CoBpeMeHHble noaxoabl
K AUarHOCTUKe u
rie4yeHnro OOKOBOIO
amMmunoTpodunu4yeckoro
cKnepo3a



annaemuonorua bAC

= PacnpocTtpaHeHHocTb -5-7/100.000
= Cp. Bo3pacTt Hayana — 57 (21-85 ner)
= Cp. BbbkmnBaemoctb — 4,0 (0,3-18,6 ner)

M/ K 1.7 4.1 1.1

bynebapubr 25%  14% M 34 %
1eOroT K54 %




I9tnonorna bAC

1) MHPEKLIMOHHO-TOKCMYECKaa (9K30reHHas) , CBA3aHHYH0 C
BNUAHNEM BHELUHNX 0aKTOPOB(BUPYCbI, TOKCUHBI,
TAXKenble MeTansbl)

2) 3HO0oreHHo-abuoTpodmyeckas, npeanonararoLyto
reHeTUYECKN obycrnoBneHHbIN AedekT MeTabonmama
MOTOHEWNPOHOB, NPUBOAALLNN K PYHKLMOHANBHOW
HECOCTOATENBHOCTU U NpeXaeBpeMEHHOMY CTapeHUI0
OBuraTenbHOW CUCTEMDBI

= Ha cerogHsLWHWX OeHb OOCTOBEPHO AOKAa3aHOo, YTo
€OWHCTBEHHbIM FreHOM, MyTauun B KOTOPOM MPUBOOAT K
pa3sutuo bAC, aBnsieTcs reH Meab-UMHK-3aBUCUMOM
cynepokcuaaucmyTasbl (COO-1) — aHTMOKCMOAHTHOrO
depmeHTa, yTnnanpytoulero cBo0oaHbIE paguKkansl,
nokanusoBaHHOro B 21-1 xpomocome




[TaToreHes BAC

-OKCaNTOTOKCUYHOCTb
(noBpexgeHne HENPOHOB
BCNeAcTBME MNOBbILLEHUS YPOBHS
rmyTamara, MacCUBHOIO
NPOHUKHOBEHUS KanbLus B
KIETKY, YBENNYEHUNS
KOHLeHTpauum okcmaa asota u
rMOEnun KrneTku).

-OKCHMOaHTHbIN CTpecc
-MunToxoHagpuanbHaga AUCcPyHKUNS

-HapyLieHHbIN akCoHanbHbLIN
TpaHcnopT

-Arperayms HempodunnameHToB
-BocnanutenbHble peakunm
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naToMopdonorus

ATpodua nnum oTcyTcTtBue MOTOHEWUPOHOB,
COMpoBOXAaloLLMecs YMEPEHHbBIM rMNO30M 6e3 NpM3HaKoB
BOCManeHus

YTparta ruraHTCKMX nupamuaHbiX KIeTok (KneTtkm beua)
asuratenibHou Kopbl

[Mbenb MOTOHENPOHOB B NEpeaHnxX porax CMHHOIo
MO3ra, Hamboree BblipaXXeHHbIE UBMEHEHUS NPOUCXOAAT
B LUEMHBLIX N MOACHUYHbLIX CEerMeHTax

[nbenb KNeToK B ABUraTesibHbIX AQpax CTBOJ1a MO3ra,
Hanbonee Bblpa’>X€HHblE€E NBMEHEHUA MNMPONCXOOAT B AApPE
NoAbA3bIMHOIO HEPBA

[ereHepauuns 60KOBbIX MMPaMUOHbIX NYTEN CANHHOIO
Moa3ra

ATpouna nepegHUX KOpEeLLKOB

ATpodous rpynn MbllLeYHbIX BOJTOKOH (B COCTaBe
OBuraTenbHbIX €QUHNLL).



