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Pesrome

Onucan cayuatl pa3pumus 60KOBOro amuompogpuiecko-
ro ckaeposa (BAC) na ¢pone BUY-ungexyuu, nogmaeprgeH-
HBIU gAHHBLIMU MOAEKYASIDHO-TeHemuiecKoro UCCAegoBaHUSL.
Obcyxgaemcsi CAOKHOCMBb gupdeperyuarbHOU guarHo-
cmuku mexqgy kiraccuueckum BAC u BAC-nogo6HbIM CuH-
gpomom y BUY-unguyupoBaHHOro nayuenma.

KaroueBslie croBa: 60KOBOU amMuompoguueckull CKAepo3,
BUY-ungpexyusn, BHY-accoyuupoBanuwii BAC-nogobnbiii
CUuHgpOM, reHemuueckue uccaegopanus, SOD1.

BBepenue

BokoBoii ammorpoduueckuii ckreposd (BAC) —
HEYKAOHHO IIpOorpeccupymollee 3a00AeBaHUe, Pa3BU-
Balollleecs B pe3yAbTaTe AereHepali ABUTaTEeABHBIX
HEUPOHOB KOPBI OOABIINX MOAYIIAPUM, MO3TOBOI'O
CTBOAA U CIMHHOTO MO3Ta. KAWHWYecKasi KapTHHAa
knraccrdeckoro BAC xapakTepusyeTcss CUMIOTOMaMH
OPa’KeHUsI BEPXHEro (CyXO’KMABHAS runeppedaex-
CHs, CIACTUYHOCTBH, IHUPaAMUAHBIE 3HAKW, Iapesdl,
OyABOApHBIM IIapaAWd) U HUJKHEIO ABUTATEABHBIX
HEUPOHOB (CyXO’XMABHAd TUIIOpe(MAEKCHs, MBIIIeY-
Hasd TMIIOTOHUSA U aTpOPuH, PacCUKyAI U, OyAsOap-
HBIE U IICEBAOOYABOAPHBIE CUMIITOMBI).

BAC-10p0OHBIE CHHAPOMBI — 3TO CUHAPOMBI, Pas-
BUBAIOIIMECS B Pe3yAbTaTe APYTOro, OTAMYHOTO OT
BAC maToAormueckoro mpolecca U He SIBAIIOIUEeCs

Abstract

We described a case of amyotrophic lateral sclerosis (ALS)
with comorbid HIV infection. The diagnosis was confirmed
by genetic tests. The difficulty of the differential diagnosis
between amyotrophic lateral sclerosis and HIV-associated
ALS syndrome is discussed.

Key words: amyotrophic lateral sclerosis, HIV infection,
HIV-associated ALS syndrome, genetic tests, SOD1.

pasHoBupHOCTAME BAC [1]. CEMITOMBI TOPa’kKeHUS
ABUTQTEABHBIX HEWPOHOB MOTYT BCTpedYaThCd IIpHU
BepPTeOPOTEeHHBIX MUEAONATHUIX, SHAOKPUHONATHUAX,
HeMpOMHMEKIUAX, ITapaHEeONAaCTUUYECKUX CHUHAPO-
MaX, OTPABA€HUSIX TSIKEABIMU METAANAMU U AP.

Apnarsoctnka BAC ocHOBaHa Ha AAQHHBIX KAMHU-
KO-HEBPOAOTHMYECKOTO OOCAEAOBAHUSA C yUYETOM KPHU-
TepueB El-Escorial, 2015 [2]. 3aboareBaHue MO>KeT
OBITH BepUMUIIMPOBAHO MOCAE MCKAIOUEHUS APYTHUX
3a00A€BaHUM CO CXOAHBIMU CUMIITOMaMH [3], Tak Kak
OuoMapKepoOB paHHEU AMAarHOCTUKU 3TOTO 3a00AeBa-
HU4 He CYIeCTBYeT.

