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Lleavto dannozo 0b30pa abasemca cucmemamusayua 0aHHbIX 1o OudeHocmuke 60koBoeo amuompogute-
ckoeo cxaeposa (BAC) ¢ yuemom mupoBoeo onvima npumeHeHUs pasAutHsix Memooob u oyenka ux sg-
pexmubrocmu. Memoov: uccaedoBanuii 044 yoodbcmbBa npakmuueckoeo npuMerenus pasdumst 6 cmanive
Ha omOeabHble epynnbl. B xauecmbe ucmounuxkob ungopmayuu ucnosb306a11ch 0aHHbIE IAEKIPOHHDLX
oubauomex Pubmed, eLIBRARY u Elsiever.

OcHoBHbim Memodom, npumensemvim 8 duaeocmuke BAC, no-npesxnemy ocmaemcs DMI, komopas mo-
Kkem 3ghgpexmubBro couemanves ¢ Opyeumu ouaerocmuueckumu npoyedypamu. Cobmecntoe npumeHere
V3U u DMI noBviaem uucao nayuenmob c docmobepro ycmarobaenmsim ouaernosom BAC.
McnoavsoBarue MPT nosboasem npobodums dudpeperyuarsiyio ouaznocmuxy BAC c 3abosebarnuamu,
cnocobHuiMu cumyaupobams eeo xapmuny. CoBmecmmoe npumerenue pasAutHbX HellpoBusyalusayuoH-
HbIX Meno0o8 daem BosmoxrHocmy yBeauuums mourocms ouaeHocmuxy BAC do 90 %. C mymayusmu
eeno8 SOD1, C9orf72, TARDBP (TDP-43) u FUS cBasana boavuiasn uacms cnopaouueckoil u cemMenHou
3aboseBaemocmu. Io cux nop He docmueHym KOHCeHCYc 1o Bonpocy o noM, HA Kakue UMEeHHO Mymayuu
Heobxodumo obcaedoBams nayuenmob npu ouaenocmuke BAC. I1poBedenue pada duoxumuueckux aHasu-
308 u uccaedoBanuil Ha HAAUYUE AYMOUMMYHHbIX 3ab01eBanuil npu nocmarnobke BAC abasemcs neobdxo-
Oumbim 045 HadAexaujeli Ougpgpeperyuatbroil ouaznocmuku. VceredoBarue Auxbopa Moxem UCHOAb30-
Bamuca 044 oyerku Ypobra Hetlpogpuramenmob u ABasemca Bcnomo2amenssHbiM MermoooM OUAHOCHIUKU
u oyenxu npoepeccupobanuis saborebanus. buoncus mxanei xax memoo ouaetocmuxu BAC ucnoassy-
emcs pedxo 66udy cBoeti uHBasUBHOCHIL; MOXen NPUMEHAMLCA NPeUMYusecnBento npu HAAUYUY Hemu-
nuuHblx cumnmomob. IlepcnexmuBuuim memodom 6 duaenocmuxe BAC abasemca mpanckpaHuasbHas
MAHUMHAS CTUMYAAYUA, 103604A10U4a5 YCKOPUIMD Npoyecc NoCmaHoBKu 0uaeHo3a, 00HAKO HA OAHHbIIL
MoMenm 3ma npoyedypa He Brecena 6 duaeHocmuueckue kpumepuu BAC. Oyenxa pynkyuu Ovixanus
u peuu HeobxoOuMa kak npu nocmaroBke Ouaerosa, max u npu Bedenuu nayuenmob ¢ AC.

Taxum obpasom, oannas kameeopus BOAbHBIX mpedyem MyAbMuUOUCYUNAUHAPHO20 nodxoda u cobmeci-
HO20 NPUMEHEHUS PAsAUUHLIX 61006 OuaeHocmuxy 045 c6oeBpemenHO NoCManoBku OuaeHO3A.

KaroueBoie caro8a: boxoboii amuompogpureckuii ckaepo3s, bosesHs 08ueamensroeo Hetipona, HetipodezeHe-
payus, HetipoBusyasusayus, sexmpomuoepacpus, ouaenocmuka BAC.

BokoBoit  amuoTpoduuecKuii

nstet 2,5-2,9 cioydas va 100 000 nacenenus. Jlo-

ckirepo3 (BAC) — HeiiponerenepaTuBHOE, HEYK-
JIOHHO TpoTpeccupymoliee 3a00JIeBaHne, COMPO-
BOXKJIAIOIICECS THOEIbI0 IIEHTPAJIbHBIX U IEPH-
(dbepryecKuX MOTOHEHPOHOB, MPUBOAIICE K Jie-
TaJIbHOMY HCXOAY. OJIHI/IMI/I N3 OCHOBHBIX €TI0
NPOSIBIICHUH  SIBJISIFOTCS.  aTpo(dUsi  CKEIETHBIX
MBI, (GaCHUKYISIH, CIIACTAYHOCTDh U THIIEP-
pednexcust. CormacHo MUIEMHAOIOTHISCKIM HC-
ciesioBaHusIM, B Poccru 3a0051€BaeMOCTh COCTaB-

ka3zaHo, uTo BAC siBiisieTcst MyIbTU()AKTOPHAIb-
HBIM 3a00JieBaHWEM, B OOJBIIMHCTBE CIy4yacB
BO3HHKAIOIIUM CIIOPAJIUIECKH, YTO OOBICHSIET
OTCYTCTBHE 3THOTPOMHOM Teparmu |1, 2]. B Mex-
JyHapojHoU kiaccudukaiu 6osesneit X mepe-
cMOTpa 3a00JIeBaHre OTHECEHO K TPyIIe HeWpo-
JIeTeHEepaTUBHBIX U 0003HAYEHO UCKIFOUUTEIHHO
Kak 0011e3Hp MOTOpHOTO HelipoHa. Hecmotps Ha
TO YTO JIONTOE BpeMs 3abo0JeBaHHE MPU3HABAIN
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AyTOMMMYHHBIM, CYIIECTBEHHBIX KOJIMUECTBECH-
HBIX HI3MEHEHHH KJIETOYHOTO M TYMOPAIEHOTO UM-
mynurera npu BAC BrisiBIIeHO He 66110 [3]. Mex-
nyHaponmHoW enepanueit HeBposoruun (World
Federation of Neurology) pa3paboTansr Dib-c-
KOpUAJIbCKUE KPUTEPUH IS MOCTAHOBKM IHa-
rao3a BAC [4].

CornacHO YTOYHEHHBIM JHATHOCTHYECKUM
kputepusiMm BAC (Awaji-Shima-kputepun, 2008)
JUI OLICHKU CTEIEHH BOBJIEUCHMS nepudepude-
CKUX MOTOHEHPOHOB IPHU MAaTOJOTMU KIMHUYE-
CKHUE U DJEKTPO(H3MOIOrHYecKre HapyIIeHUs
UMEIOT OJMHAKOBYIO JIHarHOCTHYECKYIO IIEeH-
HOCT® [5, 6].

IIpu pa3BepHyTOH CUMOTOMATHKE IOCTa-
HOBKa AMAarfo3a He MpeACTaBIsIeT TPYAHOCTEH
JUIS HEBPOJIOTa, OJHAKO MOXKET OBITh 3aTpyIHH-
TeJbHA Ha paHHeM 3Tane pa3sutus BAC no mpu-
YHHE CXOXKECTH C CUMIITOMAaTHKON APYTHX HO30-
JIOTUH, OCOOCHHO TIpW MIEHHOM W TPYIHOM Jie-
otote [7]. B 7-10 % ciydaeB B nedrore 3aboeBa-
HUSI OTCYTCTBYIOT KIMHUYECKHE IPU3HAKHU TI0pa-
JKEHHS BEPXHETO0 MOTOHEHPOHA, YTO TaKXKe 3a-
TPYIHAET IOCTaHOBKY auarnosa [8]. He crour 3a-
obBaTh 1 0 BAC-TIOOOHBIX CHHAPOMAX, KOTO-
pble He ABISIIOTCA pasHoBUAHOCTSIMH BAC, HO
TPeOYIOT TaK)Ke THIATENHHOW JUArHOCTUKHU [9].
CrnenyeT OTMETUTh U TO, YTO JAMArHO3 CTABUTCS
0]l COMHEHHE TIPU TPOJODKEHIH 3a00JI€BaHUS
CBBIIIE 5 JIET WM [TPHU HAJIMYUH y TAIIUEHTa Paaa
HEXapaKTEPHBIX CHMIITOMOB: PacCTPOWCTB UyB-
CTBHUTENBHOCTH, HAPYIICHHS 3pEHUSI ¥ (DYHKIIUU
Ta30BBIX OPTaHOB, TPU3HAKOB BET€TaTUBHOM JHC-
(GYHKIUK, CHHApPOMa MapKHHCOHWU3MA WIH KOp-
KoBo# nementuu [10].

