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UcTopus

1860 - B. Luys onucarn
OereHepauuio KrneTok nepeaHnx
POroB CNMHHOro Mo3ra npwu
nporpeccupytoLien MblilLe4HOW
atpodoun (NVA)

1869 - J.M. Charcot u A. Joffroy -
COYEeTaHMe NaTosIorM4ecKnx
N3MEHEHUIN B 3a0HEN YaCTu
BoKOBbLIX CTONOOB U NepeaHnX
porax crimHHoro moara npu NVA

1874 - J.M. Charcot Bblaenun BAC
Kak OTAeNIbHbIM CUHAOPOM




e 1899 - W. Gowers - [IMA, I'BI'1 n BAC - oagHa
6one3Hb, KNMMHUYECKne NposiBNeHns
KOTOPOW onpenensaoTca CKOPOCTbIO,
CTENEHbLIO N TAXKECTbIO AereHepanunm
BEPXHEro n HWXHero CerMeHToB
OBUraTenbHbIX MPOBOAALLMX NYyTEN

e 1933 — BBelEHME TEPMMHA «DOSIE3Hb
MOTOHenpoHa» (W.R.Brain)






B Halllen cTpaHe

 A.A. KoxeBHukos, M.H.
Kykosckuun, M.C.
Maprynuc, O.A.
XOoHAKapuaH

1883 — nepBoe
onuncaHue bAC B

Poccuu (A.A.
KoXXeBHUKOB)

e 1962 — onucaHue T.J1.
ByH1HOWN
LuTOnnasmMmaTtny4eckmx
BkntodeHun npu bAC




BAC — nporpeccupyoLlee HeupoagereHepaTtMBHoe
3aboneBaHne, XapakTepunayroLleecs OTHOCUTENBHO
paBHOMEPHbIM NOPaXXEHUEM UEHMpPasibHo20 U
rnepugepuvyecko2o MOTOHEUPOHA N NMPOoSABSOLLEECH
aTpoduren CcKeNeTHbIX MbILLL, MNP OTCYTCTBUA
rmasoaBuraTenbHbIX U Ta30BbIX HAPYLUEHUN.



3a00n€
0,2-2,4Hal

dHEHHOCTb

eckas dpopma




Cnopaaunyeckuu BAC

Knaccuyeckuu BAC

[1e0toThl:

- BynbbapHbIn;

- LWWENHbIW;

- TpygaHou™;

- NOSACHUYHbIU;

- AP PY3HbINF;

- pecnupaTopHbLIN®;
lIpoepeccupyrowuu
6ynbbapHbIl napanuy
lIpoepeccupyrowasi MbiweYHasi
ampoagus

lepeu4HbIli 60KOBOU CKI1EPO3

CemeunHbin BAC

AymocOoMHO-OOMUHaHMHbIU:

AymoOCOMHO-peyeccueHbIU:

3anagHo-TnuxookeaHckunm
komMmnnekc*



SRS 1900 roA - nepBble CO06LIEHMNA O
BbICOKOM YPOBHE CMEPTHOCTU OT
BAC cpean nnemeHn Yamoppo

1952 rop - D.R. Koerner BnepBble
onucan komnnekc bAC-
rnapKUuHCcoHuU3M Ha ['yame

1956 rog, — OTKPbITUE UCCIeA0BaTENbCKOrO
LileHTpa Kak nogpasgeneHnsa HaumoHanbHoOro

MHCTUTYTa HEBPOIOIMMYECKNX PacCTPONCTB U

nHcynera (CLUA)
1961 rop, — Acao XmnpaHo

OKOHYaTernbHO onucan Kommnnekc
BAC-napKMHCOHU3M-OEMEHLINA




®opmbl BAC

- bynbbapHas;

- LLENHO-TpyaHas;

- MOSICHUYHO-KPECTLIOBas;

- MepBUYHO-reHepannu3oBaHHas

Bbicokas

BapuaHTbl

- CMELLaHHbIN ( KIiacCu4eckmn) -
PaBHOMEPHOE nopakeHue
LEeHTpanbLHOro 1
nepudepnyecKkoro
MOTOHENPOHA;

- CerMeHTapHO-A4EePHbIN -
npenmMyLLeCcTBEHHOE
nopaxeHne nepngepmnveckoro
MOTOHEWUPOHA;

- MIMpaMugHbIn (BbICOKagd
doopma BAC) -
NPEeUMYLLECTBEHHOE
nopakeHmne LeHTpanbHoro
MOTOHEWpPOHA



