


crideckite cuHapombl (ITHC) - rpymma OTHOCUTENIBHO PenKuX CHUHIPOMOB,
OT/IJIEHHBIM  BJIMSIHMEM 3JIOKaYeCcTBEHHBIX HOBOOOpa3oBaHWMI, a He C
[eVICTBVIEM IIePBVYHOV OITyXOJIV VIV €€ MeTacTa30B.

YHOIIaTOJIOTMYECKVIE ITPOIIECChI:

%

KrieTku HepBHOM
CVICTeMBbI

~ Kitetkm o1y xosi v HEpBHOVI CUCTEMBI IMEIOT
IlepeKpecTHOpearupyrolye aHTUreHsl ( eHOMeH « MOJIEKYJIIPHO
MVIMUKPUN »)



NcTopus

HecmoTps Ha TO 4YTO TEPMUH
“NMapaHeonsiacTM4eckuin” nosBUIICA B cepeanHe
XX BeKa, HeKoTopble HeBposiormdeckme wu
coMaTuU4ecKne CUMHAPOMbI ObIf onNncaHbl eLle B
XIX BEKe. BeposaTHo, nepBbiM
napaHeonsiacTM4eckum cuHgpom B 1865 T.
onucan npodeccop MeauunHbl A. Trousseau U3
[Mapwxa, Ha3BaB ero “phlegmasia alba dolens” —
bonesHeHHas LUMPKYnspHasa raHrpeHa
KOHEeYHoCTewN, nnu MUTPUPYHOLLINIA
TpomMOomdneduT. A. Trousseau NMPEANONOXUI, YTO
MUTPUPYOLWKA  TpoMoodnebut He saBNSAETCS
NpPsSMbIM creacTBuem KaxeKkcuu. [Mpwu
naTonoroaHaTOMMUYECKUX WUCCNeaoBaHUAX y 2
NaLMEeHTOB C BbILLEONMCaHHOW naTonornen obin
obHapyXeH BUCLieparibHbIA pak, KOTOpbIA Mpu
XXU3HN HUKAK He NPOABMANCA.




NcTopus
S S

- [lepBoe yrnoMmHaHue 0]
napaHeonacTu4eckom
HEeBPOSIOrM4eckom cuHapome — 1887 r. Y
2 rauueHtToB C  nepudepnveckon
HeBponaTmenm OblT BbISIBNEH  pak
Xenyaka. ABTopbl HasbiBanu 31O pakoBOU
KaxeKkcuew.

- 1890 1. = JH. Klippel npeancraBunm
onucaHue cepuu OHKOINMOrMYeCKnx
OONbHbIX U Pas3NYHbIMN NOPAXEHNAMU U
npeanonoxun, 4YTO «ornyxonesble
TOKCUHbI» B NEPBYIO O4epenb nopaxatot
HENPOMBILLEYHYIO CUCTEMY.




AnNMaemMmonorus

[TapaHeonnacTnyeckun
HEeBPOSIOrMYeckmn CUHOPOM
ABNAETCA peaokou nartonornen u
BO3HMKaET Nuulb y 1% NauneHToB C
OMNyXoNeBbIMU MNOPaXeHUaMu, npwu
OTAEeNbHbIX BUAax 3NoKa4YeCTBEHHbIX
onyxosien Yactota pasBUTUA MOXET
bbb Bbiwe. [lpyn MKPJ1 oHa
coctaBngaet 3-5%, npu B-KNeTo4HbIX
nmmdgomax U muenomax — 3-10%,
npn Tumomax — 15-20%.

[TapaHeonnacTnyeckue nopaxeHus
ueHmpasibHou HepeHoU cucmemMbl

pa3BMBAOTCS npwu onyxonsx,
npoayunpytonx
HEWPOIHAOKPUHHbLIE benkn
(Hanpumep, MKPJ1, HenpobnacTtoma)
nnn BOBEKaoLL X opraHsbl

MMMYHHON CWUCTEMbI (TUMOMGI), a
Takke codep)aluux HenpoHamnbHYyH
TKaHb pas3HOW CTEeneHn 3penocTu
(TepaTtombl). Onyxonu, BO3HMKaoLLME
n3 KNETOK, npoAyLNPYOLLMX
MMMYHOIMOOYMMHbI (N1a3MOLIUTOMBI,
B-knetouHble  nuMmdombl), 4alle

obycnoBnueatoT
napaHeonacTU4eckoe rnopaxeHue
nepudgepuyeckou HepeHoU

cucmemsil.



[laToreHes
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[Mpn passuTKM 3ro0Ka4YeCTBEHHbLIX OMyXxonewu
HauyMHalT npoayuupoBaTbCa creunduyeckme
NPOTUBOONYXONEeBbIE aHTuUTena, HasblBaeMblie
OHKOHeBpalnbHbiMU. B CBA3W C aHTUreHHoM
NOEHTUYHOCTbIO HEKOTOPbLIX aHTUIEeHOB ONyXonun 1 |
KOMNOHEHTOB HEPBHOMW TKaHM 3TW aHTUTENa,

accoumnpysachb C OHKOHeBpanbHbIMU
aHTUreHcneungpuyHbIMm T-numdountamu,
aTakytoT

KOMMOHEHTbl HOpManbHOW HEPBHOMW TKaHU




[1laToreHes
A

OHKOHeBparbHbIE
aHTUTEena

accouMnpoBaHHble
KaK C onyxonsmu, Tak
"
C Apyrumu

AT, cTporo AT, YaCcTU4HO

acCoOLUMNPOBAHHbLIE C accounnpoBaHHbIE
onyxonamu C Onyxonamu




MapaHeonnacTuyeckne CUHAPOMbI OTpaXKatoT
HaNPSPKEHHYI0 UMMYHHYIO CUCTEMY OpraHn3ma

NnpoTnB ONyxoJsin 1N BO3MOXHbl TOJIbKO B

OoTCcyTCTBME UMMYHOCYINPECCUN

Pexe MHC CBHA3aHbI C
OnMMNOPTYHUCTUYECKUMMU NHEKLNAMN
(Nporpeccupyrowas  MyrnbTudoKanbHas
nenkoaHuedanonaTtus),
meTabonuyeckum obOKpadblBaHWMEM B
NOSib3y ONYyXOnn UM UHTOKCUKaLUUEN

