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bone3Hn MOTOHENPOHOB —

HWXHAA cnacTuyeckas napannermd
(HCIT)

A

60KOBOU aMNOTPOdPNYECKNN
cknepo3s (BAC).
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[TupamMuaHbIN NYTb

KopkoBO-saaepHbIU (tr. corticonuclearis),
OCODEHHOCTH:

1) ABYCTOPOHHSISI UHHEPBAaLUS
OBUraTernbHbIX A0ep YEPENHbIX HEPBOB,

NCKMNIOYEHME: NOOBA3bIYHbIA HEPB, HUXKHSAS
YyacTb si4pa NULIEBOro HEPBA,

1) HagobaOepHbIN NEPEKPECT.

KOpKOBO-CNMMHHOMOS3IOBOU My Thb
(tr.corticospinalis)
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[lepeaHue pora
CMMUHHOro Mo3ra

Anbha-MOTOHENPOHb! bt 1 it
~0BECTIEUMBAIOT CANY U s — ey
TPOMOUKY MbILLIL
[aMMa-MOTOHENPOHDI
1) NO3BONAKT TOYHO

perynupoBsaTb

NPON3BOJIbHbIE OABUMXEHUA,

2) perynmpyroT
YyBCTBUTENLHOCTb
PELIENTOPOB PaCTAXKEHMUS.




OcobeHHOCTU NnepudepnyecKoro napanvya
Nnpuv nopaxeHUn nepenHero pora
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HacnencrBeHHble cnacTu4yeckne
napannermm
(bonesHb LUTpromnens)



bone3Hb LUTpromnens
(HeoCnoXXHeHHadA HNXHAA

crnacTtu4yeckas napannerus)
PacnpoctpaHeHHOCTb: 1,5 YyenoBeka Ha 100 000, B
cpegHem 1-4
B BbICOKOMHOpPeOHbIX Y30EKCKUX U TaOKNUKCKNX
cemMbdax — 0o 12 Yyenosek Ha 100 000

Tun HacnegoBaHUA — peleccUBHbIN, AOMUHAHTHbLIN
n X-cuenneHHbin. Yawe JOMUHAHTHbIN.

[1na noOMWUHaAHTHOro HacneaoBaHUA XapaKTepHa
HeOoCnoXHeHHaqa doopma napanieruu.

dopmMmunpyeTca MonekynspHo-reHeTudeckas
Krnaccudukauma - yxxe 30 nokycos HCI1 (SPG-
Spastic Paraplegia Gene)



bone3Hb LUTpromnens
(HeocnoXxHeHHasA HUXKHAA
cnacTtu4yeckas napannerus)

Bo3pacT Ha4Yyana — oT 4eTCKOro 4o CTapyYeckoro —
chnencrteBue reHeTU4YeCcKowm reTeporeHHoOCTM!.

TeyeHue 6one3Hn meaneHHoe, 6€3 060CTPEHNN U
pemMuccunm, 1oo6poKkavyeCcTBEHHOE.

He BnnseT Ha NpoaomKNMTENbHOCTb XU3HU —
OTHOCUTENbHO JObpoKadYecTBEeHHaAsa AereHepaLuus



Teopnn BO3HUKHOBEHUSA
HUXKHEU crnacTU4YecKoun
napannerum

« HapylieHne doopmmpoBaHnsa NnMpaMmnaHbIX NyTen
B OHTOreHese - naTtosiorMa HanpaBfneHHOCTH
aKCOHamnbHOro pocta u MMenuHu3auun.

* AKCOHanbHaga gereHepauua nMpamMmmoHbIX
TPaKTOB B CMIMHHOM MO3re, C nocneayLwmm
rmmanbHbIM 3aMeLleHneM, HapacTaeT Nno
HanpaBlieHUo OT LWEWUHOro YTOMLLEHUSA K
NOACHUYHOMY.

* [1pn3HaKn MUTOXOHAPMANLHOMN NaTONOrMN.



KnuHuka oones3Hu

LLiTptoMmnens

e XXanooObIl- TAXXeCTb, CKOBAHHOCTb B HOrax,
Kpamnu, yTOMIISiEMOCTb, HEBO3MOXHOCTb
NOrron Xxoabobl, HENMOBKOCTb U
3aTtpygHeHue ObICTpoun xoabbbl U bera.

* Y B3pOCnbIX PpOpMUPYETCA cnacTnyeckad
noxoaka.

* Y neTen — 3agepxka MOTOPHOIo pa3BUTUS
M No3QHAA Xxoabba (B 2,5-3 roga).



HeBponornyeckuun craTtyc npu
6one3Hu LTpromnens

CUMMETPUYHbIN LieHTParbHbIN Nape3 B Horax

- pe3Koe TMOBbILLEHNE CYXOXWUNbHBIX PedIiekcoB C
pacLUMPEHNEM 30H, KINMOHYCbl CTOM U HaOKONEHHWUKOB,
COXpaHHbI OpLOLLHBbIE pedeKChl,

- crubartenbHble U pasrndaTeribHbie NaTorornvyeckKme
pedieKchl,

- MNOBbILWEHME MbILLEYHOTO TOHYcCa MO NUpamMuaHOMY
TNy, OCOBEHHOCTN:

1) cnactuka npu xoabbe Bbile, YemM B MONOXEHUN
nexa,

2) 3HauuTenbHoe npeobnagaHue CMNacTU4YHOCTU
Hag nape3oM (OONro coxpaHAeTcAaA BO3MOXHOCTb
X0ObObl).



UHCcTpymMeHTanbHaga aAnarHocTuka 6onesHu
LLITptomnena (HeoCnoXXHEHHOW HUXKHEN
crnacTu4yecKkoun napannerumm):

« [1na ucknoveHus opyrmx 3aboneBaHnu -
KT n MPT cnnHHOro mosra — 4atile HopMa,
O4YeHb peaKo Npu3HaKkm aTpodPUn CMHHOIO
Moa3ra.

» [1na noomeepx0eHus pnarHo3a — [HK
anarHocTuKka



JleyeHue 6onesnun LLtpromnens
(HW>KHen cnacTnyeckou napannernn):

Llenb: CHMXeHNe cnacTMYecKoro MbllLe4yHOro ToHyca.
1.  MwnopenakcaHTbl: 6aknodeH, TU3aHUONH, Pexe —
MUOOKarMm.

2. DdusmorneveHue: anekTpodopes c
MUopenakcaHTamMmu, annnukaumm napadouHa,
030KepuT, paccnabnsawowmnmn maccax, JIPK.

3. BsepgeHue npenapartoB OOTYNMHUYECKOIO
aHaTOKCMHa
(boToOKC, AnCnopT).
4. Bblcoko4acToTHas CTUMYNALNUA CMIMHHOIO MO3ra.
5. MmnnaHTaymsa B cybapaxHomnaarbHOe NMpoCTPaHCTBO

Hacoca ¢ bakrnoeHoM (MHTpaTeKaribHoe
BBeOEHME).



BbokoBou aMnoTponyecKkmn
cknepos



BAC bbin Bnepsble onncaH
dopaHLy3CKMM HEBPOMNOIrom
KaHom MapTtaHom LLapko B

1869 rogy.

