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Summary

The clinical observation of a patient with undifferentiated form of spinal amiotrofii awards as monomelic form of spinal

degeneration.
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Beepenue

OCOOCHHOCTBIO CMHHATBHBIX AMHOTPOGHH SBIIACTCS
MHOP0OOpa3He KTHHHYECKHX NPOSBICHHH, MPOABAIOILHECS
B Pa3HbIE IEPHOB] XHIHH NAUHEHTOB. CIOAHOCTL pacnosHa-
BAHHSA HACNEACTBEHHbIX POPM HEPBHO-MBILICHHBIN GOMEIHEH
H HX IMddepeHUHANbHAA OHATHOCTHKA ¢ GEHOKOTHSAMH,
HeOBXOAHMMOCTL 00OCHOBAHHA MEIHKO-TCHCTHUCCKHX  pe-
nporpeccHpyoulee 3aboneBaHHi,
BOIMOKHOCTH H OCOOEHHOCTH JICHEHHA H peabHaHTaumuu

KOMEHAUHH, TeueHHe
NaUHEeHTOB — BCE HTO MPHBOAMT K BO3HHKHOBEHHIO KIHHH-
YECKHX NIPOOEM H3YYEeHHS HEPBHO-MbILLIEUHON NATONOTHH.
TunnuueiMH cHMNTOMaMH Beex GOPM aMHOTpodHA ABAS-
HOTCH [POrPECCHPYIOLIAA MbILIEYHAs CJIA0OCTb H aTpoduu
(4aCTO MWL OMNpeCNEeHHbIX MBILCUHBIX FPYN). ATpodHH
H napeibl, CONPOBOXKAAIMHEC GOIEBLIM CHHIAPOMOM, I110-
CTOAHHO BCTPEYAlOTCA B MPaKTHKe HeBposoros. Pexe Bpay
UMmeeT aesto ¢ 6e360meBoi HopMOit MOHONape3a, 4To cTaHo-
BHTCS (IPHUMHOA MO31HEro 0BpalieHHs NAUHEHTOB.

Boneno# J1., 35 €T, HaXOAKTCA N0 AHHAMHYECKHM Ha-
6oeHUEM B HEBPOJIOrHUEcKOi KinHuke ¢ 2010r.

ObpatHics B KIHHKKY B Bo3pacte 31 rona ¢ #anobamu
Ha MoxyaaHue H c1abocThb N1PaBOit HOTH, HEYBEPEHHOCTD [IPH
xo0/1b6e. YacTble NageHNs H3-3a YCHIHBalOLIEHCS cnabocTH B
HOI'E, HCTIO/IL30BAHHE PYK MPH MOALEME [10 JICCTHHLE H BCTa-
BAHHH €O CTyNa, peakHe 60IH B MOACHHYHOM OTAENE NO3BO-
HOYHHKA H NIPABOM KOJICHHOM CyCTaBe.

M3 anamuesa 3aboneBanna; cuuTaeT cebs 60AbHBIM ¢
27 net. Korna poACTBEHHHKH 3aMETHIIH, YTO OH CTasl IPHXPa-
MbIBaTL Ha npaByio Hory. [locne YToro, naunent oTMmeTH,
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4TO npaBoe Oeapo yMeHblHAOCH B oObeme. YyBCTBHTENb-
HbIX HapylleHHH © Goneil He oTMeuan. AMOynaropHo 6bin
ycTaHosneH AHaro3: Paaukynonarual5 — Slcnpasa. [Mocne
ABYX KypcOB fiedeHHs (HelpomeTabonHueckas, cocyancras
TEpanus, MEKTPOCTHMYJIALHA) OTMETHN YcHIeHHe crabo-
CTH B HOT®.

CeMefHblA aHaMHe3 He oTaroweH. B so3lpacte 8 ner
neperec 3YMT c¢ notepedi co3Hauua. OnepaunH oTpHuaeT.
BpenHbix NpHBBIUEK HET.

Y.H. - 6e3 ocobenHocTert. Beipamenxas arpodus
MbILULILL PaBO# AroAHYHOM obnacTH, Geapa H roneHH, peskoe
CHHAKEHHE MBIWIEYHOH CHAbl 10 |- 2 6annos, orpaHHueHHe
oObema aKTHBHBIX [IBHXEHHH B CyCTaBax NPaBoil HOTH H3-3a
cnaboct Mbnuu 6eapa, roneHH. HeBoIMOXKHOCTB CTOATL Ha
NATKE U HOCKE NPaBoi HOrH. [10BEPXHOCTHAA H IYGOKOMbI-
lIeYHas 4yBCTBHTENLHOCTL COXpaHeHa. BepreGpanbHuiiic-m
He BoipakeH. CyxoxkHuabHble peduiekchl ¢ BEPXHHX KOHeu-
HOCTe#t  kuBble, 6e3 pa3HuLbl. C HHXKHHX KOHEUHOCTEH:
CNIpaBa — OTCYTCTBYIOT aXH/I0B, KOJNICHHBIH, KPEMacTEPHbIi,
AHanNbHBIH, HHAKHU{ OpIOLIHOM pedaekchl, c1eBa — CHHKEHbL
AXH/UTOB, aHA/ILHBIA, HHXHHi OptowHoit. [MaTonornuecknx
pedekcos HeT. BusiBnaioTca cnpoBoudpoBanHbie Gpacunky-
JIAUMH B MBILILAX BEPXHHUX H HHXHHX KOHEYHOCTEH, MbiLil-
uax CIHHbI, FPYIHOH KJIETKH, @ B Mblluuax npasoro Geapa
H TOJIEHH NEPHOAHYECKHE CMOHTaHHBIE(ACLUHKYNAPHBIE MO-
Aeprusanus. Brissaserca nerkas cybarpodus Hamtonaroy-
HbIX MbILLLL, GoNlee OTYETIHBaA CMpaBa.

