OdemuenunHunsupyrowme 3abonesanmna LUIHC,
paccesHHbIN cKknepos (I)

TotonaH Hatanba AracooHoBHa

MepBbii CaHkT-MNeTepObyprckuii rocyAapCTBEHHbIN MEAULIMHCKUIA YHUBEPCUTET
nmeHun akagemuka W.lN.MaBnoBa



Ha 100.000 HaceneHus

LIEPEBPANBHbIV MHCYTBT 800
Carewell 1838 SMNNENCUSA 500
J-M- Charcot 1877 BONE3Hb MAPKMHCOHA 150
PACCESIHHbI CKIEPO3 100
CUPVUHIFOMUENNS 7
EOKOBOV AMMOTPOGUYECKA 6
CKNEPO3
MUACTEHWS 5
CVHOPOM MEHA-BAPPE 2

ATAKCUA dPUOPENXA 2

Weaglow €., 2002




PACCESIHHbIA CKJIEPO3

XPOHU4YecKoe rnpozpeccupyrouwiee 3abosriesaHue
UeHmpasibHou HepeHoU cucmeMabl

neowT 10 net 20 net

A=ih= 35

B 80-85% cny4yaee KnuHu4Yecku npomekaem
¢ obocmpeHusimu u pemuccusimu (PPPC)




PACCESIHHbIN CKJIEPO3

XPOHU4YecKoe rnpozpeccupyrowiee 3abosiesaHue
UeHmpasibHou HepeHoU cucmemMbl

C MHO)>XeCMm@eEeHHbIMU o4Ya2aMu socrnasiumersibHou demueHUHu3auuu




PACCESIHHbIA CKJIEPO3

XPOHU4YecKoe rnpozpeccupyrowiee 3abosiesaHue
UeHmpasibHoU HepeHoU cucmemMabl

C MHO)>XeCMm@eEeHHbIMU o4Ya2aMu socrnasiumersibHou demueHUHu3auuu




Uduonamuyeckue socnasiumesibHble deMuUesIuHuU3uUpyroujue

G04.0
G04.8

G35

G36.0
G37.0
G37.3
G37.5

H46

3aboneeaHusi LUHC

BocnanutenbHble 6one3nu LUHC (G00-09)

OcTpbi gucceMMHUpPOBaHHbIN 3HUedanoMmmenuT
NMocTnHEeKUMOHHbLIN 3HUedanuT n aHuedanoMmmenuT

OdemuenuHusnpyrowme 6onesnun LUHC (G35-G37)
PaccesiHHbIN CKNepos

OnTukoHempommenut (6ornesHb [leBuKa)

Oudcy3HbIN cknepo3 (nepunakcnanbHbIK 3HUedhanuT lUnnbaepa)
OcTpbi nonepeyYHbIN MUeNnUT

KoHueHTpuyeckmnn cknepo3s (bano)

HeBpuT 3puTenbLHoOro HepBa



Uduonamuyeckue socnasiumesibHble deMuUesIuHuU3uUpyroujue
3aboneeaHusi LUHC

KnnHunyeckn naonupoBaHHble CUHOPOMbI:
- HeBPUT 3pUTESIbHOro HepBa (peTpobynbLOapHbLIU HEBPMUT)
- nonepeYHbINn mnenut / MuenonaTus
- OCTPbI/N CTBOSTIOBOU CUHAOPOM
PaccesiHHbIN cKnepoas:
- Peungnsupyrowe-peMUTTUPYHOLLNUN
- BropuuHo-nporpeccupyroLwmm
- MepBUYHO-NpOrpeccUpyroLmnm
- PeungnBupyrowe-nporpeccupyrowmm
(TPaH3MTOpPHbIN Nporpeccupyowmn, 4O6poKayeCcTBEHHbIN, YITMUHAHTHbIN)
OcTpbI AUCCEMMHUPOBAHHbLIV 3HUEedaNoMMernur.
- MOHO(pa3HbIU
- MynbTUasHbIN
- BO3BPaTHbIU
Ontukomuenut [leBuka

HeyTouHeHHOe feMuenuHnsupylouee sabonesaHue



lMamomopgponozuyeckue cocmasnauwue PC

BocnaneHue —> [JleMuenuHuszayua —» [ubesib akcoHoB




Helipode2eHepauusi npu paccessHHOM CKJiepo3e

HonHukoB B.C. D Zeitschr Nervenheilkunde 1915;26:233—-47



UMMYHOIIATOINEHE3

|. Ctagua vHUOUAIIMHA 00J1€3HH

—

Il. Cragusi 0OpaTUMBIX CHMIITOMOB




MMMYHOIATOINEHE3: |. Ctagpna uHuumauum 6onesHu

@ I» Tenernueckne GaxTopsbl

- - CPBIB AyTOTOJIEPAHTHOCTH
- HAPYILIeHUs] UMMYHOPeryJisiiiuu

IK30reHubie paxkTopbl
¢ P - nucpynkuusa OILL

- pupycol (EBV, ...)
- CynepaHTHIeHbI

- neuuT MHCOASIUN/BUT/]
@ 3.) Ki10HBI ayTOpeaKTHBHBIX

T-a¢, B-ad...