B konme XX B. BUpyCHas TUIOTe3a IaTOreHesa
BAC Oblra OAHOM M3 BEAYIIUX U OCHOBBIBAAACh Ha
IPEATIOAOSKEHUHN O BEPOSTHOU TPOITHOCTH HEKOTOPBIX
BHUPYCOB K ABHUTAQTEABHBIM HeWpoHaMm. OOCy’KAarach
POAB BUPYCOB, BBI3BIBAIOIINX MeAAEHHBIE HHPEKIINNU
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(BO3OyAMTEAEY TPHOHOBBIX OoAe3Hel Kpelitideabpa —
Aroba, I'epctmanna — LTtpoccaepa — Illenkepa,
Kypy), dHTEpPOBUPYCHOM HH(MPEKNUM (BUPYC IIOAUO-
mueanTta, Kokcaku) [4, 5], BUpycoB repueca 6 u 8 tu-
1oB [6], BUpyca uMMyHoAedunura yeroseka (BUY) u
yenroBeueckoro T-aumgonurapaoro Bupyca (HTAB)
[#]. OaAHaKO B3aUMOCBS3b 3TUX BUPYCOB C Pa3BUTHEM
BAC ne Oblra TOATBEPIKAEHA B PSIAE APYTHX UCCAEAO-
BaHu [8, 9].

N3BecTtHO, yTo BUY 11 UHTAB HemmocpeACTBEHHO He
OKa3bIBAIOT MAaTOAOTHUYECKOI'O BO3AEMCTBUSI Ha ABHU-
raTeAbHble HEMPOHBI, OAHAKO MOTYT IIPOBOIMPOBATH
BKAIOUEHHE MMMYHHOOIIOCPEAOBAHHBIX MeXaHU3MOB
C BOBA€YEHUEM B IATOAOTHMYECKUHN IIPOIleCC MUKPO-
TAMHY, MaKpo@aroB 1 aCTPOILIUTOB U IPUBOAUTE K pas-
BuTHio BAC-11oA0OOGHBIX CHHAPOMOB [10].

Cayuart BUY-unHpuimpoBaHHOro nanueHTa C
BAC-1opAOOHBIM CUHAPOMOM BIIEPBbIE OBIA OHUCaH B
1985 1., Korpa OBIA pa3paboTaH CEPOAOTUUYECKUM Me-
Top AuarHoctuku BUY-undexiunu [11].

PasanugaloT ceMelHBle U CIOpPapMdYecKue CAydYau
BAC, coctraBasromne 5—10% u 90 —95% cooTBet-
CTBeHHO. ['eHeTHUYeCKUe NCCAEAOBAHNUS B HaCTOsIee
BpeMsI IIO3BOALIOT BBISIBUTH MyTaHTHEIE T'eHBI B 68%
ceMeMHBIX U B 11% criopapudyeckux caydaeB BAC [12].