ITUONOIrMA U NnatoreHes




BETZ CE

LL

NUCLEUS CAUDATUS (CAUDA)

THALAMUS

NUCLEUS LENTIFORMIS

CAPSULA INTERNA

NUCLEUS CAUDATUS (CAPUT)

TRACTUS CORTICOPONTINUS

PEDUNCULUS CEREBRI

v
s

Vil g

PYRAMIDE

GYRUS PRECENTRALIS

TRACTUS CORTICOSPINALIS

TRACTUS CORTICONUCLEARIS

TRACTUS

L
DECUSSATIO PYRAMIDUM \ é [ X

TRACTUS CORTICOSPINALIS ANTERIOR

(UNGEKREUZTER)

TRACTUS CORTICOSPINALIS LATERALIS
(GEKREUZTER)

MOTORISCHE ENDPLATTE

CORTICOMESENCEPHALICUS
= (PYRAMIDENBAHN)

— PONS

|

__ MEDULLA
OBLONGATA




Fasciculi proprii dorsales (posteriores)
Fasciculus interfascicularis (semilunaris)
Fasciculus gracilis

Sulcus medianus dorsalis (posterior)

Fasciculus cuneatus

Tractus corticospinalis (pyramidalis) lateralis
actus spinocerebellaris dorsalis (posterior)
Fasciculus septomarginalis

Tractus rubrospinalis | _AN§ )
SO | {" Columna dorsalis (posterior)
\ ) Substantia (grisea) intermedia centralis
\ b '\ -7 ‘ F A o Ay e ¢ 2
— \ l~ asciculus longitudinalis medialis
.\. Fasciculi proprii ventrales(anteriores)
i\
N\

olumna lateralis
A
"@ \ Columna ventralis (anterior)

\ Tractus corticospinalis ventralis
| (anterior)

=oal | T\ @ Fils radicularia radici
/ Radix ventralis

" Ganglion spinale

Fasciculi proprii laterales
Tractus spinotectalis et
spinotalamicus lateralis

ictus spinocerebellans vgntral'
(anterior)

UTUS SUICOTHATEINAIS

Fila radicularia radicis <22
dorsalis /49

Radix dorsalis

Tractus spinoolivaris/ #4625
et olivospinalis %

'
.

\\ Funiculus

3 lateralis
)
'A
Tractus reticulospinalis g J, _
. 3. 2h : =
Tractus vestibulospinali, ». - Funiculus ventralis
ractus spinothalamicus ventralis/ ™ &l (anterior)
(anterior) Tractus tectospinalis 8

Fissura mediana ventralis (anterior)
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HacneaoctBeHH Cnopaan4veckmn

bl XapakTtep Xapakrtep
MyTauum B reHe CO[1-1 1. OKCAUTOTOKCUYHOCTb
MyTauwnm reHa NEFH 2. OKcnmagaHTHbIW CTpecc
MyTtaumnm B reHe FUS 3. MuTtoxoHapuanbHas
MyTauum B reHe, ONCAYHKL NS
KOOUPYIOLLEM 4. HapylueHue akcoHanbHOro
aHOocoManbHbIN TpaHcnopTasa
doakTop odbmeHa 5. BocnaneHue

ryaHuHa



co-1
(Cu,Zn-SOD)

Opna ns Tpex COJ] opraHnama (ges
Yero.eka:

CO[1-1 (uuTonna3smaTn4yecka: l +0,7 +2H
CO[M-2 (MuToxoHOpuanbHas)
CO[-3 (BHekneTo4Has)




HapyweHue acTpouuT SN

2axeaTa A MUKpoOrnuna
rgxIaMaTa ,,__//’ \
(EAAT-2 /4 > ceoboxgeHue
transporter)
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q Ckonnenue QyHKUMM

XOHAPUaNbHa p
Helpo$unameHTOR

PYHKUMUA

/ HapacTaHue
OKCMAATMBHOrO
pecca

myTanTHaa COJ

TOP-43/FUS

MyTauuM B reHax
c9orf72, TDP-43 (TARDBP),
ELS. SOD-1 (SOD1

AUCPYHKUMA
cUcTeM
aKcoHanbHOro
TpaHcnopTa

TRENDS in Neurosciences
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TEIlblLlad

. BYHMHOM ouie

903UHOMUNBbHbIE BKITHOYEHUSA

* OJMHO4YHbIE UNKN B BUAE Lieneun

e unctatuH C, youkBmutuH (TDP 43),
HENpoUIameHThbl
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N3bupartenbHas atpodua npeueHTpanbHOW N3BUNUHbI






