNHOro MeToAa obHapyKeHus (HacToATeNbHO PEKOMEHAYETCA KNETOYHbIA aHaNm3)
3. UcKnwoveHne anbTepHaTUBHbIX ANArHO30B

AwnarHoctuueckue Kputepum 3COHM 6e3 AQP4-1gG nnu 3COHM c HemnsBecTHbIM ctatycom AQP4-1gG

1. Kak MUHMMYM, 2 OCHOBHbIE KIMHUYECKME XapPaKTEPUCTUKU, BO3SHUKAIOLLME B pe3y/ibTaTe O4HOMo AN HECKOIbKUX
KNAMHUYECKMX 3NMU30408B M OTBEYAtOLWME BCEM CeayoWwmm TpeboBaHUAM:

a. Mo KparHen mepe 1 0OCHOBHOM KNIMHNYECKNIA NPU3HAK A0/KeH OblTb HEBPUTOM 3PUTENILHOIO HEPBA, OCTPbLIM
NPOAONAbHO PacnpPoCTPaHeHHbIM MuennTom (bonee 3 cermeHToB CMMHHOIO MO3ra) AN CUHAPOMOM area
postrema

6. AnccemmnHauma B npocTpaHcTee (2 uam 6onee pasnmyHbIX OCHOBHbIX KIMHUYECKUX XapPaKTEPUCTUK)

B. BbinonHeHne aononHutenbHbix TpeboBaHmn MPT, ecin npumeHnmo

2. OtpuuartenbHbie TecTbl Ha AQP4-1gG ¢ ncnonb3oBaHMEM HaUNyYLWero AOCTYNHOro Metoda obHapyXeHna nau
TeCTbl He4OCTYMHbI

3. WVcKkno4veHme anibTepHaTUBHbIX ANarHO30B




OcCHOBHble KAnHU4YecKkue xapakrepmuctmkm 3COHM

* HeBpWUT 3pUTENbHOrO HepB.a
" OcCTpbIt MUENUT

= CuHAapom Area postrema: annson HeO6bACHUMOMN UKOTbI
AN TOLWHOTbI U PBOTDI

" CMHAPOM OCTpOM ANCHYHKL MM CTBOSIA MO3ra

" CMmnTOMaTMYeCKaa HapKonencua nam ocTpbin AnsHuedanbHbIM CUHAPOM
c TMnu4HbiMmm ana 3COHM amsHuedanbHbiM NopaxeHmem Ha MPT

" CumnToMaTnyeckmmn uepebpanbHbiM CUMHAPOM € TUNUYHbIMKU Ana 3COHM
NopaXKeHUAM ronoBHOro mosra (ronosHas 60/b, TOWHOTA, PBOTA, 3aCTOMHbIE
NNCKN 3pUTENIbHbIX HEPBOB, CYJOPOXKHaA rOTOBHOCTb)

Asya lIzraelit Wallach MD, Matthew Tremblay MD «Advances in the Treatment of Neuromyelitis Optica Spectrum Disorder» Neurologic Clinics, 2021



JononHutenvHble TpebosaHua K MPT gna 3COHM

6e3 AQP4-IgG u 3COHM c HensBecTHbIM cTaTycom AQP4-IgG

" OCTpbI HEBPUT 3pUTENBHOIO HepBa: Tpebyetcas MPT ronoBHoro
MO3ra, NoKasbiBatowlas (a) HopmasibHble pe3ynbTaTbl UAN TONbKO
Hecneunduyeckne noparkeHma 6enoro sewecrsa, U1 (6) MPT
3pUTE/IbHOIro HepBa C T2-rmnepuHTEHCUBHbLIM nopaxKeHnem nnn T1-BU ¢ KOHTPACTHbIM
YCU/IEHMEM — MNOopPaXKeHUeM 3pUTe/IbHOro HepBa, npocTupatowmmea Ha 0,1/2 AnnHbI N
BOB/1IEKAIOLWMM MepeKpecT 3putesibHbIX HEPBOB

= OcTpbI¥ MMenuT: TpebyeTtca accoummpoBaHHOE nHTpameayanapHoe MPT-noparkenue,
npocTuparuweeca bonee yem Ha 3 cmexHbix cermeHTa NN >3 cMerKHbIX CEerMeHTOB
doKanbHOM aTPOPUN CMMHHOIO MO3ra y NaUMeHTa C KIMHUKON MUEeNNTa B aHaMHe3e

= CUHAPOM area postrema: TpebyeT cBA3aHHbIX MOPaXKEHUM A0pPCabHOrO NPOAOATOBaTOro
Mo3ra/area postrema

" CUHAPOM OCTPOM ANCPYHKLIMM CTBOSIAa MO3ra: TpebyeT ConyTCTBYOLLIMX
nepmnaneHanManbHbIX NOPa*KEHUI CTBOA MO3ra



JlabopatopHaa aguarHoctnka 3COHM y peteun

*  WccnepoBaHmne CMXK (unto3s, 6enok)

= ONUroknoHanbHbie NoN0OCbl B Kposu n CMK

= AytoaHTuTena: MOG-ab, Aquaporin-4 (AHTHU-AQP4 IgG)

= OcHOBHOWM 6esOK MnennHa

= WUccneposBaHume KpoBn U CMK Ha MHPEKUMOHHbIE areHTbl (repnecBuUpyCbl, SHTEPOBUPYCHI,
pecnupatopHble Bupycbl, KB, BK3) metoaamun NOA, MLIP

= WHTpaTekanbHbin cuHTE3 IgG (BIB, UMB, BII, VZV, 6oppennun, BKI, Kopb, TOKCONNa3ma, KpacHyxa)

=  AH®, AHUA, aHTuTena K ocHK I1gG, cKpMHUHT cuctembl kKomnnemeHTa (CH-50, C3, C4)

NononHuTenbHO

= BWY, cndmnnmnc
*  [OPMOHbI WNTOBNAHOMN Xene3bl
=  ButamuHbl D, B12, E
= apaHeonnactnyeckada naHenb (Anti-Ri (ANNA-2) antibody, CRMP-5-1gG antibody, Anti-amphiphysin IgG
antibody, Anti-GADG65 antibody, NMDAR antibody)
*  AHTUdocPOoNUNUAHBIN CUHAPOM
= OnpeaeneHne aHTUTEN K NOBEPXHOCTHbIM aHTUreHam HenpoHoB (peuenTtopbl LGI-1, CASPAR2, AMPAR,
GABAR, NMDA)
=  MRZ-peaKkuma npun pacceAHOM CKnepose
. reHOTMI'IVIpOBaHMe HLADRB1 npu peBMaTMHECKOVI natonormu Ckpunuenko E.FHO., Ckpunuenko H.B. 2018: MeaHosa I.I1. 2015