B 1993 r. ObIAO BIEpBBEIE ONMCAHO, YTO MyTa-
num B reHe SOD1 accomuupoBaHBI C pPa3BUTHU-
em BAC [13]. 'en SODI1 kopupyeT 6erok Cu-Zn-
cynepokcuppucmyTasy 1 (SOD1), KOTOpBIM y4acTBY-
eT B MHAKTUBAIIUU CyIepoKcUup-aHmoHa (O2) u ero
TpaHCOPMAIUU B KMCAOPOA M IIEPOKCUA BOAOPOAA.
Myranuu B reHe SOD1 BBI3BIBAIOT NpUoOOpeTeHHe
OEeAKOM HOBBIX NTAaTOT€HHBIX CBONCTB (AOMUHAHTHO-
HeraTUBHbIE MYyTallUM), a TakK’Ke MOI'yT HapyllaTh
CB43b OEAKOBOM YacTu (pepMeHTa C MTOHAaMU METAaAAOB
[14]. Beaku COA]l yTpaumBaloT NPaBUABHYIO KOH-
dopmanuio U GOpMUPYIOT MAaTOAOTHUECKHe arpera-
Thl. Boaee Toro, 6eakoBble MoAeKkyAbI COAL criocob-
HBI IIPOHUKATL Yepe3 MeMOpaHbl B APyTHe KAETKU U
3aIlyCKaTh arperarmio HaTUBHBIX OEAKOB. DTOT MaTo-
reHeTUYeCKUNM MeXaHH3M CXOAEH C pacIpocTpaHe-
HHeM IPUOHHBIX 6eAKOB [15]. MyTanuu B rere SOD1
MOTYT BO3HUKATh B AIOOOM 13 5 3K30HOB M Hamboaee
YacTO 3aMeHSIIOT aMUHOKUCAOTEI D90, A4 u G93. He-
CMOTPS Ha TO, UTO C Ka>KABIM T'OAOM OOHapy’KUBAETCs
BCe DOABIIIe TeHOB, U3MEHEHNS B KOTOPHIX BBI3BIBAIOT
CIIopaprueckue MAU HacAeAcTBeHHbIe hopMbl BAC,
abeppanuu B SOD1 A0 CHUX TTOP CUUTAIOTCSI OAHUMU
U3 CaMBIX YaCTBIX U M3YUEHHBIX TeHeTUUeCKUX aHOo-
maauti pu BAC [16]. O TpyaHOCTH pAudpepeHIInanb-
HOM AMArHOCTUKU KAaccuueckoro 3aboreBanmuss BAC
u BAC-1op0OHOTO CHHApPOMa CBUAETEABCTBYET CAe-
Ayiolllee KAMHUYeCKoe HabAIOAeHNe.

KanHnyeckuii caydyam

[Mamuent B., 54 ropa, oOpaTtuAcs ¢ >karobamMu Ha
cAabOCTh B HOTAX, 3aTPyAHEHUS IIPU IIOABEMe II0

AECTHHUIle, YTOMASIEMOCThb IIPU XOABLOe, Ilepuopude-
CKUe MBIIIIeYHbIe IIOAePrUBaHug B 00AacTH Oepep, 6o-
Ae3HeHHBIe CYAOPOI'M B MKPOHOSKHBIX MBIIIIAX, CHU-
>KeHUe Macchl Teaa Ha 10 KT B TeueHHe MOCAepAHUX 4
AeT 6e3 U3MeHeHNH B IIUIIeBOM paljioHe.

HacaepcTBeHHBIN aHaMHe3 He OTATOIIeH.

M3 anamHe3a >KU3HU HM3BECTHO, YTO 9 AeT Hazap
npu oOCAepOBaHUU B UHMEKITMOHHOU OOABHUIIE,
KyAa IallMeHT o0palllaAcsd MO IIOBOAY AWapeu, ObIAU
BBISIBAEHBI aHTUTeAa K BUY. B AaabHelIIIeM Ha ITpOTs-
SKeHUU 7 AeT He 00CAeAOBAACS, A€UEHHUS He IIOAYYaA.
C 2013 r. cocToUT Ha y4eTe B CHeIUaAn3UuPOBAaHHOM
yupeXpAeHumM ¢ amarHosom B23, 4 A crapuu B (ase
peMuccum Ha PoHe BBICOKOAKTHBHONW aHTHUPETPOBU-
pycuol Tepanuu (BAAPT). B Teuenue 3 aeT ¢ 2013 1.
1o 2016 r. manmeHT noAydar BAAPT: adpaBupeHs (pe-
racT) ¥ 3UAOBYAUH, AAMUBYAUH (AN3aBEPOKC).

B aekabpe 2015 r. nogBUANCE ODOAE3HEHHBIE MbI-
lIeyHble CIa3Mbl B A€BOM TOAE€HH, HEAOBKOCTH B
npaBo¥ kuctu. B ampeae 2016 r. OOABHOU OTMeYaA
TIOCTEeNIeHHO IIPOTPECCHUPYIOIIYIO0 CAA0OCTh B HOTAaX,
OBICTPYIO YTOMASIEMOCTh IIPU XOABOE, ITIOSIBA€HUE CAa-
0OCTHU B IPaBOM pYKe.

