bokoBon ammnoTpodpuniecknmn
CKrnepos



EOKOBOVI (naTepanbHbI) aMMoTpodUIeCcKnin
cknepo3 (BAC) (Tarke nsBecTeH kak 6oMnesHb
MOTOPHbIX HeMpoHoB, MOTOHeNpOHHasA
O6one3Hb, bONe3Hb I.IJapKo B aHI0A3bIYHbIX
cTpaHax — 6onesHb Jly Mepura — aHrn. Lou
Gehrig's disease) — megneHHO
nporpeccupytoLlee, Hensrnevymmoe
OereHepaTtnuBHoOe 3aboneBaHme LeHTparnbHOW
HEPBHOW CUCTEMbI, MPU KOTOPOM NpoucxoauT
nopaxeHue Kak BepxHux (MOTopHasa Kopa
roOyIOBHOrO Mo3ra), Tak M HWXXHUX (nepegHue pora
CMMHHOIO Mo3ra 1 agpa YepenHbiX HEPBOB)
OBuraTenbHbIX HEMPOHOB, YTO NMPMBOAUT K
napanuyam 1 nocneayrouien atpodun MblLLL.



Knaccundukauma bonesHn gBuratenbHOro
HEenpoHa

CeBepoamepukaHckana knaccucdpukauma bAC
[Hudson A.J., 1 990]

1.Cnopaguyeckun bokoBon ammoTpoduiecknm
CKIepo3

[1e6t0Thl:

- OynbbapHbIN;

- LUEUNHbIN;

- TPyAHOW;

- MOSAACHUYHDbIW;

- AN AY3HbIN;

- pecnmpaTtopHbIU;

2.[NporpeccupytoLmmn dynsdbapHbIM napanmy
2 MborneccudDvioiiiaga MkllllieuHaa atnochuga



CemenHbI bokoBOWM aMUOTPOdUYECKNN
CKnepos

AyTOCOMHO-OOMUHAHTHLIN:

- acCoLUMMNPOBaAHHbIN C MyTaLNSaMU
cynepokcuggmcmyTtasbl- 1 ;

- 0e3 myTaummn cynepokcugamcmyTasbl- 1
(MyTauum opyrux reHoB, reHeTu4yecknm gedoekT
HEU3BECTEH)

AYyTOCOMHO-PeLeCCUBHbIN:

- accoUunnMpoBaHHbIN C MyTaUUAMU
cynepokcmpancmyTtasbl- 1 ;

- apyrme dpopmbl (BCero nasectHo 10 NOKycoB
cuenneHuns)

LQananHo-TuuxoorkeaHckn komnneke BAC.-



dTuonorua
ToyHaga stnonorna BAC HensBecTHa.

[TpnmepHO B 5% criy4aeB BCTpeyaroTCA CEMENHbIE
(HacnegcTBeHHbIE) PopMbl 3aboneBaHns. 20%
ceMeuHbIx crnydaeB BAC cBdA3aHbl C MyTaUUAMU reHa
cynepokcugamcmyTasbl-1, pacrnosioXXeHHOro B 21-1
xpomocome. Kak nomnaratoT, aT0T AedekT
HacnenyeTca ayToCOMHO-4OMUHAHTHO.

B naToreHe3e 3aboneBaHna KNOYEBYIO POSib UrpaeT
NOBbILLIEHHAA aKTUBHOCTb rMyTamaTteprn4eckomn
CUCTEMBI, MPU 3TOM U3ObITOK rMyTaMUHOBOW KNCIOThI
BbI3bIBAET NepeBo3dyXaeHne n ruberns HEMPOHOB (T.
H. 9KCAUTOTOKCUYHOCTb). Kaxxgoe donbpunnapHoe
nogeprmBaHme MbillLbl COOTBETCTBYET rmMbenu
OOHOro MOTOHEWPOHA B CMMHHOM MO3re — 3TO0
O3Ha4yaeT, YTO AaHHbIN Y4aCTOK MblLULbI JTNLLIAETCS
MHHEpBaLUK, OH yke byaeTt HecrnocobeH HopMarnbHO
COKpallaTbCa N aTpoduUpyeTcs.