JleueHune oboctpeHnn 3SCOHM

JleunTb KaK MOXXHO CKOpee noc/ie NepBbiX NPOABAECHUM, JaXKe

Npu Nerkmx HapyweHuax. [laxke nerkoe oboctpeHne MoxKeT NpUBecTm

K TAXKENbIM HEBPONOrMYECKUM HapyLleHMsam (cnenoTte, NONHOM

napaniaernm Uan Aaxke KBaJpuniaernm ¢ AbiXxaTeNbHOM HeJ0CTaTOYHOCTbIO,

Korga MMeNnT PacnpocTpaHAeTca Ha area postrema v 3aTparmBaeT AbiXxaTe/ibHbIN LLEeHTP)

B KayecTBe Tepanuu NepBon IMHNN PEKOMEHOYETCA BHYTPMBEHHOE BBeAEHWE BbICOKUX 403
meTunnpegHusonoHa (ot 30 mr/Kkr/aeHb B TeyeHne 5 aHen 40 MakcumanbHoM Ao3bl 1000 mr B AeHb)

Ecnu 3HauuTenbHOE ynyylleHue He HacTynaeT K 5-my gHto, cneayet paccmoTpeTb naasmadepes
(5 obmeHoB B TeyeHue 5-10 aHen)

Echv nnasmadepes HegoCTyneH, peKoMeHAyeTcss BHYTPUBEHHbIM MMMYHOrNo6bynuH
(obwan nosa 2 r/kr)

HeKkoTopble cneumanmctbl NpeanovynTaoT NPoA0NXKUTb KYpPC NpeAHU30/10Ha per 0S, Mea1eHHO
CHU}Kan A03Y B TeyeHne 2—6 mecsues. [lpyrue aBTopbl NpeanaratoT NpoaoaxKaTb bonee ANUTENbHYIO
noaepKUBAIOLLYIO TEPannio KOPTUKOCTEPOUJaMM B KauecTBe cTpaTerMm npeaoTspalleHms

npUCcTynos

Asya lzraelit Wallach MDD, Matthew Tremblay MD «Advances in the Treatment
of Neuromyelitis Optica Spectrum Disorder» Neurologic Clinics, 2021



NleueHune 3COHM. lNMNpodunnakTuka peunamsos

Tepanusa nepson AMHUMK

A3aTtuonpuH

NHrmMbuTop cnMHTE3a NYPUHOB, MHTMBUpPYET Npoandepaumnto KNeTok, ocobeHHo T- 1 B-kneTok

C MHrMbmposaHuem cmHteda HK. Ero ncnonbsoBaHue B 60/1bLIONM rpynne negmaTpmyeckmnx

naumeHtToB ¢ 3COHM npoaemoHCTpUPOBaANO ero BIAHME Ha CHUXKEeHUE YacTOTbl NPUCTYNOB.

PekomeHayemas Ao3a 2—3 Mr/Kr, AeACTBME HaYMHAEeTCA TONbKO Yepes 6 mecaleBs. B TeueHme aTux 6 mecaues, ocobeHHo eciun
COMYTCTBYIOLLAA TEPanMa KOPTUKOCTEPOMUAAMM NPOAOKAETCA B 103€ NpeaHN30/10Ha HUKe 20 mMr/cyT, y NauMEHTOB MOXKET BO3HUKHYTb
HOBbIM peunamBe. YacTbiMuM HexenaTeNbHbIMU ABNEHUAMMU ABNAKOTCA INXOPALKA, HEAOMOraHMe, TPOMOOLMTONEHMSA, TeNaTOTOKCUYHOCTD,
NlenKkoneHuna, MHPEeKUMn n MManrums

MukodeHonarta
modetun

NHrmbupyet nponndepauymto T- u B-numdpounTos 1 BblpaboTKy aHTUTEN B-Aiumdboumtamm nytem MHrMbmMposaHua
NHO3MHMOHOdOochaTaernaporeHasbl, KOTOPaA UrpPaeT KAKYEBYHO POJIb B CUHTE3€e N'YaHO3UHOBbIX HYK1eoTUA0B. Ha NpakTUKe Ha3HayeHune
2-3 r/AeHb B HECKONIbKO MPMEMOB, HaYMHaEeT AeNCTBOBaTb Yepes 6 mecAues. CieayeT pacCMOTPETb BOMNPOC O NPOAOAXKEHUM Npuema
YMEpPEHHbIX 403 KOPTUKOCTEPOUAOB B TEYEHUE 3TUX 6 MecALeB. TepaneBTUYECKOE AENCTBME HAYNMHAETCA, KOrga abcontoTHOe KONMYECTBO
MMM OoUNTOB CHUMKaeTca Huke 1500/mkn. MukodeHonata modetnn B cepum cnydaes NMO y aeTent nokasan baaronpuaTHble
KNAMHUYEeCKMne pesynbTaTbl. YacTbimm nob6oYHbIMK 3pdekTamm ABNAIOTCA 3anop, 1eMKONeHUs, ronoBHaa 60b, BbiNageHMe BOAOC, TPEBOra,
Auapes n KposonoaTeku

Putykcnmab

Mab npotus CD20. PekomeHayemasa Ao3a 375 mr/m? Kaxkable 4 Hegenn, Ho Hanbonee 4acTo NpUMeHsAeMas cxema coctasnsaer 1 r
BHYTPMBEHHO C MHTEPBA/IOM B 2 HEAENN, a 3aTeM NOBTOPAETCA Kaxable 6 mecaues. MHAMBUAYANbHbIA aNbTEPHATUBHbBIN PEXKUM BK/OYAET
1 r BHYTPMBEHHO, EXKEMECAYHbI MOHUTOPUHT AnmdountoB CD19. Hayano TepaneBTUYECKOro AEUCTBUA PUTYKCUMaba MoXKeT bbiTb
OTN0XEHO Ha 1 mecAL,, ecTb BbICOKUIN pUCK peumamBa. O4HOBpPeMEHHOE HazHa4YeHne KOPTUKOCTEPOMAOB MO KpanHen mepe Yepes 2
Hegenn nocne MHPy3nMm puTykcumaba MoXKeT CHU3UTb 3TOT PUCK. MHDY3MOHHbIE peaKuum NPOABAAKOTCA CbiNblo, rPMNNONOA06HbIM
CUHAPOMOM, FONOBHOM 60NbIO, TOLHOTON N YTOMASIEMOCTbIO, 0COBEHHO Npu NepBoit MHPY3UK. B Takom cnyyae pekomeHayeTca
npeasaputenbHoe BBeAeHMe auetammHodeHa (10-15 mr/Kr nepopanbHo), audeHrnapammHa (0,5 mr/Kr nepopanbHO)