(D JlareHTHbIii epuox
(mo 10 - 20 seT)




1. 'TEHETUYECKUE ®AKTOPbI

YMEPEHHAA ACCOLUMUALNUA C PC:
HLA-DR-DOQ (DRB1*1501, DQA1*01012, DQB1*0602) 6p21.3
IL2RA

TNF-a 6p21.3
TCR 7935 m1 14911.2
CNNABAA ACCOLUUNALIUA C PC (unu otaenbHble nonynsumn):
AHTaroHucT peuenTtopa IL-1p 2q14.2
CTLA4 2933
HLA-DP 6p21.3
HLA-A u B 6p21.3
Benku TennoBoro woka (HSP70) 6p21.3
UMmmyHornooynuHbl 14q32
PeuenTop IL-4 16p12.1 n 16p11.2
OcHoBHOM Oenok muenuHa 18q22
AnonunonpoteuH E-Il 19913
2’3’umknuyeckan Hykneotuna 3’cpoccpoanacrepasa 17q1ll
KannauH (Ca-aktuBupyemasi HeBpanbHasi npoTenHasa)




META-AHAJIU3 UCCIELOBAHUN
BIINSHELOBbLIX T1AP

KOHKopOaHmMHocmb (%)

MOHO3UIOTHbIE AUNSUTOTHDBIE CUBChbI
NAPDbI NAPbI

27/101 (27%) 5/142 (4%)

Bobowick 1978, Kinnunen 1988, Heltberg 1988, Sadovnick 1993, Mumford 1994



2. OK30reHHble hakTopbl
MEPEKPECTHOE PEAMMPOBAHUWE BUPYCHbIX Y BAKTEPUATIbHbIX
MENTUAOB C KOMIIOHEHTAMU MUEJTNHA*

m /IMMyHOOOMMHAHTHLIM pernoH OBM:

(7 supycHbix u 1 6bakmepuarnbHbIU nenmuobl akmusupytom OBbM -
crieyugu4Hble KroHbl T-rg 6onbHbix PC)

= HSV

= EBV

= adeHosupyc 12 muna

= gupyc epurnna A

= guUpYyC nariusnsioMel Yesioeeka

m [pyrmne ydyactkm OBM:
= gUPYC Kopu
= gupyc eernamuma B
8upycChI epurina
adeHo8UpYChbI
KopoHasupyc 229 E




2. 9K3OI'EHHbIE ®AKTOPbI*

[eorpadmnyeckas wupota, nHconaums (YOIl), sutamuu [
OR=20

BospacT nHpuuymposanua EBV, agantnBHbIM UMMYHHbIN OTBET Ha EBV: **
99% 60nbHbIX PC cepo+ (1 95% obLwen nonynauyum)

Cepororms «+» Vs «-»:
OR=12.5

+ NH(PEKUMOHHbIN MOHOHYKITE03: T puck PC B 2-3 pa3sa

KypeHnue
OR=1.4

«TMrmneHn4yeckas» rmnoresa
OR=3




NMMMYHOIATOIEHES: Il. Ctagnsa obpaTMbIX CUMMNTOMOB

6 CpbIB ayTOTOJIEPAHTHOCTH

AKTHBaLua i
CucreMHbIil TPpUITEP
ayTopeakTuBHbIX T-J1, - S
B-a )
. 8 - IOCJIEPOAOBbIH
MepuoI
13
9 PeMue THHA3AMMS HoBble KJIOHBI

ayTopea KTUBHBIX

Bocnagenue B IIHC

11

IHospexnenune O, remMueIuHU3aAUS



/. CUCTEMHBIN TpUITEP

B BupycHble MHMeKLNK
(OPBW, repnetndeckmne, nHpekummn XKKT)

m 10 50 — 70% ob6ocTpennii PC accouunpyercss ¢c OPBU

m Ilocae OPBH B 10 — 30% cay4daeB pa3BuBaercsi o0ocrpenue PC

m [lepnoabl ropMoHanbLHON NepecTpPOonKU
(poabl, abopT)

m Bakuunauum ?




9. BOCMNAJIEHUE B LIHC

Normal Inflamed

Astrocyte foot processes

Endothelial cell

Endothelial adhesion

Microglia molecule

Lymphocytes

Basement
membrane

Perivascular macrophage - —
P8 Activated microglia

Activation antigens



UMMYHOIATOIEHES: Ill. Ctagua HeobpaTUMbIX
CMMNTOMOB

Bocnajenue B ITHC /

IHoBpexaenu MHECJINHU us
Nimemus oppexaenue O/11, neMuemHU3aN

Toxcnueckue pakTopsl O

ACTPOLUTAPHBINI

TJIN03
Fuﬁeﬂb Q

BropuuHas nerenepanus, arpogus




15. BTOPUYHAA OETEHEPALUA, ATPODPUA

Bmopu4Hasi deceHepayusi 8 LJHC = pacnpocmpaHeHue
rnoepexoeHus1 U3 nepeu4YHO20 o4Yyaz2a Ha npusexaujue
y4yacmeku

BaJjisiepoBckasi 1ereHepanus aKCOHOB (IMCTAJIbHEE MOBPEKICHUS):
- IPeKPallleHUEe AKCOHAJIBHOI0 TPAHCIIOPTA U3 TeJIA HEHPOHA

