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Pesiome

Onucan cayuatll pa3pumusi 60KOBOro amuompogpuiecko-
ro ckaepo3sa (BAC) na ¢pone BUY-ungexyuu, nogmaepkgen-
HBIl gAHHBLIMU MOAEKYASIDHO-TeHemuieCcKoro UCCAegoBaHUS.
Obcyxgaemcsi CAOKHOCMBb gupdeperyuarbHOU guarHo-
cmuku Mexgy xkraccuieckumM BAC u BAC-nogo6HbIM CuR-
gpomom y BUY-unguyupoBanHOro nayuenmad.

KaroueBsle croBa: 60K0BOU amuompoguieckull CKAepo3,
BUY-ungpexyusn, BHY-accoyuupoBanuwli BAC-nogobnbiii
CUHgpPOM, reHemuueckue uccaegoparus, SOD].

BBepeHnue

BokoBoi1 ammorpoduueckuii ckaepod (BAC) —
HEYKAOHHO IIPOrpeccupyrollee 3a00AeBaHUEe, PA3BU-
BalOIlleecs B pe3yAbTaTe AeTeHepali ABUTaTEABHBIX
HEUPOHOB KOPBI OOABIINX IOAYIIApPUM, MO3TOBOI'O
CTBOAA U CIMHHOTO MO3Ta. KAWHWYecKass KapTHHAa
kaaccrgeckoro BAC xapakTepusyeTcss CHMOTOMAMH
IOPa’kKeHUsI BEPXHEro (CyXO’KMABHAs runeppedaex-
CHs, CIACTUYHOCTh, IUPAMUAHBIE 3HAKW, IapesHl,
OyABOApHEIM TIapaAWd) W HUJKHETO ABUTATEABHBIX
HEUPOHOB (CyXO’XMABHA4 TUIIOpe(MAEKCHs, MBIIIeY-
Has TUIIOTOHUSA U aTpoPu, PacuKyAIuu, Oyas0ap-
HBIE U IICEBAOOYABOAPHBIE CUMIITOMBI).

BAC-10p0OOHBIE CHHAPOMEI — 3TO CUHAPOMBI, Pas-
BUBAIOIIMECS B Pe3yAbTaTe APYTOro, OTAMYHOTO OT
BAC maToAaormuecKkoro 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 TOpPa’kKeHUI
ABUTATEABHBIX HEWPOHOB MOTYT BCTPedYaThCd IIPHU
BepPTeOPOTEeHHBIX MHUEAONATHIX, SHAOKPUHOIATHUAX,
HeMpOMHMEKIUAX, ITapaHEeONAACTUUYECKUX CHUHAPO-
MaX, OTPAaBACHUSIX TIKEABIMU METAAAAMHU U AP.

Anarsoctuka BAC ocHOBaHa Ha AAHHBIX KAMHU-
KO-HEBPOAOTUUYECKOTO OOCAEAOBAHUS C YIE€TOM KPHU-
TepueB El-Escorial, 2015 [2]. 3aboareBaHue MOXKeT
OBITH BepU(MUIIMPOBAHO MOCAE MCKAIOUEHUS APYTHUX
3a00A€BaHUM CO CXOAHBIMH CUMIITOMaMH [3], TakK Kak
OnoMapKepoB PaHHEW AMArHOCTUKH 3TOTO 3a00AeBa-
HU4 He CyIeCTByeT.

B konne XX B. BUpyCHas THUIOTe3a INaTOreHesa
BAC Oplra OAHOM U3 BeAyIIUX M OCHOBBIBAAACH HA
IPEATIOAOSKEHUHN O BEPOSITHOU TPOTHOCTH HEKOTOPHBIX
BHUPYCOB K ABHUTAQTEABHBIM HeWpoHaMm. OOCyKAarach
POAB BUPYCOB, BBI3BIBAIOIINX MeAAEHHBIEe HHPEKIINNU
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(BO3OyAMTEAEM TPHOHOBBIX OoAe3Hel Kpelirideabpa —
Skoba, I'epctmanHa — LTtpoccaepa — Illenkepa,
KypYy), dHTEpPOBUPYCHOM HH(MPEKIUM (BUPYC IIOAUO-
mueanTta, Kokcaku) [4, 5], BUpycoB repueca 6 u 8 tu-
OB [6], BUpyca uMMyHoAedunuta yeroBeka (BUY) u
yenroBeueckoro T-aumgonurapaoro supyca (HTAB)
[#]. OAHaKO B3aUMOCBS3b 3TUX BUPYCOB C Pa3BUTHEM
BAC He Oblra TOATBEPIKAEHA B PSAE APYTUX UCCAEAO-
BaHut [8, 9].

