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BBIPAKEHUH YYBCTB, SMOIUI M ]
HEHWPOHBI TOJIOBHOIO M CIMHHOPO MO3ra, KOTopBIe [epeaarT CUrHaIbl Pa3HbIM
IPyIIaM HaIUuX MBI, BOKOBOW aMUOTPO@PIUCCKHI CKIIEPO3 MOXKET BCTPEUATHCS
Kak B IOXWJIOM, TaKk U B 0Oojee MOJIOAOM BO3pacTe. YUHUTbIBas PEIKOCTh
BCTpeYaeMOCTH 3a00JieBaHHS B MOJIOJIOM BO3pacTe pelInIn  OCBETUTH
kuHu4eckuit cinyyait BAC y Monoiol sKeHIMHBI, KOTopas 0011anack ¢ BHEUTHUM
MHUPOM TOJIBKO IIpU IMIOMOIY MUMUKH. [Ipu TIaTeapHOM yXol€e U CBOEBPEMEHHOMN
nuarHoctuke BAC He cMOTps Ha NPUKOBAHHOCTh K IOCTENNM HaOJIOJaeTCs
BBKMBAEMOCTh OOJIBHBIX OoJiee 5 JieT.

KiroueBbie  cioBa:  HelpojaereHepaTMBHOE  3a0ojeBaHUE,  OOKOBOU
aMUOTPOUIECKUIN CKIIepOo3, OyIpOapHbIe pacCTPONCTBA, MUMHKA

Annotation

ALS takes away the ability to move, speak, write, print - but does not take
away the need to express feelings, emotions and desires. ALS Kills the motor
neurons in the brain and spinal cord that send signals to different muscle groups.
Amyotrophic lateral sclerosis can occur both in the elderly and at a younger age.
Given the rarity of the disease at a young age, we decided to highlight the clinical
case of ALS in a young woman who communicated with the outside world only
through facial expressions. With careful care and timely diagnosis of ALS, despite
being bedridden, patients have a survival rate of more than 5 years.

Keywords: neurodegenerative disease, amyotrophic lateral sclerosis, bulbar
disorders, facial expressions

AHHOTALUSA

En amuorpodux ckiepo3 (EAC) na MHCOH XapakaT/IaHWII, IallIallyI,
€3MI1l, YOI 3TUII KaOW KOOWIMATIApUHU HYKOTCAa XaM, XHC TYyiFy, SMOLHUs Ba
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MCTaKNapHA HPOIa STALT K06I/IJII/HITE H
rypyx MymaKf;EI

Xapakar HelpoHzapu
XaM y4pauu.
TalllKK JTyHE 6I/IJ1g,H/

BCIIOMUHAIOT, KOT/1a TOBOPSAT O Al BeHE XOKHUHT€ — B WHBAIUIHOMN
KOJISICKE € KOMHLIOTCpHBIM/ M »7 OKyTaHHOM IpoBojaamMHu. Bpauu
nuarnoctupoBaiu BAC B 21 rof, HpopoqI/IJlI/Ji €My JBa rojla »KU3HHU, HO YYEHBIN
npoxuin jgo 76 ner. K KoHmy »wu3HH y XOKHHra pa0oTaia TOJBKO OJHA
MUMUYECKas MbIIIIA IIEKH, C TOMOIIBI0 KOTOPOW OH 00IIaJICs C BHEUTHUM MUPOM.
Jlnst oOuieHusi ¢ BHEITHUM MHPOM TaKHM TAIMEHTaM CO BPEMEHEM MPUXOJUTCS
npuberath K 0coObIM ycTpoiicTBaM. CtuBeH XOKHUHT, HamnpuMmep, MOAb30BaJICs
CIEHHUAIBHOW KOMITBIOTEPHOM CHCTEMOM, KOTOpask YHIpaBJisIach MBIIILEH IIECKH. A
JIxeiicoH bekkep — aMepUKaHCKHUIl pOK-MY3bIKaHT B aHPE HEOKIACCHUYECKOTO
MeTajljla, TUTapUCT-BUPTYO3 HCIIOJIB30BAJd  JIOCKY € OyKBaMH, Ha KOTOpBIE
yKa3bIBaj B3IJIS0M.

bokoBoit  ammorpoduueckuit  ckiepo3 (BAC) — wunmonmatmueckoe
JIeTeHepaTUBHOE 3a00J1eBaHUE IEHTPAIbHOW HEPBHON CHCTEMBI, C M30MPATEIHLHBIM
MOpaKEHUEM JBUTATEIbHBIX HEHPOHOB TMEPEAHMX POrOB CIUHHOTO MO3ra H
MO3rOBOr0 CTBOJNA (MepUpEpUUYEeCKUX ABUTATEIbHBIX HEHPOHOB) M KOPKOBBIX
(eHTpanbHBIX) JABUTATENBHBIX HEUPOHOB U XapaKTEpU3yeTCSd HEYKIOHHBIM
nporpeccupoBanreM. bBAC — npeuMyIecTBeHHO Cropagndeckoe 3a00IeBaHue, HO
B 5-10% cnydaeB uMeeT ceMeWHBI Xapakrep (Iepegaercsa Mo ayTOCOMHO-
JOMUHAaHTHOMY THIly). B 4YacTu ceMeWHBIX CilydaeB BBISIBIICHA MYTalus Ha
JUIMHHOM Tutede 21-i  XpoMocoMBl — B T€HE, KoAupyromeM (GepMeHT
cynepokcuaaucMyTasy-1.

