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bOKOBO aMHOTPOMYECKHN CKNEPOo3 ¢ pacluMpeHnem
UEHTPaNbHOro KaHana GNUHHOIO MO3ra no AaHHbIM
MarHuTHO-pe30HaHCHOH TOMOrpatum

[lpedcmasnen nHemunuunslil cayyaii couemanusi 60Kk08020 amuompoghuueckoeo cknepoda (bBAC) u pacuiupenus yeHmpanbHo2o KAHAAA — Uo-
pomuenuu. CroxcHocms ouazHocmuxy 00ycroenena Haauvuem y 601vHoe0 HemunuHoix 014 BAC npusnaxos, maxux kak Hauano 8 MoA00om
6o3pacme, MeONeHHOe NPOPECCUPOBAHUE ¢ ONUMENbHBIM B06AEHEHUEM NPEUMYUECMBEHHO 00HOU HOU, A MAKIce pACUIUPeHUe YeHMPAAbHO-
20 KAHAana CNUHHO20 M032a Ha yposHe men Turix no 0aHHbIM MacHumHo-pe3oHancHol momoepaguu (MPT). [Ipedcmasnervr KauHuveckull
cayuaii, 0030p cospemeHHol aumepamypot, nocesuerHoll Kaunuveckum u MPT-npusznaxam BAC u ougpgheperyuansvroii duaenocmure 60ae3-
HU 08U2AMENbHOO0 HeliPOHA.
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The paper describes an atypical case of amyotrophic lateral sclerosis (ALS) concurrent with extension of the central canal — hydromyelia.
Diagnostic difficulty is due to the presence of symptoms which are atypical for ALS, such as early age of onset, slow progression with long-term
involvement of one leg, as well as extension of the central canal of the spinal cord at the level of Tuix bodies, as evidenced by magnetic
resonance imaging (MRI). The paper presents a clinical case, a review of current literature on the clinical and MRI signs of ALS and on the

differential diagnosis of motor neuron disease.
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Bbonesnb gBurarenbHoro Helipona (BJIH) — HelipoaereHe-
paTuBHOE 3a0oJieBaHUE, XapaKTepu3yrolleecs TMOe/blo 1eHT-
PaJIbHBIX W/WTU TIeprudepruiIeckuXx MOTOHEMpPOHOB, HEYKIOH-
HBIM TIPOTPECCUPOBAHNEM U JIETAIbHBIM UcXoaoM [1, 2].

CornacHo kinaccudukamuu F. Norris [3], B 80% ciayuaeB
BIH npencraBieHa GOKOBBIM aMUOTPO(MUYECKHUM CKIEPO30M
(BAC), B 10% — mporpeccupyoimmnM OyJa60apHbIM MapandoM
(ITBIT), B 8% — mporpeccupymoleii MBIIIEYHONW aTpodueis
(ITMA; n3oaMpoBaHHOE MEJIEHHO MTPOTPECCUPYIOLIEe opaxe-
Hue repudepruIecKoro MOToHeiipoHa), B 2% — mepBUYHBIM 60-
KOBBIM CKJIEPO30M (M30JIMPOBAHHOE MEJIEHHO MPOrPeccupyio-
1ee nopaxeHue HeHTPaTbHOTO MOTOHEHPOHA).

Hnsa nuarHoctrku BAC Mcnofb3yloTcsl KIMHUKO-HEHpo-
dbuszuonornyeckre Diib-DCKOPUATbCKUE KPUTEPUU, MIEPECMOT-
pennsie B 2015 . Helipoduznonornueckue acmekTsl Diib-DCKo-
pUATBCKUX KPUTEPUEB ObUIM NETATU3UPOBAHBI B KPUTEPUSIX
Awaji, XOTSl MocjeNHNEe PEAKO MCIONb3YIOTCS B KIMHUYECKOM

npaktuke [4]. U3BecTHO, uTo BAC He mmeeT crieupuIecKux
HeWpOBU3YaTN3allMOHHBIX TIPU3HAKOB.