B HOs16pe 2016 r. B CBSI3M C OPOrPeCCUPYIOIIUM
XapakTepoM CHUMITOMOB U IIOBBIIEHWEM YPOBH4I
kpeatnakrHa3bl (KK) kpoBu po 756 Ea/A, 6BIAa TIpO-
u3BepeHa cMeHa BAAPT na mpermnapat, copepsKaliium
PUANIMBUPUHA TMAPOXAOPHA, T€HO(MOBUP, 3MTPUIU-
TabuH (sBunAepa). [lo pesyavratam TP ma BUY ot
AeKabps 2016 r. Bupyc ooHapy>keH He ObIA (MeHee 200
rormt PHK/mA).

Ha MomeHT rocnmutasmsanum obijecoMaTiueCcKun
craTyc 0e3 ocobeHHOCTel. [TaToAOruu SHAOKPUHHOMN
CHCTeMBbI He BBISIBAECHO.

Nupekc maccel Teaa (MMT) 22,3. B HeBpoAoruye-
CKOM CTaTyce: CO3HaHUe SICHOe, peub, TAOTaHue — 0e3
0CcoOeHHOCTeM. BBIIBASIAUCE AerKue KpaeBble TH-
noTpouu g3bIKa CAeBa U yMepeHHble CIIOHTaHHBIE
dpubpurnsaiuy. QacHUKyASITIUA B MBIIIIaX IIA€YEBOTO
nosica u Oepep IPOBOIUPOBAAUCH IepKyccuel. Bu-
3YaAM3UPOBAAUCH TUIOTPOMUU MBI [IA€YEBOTO
osICa, IPEATIACUNN, MEAKMX MBIIIIax KUCTel, boaee
BbIpa’keHHbIe CIIPaBa; MBIIII] OeAep U roAeHel 0e3 OT-
YeTAMBOM aCUMMETPWH, MBIIIIT CIIMHLL (pUc. 1). MbI-
LIeYHBIY TOHYC OBIA AU PYy3HO cHMKeH. Cuaa cKe-
AETHON MYCKYAQTypHI ObIAG CHHYKEHa B pa3rudaTeAsdx
TMaAblleB KUCTU U ME)KKOCTHBIX MBIIIIAX CIpaBa, B
pasrubaTeAsix U crubaTeAsixX MaAblleB CTOIl A0 4 Oaa-
AOB. 'AyOoKHe CyXOKUABHBIE Pe(PAEKCHI C AYUEBBIX,
C ABYTA@BBIX MBIIII] IIAeda U KOAeHHBIe peAeKCH
OBIAU O>KUBAEHBI, D>S. AXMANOBBI I IOAOIIBEHHLIE
pedAeKchl He BBI3BIBAAUCH. [laToAOTHMYECKHE KUCTe-
Bble 3Haku (Poccoammo — BenapepoBuda, bextepena)
OIIPEAEASIAUCE C ABYX CTOPOH. [TaToAOTMYECKUX CTOII-
HBIX 3HAaKOB, KOOPAMHATOPHBIX, YYyBCTBUTEABHBIX Ha-
pylIeHu# He OBIAO BBIIBAeHO. OlleHKa 10 PyHKIIUO-
HanbHOM mKane ALSFRS-r coctaBuaa 42 6aanra [17].
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Puc. 1. [ManuenT B.: A — runorpoduu Mel kucrer (D>S); B — runorpodnn Me>KAOIIaTOUYHBIX MBIIIII], MBIIIII] IIA€YeBOT'O

IIosgica

B KAMHHMYECKOM U OMOXUMMNUYECKOM aHaAu3e Kpo-
BU He OBINO OIPEAEAEHO TaTOAOTHMYECKUX M3MeHe-
HUM, 3& MCKAIOYeHUeM IOBHIIIIeHud ypoBHI KK a0
873 Ea/A.