OTUM MOXXHO OOBbACHUTL pa3BuUTUE
napaHeonsiacTU4eCcKUx CUHOPOMOB:

Yalle Ha poHe HeboNbLUNX onyxoneu
[10 nosiBrneHnsa metacTtasos

KnuHunyecku HeBpOJSiornyeckme
HapyLEeHUs Hepeako  onepexarT
NPOSABNEHNS NEPBUYHON ONYXONU



Kaxgbiu NHC:
« CBA3aH C nNOpaXeHWem OornpedesieHHoro oTtaena  UeHTparbHOM  Unu
nepudepunydecknn HC (HoO HepeaKo coveTatoTcs)

BonbwuHcTBo MNHC:

» PasBuBaeTcs nogocTpo

» [lporpeccupyeT Ha NPOTSXKEHUN HECKONMbKUX OHEW, Hedenb, pexe MecsueB, a
3atemMm ctabunmaunpyercs

« Pa3BuBaeTcs TaXKenoe MnopaXeHne HEepPBHOW CUCTEeMbl, npuBoasiulee K
nHBanuam3aumm 00NbHOro

YacTo:

« ConpoBoxagalTcs yMepPEeHHbIM NieoUnuTo30M

 [loBbllweHne ypoBHS 6erka B LICXK

* MMyHOCynpeccuBHas Tepanusa unu nnasmodopes He BNUST Ha BblPaXKEHHOCTb
HEBPOSIOrMYECKUX CUMMTOMOB

Mano xapakTtepHo:
« OcTpoe Ha4yano
* Pemuttupyrouiee teveHme
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[NapaHeonnacTU4eckmMe CMHAPOMbI, MopaXkaloLe HEPBHYIO
cucTemy

ITopamxeHusi HEHTPAJbHOU HEPBHOM CUCTEMbI IMoxocTpas Mo3:KeUKOBAsI IereHePaUs
OncCoKJIOHYC-MHOKJIOHYC
JIumOunueckuii sHuedaant
CTtB0s10BOM 3HIIEDATUT
HeBpur 3purebHOro Hepsa

JHuedasoMueTuT
Hexporunyeckass MueJIonaTus
IToxocTpast MOTOpPHAS HeMpoNATUSA
CHHAPOM «PUTHAHOTIO YEJI0BEKA)
Mueaut

[Topaxenus nepudepudeckoil HEPBHON CUCTEMBI * IlomocTpas ceHCOpHas HEMpONaTUs
* TlomocTpasi/xpoHu4ecKas CECHCOMOTOPHAs/BEereTaTUBHAs
MOJIMHEBPONIATUSA

*  MHoxecTBeHHass MOHOHEBPOIIATHUS
e [lneueBad ruiekcomaTusa

ITopakxeHus1 HEPBHO-MBILIEYHOH TT€PEIaYy U MBIIIIL] *  Muacrennueckuil cunapom Jlambepra-Urtona
* JlepMaToMHO3UT/TIOTUMUOZUT
*  Ocrtpas HEKpOTHYECKasi MUOTIATHUs
* Kaxekcuueckas MmuonaTus
* Helipomuonarus



[lopaxkeHua ueHTpanbHOU HEPBHOU CUCTEMBI
I lNapaHeonnacmu4eckas MO3)Xe4ykoeasi de2eHepayus:

* Yalle cBs3aHa C pakoM Jie2Ko20, AUMHUKA, MamKu, MOJIOYHOU )Kesie3bl, TUMGpoMoUu

« Onyxonb obHapyXmBaeTcsa CnyCTH HECKONbKO MeCSLEB, a MHoraa 1 JIeT Nocrie NosiBNneHns
HEeBPOJSIOrMYECKMM CUMIMTOMOB

* HeBponorndeckasi cMuMnToMaTrka Jaile cMMMeTpuyHasg

« Hayarno 3abonesaHus — rnowlaTbiBaHWE Npu Xoab0e, HEYETKOCTL 3PEHUSA, FONIOBOKPYXXEHUE

* B TeyeHne HecKomnbKnx Hegesb — rpybast CtaTto-NOKOMOTOPHAas aTakCcus

* [lpncoeanHAKTCA HapyLleHNa KOOpANUHaLUMN B HOrax, pykax, TyrnoBuLLe

« [usapTtpud

* Huctarm

* YTpaumBaeTcs CrocobHOCTb CTOATb, MHOIA4A — CUAETh, NUCaTb, MPUHUMATL MULLLY

* Peyb CTaHOBUTCHA HEBHATHOM



[lopaxeHusa ueHTpanbHOU HepPBHOU CUCTEMBI
- Napaneonnacmuveckasi MO3XKe4yKoeasl dezeHepayuss

Y NnonoBWUHbI DOSbHbIX:

* HenpoceHcopHas TYroyxocTb

« bynbbapHbin napanuy

» [lapesbl B KOHEYHOCTSX

» OXMBIEHUE CYXOXUIbHbIX pedriekcoB (MHoraa ¢ pedrekcom babuHckoro)
« JKCcTpanupamugHble CUMNTOMBbI

* [lonnHeBponaTtus

» [lemeHuus



[Opu30HTaNbHbLIN HACTArM
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[lopaxeHusa ueHTpanbsHOU HepBHOU

CUCTeEMbI
- lNapaHeonnacmu4eckas MO3)Xe4YKoeass OezeHepayuss

KT:
» [NundpdysHas aTpoduns Mo3xedka

MPT:
* [loBblWEeHHAaA NHTEHCUBHOCTb cuUrHana ot 6enoro BelLleCTBa MO3XXe4Ka U OonbLnxX nonyLuapl/n7|

MP-tomorpadus roroBHOro Mo3ra y nmalmeHTa ¢ NapaHeoIIacTHYeCKO MO3-

JKeUYKOBOI JlereHepanueit: T1-B3BemeHHoe N300pakeHne, CarrMTalIbHBIN M Napa-
CaruTTaNbHbI cpe3bl. KapTnHa pesko BpipaxkenHoi nuddysHoit arpopun yepps
M NONYIapuil MO3KeuKa




[lopaxeHua ueHTpanbHOU HEePBHOU

CUCTemMbl
- Jlumbuveckui snuepanum:

