IeTckoe ncuxoHeBposnornyeckKkoe oraesieHume

XpoHuyeckasn
BOCnajsimtTesibHasA
AeMuneNnHu3InpyrolLlan
noNMpaanKyJioHeBpoO-
naTruvsa

PeunamBupymolilee TeyeHue



’KanoO6bI npu nocTynneHnu

Ha cnabocCTb B pyKax U Horax

oHeMeHune n 6onn B KNCTAX, TOJIEHAX U
CTOonax

HapyLUeHMe NoXoaAKM

nonepxmBaHue Npu rnoTaHnUmM TBEPAOMH
NN



Uonb ABrycr CeHTA6pDb

2014 2014 2014
OHeMeHue
Mape3bl
A
bonu
NMonepxus
aHue
Mapes
aunugeBoro
HepBa
JleyeHMe Vit B6 eMeTnnpep 500 sMeTunpen sMeTunpepg 44
Vit B12 Mr B/B N2, 1000 mr B/B Mr/cyT
AKTOBErmuH ellpeaHn3onoH | N5
50 Mr B cyT s/lanee
MeTunpen 44
Mr/cyT




O O O O

Anamnesis vitae

PebeHoK OT 4-11 6epeMeHHOCTHN, NpoTeKaBLUEN HaA
doHe aHeMnKn, TOKCUKO3a

4-X CPOYHbIX, PU3NOJIOTMYECKUX POaOB
[Mpn poxaeHun sec 3600 r, pocTt 53 c™M
OueHka no wkane Anrap 8/9 6annos

PaHHee NCMXOMOTOPHOE N pedyeBoe pa3BUTUE
pebeHKa COOTBETCTBOBa/IO BO3pacTy



NepeHecEéHHbIE 3aboneBaHunA:

o Yactble OPBU

o BeTpdHasg ocna B 16 net

o CoTpsaceHue rosiloBHoro Mosra B 4 roaa

HacneancrBeHHbI aHaMHe3:
Co cfioB poauTesien He OoTAroleH

AnneproaHaMHe3: He OTAaroweH
ConyrcrByouume 3aboneBaHua: Het




ComaTtuyeckum crtaTtyc

O O O O O

O

ObLliee cocTossHME YA0BNETBOPUTESNBHOE,
NpaBUIbHOIO TENOC/OXEHUS.

JloKkanbHbIN rMneprnapo3s, MPaMOPHOCTb KOXHbIX
NOKPOBOB, KPACHbIW CTOMKUN aepMmorpadunsm

Mepudepunyeckne nnmM@oyssnbl HE YBEINYEHDbI
B nerkux gblXxaHune Be3nKynsapHoe, XpUNnoB HeT
A - 100/60 mMm.pT.cT., YHCC 70/MUnH

XunBOT MArkun, npy nanbnaunu
6e3601e3HeHHbIN. [ledeHb He yBenn4yeHa.

CMMMTOM NOKOJSIauYMBaHNA MOSICHUYHOM 0bnacTu
oTpuuaTesibHbI C 06enx CTOPOH.



HeBponornyeckumn crartyc

o Co3HaHue acHoe.

o KOHTakKkTHa, opMeHTUpoBaHa B MeCTe U BPEMEHMN.
MeHUHreanbHbIX 3HAKOB HET.

YepenHo-MO3roBblie HepPBbI:

o VII napa - nmueBon HepB.:
Crna>XeHHOCTb J1eBOW HOCOrybHOM CKIaaKu
aCMMMeTpUs Npu nokasbiBaHUM 3y60B
rnasHas wenb cnesa 6onblie, 4YeM cripaBa
CUMMTOM peCcHUL, CneBa

o IX napa — 43bIKOrJIOTOYHbIN HEPB:

3aTpyAHEHWE Npu rnoTaHnm TBEpAON NULLK
(nonepxunBaHue)



IBuratenbHasa coepa

o [loxoaka MapeTn4vecKas, HE MOXET XOAUTb HaA

O

HOCOYKAaX U NMATKax.

MblleyHaa cunia no natmbannbHOM WKane:

B DYKaX: B NpOKCMManbHbIX oTaenax 3-3,5 6anna,

B AMCTaNbHbIX oTAaenax 2 6anna;

B HOMAX. B NMPOKCHUMaAJIbHbIX OTAE1aX 3 6anna,

@)

B ANCTANbHbIX oTAenax 2 6anna.