- Bxoa Ca ¢ akTuBanmuen nporeas

- AKTUBHbIE JIECTPYKTHBHBbIE MPOLECCHI

Toxkcuuyeckoe aercTBUE BOCHAIUTEIbHBIX METUATOPOB:

- IUTOKHHDI

- CBOOOTHBIE PATMKAJIBI KHCJI0PO/A
-NO

- KOMIIOHEHThI KOMILIEMEHTA

- METAJLJIONPOTEHHA3DI
I'eHOTOKCHHBI ((haKTOPBI ANIONTO3A)




MATOMOP®OIOIMNA PACCEAHHOIO CKIIEPO3A

B ovarax:

» [OucdyHkumna N9
OTek
BocnaneHune
[lemunennHusauus

PemunennHmnsaums

AcCTpounTapHbLIN o3

= [mbenb akcoHOB
B mexouyaroBom 6eryiomMm BeLlecTBe
B Kkope ronoBHOro mos3ra

B M0O3roBbix o06ono4kax




PaccefiHHbIN CKnepo3: KNUMHNYeCKne NposBNeHns

Hayano cumntomoB: 15 — 55 net (95%)
K:M=25:1

lNepebiti anu300 (KUC):

HeBpuT 3putenbHoro HepBa 20-25%
MapunansHaa mmenonartma 40-45%
CtBonoBoun cuHapom 10-15%
LlepebGpanbHble cMHAPOMBbI

KnuHu4yeckue cuHOPOMBbI:
KOrHuTMBHbIE HapyLUeHUS
AOucdyHKUMA YyepenHbIX HPBOB
ABuratenbHble (Nape3bl)
CeHcoOpHble (NPOBOAHUNKOBLIE)
HapyweHua koopanHaumm
AuncdyHKuMA Ta3oBbIX OpPraHoB

nrnec

PC: Tnbl TeyeHunsa




O6ocTpeHue PC — anu3on HeBpoOrorm4eckon ancyHKUmnm c
NOABNIeHNEeM HOBbIX UNN YCUNIEHMEM UMEBLLMXCA paHee CUMNTOMOB,
npoaorkarowmmnca obonee 24 yacos.

UHTepBan mexay Ha4yanom oaHOro U Havyarnom apyroro o6octpeHus
cocTaBnseT He meHee 1 mec (3 mec ana aeten) *

KnuHu4yeckasa pemuccusa — nepuog ctabunmsaumm / ctTabMnbLHOCTU
HeBpoJsiornyeckmux nposasneHmm PC

MporpeccupoBaHue PC — coxpaHsolweeca He MeHee 6 mec

HapacTaHue MHBanuausauuun no wkane EDSS (Ha 1 6ann npu

NMCXOOAHbIX SHAYEeHUAX <6.0 n Ha 0.5 6anna NP NCXOAHbLIX 3HAYeHUAX
>6.0)



PaccesiHHbIU cknepo3 - [IPOMPECCUPYROLIEE
3abosiegaHue yeHmpasibHOoU Hep8HOU cucmemabl

KnuHu4yecku:1 o6ocmpeHue 8 200

EDSS ] )(_

MPT:
ampodusi

-

MPT: do 10 o6ocmpeHul 8 200
MPT:

Hoeble
oyaau
Knunu4yecku Blr1PC

Mepebiii nodmeepxderubiii PPPC
KJITUHUYecKul 3nu3o0

Kuc



KnnHnyecku nsonmnpoBaHHbin cuHgpom (KUC) —
BepoATHbIN PC

M.J1.,19 nem: nee. 2cemunapecme3uu 2
Hedenu c peepeccomM. O6-HO: 2-cm. 3HaK
BabuHckoeo, | eubp. HyecmeumesnibHOCMb
Ha 100bDKKax

Hacmebie nposieneHust KUC:

- Heepum 3pumesibHo20 Hepea (20-31%)

- nodocmpasi napyuasnbHasi Muesionamusi
- cmeoJsio8oli CUHOPOM




1965

1983

2001

2005

2010

2017

PaccesiHHbIN CKNepo3: KpuTepun auarHosa

Schumacher C.
ducceMuHayusi 8 NIpocmpaHcmee U epeMeHu
Il ucknroyeHbl Opyaue 3abosnesaHus

Poser C.

McDonald W.I.

Position Paper I

Diagnosis of multiple sclerosis: 2017 revisions of the
McDonald criteria

McDonald W.I., nepecmomp
(Polman C. et al.)

McDonald W.I., nepecmomp
(Polman C. et al.)

McDonald W.I., nepecmomp
(Thompson A.J. et al.)