« $Bnserca no cyTM OOHUM U3 BapUaHTOB NapaHeonnacTu4eckoro aHuedanoMmmenuTa
« Yallle npu pake Jsie2Kux, pexe mumome, iumMgpomMe, 2epPMUHOMaX, Oryxosiu MoJicmo20
KuweYHUKa, MOJIOYHOU XKeJle3bl, MO4€e8020 My3bIps

KnuHunyecku:

» [logocTpo nporpeccupyrowme nsmMeHeHnsa NUYHOCTU

« OMOUMOHarmnbHbIE peakumn (aenpeccus, TPEBOXXHOCTb, AMOLMOHarbHas 11abunbHOCTb)
« [pybble HapyLLeHMA NaMATH

* WHorga Bo3byxxaeHue

e CnyTaHHOCTb CO3HaAHUS

« [annwouuHaymu

» [lapaHonganbHbI CUHOPOM

« [eHepanu3npoBaHHbIE UMW CNOXHbIE NapuuarbHble npunagku

* YacTo CHWXKEHNEe KPUTUKK N KOHabynaumm

* B TaxXenbix cnydasx BO3MOXHO pa3BUTUE KOMATO3HOIO COCTOAHUSA



KoMnnekcHble napuvanbHblie npunaaku
(NCMXOMOTOPHbIE aBTOMATU3MbI)

OCTAHOBMBLUWNCA B3rNAM,

BONbIKMHCTBO aBTOMaTH3MOB GepyT Hauyano B BUCOYHOM

unu NoBHOI AoNAX 1 BOBAEKAIOT NUMBUYECKUe unu
napanumonyeckne CTpyKTypbl

AesaHue,
NpUYMOKHBaHHe

xnonaxHue unu

| noTUpaHue NaaoHAMK
|

«CKaTbiBaHue NUnionb»

NOBTOPHASA, KaXyLWanca LeneHanpasneHHon
AKTHBHOCTbL. O4eBaHue W pasagesaHne,
JacTerveaHue nyrosmy

FeHepanwsoBaHHble TOHUKO-KJTIOHUYECKNE npunaaku

TOHUYeckan asa

0/lHOBpeMeHHas
bunartepansHas
cyAopoXxHas
aKTUBHOCTb

yTpata CO3HaHUA, NnageHne, Kpuk,
reHepannsosaHHoe TOHU4YecKoe
HanpsXxeHue KOHEeYHoCTen, YacTo
HeJepxaHue Mo4yun

TOHHKO-KJIOHHUECKast
(aza juinres
1-2 MuHYTBI

KnoHuyeckas gasa

noaepruBaHne .-
KOHEYHoCTel :

nocTukranbHas gasa

MOCTUKTAJILHBIN
HEepHO/I OT
HECKOJIbKHX

MHHYT 10 YacoB nauveHT COHNUB U ornyLleH nocrne npunagka,

YacTo cnut
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[lopaxeHusa LueHTpanbHOU HepPBHOU

I EMETﬁMbI

KT:
» O6bIYHO He BbIABMNSAET NaTonornm

MPT:
* WHorga ysennyeHne MHTEHCUBHOCTU CUrHana ot MeauarnbHbIX OTAENoB NobHbIX Aornen

Q3r:

« 3amepnneHne OMO3aNEKTPUYECKON aKTUBHOCTU, AU PY3HOE NN OrpaHNYEeHHOE NOOHBIMU U BUCOYHbLIMY
oTaenamu, Ha oHe KOTOPOro BO3HMKAIOT BCMbILLKW MUK-BOMHA.

LICXK:
 BocnanutenbHblie N3AMeHeHUs



[lopaxeHusa ueHTpanbHOU HepPBHOU

CUCtTeMbl
- SHyegpanomuenum:

« Yawle npu pake neakux

» [lemeHuus

* Mo3xeukoBas aTakcusd

« CTBONOBbIE CUMMNTOMDI

« OKcTpanupamugHble HapyLleHns (MapKUHCOHU3M, MUOKIOHUSA, OUCTOHUS, XOPes)

* Mwuenonatus

« YacTo coyeTaeTcs ¢ NogoCTPOM CEHCOPHOM HENPOHONATNen, MIMMONYECKUM U
CTBOSIOBbIM 3HUedannTamm

[axke npu ycneLwiHOM feYeHnn onyxonu CMMNTOMbI peako perpeccupytot. Tonbko B 10%
crny4aeB yaaetcs 4oOUTLCS YNy4dlleHWA C MOMOLLIbIO KOPTUKOCTEPOUAOB U B/B
UMMYHOrnobynuHa.



LUieitHas muenonatua

KaniiepoMaTo3Had IerHas MuesionaTus,
BbI3BaHHA4 JereHpalien CIIVIHHOI'O
MO3Ta, CBSI3aHHOVI C paKOBBIM ITPOIIeCCOM

KOHTPACTHOI'O Iperapara 110
VIYeCKOVI I'paHNIle OYaroB II0 TUIIY «KOJIell» U
«TI0JTyKOJIeIl»
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[IuTep bpeuresnsp, «3eBaKa»

Korma cmoTpuilib Ha 3Ty KapTMHY, TaK M XOo4eTcs 3eBHYTb. He cirydanHo
BeJlb OHa HasBaHa «3eBaka». OQHAKO, HEBPOJIOIW CUMUTAKOT, YTO 3TO BOBCE He
3eBaHIe, a BBIHY KIEHHOE I10JI0KEeHVIe MUMIYeCKIMX MBIITII]
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[lopaxeHusa ueHTpanbHOU HepPBHOU
CUCTEMBI

» [lBoeHue

» OrpaHuyeHne NoaBMKHOCTM rnasHbliX S0MnokK
« Hwuctarm

* [0ONOBOKpPYXeHne
 Ocuwunnoncus

» CHwmxeHune criyxa

» [ucdarns

« [usaptpud

» [uncoHus

» [lapes msarkoro Heba
* [MnoBeHTUNALNUA



Ocuunnoncma — MHMMOE OLLYyLLIEHNE

KorebaTenbHbIX , NpbIratoLLnX,

TONYKOOBOpPa3HbIX ABUMXEHUN OKPY>KAKOLLINX

OOBHLEKTOB :