AnTHTeAa K BupycaM renatutoB B u C He BBIABAS-
AUCH, PEaKIMs MUKPOIPEIUINUTANY OblAa OTpHUIla-
TeAbHas.

OO aHaAM3 AMKBOpPA: IIPO3pavyHbId, OecliBeT-
HbIl, 6eAr0k 0,513 /A, tuTo3 0,66 10°/A (HeHTPODUADL
0%, aum@orutst 100%, MoHOIIUTEI 0%), KCCAEAOBAHUE
IepeOpOCIMHAABHOM JKUAKOCTH Ha BUPYCHI repieca
I, II TunoB, BUpyca BapulleAra 30CTep, DNIITeHHa —
Bapp, nuToMeraroBuUpyca, Ha HaaAu4dre BO30yAUTeAeH
TOKCOMNAA3MO03a, KAEIIeBOTo dHIledarnTa, 60ppeAno-
3a A@AO OTPUIIATEABHBIE PEe3YABTATHI.

I[Tpyu BBIIOAHEHUU  JIAEKTPOHeHUpomMuorpauu
(OHMI') OBIAO BBIIBA€HO CHHJ)KEHHE aMIIAUTYABI
M-0TBETOB C AOKTEBOTO HEpPBa CIIpaBa, ¢ 00AbIIEOEep-
IOBBIX ¥ MAaAOOEPIIOBBIX HEPBOB C ABYX CTOPOH, CKO-
POCTHU IIPOBEAEHMS B HOpMe. [Ipr3HaKoB HapyIIeHNS
CEeHCOPHOTO TNPOBEAECHUS M KOHAAKIITMOHHOTO OAOKa
oOHapy>XeHO He ObIAnO. [Ipm mCCAeAOBAHMU MBIIII]
UTOABYATBIMU IAEKTPOAAMU OBIAY BHISIBAEHBI IPU3HA-
KM XPOHUYECKOTro AMGPAPY3HOTO AEHEPBAIMOHHOI'O
mpoiiecca B BUAE TOTEHIIUAAOB (PUOPHUAAIIUMI, TIO-
3UTHUBHBIX OCTPHIX BOAH, TOAM(A3UH B IIPABOM YETHI-
pPexraaBoM MbIIIe OeApa ClipaBa, OOAbIIEO0epPIIOBBIX
MBIIIAX C ABYX CTOPOH, IPaBOM ABYTAQBOM MBIIIIE
nAeda. Takum o6pa3oM, AGHHbIE DAEKTpoMUorpauu
CBUAETEABCTBOBAAW O IIOPA’KEHUM ABUTaTEABHBIX
HEUPOHOB IIEPEAHUX POTOB CIIMHHOI'O MO3Ta Ha IIeu-
HOM ¥ IOSICHUYHO-KPECTI[OBOM YPOBHSIX.

[To pesyabTaTaM MarHUTHO-PE30HAHCHOU TOMO-
rpadun (MPT) ronoBHOro Mo3ra BU3yaAHM3HPOBa-
AUCH eAMHUYHBIE OYaru COCYAMCTOTO reHe3a B 6eAoM

BellleCTBe AOOHBIX AOAEM U yMepeHHas Hapy’KHasg
3aMecTuTeAbHass rupponedanus. [1To pauHbiM MPT
MIEWHOTO ¥ TOSCHUYHO-KPECTIIOBOTO OTAEAOB IIO-
3BOHOYHHMKA OIIPEAEASIAUCH TPU3HAKU AeTeHepaTUB-
HO-AUCTPOPUUECKUX MN3MEHEHUMN MeKIO3BOHKOBBLIX
AuckoB C3-4, C4-5, C5-6, C6-7 6e3 BO3ACUCTBUSA Ha
COCYAMCTO-HEPBHBIE CTPYKTYPHI, TPBIKM MEJKIIO03-
BOHKOBBIX AuCKOB L2-L3, L3-L4, L4-L5, npu3Haku Ha-
PYIIEHUs CTaTUKHU M SBAEHUS CIIOHAMAOAPTPO3a Ha
ypoBHe L1-S1.