N MeTUANpeaHn30/0Ha 125 mr BHYTpuBEHHO 3a 30 MUHYT A0 MHOY3UK. Hanbonee Yactbim NoH60YHbIM 3GPEKTOM, HE CBA3AHHbIM

C HY3men, anaeTca MHPeKLNsa, 0COBEHHO B BEPXHUX AbIXaTeNbHbIX NYTAX




NNeyeHne 3COHM. lNMpodunnakTuka peunamsos

Tepanua BTOpOU IMHUK

MeToTpekcar NHrnbutop gurnapodonatpenykrasbl U MIHTIMOUMpPOBaHME CUHTE3A NYPUHOB

MCNONb30BaINCL TONIbKO Y 04HOro pebeHka B cepumn cnyvyaes 3COHM

Yy B3pOC/ibIX, CO06LLAN0Ch 0 36-MeCAYHON PEMUCCUM B KavecTBe

MOHOTepanuu. [enaTtoTOKCMYHOCTb ABAAETCA CePbe3HOM Npobiemon 6e30NacHOCTU NPU IeYEHUM METOTPEKCATOM,
0cobeHHO Yy NayMeHTOB € M3bbITOYHON Maccor Tena. MeToTpekcaTa cnegyet nsberatb NPU XPOHUYECKOM
BUPYCHOM renaTtuTe U HapyweHN akTUBHOCTU NeYeHOYHbIX TPAHCAMMHA3

MWUTOKCAHTPOH NHrmbutop Tononsomepassbl ll, BbidbiBatowmin nHtepkanauymio AHK, obbl4HO ncnonb3yeTca npu ocTpom
MunenongHom nenkose. OCTpbi IENKO3 U KapaMOMMONaATMA ABAAIOTCA OCHOBHbIMM PUCKAMM UCNOJIb30BaHUA
MMUTOKCAHTPOHA, YTO OrPaHNYMBAET €ro UCMOb30BaHME TO/IbKO B pedpaKkTepHbIX caydasax. EAMHCTBEHHbIN onbIT
NPUMEHEHNA MUTOKCAHTPoHa y geten ¢ 3COHM cBA3aH c ogHMM pedpaKTEPHbIM NALUEHTOM

Uuknodpochamup, Linknodpochammna 06b14HO MCNOIb3YETCH B Ka4YecTBe NHAYKLUMOHHOM Tepanumn 1 BBOAUTCSA BHYTPUBEHHO B A03€e
1000 mr/m? eskemecAYHO B TeyeHue 6 mecaues

OTtmeHa Tepanumn 3COHM c nonoxkutenoHbim AQP4-1gG — pekomeHA40BaHO NPOAONKATb
NPodUNAKTUYECKYIO TEPANUIO PELMAMUBOB AaXKe HECMOTPA Ha ANUTENBbHYIO KIMHUYECKYIO
pemunccunto, nockonbky peumamnsbl 3SCOHM Henpeackasyembl U MOTEHUMAIbHO ONACHbI

ﬂlnﬂ KU3HU Asya lIzraelit Wallach MD, Matthew Tremblay MD «Advances in the Treatment
of Neuromyelitis Optica Spectrum Disorder» Neurologic Clinics, 2021




KnuHunuyeckmnm npumep.

NeBouyKa B., 17 net, c AQP4-3COHM (1)

1-7 CYTKM — CMHAPOM area postrema — TOWHOTA, HEYKPOTUMAA
pBOTa, 6e3 0b6LEenHPEeKUMOHHOro CMHAPOMA —
rocnutanusunposaHa B IMB no m/x. 13: 0. racTposaHTEpUT

8-16 cyTKM — HaxoAmnacb AOMaA, COXPAaHANNCL TOLWHOTA, pBOTa 1-2 pa3a B CYTKK

16 cyTKM — BbinosHeHa MPT TonbKo ronoBHoro mosra 6e3 K/y no m/x —
MNepPUHTEHCUBHbIN o4Yar NepuUBEHTPUKYNAPHO B obactn nepeaHmnx otaenos
¥e/lyJo4YKa rooBHOro Mo3ra

OcMoOTpeHa HEBPOIOrOM MO M/ — Ha3Ha4YeHbl BUTaMUHbI rpynnbl B, 6onee HUKakoro
obcnegoBaHMs HE NPOBOANIOCD.

38 CYyTKM — B TeYeHUe CYTOK nporpeccmpytollee HapylleHme noxoaxku
39 cyTku — rocnutanmsmnposaHa B AHKLWME ¢ 13: NonnHenponatma?

B HEBPO/IOrMYECKOM CTaTyCe: HUMKHAA Napanaerns, HapyweHune GyHKLUMM Ta30BbIX
OPraHoB MO TUNY 3a4EePKKU



KnuHunuyeckmnm npumep.
NeBou4Ka B., 17 net, c AQP4-3COHM (2)

MPT ronosHoOro u cnMHHOro mosra — Ha T2-FLAIR runepuHTEHCMBHbBIN O4Yar NEePUBEHTPUKYAAPHO B
obnactn nepeaHux otaenos lll })kenyaoyka ronosHoro mosra. CnMHHOM MO3r — o4Yar 0BOUAHOW popmbil

B LUEMHOM OTAENe CMMHHOro mo3ra. MP-KapTMHa NpoAoabHO PacnpPoOCTPAaHEHHOTO NOMNEPEYHOro
MnennTa Ha yposHe Th1l-Theé.