Visual Lag — 3putenbHaga 3agepxka

2. Visual Tilt — 3puTENLHBIN HAKITOH

3. Movement-induced blur — 3putenbHas
Pa3MbITOCTb, UHAYLMPOBaHHAas
OBWXXEHNEM.

—
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[lopaxeHusa ueHTpanbHOU HepPBHOU

CUCTEMBDI
- Muenym:

« OB6bIYHO BO3HUMKAET KaK YacTb 3HLEedanomuennTa

« TeTpa- nnu napanapes

* AmuoTtpodus

« QdacumKynaumm B niie4eBOM MOACe U BEPXHUX KOHEYHOCTSX

* HapyLlueHune 4yBCTBUTESIbHOCTU

« BeretatuBHaa OucdyHKUUA (HeOepXaHUe MoYKn, opTocTaTndeckasa rmnoTeH3ns)
« [lpn NnpenmyLecTBEHHOM BOBIIEYEHNN 3aaHMUX CTONBOB — CEHCUTMBHAs aTakCus
* Bo3MOXHO pa3BuTune gbixatenbHoOW HegOoCTaTOMHOCTU C neTasibHbIM UCXO040M



[lopaxeHusa LueHTpanbHOU HepPBHOU

CUCTEMBDI
- Mveum

LICXK:
 BocnanutenbHble U3SMeHeHus

MPT:
* WHorga BbisiBNsieTcs yTonweHmne CrnMMHHOro Mo3ara urn nosbilLLleHNE MHTEHCUBHOCTH
CurHasna ot Hero

JleyeHne HeaPEKTNBHO



[lopaxeHusa ueHTpanbLHOU HepPBHOU

CUNCTEMbI
OncoknoHyc-MUOK/IOHYyCc — 3aboneBaHue C NMpeuMyllecTBeHHbIM NopaxeHuem

MO3Xe4Ka.

XapakTepudyeTtca 3 OCHOBHbIMU CUMOTOMaMMU:

1.0MCOKJTIOHYC (BbICTPble XaoTU4YHble HENPOWU3BOSIbHbLIE pa3MalUUCTble HEPUTMUYHLIE, HO
coApYyXeCTBEHHbIE OABUXEHUSA rMasHbIX S6Mn0K.);

2.MUOKINOHYC (noaeprmBaHna HE3NUIENTUYECKOro Xxapakrepa, KoTopble 3axBaTbiBalOT TYNOBULLE,
KOHEYHOCTU U NnLo) ;

Y neI@akcus. Y B3pocCnblx:
» BcTpedaetcs yalle, 4YeM y B3pOCHbIX * [lpn MenkKkoKneTo4yHOM pake Nerkoro u pake
B ocHOBHOM cBsi3aH C HepobnactTomon u MOJIOYHOM Xene3bl
raHrMMOHeBPOMOM « BoamMOXHa  CrOHTAHHad  pemuccus  Unu
* B cBA3M ¢ HenpobnacTtomMom — YMEHbLUAACH ynydweHne CMMMNTOMOB Mocre  yaarneHus
npyu yOaneHum onyxonu wunn nedvyeHum onyxonu, rnevyeHna koptukoctepougamm, AKTT,
npenaparamu AKTI nnu B/B Ig, UMTOCTaTUKaMM
KOPTUKOCTEpOuaamu. - B nevyeHmn Tak  Xe NCMOSb3YHOTCS
* [lporHo3 ansa nauueHtoB ¢ Hb n OMC beH3oauasennHbl, NPOTUBOCYOOPOXKHbIE
XOPOLUNK,3-NETHAA obuiaa BbIPKMBAEMOCTb cpeacTsa.

pocTturaet 90 %



OrncoK/TOHYC-MUOKJIOHYC

2
Opsoclonus myoclonus syndrome

(@) NCOKJTIOHYC-MUOKJIOHYC-ATaKCus




OrncoK/TOHYC-MUOKJIOHYC

AndpdepeHunansHbIv gnarHos
NpPOBOAUTCS C LENbIM PALOM OPYrux
3abonesaHui. B nepsyto ovepeb
HeobXxo4MMO UCKNYaTb NATONOMMI0
MO3XeYKa 1 CTBOSa rofioBHOro Mo3ra
(onyxosb, COCYyAUCTYHO NATONOINIO,
paccesiHHbIN CKIepos, TpaBmy). He
CTOUT 3abbiBaTb O TAKOW
pacnpocTpaHeHHON OETCKOMN
HEBPOJSIOrMYEeCKOM NaToNormn, Kak
anunericus.

Supplement to Arch Neurol. 2012;69(1):133. @ AMA.




[lopaxeHua ueHTpanbHOU HEPBHOU CUCTEMBI

~ Hekpomu4eckasi Muenionamus - NpoTEKaeT Kak NogOCTPOe NonepeyHoe nopaxeHne
CMMHHOIO MO3ra.

Kak npaBuno, BO3HMKaAET OOLUMPHLIN O4ar HEKPO3a B LIEHTParbHOM YaCcTu rpyaHoro otaena CnuHHOro
MO3ra, pacnpoCTPaHAKLWMNCA Ha HECKOSIbKO COCEAHMX BhilLe- N HUXenexawinx CerMmeHToB.
« DBbICTPO HapacTalLlas Banasa HWKHAA napanaeaus (MHorga npeawecTtByoT 60Mun B CriHE U
KopeLuKkoBble 00sn)
* [lpu BOCXOOsALLEM TEHEHNN — HAPYLLUEHUA ObIXaHUS C feTasribHbIM NCXO40M
* [1lpn numcpomax, pake nerkoro, numcorpaHynemartose, nenkose.