B Poccun nepBast paboTta no

nsydyeHuo bAC npoeegeHa

AnekcaHapom AAKoBnesnyeMm
~ KoxxeBHMKOBbIM B 1883 roay.



Ny I'epur -
amMepUuKaHCKUA
bencbonuct
1903-1941, ymep
OT BOKOBOIO
amMunoTpogunyeckor
O CKIepo3a B
TeYyeHue roga




CTUBEeH YUnbam

XOKWHT (aHrn. Stephen William
Hawking, pog. 8

aHBapa 1942, Okcdopa, Benuk
obputaHus- ymep 14.03.2018).

[narHo3 6okoBoro
aMNOTPOPUNYECKOro CKneposa

yCTaHOBIEH B 1963 roay




FeHpu Jlywm §
Fepur
aMepUKaHCKUN
Bewncbonuct
1903-1941

Bnagumup Muryns—
COBETCKMIN N POCCUINCKUM
MY3bIKaHT, NeseL, 1
KOMMNO3NTOP.

Mopun BenaHxe - BeTepaH
[MapnameHTa KaHagpbl
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Knaccudukauusn oonesHen
ABUraTesribHbIX HEMPOHOB

 BAC cocTtaBnsaeTt 80% BCeX Cry4vaes;

* Nporpeccupyrownmn dynsbapHbIv napanuny -
10%;

e NpOorpeccupytoLasa MbilleyHasa aTpodpus - 8%;

* NEPBUYHbLIN ODOKOBOUN CKNEPO3
(M3onNMpoBaHHOE MEASIEHHO NporpeccupytoLee
nopakeHne UeHTpanbHOro MOTOHEWPOHA) - 2%.



BbokoBOU aMnoTpohn4YeCcKmnm

CKnepo3s

PacnpocTpaHeHHOCTb: camMagqa Yactad U camagd

Tskenaa pgereHepaumsa LIHC (3-6 cny4aeB Ha
100 000)

BospacTt Hayana — 50-65 net (NnK 58-63),
MY>X4YUHbI OOretoT Yaule 1,5-2:1,
nocne 65 neT COOTHOLEHNEe MY>XYUH U XKEeHLLMH
1:1.
bonbLWKWMHCTBO cny4yaeB cnopaan4veckue — 90%,

10% - ceMeunHble crny4dau (M3on4Tbl: ocTpoBa [ yam
n Hoeags [ BUHeA — nocnegHue 10 neT YyactoTa
CHu3mnacb 4o oobi4yHOM). O4yeHb HU3Kas
NeHETPAHTHOCTb.



dakTopbl pUcKa pa3BnuTUa DOKOBOIo
aMMNOTPOdPUNYECKOro ckrneposa

* My>X4MHbI

« Ctaplie 50 net

* KypeHue

* [lpoxknBaHMe B CenbCKOU MECTHOCTU
 KOHTaAKT CO CBUHLOM

* MexaHn4yeckaa TpaBma B npegenax 5 net
OT Oone3Hu



HeT yoeantenbHbIX
[1OKa3aTeNbCTB

- ynoTpebneHne ankorosns
- OTCYTCTBME KOdbe B paLnoHe
- 3aHATUA aTNIeTUYECKMMU BUOaMN criopTa

B Ttanun nccnegosanack 3aboneBaemocTtb BAC
cpeamn npodeccuoHanbHbIX QYyTOONMNCTOB.
BbisiBrieHo, 4to oHn 6orierom BAC e wecmsb pa3s
yauie, YHem 8 cpeOHeM 8 rionynsayuu. Bceeo cpedu
7 325 obcnenyembix, ObINO BbISABNEHO 8 Cny4aes
3aboneBaHus.

« CpenHun Bo3pact nposasneHna BAC Obin no4vtu
Ha 20 NeT MeHbLUe, YeM B CpeHEM
no nonynsauun. Cpeaun 3aboneBwwmnx npeobnaganu
Nony3allnTHUKN (6 U3 8).

« BO3MOXHO BO3gencTeue repbnumngos, Kak y
doepmepoB



[TaTtodomnsmonorua BAC

[Mbenb AByX MOTOHEWPOHOB:
LeHTpanbHOro (Kopa)

nepudpepumnyeckoro (nepeaHnim por CNMHHOro
Mo3ra).

[TpnBOAUT K NeTanbHOMY UCXOOY B TEYEHUE
3-5 nert, y 10% - bonee 10 net



JTnonorusa n natodunsnonorma

[ naBHOE - MyTauUuS Eé—l%

cynepokcuaancmyTasbl-1 NpuBoaUT K
HaKOMJIEHMIO MyTaHTHOro 6ernka B
MUTOXOHAPUSAX.

BTOpunyHble npouecchl:
1) HapylleHune unTockeneTta MOTOHEUPOHA,
2) HapylweHue obMmeHa MeanaTopos,

3) HakonneHme cBoOOOHbLIX pagnKkanos
(3KCAUTOTOKCUYHOCTD).

BupycHaa Teopua He noaTeepamnacs,

Pe3ynkraT natonorn4yeckoro npouecca -
N30MMPOBAHHbLIN anonTo3 MOTOHEWUPOHOB
(KOPKOBOIo 1 NnepugepmnyecKkoro).
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Knnuuka BAC

NopaxeHune nepBOro (LeHTpanbLHOro) u BTOPOro
(nepudepnyeckoro) MOTOHEMPOHOB

[Mbenb UeHTpPanbHOro (KOPKOBOro) HeMpoOHa BeAeT K
MCTOHYEHUIO KOPTUKOCMNMHANbHbIX NyTen B OOKOBOM CTOs0E,
Ha X MeCTe pa3BMBaETCA MNO3 N TKaHb CTAHOBUTCA MJIOTHOU
— oTCcroaa «6OKOBOW CKNEPO3».

[TopaxkeHne nepudepnveckKkoro MOTOHENPOHa NPUBOAUT K
OeHepBaUum Mbllll, — BO3HUKAET aTpodma MbIiLlL, — OTCloaa
«aMMNOTPOPUYECKUN Y,

OcHOBHOe nposBrieHne 3aboneBaHuA - CMELUaHHbIN
napanuy (MMeeT YepThbl LleHTparibHOro u nepmndepmnyecKkoro)

OTnnunTenbHaa 0CO6EeHHOCTb — HE CTPaaaloT MOTOHENPOHHI,
obecnevmBatrowme ABMXKEHNS rnas3 u QYyHKUMIO Ta30BbIX
OpraHosB.

KoopanHaumsa n 4yBCTBUTENBHOCTbL B HOPME.



KnunHuka BAC

[locTeneHHo B TedeHune 3-5 mecsaueB NosIBASAETCS
CcNabocCTb B AUCTalbHbIX OTAEnax oaHoOM KOHEYHOCTU
(KUCTb UK cTona) - aCMMMETPUYHOE Ha4vano.

3aTteM HapacTaeT atpodus.

bonu HeT, HapyLLeHUN YYBCTBUTESTIBHOCTU HET,
CHUXXEHNA NaMATU HeT.