[No nanubiM cTMynaunonsoir DJHMIC peructpuposan-
€Sl aKCOHANBHBIA THII NIOPaxkeH HA MOTOPHBIX BOJIOKOH NpPaBo-
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ro 6efpeHHOro, 60nbwe6epLyoBOro 1 nesoro ManobepLoBoro
HepBoB. [MOKasaTeny CEHCOPHOro oTBeTa 6GblNM B Mpefenax
Hopmbl. [laHHble MPT ronoBHOro mosra, LeiiHoro, rpya-
HOro W NOSICHUYHOrO OTAENOB MO3BOHOYHMKA - B Mpegenax
HOPMbI.

OTCYTCTBME KAMHWYECKNX MPWU3HAKOB MOPaXKeHWUs nu-
pamMujHoro TpakTa Ha MOMEHT Hayana W B npouecce pas-
BUTUA 3ab60NneBaHMA MO3BOAUAN  UCKNIOUYUTL MaTONOrNI0
IMoTOHelipoHa. OfHako Hanuuue aTpoduii, runopednekns un
Hannune akCoHanbHbIX MOTOPHbIX HapyLleHWi 06ycnoBuamn
nposecTn AuddepeHLnanbHy0 UarHOCTUKY — NOPaXeHns
nepugepuyecknx HepBOB (MOTOPHAaAMONMHeponaTns), Ko-
pelwkoB (pagukynonatus) ¥ CO6CTBEHHO Nepuepuyeckoro
MOTOHelipoHa. AHanun3 UMelLWNXCca faHHbIX: MefneHHas An-
HamuKa pasBUTUA MpoLecca, aCUMMeTPUYHOCTb NOopaXKeHus,
BbIP@XXEHHbIX aTpoduii 1 napesa MblLL, NpaBoii
HOTW, OTCYTCTBME HapyLeHWi BCeX BUAOB YYBCTBUTENbHO-
CTW, OTCYTCTBME M3MEHeHU i Ha MPT nosicHM4YHOro oTAena
MO3BOHOYHWKA, AaHHble CTUMYNALMOHHON SHMT (Hannune
aKCOHanbHOro TUMa NOPaXeHWs MOTOPHbIX BOJOKOH, OTCYT-
CTBME CEHCOPHbIX HapyLIeHWid) - MO3BOAUA MPeAnoNoXUTb
Hanuume nopaxeHus MMOTOHepPOHAa Ha MOSCHUYHOM YPOB-
He, W Kak MposiBNEeHNe ero NnopaxeHus - MOHOMENNYECKOMn
(thokanbHO) POPMbI CAMHaNbHON amnoTpodun (PUCYHOK).

OfHako, yepes nonTopa roja y nauyueHTa nosBUAUCH
xano6bl Ha cnabocTb B N1eBOIA HOre U pykax. Mocne nposege-
HUA CTUMYNALUNOHHOW QHMTI B/K 1 H/K perucTpmpoBanmnch
reHepann3oBaHHOTO aKCOHaNbHOTO MopaXKeHus
MOTOPHbIX BOMIOKOH MNeputhepuyecknx HepBOB BEPXHUX WU

Hanunune

npn3Haku

HWKHUX KOHEYHOCTel C Npu3Hakamy BOBNEYEHWUS MOTOHEN-
POHOB Ha LWEHOM W NOSCHUYHOM YPOBHAX.

B Hos6pe 2011 r. B «Hay4YHOM LeHTpe HeBpONOrUW»
PAMH npoBegeHo wuronbuatoe OMI o6cnegosanmne. Wc-
cnefoBannch YeTbipexrnasas Mbllila 6egpa cnesa u cnpasa,
nepefHas 6onblwebepuoBas MbilwLa cnpasa, 1-1 MEXKOCTHas
MbILILA KACTW. MMonyyeHHble flaHHble COOTBETCTBOBAN
OMI KapTuHe, HabntoJaeMoli NpW CMWHaNbHOW aMuoTpo-
®uKn, HO C PAAOM 0COBGEHHOCTEN, He XapaKTepHbIX ANA AaH-
HOW natonorun. BbiiBNeHbl MPWU3HAaKW TeKyllero AeHepsa-
LIMOHHOrO npouecca BO BCeX MblliLax, 605ee BblpaXeHsbl
cnpasa. B npokcMmManbHOA MblliLle crnpaBa COXPaHWNOCH
Wb Hebonblwoe uyucno [JE B rny6okux CNOAX MbllWLbl,
MblILILA HAXOAMTCA B CTaAUN [eKOMMeHcauun u 3ameliaeTcs
COEAMHUTENbHON TKaHbiO. B 0CTanbHbIX MbIWLaX perncTpm-
pytoTcs M®LL, ykasbiBatolime Ha HelipoHanbHbIA XapakTep
natonornn, B Mblllax CneBa BbiABAeHbl ruraHtckue MAE
(13594 mKB), cBugeTenscTBytole 0 60nee paHHeM Hadvane
naTonornu, Yem cYuTaeT 60NbHON.