Anddpy3Has MbllleyHas r’MnoTOHUA.
[nybokune pednekcbl C pyK 1 HOI He BbI3bIBAKOTCH.

ATpoun Menkux Mblll nNpeannevYnit u  KUCTen,
rofleHen mn crTon.

CumnToM Jlacera nonoXuTenbHN C 2X CTOPOH.



YyBcTBUTENbHaA cdepa:

o [dnckpeTHoe HapyLwleHune bosieBon "
TeMnepaTypHoOU YYBCTBUTENIbBHOCTU B KUCTAX WU

ctonax (6bonbwe I u V naneuy Hor, I, III, V
nanblbl PyK)

KoopanHaTtopHaa cdepa:

o lMpun  BbIMNOJTHEHUN  KOOPAUMHATOPHbLIX  MNpob
TpeMopa N MHTEHLWUU HET.

o [lpoba PoMmbepra oTpuuaTtesnbHas.



IInarHocTu4Yeckum Nomnck

CuHapoM 'mneHa-bappe

XpoHunyeckas BocrnanmTenbHas AeMUENNHU3NPYIOLLAS
NoNMHEBPONATUS

HacnencreeHHble nonnHeBponatum (MoTOpHO-CEHCOpHas
nosinHeeponaTtna I TMna, HacneacTBeHHble HEBPONATUM CO
CKJIOHHOCTbIO K napannyam oT caaBJieHns)

AuncnpotenHeMmnyeckme nonnHesponatun (MoHOKNOHabHbIE
ramMmManaTtuun, KkpumornobynmHemumn, cuHapom POEMS)

MonnHeBponaTuun Npmn MHPEKUMOHHbIX 3aboneBaHnax (BUNY-
nHekumnsa, andrtepus, Kneweson 6oppennos)
[MonnHeBponaTuun Npu aHAOKPUHHBLIX 3abonesaHnax (CA,
rMNo- U rMNepTnpeons)

LlecbmuM)Taprle nonnHesponaTtumn (aedununt BUTaMnUHoOB B1,
B6, B12

[MonnHeBponaTnUun NpmU CUCTEMHbIX 3aboneBaHUAX
(capkouno3)



OOwunn aHanmn3 KpoBn

20.08 4.3 133 0.9 314 109 1

25.08 4.8 145 0.9 404 8 2 52 1 4 33 8 8

B Npeaenax Bo3pacTHOW HOPMb



Brnoxnmmyecknm aHanuns KpoBw

O OO O OO O0Oo

6enok o6bwmn 78.0 r/n (N 57-82)
anbbyMmuH 56,9 % (N 55,8-66,1)
rnroKo3a 5,7 mmonb/n (N 4.1-5.9)
kpeatyHuMuH 0,45 wmr/on (N 0,5-1,3)
oé6w.6Mnmpy6bmuH 5,1 mkmono/n (N 3-21)
ACT 21 ea/n

ANT 13 ea/n

wenoyHasa pocdarasa 103,00 ea/n

B rnpeaenax BO3pacTHOW HOPMbI



o KpoBb Ha B4, RW, HBs, HCV- oT1p

o UMMYHONoOrusa:
v CPBb -0 (N go 0.8)
v Ig A - 290 mr/an (N)
v IgM - 128 mr/an (N)
v Ig G -1230 mr/an (N oo 1600)
v 06wmnn Ige 93 ME/mn (N oo 100)



Oowmn aHanms mMmoum

 uBeT ON/KenTbin

« pH-6,0

* ya.Bec - 1016

* MPO3PaA4YHOCTb - HEMOJSIHAS
* Oenok, rmKo3a - HeET

* 3MUT. NJTIOCKUN MHOIO

* neunkou.- 8-10 B n/3

* ApUTPOLUTLI — 2-3 B N/3

B Npenenax Bo3pacTHON HOPMbI



AnekTpomuorpaduna

o DBblpaxxeHHOe AeMUnennHnU3InpyloLwee nopaxkeHume
(cHuxkeHune CI1, cHuxeHne amnnntya M-
OTBETOB, N3MEHEHNE (DOPMbI, YBEUYEHME
pe3nayanbHOun J'IaTeHTHOCTl/I) 3aTpOHYBLUee Bce
nccrnenoBaHHble HeEpPBbI. B 60bLLEN CTEMNEHN
M3MEHEHWNS KOCHYIUCb HEPBOB HUXXHUNX
KOHe4yHocTeun. [Npn npoBeaeHNN Urob4yaTou
OMI pernctpupyetcs 6onbuoe konu4yectso MNAE
CO CHUXEHHOW ANUTENIbHOCTbIO, UTO MOXET
yKa3bIiBaTb Ha Herpybble MbilleyHble U3MEHEHUS
BTOPUYHOI0O XapakTepa.