Punopunnaumnm donee BbipaXKeHbl HA PaHHUX CTagUNAX
3aboneBaHus.

Pasrmubarenun KUCTu nopaxarTcs B 0orbLUen
CTeneHun, 4Yem crmoatenu.

BapuaHTbl oebrota 3aboneBaHus:
* bynbbapHbIn

e WenHbin

* [pyoHOU

* OnddysHbIN



KnunHuka BAC

[Mpu3Haku cmeLllaHHOro napanunya
BbICOKME CYXOXWUIbHblE pedreKchl,
- naTonorn4yeckne pednekcsl,

- aTpodPunn MbILLL,

- unbpunnsapHbIE NOAEPrMBaHUA B MblLLLIAX.
BbipakeHHOCTb napesa npeobnagaet Hag
TOHYCOM.

ACMMMETPUYHOE Ha4ano.

Pa3rnbatenu ctpagatoT B O0rbLUEN CTEMEHWN.

Te4veHue nporpeccupyroLlee, 18 mecsues-5 ner






KnnHuka BAC

[1o Mepe nporpeccupoBaHng
3aboneBaHUS npouecc CTaHOBUTCS
CUMMETPUYHbLIM U reHeparim3oBaHHbIM:
aTpodun n cnabocTb OxBaTbIBAlOT BCEe
KOHEYHOCTWU U  TYrNoOBuLIE, BO3MOXHa
cNnaboCTb MbILLL LLEW.



KnnHuka BAC

[TpncoeanHsaeTca Oynbb6apHbLIN CUHOPOM —
nopaxeHne sagep W KopewkoB IX, X u Xl
YyepernHbIX HEPBOB.

KnunHuka:
[n3apTtpua — HapyLleHne BHATHOCTU peuu,

[ncoparna — HapyLleHWe rnoTaHug,
[1ncdpoHna — HapyLleHne 3By4YHOCTU peun,
Hasonanna — HoOCoOBOW OTTEHOK peyn.



'laToreHes AbiXaTernbHbIX

HapyLeHUn
[lepndpepumyeckmn napanuy
OblXaTernbHbIX MbILLILL: anadoparmel,

MeXpebepHbIX MbILLIL,

[lapanny  ObIXxaTenbHOro  LUEeHTpa B
npogonroBaTomM Mo3sre.

CMepTb  HacTynaetr oOT  OCTaHOBKMU
ObIXaHus.



JOMXHbI OTCYTCTBOBAaTL

* HapyLwieHuns 4YyBCTBUTENBLHOCTU
* HapyLweHuns pyHKUMN CPUHKTEPOB
* 3pUTenbHblie HapyLIeHUs

* [1pn3Haku nopakeHns BeretaTMBHOMU
HEPBHOW CUCTEMBI

» [IncdyHKuna 6asanbHbIX a4ep
* [lemeHUMA anbLreMMepoBCKOro Tuna




NunarHoctuka BAC:

1. KnmHu4yeckoe BbiSBIeHNE NMPU3HAKOB
nopaxeHua AByX MOTOHENPOHOB

2. Meoribvamas QHMI :

1) TeKywwun aeHepBaLUOHHbLIV NpoLlecc — B BUAe
CMOHTAHHOW aKTUBHOCTU MbILLEYHbIX
BOJTOKOH,

2) NPU3HaKN penHHepBaunm — noTeHunanoi
OBuUraTernbHbIX eUHNL, BbICOKOW
ONTATENBHOCTU U aMNNNTYAbI,

3) noTeHuuansl pnbpmnnnaunn.



OudhdepeHumanbHbIM AUarHo3
BAC:

XPOHUYECKUUN KNeLLleBoWu aHUedanuT.
OneKkTpoTpaBma.
[TocTnoNnMoMmMennTUYEeCKUn CUHOPOM.

Komnpeccuna CNMHHOro mMo3ra rpbiXXeu gmcka npu
OCTEeOXOHApOo3e.

CupuHromuenus.
CnuHanbHasa MblillevyHas aTpodous.

MynbsTndokanbHas MOToOpHaa NofIMHenponaTug
c briokamu npoBegeHus.



«3050TbIM CTaHOapTOM» AnarHoctTuku bAC
ABNAIOTCA NepecMOTPEHHbIe Afb-
JcKopuanbcKkue Kputepum (2015)

e CuMnNTOMBI, HEOOXOAUMbIE AnNS
ycTaHoBrneHus amarHo3a bAC:

 [lopaxeHune ueHTpanbLHOro (No KNMHN4YEeCKUM
OAaHHbIM) U nepudepunyeckoro (no
KNMUHNYECKUM U 3NEKTPOPU3NONMOTMYECKNM
OaHHbIM) MOTOHENPOHOB;

* [1porpeccunpoBaHmne 3aboreBaHmns Npu ycrioBum

NCKNIOYEHUA BCEX APYIrMX BO3MOXHbIX NMPUYMH
natoniornm no pesynsratam SHMI n

HeNnpoBUN3yanunsaLMoHHbIX UCccregoBaHUN.



OwnarHo3 BAC onpepenseTca YNCIIOM BOBJIEYEHHbIX B
naTonorunyeckumn npouecc otgenoB LUHC no gaHHbIM
KInMHn4yeckoro oocneaosaHusa n M.

Knunuunyeckn poctoBepHbin BAC: npnsHakn nopaxeHuns NMH
n LUMH B Tpex otaenax LIHC 13 yeTbipex BO3MOXHbIX (CTBOIM
rOSI0OBHOIo M03ra, WeWHbIW, rpyaHoOn U NOSCHUYHbIW OTAENbI
CMUHHOIo Mo3ra)

Knnuunyeckun BeposiTHbIn BAC: npu3Hakm nopaxxeHms B ABYX
otaenax

KnnHn4yecku BeposiTHbIN, FTadOpaTOPHO NOATBEPXKAEHHbIN
BAC: npusHaku nopaxeHunsa B ogHom otaene LIHC (nnu Tonbko
npu3Haku nopaxeHunsi LIMH B ogHom oTaene) n nabopatopHo
noaTeepxaeHHble IMI-npnsHakm XpoOHNYECKOM N OCTPOWU
neHepsBauun B ABYX 1 boriee Mol ax B ABYX 1 bonee
KOHEYHOCTAX

BoamoxHbin BAC: npusHaku nopaxenua NVIH n LUIMH B ogHom

otaene LUHC vnu npusHaku nopaxeHus LIMH B aByx n 6onee
NnTnanav | ITHC



Kak cooowutb anarHo3 BAC

ObcTaHOBKa CMNoOKOMHas, YyeOuWHeHHasl. J3pPUTESbHbIN
KOHTaKT.

Coobuwartb nNM4Ho. 3anac BpeMeHu 45-60 MUHYT.

YXenaTtenbHo yyacTtume POOCTBEHHNKOB nnu
yXa)kMBaOLLNX L.

UTo cKasaTb: BbISACHUTb, YTO MaLUMEHT YyXe 3HaeT o
3aboneBaHUW, OUEHWUTb, HACKOMbKO  MNoApOOHYIo
MHOopMaLMIO XKenaeT Nony4nTb.