3a BpeMs rOCIHUTAAU3aluY IIPOBEASHHAsT aHTHOK-
CHAAQHTHAS M HEMPOIIPOTEKTUBHAS Tepanus He TT0Ka-
3aAa 9P PEKTUBHOCTU.

Takum o6pa3oM, KAWHUYeCKast KapTHHaA Yy IallyeH-
Ta b. OblAra TIpepacTaBA€HA CUMITOMaMM MOpPa>kKeHUs
BEPXHEro ABUTAQTEABHOI'O HEMPOHA Ha ABYX YPOBHSIX
(IeMHBIN, TTOSICHUYHBIN) M HUYKHEro ABUTATEABHOTO
HelpOHa Ha TpeX YPOBHIX (OyAbBOApHBIN, IIEHHBI,
TOSICHUYHBIN), YTO YAOBAETBOPSIAO KPUTEPUIM KAU-
HUuyecku BeposiTHOTO BAC, coraracHO KpuUTepusm
El-Escorial (2015 r.). OpHAKO, YYMTBEIBAS HaAuuyue
MHQPEKIIMOHHOTO 3aboAeBaHUsI B aHamHese (BUY),
mpeACTaBAeHHEe 0 OOABHOM TPaKTOBaAMCH Kak BMY-
aCCOIMMPOBAHHBIM CHHAPOM COYETAHHOTO ITOpa’ke-
HUS IIeHTPAABHOTO W MepudeprudecKoro ABUTaTeAb-
HbIX HEUPOHOB.

Ilpm BBINKCKe NanUeHTy OBIAO PEKOMEHAOBAHO
IIPOBEAEHNE MOAEKYASIPHO-TEHETHYECKOTO HCCAEAO-
BaHUS KPOBU AASI BHIIBACHUST HAMOOAEE 9aCTO BCTPe-
yaromuxcsa BAC-acconuupoBaHHBIX MyTanui. AHa-
AM3 Kopupyolleil ooaacTu reHa SOD1 ObIA TpoBepeH
B AekabOpe 2017 r. ¢ IOMOIIBIO MPSIMOTO aBTOMAaTHU-
YeCKOT'0 CeKBeHUPOBaHUA 10 CaHrepy. DKCTPAKIUI
AHK 13 neapHOM KpOBHU HaljeHTa OCYIeCTBASIAACH C
nomoinbio QIAamp® DNA Mini Kit coraacHo npoTo-
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KoAy. C 11eAbIo OTpepAeAeHNs KOHIeHTpalul U OTCYT-
CTBUSI KOHTaMWHaINuu 3sAtoupoBanHou AHK (ompe-
Aerenne cootHoteHus A260/A280) ncrmoab30BaACs
BioDrop UV/VIS Spectrophotometer. CexBeHmupo-
BaHUe aMOAUPUITMPOBAHHBIX 3K30HOB TeHa SODI1
IIPOBOAMAOCH C TToMOIIbI0 Habopa BigDye Terminator
v3.1, CIITIA B COOTBETCTBUU C MHCTPYKIHEMN IPONU3BO-
DUTEAS.

HccaepoBanue SKCIaHCUU HYKAEOTUAHBIX
GGGGCC-noBTopoB B reHe C9orf72 mMpoBOAMAOCE C
UCIIOAB30BaHUEeM MeToporoTu [ILIP ¢ mpaiMuHTOM
TPOUHBIX TOBTOPOB U C IIOCAEAYIOUINM paspereHueM
MIPOAYKTA PeakIluy C MOMOIIBI0 (PparMeHTHOrO aHa-
Au3za [18, 19]. KoandecTBo moBTOpoB MeHee 30 cuuTa-
AOCh HOPMOM.