KOHCy/ibTaluna 3HAOKPUHOJIOrA:
SHAOKPUHONONMYECKOW NAaTONOMMMU HE BbISBIEHO

KoHcybTaLuAa neamaTpas
CoMaTn4yeCckoun naTosIorMm He BbISABIEHO

KOHCcy/1ibTaLuAa OKYJIUCTA:
OD=0S=1,0

MOTOPHO-3pPayYKOBbIX HApPYLUEHNN HET
[(na3Hoe aHo 6e3 natosioruu




HeBponornyeckue CUHOPOMbI

o CuHApOM ABUraTesibHbIX HapyLleHUn B BULE
OAHOCTOPOHHEN c1aboCTn MMMNYECKOW
MYCKYnaTypbl, nepudepnyeckoro TeTpanapesa,
6onee BbIpa>XeHHOro B ANCTasIbHbIX OTAeNax

o CWMHAPOM YYBCTBUTENbHbIX HapYyLUEHUH NO
CEerMeHTapHOMYy TUMy



Tonnyecknn agmarHo3s

o OAHOCTOpOHHEEe nopakeHne ABUraTenibHbIX
BOJIOKOH JINLLEBOIO N A3bIKOM10TOYHOIO HEPBOB

o [1ByCTOpOHHEe nopaxeHue nepeaHux u 3aaHux
KOpPELIKOB CMMMHHOMO3roBbIX HEPBOB

o JIBYCTOpPOHHEE MopaXXeHne ABUraTeslbHbIX N
YYBCTBUTE/bHbIX BOTOKOH HEPBOB KOHEYHOCTEMN



narHos

XpoHun4yeckaqa BocrnanmTenbHas
NeEMUNENNHN3NPYoLas
noamMpagnKynoHeBponaTug,
peungnBupytollee teyeHue



UcTopunyeckasa cnpaBKa

o 1956 r. - J.H.Austin — nepBoe onncaHue
XPOHUYECKON BOCNaamnTeibHOU
NoNIMHEBpPONATUN, YYBCTBUTENbHOWN K
KOpTUKOCTEepouaam

o 1975 r. - P.J.Dyck BBen TepMNUH «XpoHMn4yeckas
BOCMannTenbHaa nosinHesponaTus», Bblaennn B
CaMOCTOSATENbHYIO HO30J/I0rM4eckyo popmy

o C 1982 r. o6WEenpnHATBIM CTAHOBUTCSH TEPMUH
«XpoHMYecKkaa BocnanumtesibHas
AeMUennHn3npyroLas
nonnpaankKynoHesponaTusa»



Knaccudukauums

o XpoHu4yeckasa BocnanutenbHad

AdeMmmnennHunsnpyrouwasa NnonmpagmkKynoHesponaTus
(XBAM)

o HOucrtanbHas lNpnobpeTéHHas
demunennHmnsunpyrowada CeHCOMOTOpHas
Hesponatusa (ANACH)

o MynbTndokanbHaa NpuobpeTéHHas
demunennHmnsnpyrowaa CeHcopHada n MoTtopHas
Hesponatua (MMNACMH)

o MynbTndokanbHaa MotopHas Hesponatusa (MMH)



PacnpocTpaHeHHOCTb

B netckom Bo3pacte — 0,5 Ha 100000
HaceneHus

Y B3pocsbiX — 1-2 Ha 100000 HaceneHuns



laToreHes




KnnHunyeckoe
TeyeHune

MpofomKUTEeNnbHOC
Tb

CyXO0XWSbHblE
pednekcsl

PesynbTaTtbl DMl

LCXK

Buoncuna Hepsa

OunarHoctuyeckue Kputepuu XBAMN

[BuUratenbHbIN N YYBCTBUTENbHbIN
nedekT c BoBneveHmneM 6osee yem 1
KOHEYHOCTHU

CuMTOMaTUKa CYLLECTBYET B
TeyeHue 2 n 6onee Mmecaues

CHWXXEHbI UM OTCYTCTBYIOT

Hanunuune 3 13 4 Kkputepmes:
yacTuyHaga 6n1okaga NpoBOAMMOCTM
B 1 U > aBuraTtefibHblIX HEpPBaXx,
CHuXeHne CPBB 2 n >
ABUraTenbHbIX HepBax, 1
ANCTanbHOW nateHumm 2 n >
ABUraTesibHbIX HEPBOB, 1 NaTeHuuu
F-BOSIH 2 1 > ABUraTesibHbIX HEPBOB
Unun oTcytcTtene F-BosH