' MULUEHM, KOTOPGIE MOPAXAIOTCSI MPU BAC

T Ot moara

Bepxuna
ABAraTeNsHbLIA
HERPOM
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CnmHroa moar

B paspese HitxHimh

DEMIATENbHbA
HERPOH

K mbilugam

Y Kax Qoro naynexTa GoONeans NPoTexaeT

No-CROEMY, HO ODBIMHO NOPAXAKTCR KAK BEPXHHE,

TRK M HWXHAD ABATATENLHEIO HOAPOHBI,

Tona Bopxran HeRPONOE PACNONATAOTCA B ABMIATEALMOR
OONACTH KOPB FONORHOTO MO3ra , 8 WX AKCOHBI
NPOCTHPAXTCA MO0 RO CTEONA FONCEKOTO MOITA :
MMGO QO CRMNKOTO MOSrA « My wine OT BepXHMX
HERPONOR MMNYNLCEI NEPERRIOTCA HUXNHM
ABMIATENLHBIM HOWPOMAM b 8 3aToM qepes ux

AKCOMBI —~ MLRUILAM PA3HLIX YACTeR TeNa




Knaccudumkauma BAC (O.A.XoHakapuaH,
1978)




NebtoTbl BAC

OOHOCTOPOHHM ITapes3
PYKU

OOHOCTOPOHHMII ITape3
HOI'M

byns0apHbBII cCHIpPOM

HvipPpysHeI medroT
['pymHOM NelroT

Norris FN, Sheperd R, Denys E et al. Onset, natural history and prognosis of
adult motor neuron disease. J Neurol Sci 1993;118:48-55




KnuHuka (HayanbHble NposiBrieHUs)
CnabocTb B gUcTanbHbIX OTAenax pyk, HENMOBKOCTb
NP BbIMOSTHEHNUM TOHKUX ABMXKEHMIN NanbLamMu,
noxyaaHue B KUCTAX U dhacumkynsuum (MbllLEYHbIE
nogeprmBaHng ).

Pexe 3abornesaHne gedbrotnpyet cnabocTbio B
NPOKCUMAarnbHbIX OTAENax pyK u nne4eBoM rosice,
aTpoPusaMM B MbiLLLLI@X HOI B COMETAHUU C HKHUM
cracTM4ecKuM naparnapesom.

Bo3MOXHO Takke Hayarno 3aboneBaHus c
OynbbapHbIX pacCTPOUCTB — AN3apTpun n gucdarnm
(25% cny4aeB).

Kpamnun (bonesHeHHble COKpaLLEHUSA, cna3Mbl MbiLLILL),
Hepeako reHepanuM3oBaHHbLIE, BCTPeYalTCS
npakTndeckn y scex bonbHbix BAC, 1 Hepeako
ABMNAKOTCA NEpPBbIM NPM3HaKoM 3aboneBaHunS.



KnuHuka

[Ona BAC B O0NbLWMHCTBE Cny4YaeB XapakTepHa
aCMMMETPUYHOCTb CUMNTOMATUKN.

B aTpodmnpoBaHHbIX N Ja)ke BHELLUHE MHTaKTHbIX
MbILLLL@X OBHapyXmMBatoTCs hacUMKynNaLuumn, KoTopble
MOTYT NPOSIBAATLCA B JTOKanNbHOW rpynne MbilliL, Unn
)XKe ObITb pacnpoCTPaHEHHbIMM.

B TMnn4yHOM crnyyae Hayano 3aboneBaHUs C
noxyaaHus MblllL, TeHapa OOQHOW U3 KUCTEN C
pa3BuUTNEM criabocTtu agaykumm (NpuBegeHns) u
onno3uuun 6ornpeluoro nanbua, (006bIMHO
aCMMMETPUYHO), YTO 3aTPYAHAET CXBaTblBaHUE
B6oNbLIMM U YKa3aTesfibHbIM Nnanbuamu u NpuBoauT K
HapyLUEHUSIM TOHKOrO MOTOPHOIO KOHTPOJSA B
MbILLULIAX KUCTMW.