[MpuBoanM KTMHUYECKOE HAOTIONEHNE TTAlIUEeHTa C COoUe-
tanueM BAC u ruppoMuenuu, BoISIBICHHOM TP MarHUTHO-pe-
3oHacHoii Tomorpacduu (MPT).

boavnoii P., 34 nem, 6onen ¢ nosopa 2013 e., koeda nossu-
AUCL Hacmvle HOYHble KPAMNU 8 NPAoil UKPOHONCHOU Mblidye.
B sneape 2014 e. ommemua ceucanue npagoii cmonvt, noxyoauue
npaeoil 2onenu u mvluieyHvle nodepeusanus 6 neil. Toeda jce npu
0CMOmMpPe YCMAHOBACHO: 8 HUNCHUX KOHEUHOCMAX MblUEYHAS CUAd
cnpasa — 5 641108, Kpome Moliuy-pazeubameneil cmonsl, ede oHa
cocmasasina 2—2,5 banna; creea — 5 6an1068; nosvlieHue KoACH-
HbIX peghrexcos, eunompopus Moy, nPpagoll oAeHuU, OMCymcmeue
yyecmeumenbHolx u opyeux napyuenuti. Caabocmos 6 Hoee u ee no-
XyoaHue medaeHHo npoepeccuposaru 0o mas 2014 2., nocae ueeo
cocmosiHue cmabuau3upo8ansoCh U HOBbIX CUMNMOMOE He NOSA6AS-
aocvb. B mapme 2015 e. 6H06b 603HUKAU NPU3HAKU 3A001€8AHU.
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MPT (3T) nozeéonounuxa é caeummanvHoil npoekyuu (a) u epyorHoeo omaoeaa no360HOYHU-
Ka 6 akcuanvHoll npoexyuu (6) 6oavHoeo P., 34 niem. a — ocmeoxoHdpo3, cnoHour0apmpo3
WeliH020, 2pyOH020, NOACHUYHOR0 0MOen08, neeKue cpedurHble npompy3uu duckos Cvi—Ti,
T, T, Tvi-vi, Tix-x, 8b10yxatoujue 6 no360HOUHbLI Kanaa Ha 1,5—2 mm, 6e3 npusHaxos
KOMApeccuu CHUHHO020 M032a U Kopeuwkos. Iemaneuoma npagoix omaenos mena T pazme-
pom 1 cm. Jleekoe HepagHoMepHOe pacuuperue yeHmpaibHo20 KaHAAA CRUHHO20 M032a HA
yposre men Tui-ix 0o 1—1,5 mm. Cpedunnwie epviocu ouckos Lii-w, Lwv-v, Lv—Si, ebi6yxaro-
ujue 8 NO360HOUHbII KaAHAA Ha 5 MM, 6e3 NPUZHAKO08 KOMAPEeCCUU CRUHHO20 MO32a U Kopeul-
K08; 6 — necKoe HepasHOMepHOe Paculuperue YUeHMpalbHo20 KaHala CNUHHO20 M032d Ha

ypoere mea Turix 0o 1,5 mm

TIpu o6caedosanuu 6 npagoii Hoce OMMEHANUCH BbIPAICEHHAS AM -
Dpodus Mbluy 204eHU, 8 60AbUell CeneHU NePOHeaNbHOU epynnbl U
6 MeHbuiell — Mbluy 3a0Hell 2pynnvl Oedpa, cmennayc cnpasa,
axunnoe pegpaexc omcymcemeosan, KOACHHuLU peaeKc 6biCOKUIL.
B n1e6oii Hoee namonoeuu He 8bI61€HO, KPOME 0NCUBACHUS KOACH-
Hoeo pegaekca. K nemy 2015 e. nossuaucy kpamnu 6 160l UKpPO-
HOJICHOU Mblulye, 3amem — OUjyujeHue MbluedHbIX N00epeUBAHULL
no ecemy meny, 604e3HeHHble MblUleYHble CNA3MbL 8 MYCKYyAamype
HUJICHUX KOHEeYHOCmell, Jcuéoma U uieu, 803HUKAsuIUe 60 8peMs
YUXAHUS UAU cOosepuieHUs pe3Kux dsunceruil. becnokouno ouyuje-
HUe HeN0BKOCMU 8 1e60ll Hoze.