[Aoo6cnepoBaHa — KAK, CPbB — nokasatenu B npeaenax Hopmbi. JIN — HopmouuTos, 6enok 0.34 r/n.
Ob6cnenoBaHMe Ha repnecBUpPyCbl, SHTEPOBUPYC, KN1ELLEBbIE MHPEKLNUN — OTPULLATENBHO.
KpoBb Ha AT K akBanopuHy-4 (AQP4) — nonoxKutenbHo



MuenunH-onmroaeHApPOLUTAPHbIN IMUKONPOTENH

(MOG)-IgG-accoumnmnpoBaHHble 3aboneBaHua (MOGAD)

He aBnaerca eguHou Ho3onorudyeckon dopmoi, a mib ob6veamHaeT
reTeporeHHyo rpynny BOCNasMTeNbHbIX AEMUENUHN3ZUPYIOLLINX

HEBPONOrMYECKNX CUHAPOMOB C Hainumem obLero ceponormM4eckoro
buomapKepa, ponb KOTOPOro B NaToreHese eLle NpeacTonT YTOYHUTD.

CornacHo meXxayHapoaHbim pekomeHgaunam, ana sbiasneHna MOG-IgG B cbiBOpOTKe
KPOBM c/ieayeT Ucnosb3oBatb MeTOAUKMU HENPAMON MMMYHOGAOOpECUEeHLUU UN
uutopnoymerpum, 6asmpyroimeca Ha KyabType KNAeToK, C UCMOb30BaHMEM B Ka4YecTBe
aHTUreHa NoJIHOPA3MEPHOro YeN0BEeYeCKOro MMENNHOIUTOAEHAPOUNTAPHOTO
[IMKONMPOTEMHA C HATUBHOW KOHPOPMaLUMen, OAHAKO, AaHHble METOAMKM B HacTosALLEe
BPEMA MMEIT KPpamHe OrpaHUYeHHY AOCTYNHOCTb B NOBCEAHEBHOW NPaKTUKE.

OnpeaeneHne Haanuma MOG-IgG-accounnpoBaHHOTo 3aboseBaHUA OCHOBbIBaeTCA
Ha COBOKYMHOCTU OLL€HKN KNIMHUYECKUX, HEMPOBU3Ya/IM3ALUOHHbIX U CEPONIOrNYeCcKnxX
AAHHbIX NPUN UCK/TIOYEHUNN aNbTEPHATUBHbIX AMArHO30B8.

[1o 20% 3p0p0oBbiIX ML, MOryT 6bITb cepono3nTuBHbiMmn Ha MOG-IgG

KpacHos B.C., PyaHeBa t0.A., Hasapos B.[., BnagbikuHa A.B., lanuH C.B., 3acnasckuii /1.I., TotonaH H.A. MOG-IgG-accoummpoBaHHoe
AeMuennHusnpyrouee 3aboneBaHme: COBPeMEHHbIE NPeaCcTaBAEeHUA, BONPOCHI ANArHOCTUKKU U Nede-HusA. MpaKTuyeckaa meanumHa. 2020



OCHOBHbIE KIMHNYeCKue u NapakKinHN4YecCKkume ocobeHHOCTH

3abonesaHuA, cBA3aHHOro c aHtutenamm K MOG

HeBpuT 3putenbHoro Hepsa

MonepeyHbi muenut

OcTpbiv ANCCEMUHNPOBAHHDbIN
3HUedanomuennt

KnnHuuyeckue
0C06eHHOCTU

e 1o 80% 60nbHbIX NGO
B Hayane, 1nbo Bo Bpems
TeyeHus 6one3Hun

* OgHOoBpeMeHHoOe
ABYCTOPOHHEE NoparkeHue
no 40%

e OTEeK ANCKA 3PUTENBHOIO
HepBa (manunnuT)

* BO3MOXHO nepunannanapHoe
KpoBOU3NTUNAHUE

* bonee 4yyBCTBUTENEH K
cTepongam, yem npun AQP4-
3COHM u PC

* BoBneyeHme CNMHHOINO MO3ra
B 30% ann3040B B Ha4Yane
n no 50% B TeueHmne 6onesHun

e [lBuraTenbHble HApyLWEHNA
noxoXxun Ha AQP4-3COHM

e YacTto HapyweHue pyHKLUn
Ta30BblX OPraHoB

* bonee yyBcTBUTENEH K
ctepongam, yem AQP4-
3COHM, n PC

e Hanbonee yacto y geteu
(<18 ner)

* Tonbko npumepHo B 5%
Y B3POCAbIX

e CyA0pPOXKHbIN CUHAPOM B Ha4ane
Habntopatotca y 40% aeten
c O4>5M

* O2M c aHTUTEenammn Kk MOG,
MMMET BbICOKMIN PUCK peumanBa
n GopMNPOBAHUSA
CMMNTOMATUYECKOM 3NMUIENCUU




OCHOBHbIe KIMHN4YeCKue u NapakinHN4YecCKkume ocobeHHOCTH

3aboneBaHuA, cBA3aHHOro ¢ aHtutenamm K MOG: MPT

HeBpuT 3pUTEenbHOro HepBa

MonepeyHbi muenut

OCTpbl AUCCEMUHUPOBAHHbDIN
sHUuedpanommennt

O6wnpHoe NnopaxkeHne 3puUTeNbHOro HepPBa UK
Xnasmol, bonee ovyeBnagHoe Ha MPT opbuThl

MpeobnagaeT B nepeaHUX oTaenax Hepsa, HO
MOMKET PaCcNpPOCTPAHATLCA U HA NepeKpecT
3pUTENbHbIX HEPBOB

MeprHeBpanbHOE HaKOMNeHUe KOHTPacTa

MNepunannnnApHoe NCTOHYEHUE CNOA HEPBHBbIX
BOJIOKOH ceT4aTKn 4acto Ha OKT, HO KANHUKO-
PEHTreHONOrMYecKkMn NapaaoKe (HecMmoTps Ha
BbIPaXXEHHY0 aTPOPUIO C/10A HEPBHbIX BOOKOH
CeTYaTKKU, OCTPOTA 3PEHUS COXPaHSEeTCs)

NcTOHYEHME /1051 HEPBHbIX BOJIOKOH CETYaTKW,
CBA3aHHOE C NPUCTYNOM, C NpeobnagaHnem
BMCOYHOM obnactu