BokoBoun amunotpocdmnyeckmnm cknepos (BAC)
NpuBreKkaeT BHUMaHME nccnegoBartenen yxe
bonee 100 rieT ¢ MOMEHTA OTKPbITUS ero F.Aran B
1847 r. n KNHM4Yeckoro onncaHusa J.Charcot n
A.Joffray B 1869 r. BAC oaHO 13 Hanbornee
aKTUBHO M3y4yaeMbix B 1990-e rogbl
3aboneBaHN HEPBHOW CUCTEMBbI SIBITAETCHA
bokoBon amuoTpodudeckmnu cknepos. Npu BAC
N3BECTHbI KAK CEMEWHbIE , TaK U Criopagnyeckme
criydauv n paboTbl nokasanu, YTo ogHom n3
npuynH cemenHom popmbl BAC asnarotca
MyTaUun B reHe Meab-LUMHK 3aBUCUMOW
cynepokcugamcmyTtasbl ( COL1 ). B uenom
myTauum B reHe COLl1 HangeHbl NpUMepPHO B
20% cemeun ¢ BAC. OgHako pornb 3TOro reHa B
naTtoreHese crnopaaunyeckmnx crnydyaes BAC ToYHO
He onpeneneHa




nvugemMunonorus

3aboneBaeMoCTb B OONbLUMHCTBE CTpaH
coctaBndaeT 1-3 Ha 100000 B rog,
pacnpocTpaHeHHOCTb - 3-5 Ha 100000
HaceneHus, a Ha HEKOTOPbLIX TUXOOKEeaHCKNX
octpoBax (['yam, HoBags [ BUHeq) - ropasao
Bbile. B CLLUA v B EBpone myx4ymnHbl bonetoT
HECKOJTbKO Yalle XEHLLWH.

[TogaBnstolee 60NbLUIMHCTBO Cly4YaeB
HOCUT CnopaauyecKnUn xapakrtep, CEMenHble
criydam coctaBngaroT 5-10%.



dPakTopbl pUckKa

Ha BAC npuxoantca npumepHo 3% BCeX
OpraHN4yecKnx nopakeHmm HePBHOMN CUCTEMBI.
bone3Hb 00bIYHO pa3BMBaETCHd, Ha4YMHas ¢ Bo3pacTa
30—50 ner.

5—10% 3aboneBLINX — HOCUTENWN HaceaCcTBEHHOM
doopmbl BAC;

Ha TUXOOKEeaHCKOM OCTpoBe ['yaM BbisiBNeHa ocobas,
dHAeMunYHas popma 3aboneBaHus.

AbcontoTHOe DONbLUMHCTBO criyvyaeB (90—95%) He
CBA3aHbl C HACNEACTBEHHOCTbLIO U HE MOTYT ObITb
NONOXUTENBbHO OOBACHEHBI KAKUMUN-ITMOO BHELLIHUMWU
doakTopamu (NnepeHeCEHHbIMM 3aboNeBaHNAMM,
TpaBMaMu, 3KONOrM4YeCKon cutyaumnen).

HecKomnbKo Hay4HbIX UccrnegoBaHM HaLWWNK
cTaTuctnyeckue koppenauumn mexagy bAC v
HEKOTOPbIMU CENbCKOXO3AUCTBEHHbLIMU



KnuHnyeckasa kapTuHa

-[Ans BAC B DONbLWMHCTBE Cry4YaeB XxapaKTepHa
aCUMMETPUYHOCTb CUMNTOMATUKN.

-B aTpodmnpoBaHHbIX N Ja)e BHELLHE MHTaKTHbIX
MblLLILLAX OOHapyxuBatoTcs pacuuKynaumm (MbllLeYHble
noaeprnBaHunsl), KOTopble MOTyT MNPOSABNATLCS B
floKanbHOW rpynne MblLL, UNn Xe bbiTb
pacnpoCTpaHEHHbIMMU.