[lpu o6sexmugnom ocmompe: CO3HAHUE ICHOe, KOCHUMUBHbIE
dyukyuu ne Hapyuienst. Ilpu o6caedosanuu uepenHvix HEpeos na-
monoeuu (6 mom yucae 6yab0apHO-nce8000y1b0aPHbIX CUMNIMOMO8)
He onpedeasemca. B pykax — cuna Hopmanvhas, pegexcot 0icué-
nenHvle. B Hoeax — dugpghysnas epybas ampogus mviuiy, npaeoii 2o-
AeHU U 6 MeHbulell cmeneHu npasoeo dedpa. Moiuweunas cuia é HO-
2ax: cnpasa NPoKcumManvho — 4 6anna, OUCManbHo 8 MblUUAX-ceu-
bamensx cmonvl — 2 6anna, 6 paseubamensx — 0 6airnos. Ilpu xods-
be Habawdaemcs cmennadc cmonwt cnpaga. Creea CHUMNICEHUS CUAbL
6 Hoee He @blsieaeHo. Buvicokue KonenHole pegrexcol — S>D, 6bi3bi-
BAIOMCSL C PACUIUPEHHBIX 30H. AXUAN06 pedaeKc Cnpasa He 8bi3bl6a-
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emcs, cneea — wcusoil. Cumnmom babun-
ckoeo cnesa. Habniodaromes edunuunvle
KpynHole acyukyiayuu @ KOHeyHOCmsX.
Yyecmeumenvrocmos He Hapyutena. Tazo-
8ble yHKyUuu 6 Hopme. KoopounamopHhoie
npodbl 6binoaHaem y0081emeopUmenbHo.

IIposedensvi donoaHumenvHvle Uc-
caedosanus. B 2014 e. npu MPT noscruy-
HO20 omdena NO360HOYHUKA Bblsi6AEHbI
npompy3sus oucka L, cpedunnas epuvioca
ducka Lv, cnondunroapmpos Lv—S..
B 2015 2. npu MPT 201061020 M03ea hamo-
n0euu He obHapyicerno; npu MPT epyoroeo
omadena no360HOYHUKA — HE3HAYUMENbHOe
pacuiupenue KaHana cnuHHO20 Mo3ed HA
yposre Tv-vi. B 2016 e. npu MPT cnunno-
20 mozea (3T) onpedensiauce ocmeoxoHo-
D03, CHOHOUA0APMPO3 WeliH020, PYOHORO,
NOACHUMHO20 0MOeN08, AeeKue CpeduHHble
npompysuu ouckoe Cvu—Ti, Tu-m, Tur-w,
Tvi-vi, Tix-x, evlOyxarougue 8 NO360HOUHbLI
Kauan Ha 1,5—2 mm, 6e3 npusHaKos Kom-
npeccuu CHUHHO20 M032a U Kopeuikog. le-
Maueuoma npasvix omaoenoe meaa Tm pas-
mepom 1 cm. Jleekoe HepagHomepHoe pac-
wupenue yeHmpaibHo20 KaHaa CRUHHO20
mosea Ha yposue men Tu-ix do 1—1,5 mm
(cm. pucyHok, a, 0).

B mapme 2015 e. ewinoanena
ueonvuamas snekmpomuoepagus (IMT),
6bl56/1€Hbl NPUSHAKU 0eHep8ayuu U peur-
Hepeauuu 80 8cex UccAe008aHHbIX MblUi-
yax (nepeduss 6oavulebepy08as Molulua
¢ obeux cMoOpoH, 1amepanbHas 20406Ka
uembipexenagoii mvluiybl 6edpa cnpasa,
Npaeoil UKPOHOMNCHOU MblULYbl, O0OU4ULL
paszeubameny naivuyes cnpasa, 0eavmo-
BUOHAS MblUYA CNPABA), Kpome Kpyeo-
6ol mviuysl pma. Ilpu s1exkmponeiipo-
muoepaguu 06HapydIceHbl NPUBHAKU NOPAXCEHUs AKCOHO8 MO-
MOPHBIX B80A0KOH Npagoeo manobepyosozo u 0601buiebdepy,06020
Hepeog. Boeaeuenus e namonoeuueckuii npoyecc ceHCOPHbIX 80-
NOKOH UCCAe008AHHbIX HEPBOB He OMMEeUEHO.

IIpu nosmopnoit IMI (2016 e.) Habarwodarace ompuyamens-
Has OUHAMUKA 8 8U0e HApACMAHUsl NPU3HAKO08 0eHepeayull 8 npasoil
UKDPOHOJICHOU U hepedHell 001buledepy080il MblUUaX, 8 MeHblulell
CmeneHU 8bipadceHtas 8 1eeoli nepedreti 601buUIeOepl080ll Mblulye.