MPT:
 WNHorga yTornweHne CnmMHHoOro Mmoara uin nameHeHne MHTeHCUMBHOCTU CUrHaslia OT Hero
« Yallle — He BbISIBNSAET NaTtonorum

OcHoBHas 3agayvya MPT — uckniounTb annaypanbHYy KOMIPECCUKD UITN UHTPaMeayNspHYH OMyXxorsb,
KOTOpble BCTPeYatoTCAa ropasgo vaLle.



bt cpes, T1-Bl ¢ KY: Tunmunasg xkapTnHa mapaHeoIUIacTMYecKOV MMeIonaTum C
OKaJIbHBIM CHMMMETPUYHBIM KOHTPACTHBIM YyCWIEHVEeM CUTHajla IeHTPaJIbHBIX CTOJIOOB CIIVIHHOTO
sra. [logoOHOV  CUMMETPUMYHOVM  KapTWHBI IIPY  MeTacTaTM4ecKoM  IOPaKeHUM  WIu
CTpaaMallMOHHBIX M3MeHeHMsix He Oypaer. (Cmpasa) Carurrasbabin cpe3, T1-BM ¢ KY, namuenr c
pOKaJIBHBIM  MeTacTaTMYecKMM  [OpakeHMeM  CIMHHOIO  MoO3ra:  CTpOro  OrpaHU4YeHHOe
KOHTpacTMpOBaHMe oOuara ONIyXoJlM B  CcOoYeTaHMM C  HOPOOOJIbHO  paclpOCTpaHeHHbIMI
IIapaHeoIUIaCTMYeCKVIMIM M3MEHEeHMSAMI CITMHHOTO MO3Ta.
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[lopaxkeHua ueHTpanbHOU HEPBHOWU CUCTEMBI
lNodocmpasi MomopHas HelpoHonamusi

CBs3aHa ¢ aereHepauunein MOTOPHbIX HEMPOHOB NepeaHMUX POroB CrMHHOMO MO3ra

* [pu numcpomax (makpornodynmHemun BanbaeHcTpema)

» [lporpeccupyowmn BAnbIn napes (B 6onbLlen CTENEHN BOBMEYEHbI HOMM, YEM PYKW, UHOrAA —
OTAeSIbHble MbILLEYHbIe FPynribl)

« ConpoBoxgaetcsa atpoduen, Ho dacuuKynaumn BblpaXxeHHbl MUHUMAarbHO

« bynbbapHasa myckynaTypa He BOBreKaeTcsd

» YyBCTBUTESbHbIE HAPYLLUEHNS OTCYTCTBYHIOT

« CKOpOCTb NpoBeAeHUs1 NO ABUraTeNbHbIM N YYBCTBUTENbHbLIM BOSIOKHAM HE HapyLlueHa uiu
clierka CHmxeHa

KnuHnyeckn HanommnHaet BAC, HO He npuBoauT K rpybon niBanuagmsauun. Ctabunmsaymsa
Yyepes HeCKONbKO Mecsaues nnn net . MoxeT ObITb CNOHTaHHOE Yny4leHue. JleyeHue
nepBUYHOro 3abonesaHnss 1 UMMYHOTEPaNus He CNOCODCTBYET PErpeccy HEBPOSIOrM4ecKoro
nedekra.



[lopaxeHua ueHTpanbHOU HEPBHOWU CUCTEMBI
~ MNodocmpasi MomopHas HeupoHonamus

JuazHocmuka:

SMr:
* [lpusHakn geHepBauuu

LICXK:
« Jlerkoe yBenuyeHue coaepxaHus Genka

MPT:
« He obHapyxuBaeT naTosiornu



[lopaxeHusa ueHTpanbHOU HEPBHOW CUCTEMDI
CuHOpOM «pu2udHO20 YesloeeKay

« Pa3BuBaeTcs NocTeneHHO ¢ HaNPAXEeHHOCTU B akcharbHbIX MblLLLAX, OCOOEHHO B MbILLLAX LUEN
N HWXKHUX OTOENOB CMUHbI.

. HanpsikeHrne MblllL, MOCTENEeHHO pPacrnpocTPaHAETCA OT aKkcualbHbIX K MPOKCUManbHO
pacnonioXXeHHbIM MbiLLLAM ( U Aanee — K auctanbHbiM). Cnasm napacnmHanbHbIX MbILUL, TPUBOAUT
K XapaKTepHOMY ruMnepnopao3sy, KOTOpbIA He MPOXOoAUT MOJTHOCTbIO Aa)e BO cHe. XapakTepHa
MOXOAKa «3aBOAHON KYKIbI» C MEAJIEHHbIMU, C TPYAOM OCYLLECTBNAEeMbIMU LUaramu.

« [pyrum npusHakom 3aboneBaHUsA ABNAIOTCA NPUCTYMbl UHTEHCUBHBLIX MbILLEYHbIX CMa3MoB (B
MbILLLLAX CMUHbI U HOT) ANIUTENBHOCTLIO OT HECKOMBKUX CEKYH [0 Yaca u bonee.

 MoxeT ObiTb CBsi3daH ¢ NuUMcOrpaHyneMarto3omM, pakoM MOJIOMHOM Xene3bl, Nerkoro,

310Ka4YeCTBEHHOU TUMOMOM
» [locne yganeHua onyxonu n nevyeHnss — Hepeako perpecc CUMMMNTOMOB.

Ons yMeHbLUEeHUs CUMNTOMOB NPUMEHSIOT Anasenam 1 6aknodeH



Stiff Person Syndrome

. COIll
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[lopaxeHusa ueHTpanbHOU HEPBHOW CUCTEMDI
CuHOpoMm «pu2udHO20 YesioeeKkan

OwnarHoctuyeckue kputepum CPY (M.Dalakas, 2009):

[1] HaNV4YME MbILLIEYHOW PUTMAHOCTU B akCuarbHbIX NapacnnHanbHbIX MbilLLAX U
MYCKynaType XuBoTta, NpUBoAsLLEN K NOACHUYHOMY rMnepriopaosy;

[2] HaNW4YME MbILLIEYHbIX CMAa3MOB, NPOBOLMPYEMbIX TAKTUMNBbHLIMU 1 SMOLIMOHANbHbLIMU
CTUMYNaMu;

[3] OTCYTCTBME APYroro HEBPONOrMYecKoro 3abonesaHnsl, MOryLLLEro 06bACHUTb 3TU
CUMMNTOMBbI;
[4] NnOCTOSAHHAsA aKTUBHOCTb ABUraTeNlbHbIX €4UHULL, MO AaHHbIM 3NeKTpoMuorpadum;

[5] BbIABEeHne CI'IeLI,I/I(bI/ILIeCKI/IX aHTuTes1 no gaHHbIM UMMYHOTUCTOXUMNU U
pagnonMMmMyHHOro aHasrnmaa.