3aTeM, No Mepe nporpeccnpoBaHna 3aboneBanHns, B
NPOLIECC BOBIIEKATCA MbILLUbI Npeansieybs, a KUCTb
npnobpeTaeT Bna «KOrTMCTon nanbi». Yepes
HECKOJIbKO MeCSLEB pa3BUBaETCA CXOOHOE
nopa)keHue gpyron pyku. ATpodpusa, nocteneHHo
PACNpPOCTPAHANACH, 3aXBaTbIBAET MbILLLbI NNe4a u
Nnye4eBoro nosca.



crubanme auc-
TanbHbIX CYCTa-
BOB NaNbLeB

rUNEePeKCTEeHans
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KnuHuka

OQHOBPEMEHHO C 3TUM UMM MO3XKe 4YacTo
pa3BMBaETCS NnopaxeHne 0ynbbapHbIX MbILLILL:
dacumkynsaummn n atpodums a3bika, napes MArkoro
Heba, aTpodnsi MblLLL, TOPTAHU U FMOTKWU, YTO
NposABNSAETCs B BUAE An3apTpuun, ancdarmu,
CNntoHOoTeYeHUa. Mumunyeckne m xxesarternbHble
MbILULbI OObIYHO MOopakaroTCH Mo3Xe APYrux rpynn
Mbllwu. [To mepe pa3suTua 3aboneBaHnd
CTaHOBUTCHA HEBO3MOXXHbIM BbICOBbIBaHWE S13blKa,
HaayBaHWe LLEK, BbITArMBaHUe ryd B TpyOOUKY.
MHorga pa3BuBaeTcs crnabocTb pasrnbdbatenemn
rorfioBbl, U3 3a Yero 60NbLHOU HE MOXET AepXKaTb
ronosy npamo. [1pn BoBre4eHnn B NpoLecc
avadparmbl HabngaeTca napagokcanbHoe
OblXxaHne (Ha BOOXE XMBOT 3anafaeT, Ha BblaoXe
BbiNg4YnBaeTcs).



KnuHuka

Ha Horax oObIYHO IIepBbIMU
aTpOPUPYIOTCS IepeHss 11 OOKOBast
TPYIIIIBL MBIIIILL, YTO IIPOSIBIISETCS
«CBUICAIOIIIEeVI CTOIION» M IIOXOIKOV
TuMa cTenmax (00JIbHOV BBICOKO
IIOAHMMaeT HOT'Y ¥ BbIOpachIBaeT ee
BIIEpe]l, Pe3KO OIlycKasi). XapaKTepHO,
YTO MBIIIIEYHBIe aTPOPUN IMEIOT
130upaTesIbHBIN XapakTep. Ha pykax
HaOIrogaroTCa aTpodun TeHapa,
IrMII0TeHapa, MeXXKOCTHBIX U
eJIbTOBUIHBIX MBI, Ha Horax
BOBJIEKAIOTCS MBIIIIIIHI.
OCYILIeCTBJISIOIIVE ThUIBHOE Cr0aHe
cToIiel. B Oysib0apHOM MycKysiaType
IIOpa’karoTCs MBIIIIIBI A3bIKa U
MSATKOro Heba.




KHVIHI/IKa

[MMpamMnaHbIN CMHAPOM pa3BuBaeTCs,
Kak npaBusio, Ha paHHen ctaaun bAC
N NPOABIIAETCSA OXUBIIEHNEM
CYXOXWUNbHbIX pedrekcos. Becnepn 3a
9TUM HEpPeaKO pa3BMBAETCH HMKHUN
cnactuyeckun napanapes. B pykax
NnoBbILLEHNE pedieKCOB COYeTaeTCs C
MblLLEYHbIMU aTpodusamMN, T.e.
HabnogaeTcs codeTaHHoe,
OOHOBPEMEHHOE NnopaxeHune
LeHTpasribHbIX (MMpaMuaHbIX) NyTeEN n
nepudgepmny4eckoro MOTOHENPOHA, YTO
ABNseTcsa XxapakrtepHoiM ansa BAC.
[ToBEPXHOCTHbIE OPIOLLHLIE
pedoneKkcbl nc4esaroT rno Mepe
NporpeccnpoBaHnsa npoLecca.
Cumntom babuHckoro (rnpwu
LUTPNUXOBOM pasapakeHun noaoLlBbI
OonbLUOW NaneL cTonbl pasrnbaeTcs,
apyrue nanbLbl BEeepoobpasHo
pacxogaTcs u pasrmbatorca)
HabsrogaeTcs B MNOSIOBUHE CriyyYaes
3aboneBaHu4.