B 2015 e. 6 c6a3u ¢ nodo3peruem Ha mMyavmughoKaibHyo Mo-
mopuyto nHegponamuio (MMH) ¢ 6aokamu nposedenus: 8binOAHEHO
onpedenerue anmumen K eaveauosudam IgG + IgM (GM:, GM>),
nogvlleHUs mumpa aHmumen He 8bisi81€Ho.

B obwux kaunuveckux ananuzax kpoeu, mou, duoxumuue-
CKUX anaau3ax kposu, xoaeynoepamme, npu Y3HU wumosudnoii
Jcenesnvl U 0pearnos OPIOWHO NOA0CMU NAMOA0CUYECKUX USMEHEHUT
He 00Hapy’CeHo.

Obcyxnenue. Y Halllero naiyeHTa IJIaBHBIM HEBPOJIOTUYe-
CKUM CUHIPOMOM, C KOTOpPOro 1e0l0TUpoBasio 3abojeBaHue U
KOTOPBII ITUTEIbHO OCTaBalICs BEAYILUM, SBIsLIAch aTpodus
MpaBoil HOI'M — TaTosiorusi, Tpedytomas nuddepeHIMau ¢
LIMPOKUM KpyroMm 3abosieBanuii. [Tpu nuddepeHumanbHol au-
arHOCTHKe aTpohUM 1/UH CTa00CTH B OMHOW KOHEYHOCTH BaX-
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HNuaenocmuueckue kpumepuu u kameeopuu bAC

JInarHocTHYeCKNe KPUTEPHH TpeGoBanus

Knaunnuecku gocroBepHbiii BAC

TTpusHaku nopaxenust [IMH u LIMH B tpex otaenax LIHC u3 yeTbipex BO3MOXKHBIX (CTBOJI TOJIOBHO-

TO MO3Ta, IEHHbIN, TPYAHON U MOSCHUYHBINA OTIAEJbI CIIMHHOTO MO3Tra)

Knmnamuecku BepositHbiii BAC

ITpusnaku nmopaxkenusi [IMH u LIMH B nByx oTnenax — HeKoTopsie nmpu3Haku ropaxenust IMH po-

cTpajibHee (Bbille) Mpu3HakoB nopaxenus [IMH

KauHuyecku BepOsITHBII,
J1abopaTOpHO MOATBepXKIeHHBIH BAC

TMpusHnaku nopaxenust [IMH u LIMH B ogHoMm otaene LIHC (uau To1bKO MpU3HAKK TTOPAKEHUS
LIMH B omHOM OT/IEINE) ¥ JTaOOPaTOPHO MOATBEPKIeHHbIe DM -TIpU3HaKN XPOHMUYECKOU U OCTPOH JIe-

HEpBallMu B IBYX U 0oJiee MbIIILAX B JBYX 1 06oJiee KOHEYHOCTSIX

BosmoxHbiit BAC
u 6onee otaenax LITHC

TTpusHnaku nopaxkenust [IMH u LIMH B onHoMm otaene LIHC unu npusHaku nopaxkenust LIMH B aByx

IIpumeyanue. [IMH — nepudepuyeckuii MoToHeiipoH; IMH — LieHTpaibHbIE MOTOHEHPOH.
|

HO YUYUTBIBATh IMPEXJAE BCEro HaJIUYUE WU OTCYTCTBUE MHUpa-
MuAHOM cuMmnTtoMaTtuky [S5]. [TocKoabKY nmupaMugHas CUMIITO-
MaTuKa y 60JIbHOTO Ha HayaJIbHBIX 3TallaX OTCYTCTBOBajA, TUd-
depeHIInaTbHYIO TUaTHOCTUKY TTPOBOIMIIN C TAKUMU 3a00JIeBa-
HUSIMU, KaKk MOHoMmenunuyeckass amuorpopus (MMA) HuxHeit
KOHEYHOCTH, CITMHAIbHAs MbllIeuHas arpodust, [IMA. [Inartos
MMA Mmor ObITh TPAaBOMOYEH, YYUTHIBasi pa3BUTHE MPOTPECCH-
pylonieit aTpory KOHEYHOCTU B MOJIOJOM BO3pacTe (He SIBJISTIO-
LIEHCsST CIIEICTBUEM TTOJTMOMUEIIMTA WIM TPaBM) B COYETAaHUU C
Kpammu 1 pacuukysiiusimu (Habmomatotest B 20—30% ciayuaes
MMA) [5], a Takke OTCYTCTBUE YYBCTBUTEIBLHBIX U OYJIHOAPHBIX
paccTpOCTB ¥ MPU3HAKOB aTpodUM CITMHHOTO MO3Ta M CTEHO3a
TMO3BOHOYHOTO KaHaJjia, BbisiBsieMbIX pu MPT.