MUKPOKNCTO3HOE NATHO B 24%

* [lepBOHaYaNbHO OMNUCLIBANCA KaK
NPOAO/IbHO-PACNPOCTPAHEHHbIN
nonepeyHbl MUENNT, HO K KOPOTKUINY»
munenut sctpedaetca ao 40%

* [opaeHne MO3roBoro KoHyca (4ale,
yem npu PC n 3COHM)

e Oyaru orpaHuyeHbl CepbiM BELLLECTBOM
N HEPBHbIMW KOpeLLIKamm

* MeHee yacToe HaKonaeHue
KOHTpacTta, yem npu AQP4- 3COHM u
PC

* ¥ 10% nauneHToB N3MEHEHUN Ha
ncxogHon MPT Het

* YacToe nonHoe paspelieHne npu
nocneayrowem CKaHMPoBaHUU

* bonbwune, andpdysHbie n NNOXO
OTrPaHMYEHHbIE aCMMMETPUYHDbIE
ABYCTOPOHHME MOPAXKEHUA

* [oparkeHue rnybokoro ceporo
BELLEeCTBa, Yalle BCero — Tasiamyc

* Oyarn moryT CMNbHO PACNPOCTPAHATLCA

* BoBneKatoTcA MO30NNCTOE Te0, CTBO
MO3ra U MO3*Xe4oK

* YacTo cBA3aHO C NopaxKeHnem
CMUHHOIo Mo3ra

* Yactoe nosiHOe paspelueHne npu
nocnenyrowem CKaHUPOBAHUMN




MPT-ocobeHHOCTM 3aboneBaHus,

CBA3aHHOTro ¢ aHtTutenamum K MOG

G, H — KpynHble, N10X0 OYEPYEHHbIE O4Yarn B CynpPaTeEHTOPUAIbHOM
N UHpPaTeHTOPUAIbHOM Benlom BeLLecTBe € ABYCTOPOHHUM NOPaXKEHUEM
CpeAHUX HOXKEK MO3XKeUKa

| — chmBatowmeca noparkeHna 6enoro sewecTsa no TMNy 1emMKoancTpoPpum
J — ABYCTOPOHHME rMNnepuHTEHCUBHbIE O4Yarn B cepom Belectee M Ha T2-BU

K — oyarn B CHMHHOM MO3re C Bblpa*KEHHbIM MOPa*KEHNEM CEPOro BellecTBa (BbICOKOYYBCTBUTENbHbIN
NPU3HaK)

L— NnpoAao/ZibHOE NopaxeHNne NeBoro 3apnUTesIbHOro HepPBa4

Giulia Fadda MD, Thais Armangue MD, Yael Hacohen MD, Tanuja Chitnis Prof n Brenda Banwell Prof «Paediatric multiple sclerosis and antibody-associated
demyelination: clinical, imaging, and biological considerations for diagnosis and care» Lancet Neurology, 2021



OCHOBHbIE KIMHNYeCKue u NapakKinHN4YecCKkume ocobeHHOCTH

3abonesaHuA, cBA3aHHOro c aHtutenamm K MOG

HeBpuTt 3pntenbHoOro Hepsa

MonepeyHbit muenut

OcTpbiv AUCCEMUHNPOBAHHDIN
3HUedanomuenur

LICHK

* Peako 0/IMroKN0OHaNbHbIE
nonocbl (<10%)

e YacTo Hannume ymepeHHoOro
MMMPOLUTAPHOro N1eoumMTo3a

Penko onnMroknoHanbHble
nonocbl (<10%)

YacTto Hanume ymepeHHoro
NTMMIOLMTAPHOro N1eoUmnTo3a

e PeaKoO OIMTOKNOHA/IbHbIE
nonocbl (<10%)

e YacTto Hannvme ymepeHHoro
nmmdounTapHoOro nieounTosa




OCHOBHbIE KNIMHNYeCKue u NnapakinHN4yYecCckume ocobeHHOCTH

3abonesaHuA, cBA3aHHOro c aHtutenamm K MOG

o OcTpbiv AUCCEMUHNPOBAHHDbIN
HeBput 3putenbHoro Hepea | [lonepe4yHbi muenut
sHuedanomuennr
Puck * [laumeHTbl B BO3pacTe A0 45 nert * [lonHOEe BbI3JOPOBAEHME OT HaYvana e [lo 50% peteit (mnagwe 18 net) umerot
peunaunsa nmetoT 60n1ee BbICOKUIM PUCK npuctyna y 60% monoapix naLneHToB peungmns O5M
U nucxop, peuuansa (<18 ner) * Mpu peunamrBe MOKET 6bITb MHOTOOYAroBbIi
* CTOMKOE HapyLlleHne 3peHns e Okono 20% naymeHToB MMmenu O4°5M unmn O19m C HEBPUTOM 3PUTENIBHOTO
(ocTpoTa 3peHns <20/100) peako NOCTOAAHHbIN ABUraTeNbHbIN AepuunT HepBa
B 2 roaa Yepes 2 roaa (EDSS >3) Y Hebonbluoit yactn getei (mnagwe 18 ner)
* Obpatnmasn 3puTenbHas * [1pn HanNUMM ABUraTenbHOro byaoeTt oguH peunans B TedeHme 3 mecAues
AncoyHKUnA B 75% npu nepsom Aeduumta no EDSS 3 6anna Bo Bpema |« Y 50% moryT Bo3HWKaTb nocae O43M
anusone obocTpeHna — AedULNT coxpaHacs noBeAeHYECKMe N KOTHUTUBHbIE HapyLLeHUA
* lporpeccupytollee UCTOHYeHMNE y 68% naunenTos, a npu EDSS B0  [o 10% (NnpeumyLLeCcTBEHHO Y OYEeHb
nepunanunsapHoro caos Bpema oboctpenns Ao 6 bannos — ManeHbKux aeteit [mnaguwe 7 net]) moxer
HEPBHbIX BO/IOKOH CETYATKU ABMFaTEHbeIﬁ Iuled)MLIIMT COXPaHANCA pa3BuUTbCA dJEHOTVll'l, HOAOGHblﬁ
MOKeT HabstoaaTbeA Npyu yxey 87% nauneHTos neikoancTPodum, ¢ 60NbILIMMMU CAMBHBIMY
OTCYTCTBMUN HOBbLIX KIMHUYECKUX * YacTto coxpaHeHue HapyLLIGHMﬁ oyaramu C BbICOKOMU KOHTPACTHOCTbIO U
npucTynos $YHKLWM Ta30BbIX OPraHOB AakKe 3HauuTeNbHOM aTpodpurei roNOBHOIO MO3ra
npun xopowem ABUraTe/ibHOM C Te4yeHMem BpemMeHU
BOCCTAaHOB/IEHUN