Bboino mokaszano, uTo 1mipepdkcrnaHcusg CAG-
HYKAeOTHAOB (0T 26 po 38 CAG-TIOBTOpPOB) B TeHe
ATXN2 yBeanumBaeT puck paszsutuga BAC [20].
Y nanmeHnTa b. Tak>kKe OBIAO IIPOBEAEHO MCCAEAOBAHME
koandectBa CAG-mmoBTOpOB B reHe ATXN?2. IMocae-
AOBATEABHOCTh IIpaiMepoB, ycaoBuda [1LIP-peakiuit
u pacuer koaudectBa CAG- u GGGGCC-moBTOpPOB
TTPOBOAUAUCE B COOTBETCTBUU C pPaHee OITyOANKOBaH-
HBIMM IIpOTOKOAAMU [21, 22].

Y marueHTa Oblra OOHapy>KeHa IIaTOTeHHAas MUC-
ceHc-myTanusa G94S B 4 sk3o0He rera SODI1 (puc. 2).
KoanuectBo moBTopoB GGGGCC-1IOBTOPOB B TreHe
C9orf72 coctaBuno 11 Ha 06enx arrersix. KoamuecTBo
CAG-noBTOpOB B TeHe ATXN?2 coctaBuao 22 Ha obe-
UX aANENSTX.

P T T s T i T e e ey

Puc. 2. OarekrpodeporpamMmma yuyactka reia SOD1
c MucceHc-myranuen G94S

Ocob6eHHOCThIO HalipAeHHOM MyTaruu B reHe SOD1
c 3ameHoM G94S sBASIETCSI OTHOCUTEABHOE OTCPOUYEeH-
HOe Hayvano 3aboneBaHUSI B CPAaBHEHUU C APYTUMU
TunamMu Mytauuii G94 m 6oaree AAUTEABHAsT IIPOAOA-
KUTEABHOCTH JKM3HU ITOCAE TTOSIBAEHUS TIEPBBIX CUM-
nToMoB BAC [23]. Takske cuuTaeTcsd, YTO AQHHAS MYy-
Tanysa 6oAee XapaKTepHa AAS TAllMeHTOB a3MaTCKOU
pacsl [24].

[Tpu moBTOpPHOM OOCAEAOBAaHWN OOABHOTO 4epes
11 mecsrieB B guBape 2018 1. BLIIBAEHO HapacTaHUe
HEBPOAOTHMYECKUX CUMIITOMOB (IIOSIBA€HUWE CIIOHTaH-
HBIX (PACIUKYASIIIUA B MBIIIIAX ITA€YEBOTO TI0SICQ,
Oepep, TOAeHeH, Tape3a B IepepHel TpyIIle MBbIIIII]

e A0 3 OAANOB, YCUAEHUE CTeIleHU BBIPa’KeHHOCTU
napanapesa B Horax A0 3 6aaros. [lamueHT cTan uc-
TIOAB30BATh TPOCTh IPU XOABOe. AePUIUT MO IIKaAe
ALSFRS-1 cocTtaBua 38 6aAN0B.

YuuThIiBag HEYKAOHHBIN XapaKTep IIPOoTrpecCcupo-
BaHUS CUMIITOMOB Ha oHe npuema BAAPT, pe3yab-
TaThl OMI 1 AaHHBIE MOAEKYASIPHO-TeHEeTU4eCKOTO
UCCAEAOBaHUsA, OBbIA YCTAHOBAEH AMArHo3: OOKOBOU
aMHOTPOPUUECKUYN CKAEPO3, TOSICHUYHO-KPECTIIOBAs
dopMa, MEAAEHHBIN TeMII TPOTrpeCcCUpPOBaHMA.