[lopaxxeHuna nepudepmn4eckon HepBHOU CUCTEMBI

Todocmpasi ceHcopHasi HeupoHornamusi

CesizaHa ¢ numdoumTapHOU MHUNLTPaUNEN CNIMHANbHbLIX FAHIMNEB, KOTOpas NOCTENEHHO
MOXET pPacnpoCTPaHATLCA Ha 3agHMEe KOPELUKW, 3adHue CTonbbl CMMHHOrO Mo3ra wunu
nepudepunyeckme Hepsbl. MOXeT codeTaTbCs C dHUEedDaNnoOMUENUTOM .

* Yaule npu pake nerkoro

« B OonbLIMHCTBE HEBPOMNOrMYeckne CUMNTOMbI NPeaLIEeCTBYIOT NpU3Hakam onyxonu

« CumnTomaTmka MOXeT OblTb aCCUMETPUYHON U CUMMETPUYHON

* HavarnbHbl cuMmMnTomMm — 6onKn, OHEMEHME, NAapeCcTeE3nn B CTonax

 PacnpocTtpaHseTca B TedeHWe HECKONbKUX [OHeNn Wunu Hedenb Ha KUCTW, a 3aTem
NpOKCUMarnbHble OTAerNbl KOHEYHOCTEN, TYSTIOBULLIE N NTNULIO (MHOTr4A B NEPBYIO ovepenb — nmuo)

« CrtpapgatoT BCce BUAblI YyBCTBUTENBbHOCTU

« [pybasi ceHCUTMBHas aTakCcusi

« PaHHee BblNageHne CyXOXuUrbHbIX pedneKkcos

* HO HeT napesoB 1 atpodnn MbiLLL



[TopaxeHua nepudpepunieckon HepBHOU
CUCTEMDI

SQHMT:

* CHWkKeHue aMnmnnTygbl U OTCYTCTBMNE CEHCOPHbLIX NMOTEHLATO0B
s I'IpOBe,u.eHme no AsurartesibHbiM BOJTOKHaM HE HapyLUEeHO

SMr:
« KapTuHa He HapyLueHa

INleuenune 'KC n nnasmadepes HeadpdekTUBHbI. CUHAPOM MHOr4A YMEHbLLUAETCH CNOHTAHHO UM Nocre
neyYeHnss onyxonm.



[lopaxeHua nepupepuyeckon HepBHOU

%

BbidBaHa aHTUTENAMM K H-XO.I'IVIHOpeLI,eI'ITOpaM BeretatuBHbIX raHrmneB

* MoxeT 6bITb B COMETAHUN C CEHCOPHOMN HEMPOHONATNEN

« Yaule npu pake nerkoro

« OpTtocTatnyeckas runoToHms

* HapylleHne MOTOPUKM KMLLEYHMKA, MOYEBOIO Ny3blps

* HapylieHune 3paykoBon MHHepBaLUK

« OObI4HO BbICTPONPOrpeccupyoLLas

« [locne yganeHus onyxosnim MOXET CTabunmanpoBaTbCa UNU JaXke YacTUYHO perpeccupoBaThb



[lopaxeHusa nepudpepuieckon HepBHOU
NCTEMBI

~ MNodocmpasi ceHcomMomopHas

» B GonbLKHCTBE cny4vyaes NposiBeHust 6one3Hn cBoAATCSA K CerMEeHTapHOM AeMNenmMHn3aLmnm

« Yauwe obycrnoerneHa caxapHbiM AnabeTom, ankoronim3amMoM, MHTOKCUKaUMAMKM, OedUumToM
BuTaMuHa B12 => gmnarHo3 napaHeonnacTtuyeckoro CMHApPOMa creayet CTaBuTb C 60MbLLION
OCTOPOXHOCTbLIO — MOCHEe UCKMIYEHUS OPYrMX MPUYnNH

* Yalle cBsizaHa C pakoM Nerkoro uriu MoJsio4HOM Xerne3bl

« CummetpuyHas cnabocTtb AncTanbHbIX MbILLLL

» HapylweHne 4yBCTBUTENBLHOCTM MO TUMY HOCKOB W Nep4yaTokK

* BbinageHue CcyxoxXunbHbIX pednekcos

* BbynbbapHble MbILLbI Yalle He BOBIEKAKTCS

* WHorpa — 6bicTpas nHBanuansaumsg




[lopaxeHua nepuepnyeckon HepBHOU

“%

LICXK:
% HOpMaﬂbeIVI COCTaB UIn nerkoe ysernnm4eHne cogep>xxaHmd Oenka

SHMIT
» [lpu3Hakn akcoHonaTuu

Bo3amoxkHa ctabunusaumsa unm yny4lieHme nocne yganeHus onyxonu, npoBeaeHus
Kypca neveHusa nnasmadapesom nnm B/B Ig



[lopaxXeHna HepBHO-MbILLEYHOW Nepeaayvn n

MbILLLL
MuacmeHu4eckul cuHopom Jlambepma-UmoHa

CBsaAzaH C ob6pasoBaHnem AT K Ca-KaHanam B OKOHYaHUAX HepBa W CHWXEHUEM
BbICBOOOXAEHNSA aLETUIXONNHA U3 NPECUHANTUYECKMUX OKOHYaHUM

* Yalle cBA3aH C pakom rerkoro, pexe c ApyruMn onyxonsamu (npeacraTtesibHOW Xenesbl,
numcpomon, TMUMOMOMI, NENKO30M) NN HEOMYXOSIEBbIMN ayTOMMMYHHbLIMW 3a60r1eBaHUSMM

« CnabocTtb NpokcMManbHbIX MbILLILL

« bbICcTpas yToMngaemMocTb

* He BOBneKkawTCs KpaHMasibHble MblLULbI (B OTAIMMME OT MUACTEHUN)

* Bo3moxxHa cnabocTb AblXxaTenbHbIX MbILLL,

* [lpn NOBTOpPEHUU OBUXEHUSA CUSa BHa4arie HapacTaeT, 3aTeM — nagaet

« CHwxalTCcs Unu BbiNagakT CyXOXuIibHble pednekcl (npexae Bcero Ha Horax)

« Yacto - BeretatmBHas [OUCHYHKUMA (CYXOCTb BO PTY, YMEHbLUEHWE Cre3onpoayKuum,
opToCTaTM4yecKas rmnoTeH3uns)

» [NapeTuyHas «yTuHas» noxoaka



[lopaxeHna HepBHO-MbILLEYHOW Nepeaayvn n

MbILLILL
MuacmeHu4eckui cuHdpom Jlam6epma-UmoHa

OunarHo3 6asupyeTcsa Ha HeBponornyeckom obcrnenoBaHnn U AaHHbIX ArNeKTpoHenpomuorpadun.