[Iporpeccupyionive U30IMpPOBaHHbIE JBUTATENIbHbBIE pac-
CTPOMCTBA C CUMIITOMaMM aMUOTPO(GUU KOHEUHOCTH TTO3BOJISI-
JIV TIpe/IToJiaraTh TakXKe HaIWIue CIIMHAIBHON MBIIIIEYHON aT-
poduu B3pocnbix 1V tumna (Bapuant Apana—/lromrenna). OnHa-
Ko [is BapraHTta ApaHa—/lionieHHa XapakKTepHbl CUMMETPUYI-
HOCTb MBIIIEYHOM C1a00CTU U aMUOTPOGUIA, a TAKKE CHIKEHUE
JINOO OTCYTCTBUE CYXOXKUJIBHBIX PeIeKCOB.

HuddepeHunanbHast guarHoctuka ¢ MMH ¢ 6i1okamu
MPOBENIEHNS, TOMUMO KIMHUUYECKHUX TAaHHBIX, OCHOBBIBAJIACh Ha
OTCYTCTBUE TaKMX BaXKHBIX €€ MPU3HAKOB, KaK HaJIMune 61oKa
MPOBEICHHUS [10 MOTOPHBIM BOJIOKHAM (He MeHee 30%) 1 ITOBbI-
LIEHWE TUTPpa aHTUTEN K raHrmnosngaM GM [6].

BmMmecTe ¢ Tem mosiBieHME Y MalMeHTa B IMOCIEAYIOLIEM
HOBBIX ITPOSIBIEHUI — IMMOpakeHUsI IIEHTPaJIbHOTO MOTOHEpOHa
B BUJIE MTUPAMUIHON CUMITTOMATUKN B KOHETHOCTSIX, TIaTOJIOTH-
yeckoro cumrnroma babuHckoro cieBa u 9MI -Tipu3HaKoB Xpo-
HUYECKOTO MEIJIEHHO TPOTPEeCCUPYIONIETO MOPaKeHUsI MOTO-
HeMPOHOB MOSICHUYHOTO U LIEHHOTO0 YTOIIEeHUSI (3a IpeaeaaMu
aTpo(UPOBaHHON KOHEYHOCTH) — OMPOBEPraao rnepBoHayasb-
HblEe JMAarHo3bl M TIO3BOJISIO C HAWOOJbIIEl BEPOSITHOCTHIO
npenanoJiaraTh HaiMuue 6oJe3Hu MotoHeipoHa (BAC).

Ha ceromusiamii NeHb «307I0TBIM CTAHAAPTOM» JTMArHO-
ctuku BAC ocTaiorcst iepecMOTpeHHbIE DIIb-DCKOPUATbCKIE
kputepuu (2015).

Cumnmombt, Heobxodumble 015 ycmarosnenus ouaerno3a bAC:

* TIopaXkeHMe [EHTPAJIBHOTO (IO KIMHUYECKUM TaHHBIM)
" niepudeprIecKoro (1Mo KIMHWUYECKUM U JIeKTPO(DU3NOI0TH-
YeCKUM JIAHHBIM) MOTOHEHPOHOB;

* TIporpeccupoBaHue 3a00IeBaHUS TIPU YCIIOBUY UCKITIO-
YEeHUsT BCEX IPYTUX BO3MOXHbBIX TIPUUMH MAaTOJOTUU TIO PEe3yib-
TataM DMI 1 HelipoBU3yaIM3allMOHHBIX UCCICAOBAHMIA.

JuarHo3 BAC ycraHaBiuBaeTcsl ¢ pa3iMYHON CTEMEHbIO

JIOCTOBEPHOCTH, UTO OTPEAEISIETCS] YNCIOM BOBJICUEHHBIX B Ta-
Tojorndeckuii npouecc oraenoB LIHC no gaHHBIM KiIMHUYE-
ckoro obcienoBanust u OMI |7, 8].

JuarHoctuyeckue kputepuu u Kareropuu bAC, cornac-
HO DJib-DCcKOpUaNIbCKUM KpuTepusiM 1994 1. ¢ yueTom repecmo-
tpa B 2015 1., IpuBeACHHI B TaOIUIIE.