-B Tnnn4yHom cny4vae Havyano 3aboreBaHns ¢ NoxyaaHus
MbILLIL, TEHapa OJHOW N3 KNCTEWN C pa3BUTHUEM crnabocTu
agoykumm (npueBegeHmnsa) n onnosmumnm 6onbLLIOro nansua,
(0ObIMHO aCUMMETPUYHO), UTO 3aTPYAHAET CXBaTbiBaHUE
BornbLUMM U yKa3aTenbHbIM NanbLuamm n NpuBoauT K
HapyLUEeHNAM TOHKOrO MOTOPHOIO KOHTPOSA B MblLULLAX
KNCTWN. BonbHOWM owyLaeT 3aTpyaHEHUS Npy nogdupaHnn
MeNKuX NpeamMeToB, Mpu 3acTerMBaHUn nNyrosuL, Npu
NMcbMe.

-3aTtem, No Mepe nporpeccmpoBaHns 3aboneBaHus, B
NPOLIECC BOBNEKAKOTCA MbILLLbI Npeanieybs, a KUCTb
NpnobpeTaEeT BN «KOFTUCTOM Nanbi». Yepes HECKONbKO

MECSILIEB Pa3BNBAETCS CXOHOE NopaXKeHMe OpYron pyKu.
ATDO0bura nocteneHHO DACODOCTDAHAIACKk J|MAXYRATKIRAAT



-OaHOBPEMEHHO C 3TUM UK MO3XKE YacTo
pasBMBaeTCca nopaxeHme dynboapHbIX MbILLILL:
doacuumkynaunm n atpodusa a3blka, napes
MArkoro Heba, aTpodons MblLLL, FOPTaHU U ITIOTKM,
4YTO NPOABMAETCA B BUAe AN3apTpun
(HapyLweHua peuun), gucdarun (HapyLLeHUs
rMoTaHus), cnoHotedeHna. Mummnyeckme m
XeBaTerbHbl€ MbILLLIbI 0ObIYHO NOopaXKatoTCH
no3xe gpyrux rpynn meitd. o mepe pas3BuTus
3aboneBaHnst CTAaHOBUTCHA HEBO3MOXXHbIM
BbICOBbIBaHME A3blKa, HaayBaHME LLEK,
BbITArMBaHue ryd B Tpybouky. MIHoraa
pa3BMBaeTCs criabocTtb pasrmbarenen roriossl,
13 3a 4Yero O0fIbHOU HE MOXET AepXaTb rosioBy
npamo. ['lpn BoBne4vyeHunn B npouecc anadoparmol
HabnogaeTca napagokcanbHoOe AblXxaHue (Ha
BAOXE XVBOT 3ananaet HAa BblaoOXe



-Ha Horax o6bI4HO nNepBbIMU aTPOPUPYHOTCH
nepegHssa n bokosas rpynnbl MbILLLL, YTO
NPOABMAETCS «CBMCAIOLLEN CTOMON» U
NOXo4KOM Tuna crtennax (6ornbHOW BbICOKO
nogHUMaET HOTy U BblDpachIBa€eT ee Brepes,
pe3Ko onyckagq). XapakTepHo, YTo
MblLLEYHbIE aTPOMPUN MMEIOT
n3dunpaTenbHbi Xapaktep. Ha pykax
HabntogatTcs aTpodun TeHapa,
rmnoTeHapa, MeXKOCTHbIX N OenbTOBUOHbLIX
MbILLL,. Ha Horax BOBMeKarTCs MblLULIbI.
ocyllecTBnsoLwme ThlfibHOE crnbaHue
ctonel. B bynsbapHon myckynartype
nopakatoTCs MblLLLbI A3blKa U MATKOro Heba.