[Ipu ocmoTpe mamueHTa BHMMaHWE Bpada
JIOJDKEH TIPUBJIEYh CIENU(pUUEeCKUi aHaMHE3:
MBIIIIEYHbIE TO/IEPTUBAHMS, OOJIE3HEHHBIE CIa3-
MBI B MBIIIIAX, CIA00CTh W/WIH MOXYyJaHHE TeX
WIA WHBIX TPYII MBI, HAPYIICHUS MENKHX
JIBYDKEHUI, HAPYIIEHUS XOAbOBI, PEUH, TIOTAHHS,
CITFOHOOT/IEJIEHNS, SMHU30/IbI OCTPOH HEXBATKHU
Bo3ayxa. [Ipu HEBpomormueckoM ocMOTpe olie-
HUBAIOT YEpEeNHyI0 WHHepBaluio (C mpoBene-
HUEM TMpo0 Ha HAJIMYUE TMATOJIOTUYECKOW MBI-
HIEYHOH yTOMIISIEMOCTH), OyJIbOapHbIe QYHKIINY,
CHITY MBIIIL C OLEHKON UX TPO(UKHU, BBITIOIHSIIOT
U3MEpEHNE TUaMETPOB CETMEHTOB KOHEYHOCTEH.
[Ipu oTCyTCTBMM CHOHTAaHHBIX (PACHUKYISIUN
NEPKYTUPYIOT MBIIIIBI MOJIOTOYKOM Ha TpeAMET

HaJIM4Msl BBI3BaHHBIX (acuukymsinuid. OneHu-
BAaIOT CyXOXXHJIbHBIE, IEPHOCTATILHBIE U MTOBEPX-
HOCTHBIE pe(dIIeKChl, MPOBOIAT HCCIIEIOBAHUE
MaTOJIOTUYECKUX pe(IeKCOB, OLEHUBAIOT TO-
BEPXHOCTHYIO M TIYOOKYIO UYBCTBHTEIHHOCTS,
MPOBOJAT CTATUYECKUE U AWHAMHYECKHE KOOp-
nuHaTopHble TipoOs! [1]. [Ipu 3ToM HEeoOxomumMo
IIOMHUTb, YTO, IIOMHMO XapaKTE€PHBIX CHUMIITO-
MOB, BAC MOXeT MpOSIBIATECS W HApYIICHHUEM
KOTHUTHBHBIX (YHKLIHH, KOTOPOE IPOrPeccH-
pyer no Mepe pa3BuTus 3abomeBanus [11, 12].

Crnenuduryeckne TecTsl ISl JUATHOCTHKH
BAC Ha naHHbBIII MOMEHT BpEMEHU HE JOCTYIIHBI,
KIMHAYECKasl KapTHUHA 3a00JIeBaHUSI MOXKET OBITh
KpaiiHe BapnaOeIpbHOH, U 3a9aCTyIO TUAarHO3 CTa-
BUTCSI TNPH HCKJIIOYEHUH BCEX NMPOYMX HPUYHH
MOSIBJICHUS] XapaKTEPHBIX CUMIITOMOB, C 3a/1€PK-
KOH, B cpenHeM paBHO# 12 mec. [13, 14].

Heabp wuccaenoBanusi. CucreMatuzaius
MMEIOILET0CsT MUPOBOTO ONbITa B AWArHOCTUKE
MAIMEHTOB, CTPAAAIOIINX OOKOBBIM aMUOTPO(hH-
YECKHUM CKJIEPO30M.

Marepuanbl U MeToabl. [IpoBeneH mouck
Hay4YHOM WH(OpPMalUK B aHIVION3BIYHON Oasze
JaHHBIX MEIMLUMHCKON [OKYMEHTAllMd HAaluo-
HaipHO# Oubmmorekn CIIA Pubmed. Kpowme
TOTO, B KA4eCTBE MCTOYHUKOB MH(OpMAIMU HC-
MOJIb30BaHbl POCCUIICKAs Hay4YHasl 3JEKTPOHHAS
oubnmorexa eLIBRARY u 6ubnuoreka Elsiever.

Pe3yabTaThl M 00Cy:KIEeHHeE.

Hetipogu3uonocuueckue ucciedosanus.

OCHOBHBIM M3 OOCIICIOBaHHUH, MpPHUMEHsE-
MbIX npH AuarHoctuke BAC, sBnseTcs anexTpo-
muorpadust (OMI). Uromsuaryro DMI' mpoBo-
JISIT 1S TOJITBEP K ICHHST BOBJICUeHHUs iepudepu-
YeCKHX MOTOHEHPOHOB B HanboJliee MOPaKEHHBIX
MBIIIIAX ¥ HEPBAX, & TAKKE JIJIsl BBISBIICHHUS DJICK-
TPOPU3UOIOTUIECKAX TPUZHAKOB TOPAKCHHUS
nepupepuIecKknx MOTOHEHPOHOB B KIMHHUYECKU
MeHee MOPaKEHHBIX WM HE3aWHTEPECOBAHHBIX
MBIIIIAX U HepPBax.

CrumynsmmonHas OMI' B cBOIo ouepeip uc-
TIOJIB3YETCsI JIISl UCKJIFOUCHUS IPYTOTO MTaTOJIOTH-
geckoro mporecca [1].

Kpome toro, OMI siBisieTCst OJHUM U3 METO-
JIOB TmipoBezieHus1 auddepeHnaIbHoi Tuarno-
ctuku. K mpumepy, BAC Ha panHel cramuu
XapaKTepU3yeTCsl COYETAaHHEM «THTAaHTCKUX»
F-BonH ¢ Giiokamu, HanW4YHeM OYPHOU CIIOHTaH-
HOW aKTUBHOCTH BO BCEX MBILIIAX M BBIPAKCH-
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HBIM YKPYTHEHHEM MOTEHIMAIOB ABUIATEIbHBIX
eaunull. [Ipu HU3KOYACTOTHON CTUMYIISILIUK BO3-
MOYKHO HaJIH4YMe MHHUMAaJIbHOTO IHAarHOCTHYE-
CKM 3HAYMMOTO JIeKpeMeHTa M-0TBeTa MmopsiaKa
11-18 %. Ilpu auarHOCTHUKE TaKOW MAaTOJIOTHUH,
KaK MHAacTEHHsI, BO3MOXKHO IPOTrpecCcHUpylolIee
CHIDKEHHE aMImuTyasl M-oTBeta U F-BonH nipu
MOBTOpHOH ctumymsiiuu. Ha wmrompuaroit OMIT
Bo3MOkHO Hammuue 10 20 % wmmoamctpodu-
YECKMX IIOTEHIMANOB [BUTaTEIbHBIX EIMHUL]
(ITAE), nanmnune mekpeMeHta M-oTBeTa O0IbIIIe
12 % npu HU3KOYACTOTHOMN CTUMYIALUH U OTCYT-
CTBHE IIPU3HAKOB HEBPAJIBHOTO MopaskeHus. s
CIIOHIWIOT€HHOW WIIEMHYECKOH MUENONATHH
XapaKTepHO CHU-)KEHHE MPOKCHUMAJIBbHON CKOPO-
CTH pacrpocTpanenus Bo3oyxaeans (CPBm) mo
JUIMHHBIM HEpBaM KOHEYHOCTEH, TOBBIILICHUE aM-
winTyas! F-BonH Hapsaay ¢ Giokamu, OTCYTCTBHE
3HaYMMOro JIeKpeMeHTa M-oTBeTa M NpU3HAKH
YMEPEHHOW [IeHepBallMd B KJIMHUYECKH IOpa-
JKCHHBIX MBIIIIAX MPH OTCYTCTBHHU JI€HEpPBAILH-
OHHBIX H3MEHEHUI B KIMHUYECKH HHTAKTHBIX
MbImmax [15].

[Tomumo npouero, IMI' MOXKET HUCHOIB30-
BaThCS B COYETAHUM C APYTMMU METOJAMH JHa-
THOCTHKH, TAKUMH, HaIpUMeEp, KaK YJIbTPa3ByKO-
Boe uccienoanue (Y3UN) [16]. [IposeneH psia uc-
CIIC/IOBaHM, OICHUBAIONINX YyBCTBHTEIHLHOCTH
COBMECTHOTO MPHUMEHEHUS JITAaHHBIX BHJIOB JHa-
raocTuky. Tak, B uccaenosanuu S. Misawa et al.
[17] ObuM TPOTECTUPOBAHBI CIIEIYIOIINE MBIII-
el mm. biceps brachii, |. dorsalis interosseous,
T10 paraspinalis, vastus lateralis, tibialis anterior.
OMI -3anuce mpoBOMIACh B TEUEHHUE HE MEHEe
30 c. D10 MO3BONMIIO OOHAPYKUTH (DACIIUKYIISALINN
mo OMI y 88 % wuccnemyembix. Y 98 % 060mb-
HBIX (pacuukynanuu ObUTH BBIABIEHBI ipu Y 3U.
B pesynbrare, 10 YTOYHEHHBIM DJIb-DCKOPHAITh-
CKUM KPHUTEpHUSIM C airopuTMoM Awaji-Shima,
YHCIIO MAIUEHTOB C JIOCTOBEPHO YCTAHOBJICHHBIM
BAC nipu coBMeCTHOM OlieHKe GacuKyIISIIUAN 110
pesyastatam OMIT u Y3U Bospocio mo 53 %.
Crnenmyer MOMHHTB, YTO HCCIICJOBAHHUE MBIIII]
SI3bIKA XOTSI M SIBJISIETCS] BXKHBIM JIJISl OTIpeJiene-
HUSI OOIIUPHOCTH MOPaKEHUS] MOTOPHBIX HEHpPO-
HOB, HO MOET OBITh OCJIO)KHEHO BBHLY MPOOIIEM
C JIOCTM)KEHHEM DacciiablieHusl MBI SI3bIKa U
OHa pra manueHTta. KolMdecTBEHHBIH MOACYET
(bacuukynsIIuii Ha paHHUX CTAAUAX 3a00IeBaHUs
MOKaXXET TOCTEIIEHHOE YBEJIMYCHHE YacTOTHI C

MOCTIEAYIOUINM CHIKEHHEM €€ Ha MO3JHMX CTa-
WX OJHOBPEMEHHO CO 3HAYMTENBbHOW yTpaTon
JIBUTaTEIBHBIX HEHUPOHOB [5, 18, 19].