[Mpun 00bSCHEHUN nsderatb  IBPEMN3MOB "
MEOULMHCKOrO >XaproHa, roBopuUTb MNPOCTO, ObITb
OT3bIBYMBbIM, HO HE CEHTUMEHTAaNbHbLIM

[1aBaTb  LWUMPOKNE  BPEMEHHbIE  pPaMKU  TeYEeHUs
3aboneBaHus

OBOBbACHUTbL, YTO OCIHOXHEHUA (HapyLUeHWE [fI0TaHUSA)
nogaarTcsl NEYEHUO

[lpeooctaBuTb MHMOPMALUKO O HEUPONPOTEKTOPHOU
Tepanuu (punyson).



NeyeHune BAC:

[laToreHeTu4yeckoe nevyeHuve —
puny3on (punyTek)

CvMnTomaTuyeckoe reyeHwme:
ynyJlleHne KayecTBa XXU3HMN.

eHHada Tepanus



Puny3on

« ObGnagaeT naToreHeTUYEeCKUM AeNCTBUEM, NOCKONbKY
YMEHbLLAET rnyTamaTHY 9KCauTOTOKCUYHOCTb. 3ameansaeT
nporpeccupoBaHne 6onesHn Ha 2-3 mecsua.

« [lpenapart pekomeHayeTca NpuHMMaTb, noka 6onsHon BAC
y4yacTBYET B caMO0OCyXmBaHum no 50 Mr 2 pa3a B AieHb [10
enbl.

« [lpenapaTr OTMEHSIOT NN HE Ha3Ha4YaloT:
1) Npu Bbipa)keHHOM TeTpanapese 1 bynb0apHbIX HapyLLUEHUSIX,

2) 6onbHbIM BAC, KOTOPLIM AMarHo3 ObIn NocTaBrieH bonee, Yem
yepes 5 ret nocne Ha4vana bAC,

3) Npu KpanHe BbICTPOM NMPOrpeccnpoBaHniy,
4) npu Hanu4umn Tpaxeoctomun n VBJI,
5) Npn Ne4eHOYHOM KN NOYEYHON HEOOCTATOYHOCTM!.

[Toka3aHo, YTO B HEKOTOPbIX Cny4asax npenapaTt MOXeT
YMeHbLUATb Bblpa)XXeHHOCTb 0acUMKyNAaLmMn, Kpamnu, CnacTUYHOCTM.
B 3-12% cny4aeB puny30/ Bbi3biBaeT NoBbILLEHNE
aMUHOTpaHcepas (nekapcTBeHHbIW renaTtuT), NoBbILLEHUE
apTepuarnbHOro gaBrneHusi, HEUTPOMNEHUO U TPOMOOLIUTOMEHNIO.



o JpapaBoH (Radicava). [lpenapart bbin Bnepsble
pa3peLLEH K UCNonb30oBaHMto B 2015 roay B ANOHUN U
HOxxHoM Kopee, kak cpeacTBo neveHns OHMK.
Benay BblpaXX€HHOro HEMPONPOTEKTUBHOIO
OEeNcTBUSt, HaCcTUYHO OBYCrOBNEHHBIMU
CNOCOOHOCTLIO CBSI3bIBaTb CBODOAHbIE paguKansbl
npenapart Obln NpUMeEHEH n'y 6onbHbIX BAC.

« 5Mmas 2017 roga oH NpoLuen perucrtpauunto B FDA
CLUA kak cpeacTBO NaTtoreHeTUYeCKon Tepanmm
BAC. UccnepoBaHus, npoBeaeHHbIE B ANOHMU
KoMnaHmnen Mitsubishi Tanabe Pharma Development
America ¢ y4actnem 137 nauumeHToB ¢ BAC,
nokasarnu, YTO NPUEM rnpenapaTa ConpoBOXAaETCH
3amMeqneHmnem Temrna CHMKEHUA YPOBHS
dyHKUMOHAaNbHOW aKTUBHOCTU M KAYECTBA XXU3HU
Nnpu" ycrioBMM ero paHHero BBeAeHusA (He Nno3agHee
ZE)ZJ&GT OT Havarna 3aboneBaHus) B Kypc Tepanunm



Koppekuusa aBuratenbHbIX HApPyLUeHUN

OpTonepuyeckue ycTtpouctBa. PekomeHayeTcs
XOAQMUTb C TPOCTbIO, XOAYHKAaMU UK NONb30BaTbCA
KOJTACKOMW.

BcrnomoratenbHble YCTPONCTBA B ObITY (pyyep-
yXBaT, NOXKN N BUNKU C ANTUHHBIMU N TMOKUMMU
pyYKaMu, LUMHbI ANS ynydlleHus pasrnbanus Kuctn).

[1pn napese pasrndaTterneun Lwem pekoMmeHaye™
rorioBoiepxxaterib, OH obsizaTtenieH BO BPEM:S

CTonoaepxaTtenu B BUAE PEMHS, 0EBAEMO
rOfIEHOCTONMHbLIN CYCTaB C KPHOYKOM Ar1S LWHY|
obyBu.

[1na npodmnnakTukn nogsbiBMXa roNoOBKN NMieveBon
KOCTU NOKa3aHO HOLLEHME pPyK Ha pasrpy3oyHoum
oBA3Ke 3-5 4YacoB B 1€Hb.




CreunanuanpoBaHHble [NMpuamaTnyeckne o4km ons MNpucnocobnenne ans

NMPUHATUA BAHHDbI
XOOYHKH YTEHNA B NOJTOXKEHUN NeXa nexadunMm 6onbHbIMMN.

[Nanka gnga ogeBaHUsA
oaexabl

YxBar (puyep)




KoppeKkunsa amounoHanbHbIX U MCUXUYECKUX
HapyLeHUun

Heobxoanma He Tonbko 6onbHbIM BAC, HO 1
NX POACTBEHHUKAM, Ha KOTOPbIX JTIOXKUTCH
OCHOBHOE bpems yxoaa.

 Bo3MOXHO Ha3Ha4YeHWe aHTUOENPECCAHTOB,
CHOTBOPHbIX, aTUMNYHbLIX HEUPOSENTMUKOB.
(Hanpumep amutpunTUnmMH 40 100 Mr /cyT Ha
HOYb, NYyOKCeTUH no 20 Mr /CyT Ha HOYb)

* [1pn HaNn4YKMM anaToabyrnMYecKkoro cuMnToMa
MOTYT ObITb 3P PEKTUBHBLI YMEPEHHbIE 403bl
NCUXOCTUMYNATOPA OTEYECTBEHHOIO
npon3BoAcTBa cemMakca. [lokaszaHo, 4To
npenapaTt MOXeT yny4dllaTb 3MOLMOHAaNbHOE
cocTosiHne bonbHbIX BAC.



Koppekuusa oynbb6apHbIX
HapyLleHUun

[IpmeHeHne pekomeHaauun,
KOTOpble NO3BONSAT NaUNeHTy
BbICTPOUTL CBOIO peYb Tak, YTODbl eMy
ObIN10 NpoLLe roBOpUTb, N YTODOLI €ro
nydyiue noHMMann cobecenHuKN.
Mo>kHO ncnonb3oBaTb YCUNUTESb
rorioca.