SHMIr

« O4vyeHb Manble rpynnoBble [0 yBenuyMBalOTCA MOCE KPaATKOBPEMEHHOM Harpysku,
puTMUYyeckas CTUMyNsuusa Bbli3bliBaeT CHuxeHwe 1L npu HM3KOWM YacToTe WUSIN NOBbILEHUE
NPW BbICOKOM YaCTOTe CTUMYNALUK

PeHTreHonorn4yeckme nccnegoBaHms prﬂ,HOVI KINEeTKN:

* BbliABrneHne nepBrUYHON OMyxonu

Ecnu onyxonb He nposiBUNach B Te4eHuUe 5 NeT, TO CUHAPOM, BEPOSITHO, HE UMEET
napaHeonnacTMyeckyto npupoay.



BbICOKOYACTOTHAA CTUMYNAUMUA

CuHapom NlambepTa-UTOHAE - UHKPEMEHT MWACTEHUA - ACKPEeMEHT

1

3Hz stimulation 20H2 stimulation 3Hz stimulation 20Hz stimulation

normal | normal ' ll ‘ TI0 M .
! {
N I MYIS"‘QM . s
Lambert-Eal PPN '




[lopaxeHns HepBHO-MbILLEYHON Nepenavn 1

MbILLILL
~ Muacmenuveckuu cuvdpom Jlam6epma-Amona

JleveHue:
« B otnuune ot gpyrmux NHC, pearnpyet Ha UMMYHOCYNPEeCCUto:
- NpegHu3onoH, 1-1,5 mr/kr/cyT
- AzatnonpwuH, 2-2,5 Mr/kr/cyT
» [1nasmodopes
« B\B MmMMyHOrnobynuH
« CumMmnTomaTtmnyeckme cpencraa:
- brniokaTopbl K-kaHanoB (aMMHONMMPUANH) — obneryatoT BbICBOBOXAEHNE aLeTUNXonnuHa
- AHTUXONUHACTEpasHble cpeacTBa (KannmMunH)

YcuneHne cuMmnToMoB YKa3blBa€T Ha peungnB onyxomnun



[lopaxeHna HepBHO-MbILLEYHOW Nepeaayvun u

MblILLIL

Hdepmamomuo3sum/nonumuosum

3aboneBaHne C 3aMELWEHUEM TMOPAXEHHbIX TKaHENn UOPO3HBLIMM  CTPYKTypaMn C
NPENMYLLECTBEHHbIM BOBMNEYEHNEM B MaATOMIOMMYECKUA MNPOLECC CKEeNeTHOM W rnagkou

MYCKynaTypbl, KOXW

Hebonblwasa 4acTb CriyyaeB CBA3aHa CO 3/10KAYECTBEHHbLIMM OMYXOSI MU (PakoM MOJSIOYHOWM
Xenesbl, Nerkux, AMYHUKA, Xenyaka, pexe numcgpomamu, pakomMm npeacrarteribHOU Xene3bl
U TOHKOIO KULUEeYHUKA)

Begywum  KnNUHUYECKMM  NpU3HaKoM  3aboneBaHUst  ABNSETCA  MOPaXXeHue - MblLL,
BblpaXkatoeecd CUMMETPUYHOW CNaboCTbio NPOKCMMArbHbIX FPYNM MbILL, BEPXHUX U HUXKHUX
KOHEYHOCTEN N MbILUL LLEN

CnabocTb AgblxaTenbHbIX U BynbObapHbIX MbILL, (M.6. NPUYMHON NeTanbHOro ncxoaa)

YnaneHue onyxonu B COMETaHUKU C KOPTUKOCTEpOMAAMN U OpYrMMyU MMMYHOCYRpeccopamMm nnbo

B/B g MOIyT yny4luaTtb COCTOSIHME



[lnarHocTnyeckne Kputepmun gepmarto-,
NoJINMMNO3UNTA

1. [lopaxeHune KoXu:
— refIMoTPOrHas Chblifb (MypnypHO-KpaCHble 3pUTEMATO3HbIE BbICbINaHUA HA BEPXHNX BEKAX);
— npu3Hak [oTpoHa (NypnypHO-KpacHag, wenywauwaaca, atpodumyeckada aputemMma unm naTHa Ha
pasrnbaTtenbHOM NOBEPXHOCTUN KUCTEW HA CycTaBaMu);
— 9puTeEMa Ha pasrnbarteribHon NOBEPXHOCTU KOHEYHOCTEN Haf NMOKTEBLIMU U KONEHHbIMU
cycTaBamMu.
2. NpokcnmanbHast MblledHasa cnabocTb (BEpXHME N HUXHUE KOHEYHOCTU U TYNOBULLE).

3. YMepeHHoe MnoBbILLeHne Unu Hopma ypoBHS KpeaTUHMOCHOKMHA3bl U/Unm anbgonassl B
CbIBOPOTKE.

4. bonu B MbllWuUax npu nanbnauum nnm Mmanrmu.

5. MnoreHHble U3MEeHEHUA Npun anekTpommorpadnmn (KopoTkme nonundasHbole noTeHuuarnbl
MOTOPHbIX €ANHWNL, CO CMTOHTaHHbLIMUW NOTEHUManamm mbpnnnauum).

6. HeoecTpyKTMBHbIN apTpUT UK apTpanruu.

7. lNpn3Hakn cncteMHoro BocnaneHus (nuxopanka soiwe 370 C, noBbiweHne KoHueHTpauun CPB
nnn ysenndeHne COJI 6onee 20 mm/4 no BecTteprpeny).