KnuHuka

MoryT ObITb HapyweHusa YyyscTBuTenbHOCTU. Y 10%
BornbHbIX HabnogaTCcs NapecTesnn B AUCTarnbHbIX
oTaenax pyk n Hor. bonu, Nnopoto BblpaXeHHbIEe, 0ObIYHO
HOYHblE, MOTYT ObITb CBSA3aHbl C TYrONOABMXXHOCTbLIO
CYyCTaBOB, ANUTENbHOW HEMOABMXHOCTLIO, CnasMmamu
BCNeaAcTBME BbICOKOW CNAaCTUYHOCTU, C KpaMnu
(6oNe3HEHHbIMN MbILLEYHBIMU cnasMmammn), 4ENPECCUEN.
BbinageHns 4yBCTBUTESTIbHOCTUN HE XapaKTEepPHbI.

[masogBuraTenbHble HapYyLUEHUSI HE XapaKTepHbI U
BCTPEYalTCA Ha TEPMUHANbLHOM CTaausix 3aboneBaHus.

HapylueHna dyHKLMI Ta30BbIX OPraHOB He XapakTepHbI, HO
B Janeko 3alleallen ctTagum MOXeT HabnogaTbes
3adepKka Unu Hegep>xaHme MoYM.

YMepPEHHO BblpaXXeHHble KOTHUTUBHbIE pacCTpoMnCTBa
(CHUXeHne NamMAaT U YMCTBEHHOM paboToCnocobHOCTH)
NPOABNAKTCA Y NONOBUHBLI O0ONbHBLIX. Y 5% 60nNbHbIX
pa3BMBaeTCca AeMeHUUsa NTOOHOro Tuna, Kotopas MoXeT
coyeTaTbCs C NaPKMHCOHNYECKUM CUHOPOMOM.

OcobeHHocTb0 BAC aBnsgeTca OTCYyTCTBUE MPOSIEXHEN
Oaxe y napann3oBaHHbIX Jfiexadynx O0sbHbIX.



LLlenHo-rpyaHaa dopma, c-m
«CBUCAKOLWNX PYK»
32-44%
MK 4:1
OINMnNTeribHO

COXpaHAKTCSH
BploLLHble pedriekchbl

KIacCU4YeCcKumn, c-m
«CBUCAKOLLUNX PYKY»,
nMpamMuaHbivi BApUaHT

NPOJOITKNTENBHOCTb
Xun3Hm go 3 net, y 20%
3-5 net




[ToAacHMYHO-KpecTUOBasA hopma
= Habntogaetcay 32-40%

m COOTHOLUEHME MY>XYUH U XKEeHLLUUH 2:1

= B AebloTe valle nopaxkaetcs ogHa Hora

= [PaHHee BbliNageHne OpHLLHLIX pedpnekcoB

= ONKuCaHbl 3 KITMHNYECKNX BapuaHTa:

KIaCcCUYecKknmn, cermeHTapHo-aaepHbIN (C-M
«CBUCAKOLLKMX HOIM»), NMpaMUaHbIN

= MNPOOOIMKNTENBHOCTbL XU3HN 00 3 NeTy
/0%, y ocTanbHbIX 00 5 nerT, peako 12-14
nerT.



bynbbapHaa dopma
= 25%
m M: K 1o 50 mer 1:1, mo 1:4 x 60 romam




[lepBMYHO-reHepanu3oBaHHas
(andpchbysHas) dopma
3-9%
ogHoBpeMeHHO nopaxaet [TMH Ha
HECKOJTbKMX YPOBHAX
MWUHUMarnbHbIe NPpU3HaKu BoBrevyeHna LIMH
COOTHOLLUEHUE MYXYUH U XeHLWnH 1:1

ObbICTpasi reHepanmn3auunst NpoLecca v
nosiBfieHne AblxaTenbHON HeAOCTaTOYHOCTU

BANbIN aCUMMETPUYHBLIN TETPANapes
anuTenbHOCcTb 3abonesaHus 10-12 mec.