IMT-npusnaxu, Heodxodumvle s noomeepiicoenus BAC:

* HeBpOIaTUYECKUe MPU3HAKU B BUJE MOTEHIMATIOB 1BU-
raTeJIbHBIX €IWHUIL YBETUICHHOM aMITTUTYIbI U JTUTSTILHOCTH,
royina3HbIX TTOTEHIINAJIOB,

* MPU3HAKK OCTPOU U XPOHUUECKOU eHepBaluu (CITOH-
TaHHas aKTUBHOCTD MBIIIIEYHBIX BOJTOKOH — MTOTEHIIUAbI (hU-
OpWILISIINI, TOJIOXUTEIbHBIE OCTPbIE BOJHBI); MOTEHIUATbI
bubpunnsguuii — xapaktepHblii cumnTom BAC, omHako ux
pacIpoCTPaHEHHOCTh MOXKET BapbUpPOBaTh, OTCYTCTBUE ITUX
TMOTEHIIAIOB cTaBUT nuarHo3 BAC 1mox coMHeHue, HO He UC-
KJIo4aer ero [7].

K HacTosimieMy BpeMeHM OMMCAHBI KaK TUMWYHBIN,
«knaccnueckuii» BAC, Ttak u arunuunHbie ero ¢opmbr: T1BI1,
cuHapoM «cucariux» pyk (Flail arm syndrome, BapuaHT
Bronenunana—bepHrapara), cuHapom «cBucaromux» Hor (Flail
leg syndrome), [IMA u niepBUYHBII JJaTepabHbIi CKIepo3 [8].

TpynHoctn muarHocTuku BAC 3akimodaroTcsl B HATMYUKA
ATUTTMYHBIX (HOPM, TIPU KOTOPHIX JOCTATOYHO HOJTO KaK B Ha-
LIeM clly4yae, MaTOJOTMYECKUH MPOLIeCC MOXKET OrPaHUIMBATHCS
JIMIIIb OIHOM YacThlo Teda (Hampumep, KOHeuyHocThlo) [2]. Jlo-
KaJIbHbIe KITMHUYecKue TipostBiieHust ipu BAC TipencraBiieHbI B
BHUJIE CJTa00CTH B OJIHOI KOHeuHOCTH (110 60%), Oy 1b0apHOii 11~
cynkimu, npossistoweiics nusaprpueit (30%). Ha Havaib-
HbIE TPOSIBTICHUST B BUe (DPOHTOTEMITOPAIbHON IEMEHIINN WU
JIBIXaTeJIbHOM HEIOCTATOUHOCTU MPUXOAUTCS 1o 5% Habmwome-
Huii [4]. [Toka3zaHo, uyTo ABUraTebHbIe HapylieHus rpu BAC B
98% ciydaeB HAaUMHAIOTCS B OMHOM YacTu Tenia [9]. Y 29% nanu-
€HTOB HaYaJIbHbIe CUMITTOMBI TIOPaKEHUSI KOHEUHOCTH TTOSIBIISI-
JINCh UMEHHO B HUXKHE KOHEYHOCTH.

KnuHuveckuit ombIT CBUIETENBCTBYET O TOM, UTO Yy HEKO-
TOPBIX MaLMEHTOB MOPaXXEHUE MOXET CYIIEeCTBOBATb U30JIUPO-
BaHHO B OJIHOM CIIMHAJbHOM OT/eJieé B T€YEeHUWE MHOTHUX JIET.
M xoTs1 cTonb MeIIeHHOE TIPOrpecCpoBaHe OMMCAHO JIWIID B
HeOOJIBILIOM KOJIMYEeCTBE HAOJIOACHUI, OYEBUIHO, UTO TaKOM
BapuaHT TOPaXXEeHMsI TIPOTEKAaeT He TaK OBICTPO, KaK Kilaccuye-
ckuii BAC, 1 BBDKMBaeMOCTb Y 3TUX MallMeHTOB BhIte [10].