O0cyxpeHue

[TopaskeHue ABUTaTEABHBIX HEMPOHOB Iipu BIY-
UH@PEKIUN BCTpedaeTcsl KpaliHe PeAKo, IaToreHeTu-
JecKHe MeXaHUu3MbI 3TOro peHOMeHa OCTaI0TCI HeU3y-
yeHHBIMU. [IpogaBaenus BAC-mopo0HOTO cUHApPOMA
MOTYT COOTBETCTBOBATH BEPOSTHOMY MAU IIPEAIIOAA-
raemoMy BAC nio kpuTtepusm. B puddepeHIinarbHOM
pauarnoctuke BAC u BMY-acconuupoBanuoro BAC-
MIOAOOHOTO CHHAPOMA CAEAyeT IIOAAraThCs Ha Psij
0COOEHHOCTEeN:

1. BospacT Hauara 3aboneBaHuda. Khraccuueckuit
BAC, kak mpaBuAO, HaumHaeTcs B Bo3pacTe 50 —60
aet. Hanpotus, BAC-cunapom nipu BUY-unpekun
Jalle opaskaeT AUl] 60Aee MOAOAOTO BO3pacTa.

2. TToaoBsle ocobenHoCcTU. COOTHOIIIEHUE 3ab0Ae-
BaeMocTu BAC MexxAy My>KUMHAMU U JKeHIIIMHaAMU —
1,3:1, Torpa Kak npu BAC-mop00HOM CHUHApOME IIPHU
BUY-undexmun — 4,8:1 [25].

3. ®enoTHNINYECKHE NPOSIBAeHUS. KAamHHUecKas
kaptuHa BAC-cunappoma npu BUY xapakTepusyercs
TIOAOCTPBIM TeUeHHEM U MEAAEHHBIM IIPOI'PECCUPOBa-
HueM, B 80% caydaeB HallOMUHAs MOSICHUYHO-KPECT-
1noByio opmy BAC. ITopaskeHre HEPBHOM CUCTEMBI
npu BMY-undeknyy, Kak IpaBUuAO, He OTPAaHNYMUBaA-
€TCs M30AMPOBAHHBIM IOPa’kKeHUEeM ABUTATEAbHBIX
HeMPpOHOB [29].

OtBet Ha BAAPT. INanuenTs! ¢ BY, Kak npaBuAoO,
XOPOIIIO OTBeualoT Ha AeueHre BAAPT-npenapaTaMu.
Ha coHe reueHUsT CHMIITOMBI TIOPA’KeHUS ABUTATEAD-
HBIX HEMPOHOB MOI'YT CTAaOMUAU3UPOBATHCSI UAU IIPO-
TrpeccupoBaTh MepreHHee [26].

ChaepyeT OTMETUTh, UTO B CBSI3U C IIOBBIIIEHUEM
3 PEeKTUBHOCTHU A€KAaPCTBEHHBIX CPEACTB, UCIIOAB3Y-
eMBbIX AT AedeHUus BUY-nH@ekny, Bo3pacTaeT Yuc-
AO TIAIIMEeHTOB C AAUTEABHBIM aHaMHe30M 3aboAeBa-
HUS, YTO, B CBOIO OUepPeAb, YBEAUUNBAET BEPOSITHOCTD
BO3HUKHOBEHUS TOPakeHUsI HEPBHOM CUCTEMHI [27].

B onmcaHHOM cAydae KAMHHMYeCKHe AQHHBIE (BO-
BA€UEHHOCTb B IIATOAOTMYECKUM IIPOIleCC BEepXHETro
U HUJKHETO ABUTATEAbHBIX HEMPOHOB ¢ (hbOPMUPOBA-
HUeM CMelllaHHOI'o TeTpalapesa U OyAbOApPHOTO CUH-
APOMa), @ TaKKe pe3yAbTaThl OMI (AeHepBallMOHHBIE
U3MeHEeHUs B IOPa’kKeHHBIX MBINIIAaX) U AQHHBIE MO-
AEKYASIPHO-TeHEeTUYEeCKOIO0 HCCAEAOBAHUS (MyTallus
B reHe SOD1) M0O3BOAUAU YCTAHOBUTH AOCTOBEPHBIN
auarao3 BAC y BUY-uHMUIMPOBAHHOTO NallleHTa
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Kamanuecknt caydan

u npoBecTu AuddepeHImarbHBIN AnarHo3 ¢ BAC-
OAOOHBIM CUHAPOMOM ITpu BUY-undexImu.
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