Takum oOpazom, Y3U bl sIBISETCS J0-
MOJIHUTENBHBIM METO/IOM JMAarHOCTHKH, MO3BO-
JSIIOIIMM TIOBBICUTH YyBCTBUTEIbHOCTE DMI, n
MPOBOAUTCS 1715l OOHApyKeHHs (HacUUKYISIIA U
OLIEHKHU IporpeccupoBanus 3aboneBanusa. Heco-
MHEHHBIMHU [IPEUMYIIECTBAMU METOA SIBIISIOTCS
HEMHBA3MBHOCTh MPOLEAYPHI U €€ IOCTYIHOCTh
JUIsd OOJBLIMHCTBA YYPEKACHUM 3IpaBOOXpaHe-
Hus [20].

Heuposuzyanuzayus. MarHuTHO-pe30HaHC-
Hast Tomorpadus (MPT) ronoBHOTO M CIUHHOTO
Mosra y mauueHtoB ¢ BAC ucnons3yercs, Kak
NIPaBUIIO, AJIs BRIABIICHHUS 3a00JI€BaHU, KOTOpBIE
MOTYT «CUMYIUpOBaTh» cuMntomMsl BAC [4], B
YaCTHOCTH TaKHX, KAK PACCESHHBII CKIIEPO3, OIy-
XO0JIb CIIMHHOTO MO3ra, TPhIKa MEKII03BOHKOBOTO
JCKa B IIEHHOM OTAEJE, CHPUHIOMHEIHS U TIp.
[10]. IIpu MPT roioBHOTO ¥ CIIMHHOTO MO3Ta Y
6onbHBIX BAC B 17-67 % ciy4aeB BBISBISIOT T'H-
NEPUHTEHCUBHBIN CUT'HAJ B KOPTUKOCIHMHAIBHBIX
TpakTax Ha T2-B3BEIIEHHBIX H300pKEHUIX (MO-
JKET BCTpeYaTbCcs M y 3I0POBBIX JIIOAEH), Ipu
3TOM HCIOJIb30BaHUE TOMOIPa()oB MOIIHOCTHIO
3 Tecna MOXET yBENIMYHUTH MOKa3aTeNlb BBISBIIE-
Hus 1o 80,0-96,3 % [1, 8, 21].

B uccnegosanun T.P. CTy4ueBCKOM U COaBT.
[22] ogaru MP-runepuHTEHCUBHOTO CHUTHalIa B
pexxume T2 BU Obutn 0OHapy»eHBI TONBKO Y
9,7 % OONBHBIX, HE MEHSITHCH BO BPEMEHH U MPO-
CTPaHCTBE, HE HaKaIUIMBaJIM KOHTPACT, YTO Jie-
JaeT 3TO MeToAuKy BblsaBieHus BAC HeHamex-
HOM, HO MMCIOMIEH MECTO B Ka4eCTBE IOITOJHH-
TEJIHHOTO O00cienoBaHus. BbIsSBIEHHBIE OYaru
pacrojarainuch UCKIIOUUTENBHO B TPOEKIINN MH-
TPaKpPaHUAIBHOTO CETMEHTa KOPTHUKOCITWHAIb-
HOTO TPaKTa ¥ UMEJH OTIPEJICIICHHYIO0 XapaKTepu-
CTHKY: BCETJa JIBYCTOPOHHHE, CHMMETPHYHBIE,
HaXOJISIINECS TIPEUMYIIIECTBEHHO B 3a]{HEM OeJi-
pe BHYTpeHHEH KallCyisl ¥ HOXKKe Mo3sra (85 u
60 % coorBercTBeHHO). Y mnamueHTtoB ¢ BAC
BCTpEYaeTCsl TAKKE aTpo(usi MOTOPHOM KOPBI I'0O-
J0BHOTO Mo3ra [1].

MPT moskeT npUMEHSTHCS U TIPU UCCIIE0Ba-
HIM OyI60apHOI MYCKYNaTyphl, TaK KaK SBIISIETCS
HEeWHBa3uBHOH U 3()exTrBHON MeToauKol [23].

MPT ronoBHOTO Mo3ra IIelecoo0pa3HO UC-
MOJIb30BaTh B COYETAHUH C APYTHMMH METOAAMHU
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HelpoBusyanuzamu (OuQQy3nOHHO-TEH30pHAs
MPT, BokcenbHast MOpdomeTpus, GyHKINOHATb-
Hasg MPT, no3suTpoHHO-3MUCCHOHHAs TOMOIpa-
¢usi, ogMHOYHAsT TPOTOHHO-?MUCCHOHHAS KOM-
nbplOTepHass ToMorpadus, MarHUTHO-PE30HAHC-
Hasl crieKTpockomnus) [22].

Meton  auddysnonno-renzopnoit  MPT
(AT-MPT) ocHOBaH Ha M3MEPEHUHN BEITMYHUHEI U
HanpaBieHus 1ud(y3uu MOJIEKyIT BOJIBI B BEIlle-
ctBe TojoBHOro mosra. IIpu BAC oTmedaercs
yMeHbllleHHe ¢GpaknroHHON aHm3oTpornu (DA,
CKaJlspHas BEJIMYMHA, OMNMCHIBAIOLIAS CTENEHb
yrnopsgodeHHOCTH MU Hy3UH) KOPTUKOCTIHHATh-
HBIX TPAaKTOB U APYIHX HPOBOAALIMX IIyT€H ro-
noBHOro mosra. Ilo naHHeIM MeTaaHanusa Hc-
CJICZIOBAaHUM, NMPOBEACHHBIX C HCIIOJIB30BAaHUEM
AT-MPT npu BAC, 4yBCTBUTENBHOCTh U CHIELU-
¢uuHOCTH MeTOAA cOCTaBILIIOT 68 u 73 % coor-
BeTCTBEHHO. Kpome Toro, pa3nuuus perucTpupo-
BAJIMCh JIMIIb Ha TPYIIIOBOM YPOBHE, UYTO TAKKE
HE JaeT OCHOBAaHUS CUMTATh 3TOT METOJ BEIy-
M B JTUArHOCTHKE OOKOBOTO aMHOTpodude-
CKOTO cKiepo3a [8].

AT-MPT MoXeT UCnosib30BaThCs U MPU HC-
CJIeZIOBaHUM CIMHHOTO Mo3ra. Kak u mopdomer-
PHsL, METO/ OTPa’KaeT pa3sInuHbIC aCIEKTHI 3a00-
neBaHusi (0OCOOEHHO HMCCIIEOBaHUE CIMHAIBLHON
aTpodun) U KOppeNupyeT ¢ KITMHUIECKUMH YXY/I-
HICHUSIMH 3200JI€BaHMs, HECMOTPSI Ha TO, YTO HE
spisiercst cnenuuuHbM. OIHAKO HCIIONB30Ba-
HUE COBPEMEHHBIX METOJIOB, TAKMX KaK IEePeHOC
HAMarHW4YeHHOCTH W MYJbTHUIIapaMeTPHUECKU
aHalin3, CIOCOOCTBYET IMOBBIIIEHUIO YyBCTBHU-
TenbHOCTH ® cnenupuanoctd MPT crnimaHOTO
MO3Tra, YTO B COYETAaHWN C HEMHBA3UBHOCTHIO JIe-
naet ero ymoOHsIM B 3()(EKTUBHBIM MapKepoM
BAC [24].

MP-cniekTpockonus 061agaeT BHICOKOW JyB-
CTBHUTENBHOCTHIO (86 %), HO HU3KOW crienu(puy-
HOCThIO (37 %) B nnarnHoctuke BAC. Otum meto-
JIOM TIpH 3a00JIEBaHUH BBISBIISIETCS] YMEHBIICHUE
OTHOIIIEHUS cofepkaHus N-aleTuiacnaprara K
KpeaTrHy B IEPBUYHON MOTOpPHOH Kope. pyrum
MOTEHIIUATBHO 3HAYUMBIM MapKEepPOM MOXKET SIB-
JATHCSI CHIKEHHE COJIEpP)KaHUsI TraMMa-aMHHO-
MAacCJISTHOM KUCIIOTHI W CHIDKEHHE MHOMHO3UTOJIA
KaK MpearnoiaraeMoro Mapkepa riuosa [8, 25].