« CnacTtnyeckun TeTpanapes (HUWKHUN
napanapes)

* [lceBooOyneb6apHLIN CUHOPOM

* Pedorniekcbl opanbHOro aBTomatnama

 [loBbILLIEHME TTOTOYHOIO,
HXXHEYEentCTHOro pedoriekcoB






* CnabocCTb, HEMOBKOCTb B ABMXXEHUAX
* ATpOdO1A MblLLLL, HAYMHASA C TeEHapa

y










Nn. supraclaviculares -4
(plexus cervicalis — Cg, Cy4) MR

N. axillaris "
N. cutaneus brachii
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* OwyuieHne OHEMEHMS B CTOMax,
bosiesHeHHble Cyaoporu

« CnabocTtb B Horax (nepegHsas n bokoBast
rpynna mMbillil) — «cBUcaroLLaa» crtona,
noxogka Tuna «crenmnax»

 Pegko — Ha4yano co cnaboctu B
NPOKCUMarbHbIX rpynnax MbiLLLL, —
«MUnonatTn4veckad» noxoagka






Obg3ameribHbIe:

* [lpn3Haku gereHepaunm HUXKHETO
MOTOHenpoHa (Bkntodaa SMI -npusHaku B
KINMMHUYECKN HE NMOopPaXKeHHbIX MblLLLLaX)

* [1lpn3Hakm aereHepaumm BEPXHEro
MOTOHENpPOHa

* [1porpeccupoBaHna CUMNTOMOB




Kpumepuu UCKItoYeHUS:

* HapyLleHna YyBCTBUTENBHOCTU

* HapyLwieHunsa pyHKUN CPUHKTEPOB
* HapyLwieHunsa 3peHund

* BeretaTnBHbIE NPU3HAKK

o JKCTpanMpamMmmnaHble 3HaKW

» KOpKOBbLIV TUM AEMEHL NN

 [Ipyrne 3aboneBaHns cCoO CXOHOW
KapTUHOWU




[lo0depXxusarouiue Kpumepuu:

« Gacuukynsaunm B ogHou nnmn bonee
obrnacTax

* HemporeHHble nameHeHunsa npu SMI
« OTcyTcTBUE DNokagbl NnpoBeaeHUs

* HopmanbHaga Cl'1 no MOTOpPHbLIM U
CEHCOpPHbLIM HEPBaM



Tabnuua 34-2. pu3Hakn NOPaxXeHns LEHTPaSBHLIX N NEPUBEPUYECKUX MOTOHEMPOHOB B HETHIPEX OTae-

nax UHC

CTBON ronoOBHOro MO3ra

WenHbiA 0Taen
CNUHHOTO Mo3ra

Fpyaxown oTpen
CMNMHHOro MOo3ra

NoscHWYHO-
KpecTuoBbi# OTgen
CNMUHHOrO MO3ra

MpusHaku nopa-
XEHVA nepu-
Gepuieckoro
MOTOHEMPOHa
(nape3wl, atpo-
G, dacupky-
nALMK)

XeeaTenbHas n Mumuye-
cKaa MyckynaTtypa, Markoe
HE00, R3LIK, MbILLLBI rOp-
TaHu U rNOTKN

Mhilub Wweu, pyk,
avadparma

MbilULs CNUKBE W
XUWBOTA, yTpaTa
Bpowkbx pedrek-
cos*

MBiuLs CNvHLI,
XWBOTA, HOr

Mpy3Haku
Nopaxexua
UEHTPanbHoro
MOTOHEMPOHa
(CNacTUYHOC TS,
runeppegnexcus,
NUpaMuaHLIe
3HakW)

YCUNEHUE HUXHEYeNOCT-
HOro pednekca, Hacunb-
CTBEHHbLI CMEX ¥ Nnav,
pediekCH OpanbHoro
aBTOMAaTU3MaA, TPU3M,
NAPUHIoCNasm

CnacTtuyHocTh, runeppednekcus uan Coxpartie pednexkcu

B aTPOQUPOBAHHON KOHEYHOCTH, NATONOMYECKME NUPaMUAHBIE
3HakW (crubatenbHbie KUCTeBbIE ¥ pasrnbaTentHbie CTONHLIE),
KNOHYCHI CTON, yTpata OpiowHeix pednexcos, 3awmTheie pehnekch
CNUHANBHOrO agromarmama’