Bbicokasa doopma

vy 4% nauneHToB
COOTHOLLEHUE MYXYUH U XeHLwWwmnH 1,5:1

CcrnacTU4YeCKUU TeTpanapes,
ncesnoodynsb6apHbIN CUHOPOM, pedrieKkchl
opasibHOro aBTomMaTnama

onncaHbl COMETAHUSA C AEMEHUMEN,
NAPKNHCOHN3MOM

70% nauneHToB nornbarT B TeyeHune 3
net



ANb-JCKopuanbckue
AanarHoctuveckue Kputepuun bAC
(Brooks, 2000)

A1- oyeBnAHbLIX Npu3sHakoB aereHepauum NMH Ha
OCHOBE KINMMHUYECKUX, ANEKTPODPUINOSIOMNYECKNX
N NATOMOPJONOrM4YeCcKmUX AaHHbIX.

A2- o4eBUOHbIX Npu3HakoB gereHepauun LIMH Ha
OCHOBE KITMHUYECKUX OAaHHbIX

A3- nporpeccupyroLlero pacnpocTpaHeHns
CUMNTOMOB, YTO BbISIBIISIETCHA HAbNogeHNeM 3a
BONbHbLIM



(Brooks,2000)

B1- anektodpn3nonornyeckmx u
naToMopdOsiormMyeckmnx nNPU3HaKkoB UHOIO
3aboneBaHusi, KOTOPOE MOrMo 6bl OOBLACHUTL
npu3Haku gereHepauuun NMH n\unn LUIMH, n

B2- oaHHbIX HeUpoBU3yanusaunmm o HanMyYum NHOro
3aboneBaHnss, KOTOpoe MOrro 6bl OOBbSICHUTL
KNMUHUYECKUE N JNEKTPOPUINONorniyeckmne
NPU3HaKK

Brooks BR, Miller RG, Swash M, et al. for the World Federation of Neurology
Research Group on Motor Neuron Diseases. El Escorial revisited: revised criteria for
the diagnosis of amyotrophic lateral sclerosis. Amyotroph Lateral Scler Other Motor

Neuron Disorders2000;1(Suppl 1):S57-60.



YpOBHU OOCTOBEPHOCTU AUarHo3a

0 -coYeTaHue
npmnaHakoB rnopaxenuns LUMH v INMH Ha 3 ypoBHSAX
& ...Ha 2 ypoOBHSX ,

Npy 3TOM HeKoTopble npu3Haku nopaxeHms LIMH
OOIMKHbI ObITb pOCTParibHEE

... BogHom otaene LUHC
npu Hanudyum SHMI npusHakoB nopaxeHus NVIH
XOTH Obl B ABYX KOHEYHOCTSIX

0 - ...B OOHOM oTaene
LIHC ooHako bonee BbicOKasi AuarHoctuyeckas
KaTeropus He MOXET ObITb NOATBEPXKAEHA



Korga Heobxoaumo
3anopo3putb BbAC:

[Tpn pa3sutmn crnaboctu n atpodumin, a BO3MOXKHO U
doacumkynauuin (MblleYHbIX NoAeprmBaHnin) B
MbILLULIAX KUCTU, B HACTHOCTU, NPU NOXy4aHUSA MbILLIL
TeHapa 0gHOM U3 KNCTEW C pa3BUTUEM CriabocTu
annykumménpmae,u,eHMﬂ) 1N ONnNo3numm BonbLLOro
nanbua (00bIMHO aCMMMETPUYHO). [1pn aTOM
HabnogaeTcs 3aTpyaHEHWE NMpu CXBaTbIBAHUN
BbonbLUMM U YKa3aTerbHbIM Nanbuamu, 3aTpyaHEHUS
npu noabupaHnm Menkmnx npeagmeTos, Npu
3acTtermeaHuu nyroeuy, Npu NnUcbMe.