B mexxayHapoaHbiXx pekomeHaaunax 2018 r. cpopmynmpoBaHbl

KpUTepuu gUarHoCTMKn Ana HO30/10rMUYECKOM rpynnbil,
o603HaueHHOU Kak MOG-3Huedanomuenut

1. O5M, HeBpUT 3pUTE/IbHOFO HepBa (MOHOPA3HbIN UK
pPeuUnanBUPYIOLLKIA), NONEPEYHbIN MUeNUT (NPOoaOAbHO
PAcNPOCTPAHEHHbIN MU NPOAO/IbHO OFPaHMUYEHHbIN),
uepebpanbHbI UNN CTBOIOBOMN CUHAPOM AEMUNESTUHNINPYIOLLLETO
XapaKTepa Uam coveTaHUA BbllleyKa3aHHbIX CUHAPOMOB

2. MPT-npu3Haku Unn nameHeHUA 3puUTe/ibHbIX BbI3BaHHbIX NOTEHLUWANO0B
(y nauneHToB C U30/IMPOBAHHbIM HEBPUTOM 3PUTENbLHOTO HEPBA), XapaKTepHble
ana gemuenmHusnpyrowero npouecca 8 UHC

3. BbiasneHne MOG-1gG npu nccnegosaHmUm CbiIBOPOTKU KPOBU METO40M,
6a3mpyoWmMmMcA Ha KyNbType KNeTOoK, C UCNO/Ib30BAaHUEM B KQYeCTBE aHTUreHa
NONHOpPa3mepHoro yenoseyeckoro MOG

4. VIcKntovyeHue anbTepHATUBHbIX 3aboneBaHuni, garxke npm Hanmumm MOG-IgG
B CbIBOPOTKe KpOBMU

Giulia Fadda MD, Thais Armangue MD, Yael Hacohen MD, Tanuja Chitnis Prof n Brenda Banwell Prof «Paediatric multiple sclerosis and antibody-associated
demyelination: clinical, imaging, and biological considerations for diagnosis and care» Lancet Neurology, 2021



JleyeHune oboctpeHnin MOG-IgG-accoummnpoBaHHOro

3aboneBaHuA y geren

)
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MetunnpeaHusonoH B ao3e a0 30 mr/Kr, Ho He 6onee 1000 mr/cyT B TedyeHue 3-5 aHen.
JKCTpaKopnopanbHble meToabl (N1a3zmadepes, KackagHaa naasmadunbTpaums)

BHYTpUBEHHbIE MMMYHOIN06YNMHbBI (KypcoBas Ao03a 2 r/Kr 3a 3-5 aHel)

Bo BCceX COMHUTENbHbIX C/Iy4aaX A0 NOJIyYeHUA pe3y/ibTaToB OKOHYATE/IbHOrO 3TUO/IOTMYECKOro
o6cnenoBaHMA HAa3HAYAKOTCA NPOTUBOBUPYCHBbIE NpenapaTbl (aLUMKAOBUP, FAHLUMKAOBUP U T.A4.) U NPU
Ha/AMYMM NOKa3aHUM aHTUDaKTepUanbHble npenapaTthbl (LedTPUAKCOH, LepoTakCMM, a3UTPOMULIUH,
JOKCULMKAWH U T.A.)

HenpomeTtabonnueckasna, HOOTpPONHaaA Tepanma, HEMPOBUTAMMUHDI
Butamuu D o1 600 g0 4000 ME B cyTKM (MMHMMabHaA KOHLUEHTpauUms B cbiBopoTke 25(0OH)D 50 Hmonb/n)
Peabunutauua (PTO, mexaHotepanua, JIPK n 1.4.)

Ncuxotepanus



Mpodunaktuka obocrpeHnn MOG-IgG-accoLmmMpoBaHHOro

3aboneBaHuA y peren
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[MocKkonbky okono 70% neamnatpuyeckux naumeHtos ¢ MOGAD byayt nmetb
MOHO®A3HbIN UCXOA, PELLUEHNE O HaYya/ie XPOHUYECKON MMMYHOCYNPEeCcCcUu
y NneanaTpuyeckmx naunmeHToB AsnAeTca bonee CnopHbIM, YEM Y B3POC/bIX

Mocne Tepanmmn oboCTPEeHNA B HEKOTOPbIX UCCAEA0BaHUAX PEKOMEHA0BaHa TaKTUKa, KaK 1 Y B3POC/bIX
naunueHToB — ANUTENIbHOE NPUMEHEeHUe KOpTUKocTtepouaos 1 mr/Kr B AeHb B TeueHue 3 mecaues
C Noc/1eAyoWMM NOCTENEHHbIM CHUMEHMEM A03bl B TeYEeHUEe cneayowmx 3 mecaLes

B yactn nyb6inMKaumnim cYmMTatoT, YTO KYpPC CTEPOMNAO0B A0/IKEH ObITb MeHee 4 Heaenb, YTobbl n3bexaTb
nob6o4HbIX 3 PEKTOB, U NpeasiaraeTca UCMONb30BaTb BHYTPUBEHHbIE MUMMYHOINO6YANHDbI B TeYeHne 3-6 mec.