Konunyectso nenkountoB He 6onee
10 kneTtok/MM2; NOBbILIEHHbIN
ypoBeHb benka (BcnomMoraTenbHbIN
KpUtepun)

JlokazaTenbCcrBa B NMosb3y
AEMUNENNHNU3ALUN U

Mporpeccupyrowmn nnm
peunamBnpyoLWmMm MOTOPHO-
CEHCOPHbIN aedeKT C BOB/IeYEHUEM
6osee yueM 1 KOHEYHOCTH

CuMTOMaTUKa HapacTaeT nau
ocTaeTcs CTabunbHOM He MeHee 2
MecsaLueB

CHUXXEHbI UM OTCYTCTBYHOT

CHumxeHune CPB B 2 n 6onee
ABUraTenbHbIX HepBax, nb6o7
ANCTaNbHOW NaTeHUMU UNn naTeHunmn
F-BoNH B 1 U3 HEpBOB ApPYroun
nokanunsauum; nnmn | CPB,
ANCTaNbHOW NaTeHUMU UM naTeHumnmn
F-BOMIH B 3 ABUraTenbHbIX HepBax;
nm6o DMl — Npu3Haku
AeMNEeNIMHU3aunn B 2 HepBax,

BenkoBo-kfeToyHas guccoumnaums,
LUMTO MeHee 10 kKneTokK B 1MKnN
(BCnoMoraTenbHbIN KpUTEPU)

Mpoueanypa obsizaTenbHa TONLKO B
cnyyae DMl -n3MeHeHun Bcero B 2



NononHuTenbHble AnarHocTU4yeckKkue
MapKepbl

o [loBbllLEHME KOHLUEHTpauUun 6enka B IMKBOpE
npu umto3e MeHee 10 nenkoumToB B 1 MK/

o BblgaBneHue aHtuten K raHrnmosmgam (GM1,
GD1b, GM1b n gp.)

o HakonneHune KoOHTpacTa n/mnun rnneptTpopus
KOHCKOIo XBOCTa, MOSICHNYHO-KPECTLLOBOIro Uu
NJe4yeBoro CrnjaeTeHns, KopewkKoB LWeNHbIX 1N
NOACHUYHO-KPECTLOBbIX CMTMHHOMO3I0OBbIX
HepBOB MO AaHHbIM MPT

o YBenunyeHune nateHTHocTtn CCBI1 B oTCyTCTBME
natonorunmn LHC



MeTtoab! nedyeHnsa XBAI, ocHoBaHHbIe Ha pe3ysibTaTaXx KOHTPONUPYEMbIX
nccneanoBaHUun

Dyck et al.

Hahn et al.

Hahn et al.

Hughes et al.

Dyck et al.

NMna3smadepes B
NpOTMBOBEC
BHYTPMBEHHOMY
BBEAEHWUIO

MMMYHOI106Yy/IMHOB

Mnasmadepes

B/B BBeageHue
MMMYHOrNobynnHa

B/B BBeaeHue
MMMYHOrNobynnHa
B NPOTUBOBEC
nepopasibHOMY
npuemy
npeaHn30s10Ha

A3aTMONpVH B
KoMbuHaumnm ¢
NpeaHN30/I0HOM B
NpOTMBOBEC
MOHOTEepanuu
NpeaHN30/10HOM