8. Mopdhonornyeckne nsmeHeHns, COOTBETCTBYHOLLME BOCNANIUTENBHOMY MOPaXXeHUI0 MbILLLY
(BocnanutenbHble UHPUNLTPAaTbI B CKENETHbIX MbilLLAX C AereHepaumen Nm HeKPoO3oM
MblLLEYHbIX ONOPUNI, aKTUBHbLIN ParounTo3 UM NPU3HaKM akTUBHOW pereHepaumn).
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[lInarHocTuka

A .,

[lnarHo3 “napaHeonnacTtnyeckumn
CUHAPOM” MOXET ObITb

yCTaHOBIEH MPu NOMOLLN
HenpoBu3yannsaumnm, ceposiormn4eckoro
nccnenoBaHus, anekTpoHenpommorpagpmm
(QHMI), a

Takke aHanusa uepebpocnnHanbHoOn
Xugkoctn. OHKOHEBpAarbHble aHTUTENA,
0ObIYHO onpeaensieMble B CbIBOPOTKE
KpOBMW,

MOTYT ObITb HECMELMAUYHBIMUA U
HegOoCTaTOYHO YyBCTBUTESbHLIMU. Y 30%
nauneHToB ¢ NHC xapakTepHble aHTUTENA
He BbIABNATCS. B TO ke Bpems
HeBponormyeckaa cuMmnToMmaTumka y
NayMeHTOB C BbISABIIEHHbIMW aHTUTENaMN
MOXET ObITb HEBbIPAXXEHHOMN.




[lnarHocTuka

Kputepumn goctosepHoro [NMHC:

1) knaccu4yeckumii BapmaHT MHC n onyxonb, koTopas Kputepum BepositHoro MNHC:

BO3HMKI1A B Te4EeHUe 5 NeT nocrne nossneHnsa
HEBPOJSIOrnM4YeCcKom

CUMNTOMATUKW;

2) HeKnaccu4yeckne CUHOpPOMbI, KOTopble
paspeLiaroTca

N1 B onpeaerieHHon cTeneHn perpeccupyroT
nocne nevyeHus

onyxonu 6e3 Ncnonb30BaHUs COMyTCTBYHOLLEN
MMMYHOMOAYNNPYIOLLIEN Tepanuu, Npu yCnoBuu, 4To
AaHHOe COCTodAHME He

CKJTOHHO K CMOHTaHHON peMUccum;

3) HeKnaccu4yeckne CMHOpPOMbI C OHKOHEeBpPalbHbIMU
aHTuTenamm (cneundunyHbIMM NN HET) B
COYETaHUU C ONYXOnblo,

AVNarHOCTMPOBAHHOM Y NauueHTa B TedeHne 5 et c
MOMEHTa

BbISABIIEHNSI HEBPOJSIOrMYECKOM NMaTonoruu;

4) HeBposiorn4eckme CUHOPOMbI (Knaccu4veckue unm
HEeT)

C BbISIBNEHHbIMW CreUMdPUNYHbIMN aHTUTENaMU
(@HTU-Hu,

aHTU-Yo, aHTN-CV2, aHTU-Ri, aHTU-Ma2 Unu
aHTnampundunamHosbIMK), 6€3 NpN3HaKoB
OMnyxonieBoro npotecca

1) knaccuyeckme NHC 6e3 BbISIBNEHHbIX
aHTUTEsN N ONyXxosnu,

HO C BbICOKMM PUCKOM pasBUTUSA
OHKOIMOrm4yecKkoro npoLecca;

2) HEBPONOrnyeckme CUHAPOMbI
(Krlaccu4yeckne nnm Her)

C YaCTUYHO cneungUYHbIMKN aHTUTENaMy,
6e3 npusHakoB Onyxosnu;

3) Heknaccundeckne cnHapombl 6e3
OHKOHEBparsbHbIX aHTUTES, HO C
BbISIBIIEHHOW B Te4YeHue 2 et nocrie
NOCTAHOBKW HEBPOSIOrMYECKOro gMarHosa
OMyXosibto



JleyeHune
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JleueHune BKJIOYaAET B cedsa:

MeToabl, HanpaBreHHbIe Ha nevyeHne
ONyXonu (XuMmnoTepanusi, pagmotepanus,

XUpyprus);

MeToabl, HanpaBrneHHble Ha YMeHbLLEeHNE
NN 3ameasieHne HempoaereHepawuum.

OcHoBHOU MeToA nedyeHusa NHC -
MMMYHOCYNpeccuBHasa Tepanus,
BKtovatoLLlas B cebsi rMioKOKOPTUKOCTEPOU

Obl, LUTOCTATUKM (a3aTUOMPUH,
LUuknodgocoamma), aHTu-CD20-
MOHOKJIOHAarbHbIE aHTUTENa, pUTyKCMmMao,
BHYTPUBEHHOE BBEAEHME
nmmyHornobynmHa (BBUI), nnasamadepes .




Ponb NMHC B Te4eHnn n nporHo3e 0OCHOBHOIo 3aboreBaHms
onpenensieTcsa uenbsiMm psagom dpaktopoB. C 0gHOW CTOPOHbI,
BbisiBrieHne NHC moxeT cnocobcTBOBaTbL ANArHOCTUKE U NEYEHUIO
3NnoKa4yeCTBEHHOM Onyxonu B paHHewn ctaguu, ¢ apyron — NHC camu
no cebe aBnsATCA TXenbiMn 3aboneBaHnsaMU. [1oCKONbKY
pa3sutne NHC MoXeT Bbi3biBaTb HEODpPaTMMbIE NMaTONOrM4yecKkmne
N3MEHEHNA B HEPBHOW CUCTEME, X NEYEHME YacTo NPUBOAUT K
cTrabunmaaumm cMMNTOMaTUKN, HO HE K YNYYLLIEHNIO COCTOSAHMS.
OaHaKo CBOEBPEMEHHO HA4YaToOE NeYvyeHue no

NOBOAY OMyXOneBoro rnpowecca npeanonaraeT XopoLnm WaHC
HEeBPOIOrM4eckon ctabmnnmsaumm y naymeHToB. HakoHel,
OHKOHeBparbHbIe aHTUTENa MOryT Ooka3blBaTb NMPOTUBOOMYXOSEBLIN

9P PEKT.
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