Pag aBTOPOB CYMTAET, YTO MMMYHOCYMPECCUBHIO Tepanuto cieayeT Ha4MHATb TO/IbKO Noc/e peuuanBa
3ab0s1eBaHuUA

Ha AaHHbIM MOMEHT Yy AEeTer NPUHATA CAeAyoLWan CTpaTerns JIeYeHUA: exxemecayHoe BBeJeHme
BHYTPMBEHHbIX UMMYHOMNOBYNMHOB (MHAYKUMOHHbBIA KYpPC 2 I/Kr C NOC/NeAyloWmMmM exXxemMecayHbiM BBeAeHUEM
B go3e 1 r/Kr), BBeaeHune putykcmmaba kaxkgble 6 mecaues (750 mr/m? Ha uHdy3MI0, MPKU 3TOM NPOBOAAT ABE
MHPY3NU C UHTEPBANIOM B 2 HEZIENIN) NN eXXeAHEBHbIN MPUEM a3aTUONPUHA AN MUKodeHonaTa modpeTun

Ha pelweHune o HenpepbiBHON UMMYHOTEPANUK AN NPeaoTBPaLleHNsa peumamBa 06blYHO BAUAOT HECKO/IbKO
$aKTOPOB: OTBET Ha /IeYeHne NepBOoHaYaibHOro NPUCTYNA; TAMKECTb NepPBOHAYa/IbHOro NPUCTYNa; PUCK
KPaTKOBPEMEHHOM HeTPYA0CNocobHOCTM (CBA3aHHbIN C NepPBbIM 3NU3040M WU HAKOM/IEHUEM 3NM30408B);
PUCK KPATKOCPOUHOM U J0/ITOCPOYHON MMMYHOCYNPEccHMn; n Bo3pacT

Michela Ada Noris Ferilli «Clinical and neuroimaging characteristics of MOG autoimmunity in children with acquired demyelinating syndromes» Journal of the Neurological Sciences, 2021



OnddepeHumanbHaa AUAarHOCTUKA BOCNANIUTENbHbIX

AemuenvHnsunpyrowmnx sabonesaHmnm LUHC y peteun
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KnuHnyecknm npumep: aesouka /1., 16 ner

15:27

e [InarHo3 Npu NOCTYNJIEHUN —
o4>5M, PC?

* [MopocTpoe nonndoKaabHOE Hayano
(aTaKcuA, HUKHMUIM Napanapes3) — nocTeneHHoe HapacTaHue
HEBPONOrMYECKOM CUMNTOMATHKK C 14 ner.

e Habntoganacb HEBPONOromM MO MECTY XUTeNbCTBa € AnarHosom BC/,
e B 15 net ctana bbICcTpo ycTaBaTb Npu xoabbe, ycmnmnacb aTakcuma.

| » BuinonHena MPT — ycTaHoBneH aunarHo3 O9M, nony4yana nysnbc-
rOPMOHa/IbHYO, aHTUDOAKTEPMA/IbHYIO, NPOTUBOBUPYCHYHO TEPANMUIO,
BBUI

* Ha ¢poHe Tepanumn KpaTKOBPEMEHHOE y/y4lleHue, Aanee BHOBb
oTpuuaTenbHaa AMHAMKUKa

| * BbicTaBneH gmarHos O1oM
e HanpasneHa B AHKUWB ana ytouHeHuna A3 n nogbopa Tepanmu

DARS-accoummnpoBaHHan nemkosHuedanonatua



KnnHunyeckmnn npumep:

mMmanbumkKk M., 12 ner

AwvarHos npu nocrynnedunn 8 AHKUNB —
OCTPbIN ANCCEMUHNPOBAHHbLIN 3HUEeDANNT,
nebiot PC?

[lo 3 net Ha yyeTe y HeBponora ¢ a3: 3[1MP

Yuntca B COLU Ha «OTAIMYHOY», 3aHUMaAETCA
TaHUAMWN, UTPAET B LLAXMaTbl

MocTeneHHoOEe HapacCtaHue HeBpOJ'IOI'MLIECKOl‘/JI CMMMNTOMATUKWN B TedeHne Heageamn —
HapaCTaHMne aTakCuun

Mo m/> BbinonHeHa MPT TOJIbKO ronoBHOro mosra

Mpun noctynnenmu B AHKUMBE — HUKHWUI cnacTUYEeCKUIM Napanapes, HapylleHue
NMOBEPXHOCTHOM U rNyHOKOM YyBCTBUTENIBHOCTU B HUMKHUX KOHEYHOCTAX

B AHKUWB BbinonHeHa MPT cnuHHOro mosra — MP-KapTUHa apaxHOUAANbHbIX
KUCT B 3a4HEeM 3nuaypasnbHOM NPOCTPAHCTBE, NPUBOAALLMNX K CTEHO3MPOBAHUIO
NpoCBeTa NO3BOHOYHOrO KaHana Ha ypoBHe Th9-Th10 no3BOHKOB,

C NpU3HaKamu muenonatnm Ha yposHe Th8-Th11l no3BoOHKOB

n ¢ GOPMUPOBAHMEM CUPUHTOMUESTNYECKOM KUCTbI B MPOCBETE CMMHHOIO MO3ra Ha
ypoBHe C7-Th7 no3BOHKOB

MaumeHT nepeBeaeH B HEMPOXUPYPTUYECKUI CTaLMOHAP

OwnarHo3s: OpraHnyeckoe nopaxeHue LUHC. Mwwemuueckasa sHuedpansommenonaTtums.
ApaxHounganbHble KUCTbl CMMHHOTO mo3ra. CUpMHromumenmyeckaa KUCTa CNMHHOIO
mo3ra C7-Th7. Komnpeccua cnuHHOro mosra Ha yposHe Th9-Th10.

OcnokHeHue: HMKHUMK cnactMyecknim napanapes. CEeHCMTUBHAA aTaKCUA.



KnnHuueckuun npumep: manbumk C., 10 net

C 7 net — HapyLwieHne KoopanHauuu, pacTaAHYTOCTb peyu,
aNM3o4bl arpeccmm

B 8 net — cxopgAaweeca kocornasme OD. B 9 net nposeaeHa
onepaTMBHaA KoppeKuua cxogaueroca kocornasua OD

B 9,5 neT — nnxopagka go 38,0C, HapyLlweHne KoopanHaumm,

BAJIbIN, COH/INBbIN, BHOBb cxoasLleeca Kocornasme OD

MPT M — MP-KapTnHa MHOroo4aroBoro nopa*KeHmsa rono0BHOrO U LWENHOro OTAe/1a CIMHHOTO
MO3ra

BbicTaB/ieH AMarHo3 no m/x (rpaskaaHMH MHOCTPAHHOIO roCcyAapcTBa) — PacceAHHbIN CKAepos,
HayaTa Ny/ibc-ropMmoHanbHasa Tepanua, BBUI — Ha 3Tom PpoHe nonoxKutenbHaa AgMHaMMKa.
Yepes 1 mecAl, yxyALlleHUe COCTOAHUS — 0bLemMo3roBasi CMMNTOMATMKA, aTakcUsA, aCUMMETPUSA
nmua

