| .\~ CWHOPOM CYCAKA

[NOATOTOBUIIA:
TUTOBA TATbAHA CEPITEEBHA
. Large centralcalosa “hole” 6 KYPC NEYEBHbI GAKYNLTET
(Sma"“hi‘e” / MEPBbI MITMY WM. .M. CEYEF




ONPEOENEHUE

CuHdpom Cycaka (CC) — wMUKpoaHrmonaTtus
NpeanonoXUTenNbHO ayTOMMMYHHOIO XapakTepa C
NPEUMYLLECTBEHHBIM MOPaXeHneMm apTepuon WU
npekanunnsapoB rofioBHOrO Mo3ra, CeTyaTKu
BHYTPEHHEIN0O yxa W pasBUTUEM Xapak
KNMUHNYECKOM Tpuaabl: aHUed:
PETUHOMNATUN U HEMPOCEHCOPHOM TYI
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SICRET syndrome — small infarcts of cochlear, retinal, and encephalic
tissues (Menkne NHaPKTbI YIUTKK, CETYATKN U TKAHW TONOBHOIO Mo3ra)

RED-M - retinopathy, encephalopathy, deafness microangiopa
(MMKpoaHrnonaTusa ¢ peTmHonaTtueun, sHuedpanonatnen n
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S0 IANMMOEMNONOTN A CC
W Ta,t;?e 1 | Demographic data from studies of Susac syndrome )

/a Demographic Cases with Description Number of cases (% of
feature available data* cases with available

(% of total cases) data) or time n L_I YEeHLLUUH 2 _4 ner
O Gender 304 (100) Male 67 (22) aLL"e y e LL" O O e
Female 237 (78)
Ethnicity 76 (25) Whit 61 (81)
ke et 300 = CBA3b C OEpeMEHHOCTbLIO U
Asian 6 (8)
L . nocriepoaoBbIM NEPUOOOM
W Age at disease 276 (91) Mean+SD 31.6+£10.4 years
onset Range 8-65 years
) Disease course 114 (37) Monocyclic 62 (54) - >K M 3 y 5 . 1
Polycyclic 48 (42)
Chronic 4 (4)
N continuous

()

Active disease
period

192 (63) Mean+SD 21+37 months

Range 1-252 months

Mean+SD 24+18
Range 1-10

Mean+SD 41+46 months
Range 1-252 months

Number of relapses 201 (66)

Length of follow-up 234 (77)
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leakage

lymphocytes

thrombus

swollen endothelial cells

Susac syndrome

Mopaenb natoreHesa CC

Knetkn asHpoTtenuna v GasanbHag membpaH
OTEYHbI, MPOHULIAEMOCTb COCYAUCTON CTEH
NoBbILLEHA, CTEHKA cocyaa MHAUNLTPK
numdounTamu. B npoceete
TpomboTnyeckun martepuan. B
BMECTE NPUBOOAT K OKKITHO3U

From: Kleffner |, Duning T, Loh
Promesberger J, Dorr J,
W, Ringelstein EB.
2012;15:35




KITIMHNYECKAA KAPTUHA d

j O B ne6iote 3aboneBaHUs BCe 31EMEHTLI TPUaabl NOABNATCA OAHOBPEMEHHO @

e TonbLKo B 13% cnyyvaes!
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" [0fI0BHbIE BOMN: YaCTO MUIPEHENOA0OHbIE
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= [loBegeH4eckne HapyLUeHUs: arpeccus,

napaHons, Qenpeccusi, anatus, KonebaHus
HaCTPOEeHUs, U3MEHEHUS FINYHOCTU
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=" KOrHUTUBHbIE HAPYLUEHUS
= [Inzaptpus

= [IBuratenbHble 1 YyBCTBUTEN



" [lpyymHa — OKKIHO3NA BETBEU LieHTparbHOU
aptepun cetyaTtkn (BRAO)

= CuMnTomMaTuka 3aBUCUT OT pPacCrnosfioxXeHund
OKKJTHO3NH

=" BO3MO)XHbI BHE3anHoe 6e300ne3HEHHC
HapyLLEeHNe 3peHuns], HEYETKOCTb 3P
orpaHnyeHune nonemn 3pek
MepLatoLLme CKOTOMb
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A - * HapyllueHue cnyxa Ha cpegHue U HU3Kue

' 4yacToOThl

‘*?‘“i.jl R » YacTo ABYCTOPOHHASA CMMNTOMaTHKa

D

ﬁ' N ; = BO3MOXXHa pryKTyauns BbIPa>X€HHOCTV '
CMMIMNTOMOB

| =" BO3MO)EH HUCTarM, LUYM B
CMCTEMHOE Fof10BO!
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* [lopaxeHne MO30nNMUCTOro Tena: octpaa dasa Ha T2-BU un

FLAIR - MHOXeCTBEHHble MernKkue rmnepuHTEHCMBHbIE oYaru
(«CHEXKN» - «snowballsy), KoTopble 3atem
TpaHCOPMUPYIOTCA B «Oblpbl», U30UHTEHCUBHbLIE JIMKBOPY
Ha T1-BU («holes»).

* B pexume DWI: yacto MukpouHdapkTel B obnactu
BHYTPEHHeW Kancynbl («<HUTK xxemdyra» - «string of pearls»).