[Ipu nposeaenun y nmanuentoB ¢ bAC no-
3UTPOHHO-3MUCCHOHHON ToMorpaduu (I[19T) ¢
F-dbropae3okcurimoko3oii 00HapyKUBAIOTCS 30-

HBI TUTIOMETa00NM3Ma B TIEPBUYHON MOTOPHOM,
MPEMOTOPHON M BHCOYHOW KOpE, a TaKKe 30HBI
rurnepMeTadoan3Ma B CTBOJIE M MeIUATBLHON BU-
COYHOH KOpe C JOCTaTOYHO BHICOKOH TUATHOCTH-
4eCKo TOYHOCTHIO (10 93 %). OHaKO IpUMEHe-
HHUE METO/Ia OTPAHUYCHO er0 TEXHUYECKOH CII0XK-
HocThiO [8]. II9T mo3Bonser pacmo3Hath pas-
HIOI0 JUC(YHKIIUIO BEPXHETO0 MOTOHEHpOHA W
BBISBJISITh HEHWPOJETeHEPATUBHBIN MpollecC Ha
HanOoJIee paHHUX CTaamsIX [26].

[ToxBozs UTOT BBIIECKa3aHHOMY, CTOUT OT-
METHTB, YTO ONITHMAJILHBIM B guarHoctuke bAC
SBIISIETCSI COYETAHWE HECKOJIbKMX METOJIOB HeW-
pPOBH3YyalHM3allA, YTO MOXET TOBBICHUTH TOY-
HOCTh uccienoBanus 10 90 %, a Taxke uX Mpu-
MEHEHHE C IPOYMMH BUIaMu o0ciienoBanuii [27].

T'enemuueckue ananu3ol.

B pazBuTim 60KOBOTO aMHOTPO(UUIECKOTO
CKJIEp03a WTPAIOT POJb COBMECTHO M T€HETHYe-
ckue, U cpenoBbie pakTopel. Cpenn reHOB-KaH-
munatoB BAC Beigensttor 4 ocHoBHBIX: SODI,
C9orf72, TARDBP (TDP-43) u FUS. HmeHnHO ¢
WX MYTaIUsIME CBsI3aHa OOJIbIIIAst 9YaCTh CIIOPAIN-
4yecKo u cemeitHoW 3a0oneBaemocTu. Cytie-
cTByerT emie nopsaka 30 Gonee peKuX TeHOB, My-
Taluu KOTOPBIX 3ammycTiin pa3Butue bAC B ot1-
JIETTBHBIX CeMBbsX [28].

Arperanus 6enxka SODI1, cripoBorupoBaH-
Hasl HEBEPHOU €ro YKIaJIKOi B pe3yjibTaTe MyTa-
UM, SBIISICTCS OJHOM M3 OCHOBHBEIX THUIIOTE3 II0-
SIBTICHHs1 OOKOBOTO aMHOTPO(UIECKOTO CKIIepo3a
[29]. YUacroTa BCcTpeyaeMOCTH JaHHOTO (hakTopa
cocTapiseT nmopsika 15 % B ceMelHbIX cinyyasx,
OJTHAKO OH MMEET MECTO W NPH CHOPaIMUECKHX
ciydasx [30]. Hamnume MyTaiiuy TaHHOTO TeHA y
nono3purenbHoro Ha BAC manmenTa mo3BosseT
OTHECTH €ro K TPYIIE KINHUYECKH JOCTOBEP-
HOro aboparopuo noareepxkaeaHoro bAC. He-
CMOTps Ha OOJTBIIIOE KOJTMYECTBO 0OHAPYKEHHBIX
myrarmmid reHa SOD1, kinHUYecKue ocoOeHHO-
CTH, CBSI3aHHBIC C TEMHU WJIM MHBIMUA MYTAIIUsIMHU,
OTMEYArOTCs TIOBOJIBHO penko [4, 31, 32].

Jpyras runore3a paccMaTpHBaeT B KA4ECTBE
MPUYHMHBI Pa3BUTHsI OOJIE3HU MOBTOPHBIE SKCIIAH-
CHU B TeHe 72 OTKPBITON paMKH CIUTHIBAHHS XPO-
MocoMmbl 9 (C9orf72), uyTo accoruupoBaHo ¢ 60-
Jiee BBICOKMM PUCKOM 3a00JIEBAEMOCTU Y MYXK-
yuH [33].

TDP-43 u FUS sBnstoTcs MynbTHQYHKIHO-
HAJTBHBIMH OCJIKaMH, YYaCTBYIOIIIMMH B DKCIIPEC-
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CHUH U PETYJALMH Te€HOB, BKIIOYAs TPAHCKPHII-
uuto, crutaicunr PHK, Tpancnopt v Tpancasnuio
[4]. YcranoBneno, uro myranuu FUS, acconuu-
poBannble ¢ BAC, ciyxar npuunHoi nedekrta
aKcoHaJbHOTO TpaHcnopTa [34]. MccnenoBanus,
CBsI3aHHBIC ¢ oOHapyxxeHuem 1DP-43 B paznuu-
HBIX OMOJIOTHUECKUX JKUIKOCTSAX TMAalleHTOB,
BBH/y T€TEPOTEHHOCTH U MaJOYHCICHHOCTH BBI-
OOpOK HE IMO3BOJIAIOT TOHSATH: BO3PACTAET IU
ypoBeHb TDP-43 mo mnpuumHe [ereHepanuu
HEPBHBIX KJIETOK W BHICBOOOKICHHSI BHYTPHKIIC-
TOYHBIX TPOTEHHOB WM K€ TIOHWXKAETCS B pe-
3ynbTare GopMUpOBaHUS arperatos [35, 36].

OTmeuaeTcs TakkKe, 4TO CIeNyeT MPOBEPATH
Ha HaJW4YWie MYTallMd HE TOJIBKO CaMOrO TalH-
€HTa, HO U €Tr0 POJICTBEHHUKOB [31].

OpHako 70 CUX TMOp HE JOCTHTHYT KOHCEH-
CyC MEXIy MEANKaMH BCETO MHpa MO BOIPOCY O
TOM, Ha KaKue IMEHHO MyTalli1 HE00X0AUMO 00-
CJe0BaTh MAllMEHTOB ¢ nmoxo3peHueM Ha BAC.
BonpmmHCTBO CTpaH MPOBOJAT TECTUPOBAHIE HA
SODI1 u C9orf72. Ho cymiecTByIOT B CTpaHBI, KO-
TOpBIE TONB3YIOTCS COOCTBEHHBIMHU J1abOpaTOp-
HbIMH TTaHesMu [37]. ccaenoBanus B o0macTu
reHeTHueckux myTtanui npu BAC mo3BoisT, Be-
posTHO, pa3paboTaTh B OymymeM 3¢hHeKTHBHYIO
MaToreHeTUYeCKyIo Tepamwio [38].

Ananus 6uonocUYecKUx HeUOKOCMe.

Knuandyeckuii 1 OMOXMMHUYECKUN aHATIU3bI
KpPOBU HE0OX0uMbI B quarHoctuke BAC ms uc-
KITIO4YeHUs 3a00JIeBaHNUM, KOTOPBIE MOTYT CUMYJIH-
poBath OOKOBOI amMmHOTpoHIecKuii ckiiepos [39].
st marmmentoB, crpagarommx BAC, xapakTepHb!
CIIEYIOIINE BAPHAHTHI OTKJIOHEHHUH OT HOPM:

— TIOBBINIEHUE KpeaTHH(OCHOKHMHA3HI
(K®K) B cpennem B 2—-3 pa3a OT HOpMaJIbHOII Be-
mmanasl (70 10 pas) [1, 4]. [Hockonsky KDK BbI-
JIEJSIETCS TP pacTajie MBIIIEYHBIX BOJIOKOH, IPH
BAC moBbllIeHNE JaHHOTO MOKAa3aTeNs HMMEET
MECTO TI0 MPUYMHE MaccHBHOTO Muonu3a. Oco-
OCHHO XapakTepHO MOJOOHOE COCTOSIHHE JIJIsSt
OOJBHBIX C TOSACHUYHBIM Je0I0TOM HJIM CErMEH-
TapHO-SICPHBIM BAPUAHTOM MTOPAKEHHS

— HE3HAYHWTEIbHOE TMOBBIIICHNE KOHIICH-
Tpal¥ KpeaTHHUHA B CBIBOPOTKE KPOBH (110 MPH-
YUHE MUOJIN3a);

— TIOBBILICHUE YPOBHs OuMKapOOHaTa W Tu-
noxyiopeMuss (Kak pe3yiabTaT pa3BUTHS JbIXa-
TEJILHOTO ajKajio3a BCJICACTBHE bIXaTEIbHON
HEJ0CTATOYHOCTH);

— TIOBBILICHHE acmapTaTaMHHOTpaHcgepa-
3bl, aJJaHHHAMUHOTpaHC(epaspl, JaKTaTAETUAPO-
TeHas3bl;

— TIOBBILICHHE YPOBHS (PEPpPUTHHA B CHIBO-
POTKE KpOBH, KOTOPOE MOKET OTpaKaTh U3MEHE-
HUS B MeTabonm3mMe xenesa [1, 39].