Poautenun camoctoAaTensHo 6e3 cornacosaHus npunetenm B CM6, obpatnancet B NpMeMHbIN
nokon AHKUWNB

CocTosiHMe Npu NOCTYNNEHUN KPalHe TAXKeI0e — BblABNEHA TPEXPOCTKOBAS LIUTONEHUS
(TPOmbounTONEHNA, aHeMUA, arPaHyoLMTO3), IMXopaaKa, runopmbpunemms (0,5 r/n),
rmnepTpuranuepuaemun, cnaeHomeranms, runepoepputnHemun B 20 pas Bbille HOPMbI

PebeHOK KOHCYy/bTUPOBaH remaTtonorom HUM aeTckom oHKONOrnm, rematoaormm
N TpaHcnnaHTonornm um P.M. lopbauyeson

[MpoBeAeHa NyHKUMA KOCTHOrO MO3ra, No pe3y/ibTaTaM LUTO/IOFMYECKOro UccieanoBaHuA
BblABNEH remodaroumtos

femodarouyutapHbin ammdormucTtnoumnTtos ¢ nopaxkeHmem LLHC



KnnHuuecknm npumep: aesouka C., 15 ner

HwnarHos npu noctynneHun B AHKUWNB — ocTpbin guccemmHmpoBaHHbIW aHLEedanuT

nOD,OCTpOG Ha4dalio, B TedeHne HECKOJIbKNX MecCHALEB —TOJTOBOKPYXEHUE, Nepmnogn4eckn
TOLWWHOTa 1 pBoTa, CUMIMTOMATUKa HapacTtara.

MPT — B npaBom nonyLwwapun n cpegHen HoXKe Mo3ara, CTBosfie Mo3ra — oyaru
AeMuennHusaumm, 6e3 akTUBHOCTM.

[MpoBeneHa Tepanua: metunnpegHn3onoH 10 mr/kr/cyT, HoOTponHaa Tepanus.

Ha dooHe Tepanuu 6e3 AgHaMNKM — rofiIoBOKPY>XEHME TOLLUHOTa, pBOTa Ha (ooHe
FOSTOBOKPY>KEHUS, peOEeHOK HE MOXET HaXoaUTCS B rOPM30OHTasIbHOM MOJSTIOXEHUMN, cnaTb
MOXXET TOJSIbKO Ha nofgyLlkax nog yrrnom 45°

[ocnutanusnposaHa B JHKUWB. MPT muHumansHoe yBennyeHne pasmepoB O4aros.
[aHHbIX 32 HEMPOMHAIEKLMIO HE NONYy4YeHO. AHTUHENPOHASbHbIE aHTUTENa —
oTpuuatenbHo. AHTUTenNa K NMDA — otpuuarensHo. AHTUTENa K aHTUreHam MmerninHa —
oTpuuyartesibHo. AHTUHEUTPOdUIIbHbIE aHTUTENA — oTpuuaTtenbHo. AnbdadeTonpoTenH U
XOPUOHNYECKUIA TOHa4OoTPONUH — HopMa. BeisiBneH 1 Tvn cnHTE3a onmnroknoHansHoro IgG.

N3T-KT ronoBHoro mo3ra ¢ 11 C-MmeTMOHMHOM — HOBOObOpa3oBaHMe MeanasnbHbIX
OTAESNI0B npaBon remmcdepbl MO3Xevka C NepexogoM Ha NepuBeHTPUKYNAPHBLIN OTAern
NpaBon CpedHEN HOXKN MO3XKeYKa U nNpoaosiroBatblii MO3r, € yMepPeHHbIM MeTabonnm3mMom
aMMHOKMCIIOT.

HeogHokpaTHO B TedeHue 1 roga KOHCynbTMpoBaHa HeBpororamm n Henpoxmpypramm CI16,
Mocksebl, 3pannsa: demuennHmsnpyoulee 3abonesaHne? HosoobpasoBaHue?

Buoncua B HMUL, Henpoxmpyprum um. H.H. bypaeHko — mepynnobrnacroma
knaccuyeckoro tuna WHO Grade IV npaBoy HUXXKHEN HOXKN MO3Xe4Ka
M npogoriroBaToro Mo3sra




Hay4yHo-meToanyeckuu ueHTp no MonekynsapHon meauumHe M3 PO
NCrierMy mm. akan. U.I. NaBnoBa

CaHkT-lleTepbypr, yn. JlbBa ToncTtoro, 6/8
www.autoimmun.ru

3aBeqyrowmn naboparopmen ANarHOCTUKN ayTOMMMYHHbIX 3aborieBaHUN
NanuH Cepren Bnagnmmposud, K.M.H.


http://www.autoimmun.ru/

®EOEPAJIbHOE N CYAAPCTBEHHOE BIOOXETHOE YYPEXOEHUE
'OETCKUA HAYYHO-KINMHUYECKUWA LUEHTP UHOEKLUUOHHbIX BOJNIE3HEN
®ENEPAJIBHOIMO MEAUKO-BUOJIOMMYECKOIO ArEHTCTBA"

A

¢

'y =~ -

EYR o~
4“""’“5«5 oWeh®

CaHkT-lNeTepbypr, yn. MNpodeccopa Nonosa, 9
WWW.NIIDI.RU

Otaen HenpouHdeKuMn n opraHN4YeCcKoun NaTtorioruu HepBHOU CUCTEMbI
3aMm. gupekTopa no Hay4Hou pabote, npod., A4.M.H. CKkpnnyeHko Hatanbsa BukTtopoBHa

[leTcKkoe HemMpopeabunuTaunoHHoe oTAerieHne
3aB. otaeneHnem K.M.H. lNynbmaH Hagexna dengopoBHa

O6cneposaHue, neyeHue n peabunutaumua geten B pamkax OMC us Bcex permoHos PP
- pemuennHusunpyrouwme 3abonesaHms UeHTpaabHOM U nepudepumnyeckomn HC

- HeupouHbeKUUU, NOCNeaACcTBMA NepeHECEHHbIX HEMPOUHDEK LN

- opraHunyeckoe nopaxkeHue UHC, AL, 3aaep*KKa pa3sutua un T.A4.

[Ana yTOYHEeHMA BO3MOXHOCTU rocnuTanusauum otnpasutb 3anpoc — clinica_niidi@mail.ru


http://www.niidi.ru/
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