* Yrpara OpiowHbiX pedeKcoB paccMaTpUBACTCA KaK NPU3HEK NOPaXeHUs nepuPepHueckux MoTo-
HEMpOHOB NMpH TIOSICHUYHOM W TpyAHOM zlebroTax 3ab07eBanms, @ Takke TpH 1edHoM u OyabHapHomM
ne0101ax B NO3AHUX CTa/IMAX KK NMPU3HAK NMOPAXEHMSA LCHTPAAbHBIX MOTOHEHPOHOB (Ans 6ose3Hy
JIBUTETeNIbHOTO HeHpPOHa NpH Ae0I0TaX Ha 3TUX YPOBHAX XapakTepHa JMTeNbHas COXPaHHOCTh Gpiot-

HbIX pedIeKcoB).



Tabnuua 34-3. [lvarHocTuyeckue Kputepum u kateropun BAC

LmarHocTuyeckue
Kareropuw

Tpebosanus

Jocrosephnit BAC

Mpuanaky nopaxenra MMH 1 UMH g tpéx otaenax UHC 13 YeThipEX BO3MOXHBIX
(CTBON FONOBHOIO MO3IA, WEHHbIA, rPYAHON W NOSCHUYHLIA OTAENH CMKKOTO MO3Ia3)

Knuuuseckn pocroeepriit | Mpuanaky nopaxesus NMH v UMH 8 opHom otpene UHC u naboparopHo nopreepx-
CEMEMHbIIA NaBOpaToOPHO | AEHHES reHeTUyeckas MyTaums, accoumupoanHan ¢ BAC

noateepxAéHbin BAC

Beposrhbin BAC Mpuanaku nopaxerust [IMH v LIMH 8 peyx oraenax — HekoTopbie NPU3KaKM Nopaxe-

Hua UMH poctpanbree (Bbilue) npuasakoe nopaxexis MVH

Bo3moxubiv, nabopatopHo
noareepxaeHKLIn BAC

[Mpusnaku nopaxenvs [IMH v LMH 8 opnom orpene UHC wnu naGopatopko nop-
TBEPX/IEHHbIE NpuaHakn nopaxexis LIMH B oasom Mubo HECKonbkux OTAEnax u npu-
3HakW OCTPON AeHepBalu no fakHeiM IMI & aeyx 1 Bonee Mbiluax B peyx u Gonee
KOHEYHOCTAX

Boamoxreiit BAC

Mpuakaku nopaxenvs MMH v UMH e opkom orpene UHC

[IMH — nepudeprueckiit MoToHeitpoH; LIMH — tieHTpanbHbiit MOTOHEHPOH.



[lInarHoCcTUKa n
fieuaHye




* [loTeHUmansl pubpunnaunn n
doacumkynaunn B MbilLLLAX HUXKHUX,
BEPXHUX KOHEYHOCTEN UK B 00MacTu
ros10BbI

* YBENNYEHUne aMIJINTyadbl N AJIUTEJIBHOCTH
noTeHunarnoB ABUTaTEJ1bHbIX eaANHNL

* CI'l no gBuraTtenbHbIM HOpMaribHasa Unu
HEe3Ha4YNTENbHO CHUXXEHa

* CI'1 no yyBCTBUTENBHLIM HEPBaM B
HOpMe, Oa)e B NopaXeHHbIX MblLULax



SO ms




BAC. MPT. T2-B3BeLwleHHOE N300paxeHne B ropu3oHTasNIbHOM MNJIOCKOCTU

A- cpe3 Ha ypoBHE BOKOBbIX XKeJ1yao4dKoB, NnoBbilleHHaA NHTEHCUBHOCTb
CUrHala OT KOPTUKOCMNMNHAaJIbHbIX ﬂyTeVI

b - cpe3 Ha ypOBHE BHYTPEHHUX Kalcy’si, O4alru NOBbILLUEHHON MHTEHCUBHOCTM
CurHasa B 3agHNX HOXKaX BHYTPEHHUX KarllCyJl



2.00
b.94
t .

IddDy3HbIe M3MEHEHWUA aTPOD WM 6€N0ro U Ceporo BELLEeCTEa, NPORBENAIOLLMECH
PacLUMpPeHMEN XENyao4KoB 1 cybapaxHoMaaneHOro NPOCTPaHCTBA.