[IpoBenenne OMOXMMHUYECKUX HCCIEIO0BA-
HHUM KPOBU HE TOJIBKO ITO3BOJISIET OCYILECTBIIATh
muddepennnanpayo auaraoctuky BAC ¢ pas-
JMYHBIMH JPYTUMH 3a00JI€BaHUSIMU, HO U CIIy-
JKUT JONOJIHUTEIBHBIM METOAOM 00CIIEI0BaHMUSL.

JJ1sl UCKITFOUEHHsT COMaTHYECKUX U ayTOUM-
MYHHBIX 3a00JI€BaHMH MOTYT NPOBOIUTHCS M0-
MOJIHUTEJIbHBIE HCCIICI0BAHUs, TaKUEe Kak aHa-
JU3Bl HA aHTHUTENa K JKCTparupyeMomy siziep-
Homy antureny (ENA-screen), gochomumumam,
HatuBHoi JIHK, knetkam cocyaucToro snpore-
mast (HUVEC), a Takke KOMIUIEKC aHAJIM30B Ha
aHTHUTENa, UCMONB3yeMbIi pu Muo3nuTax [40].

Hccneoosanue nuksopa.

Hccnenosanue nukBopa B auarnoctuke bAC
SBJISIETCS. OTHUM M3 BCIIOMOT'aTEJIbHBIX METOJOB.
IToMumo oOmiero aHanu3a JMKBOpAa B OUArHO-
ctuke BAC MOryT HCIIONIB30BaThCSl YPOBHH HEM-
podunamenTtoB. Hambonee w3ydyeHHBIMH CYyOb-
eAMHUIAMU HEWpO(pHIaMEHTOB B JAWArHOCTUKE
BAC sBnstorcs Jierkue U TsoKenbie Gochopunm-
POBaHHBIE IIEMH, UCTIOIb3YEMBbIE JIS1 OLICHKH CTe-
IeHN HeWpoaereHepanuu. 1loka HEACHO, MOXET
JU JTAaHHBIA TOKa3aTelb JOCTOBEPHO OTpakaTh
cTerneHb 3P PEKTUBHOCTHU MPOBOIUMOTO JICUCHHUS,
KaK, HalpuMmep, NpH OIIEHKE Tepanuy Mpernapa-
TaMH, H3MEHSIONIMMHU TEUeHHE pPaCCesHHOTrO
CKJIEpO3a, OJTHAKO TMOJOO0HBIE MCCIE0BAHHS Be-
nyTcsi. YpoBeHb HeHpo(HIaMeHTOB B CHIBOPOTKE
KPOBHU M TMKBOPE MOXET MOTEHIIUATBHO UCTIONb-
30BaThCS JUISI OIIEHKH MPOTPECCHPOBaHUS 3a00-
JeBaHus u ero nuarHoctuku [41, 42]. Tak, npu
BBICOKOM yYpPOBHE JIaHHBIX CYOBEMHUI] B TIIIa3Me
KPOBH COKpAlIaeTCs TEPHOJ BBDKHBAEMOCTH.
Yposens Oenkxa TDP-43 B nukBope HE accoIuu-
POBaH C MPOJOIKUTEITHHOCTHIO KU3HH, HO MO-
KET HCIOJB30BaThCS B IMArHOCTHKE 3a00JieBa-
Hus [43].

buoncus.

Buoricust Ciry>kuT OJTHUM H3 BCIIOMOTATEINb-
HBIX MeTOA0B nuarHoctuku BAC. Onnako Ouor-
CHSl CKEJIETHOH MBIIIIIBI, NepUPEPUIECKOrO He-
pBa U APYT'HX TKaHEH He sBiseTcs 00s3aTeNbHON
U MOXET HCIONB30BAThCS B TUATHOCTHUKE MPU



Y pAHOBCKMI MeaMKO-0moormaeckmit )XypHa. Noe 2, 2020 13

HAJIMYUM TaHHBIX, HE XapakTepHbix st BAC [1].
Kpome Toro, npumeHeHne moJoOHOTO BUIA IUa-
THOCTHUKH OIPaHUYCHO €r0 MHBa3HUBHOCTHIO U 00-
JIE3HEHHOCTHIO JIJIs marueHTa [39].

TpanckpanuanvHas MAcHUMHAS CIUMYIA-
yus (TMC).

TMC sBnsieTcs OAHUM U3 EPEAOBBIX METO-
noB quaraoctuku bAC, ocobenHo mpu o0cieno-
BAaHUM IAIIMEHTOB, HE MMEIOIIUX KIMHUYECKHX
NPU3HAKOB MTOPaKEHUsI BEPXHEI0 MOTOHEHWpOHa
[1]. JlaHHas MeToaWKa ITO3BOJISET IPOBOIUTH
Haanmexamyw auddepeHnnanpHyl0  JHarHo-
ctuky mexnay BAC u mpounMu 3a00s1eBaHUAMEA
[44]. TTpu nposenennu TMC y nammentos ¢ BAC
PETUCTPUPYIOTCSI M3MEHEHHS, KOTOPBIE MOXHO
YCIIOBHO Pa3leNnTh Ha JBe ITPYNIbL: 1) mpu3HaKu
TUNEPBO30YAMMOCTH MOTOPHOW KOPBI M Hapy1Ie-
HUsl BHYTPHUKOPKOBOT'O TOPMOXKEHHs, 2) MpH-
3HaKM JIeTeHEepald MOTOPHOH KOPBI U KOPTHKO-
CIIMHAJBHBIX TpakToOB. K nepBoii rpynmne npusHa-
KOB OTHOCSITCSl YMEHBIIEHHE MOTOPHOI'O 1Opora
(MII) BeI3BaHHOTO MOTOpHOTO OTBeTa (BMO),
yBenuueHue amimuryasl BMO, ymeHbplieHHE
NPOIOJDKUTEIIEHOCTH KOPKOBOTO IEPHOJA MOJI-
YaHHS, YMEHBIICHHE BHYTPHUKOPKOBOTO TOPMO-
JKEHHMS [IPH perucTpauuu GeHOMEeHa KOPOTKOMH-
TEPBAJILHOTO KOPKOBOTO TOPMOKEHHS U YBEIIH-
YeHHE BHYTPHUKOPKOBOTO OOJIETYCHHS; KO BTO-
poit — yBenuueHue MII, yMeHblleHUE aMILIK-
tynel BMO, yBennuenue jarentHoctd BMO u
BpPEMEHH IIEHTPAIbHOTO MOTOPHOTO MTPOBEACHHUA,
HapylleHWe TMPOBEACHUS BO30OYXICHHS TIpU
TpOHHOM cTUMYJIIHNH [45].

Hcnonp3oBanue pasnuyHbsix MetogoB TMC
MO3BOJISIET YCKOPHUTD MTOCTAaHOBKY JTMArHO3a MPH-
MEpHO Ha § MeC. M YIy4IIUTh €r0 TOYHOCTH, 0-
CKOJIBKY /10 88 % MaIeHToB ¢ KaTeropuen «Bo3-
MOHBIA BAC) TIepexoasaT B KaTETOPHIO «BEPO-
ATHBIN/mocToBepHBIH BACY.

HecmoTpst Ha 10CTaTOYHO BBICOKYIO 3 deK-
TUBHOCTH METO/Ia, B HACTOAIIEe BPEMsI HE CyIIIe-
CTBYET OOIIETIPUHSATHIX KPUTEPUEB JTUATHOCTUKU
Mopa)keHHs1 BepxHero MoToHeipona npu bAC ¢
€ro TIOMOIIBIO0 M, COOTBETCTBEHHO, OH HE BKITIO-
4yeH B quarnoctuyeckue kpurepun bAC [1].

Ipouue memoowL.

B cBsI31 CO CHIKEHHEM CHITBI JIbIXaTENbHBIX
Mbimny y naruerToB ¢ BAC (3-5 % mnarnuenToB
WCTIBITHIBAIOT JbIXaTEJIbHBIE HAPYIICHUS YXKE B
ne0I0Te) BaKHOM SIBIIIETCA OLEHKA (DYHKLIUH JbI-

xanus (DJ1) Ha Bcex cranusx 3abonesanus. Crin-
pomeTpuueckue uccnenosanus @/ 3auacryro 3a-
TPYZAHEHBI MO MPUYHHE CIA0OCTH MUMHYECKOH
MYCKYJaTyphl U, KaK CJI€CTBUE, HEBO3MOKHOCTHU
CJeloBaTh IpaBHJIaM INPOBEIEHUS MPOLETYPHI,
YTO MO’KET MPUBECTH K 3aHMKEHHIO PEalIbHBIX
nokazatesniell. OmnpenerneHHoe BIUSHUE OKa3bl-
BAaIOT U KOTHUTHBHbIE HAPYIICHUs, HE TI03BOJISIO-
IIMe HalMEeHTy BBINOJHATH HHCTpYKUuH. Ilo-
3TOMY, COIVIACHO MHPOBBIM PEKOMEHIALMAM,
KpOMe [EPUOJUUECKOr0 0053aTeIbHOIO IPOX03K-
JCHUS CIMPOMETPHH, TAKUM HalUEHTaM CIIeIyeT
MIPOBOJUTH HOYHYIO ITyJILCOKCUMETPHUIO, OIpee-
JICHHE Ta30BOTO COCTaBa apTEPHAJIbHON KpPOBH,
MOJMCOMHOTpa(HI0, U3MEPEHNE HOCOBOIO JIaB-
JISHVSI ¥ TIPOYHE CXOHEIE MTPOIeAyPHI [46].