KPUTEPUU OUATHO3A PC
voaudukanusa 2017 r. kpurepues W.1.McDonald

Knunuueckue nposenenusn Heooxooumpie oonosiHumeibHble UCC1CO08AHUAA

2> 2 000CTpeHuil, = 2 04aroB -

E

> 2 oBocTpeHnii, 1 ogar AUCCEMUHALMS B IPOCTPaHCTBE *

unu
JKJIeM 000CTpeHre ¢ HOBOM JIOKAJIM3alued ouara

9

AMCCEeMHUHAIMSI BO BpeMEeHH **

unu JIHFOKJIOHaJIbeIe 19G

wiu KaeM BTOPOEC oﬁocheHne

1 o0ocTpenme, = 2 04aroB

)

1 oGocTpenne, 1 ouar AUCCEMHHALUA B IPOCTPAHCTBE™

g

» IUCCEMHUHAIMSA BO BpEeMEHHU**
wanLICKD onmrokonanbubie 1gG
unu
’KJIeM BTOpoe 000CTpeHHe ¢ HOBOM JIOKAJIM3aluei ouara

IIporpeccupoBanmue 22 npU3HAaKoe:

He nporuBopevamux PC a) MPT rim.. 21 T2-oyaroB (mepuBeHTPUKYJISIPHO,
CUMIITOMOB IOKCTAKOPTHKAJIbHO HJIH HH(PPATEHTOPHAIBLHO)
He MeHee 1 roxa 0) MPT cnunHoro mo3ra: 2 ¢goxajabHbIX T2-ouara

(upo- uam perpocinekTuBHo) ) IHICXK: oauroxjaonaabubie 1gG

Ovaru = 06 beKTUBHbIe Npu3Haku (clinical evidence)



KPUTEPUN OUATHO3A PC

KnuHuyeckue nposBJyieHUA
+

MPT
+

LICX




KPUTEPUUN OUATHO3A PC (1)

Knunuueckue
npOAGJICHUA

Heooxooumuvie oonosiHumesibHbvie
UCC/Ie006AHUSA

> 2 o0ocTpeHui *
U

00beKTHBHBIC
KJIMHUYeCKHE NMPU3HAKH

> 2 04aroB

HJIN

00beKTHBHBIE
KJIMHUYECKHUE PU3HAKHI

1 ouara +
AHAMHECTHYECKOe
odocTpenue °

BasKHO NOMHMTB 0 IPyrux
MHOI'00YArOBbIX 3200/ 1eBAHUSAX

C peuUIMBUPYIOIIMM TeYeHUEM !




KPUTEPUN OUATHO3A PC (2)

Knunuueckue
npPOABIEHUA

2 2 000CTpEeHHI,

00bLEeKTHBHbBIE
KJINHUYECKHeE
npusHaku 1 ouara

Heooxooumpvie oononnumesibHbvle

UCC/ICO08AHUSA

MPT: nucceMuHanusi B MPOCTPAHCTBE *
unu

HOBOE 000CTPEeHME C APYIoil TONMNYECKON
JOoKaJIu3auuen




KPUTEPUU OUATHO3A PC (3)

Knunuueckue Heooxooumbvie oonoinumesivHole
nposeeHUA UCCI1CO08AHUSA

1 o0ocTpenue, MPT: tucceMuHanusi BO BpeMeHHu ~ ™

00beKTUBHbIE wiu
KJIMHUYECKHE

HOBOE 000CTpeHHUEe
npu3Haku = 2 04aros




KPUTEPUN OUATHO3A PC (4)

Knunuueckue
NpPOAGJIeHUA

1 odocTpenue,
00bEeKTUBHbIE
KJIMHUYEeCKUe
npusHaku 1 ouara

(KUC)

Heooxooumuvie oonosinumesibHbvie
UCC/IeO006AHUSA

MPT: nucceMuHanusa B MPpOCTPAHCTBE ™
unu

HOBOE 000CTpPeHHUe C APYIrod TONMUYECKOU
JIOKAJIU3aIuen
u

MPT: aucceMuHaUusi BO BpeMeHu ™™

uiu

K€M BTOPOI0 000CTpeHM



KPUTEPUU OUATHO3A PC (5)

Knunuueckue
NPOAGICHUA

IIporpeccupoBanmue

He nporuBopeyaiux PC
CUMIITOMOB

HA NPOTIKEHUU

OTHOI'0 roja (peTpo- ujn
NMPOCNEKTUBHO)

Heooxooumwvie oonosinumesibHbvie
UCC/ICO006AHUSA

2 2 npu3naKoe:

a) 11 B ros.mo3re: = 1 T2-ouara THunNM4IHOM
JIOKAJIU3aIuM (IePUBEHTPUKYJISPHAS,

IOKCTAKOPTHKAJIbHAasI, HH(PPATEeHTOPHAJIHLHAS)

o) 11 B cm.mo3re: = 2 T2-oyaros

¢) IICK «+» (OII 1gG niu Tunaexca 1gG)***



MPT-kputepuu PC, 2017: puccemmHauma B NpocTpaHCTBe
>1 T2-o4yaroB B > 2 n3 4 nokanusauum

MepuBeHTpuKynsApHble  KOKcTakopTUKanbHble / KOpTUKanNbHble WHdpaTeHTOopuanbHble CnuHanbHbIe

@ ® MRI criteria for the diagnosis of multiple sclerosis:
MAGNIMS consensus guidelines

P
based and expert.opinion consensus on proposed moificalions to MRI crteria Lot the diagnosis of multipl sclerosis.