*Ecnn naumeHT He MOXeT
pasroBapuBaTtb U NnUcaThb,
ncnonb3yertca Tabnuua ¢ andaBUTOM.

*CUHTE3aTOp ronoca - KOMnbTeEPHad
cucTtema, C NOMOLLbIO KOTOPOK
nauneHT MoXeT HabupaTb TEKCT
aaTt4ynmKkammu, yCTaHOBNEHHbIMU Ha
rmasHble A0rnoKu, a 3aTemM KOMMNbKTEP
npeobpasyeT HanMcaHHoE B
CUHTEeTUNYECKUN ronoc.




OGopynoBaHue c 3apaHee
3anMcaHHbIMU COOOLLEeHUAMM

CambIn U3BECTHbLIN NPMOOP Takoro
poga HasbiBaeTca GoTalk.

OH npeacTaBnaeT cobou
N1aCTMacCOBbIN NMaHLWET C 25
g4YenKamm, B KaxXaom U3 KOToOpbIX
MOXET ObITb 3anNncaH ayauo-TeKCT,
KOTOPbIN YESTOBEK XOYET AOHECTU

00 OKpyxawLwmx. [Mpn HaxxaTun

Ha COOTBETCTBYHOLLYIO SAYENKY
BOCNPOU3BOAUTCSH 3aMncaHHbIN 3BYK.
Ha Kaxkgyto a4enky MOXKHO 3anucartb
0o 5 coobueHnn (5 ypoBHen 3anucen)
no 8 unun 12 cekyHa kaxgoe. ObLiee
BpeMS 3By4aHUs1 — 15 MUHYT. OTH
NpmMbopbl MOXHO KynnTb B Poccun,
CTOMMOCTb OKOr10 15 000 pyonen.




KoppeKuuna gbixatenbHbIX HapyLLIEeHUM.

30M10TbIM CTaHOAPTOM
nannuatnsHom tepanun bAC
sIBNSIeTCA HeMHBa3uBHasA
BeHTUNAUnA nerkmx (HBI1).

[loka3aHo, YTO HenHBa3nBHa4A
BEHTUNALUMUA JNTIETKMX, Ha4YaTasa 4o
nageHue OXXEJ1 <60%, MOXeT
npoanuTb XXn3Hb Npm BAC Ha 1
roa.

[nnTenbHOCTb CEaHCOB
COCTaBMSET OT 2 Y NpU JNIENKNX
HapyLleHnsax 4o 20 4, BKIo4agd
HOYHOE BPEMS, MPU TAXKENbIX.

Bo3amokHO npoBeaeHne
Kncrnopogortepanuu.

[Mnepbapunyeckas okcureHauus
He apJEeKTUBHaA.




[Mpu noTpebHOCTN BO BCNOMOratesibHOM AbIXaHUU CBblille 20 4
CTaBAT BOMNpPoOC O nepexoae Ha UHBasuBHyto UBJI1.

[TepeBoa Ha VIBJ1 npn BAC ocyliecTBnaeTca nuiulb B TOM Cliy4ae,
eCnuv nauueHT B NPUCYTCTBUM KOPUCTA U 3aKOHHOIO NnpeacTtaBuUTens
OroBOPUI YCIOBUA OTKINOYEHUA OT annapara.

B AnoHnun Ha UBJ1 nepesoasaTtca 80% 6onbHbix BAC, B CLUA - 10%, B
Benukobputanuu - 1%.

Hwu B ogHoun cTtpaHe mupa VIBJ1 He BxoanT B MeQMUNHCKYHO
CTPaxOBKY, OHa NMPOBOAMUTCH TOSIbKO 3a CHET CEMbM DOSBHOIO Ha
OOMY UK B YCIIOBUSX XOcnuca.

B CLUA cTtoumocTb yxoaa 3a 0ornbHbIM, Haxoaswmnmes Ha ABJ1 B
OoMaLlIHUX ycnoBuax, coctasndeT 200 000 gonnapos B roa

KnuHunyecknmu nokasaHnsamu K nepesoay Ha VIBJ1 ssnsetcs
N30NMPOBaHHbIN BYNbOapPHLIN CUHOPOM C AblXaTeNnbHbIMU
HapyLLUEHNAMU UNU N30STMPOBaHHAZA CriMHarbHas ablxaTenbHaga
HeOOCTaTOYHOCTb C TeTpanapes3om, HO 6e3 OynbLOapHbLIX
HapyLwleHun. MNpn Hanu4un TeTpanapesa n oynbdapHbIX
HapyLleHUN, T.e. «CUHAPOMA 3arnepToro YernoBeka», NepeBso Ha
BJ1 He nokasaH.

OKCTPEHHbIN nepeson Ha VBJ1, ecrin HEBO3MOXKHO MOSTy4YnTb
yKa3aHust 60nbHOro rno NnoBoay AanbHeWLen TakTUKN, He NPoBoaAT.



[Hncdharus

Puck acnupayuoHHOM NHEBMOHUK (M COOCTBEHHOM
CIOHOW).

OueHKka pucka acnupauum NpoBOAUTCHA B MOMOLLbIO
TecTa Ha gucgaruto ¢ NUKNyoMeTpuen.

«30MN0TbIM CTAHOAPTOM» NEYEHNSI HAapPYLLEHWI
rmotaHunsa, NpoduakTUKn acnmpaymMoHHOU MNHEBMOHUM
arnMMeHTapHOM HEOOCTAaTOYHOCTU SABMAETCH
racTpoctomums. [lpegnoytTutenbHa YpecKoXxHas
9HAocKonu4veckasi ractpoctomusa (U3l).

U3l n aHTepanbHOe NuTaHne 4OCTOBEPHO NpoasieBatoT
Xun3Hb 60rbHbLIM BAC.

80% 60nbHbIX BAC oTKa3bIBalOTCS OT raCTPOCTOMUM.
OpgHako ycTaHOBKa HasoracTparbHOro 3oH4a He
NpenoxXpaHseT OT acnmpaunm 1 CHUXKaeT KayecTBOo

/. Pwwocon-eo

Xn3Hn 6onbHoro BAC. P~
[TapeHTepanbHoe NnuTaHne pacTeopamu
aMmuHonnasmans, nunodyHamHa, 40% rnoKo3bl ==

\
3HAYNTENbBLHO AOPOXKE SHTEPANbHOro NUTAHUS, p,ormmo@ ¢
NPOBOANTLCS B YCNOBUSAX XOTHA 6bl AHEBHOIO 1 __
cTauymoHapa, YpeBaTo predoTpombosamu, = 2
9HUedbanonaTnen. > S



Koppekuus
oynbbapHoro
cuHapoma

IleyeHmne HapyLeHn
rmoTaHus (gucdarmnn):

- 0by4eHMe naumneHTa
CaMOCTOATENbHOMY
BBEAEHUIO
Ha3oracTpanbHOro
30H3,

- YpecKoXxHas
9HOOCKoNu4yeckas
racTpocToMuS,

- Mpn CIIOHOTEHEHUN
Ha3Ha4a€eTCH
AMUTPUTNTUITNH.