[Mpn pa3BuTn crnabocTtu B NPOKCMMAaribHbIX OoTAenax
PYK U Nne4vyeBoM nosice, atTpodunin B MblLLLAaX HOT B
COYEeTaHUM C HUXKXHUM CNaCTUYECKUM Napanapesom.
[Mpn pa3sBuTvn y nauneHTa gnu3apTpum (HapyLeHnn
peun) n gucarnm (HapyLeHn rnoTaHns).

[Tpn nosBneHnn y naymeHTa kpamnu (0osfiesHeHHbIX
MbILLEYHbIX COKpaLLEHUN).



AnekTpomuorpadmnyeckoe uccnegoBaHue

OMI" nomoraet B noATBEPXOAEHUN KIMUHUYECKNX OaHHbIX U
Haxo4oK. XapaKkTepHble U3MeHeHUA N Haxoaku Ha SMI npwu
BAC:

1Pnbpunnaunm n pacuukynaumm B MbllULax BEPXHUX U
HUXKHUX KOHEYHOCTEN, NN B KOHEYHOCTSAX M 00nacTu rofosbl.

2YMeHbLUEeHMe KonuyecTsa ABuraTerbHbIX eauHUL U
yBenM4YeHne aMnnuTyasl U ANMTENbHOCTU NOTEHLMana
OencTBUSA aABuraterbHbIX eauHUL,.

sHopmanbHas CKopoCTh NPoBELEHNA B HEPBaAX,
NHHEPBUPYIOLLNX Masio NOpaXXeHHbIE MbILLLbl, U CHUXKEHUSA
CKOPOCTMU NpOBeAEHUA B HeEpPBaX, MHHEPBUPYIOLLNX TAXKESO
NopaXeHHble MbILLLbI (CKOPOCTb AOSMKHA ObITb HE MeHee
/0% OT HOpMasibHON BENUYNHDI).

sHopmanbHasa anekTpmnyeckas Bo30yaMMOCTb U CKOPOCTb
NpoBeaeHNa UMNybca Mo BONMOKHAM YyBCTBUTENbHbIX
HEepBOB.
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NunarHoctuka BAC
[NToBepxHocTHaA IMI

Shevtsova GP 55.168... Left Adductor hallucis Max Volitio... |
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Kputepun ucknroyeHmna dac

[1lna gnarHOCTUKM ODOKOBOIro aMmoTpodpmny4eCcKoro
CKrepo3a HeobxoAnuMo OTCYTCTBUE:

mCeHCOpPHLIX PacCTPONCTB, B NEPBYIO oYepenb
BbIMNageHUN YyBCTBUTENBHOCTU. BO3MOXHbI
napecresun n bonu.

= [a30BbIX PACCTPOUCTB (HapyLLUEeHUI
ModeuncnyckaHma n gedpekaumm). Mx
npucoegmHeHne BO3MOXXHO Ha KOHEYHbIX CTagnsx
3aboneBaHus.

s3PUTENMBbHbIX HAPYLLUEHUN.
mBeretaTnBHbIX HApyLLUEHUN.
sbones3Hun NapknHcoHa.

s[leMeHunn anbLrenmMepoBCKOro Tuna.
sCuHgpomoB, noxoxunx Ha BAC.