Puc. 5. MPT. Nauwnentka K. H. U., 65 net, BAC, 6ynsb6apHasn popma



50 mg
Filmiabletten PUITY30

Comprimes pelliculés

2% RILUTEK’
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Bricokaa n bynebapHas doopma — Hanbonee
HebnaronpuUATHLIN UCXOL,

TSaXKeCcTb COCTOSIHUS 3aBUCUT O

OyrnbbapHbIX U AblIXaTerbHbIX
PACCTPOWUCTB

5-NeTHA4 BblXKUBaeMoCcTb — 80%

10% »nByT bonee 10 et
e CmepTb HacTynaeT oT

[1H, yalle Bo Bpemd
CHa

MPOIHO3

s
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[MTaumneHT K., 77 NeT, nocTynun ¢ xxanobamu Ha:
CKOBaHHOCTb B HOrax, 3aTpyaHsIoLLy0 nepeaBmxeHne
NoxydaHne MbILLLL PyK, OCOBEHHO KNUCTEN
HENpPon3BofbHblE MbILLEYHbLIE NOAEPIMBAHNSA B pyKax
N3MEHEHUE peYn

boneH 8 mecsueB, korga 6e3 BUanmMomn NpuvnHbl 3aMeTuUs
CKOBaHHOCTbL HOr, KOTOpas NoCTeNeHHO yBennyimnBanacs.
13-3a 9TOro ctan nonb30BaTbCHA TPOCTbLIO Npu xoabbe. B
9TO XXe BpeMs 3aMeTun rnoxygaHue MblLlL KUCTEN U
HEKOHTPOSINPYyeMOE COKpaLLeHMNE MblLLL, BEPXHErO
nre4yeBoro rnosica. PoaocTBEHHUKM 0OpaTMin BHUMAHME Ha
3aMEeTHOE CHMXXEHUE NamMaTu.

CemMenHoHacneacTBeHHbI aHaMHE3 He OTArOLLEH.

ABTopbI: [NloHOoMapeB B.B., - LOKTOp MeaMUUMHCKNX HaYK, 3aBeSyroLwmin kKadheapon HEBPOMOrMn 1 HENPOXUPYPIrn
Benopycckon MeanumnHCKon akagemMmm NocrneannnoMHoro oépasoBanus, r. MMHCK



* CHWXEHME NaMATU Ha TEKYLLME cobbITUSA

« BpagudpeHus

* YMEpEHHas aMUMUS

e OBWXEHUS rMasHbIX A0MoK B NOfIHOM oObeme
* fierkasi an3apTpus

* + pedonekcbl opanbHOro aBToMmaTuama

* Ccurna B KOHe4YHoCTaX — 4.5 banna

« OpaguknHesuns, corbeHHas rnosa, oTCyTCcTBueE
dOU3nN0Norn4ecknx CUHKUMHE3 NN

* MocTypanbHaa HeyCTOUYNBOCTb

* Bblpa)Ke€HHasi CUMMETPUYHAsA rMNoTPOOUNS MEXKOCTHbIX
MbILLILl, TEHapa, rMnoTeHapa

 bacumkynsuum, npeobnagarLme B NpoKCUManbHbIX
oTaenax pyk n BEpXHeM nrneyeBoM rnosce

* rnybokue pedriekCbl C KOHEYHOCTEN BbICOKME, 30HbI
pacLUUpPEHDI

* OYHKLMIO TA30BbIX OPraHOB KOHTPONUPYET

AsTopsbl: [loHomapes B.B., - DOKTOp MeanumHCKUX Hayk, 3aBeayroLmin Kadpeapon HEBPOSIOrNMn N HENPOXNPYPIrn
Benopycckon meguMumnHCKon akageMumn nocreamniioMHoro obpasoBanHus, r. MUHcCK



PucyHok 3. ToT Xe 60/1bHOM: runoTpopus
MEXKOCTHbIX MbILLL, TeHapa U rurnoTeHapa obenx
Kucred

PucvHok 2. BonbHOR K., 77 ner,
corOeHHas nosa, 3arpygHeHune
MMOBOPOTOB, YKOPOYEHHbLIA W ar npu xoakoe,
oTcyTcTBue PU3N0NOornieckKnx CUHKUHe3un

AsTopbl: [ToHOMapes B.B., - BOKTOp MeanumMHCKUX Hayk, 3aBeayoLwmin kadeapon HEBPOSTOrnn N HENPOXMPYPTnN
Benopycckon MeanumnHCKon akagemMmmm NocrneannnomMHoro oépasoBanus, r. MMHck
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