15

30

32

30

PaHaoMumnsnpoBaHHoOE,
MpocToe cnenoe,
nepeKkpecTHoe

[1BoHOEe cnenoe,
nnaueboKoHTponAnpyeMm
oe

[1BoHOE cnenoe,
nnaueboKoHTpoInpyem
oe

[1BoMHOEe cnenoe,
paHOOMU3NPOBAHHOE,
nepekpecTHoe

OTKpbITOE,
paHOOMU3UPOBAHHOE

OTcyTcTBME
AOCTOBEPHbIX
pasnmuynmn

YnyduweHuve y
80% 60nbHbIX

YnyduweHuve y
63% 60nbHbIX

OTcyTcTBUME
AOCTOBEPHbIX
pasnyumn

OTcyTcTBUME
AOCTOBEPHbIX
pasnyunmn



Jleuenue XBAI

1. KopTukocrepouabil:

- Bblcokne ao3bl NpeaHn30/I0Ha COXPaHAKTCA A0
BOCCTA@HOBJ/1IEHUSA MbILLUEYHOWN CUJbl UNU
DOCTUXXEHUA NAaTo B yNy4YlWEeHUN COCTOAHUS
(06bI4HO 4-6 Mec.), 3aTeM — MOCTerneHHoe
CHUXXeHWe A03bl NpenaparTa

- Nynbc Tepanusa cony-megponom (1 r) B/B C
nocneaywoLwmMm rnepexoaomM Ha nepopasibHbln
npuem npeaHn3o0JsioHa



Jleuenue XBAI

2. MNnasmadepes:

- KnuHunyeckumn apdekT nosasngeTcsa 6bICTpee,
yeM Ha poHe npeaHn30/10Ha

- CyMMapHbIn 06BbEM yaasieHHou nna3Mmbl - 250
MJ1/KI B TeyeHune 2 Hen.,

HepocraTku:
. BblcOKast CTOMMOCTb M MHBA3MBHOCTb
. KopoTkuni nepuoa adpdekTa



Jleuenue XBAI

B/B MmmyHornobynumH (IVIG)

CeroaHa paccMaTpuBaeTcs, Kak npenapaT
Bblbopa

HeT ybeanTtenbHbIX OTIMUUN B 2PPEKTUBHOCTU
No cpaBHeHUto c P

HauanbHasa po3a IVIG 2 r/kr cymmapHo 3a 2-5
CYyT.

JleueHne NOBTOPAKOT Kaxable 1-8 Hen. npwu
HeobxoamMMoCTH

[103a 1 YacToTa KypCcoB MHAMBUAYAbHbI



Jleuenue XBAI

4. MNpenapartbl 21 JINHUMN:

A3aTnonpuH — Ha4vyanbHaga Ao3a 50 Mr exxegHeBHO
C yBenn4yeHnem o 2-3 Mr exegHeBHO

MeToTpeKkcaT: HavyanbHaga Ao3a 2.5 Mr
NOAKOXHO/Hea un noBblicuTb A0 20 Mr/HeA.

Linknodochamumg: 50-150 Mr nepopanbHO exeaH.
mnn 0.5-1.0 r/kB. meTp/mec.

LinknocnopuH: 4-6 Mr/Kr nepop. exegHeBHO

MukogeHonat: 1.0 r 2 p/cyT, MOXXHO NOBbLICUTb
no 1.0 r 3 p/cyt, He 6onbwe 1.0 r/cyT npu
HaIN4YUM NOYEeYHON HeJOoCTaTOYHOCTU



JleyeHMe NaUNEHTKM

o [llynbc-Tepanus KOpTUkKocTtepomngamm
Metunpen 1000 mr B/B N5,

nanee metunpen 44 mr/cyT (NpeaHU30/10H 1
MI/KI)

Munbramma no 1 t1a6.3 pa3a B AeHb
PaHuntnamnH 0,15 no 1tab yTpoM n Beyepom
ButamunH E 0,2 no 1 kancyne yTpom

Macca) BOPOTHUKOBOI 30Hbl, MUKPOBOJIHOBAas
Tepanusa Ha cerMeHTapHble 06/1acTu WeNHo-
rPYAHOr0 N MOSACHUYHO-KPECTLIOBOIro OTAE/NOB

O O O O



[lporHos

o o 90% naumeHTOB OTMeYaloT yJIyylleHne Ha
doHe naToreHeTM4YEeCKoOn Tepanunu

o CpeaHee BpeMsa A0 3HAa4YMMOro ynydwerHusa 1.9

MecC., Hannydwme pe3synbTtatbl 0ObIYHO Yepes
6.7 MecC.

o B 50% - peunane B TeuyeHune 4 net n nuwb 30%
AOOCTUralT ANIUTENbHOWU PEMUCCUN

Bromberg H.R., Amato A.A.,2005



Cnacmbo 3a BHMMaHue!