NMannmatuBHoe nevyeHue

CumnTomMaTunydeckas
Tepanus

JIOK, abixaTenbHas
rTMMHacTUKa

KoHcynbsTauum
noroneaa,
rcuxorsora,
NynbMOHOJSIOra,
peabunuTonora,
averorora

OpToneguyeckue
npmcnocoobneHus




HenpomeTtabonun4yeckana tepanus

TnokToBaga kucnota 600mr /cyT
ButamuHbl rpynnel B (6eHdoTnamuH) 25mr/3p/cyT

KapHutuHa xnopwupa 0,5-2,0 r 1-2 YyanHble NOXKu
20% pacTBopa) 2 pasa B AeHb

LlepebponusnH 10-30mn B/B Kan, 5-10 mn B/B CTP,
1-2 B\MbILL

[lenpoTenHn3npoBaHHbIW Ananm3aT U3 KpoBU TEMAT
5,0 B/M, 1-2 kancynbl/3/cyT

[MHKO Ounoba 40 mr/3/cyT
NeunTtuH 3 rp/cyT



OpToneanyeckne NnpmucnocootrieHus
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Kpamnu n cnactTU4YHOCTb

KapbamasenunH 200—400 mr/cyT (XMHUHA
cynbdat 200 Mmr gBa pa3sa B AeHb, PEHNTOUH
(AndoeHunH) 200-300 mr/cyT, rabaneHTuH
900/cyT) , NnpenapaTtbl MarHus

[1pn cnactnyHocTu - baknodeH 10 — 80 mr/cyr,
TM3aHnanH 6 — 24 mr/cyT, gaHTponeH 25-100
Mr/cyT

dusnyeckme ynpaxHeHuda, OTJI

[MppoTepanunst -KOHTPaCTHbIE NpoLEeayps.l,
baccenH/BaHHa ¢ Tennon Boaomn (32-34°C),
KpuoTepanus.



CuHAapom opanbHOMU
rmnepceKkpeumnmn

[1pn crntoHOTEYEHNN
amutpunTunuH 100 Mr Ha HOYb
nnun atponuH 0,1% 0,3 — 0,5 mn
B/M nnun no 1-3 kan 3a 10 MWH Ao
eqbl.

AuetunumctenH 600-1200
Mr/cyT , KapbouucTenH
250-750/3p/cyT, MyKONMNTUKU

JlocTaTo4HOE KONMM4ecTBO
XNOKOCTU

Maccax rpyaHOW KIeTKu

cnonb3oBaHue Hebynamnsepa,
YBIaXXHUTENS BO3ayxa




HapyLweHusa rnotaHus

[MpoTepTas, XXenatnHMpoBaHHas NuLla.

Hannuune bynbbapHbixX HapyLweHun, | Beca > 10%,
YTOMIIAEMOCTb NpU NpMemMe NULLM - nokKasaHms
Ona 4pe3KoXXHOW 3HOOCKOMMNYECKOU
ractpoctomun (Harl') .

PaHHee npoBeaeHne Y3l npoaneBaeT XU3Hb
NnaLuMeHTOB B cpeaHEM Ha 6 MecCsLIEB.

HasoractpanbHbIM 30HO — HA KOPOTKUWU nepuon
BpeMeHN(OCNOXXHEHNS acnupal,. MTHEBMOHUA,
pasgpaeHue Crnn3ncTblX, KPOBOTEYEHNE NNU
CTEHO3 POTOIMOTKU U HUXKHETO NMULLEBOAHOIO
cuHkTEpAa).



IbixaTenbHble HapyLUeHUS

[1bixatenbHaa ruMmHacTuKa, noggepxaHme
MaccChbl Tefna, Mmaccax rpygHoun knetku, JIOK

MoHuTtopuHr cumntomoB [H n XEJI

[lepuoa. gucnHos — anazenam 5-10 mr/2-3
p/cyT, npu gnut-tm > 30MUH — onnonabi-
MOPMUH 2,5 MI, NpU XpoHndeckom [l - MopduH
2,5 Mr 4-6p/cyT n/k, B/B

anHo3 BO BpeMs CHa Ha3Ha4varT (PrHOOKCETUH
no 20 Mr Ha HO4Yb B TEYEHNE 3 MEeC

annapartbl nepnoanyeckon HeMHBa3NBHOW
BeHTUNAauun (ciPAP, BIPAP), nHBa3snBHas
BEHTUNALUNA Yepes3 TpaxeoCToMy