MPT: ancceMmunHaumsa Bo BpemeHu (OB)*

a) HoeblUu T2-o4a2 u / unu Gd+ o4ae(u) Nno cpaeHeHUro C
ucxodHoli MPT, He3asucumMo om 8peMeHU nposedeHust
ucxooHou MPT unu

6) OdHoepemMeHHOe Hanu4yue 6eccumMnmomHbix GD+ u
Gd- ovazoe He3asucumo om epemeHu npoesedeHusi MPT

MPT ¢ uHmepearnom 1 mec, Hembie o4aau ,F.Barkhof

*Montalban X. et al., Neurol.2010; 74: 427-434



KPUTEPUU ONATHO3A PC: LICXK ***

®EHOMEH

CuHTe3 nmmyHornooynuHoB (Ig) B npegenax LLHC

Peakuusa JlaHre (¢ KonnonaHbIM 30510TOM)

PaHHuu u nepcuctupyrowmm cbeHomeH npu PC: y 65-85% ¢ KUC
Pegko npu moHocdazHom O13M: y 5%

MoxeT HabnoaaTbCA NPU XPOHUYECKUX HENPOUH(EKUNAX:
Henpocudunuc, Hempoodoppenmos, XpoHU4Yeckue aHuedannTbl




UHTpamMmeHUHreanbHble B-KneTtoyHble poONnuKynbi
Serafini et al., Brain Path. 2004; Magliozzi R. et al., Brain. 2007).

Ectopic follicle with
Chronically inflamed milieu Lymphocyie aggregates Organized ectopic follicle GC

Plasma cell

LT ee1p2 *
GC B cell
LT a1p2 production by FDC differentiation Mafture FDC networks GC formation
infiltrating T and B cells Production of CXCL13

Intrameningeal

immune cell infiltrate
White matter
immune cell infiltrate

Wirchow-Robin spaces
surmounding pial blood
vessels



JNlaGopaTtopus AnarHoCTUKM ayTOMMMYHHbIX 3aboneBaHnUn
NCriorMy um.U.M.MNMaenoBa

CbIBOPOTKa
Hopma
NOJSIMKNOHaNIbHbLIXW OTBET B
KPOBU U B FIKBOpE

LCX
PaccesiHHbIN CKnepos
OJINTOKNMOHAasIbHbIU OTBET ChIBOPOTKA
TOJNIbLKO B JIMKBOpE: " Loom s 4
65-80% KUC, 95% PC | |

e 4

oLl Ll L]



3ABOJIEBAHUA, CXOOHbIE C PACCEAHHBIM CKITEPO3OM
no knuHuyeckum, MPT- n LUCX-kputepuam

AH2uonamuu AHTHONAaTHs NPU apTePpUAIbHON TUIIEPTEH3UH
[TepBuunbIi aHTUPOCHOTUTIUIHBIA CUHAPOM
CADASIL

Backynumsi CuctemHas KpacHasi BOJlYaHKa

VY3€eJIKOBBIN TTOJIAAPTEPUUT
Cungpowm Illérpena
N nonarudyeckuil iepeOpaaibHbIi aHTUUT

BocnanumernbHbie OcCTpblif TUCCEMUHUPOBAHHBIN SHIIC(DATOMUETUT
3abosieeaHus Capkono3

bonesnp bexuera
HeupouHgekuyuu Hetipoboppennos

Heitpocudunuc

CII1 A

I'eprieTnueckue nHGEKIUU

[TogocTphlii CKISPO3UPYIONIMM HaHAHIS(aTUT
HTLV-l muenomnarus

[TogocTtpas mynbsTUdOKaIbHAS JIeHKOdHIIehaTOMaTUs

Hducmemabonuyeckue | AnpeHosneikonuctTpodus
3abosiesaHus MuTtoxoHapuanbHbie 00sie3HU (3pHT. aTpodus Jlebepa)
Jedumut B12 (sH1IEPano- 1 MuemonaTus)




AHomanua ApHonbaa Knapwu




3aboneBaHuA cnekTpa ontukoHenpomuenuta (NMOSD):
AanarHoctun4yeckue Kputepum 2015 (Wingerchuk D. et al.
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L
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L
Kpumepuu OHM, 2006

L
Kpumepuu COHM 2015

International consensus diagnostic criteria
for neuromyelitis optica spectrum

disorders
OPEN] ()

ABSTRACT

Neuromyelitis optica (NMO) is an inflammatory CNS syndrome distinct from multiple sclerosis
(MS) that is porin-4 immunoglobulin G antibodies (AQP4-1gG). Prior
NMO diagnostic criteria required optic nerve and spinal cord involvement but more restricted

ssociated with serum aqu

or more extensive CNS involverment may occur. The International Panel for NMO Diagnosis (IPND)

was convened to develop revised diagnostic criteria using systematic literature reviews and elec-
tronic surveys to facilitate cc sus. The new nomenclature defines the unifying term NMO
spectrum disorders (NMOSD), which is stratified further by serologic testing INMOSD with or
without AQP4-1gG). The core clinical characteristics required for patients with NMOSD with
AQP4-1gG include clinical syndromes or MRI findings related to optic nerve, spinal cord, area
postrema, other brainstem, diencephalic, or cerebral presentations. More stringent clinical crite-
ria, with additional neuroimaging fir are required for diagnosis of NMOSD without AQP4-
IgG or wh sting is un: able. The IPND also proposed validation strategies and
achieved consensus on pediatric NMOSD diagnosis and the concepts of monophasic NMOSD

and opticospinal MS. Neurology® 2015;85:177-189

serologic t

GLOSSARY
ADEM = acute -4 1gG = immunoglobulin G; IPND = International Panel
for NMO tudinall yelitis 06 = myeli endrocyte glycopro-

yelitis aptic E

Neuromyelitis optica (NMO) is an inflammatory CNS difis

(MS)."? Tt became known as Devic disease following a sef
NMO was considered a monophasic disorder consisting q

and transverse myelids bue relapsing cases were describe

«+» 50-70%

«+» 10-15%



PC n OHM: anddepeHumnanbHO-gUarHocTUYeCKmne npu3Haku

PC (kpumepuu McDonald 2010) OHM (kpumepuu Vingerchuk 2006)