B wione 2012 r. nayneHT o6cneoBanca B HEBPOJO-
rMyeckoil KnuHWKe B MunaHe, rfie AOMNONHUTENbHO Gblau
nposefieHbl ayToummyHHble TecTbl (ANA, ENA, ANCA,
APCA, DNA HaTuBHas), aHTUTeNa K rnaguHy, aHaoMun3unio,
TpaHCrayTamMnHase, reHeTU4eckoe TecTupoBaHue (MyTauuu
reHa Mefjb-UMHK 3aBUCUMOW CynepoKCUAANCMYTasbl), ce-
ponorunyeckne TecTbl Ha HeliponHdekuun (nccnegosaHme
nuksopa CMXX (IEF) n uccnegosanms aHTuten K Borrelia).
Pe3ynbTaThl McCNefoBaHWA  OTpuLaTenbHble.
YecKUX W3MeHeHWn Ha MPT ronoBHOro mosra, CrWHHOIO

Martonorun-

PucyHok. [le6i0T 3a6oneBaHnA pacLeHnBancs Kak MOHO-
Menuyeckas opma ammoTpopum

MO3ra, NO3BOHOYHMKA HE BbIfiBNEHO. MOTOpPHbIE Bbl3BaHHbIE
noteHymnansl u CCBI - nokasatenn B npegenax HOPMbI.
M3 HelipoBM3yanu3aLuMoHHbIX METOAOB TakKxe NpoBeAeHa
MynbTucnupanbHas KT MHTepecyloLero oTpeska no3BoHOY-
HUKa C MOCnefyloLeid MynbTUNNOCKOCTHOW pedopmauneil,
4TO MO3BONMUO BbIABUTb QHOMaNWI0 PasBUTUS MO3BOHKOB
C7- Th5. Mo AaHHbIM NpOBeAeHHOro ob6cnefoBaHns 6Gbino
CAenaHo 3ak/lueHne: KAMHUYECKan KapTWHa XapakTepu-
3yeTcs HEBPOreHHOW amMuoTpodmeil, B KOTOPYIO BOB/IEUEHbI
NPevMyLLeCTBEHHO HWKHUE KOHEYHOCTU, acCOLMUPOBAHHOM
C NpU3HaKaMn XPOHUYECKOI feHepBaLum TakxKe U B BEPXHUX
KOHEYHOCTSX.
ABUraTenbHbIX NyTell Kak nepudepnyecknx, Tak u LeHTpanb-
HbIX. CHUXEeHMe aMnanTyabl M-0TBeTa CBUAETENbCTBYET 06
aKCOHaNbHOW MOTOPHON fereHepauuu. Takue pesynbTaThbl
yKasblBaloOT Ha natonoruto Il MOTOHelipoHa, reHe3 KoTopoi
rUNOTeTNYECKN MOXHO ONpPefennTb Kak NepBUYHYIO fereHe-
paumto. TpWHMMas BO BHUMaHWe ee Mef/ieHHOe pasBuUTUe,
Heo6X0A4MMO BbINOAHUTE KNMHWUKO-HEBPONOTUYECKUI KOH-
Tposib 1 SHMTI-OMT npumepHo uvepes 6 MecALEes.

OTCYTCTBYHOT M3MEHEHWUS| YYBCTBUTENbHO-

3akntoueHue

B Hawem HabniogeHnn
aTUNWUYHbIA  BapuaHT MeANEHHOro pasBUTUA CMUHaNbHOMN
amnoTtpotunKyrensbepra - BenaHfepa, BepoATHO cnopagu-
Yeckuil cnyyail. B nutepatype nMeloTCA AaHHbIe O MO34HEM
Hauane 3aboneBaHNA. YKa3blBaeTCH Ha ayTOCOMHO - peLec-
CUBHbIA TUN HacnefoBaHWf, a TakxXe, Ha crnopajguueckuit
xapakTep 3aboneBaHus. [iBuratesbHble HapyLUeHUS Xapak-
Tepu3yloTca pa3BUTUEM aTpoduii U Nape3os B MPOKCUManb-
HbIX OTAenax pyK ¥ Hor, B MbIlILaX M1e4eBOro W Ta3oBOro
nosca. MbllLbl FON0BbI OCTAlOTCA WHTaKTHbIMKU. Habntoga-
eTcs apedrekus, BbIXOAsALLAA 3a 30HY pasBUTUA aTpoduil un
napesos.m

Mbl CUMTaem NMEET MeCTO
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