-"lnpamMmnaHbIN CUHOPOM pPa3BMUBAETCS, Kak
npaBumo, Ha paHHewn ctaann BAC un
NPoABNAETCA OXKUBMEHUEM CYXOXMNbHbIX
pednekcoB. Bcnen 3a aTuM Hepeako
Pa3BMBAETCA HUXKHUN CaCTUYECKUN
napanapes. B pykax noBbllLieHNEe pedriekCcoB
CoYeTaeTcs C MbllLeYHbIMK aTpodunudamm, T.e.
HabngaeTcs coveTaHHOe, OAHOBPEMEHHOE
nopaxeHue ueHTpanbHbIX (MMpaMnaHbIX)
nyTen n nepnpepmnyeckoro MOTOHENPOHA,
YTO ABNAETCS XapaktepHbiM anga BAC.
[ToBEPXHOCTHbIE OPIOLLHBbIE PEIEKCHI
ncyesaroT No Mepe NporpeccupoBaHns
npouecca. Cumntom babuHckoro
HabnogaeTca B NOSIOBUHE Cry4vaeB

AnAaRAFRADALITLAA



-MoryT ObITb HapyLLEHNS YYBCTBUTENBLHOCTU. Y 10%
BonbHbIX HAbMOAATCA NapecTe3nn B AUCTarbHbIX
oTaenax pyk n Hor. bornn, nopoto BelipaXeHHble, 0ObIYHO
HOYHbIE, MOTYT ObITb CBSI3aHbI C TYronogBUXHOCTbIO
CyCTaBOB, AJIUTENbHOW HENOABUXXHOCTLID, CrasmMamMu
BC1eA4CTBWE BbICOKOM CMAaCcTUYHOCTU, C KpaMnu
(6one3HEeHHbIMN MbILLIEYHBIMY cla3MamMun), AeNPeCccuen.
BbinageHna 4yBCTBUTENbLHOCTU HE XapaKTepPHbI.

-[MmasogsuraTenbHble HAPYLLUEHUSI HE XapaKTEPHbI U
BCTpeYaloTCsl Ha TepMUHaNbHOM cTagnsax 3aboneBaHus.

-HapyweHna dpyHKUUN Ta30BbIX OPraHOB He XapaKTepHbI,
HO B JaneKo 3alleqllen ctaanum MoXeT HabnogaTtbca
3agepXxKa unn HegepxaHme Mouu.

-YMEPEHHO BbIpaXXeHHbIE KOTHUTUBHbLIE PACCTPONCTBA
(CHMXEeHMe NaMATU U YMCTBEHHOW paboToCrnocobHOCTH)
NPOABIAOTCS Y NONOBUHbLI 00MbHbIX. Y 5% 60NbHbIX
pa3BMBaEeTCs AeMeHUMs TOOHOro TMna, KoTopas MOXeT
coveTaTbCsl C NAaPKUHCOHUYECKMM CUHOPOMOM.

-OcobeHHocTh0 BAC siBNsieTcsa OTCYTCTBUE MPONEXHEN
Oake y napanm3oBaHHbIX fiexXadmx 0OSbHbIX.



Kputepumn ucknroveHuns bAC

-[1ns agnarHoCTMKM HOKOBOIro aMmoTpodnNYEeCKOoro
CKrepo3a HeobxoanmMo OTCYTCTBUE:

-CeHCOpPHBbIX pacCTPOUCTB, B NEPBYIO ovepeab
BblMageHNN YyBCTBUTENBHOCTU. BO3MOXHb
napecresnu n bonw.

-Ta30BbIX pacCTPOUCTB (HapyLLUEHNN
MoYyeuncnyckaHua n gedekauun). Mx
npucoeanHeHne BO3MOXKHO Ha KOHEYHbIX
cTaauax 3adbonesaHus.

-3pPUTENbHbLIX HAPYLLUEHUN.
-BeretaTnBHbLIX HapyLLUeHUN.

-bones3Hu [NapknHcoHa.

-lemeHunmn AnbLrenMepoBCKOro Tmna.