KnuHu4yeckue - HEBPUT 3pUTESILHOro HepBa - HEBPUTbI 3pUTENIbHOIO HepBa
npusHaku - napumanbHasa muenonartus - nonepeyYHbIN MUenuT
- CTBOJIOBOW CUHAPOM - CTBOJSIOBOW CUHAPOM
- apyrue (ronoBoKpyxeHue, pBOTa, t)
MPT 205108H020 | TUNNYHBIX MHOFOOYaroBbIN - HET UI3MEeHeHnn B gedloTe
Mo32a naTTepH: - BOBJie4YeHMe npoaoriroBaTtoro mo3sra
- AuMcceMmnHaums B nNpocrpaHcTee - NnepuakBeAyKTanbHble U3MEHEHUA
- AUCCeMMnHaUMA BO BPEeMEHMU - PC-nogo6Hbie
MPT cnuHHoO20 - o4yaru B AJIUHY < 2 CerMeHToB - oyaru B AJfIMHY > 3 CEerMeHToB
Mo32a - «nepucepunyeckue» - LeHTpoMeAaynnsapHblie

JlabopamopHbie | LLICX: onuroknoHanbHbie IgG — 90% | CbiBopoTka: AT kK akBanopuHy 4 — 90%
mecmbl

-

X )
(R N

-




OntukoHenpomuenut, MPT ronoBHoro mosra

| BapuaHT, TMNu4HbIN (50% cny4yaeB): OTCYyTCTBUE O4YaroBbiX U3MEHEHUU B
nepBble Mecsilbl 60ne3Hu

|| BapnaHT (35-40%, 6onee ctapwuim Bo3pacT): Hecneuncpunieckme ovaru:
MenKue, OKpyrnou unm HenpasuribHOn ¢popmbl (MepuBacKynsipHble,
nocTULLEMUYECKUE UMK BOocnanuTesrbHbIe)

Ill BapnaHT o4yaroBoe nopaxeHue, cxogHoe ¢ PC (kputepumn Barkhof y 10%)
|V BapuaHT, atTunu4Hbin (8o 8%, y Aeten): oyarn Ha ypoBHe

& NPOMEXYTOYHOro Mo3ra (rmnoranamyc, Tanamyc), MHorga
pacrnipocmpaHeHue cruHaabHbIX 04a208 Ha npodosi2oeamblii MO32,
OOLUMpPHbIEe aCUMMETPUYHBbIE 30HbI MOMNYyLIaPHbIX MOpPaXXeHU, BO3MOXHbI
MenKue o4yarm B CTBOJI€ U1 MO3Xe4Ke*, onncbIBarOT o4arm Bokpyr |l
(kopoHanbHbIe cpe3bl) U |V Xen.: ~ CUMMeTPUYHbIe, C HEYETKUMU
KOHTYpPaMM - «MepHUSIbHbIe NATHA»

' *Pittock S.J., Lennon V.A., Krecke K. et al. Brain abnormalities
in neuromyelitis optica. Arch. Neurol. 2006; 63: 390-396