TepMmuHanbHaa ctagua

OnmnaTtHble HAapPKOTUYECKNE aHarnbreTukm —
MOpPdMH B A03e 5 Mr/cyT B TabneTtkax, 1 mn
0,1% pacTtBopa n/k

AMUHa3nH B go3e 25 mr/2-3p /cyT B nnu
avasenam B go3se 5-10-20 mr/ 3p/cyT B
TabneTtkax,B/M,B/B, peKTanbHO

deHTanmn (doporesuvk) B BUAE niacTbipen
(25-50 mkr/cyT)

Kucnopogortepanua B oobema 2—4 n/MuH



IleyeHune

s IPPEKTUBHOIO riedeHnsa 3adborneBaHns He
cyllecTByeT. EQMHCTBEHHbLIM Npenapar,
MHIIMONTOP BbLICBODOXAEHMS rNyTamMmaTa
punyson (PunyTtek), otogsBuraet fieTasibHbIN
ncxod Ha 2 — 4 mecaua. Ero Ha3sHavaroT no
50 Mr oBa pasa B A€Hb.

*RILUTEK" 50 mg

tabletki powlekane/filmtabletta/
filmsko obloZene tablete/
comprimate filmate

ryluzol / riluzol

56 tabletek wiekanych/filmtabletta/filmsko
oblo il




[lepcnekTuBbl nevyeHunsa bAC

KNMMHWUYECKME UCTIbITAHUS
apuMokriomona

NCMosib30BaHne
HENPOTPOPUYECKMX
doaKTOpOB

reHHO-KINETO4YHaA Teparuma-
NccriegoBaHme
TpaHCMIaHTauun pa3rimyHbIX
BNOOB CTBOJIOBbIX KITETOK

OoCTaBKa JleKapCTBEHHbIX
CP€eOCTB C NMOMOLLbIO
BUPYCHbIX U HEBUPYCHbIX
HOCUTENEN



[lporHos

= bokoBon amnoTpodunyecknn cKknepos
aBnseTcs daTtanbHbIM 3aboreBaHmneM.
CpeaHsas NpoaomKUTENbHOCTb XKN3HU
oonbHbIX BAC 3 — 5 net, TeMm He meHee,
30% 60nbHbIX XUBYT 5 neT, a okono 10 —
20% »xunByT bonee 10 neT oT Havana
3aboneBaHus.

= HebnaronpuaTHbIE MPOrHOCTUYECKNE
NPU3HaKMU — NOXXNIOWN BO3pacT U
bynbbapHble HapyLueHUs (nocrie NosiBrieHns
nocnegHnx 0onbHbIE XUBYT He bonee 1 — 3
ner).






K.M. Wapko (1825—1893) |

CTumBeH XoKuHr (1942)



Knaccudukauma BMH (Norris
EN _19002)

2% m BoKoBO
aMUOTPodUYECKUI]
CKNepos

M MporpeccupytoLlas
MbllLeYyHana atpodua

W Mporpeccupyowmni
6ynbbapHbIM Napanuny

M [epBUYHbIK BOKOBOM
CKNnepos



3aboneBaemocTtb BAC

S.2
6.0
3.5

S.4

4.2

G. Logroscino,BJ Traynor, O. Hardiman et all.//J Neurol Neurosurg Psychiatry
2008:79:6-11



[eHeTn4YecKasa reTeporeHHOCTb

ALS1

ALS2
ALS3
ALS4
ALSS

ALS6
ALS7T

ALSS8

ALS9

21q22.1

2q33
18q21

9q34
15q15.1-g21.1

16q12
20p13

20q13.3

14qll

VAPB

superoxyde

dismutase-1
alsin

senataxin

vesicle-associ
ated
membrane
protein

angiogenin

Adult, a-d,
a-r , 15-20%

Juvenile, a-r
Adult, a-d
Juvenile, a-d
Juvenile, a-r
Adult, a-d

Adult, a-d,
family?

Adult, PMA