VY Haniero malnueHTa 10 pa3BUTHUsSI MMPAMUIHON CUMITO-
MaTUKU KJIIMHUYecKasl KapThuHa Oblja cxoxa ¢ TakoBoit [TMA.
Ha ceronnsitinuit nenb [IMA otHocsT K ogHolt U3 dopm BAC,
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XOTSI HE BCE CIEIMAJTUCTBI TIOIIEPKUBAIOT TakKoe MHEHWUE.
Kpaiine menneHHoe pa3BUTHEe 3a00JIeBaHUs (MHOTIA B TeUCHUE
20 51eT), OTCYTCTBUE MUPAMUIHBIX CUMIITOMOB M OYyJIbOapHBIX
paccTpoiicTB otanuaioT ero oT bAC. B penpe3eHTaTUBHOM MC-
clieloBaHuU Moka3aHo, yTto ajist [IMA xapaktepHbl 60s1ee 1Mo3/-
Hee Havyajio U 0JaronpusTHoe TeueHue 1o cpaBHeHuto ¢ BAC, u
3TO TTOIIEPXKUBACT TUTIOTE3Y O HO30JIOTMUECKON CAMOCTOSITEI b~
Hoctu maHHOU ¢dopmel BJIH. Ho B maTtomopdomornueckux,
HENPOBU3YAIN3aLIMOHHBIX 1 3JIEKTPODU3NOJOTUUECKUX UCCIIe-
JIOBAHUSIX, HECMOTPSI Ha OYEBUIHOE TTPEUMYILIECTBEHHOE TTopa-
JKEHUE CErMEHTapHbIX MOTOHEUPOHOB, B 3HAYUTEIbHON YacCTH
ciyyaeB [TMA BbISIBJIEHO BOBJIEUEHME B HEpOiereHepaTUBHbII
TpoTIecC MUPAMUIHBIX TyTEld 1 MOTOPHOI KOPBI, YTO TTOATBEP-
KIaeTcs U apyrumu padortamu [11, 12].

Kak n3BectHo, BAC He nMeeT XxapaKTepHbIX MPOSIBICHUI
npu MPT. B 6osiee paHHUX COOOILIEHUSIX TIPEATIONarajoch, YTo
CTpYKTypHbIe udMeHeHust mpu BAC MOryT ObITh BBISIBJICHBI TTPU
MPT B BuIe TUTIEpPUHTEHCUBHOTO CUTHAJIA B KOPTUKOCITMHAITb-
HBIX TpakTax Ha T2-B3BellleHHBIX M300pakeHusIx. OMHAKO Ta-
KHe TIPU3HAKU UMEIOTCS 1 Y 3M0pOoBBIX Jiozeii [ 13]. [To maHHBIM
HemaBHUX MPT-uccinenoBaHuii, y HEKOTOPBIX IAIIMEHTOB C
BAC oOHapyKeH TMITOMHTEHCUBHBIN CUTHAJI B MOTOPHOI KOpe
Ha T2-B3BeleHHbIX U300paxkeHusx [14]. Takke BbIsIBJIeHA Ma-
TOJIOTUST GEJIOTO BeIlleCTBA B KOPTUKO-CITMHAIBLHOM TpakKTe U
MO30JIUCTOM TeJie, YTO TECHO CBSI3aHO C KIMHUYCCKUMM TTPH-
3HaKaMM TIOpaKeHMSI BEpXHETO0 MOTOHelpoHa. JIoKaau3oBaH-
Hble aHOMAJIUM CEpOro BEIIeCTBa, MPOSIBISIONINECS Oyandap-
HOM aucyHKIIMENH, HaliAeHbI B TONOrpachuyecKu COOTBETCTBY-
[011Ie#1 00J1aCTH JIEBOM MOTOPHOI KODBI, a TaKXKe B 00sactu bpo-
Ka ¥ ee TOMOJIOTaX, OTBEYAOIINX 3a IIaBHOCTh peun. [inTeb-
HBII aHAJIN3 TTOKa3aJl MPOrpecCUpyrole U IIMPOKO pacipo-
CTpaHEHHbIC U3MEHEHMS B CEPOM BEIECTBE, B TOM 4Hcjie B Oa-
3aJIbHBIX TaHTIMSX [15].

C0XHOCTb AMAarHOCTUKM y HAllleTo IMalueHTa 00yCI0B-
JIeHa HaJMyueM HexapaktepHoro st BAC paciivpeHust LeHT-

pPaJIbHOTO KaHajla CIIMHHOTO MO3Ta Ha YpoBHE TeJ Tu-ix TI0 TaH-
HeiM MPT. B ntuteparype numerorcs auiilb eIMHAYHbIE KITUHUYE-
ckue onmcaHusi 060abHBIX BAC ¢ CHHIPOMOM <«CBMCAIOIIMX
PYK», Y KOTOPBIX OTMIPEAEIISIIOTCS IMHEHHBIN, MTHTpaMeayUISIpPHO
PacroIOXEHHbIN, TUIIEPUHTEHCUBHBIN CUTHA B LUETHOM OT/e-
Jie CITMHHOTO MO3Ta, YKa3bIBaIONIUil Ha aTpoduIo U TIIMO3 Kile-
TOK TIEPeTHUX POTOB CIMTMHHOTO Mo3ra, 1 MPT-nipusHak B Bume
«IJ1a3a COBBI» Ha ITOIepeYHoM cpese [16].