Kaxk u3BectHo, BAC ugarmie Bcero HaunHaetcs B Bo3pacte 50-70 e, yamie y
MY>KYH1H, C aCHMMETPUYHON CIA00CTH U MOXYIaHHS MBIIII] B JUCTAJIbHbBIX OT/IEJIax
PYK H/MIW HOT, peXe — C pa3BUTUs OyIb0apHBIX HAPYIICHUN WM CIACTUYCCKOTO
TeTpa- WiM napamnapesa. B OOJIbIIMHCTBE ClTy4yaeB B T€YEHUE 2-3 JIE€T BOBJICKAIOTCS
BCE KOHEUHOCTH U OynbOapHas myckynarypa. BAC ouyeHb peako BCTpeyaercs y
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MOJIOABIX JKCHIINH, ITOPTOMY MBI ﬁoe—Taa H@ CBETUTH\ IaHHBIN ] cyﬁf/\

Ha cragiion €. AT ~B/ 1- UKy T - \IPHBEIU. MOIOUY

xenmuny WM.J . 1981 r.p. 37 et s~HaManranKoin-ob1acty, KOTOpas He

MOT'JIa CaMOCTOSATE{ILHO JHREIBABIIAT %3-3 “Gymb0apABIX PaCCTPONCTB.
e M OBOPHUTE, OTCYTCTBHUE I0JIOCA,

Co cioB pOJICTBEHHUKO 6(‘5

T a‘s{
HOHCpXI/IBaHI/Ie, OTCYTCTBI/IG \i—lﬂ CHI/Iﬁ BO(B%X

yIE€pKUBATh TOJIOBY U IIEIO. —

|

W3 anamue3a mop6u: Cuutaet
paborana yuuTeneMm B mkoine, Cran
9acTo POHATH MEN C DYK, BO [Bp @camm Ha JIQCKEY). ]} T qe\r\ne roaa
pasBuiIack c1abocTb M B Horax. {[Iomyuana crauy Iié[pﬁck“ euenne. Hepes 1o, K
2014-rony mpucOeaUHSIOTCS yIIEHUE pe
nocrapnen auar€o3 BAC. Ot Haua
U3-3a pe3Koil c1abocTu B KOHE

Th

TAX TICPECTAET XOJIUTb.
—
Status presents: OOmee cocTrossHUEe OONMBHOW CTAOWIIBHO —TSIKETIOE.

Cosnanue sicHoe. IlonoxkeHue nexauee mnaccuBHoe, pocT 160 cm, Bec 35 Kr.
Ko>xHble TOKpPOBBI OOBIYHOW OKpAacKH, JJACTUYHOCTh CHIDKeHA. [loakoxkHas
KUpOBasg KJeT4yaTka pas3BuTa 1ioxo. [lepudepuueckue mumM@oysnbl He
yBenndeHbl. OTékoB HeT. Temmeparypa Tena 36,7°C. Hacrora npixanus 20 B MHH.
B nerkux BbICIyIIMBAeTCs OCIA0JEHHOE BE3UKYJISpHOE nbixaHue. TOHBI cepila
HpUTITYIIeHbI, apTepuanbHoe maienue 100/70 mMm pT. cT., nyasc 82 yu/muH,
puTMuuHbIA. JKWMBOT mNpM Manblaluu MATKHN, 0e30ose3HeHHbId. [leyens wu
cesne3eHKa He yBenuueHbl. CTyl CKIOHEH K 3amnopaM. nype3 caMoCcTOsTEIbHBIN.