* Quarm  MUKPOMH(APKTOB B  MNONyoBarnibHOM

NepuBEeHTPUKYNApHOM ©6enom  BellecTse,
raHrmMsaX, B CTBOIE MO3ra U MO3Xe4Ke, pPe
oyrpe. ’

* [1pn npoBeaoeHUN
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B pexume FLAIR: anddysHbie

TMMNEPUHTEHCUBHbIE O4Yarn B MO30SINCTOM

| Tene, 0OasanbHbIX raHrmusAX, Tanamyce Wu
/TIePUBEHTPUKYIIAPHON 0bnacTtu

MPT B pexume FLAIR: HebonbLion
MMNEPUHTEHCUBHBIM Oo4Yar BO BHYTPEHHEN
Kancyne



A. MPT T1-B: rmunouvHTEeHCUBHbIE o4arn B MO3OJ/IMCTOM Tene
(“holes”)

B. MPT T1-BW/: runepuHTEHCMBHbIE O4arn B MO3OSIMCTOM Tese
(“snowballs™)
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1¢ O " luemunyeckasa petmHonaTtus
@)
| = OTexk " MHAPKThI ceTyartku,

nepnepnyeckme KpoBOUSNUAHUA, apTep
apTepuanbHble n BEHO-BEHO!
A ;’fff'? KornaTtepanu, HeoBackynapusaumsa
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- =Xento-6enble aTtepomMaTo3HE
cCpegHeM CerMeHTe apT



“ONOOPECLIEHTHAA AHTMOMPAGUA
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" OKKMO3NA BETBEW LEHTpanbHOM apTepumn
ceTyaTKu

" MpocadnmBaHME KpacuTensi 4Yepe3 CTEeHKY
COCY/0B

" runepdnoopecLeHLUmMs CoCyaUCTON CTEHKH,

KoTopas MOXET HabniogaTtbCss B OTAaneHL
OT Y4aCTKOB OKKIHO3UM
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OKKITHO3USA HUXKHEN BUCOYHOW apTepun, NOBbILLIEHHAsi MPOHULIAEMOCTb COCYANCTON CTEHKN —
yTeyka Kpacutens; runepditoopecLEeHLNs COCYANCTON CTEHKMN.

CnpaBa- peTporpagHoe HanonHeHne cocyaa




_ AYOMOMETPUA
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[1BycTOpOHHEE CHWXeHue

ClnyxXxa Ha cpeaHmne n HN3Kne
YaCTOThbl

O: npaBoe yxo; X:. neBoe
l yXO
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~  ANPPEPEHUNATIBHAA OUATHOCTUKA
\
N \O O
) BocnajsuresbHbIe PaccesHHBIN CKIIEpO3, OCTPBIM PACCESHHBIA HHIE(ATOMHUETUT, ONTUKOMUECIUT
o 0O

AeMHeJTMHUHPYOIIne JleBrka

0O)
3a0oneBanusi ITHC
IlepeOpoBackyJsipHbIE Nmemuueckuit  uHcynst, TUA, 1epeOpanbHas ayTOCOMHO-JIOMHHAHTHAS
3a00/1eBaHus apTepHONaThs ¢ CYOKOPTHKAJIbHBIMKM HH(DAPKTaMU U JIeHKodHIIehamomaTuen

j JApyrue ayroummyHHble | [lepBuunbiii Backynut [{THC, rpanynemaro3 Berenepa, y3eJIKoBbIN ITeprapTep
3a00J1eBaHMS CKB, neiipocapkon103, aHTU()OCHOTUMUIHBIN CUHAPOM H JIP. |

(@

e Nudexunonnbie bonesns Jlalima, TyOepKyse3, BUPYCHBIN 3HIEDAIHT, CUpU

a0oesanus LHIHC o
’X0JIEBLIMH ITepsrynas mumdoma ITHC, mertacrassr B LIH
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"NEYEHUE

= [lynbc-Tepanusa metunnpegHusonoHoMm 1000mr/cyT B/B KanenbHo 3-7
OHEen c nocrnegywwmM nepexogoMm Ha npuemMm MpeaHu3orioHa per oS -~
1mr/kr/cyT B TedyeHue 4 Heq ¢ NnocTeneHHON OTMEHOMN.

= [IpenapaTtbl Yenoseyeckoro |gG ans s/B BBeaeHna (BBUI): Harpy3oyHas
no3bl 2 r/kr 3a 2 gHA, 3atem 1r/kr 1 pa3 B 2 Hegenu. [lo mepe
ctabunmsaumm coctosiHua: 1 pa3 B 3 Hen 1.5r/kr, 3atem 1 pa3 B 4 HeA
2r/kr min 6 MecsiLeB. =

= Taxenoe tedyeHne CC: uyuknodgochamug (LUP) B nose 10-15 mr/k |
N— o nynbca C MHTepBarom B 2 Heaenu),

NDC 0781-3255-94

1 Single-Doso Vial

Cyclophosphamide
for Injection, USP

2 gram/vial

MUST BE DILUTED
FOR INTRAVENOUS
INFUSION OR DIRECT
INJECTION USE

B, only
A SANDOZ

* MoHoknoHanbHble AT - putykcumab (2 pasa no 1000mr c
Hedenm). -

= Y >XEeHLUNH OeTOpOaHOro Bo3pacta BME
MUKOpeHonaTa u Takponumy
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AL " [Tpy MUTPEHO3HLIX rOfTOBHLIX DONAX —TPUNTaHbI
)
— ®C  Uenb ynyylweHusa cryxa nNpUMEHSIOT
CJ'IyXOBbIe aI'II'IapaTbI n Koxneaprle NMMIMJ1aHTbI. :
\ " HekoTopble aBTOPbl PEKOMEHAYIOT BKIOYaT
)

CXemy neYyeHus aHTMKoarynaHs
aHTUuarperaHThbl. '