ONMTUKOHEUPOMMUEITNT
MPT 20/108H020 MO32a

5. X. m 19802.p. (PC)

lposieneHus MPT JsleyeHue
2001 H os

2002 H od

2003 H od amaepo3; Ny, Py, amakcusi, EDSS=4.0 Hell +

2004 H os, U (nape3 e np.pyke, amakcusi) OlNgG + [leB + UDHDL

2004 H os amaepo3, peepecc napel3a u amakcuu
2004 M EDSS=8.5—5.0

2006 M EDSS=5.0 pezapecc

2007 M EDSS=5.0 Mtx
2008 M EDSS=7.0

2008 L (oenyweHue, ducchasusi, np. cemunapes’) uwemus Mtx

2009 EDSS=7.5 Rtx



ONTUKOHEUPOMMENUT
[MOT ronoBHOro mo3ra ¢ Topae30KCUTTTFOKO30M

1. K x 19662.p. 5. X. m 1980z.p.
lNepsuyHbit OHM (muenum, H3H OS) PC + OHM (muenum, amasgpo3 OU)



NEYEHUE PACCEAHHOIO CKIJIEPO3A

. NMPEBEHTUBHASA TEPANWUA (NMATPC)
1. NNEYEHWE OBOCTPEHUN

1. NEYEHUE CMMITOMOB

V. METABOJIMMECKOE JIEHMEHUE

V. PEABUIIUTALUA



PACCESIHHbIA CKJIEPO3

XPOHU4YecKoe rnpozpeccupyrouwjee 3abosiesaHue
UeHmpaJsibHoU Hep8HoOU cucmeMabl

Heb6rom 10 nem 20 nem

- )~ eocnaneHue

wi

pezeHepauyusi
OdezeHepauusi




PACCESIHHbIA CKJIEPO3

JiedeHue

Heb6rom 10 nem 20 nem

JleueHue o6ocmpeHuli



JleyueHue ob6ocTpeHun PC: Kak 3TO NPUHATO cenyac

MeTtunnnpegHnsonoH B/B kanenbHo 1000 (500) mr / 200mn NaCl 0,9% 3-5 gHen

Barnes M, Bateman D, Cleland P et al. Intravenous methylprednisolone for multiple sclerosis in relapse. Journal of Neurology, Neurosurgery and Psychiatry. 1985;48:157-9
Repovic P, Lublin FD, Treatment of Multiple Sclerosis Exacerbations, Neurologic Clinics 2011; 29:389-400.

TonbKO Npu cTePOU-PE3UCTEHTHLIX OBOCTPEHUAX (MPU yXyOLEHUN
cumntomoB Ha KC!) - nnasmadpepes no 50 mn/kr maccel Tena vyepes aeHb, 5
npoueayp C NONHOLUEHHLIM 3aMelleHnemM anbbymmHom / nnasmon —

Weinshenker BG, O’Brien PC, Petterson TM, et al. A randomized trial of plasma exchange in acute central nervous system inflammatory demyelinating disease. Ann Neurol
1999;46:878-86.




MATPC: ummyromodynsauusi,ummyHocynpeccusi

MpenapaTbl | TMHUK
1993 Betaferon® (IFN B -1b), Extavia,
1996 Avonex® (IFN B -1a),

1996 Copaxone® (glatiramer acetate)
2002 Rebif 44® (IFN B -1a),
MpenapaTbl || AMHUX: MHAYKUKUA / IcKanauua Tepanuu
2000 Novantrone® (mitoxantrone)
2004, 2006 Tysabri® (natalizumab)
HoBble npenapartbl:
2011 Gilenya® (fingolimod) | - Il nuHusA

2012 Aubagio® (teriflunomide)) | nuHus
2013 Tecfidera® (DMF) | nuHus

2013 Lemtrada® (alemtuzumab) Il - [l nuHUusA
2017 Ocrevus® (ocrelizumab) | — Il nuHmsA
2017 Mavenclad® (cladribin) Il nuHms

OOGHoBMeHHble npenapartbl | NMHUK:
2014 Plegridy® (PEG-IFN B -1a)
2014 Copaxone® 40 mg

-1V nnHun:




akTuBHocTb PC

He6naronpusaTHble NPOrHOCTUYECKUE MPU3HAKW,

NMATPC: HaBu
C no3vuum

BbicOKOAKMUBHbIU

—

NMATPC nepBon nuHumn

M®H 6eta 1a 30 mkr

rauusi B NpocTpaHCTBe U BPeMEHMU
MOHUTOPUHra athPeKTMBHOCTHU

| agpeccueHbIU PC

—
—
—
il -
—
—
—

----- MHaykumoHHble NMATPC

AnemTty3ymab
Okpenusymab
MuTtokcaHTpOH

ATICK **

HaTtannsymab o KnagpnbuH
‘ ’ﬂume'mmbymapa'r ®uHronumopn 3.
Q TepudonyHomupg, “‘“‘ w
5 a«’d“e
b) 3 0'“’
i Nar-ueH 5
a MDH G6eTta 1b
g U®DH GeTa 1a
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>
o

Martupamepa auertar

Hayano mepanuu - - - -

* [penapaT He 3aperMcTpMpoBaH

___________ » Ackanayusimepanuu

B P®, ** meTop nevyeHns He ofgo6peH HU B OQHOM CTpaHe

Cxema aBTOpa



MPT npwu INMJ1: ctagnm no pacnpocTpaHeEHHOCTU NopaXKeHns

Bbnkueaemocms npu NMMJ1 3asucum om paHHetu MPT duazHocmuku *

YHunoo6apHoe > PacnpocTpaHeHHOe
cmepmHocmb 15%* cMepmHocmb 34%*

09.2009 12.2009 02.2010
pempocrnekmueHo 6eccuMnmomMHo 3pumesibHbIe CUMMMOMbI

* NaHHble Ha 01.03.2012, based on Medwatch and MRI review. Data on file Biogen Idec



JleyeHue NMUTPC: oCHOBHbIE NPUHUMUNLI

. 3

JleyeHne HauMHaeM MakcMmaribHO paHoO
Npu o6ocTpeHun PC — He oTMeHsieM, neynum obocTpeHune
NMpun 6epemMeHHOCTU / NakTaumm — NnpuocTaHaBNIMBaeMm

Nepexon Ha apyrue NMUTPC — TonbKo No nokasaHUAM
(HeadphekTMBHOCTL, HENEPEHOCUMOCTbL, He6e30MNacHOCTDb)

MakcumanbHOM ANIUTENBHOCTU NeYeHUs1 HeT
Kputepumu acdpdektnBHoctn — KnuHn4veckne n MPT-gaHHble
(yacToTa obocTpeHun B ron, HoBble o4yarn Ha MPT)




IleyeHue NMUTPC: ocHOBHbIE NPUHLMUNbI

.