B cBs13u ¢ BaXKHOCTBIO OLIEHKU HEHpOIereHe-
paTHBHOTO Tporiecca 0yap0apHONH MYCKyIaTyphl
3¢ (HEeKTUBHBIM METOAOM ONpeeNIeHUs AMHAMU-
KU TeUCHMs 3a00JIeBaHusl SIBIISICTCS pedeBas qua-
rHocTuka. OJHAKO €AMHOro CTaHmapra IJs ee
MpoBeieHns He cymecTByeT [47]. Hanbomnee pac-
MPOCTPAHEHHBIM PEUYEBBIM TECTOM Uil IUArHO-
ctuku BAC gaBinisercs TecT Ha NPOTSHKHOE MPOU3-
HECEHHE TIACHBIX 3BYKOB (KaK MPAaBUIIO «a» HIIH
«n»). Ha ocHOBe omnpeneieHHbIX TPU3HAKOB, BbI-
JIEJICHHBIX M3 ToJioca, MOCPEICTBOM MAaIlnHHON
00pabOTKM JIETEKTHPYIOTCS PEUYeBbIE Hapyllle-
Hus, xapaktepHsie 11t BAC [48]. I1pu aTom Tou-
HOCTh AJTOPUTMOB KJIacCHU(PHKAIMU B BBISBIIC-
HuM 3aboseBanus cocrtasiser g0 92,6 % [47].
B nepcniexTuBe 1aHHBIM METOJ] MOYKET UCTIOJIB30-
BaThCS JUIA CO3JJaHMSI CIIELIMAIN3UPOBAHHBIX MPO-
rpaMMm Ha 0a3e MOOWIBHBIX YCTPOWCTB ISt
OIICHKH CTETIeHH NpOrpeccupoBaHus 3aboseBa-
Hus [48].

Kpaiine Ba)kHbIM B JUArHOCTUKE U BEJECHUU
ManyreHTa ¢ OOKOBBIM aMHUOTPOMUIECKAM CKJIe-
PO30M SIBISE€TCS MYJNbTUANCIUILIMHAPHBINA TTOA-
X0Jl. AMEPUKAHCKUMH CHEHATUCTaAMU TPEAIIO-
KEH BapUaHT MPOBEACHUS TEIEKOH(pEpEeHIH B
cOCTaBe MYJIbTHIUCIUILUTMHAPHOW OpUTansl Ams
TOBBIIIICHUA KAa4decTBa, JIUTEIBHOCTH XKU3HU U
HaJiJIexalen NepBUYHON JIMarHOCTUKHU Y Halu-
entoB ¢ BAC. Be3ycinoBHO, MOM0OHBIH TOIXO
JIOJDKEH paccMaTpHUBAaThCAd WHAWBHIYaIbHO, HO
MOJKET OBITh MPUMEHEH Yy MallMeHTOB, KUBYIIIHX
JAJIEKO OT YUPEXACHUM 3APaBOOXPAHEHHS, WIH Y
HeTpaHcnopTabensHbIx OonbHBIX [49, 50]. K TO-
MY K€ METO/]] TeJIEMEIUIIIHBI SIBIAETCS yI0OHBIM
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KaK 110 MHCHUIO Bpayeii, TaK ¥ 10 MHEHUIO MaIlu-
eHToB [51].

3akawuenune. HecMoTpst Ha 00JIbIIIOE KOJTH-
YECTBO PA3IMYHBIX METOJOB JUATHOCTUKH OOKO-
BOTO aMHOTPO(QHUYECKOTO CKJIEpo3a, MOXKHO
YTBEpXk/1aTh, YTO HA JAHHBI MOMEHT BPEMECHU
HU OJIMH U3 HUX HE SBIISETCS COBEPIICHHBIM. J[71s1

YCKOpPEHUS MOCTAHOBKY JTUarHo3a CleyeT, Bepo-
SITHO, HMCIIOJIB30BaTh KaK MOKHO OOJIbIIIEE KOJIH-
YECTBO JIOCTYITHBIX METOJOB, IMOCKOJIBKY TallH-
EHTBI C JAaHHOH MAaTOJIOTUEH MOTYT OBITh JINOO
OIMMOOYHO JUArHOCTUPOBAHBI, JTUOO HCIIBITHI-
BaTh JUIMTEILHOE OKHIAHUE JO OKOHYATEIHLHOTO
BoisaBiIeHUs BAC.

KoudaukT naTepecoB. ABTOPHI 3asSBIISIFOT 00 OTCYTCTBHH KOH(IMKTa HHTEPECOB.

Jluteparypa

1. I'yces E.U., Konosanos A.H., Cxeopyosa B.U., peo. HeBponorus: HallnoHaJIbHOE PYKOBOJACTBO. 2-€ U31I.,
nepepab. u gon. M.: '9OOTAP-Menua; 2018. 1892.

2. Talbott E.O., Malek A.M., Lacomis D. The epidemiology of amyotrophic lateral sclerosis. Handb. Clin.
Neurol. 2016; 138: 225-238. DOI: 10.1016/B978-0-12-802973-2.00013-6.

3. bpioxoseyxuii A.C., I pusyosa JI.FO. BokoBOI aMHOTPOPHUCSCKHI CKICPO3: 0COOCHHOCTH UMMYHO(EHO-
THTIA TEMOIIO3THYECKUX KOCTHOMO3TOBBIX KJIIETOK-TIPEIICCTBEHHHUI] KaK BO3MOXHBII OnOMapKep paHHeH
JIMarnoctrku paransHoi 6onesnu. I'ensl u kietku. 2019; 14 (1): 72—79. DOI: 10.23868/201903010.

4. Magmaeaounosa A.A., [lleeuenxo I1.11. BokoBo# aMHOTPO(GUUECKUI CKIEPO3: KIMHUKA, COBPEMEHHBIC
METOJIbl JIMATHOCTUKU M JicucHHs. MEKIyHapOIHBIN CTyaeHYeCKui HayuHblii BecTHuK. 2018; 5.
URL: http://www.eduherald.ru/ru/article/view?id=18539 (mara obpamenms: 20.05.2020).

5. Pywxesuu FO.H., 3abpoodey I'.B., Jluxaueé C.A. YNbTpa3ByKoBas BU3YyaIM3AIlHsI MBIIII B THATHOCTUKE
00K0BOr0 aMHOTpOdHuIeckoro ckieposa. HeppHo-Melmeunsie 6onesan. 2014; 1: 30-36.

6. De Carvalho M., Dengler R., Eisen A., England J.D., Kaji R., Kimura J., Mills K., Mitsumoto H., Node-
ra H., Shefner J., Swash M. Electrodiagnostic criteria for diagnosis of ALS. Clin. Neurophysiol. 2008;
119 (3): 497-503. DOI: 10.1016/j.clinph.2007.09.143.

7. Ilepeywuna E.B., baxmusapoea K.3. CIOXHOCTH THATHOCTUKHA OOKOBOTO aMHOTPO(PHUIECKOTO CKIlepo3a
y OompHOTO ¢ caxapHbIM quabetoM. [IpakTrdeckas meaumuna. 2017; 1 (102): 162-164.

8. Baxynun U.C., Yepssros A.B., Kpemnesa E. 1., Konosanos P.H., 3axaposa M.H. CtpykrypHas u QyHK-
LMOHAIBHAS HeHpOBHU3yaln3aIus Ipu 60KOBOM aMHOTPOGHUIECKOM CKJIepo3e. AHHAIBI KIMHUYECKON 1
JKCIepuMeHTanbHOM HeBpostoruu. 2017; 11 (2): 76-87. DOI: 10.18454/ACEN.2017.2.11.

9. Anexceesa T.M., Cxpunuenxo H.B., Jlo6sun C.B., /lemewonox B.C., IOpxuna E.A., Hazapoe B./[., Jla-
nun C.B. TpyIHOCTH TMarHOCTHKU OOKOBOTO aMHoTpoduueckoro ckieposa y BUU-unduipoBanHoro mna-
muenra. JKypuan undexronoruu. 2018; 10 (4): 139-144. DOI: 10.22625/2072-6732-2018-10-4-139-144.

10.Jlamvrwesa B.A., Tabanvkosa FO.B. K matoreHe3y u IHarHOCTHKE OOJIE3HH NIBUTATEILHOTO HEHpOHA
(mexums). ITpoGaemsr 310poBbst 1 skonoruu. 2014; 1 (39): 20-25.

11.Benbrika S., Desgranges B., Eustache F., Viader F. Cognitive, Emotional and Psychological Manifesta-
tions in Amyotrophic Lateral Sclerosis at Baseline and Overtime: A Review. Front Neurosci. 2019;
13: 951. DOI: 10.3389/fnins.2019.00951.