HeBpocTraryc: B co3HaHHMM, CIIOBECHBIM KOHTAKT HEBO3MOXKEH U3-3a
aHapTpuu, OOpalieHHYI0 pedyb IOHUMAaeT, OOIIaeTcs TOJBKO TPU TOMOIIH
MUMUKH, BBIPQKEHUE JHUIA CIIOKOWHOE, aJeKBaTHAas, ASMOIIMOHAIBHBIN (OH
CHIXEH, noOpokenarenbHa K obOcnemoBanuto. Cumnrom Jlanmur - KynakoBa
orpuniatenbHbiii. MccnemoBanue UMH: 1-mapa: 6e3 wu3meHeHuil. 2-mapa: 6e3
narosiorud. 3,4,6-mapbl: IBUKEHUS TJIA3HBIX S0JOK B IMOJHOM 00BEME, HUCTAarMa
HeT. 3pauyKku paBHOBEJMKHUE, PEAKIUs Ha CBET COXpaHeHa. S-mapa: Touku Bae
6e30ome3neHHble. Cuia KeBaTeIbHBIX MBIIII paBHA 3 OaimaM ¢ 00eux CTOpOH. /-
mapa: JUI0 aCUMMETPUYHOE, IEHTPAJIbHBIA Tape3 chpaBa. 8-mapa: CIyX He
n3meneH. 9, 10-mapa: rpyOsiii OynpOapHbIN mape3: adonus, aucdarus, puHOpes,
rJIOTaHUE HAPYIICHO, MATKOE HEOO CBHICAET, Mpu (OHAIMHU CJIa00 COKpaIaeTcs,
S3BIYOK TIO CpPEJHEH JIMHUM, HE OTKJIOHEH B CTOPOHBI, TJIOTOYHBIE PEQIICKCHI HE
BBI3bIBAOTCS; 11-mapa: Tojg0By caMOCTOSITEIRHO HE yIEpPKUBAET M3-3a Tape3a, He
MOXKET MOJHUMATH IUICYH C ABYX CTOPOH- CHUMIITOM «CBHCAIOIIUMA TOJIOBBI»; 12-
mapa: He MOXET BBICOBBIBAThH SI3BIK, AHAPTPHUS;, SA3BIK aTpOUPOBAH, HAOTIOAAIOTCS
GUOPHILISAIINY S3bIKA, CHUMITTOM «KHUIISAIIETO SI3BIKAY.
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B I[BI/IFaTeJ'IBHO
KOHEYHOCTSAX aﬂ,‘

NPOKCUMATBHBIX T yniaf
CyxoxuiibHbIe pediekc

D=S, TR D=S, PR D=S, AR D=S, nojoxwur
Ba6unckuii, Poccommo, STkobcomal -Jlacka ¢
aBTOMaTu3Ma Mapunecky-PonoBu

JIaGoparopHbie I/ICCJICI[OBaHI/ISI:/O A
l4mm/uac. OAM: uBet- c/>1<,'/_np p.,OTH. IJIOTHOCTh — 1021,peaknus —
kucias, oemok — 0,033%, 3HI/1T511/H?1 6-5, ggﬁKouHTBI 16-18, cnuszp +, ypatsl +.
Koarynorpamma: rematokput 42%. ®ubpuHoren 288 Mr/mi, 3TaHONI TECT — OTP.,
TpomboTecT — 5. buoxummus KpoBU: MOueBHHaA 7,8 MMOJb/J, KpeaTHHUH 75,2
MMOJIB/T, TiKo3a 5,1 mMmonws/a. OKI': CunycoBas aputmus ¢ UCC 100-83
ya.muH, OOC  OTKIIOHEHa BJEBO, 3aTPYIHEHHUS  BHYTPHXKEIYJOYKOBOM
IPOBOJUMOCTH. | UTIOKCMYECKOE UBMEHEHNUSI B MUOKApP/IE.

JuddepeHunanbHy0 THATHOCTUKY TTPOBEIHN CO CIEAYIOMMUMH 3a00I€BaHUSIMU
6y.]'IB6OCHI/IHaJIBHaH aMI/IOTpO(i)I/I}I KGHHG,III/I, ImenHas MUCIIOIIaTHA, CIIMHAJIbHAs
amuotpodust Kyrendepra — Benannepa. [Ipu nmoctaHoBKe quarHo3a MCIOJIb30BaIN
npuioKeHue- mkany ¢yHknuoHamsHoro coctosHust ALSFRS-R (Amyotrophic
Lateral Sclerosis Functional Rating Scale — Revised)

®» «bokoBoii  amuOTpouUecKHil  ckiepo3, OymbOapHas  dopma ¢
dbopMupoBaHueM TeTparuieruu, aucharum, craaus 3 ».

BonpHas moaydniaa CHMITOMATHYECKOE JICUCHUE: PHIY30JI0M, JI-KapHUTUHOM H
OEJIKOBOE IMUTAHMUE.

3akarouenue: bokoBoil aMuoTpodHrUecKkuili CKIIepOo3 MOMKET BCTpEUYaThCsi Kak B
MOXKWJIOM, TaK W B Oosiee MoiomoM Bospacte. BAC 3abupaer BO3MOXKHOCTH
JBUTAThCSl, TOBOPHUTH, MHCATh, I€4aTaTb — HO HE 3a0upaeT MOTPeOHOCTH B
BBIDQ&KCHUM YYBCTB, OSMOLMHM M kenaHui. [lpum TmarensHOM yxome u
cBoeBpeMeHHOU auarHoctuke BAC He CcMOTps Ha MPUKOBAHHOCTh K MOCTENH
HaOJIFOaeTCsI BEDKHBAEMOCTE OOJIBHEIX Oostee 5 JIeT.

Jlureparypa
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