Mo3kHO OBLITO OBI TPEATIONIOXKNTD, YTO OOHAPYKEHHBIC 13-
MEHEHMsI B CTMHHOM MO3Te B HallleM HaOII0AeHUY TTPOSIBIISIIOT-
Cs1 ONMCAaHHBIMU KJIIMHUYECKUMU paccTpoiicTBaMu. OnHAaKO pU
OMI Obl1a oOHapykeHa naTosiorust u 3a rnpeaenamu MPT-Be-
pUUIIMPOBAHHBIX TTOPAXKEHHBIX CETMEHTOB CITMHHOTO MO3Ta.
Kpome Toro, monyueHHbIe HAMY paHee TaHHbIe CBUAETEIbCTBY-
IOT O TOM, YTO HaJU4Me Ha aKCUAJIbHOM CpPe3e MOJ00HOI 11eHT-
PaJIbHO PACIOJIOXKEHHOM OKPYIJIOH MOJOCTU Majloro JuameTpa
(ruapoMuenuu), He YBeJIMUMBAIOLIEiiCcsl B pa3Mepax, He COMpo-
BOXIAETCST HEBPOJIOTMIECKUMM PACCTPOMCTBAMM C TBUTATEIb-
HBIMU HapylieHussMU. [1pu 3ToOM THApOMUENHS Y HAIIIETO Tallv-
€HTa He MOXET O0YCIIOBUTH CTOJIb BHIPAXXEHHYIO M IMPOTPECCH-
PYIOIIYI0 CUMIITOMAaTUKY B BUAe TpyOoro mapesa u arpoduu
HUXKHEH KoHeuHocTu [17, 18].

Takum 06pazoM, COBOKYIMTHOCTb KIMHUYECKUX MPU3HAKOB
MOPaKeHUsT IEHTPAJILHOTO MOTOHEWPOHA B BUIE MUPAMUTHOMN
CHUMITTOMATUKN B KOHEYHOCTSIX W TieprdepruecKoro MOTOHE -
poHa B BUE aCUMMETPUYHOTO Tape3a, aTpouu U CHUKEHUS
axuJIIoBa pedrekca B MpaBoil HUXKHEN KOHEYHOCTH, KpaMIu 1
dacuukynsiuuit; DMI-npu3HaKoB XPOHUYECKOTO MEIJIECHHO
MPOrPECCUPYIOILIEro MOPaXKeHUsI MOTOHEHPOHOB MOSICHUYHOTO
Y TIIEHOTO YTOJIIIEHUST; CHMITTOMATUKH, BBIXOISIIIICH 3a TIpejie-
JIbI MHHEPBAaUKUK YPOBHS Timioix, ¢ pacIIMpeHUEM LIEHTPAIBHOIO
KaHaJla CIIMHHOTO MO3Ta TI03BOJISTIOT TUAarHOCTUPOBATh B COOT-
BETCTBUU C DIb-DCKOPUATLCKUMU KPUTEPUSIMU KIMHUUECKU
BeposiTHBIN BAC y 60JIbHOTO ¢ COMYTCTBYIOLIEH THAPOMUETIUEH
0€3 KITMHUYECKUX MPOSIBICHUIA.
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HccnemoBaHye He UMEIO CIIOHCOPCKOM MOAAEPKKK. ABTOPBI HECYT ITOJIHYIO OTBETCTBEHHOCTD 3a IIPEI0CTABIEHUE OKOHYATE b~
HOIi BepCUH PYKOIIKMCH B ITe4aTh. Bce aBTOPBI MPUHUMAJIHM ydacTHe B pa3pa0b0TKe KOHIEIIUU CTaTbi M HarmucaHuu pykonucu. OKoH-
yaTeJibHasi BEpCUsl pyKOIUCH Obljla 0J00peHa BCEMU aBTOPaMU.