JleyeHne HauMHaeM MakcMmaribHO paHoO
MNMpu o6ocTpeHun PC — He oTMeHsieM, fle4ynm obocTpeHue
NMpun 6epemMeHHOCTM / nakTauuu — NnpuocTaHaBrIMBaemM

MNMepexopn Ha apyrue NMUTPC — TonbKo NO NoKasaHUAM
(HeadphekTMBHOCTL, HENEPEHOCUMOCTbL, He6e30MNacHOCTDb)

MakcumanbHOM ANIUTENBHOCTU NeYeHUs1 HeT
Kputepumu acdpdektnBHoctn — KnuHn4veckne n MPT-gaHHble
(yacToTa obocTpeHun B ron, HoBble o4yarn Ha MPT)

JleyeHune PC: yero He cnepyet genartb!

& !

«JleunTtb» ovarn Ha MPT ro
Ha3Ha4yaTb ropMoHbI Npu 060
MeHaTb npenapart NMUATPC

OHa
HUU bonee 5 goHen
3 NOKa3aHuN, faxe Ha bMoaHanor




EDSS Hneanuouszayus (EDSS)

John Kurtzke, HOPMA .
1955, 1983, JIETKASI 0,5
MOAU(PUKAUMT CTEINEHb 1
L.Kappos 1998- 15
2002 ; OIIEHKA IO FS
2,5
3
®ynxuun (FS) YMEPEHHASI | 35
CTEIIEHb 4 XOJIbBA > 500M
4,5 XOJIbBA > 300M
" 3puTtelibHble 5 XOJIbBA > 200M
=  CTBOJIOBbIE 55 XOJIbBA > 100M
=  nupaMuaHbie 6 1-CTOP. TIOMOIIb 100M
6,5 2-CTOP. IOMOIIb 20 M
" MO3Xe4KoBble TSIKEJIAS <20 M, MEPECAKUBAETCS
CAM
" CEeHCOpPHbIe CTEIIEHb
MMOMOIIb ITPH
] Ta3oBble IIEPECA’KUBAHUN

=  KOFHUTUBHbIE CVLITULTET VIS

OYHKINUU CTBOJIA

CMEPTD ot PC 10

Kurtzke J.F. A new scale for evaluating disability in multiple sclerosis . Neurology 1955; 5: 580-583.

Kurtzke J.F. Rating neurologic impairment in multiple sclerosis: an expanded disability status scale (EDSS). Neurology 1983;33 (11):1444-52



KnuHu4yeckoe HabsirodeHue: Mapus B., 26.03.1986 r.p.

[lama Xanobbl, cuMnmMomsbl, rie4eHue
12.2003 | BOCXOAsiLLee OHEeMeHue B Np. Hore, 2.0
perpecc 4yepe3 2 HeA
03.2004 | oHemeHue B np. Hore, aunnonusa, KC 3.5
06.2004 | oHemMeHue B Np. Hore, UMNepaTUBHbIE NO3bIBbI, 2.5

penkoe HeyaepxaHue moumn, KC

08.2004 | nape3 np. HOru, runecTesusi ¢ ypoBHs D7 cneBa, 4.0
aTtakcus xoabobl, KC

10.2004 | aunnonusa, napes3 np. HOrM, orpaHu4YeHue xoabLonl, KC 4.0

12.2004 | BblpaxeHHas aTakcua xoabobl, KC

01.2005 | np. remunapes, BbipaXXeHHaAa atakcma xoabbobl, KC




KnuHu4yeckoe HabnrodeHue: Mapwus B., 26.03.1986 r.p.

03.2005 | CnabocTb B np. cTone, nepuoanyeckas LWaTKOCTb -

NEYEHUE UWHTEP®EPOHOM BETA
45TOOA
BE3 OBOCTPEHUN

i

10.2010 KanoO HeTt 2.0




Knunu4yeckoe HabnroodeHue: Mapua B., 26.03.1986 r.p.

EDSS 6.5

EDSS 3.5

EDSS 2.0

IFN-B
NOAKOXHO, 4Yepe3 AJEHb roabl

[ | [ | [ | [ | [ | >

1 2 3 4 5



KoHuenums oTcyTcTBMA Npu3HakoB akTUBHOCTU 3aboneBaHust (NEDA)

HeT
nporpeccupoBaHus,

HeT
obGocTpeHumn

KnunHnyeckasn
OLIeHKa HeT
Kaxable 3 mec MPT-akTuBHOCTH

MPT-oueHka
Kaxable 6-12 mec

BaxkHa oLueHKa /| MOHUTOPUHI COBOKYNMHOCTU NapamMeTpoB, T.K.:
= Ob6ocTpeHUa MoryT ObITb OMeHb peaAKuMM (Ha Tepanum)

= [lporpeccupoBaHune EDSS — He Bcerga o4eBMAHO AJ1A NauMeHTa :
rmasogBuraTefibHble, CEHCOPHbIe HapyLUeHUs, aTaKCUA, KOTHUTUBHbIE PYHKLNN

= MPT: Henb3A oueHnBaTb U3onMpoBaHHO (pepko Gd+ npu gnutenoHom PC un
ANMUTENIbHOMN Tepanuu); TPYAHO YYUTbIBaTb U3MEHEeHUSA B CMIMHHOM Mo3re