KoppeKkuna criroHoTevYeHUs

* CITIIOHOTEYEHME NOBLILLAET PUCK acnupaunn v
yXyALUaeT Ka4yecTBO XU3HM 6o5bHbIX BAC

* [TpUMEHAT aMUTPUNTUIIVH B 403€e OT 25 0
100 Mr Ha HOYb.

* AnbTepHaTumBa - rMasHble Kannm aTtponmHa
0,1% nnn 1% pacTtBopa, pacTBOp aTPOBEHTA,
nnactbipb Ckononogepm.

 OgHaKo CUCTEMHOE BBeAEHUE
aTponmMHonoaobHbIX NpenapaToB YacTo
Bbl3bIBaeT NOHOOYHbIE 3PP EKTHI CO CTOPOHbI
cepaoevyHo-cocyanucTon CUCTEMBI,



Koppekuna cnacTU4HOCTH

* [1lpenapaThbl, CHMXaloLWne MbllLEeYHbIN TOHYC
(baknodeH nnm TnsaHngnH). BoamMoXxHo
Mcnosrib3oBaHne 6OTyNOTOKCUHA (HanpuMep,
nnsi paccnabneHunst crmdbatenbHoON
KOHTPaKTYpPbl KNCTU UK NOKTA). BO3MOXHO
HapacTaHMe MbILLEYHOM CcriadbocTw.

 JleyuebHasi rmmHacTunka 10-15 MMHYT 3 pa3a B
OEHD.

* [1pn bonesHeHHbIX aCUUKYIALUAX N KpaMnn,
KOTOpble HapyLlakT COH, peKkoMeHayeTc4a
kapbama3senuH 100 mMr 2 pasa B [1EHb.



doHa noMmouiyv O0JIBHBIM

y (Cangerenscrso o perncrpanun, Yeras)

Hudopmauns 11a G0ALHEIX H POACTECHHNKOR

O BAC: Yt E""‘J‘S;‘:;‘_,-‘.x

BnarorBopuTtenbHbIN pOHA,
nomowum aroaam ¢ bBAC n apyrumm
HEMPOMbILLIEYHbIMU 3a0601E€BAHUSIMU



AR |
OxxencoH bekkep - rMTapucT-
BUPTYO3, boneH ¢ 1989r




X-CITETIAEHHA I
BY AbBOCIIMHA ABbHASI
AMUOTPODUSI
(BOAE3Hb KEHHE AW)



OnpepeneHune

* Pegkoe HacneacteseHHOE nporpeccupyroilee
3aboneBaHne HeEPBHOW CUCTEMBI U3 TPYNMbI
CNUHarnbHbIX ammoTpodoun,
Xapakrtepusyruieeca CoYeTaHHbIM
nopaxeHnem HepBHOMN U AHOOKPUHHOW
CUCTEM.

. Tnn HacnegoBaHUA - peLeCCUBHO-
CLIEMSIEHHBLIN C X-XPOMOCOMOW, OOretoT
MY>KYNHbI.

. JKeHLmnHa MoXeT 3aboneTh B criyvyae, ecnm
OHa HacnegyeTt ogHy AeMEKTHYHO X-
XPOMOCOMY OT MaTepu, a BTOpPY — OT OoTuA.
Habntogaetca bornee MArkoe TedyeHue.



cTtopua

. BnepBble 6bin1a onmncaHo B 1897 r. ANOHCKUM
HeBposiorom Hiroshi Kawahara

. CTana nsBectHOU BO BCEM MUPE KaK BOSE3Hb
KeHHegun B 1968 T.

. A.Schoenen 1 coaBT. (1979) onucanwu
OCHOBHble OCODEHHOCTN 3aboneBaHUS:
no3gHuUM gedroT, MearieHHoe
nporpeccupoBaHne, NnopaxeHne MMMmNYECKoOU
MYCKyrnaTypbl 1 6ynbbapHbIX aep YepenHbIX
HepBOB, aTpodonn MbiLLL, MPEUMYLLIECTBEHHO
NPOKCUMaribHbIX OTAEN0OB KOHEYHOCTEWN,
doacuukynsaumm B MbiluLax nuua,
MHTEHLMOHHbLIN TPEMOP.



CTtaTncrtumka

PacnpocTpaHeHHOCTb 3aboneBaHUsi COCTaBMSET 2,5 cny4yas
Ha 100 Tbic. HaceneHud. B CLLUA 3aboneBaemMmocTb
cocTaBndeT NpUMEpPHO 1 cny4vaur Ha 40 TbIC. MY>X4YUH.

CTpaHbl, UMeIoLLIME BbICOKYO pacnpoCTPaHEHHOCTb
3aboneBaHus, - Anonus, CLUA, PuHnaHgmsa, ABctpanusa u
bpasnnus

Ha koHel XX Beka B Poccun Obino 3aperMctpmpoBaHo Nnnilb
10 BepdpnUMpPOBaHHbLIX CEMENHbIX Cly4aes.

I'Iop,o6Ha;| PEOKOCTb MOXET ObITb CBA3aHa C HefoCTaTouHO
TOYHOW ANarHOCTUKOW, B pe3ynbraTe KOTopomn 3aboneBaHne
TPaKTYeTCs Kak QOKOBOW aMNOTPOdPUNYECKNIA CKI1EPO3.




Ik

[laToreHes

YBenunyeHue 4yncna nostopos Tpunneta UAI (UMTO3MH-
afeHNH-TyaHWH) B reHe aHOPOreHHoro peuenTtopa Ha
yydacTtke Xq21-22 ANMHHOIO nredva X-XpoMOCOMbI.

HapylaeTtcsa aHabonuyeckoe gJencTBMe TeECTOCTEPOHA Ha
HEMPOHbI, BO3HUKAET X NporpeccupyoLlas gereHepawums.

[lereHepaTuBHbIE UBMEHEHUS AAEP MO3roBOro CTBOMa n
nepegHnx poros CNMHHOIO MO3ra.

[TosgBneHna nepndepnyecknx napesos, CBA3aAHHbIX C
NnopaxeHnem crmHanbHbIX MOTOHEUPOHOB NEPESHMNX POroB.

Cniycta 10-20 neT nopaxeHue cTeona NnpmMBoauT K pa3BuTuIo
bynbbapHoro cnHgpoma

[MpouncxoauT He TONbKO NOpaxeHue Terl HEMPOHOB, HO U
aKCOHanbHasA gereHepauus, cTpagaloT Kak
ABuraTenbHasl, Tak U CEeHCOpHasa CUCTEeMbl.



KIMMHUKO-OMarHOCTU4YEeCKme
bBonelT My>X4YMHbI. KpMTepM 1

[No3aoHun nebroT (40-60) neT.