12. Watanabe Y., Raaphorst J., Izumi Y., Yoshino H., Ito S., Adachi T., Takigawa H., Masuda M., Atsuta N.,
Adachi Y., Isose S., Arai K., Yokota O., Oda M., Ogino M., Ichikawa H., Hasegawa K., Kimura H.,
Shimizu T., Aiba I., Yabe H., Kanba M., Kusumi K., Aoki T., Hiroe Y., Watanabe H., Nishiyama K.,
Nomoto M., Sobue G., Beeldman E., Hanajima R., Nakashima K. Cognitive and behavioral status in Jap-
anese ALS patients: a multicenter study. J. Neurol. 2020; 267 (5): 1321-1330. DOI: 10.1007/s00415-
019-09655-9.

13.Agah E., Saleh F., Sanjari Moghaddam H., Saghazadeh A., Tafakhori A., Rezaei N. CSF and blood bi-
omarkers in amyotrophic lateral sclerosis: protocol for a systematic review and meta-analysis. Syst. Rev.
2018; 7: 237. DOI: 10.1186/s13643-018-0913-4.

14.Brunaud-Danel V., Moreau C., Devos D., Defebvre L. Les nouvelles voies de recherche thérapeutique
dans la sclérose latérale amyotrophique (SLA). Pratique Neurologique — FMC. 2016; 7 (1): 9-15.
DOI: 10.1016/j.praneu.2015.12.002.

15. Koaxep H.A. Onexrponeiipomuorpadus B muddepennuansHoii tuarnocruke BAC n knmHMYeckn cxon-
HBIX CHHAPOMOB Ha paHHHX cTaausx 3aboneBanmss. MHXK. 2012; 8 (54): 185-191.


https://www.sciencedirect.com/science/article/abs/pii/S1878776216000030#!
https://www.sciencedirect.com/science/article/abs/pii/S1878776216000030#!
https://www.sciencedirect.com/science/article/abs/pii/S1878776216000030#!
https://www.sciencedirect.com/science/article/abs/pii/S1878776216000030#!

Y pAHOBCKMI MeaMKO-0moormaeckmit )XypHa. Noe 2, 2020 15

16. Hobson-Webb L.D., Simmons Z. Ultrasound in the diagnosis and monitoring of amyotrophic lateral scle-
rosis: a review. Muscle Nerve. 2019; 60 (2): 114-123. DOI: 10.1002/mus.26487.

17.Misawa S., Noto Y., Shibuya K., Isose S., Sekiguchi Y., Nasu S., Kuwabara S. Ultrasonographic detection
of fasciculations markedly increases diagnostic sensitivity of ALS. Neurology. 2011; 77: 1532-1537.

18. De Carvalho M., Kiernan M.C., Swash M. Fasciculation in amyotrophic lateral sclerosis: origin and path-
ophysiological relevance. J. Neurol Neurosurg Psychiatry. 2017; 88 (9): 773-779. DOI: 10.1136/jnnp-
2017-315574.

19.Pillen S., Boon A., Van Alfen N. Muscle ultrasound. Handb. Clin. Neurol. 2016; 136: 843-853.
DOI: 10.1016/B978-0-444-53486-6.00042-9.

20.Pathak S., Caress J.B., Wosiski-Kuhn M., Milligan C., Williams D., Cartwright M.S. A pilot study of
neuromuscular ultrasound as a biomarker for amyotrophic lateral sclerosis. Muscle Nerve. 2019; 59 (2):
181-186. DOI: 10.1002/mus.26360.

21. Menoenesuu E.I'., Myxameoacanoea I'.P., Boeoanos 3.M. BoxoBoii aMuOTpO(hHUUIECKUI CKIIEPO3 C pac-
IMUPCHUCM LCHTPAJIBHOI'O0 KaHaJla CIIMHHOI'O MO3ra no AaHHbIM MaFHHTHO-pCSOHaHCHOfI TOMOFpa(i)I/II/I.
Hespornorusi, Heiiporicuxuarpus, ncuxocomatuka. 2016; 8 (3): 61-65. DOI: 10.14412/2074-2711-2016-
3-61-65.

22.Cmyuesckasa T.P., Tromun JLA., Ilo30uskoe A.B., Pyoenxo [.U., Kaszaxoe B.M., Ckopomey A.A. Tpu-
3HaKH1 MPT—nopaxceHI/m TOJIOBHOIO MO3ra y OOJBHBIX C KJIACCHYECKHM OOKOBBIM aMI/IOTpO(I)I/I‘IGDCKI/IM
cxiepo3om. [exumarp. 2016; 2: 69—77. DOI: 10.17816/PED7269-78.

23.Klickovic U., Zampedri L., Sinclair C.D.J., Wastling S.J., Trimmel K., Howard R.S., Malaspina A.,
Sharma N., Sidle K., Emira A., Shah S., Yousry T.A., Hanna M.G., Greensmith L., Morrow J.M., Thorn-
ton J.S., Fratta P. Skeletal muscle MRI differentiates SBMA and ALS and correlates with disease sever-
ity. Neurology. 2019; 93 (9): e895—907. DOI: 10.1212/WNL.0000000000008009.

24. Antonescu F., Adam M., Popa C., Tuta S. A review of cervical spine MRI in ALS patients. J. Med. Life.
2018; 11 (2): 123-127.

25.Kalra S. Magnetic Resonance Spectroscopy in ALS. Front. Neurol. 2019; 10: 482. DOI:
10.3389/fneur.2019.00482.

26.Chew S., Atassi N. Positron Emission Tomography Molecular Imaging Biomarkers for Amyotrophic Lat-
eral Sclerosis. Front Neurol. 2019; 10: 135. DOI: 10.3389/fneur.2019.00135.

27.Zaccagna F., Lucignani G., Raz E., Colonnese C. Imaging techniques in ALS. Arch Ital Biol. 2017;
155 (4): 142-151. DOI: 10.12871/00039829201745.

28.JIvicocopckas E.B., Abpamviuesa H.IO., Bemuunosa A.C. COBpeMEHHBIC KJIETOYHBIC U MOJEKYIISAPHbBIC
MIOIXO/TBI B U3y4YeHHH O0JIe3HEeH ABUraTeIbHOTO HelipoHa. HeBponmornueckuii sxypHai. 2018; 23 (4): 160—
165. DOI: 10.18821/1560-9545-2018-23-4-160-165.

29. Anemacos H.A., Heanucenxo H.B., Heanucenxo B.A. KoMmpioTepHOE TpencKkazaHUE MaTOTCHHBIX
cBo¥icTB MyTanToB Oeika SOD1, accOnMUpPOBaHHBIX ¢ OOKOBBIM aMHOTPO(PHUUSCKUM CKIIEPO30M. Mex-
JIYHAPOJIHBIN JKypHAJ T'YMaHHTAPHBIX M ecTecTBeHHbIX Hayk. 2018; 10-1: 6-10. DOI: 10.24411/2500-
1000-2018-00001.

30. Abati E., Bresolin N., Comi G., Corti S. Silence superoxide dismutase 1 (SOD1): a promising therapeutic
target for amyotrophic lateral sclerosis (ALS). Expert Opin Ther Targets. 2020; 24 (4): 295-310.
DOI: 10.1080/14728222.2020.1738390.

31. 'apmonos M.C. K Bonpocy 0 1narHoCTuKe 1 Je4eHnH O0KOBOro aMuoTpoduueckoro ckieposa. Beenen-
Hast mosra. 2019; 1 (2): 9-13.

32. Creéopyosa B.U., bauypun C.O., Pasunckasa O.[]., Cmupros A.I1., Koepasckuna E.A., Ilouueaesa K. 1.,
Hunxuna H.H., lllenxosnuxosa T.A., Yemioeoe A.A. HoBbie acTiekThl TaToreHe3a 60KOBOT0 aMUOTPO(H-
geckoro ckieposa. XKypran uesponorun u nicuxuarpud uM. C.C. Kopcakosa. 2011; 111 (2): 4-9.

33.Trojsi F., D'Alvano G., Bonavita S., Tedeschi G. Genetics and Sex in the Pathogenesis of Amyotrophic
Lateral Sclerosis (ALS): Is There a Link? Int. J. Mol. Sci. 2020; 21 (10): E3647. DOI:
10.3390/ijms21103647.

34.1shigaki S., Sobue G. Importance of Functional Loss of FUS in FTLD/ALS. Front. Mol. Biosci. 2018;
5: 44. DOI: 10.3389/fmolb.2018.00044.

35.Feneberg E., Gray E., Ansorge O., Talbot K., Turner M.R. Towards a TDP-43-Based Biomarker for ALS
and FTLD. Mol. Neurobiol. 2018; 55: 7789-7801. DOI: 10.1007/s12035-018-0947-6.

36. Oberstadt M., Clafsen J., Arendt T., Holzer M. TDP-43 and Cytoskeletal Proteins in ALS. Mol. Neurobiol.
2018; 55 (4): 3143-3151. DOI: 10.1007/s12035-017-0543-1.



16 YapAHOBCKMI MeaMKO-0moormaecknii >xypHasi. Ne 2, 2020

37.Vajda A., McLaughlin R.L., Heverin M., Thorpe O., Abrahams S., Al-Chalabi A., Hardiman O. Genetic
testing in ALS: A survey of current practices. Neurology. 2017; 88 (10): 991-999. DOI:
10.1212/WNL.0000000000003686.

38.Brenner D., Weishaupt J.H. Update on amyotrophic lateral sclerosis genetics. Curr. Opin. Neurol. 2019;
32 (5): 735-739. DOI: 10.1097/WC0.0000000000000737.