IInarHocTuka:

-OMI[" nronb4aTbiMn aNEKTPOgaAMUN-
NO3BONSAET OUEHUTb COCTOAHUNE HUXKHETO
MOTOHENPOHA;

-TpaHCKpaHunanbHas MarHUTHas
CTUMYNALNA- NO3BONAET OLEHUTb
doyHKLUMOHaNbHOE COCTOSAHME BEPXHEIO
MOTOHENPOHA3;

-bunoncua mbiwu;

-MPT wenHoro otaena no3BoHOYHUKA(aN®.
anarHocTtuka c cuHgpomom BAC).
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Pucywnok 2. InekmpomuozpaMma m.gastrocnemius y 6onbHozo T., 44 nem, 00 neYeHus:
3ahuKcuposaHa cnoMmaHHas akmusHocme e sude nomexyuanos pubpunnayui (Ne)
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PucyHok 4. UccnegoBaHue F-BOJIHbI y bonbHoro K.
c anarHo3aomMm BAC. Crax 3abosnieBaHna — 6 Mec.




JleyeHue

AP PEKTUBHOIO neveHmnss 3aboneBaHnda He
cyllecTByeT. EQMHCTBEHHbIM Npenapar,
MHIIMOMTOP BLICBODOXOEHNSA rMyTamaTa
Punyson (PunyTek), otoaBuraeT netasnbHbI
ncxopa Ha 2 — 4 mecsdua. Ero HazHa4varT no 50
MI JBa pa3sa B O€eHb.



OCHOBY ne4yeHunsi COCTaBnsAeT CMMNTOMaTU4YeCKana Tepanus
JleuebHass 2uMHacmuka.

lMpumeHeHue opmonedu4yecKux rnpucrnocobrieHuu: LLeNHOro
BOPOTHUMKA, Pa3nnUYHbIX LLUWH, yCTPOMUCTB A4 3axBaTta NpeaMeTOB.

lpu kpamnu (60s1e3HEeHHbIM MbIWEYHbIX cria3max): PEHUTONH
(AndpeHnH) 200-300 Mr/cyT, unu kapbamasenuH ( PuHnerncuH , Terpeton
, KapbamasenuH tabn. ) 200-400 mr/cyT, n/unn eutamunH E 400 mr aBa
pasa B A€eHb, a TakKe npenaparTbl MarHusi, Bepanamun ( 13ontuH,
Bepanamun tabn. ).

lpu cnacmu4yHocmu: 6aknodeH (baknocaH) 10 — 80 mMr/cyT, Unu
TM3aHuauH (Cupganyn) 6 — 24 mr/cyT, a Takke KnoHasenam 1 — 4 Mr/cyT.

lMpu 2unepcanusayuu: NPUMEHSAIOT aMUTPUNTUMNWNH, aTPONKUH 0,25 —
0,75 Mr Tpu pasa B AeHb, Unn rmocumH (byckonaH) 10 Mr Tpu pasa B A€Hb.

lMpu Heeo3MOXXHOCMU npuemMa nuuw,u ecriedcmeaue HapyuweHusl
2/1o0maHusi: HaknagbiBatoT raCTpoOCTOMY UMM BBOAAT Ha3oracTparsbHbIN
30HA. PaHHee npoBeaeHne Ype3KoXXKHOM IHOOCKONMMNYECKON
racTpoCTOMUN NPOAEBAET XNU3Hb NALUMEHTOB B CpedHEM Ha 6 MeCSLIEB.

lpu 60seebix CUHOPOMaXxX UCMOJIL3YHOM 8eCb apceHall
aHasizemukoe. B mom 4ucrie Ha KOHeYHbIX cmadusix
HapKomu4ecKue aHasi2cemuku.

MHorga HekoTopoe BpeMEHHOE YIy4dLlleHne NPUHOCAT
aHTUXONNHACTEpPasHbIe rnpenaparbl (HEOCTUrMUHA METUNCYNbMaT
(Mpo3epuH).



Cnacubo 3a eaHumMmaHue!