MenneHHO nporpeccupytoLas MbliledHasi cnabocTb U
YTOMMSIEMOCTb, aTPodUs MbiLLL, U PUOpUNNALUM B
NMPOKCMManbHbIX OTAEeNax KOHEYHOCTEN

bynbbapHbIM cUHOPOM

OHOOKPUHHbIE PACCTPONCTBA - TMHEKOMACTUSA, TECTUKYNSAPHAaS
aTpodousi, becnroane, caxapHbi gnaber.

YacTo BcTpeyvatoTcs TpeMop, KpaMmnu, nceBaornnepTpodus
NKPOHOHbIX MbILLILL.

B0O3MOXHbI YyBCTBUTENbHLIE HAPYLLUEHUS
BcnomorartenbHble npueMsl Npy BCTaBaHUM, «yTUHAsSA» MNOXo4Ka.
[ToBblweHne ypoBHA KOK B kpoBu.

Hanuuune B 6uontaTtax CKENETHbIX MbiLLL, aTPODUPOBAHHbIX U
rmnepTpodrUpPOBaHHbLIX BOFTOKOH.

[Mpyn SHMI BbISsBNAETCA HEMPOHANbHbLIN YPOBEHbL NOPAaXEHUS
[narHo3 nogreepxgaetca ¢ nomoulbio AHK-gnarHoctuku.









HndopepeHunanbHag
OnarHocTuka

* bokoBou ammnoTpodnyecKknmn cknepos.
» CnnHanbHasa ammoTpodusa 4 Tuna.

* [lporpeaneHTHaa NnonNMoMmnennTNUYecKas
doopmMa KnewleBoro sHueganuTa.

» [lnctanbHon mmonaTtun [loBepca-
BenaHaepa.



UepenoBaHne atpodpUYHbIX U
rMNepTPOPUPOBAHHBLIX MbILLEYHbIX BOJTOKOH.




BblipaXeHHble AnCTpodunveckne N3MeHeHUA MbllLEYHbIX
BOJIOKOH C BaKyonusauunen nx untonnasmel. O4arosoe
3aMelleHne MbllLleYHOW TKaHW XXNPOBOMN.




[MnepTpodupoBaHHbIEe MblLLIEYHLIE BOJTOKHa:
yBENMYeHne cogepkaHna KUCnbIX
MYyKononncaxapmaooB B LMTOMNasme.




30Ha 3aMeLleHNUs MblLLEYHOW TKaHW
dondpo3Hon.




PereHepauusi MblLLEYHbIX BOITOKOH C OPMNPOBAHNEM
MHOrosiIepPHbIX MMOBNAaCTOB.




Ouvarosble numdonnasmMmounTapHbie
MHPUNLTPATHI.

{ R &4




oMl

* [1pn3HaKu TekyLlero aeHepBaLMOHHO-
penHepBaLOHHOIo npouecca MUMHMManbHOW
cTeneHun akTUBHOCTU, nepectponku NOE — 6onbLue
OAaHHbIX 32 HEUPOHarbHbIN YPOBEHb NOpaXXeHUd B
coYyeTaHMUU CO CMeLlaHHbIM NopaXxeHnem
CEHCOPHbIX BOJTIOKOH



YBenudeHue amnnutyabl n anutensHocTtn NAE, nonndbasHelie
[NLE, noTeHymanbl pacumnkynsauuun.

neB., Extensor digitorum, Radialis, C6-C8

e
|
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MoTteHunanbl ABUraTenbHbIX eANHUL
nes., Extensor digitorum, Radialis, C6-C8 R e e e e




JleyeHne

. B HacTodAwee Bpema adbdeKkTnBHAA Tepanug
OaHHoro 3abornieBaHnst oTCyTCTBYET. [1poBOAUTCS
cuMnTomMaTtuyeckoe rneyeHne, B OCHOBHOM
HanpaBreHHOe Ha noaaepXxaHme metabonmama
HEPBHbIX U MblLLEYHbIX TKaHEMN.

. YMepeHHble Pn3nyeckme Harpysku,
npenynpexaeHne coMmaTtudeCcKnX OCNOXHEHNN,
couunarnbHasa 1 ncmxonornyeckasd noMoLlLb
OOMbHLIM N X CEMbSIM — OCHOBA BeleHUS
OOSIbHbIX.



IccnenoBaHuA

. J.N. Goldenberg n W.G. Bradley (1996)
Mcnonb3oBanu ANUTENbHY Tepanuio
TECTOCTEPOHOM (25—35 Mr/cyT) B COMETAHUMN C
don3nyecknmm yrnpaxKHeHNSMun y gBounx
OOMbHbIX, YTO B OOHOM CIly4ae rnpuBeno K
3aMEeTHOMY yny4lleHuto ABuraTenbHbIX
doyHKL M.

. ABTOpbI NbITAOTCA OOBACHUTL 3P EKT
HUBENUPOBaAHNEM HENPOTOKCNYECKOIO
OencTBua rnytamara.



* BbIHY)XOgeHHas kacTpaunsi 00nbHbIX
bynbbocnmMHanbHONM aMnoTpodonen ¢
rOPMOH3aBNCUMbIMW OMYyXONsiM1 NpMBoAUNa K
yNy4dLleHNIo ABUratenbHoro gedekTa.
brnokaga aHaporeHHoro peuenTtopa npu

= B6one3Hn KeHHean MmoxeT uMeTb
onpeneneHHoe TepaneBTU4ecKoe 3Ha4YeHune.

« OOcyxaaeTcsa ucnonb3oBaHWe NpenapaTos U3
rpynnbl aHTUAHAPOreHOB N NpenapaTos,
perynupyroLLmnx TPaHCKPUNLNIO reHOB Ha
pas3fnYHbIX y4acTkax benka (nennporsenuH,
aytactepua, onyramug, panammunH n ap.)

(HeBponorunyeckum xxypHarn, 2015; 20 (2): 32-37)



[1porHos

OTHOCUTENBHO BNaronNpPUSATHLIN.

[TaymneHTbl COXpaHSAT CNOCOBHOCTL K
nepeaBmXeHNto 1 caMmoobCnyXBaAHUIO
ANUTENbHOE BPEMSI.

npO,EI,OJ'DKVITeJ'IbHOCTb XKXU3HN HE MEHbLLE, HEM
B LI€J10M B nonyndaumin.

[NoBbILLIEHHAs BEPOSATHOCTb Pa3BUTUS
3M10Ka4YeCcTBEeHHbIX HOBOOOpa3oBaHMI (paka
rpyaHOWM Xernesbl Y MY>XYMH).



CupuHrommenus



CupuHrommenus

» 3aboneBaHne, xapakTepusyruleecs
obpa3oBaHWUEM B CIIMHHOM MO3re
NONIOCTEN, BbI3bIBAKOLLMX

nporpeccupyroLLyo mmenonatuio (myelos —
CMUHHOW MO3T).

HeHacneacTtBeHHoOe, BPOXOEHHOE
3aboneBaHue.