39. Campanari M.L., Bourefis A.R., Kabashi E. Diagnostic Challenge and Neuromuscular Junction Contri-
bution to ALS Pathogenesis. Front. Neurol. 2019; 10: 68. DOI: 10.3389/fneur.2019.00068.

40. Mapycuuenko E.A., Beraxosa M.C., Eemywesckas A.H., Mapycuuenxo B.B., Eemywenxo C.K., Cumo-
Han B.A., l'onuapoea A.A. Ocobennocty panneid nuddepeHnmansHoi AMarHocTHKH OOKOBOTO aMHOTPO-
¢uueckoro ckiepos3a. YKpauHCKUH BeCTHHK ncuxoHeBposoruu. 2012; 20 (3 (72)): 119.

41.Poesen K., Van Damme P. Diagnostic and Prognostic Performance of Neurofilaments in ALS. Front.
Neurol. 2019; 9: 1167. DOI: 10.3389/fneur.2018.01167.

42. Gagliardi D., Meneri M., Saccomanno D. Diagnostic and Prognostic Role of Blood and Cerebrospinal
Fluid and Blood Neurofilaments in Amyotrophic Lateral Sclerosis: A Review of the Literature. Int. J.
Mol. Sci. 2019; 20 (17): 4152. DOI: 10.3390/ijms20174152.

43.Kasai T., Kojima Y., Ohmichi T., Tatebe H., Tsuji Y., Noto Y.I., Kitani-Morii F., Shinomoto M., Allsop D.,
Mizuno T., Tokuda T. Combined use of CSF NfL and CSF TDP-43 improves diagnostic performance in
ALS. Ann. Clin. Transl. Neurol. 2019; 6 (12): 2489-2502. DOI: 10.1002/acn3.50943.

44.Van den Bos M.A.J., Geevasinga N., Higashihara M., Menon P., Vucic S. Pathophysiology and Diagnosis
of ALS: Insights from Advances in Neurophysiological Techniques. Int. J. Mol. Sci. 2019; 20 (11): 2818.
DOI: 10.3390/ijms20112818.

45. baxyaun U.C., Hotioawesa A.I'., Yepnasckuii A.1O., Cynonesa H.A., 3axaposa M.H., [Tupaoos M.A. Me-
TOJMKA BBISBICHUS MOPAKCHUS BEPXHETO MOTOHEHpPOHA MpH OOKOBOM aMHOTPO(PHUECKOM CKIIEPO3€E C
IIOMOIIBIO TpaHCKpaHHaJIBHOﬁ MarHAUTHOM CTUMYJISLIAHN. AHHaNB KIUHHYESCKOH U 3KCHepI/IM€HTaJIbH0ﬁ
uesposoruu. 2018; 12 (2): 45-54. DOI: 10.25692/ACEN.2018.2.7.

46. Bacunves A.B., Enuceesa /1.J]., Heanoea M.B., Kouepeun H.A., 3axpotiwyuxosa U.B., Bpwires JI.B.,
HImabrnuykuii B.A., 3axaposa M.H. MeTonbl IUaTHOCTHKHA ¥ KOPPEKIMH PECIHPATOPHBIX HAPYIICHUI
pu OOKOBOM aMI/IOTpO(i)I/I‘Ie()KOM CKJICpO3¢C. AHHaNBI KITMHUYECKOU B 3KCH€pPIM€HTaJ'IBHOI>i HEBPOJIOTUH.
2018; 12 (4): 76-85. DOI: 10.25692/ACEN.2018.4.11.

47.T603006uy A./[., Pyuxesuu FO.H., Bawxesuu M.H. JlerextupoBanue Oynp0apHBIX HapyleHUH ipu 00-
KOBOM aMPIOTpO(bI/I‘ICCKOM CKJIEPO3€ Ha OCHOBC aHaJIn3a pe4YeBOI0 CUI'HAaJIa. Z[OKJ'Ia,I[LI Benopyccxoro rocC-
yJIapCTBEHHOTO YHUBEpPCHTETAa MHPOPMATHKU U paanodnekTponnku. 2018; 116 (6): 52-58.

48. Bawkesuu M.U., I's03006uu A.J]., Pywkesuu IO.H., [lempoeckuii A.A. AKyCTUUECKHI aHAIN3 rOJI0ca IS
BEISBIICHUS PEUCBBIX HAPYIICHUH Ipu OOKOBOM amMHoOTpodudeckoM ckiepose. Jokimansl bemopycckoro
rOCyJapCTBEHHOTO YHHBEPCHTETa HHPOPMATHUKA U pamnotekTponuku. 2018; 117 (7): 64—68.

49. Haulman A., Geronimo A., Chahwala A., Simmons Z. The Use of Telehealth to Enhance Care in ALS and
other Neuromuscular Disorders. Muscle Nerve. 2020; 61 (6): 682—691. DOI: 10.1002/mus.26838.

50.Klavzar P., Koritnik B., Leonardis L., Dolenc Groselj L., Kirbis M., Risti¢ Kovacic¢ S., Klinar P., Pohar
Perme M., Zidar J. Improvements in the multidisciplinary care are beneficial for survival in amyotrophic
lateral sclerosis (ALS): experience from a tertiary ALS center. Amyotroph Lateral Scler Frontotemporal
Degener. 2020; 21 (3-4): 203-208. DOI: 10.1080/21678421.2020.1746809.

51.Helleman J., Kruitwagen E.T., van den Berg L.H., Visser-Meily J.M.A., Beelen A. The current use of
telehealth in ALS care and the barriers to and facilitators of implementation: a systematic review. Amy-
otroph Lateral Scler Frontotemporal Degener. 2020; 21 (3-4): 167-182. DOI: 10.1080/21678421.
2019.1706581.

Iocmynuna 6 pedaxyuio 20.01.2020; npunsma 01.03.2020.

ABTOpPCKHUI1 KOJJICKTUB

IMnaroa KQuusa AnexcanapoBHa — Bpad-HeBpodior, ['Y3 YibsHOBCKas obmacTHasi KIMHHYECKass 00JIb-
nwra. 432017, Poccus, 1. YibsHOBCK, yi1. Tperbero MarepHarmonaia, 7; e-mail: platova-yuliya@yandex.ru,
ORCID ID: 0000-0001-8586-1835.

Kapunosa Hartaabs OJjieroBHa — ctyneHT 6 kypca, ®T'BOY BO «YbsSHOBCKHI rocynapCcTBEHHBIN
yauBepcuteT». 432970, Poccus, r. YibssHOBCK, yi. JIeBa Toincroro, 42; e-mail: natascorpio73@mail.ru,
ORCID ID: 0000-0003-0140-9994.



Y pAHOBCKMI MeaMKO-0moormaeckmit )XypHa. Noe 2, 2020 17

O0pa3en HUTHPOBAHUSA

Inamosa 10.A., Kapunosa H.O. CoBpeMeHHasI IMarHOCTHKAa OOKOBOTO aMHOTPO(HUIECKOTO CKIEPO3a.
VibsHOBCKHI Meauko-ononorundeckuii sxypaai. 2020; 2: 8-20. DOI: 10.34014/2227-1848-2020-2-8-20.

MODERN DIAGNOSTICS OF AMYOTROPHIC LATERAL SCLEROSIS

Yu.A. Platoval, N.O. Zharinova?

1 Ulyanovsk Regional Clinical Hospital, Ulyanovsk, Russia;
2Ulyanovsk State University, Ulyanovsk, Russia

The purpose of this review is to systematize data on the diagnostics of amyotrophic lateral sclerosis (ALS),
taking into account international practices in the application of various methods and their efficacy evalua-
tion. For practical application research methods are divided into separate groups. Information from elec-
tronic libraries Pubmed, eLIBRARY and Elsiever was used as reference sources.

Electromyography (EMG) is still the main method used in ALS diagnostics. It can be effectively combined
with other tests. The combined use of ultrasound and EMG increases the number of patients with a reliably
detected ALS.

MRI allows the differential diagnosis of ALS with diseases that can feign the illness. Co-use of various
neuroimaging methods can increase the accuracy of ALS diagnostics up to 90 %. The major part of sporadic
and familial morbidity is associated with SOD1, C9orf72, TARDBP (TDP-43), and FUS gene mutations.
There is still no consensus what mutations should be tested in patients during ALS diagnostics.
A series of biochemical analyzes and tests for autoimmune diseases during ALS diagnostics is necessary
for proper differential exclusion. Liquor test can be used to assess the neurofilament level and it is also an
auxiliary method to diagnose and assess the disease development. Tissue biopsy, as an ALS diagnostic
method, is rarely used due to its invasiveness; it is mainly administered in case of atypical symptoms.
A promising method in ALS diagnostics is transcranial magnetic stimulation, which allows to fasten
the diagnosis. However, at present this procedure is not included in the diagnostic criteria for ALS.
Evaluation of respiratory and speech functions is necessary both in diagnosis and management of
ALS patients. Thus, ALS patients require a multidisciplinary approach and combined diagnostic tech-
niques for timely diagnosis.

Keywords: amyotrophic lateral sclerosis, motor neuron disease, neurodegeneration, neuroimaging, elec-
tromyography, ALS diagnostics.
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