* [lonioctn obpasytoTca B pesyrnberarte
pacLUMpPeEHNs LeHTParibHOro KaHarna, MoryT
pacrnonaraTbCsi B HAXKHELLEWNHOM,
BEpXHerpyaHom otaernax CiMHHOro Mo3ra,
B MPOAOSIroBaTOM MO3re U MOCTY
(cupuHrobynsoug).
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[TpU4YUnHbLI pa3BUTUA
CUPUHIOMUEeNnun

1. HapylwieHne ambpuoreHesa c
dopmupoBaHmemM cuHapoma ApHonsga-Kmuapu
| TN — CMeLleHne MMHOannH Mo3Xe4ka yepes
bosnbLlOe 3aTblfIOYHOE OTBEPCTUE - caMas
yacTtagd npunydmnHa, 50%

2. ['lopokun pa3BnTnUAa 3agHeN YepernHou AMKA
(nnaTtmnbasus, atpe3ns otBepcTus MaxkaHaw,
cuHgpom [deHan-Yokepa — rmnonnasmns
MO3XeuKka, rmgpouedanuna, KUCTbl 3aHen
yepenHou AMKHN).



BTopun4yHasa (npnobpeteHHan)
CUPUHIOMMENUs

- CNnHanbHaga TpaBMa
— CnnHanbHasa onyxorsib
— PoooBaga TpaBma
— JlyyeBon muenut
— HapyLweHuna cnnHanbHOro KposooobpalleHus.

imetoTca TONbKO HEBPOOrnyeckue
npoasneHuns. lnspagunyecknm ctatyc
OTCYTCTBYET.



ABcTpunckmn natonor ['aHc Knapwu
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AHoManuna ApHonbaa-Kmnapwu

Cerebellum
Spinal Co
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Joe/Jane Average Joe/Jane Chiari
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KnuHuka aHomanun Knapwu

* [MNepTEH3NOHHbLIN CUHOPOM
« CTBOSIOBbIE U MO3)XEYKOBbLIE HapYyLLEHUS

* CupnHrommnenus



KnuHuka cupuHrommenuu

HeBponornyeckne HapyLleHus
[nspadnyeckmn ctaTtyc



[n3padonyeckmnm ctaTtyc

nnatnbasus — ynnolleHne 3aTblT04YHOM
KOCTW,

aTpes3na oreepctna MaxxaHaw,

cuHapom leHamn-Yokepa — runonnasus
MO3XKeuKa,

aHoManuu 3aknagkm opraHosB (rmnonnasua
nonyLapum nnm Mo3xeuyka,
OeKCTpano3numsa opraHoB, OTCYTCTBUE
KNMHOYUL, NN KNUCTEN, YOBOEHNE NOYEK,
OTCYTCTBME OOHOMN MOYKN).
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OdunccouunpoBaHHoOe HapyLleHUe
boneBou U TeMmnepaTypHoOu
YyBCTBUTEJIbHOCTU MO CErMeHTapHoOMYy
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CHUxeHune
boneBou
YyBCTBUTENb
HOCTW MO
TMny
KKYPTKU» U
«MOJTYKYPTKU»

Puc. 57. Beinanenue Gonesoii 1 TeMnepaTypHOH YyBCTBUTENLHOCTH MPU CHPHHTOMHENINH
Ha JIMLE; B BUAE «KYPTKW» HAa pYKax U TYJOBHLLE.



[1BUraTtenbHbI

e HapyLueHus

Ha ypoBHe nopaxeHugd
nepudepuyeckni napes
(yawle B pyke) Cc
arpoumsamu,
BblMageHneMm
pedoneKCoB.

Hwuxe ypoBHSA nopaxeHus
— LleHTparnbHbIX nNapes (c
BbICOKMM TOHYCOM,
Ta30BblE€ pacCcTpouncTBa)

C

YpoBenr nopakenus—

MpucoeamHstoTes _@D Do
M po BOL" HNKOBbIé memees HehyHKUHOHUPYIOLIHC TNYTH
YYBCTBUTEMbHbIE ES nepmtcpmecrui napans

H a pyLu e H Mﬂ . ﬂ]]]m[l]] LlenTpanbHbii napanuy
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(aucdoaruns, guspatpus,

ancdoHud, Hasonanus).




BeretaTnBHbLIE HApYLLUEHUSA

I3aMmeHeHne KOXKHbIX

Sections through spinal cord at various levels

Dorsal median sulcus

" it O K O BO B C CTa BO B
orsal lateral sulcus White Lateral hom of gray matter I I

Dorss Slegl sy matter (intermediolateral nucleus| ) )
Gelatinous \

substance

srsal
Gray | (posterior) horn

matter ’ 178 |

5 ‘ Nor. i 22, KOCTeVI.

Ventral lateral sulcus cs Commissure F] 8
Ventral median fissure ]

¢ €9 b & « CumnToMm NopHepa.

wmmm Ascending pathways
wmm= Descending pathways
ws Fibers passing in both directions

Commissure

entral
anterior) horn

Principal fiber tracts
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column
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Dorsolateral fasciculus
tract of Lissauer)

Posterior (dorsal)
spinocerebellar tract

Anterior (ventral.
spinocerebellar tract

Anterolateral system (ALS)
includes

spinothalamic
spinoreticular,
spinomesencephalic
(spinotectal) and
spinohypothalamic fibers

Spinoolivary tract

Fasciculi proprii

Interfascicular (semilunar) fasciculus

Tectospinal tract

Medial longitudinal (sulcomarginal) fasciculi

Lateral corticospinal
(pyramidal) tract

Rubrospinal tract

Medullary (lateral)
reticulospinal tract

Pontoreticulospinal
(medial reticulospinal)
tract

Vestibulospinal tract

Anterior (ventral)
corticospinal tract




[lnarHocTnka cCMpMHroMmmenmm

Hannyne aByX OCHOBHbIX CUHOPOMOB:
leBponornyeckmue HapyLleHugd
[ln3padunyeckmun ctatyc

MHCcTpymMeHTanbHaqa anarHoctuka: MPT
rOfIOBHOIro M0O3ra, atfiaHTO-OKLMNNUTAarbHOro
nepexona, CMMHHOIo Mo3ra Ha rpyaHoM U
LLIENHOM YPOBHE.




OndpdepeHumanbHbi ANarHo3a

bone3Hb CuHapom
« OTCcyTCTBME OCTPbIX » [lepeHeceHHasa TpaBMa
Oone3Hen B aHamMHese

° ,El,l/|3pacb|/|qu|<l/||Z cTatycC e HeT BPOXXOEHHbIX
e [MTonocTtb COO6LL|,aeTCF| C aHoMarlunm ckenerta u
4 XXenygo4kom. BHYTPEHHUX OPraHOB,

 Het coobLeHusa c IV
XKEenyaouKkom.



JleyeHne cnpuHrommenunu:

1. Xupypru4yeckoe riedeHme — oeKomMmnpeccus
3aQHEN YepenHOU AMKU
(cybokumnutanbHaga TpenaHauua Yyepena,
NTaMUHIKTOMUSA HA BEPXHELLENHOM YPOBHE,
TpaHcnaHTauusa rnockyta Teepaoun
MO3roBou 0000YKN).

2. CumntTomaTnyeckoe ne4vyeHue (bonesoro
cuHgpoma).



nepatnBHoeE JieHeHne aHomMmalinm Kna

A



Cnacnbo 3a BHUMaHume