N3BecTtHO, yTo BUY 11 UTAB HemmoCcpeACTBEHHO He
OKa3bIBAIOT MAaTOAOTMUYECKOTO BO3AEMCTBUS HA ABU-
raTeAbHble HEMPOHBI, OAHAKO MOTYT IIPOBOIMPOBATH
BKAIOUEHNE MMMYHHOOIIOCPEAOBAHHBIX MEeXaHU3MOB
C BOBA€YEHUEM B IAaTOAOTHMYECKUHN IIPOIleCC MUKPO-
TAMH, MaKpo@aroB 1 aCTPOLIUTOB U IPUBOAUTE K pas-
BuTHio BAC-mop0OHBEIX CHHAPOMOB [10].

Cayuarti BUY-unHpuimpoBaHHOro namueHTa C
BAC-1opAOOHBIM CUHAPOMOM BIIEPBbIE OBIA OTKUCaH B
1985 1., Korpa O6BIA pa3paboTaH CEPOAOTUUYECKUM Me-
Top ArarHoctuku BUY-undexiuu [11].

PazanugaloT ceMelHBle U CIOpapMdYecKHue CAydau
BAC, cocraBasroniue 5—10% u 90 —95% cooTBet-
CTBEHHO. ['eHeTHUYeCKUe NCCAEAOBAHNUS B HaACTOsIIee
BpeMs IIO3BOAFIOT BBEISIBUTH MyTaHTHEIE T'eHBI B 68%
ceMeMHBIX U B 11% criopapudeckux caydaeB BAC [12].

B 1993 r. ObIAO BIEpBBEIE ONMCAHO, YTO MyTa-
num B reHe SOD1 accomuupoBaHBI C pPa3BUTHU-
em BAC [13]. T'en SOD1 kopupyeT 6erok Cu-Zn-
cynepokcuppucmyTasy 1 (SOD1), KOTOpHIM y4acTBY-
eT B MHAKTUBAIIUN CyIepoKcUup-aHmoHa (O2) u ero
TpaHCHOPMAIM B KUCAOPOA U IIEPOKCHUA BOAOPOAA.
MyTanuu B reHe SOD1 BBI3BIBAIOT HNpUOOpeTeHHE
OEeAKOM HOBBIX ITQTOT€HHBIX CBOMNCTB (AOMUHAHTHO-
HeTraTUBHBIE MyTAalliM), a Tak’Ke MOI'YT HapyllaTh
CB43b OEAKOBOM 4acTu (pepMeHTa C MTOHAaMU METAaAAOB
[14]. Beaku COA]l yTpaumBaloT NpPaBUABHYIO KOH-
dopmanuio U GOpMUPYIOT MAaTOAOTHUYECKHe arpera-
Thl. Boaee Toro, 6eakoBele MoAeKkyABI COAL crioco0-
HBI IPOHUKATL Yepe3 MeMOpaHbl B APyTHe KAETKU U
3aIlyCKaTh arperarmio HaTUBHBIX OEAKOB. OTOT MaTo-
reHeTUYeCKUN MeXaHHU3M CXOAEH C pacIpocTpaHe-
HUeM IPUOHHBIX 6eAKOB [15]. MyTanuu B rere SOD1
MOTYT BO3HUKATh B AIOOOM M3 5 3K30HOB U Hamboaee
YacTO 3aMeHSIIOT aMUHOKUCAOTEI D90, A4 u G93. He-
CMOTPS Ha TO, UTO C KaXABIM T'OAOM OOHapy’KUBAETCS
BCe DOABIIIe TEHOB, U3MEHEeHN B KOTOPBIX BBI3BIBAIOT
CIlopapruecKkre MAU HacAeAcTBeHHBbIe hopMbl BAC,
abeppanuu B SOD1 A0 CHUX TTOP CUUTAIOTCS OAHUMU
U3 CaAMBIX YaCTBIX U M3YUEHHBIX TeHeTUUYeCKUX aHOo-
maauti npu BAC [16]. O TpyaHOCTH pAuidbpepeHIIaAb-
HOM AMArHOCTUKU KAaccuueckoro 3aboreBanuss BAC
u BAC-op0OHOTO CHHApPOMa CBUAETEABCTBYET CAe-
AyIolllee KAMHUYeCKoe HabOAIOAEHYIE.

KanHuveckuii caydyam

[Manuent B., 54 ropa, oOpatuAcs ¢ >xarobamMu Ha
cAabOCTh B HOTAX, 3aTPyAHEHUS IIPU IoABeMe II0

AECTHUIle, YTOMASIEMOCThb IIPU XOALOe, IIepuopnde-
CKUe MBIIIIeYHbIe IIOAePTrUBaHus B 00AaCTH Oepep, 00-
Ae3HeHHBIe CYAOPOTM B MKPOHOJKHBIX MBIIIIAX, CHU-
>KeHUe Macchl Teaa Ha 10 KT B TeueHHe MOCAeAHUX 4
AeT 6e3 U3MeHeHNUN B IUIIeBOM pallioHe.

HacaepcTBeHHBIN aHaMHe3 He OTATOIIEH.

W3 anamHe3a >KU3HU HM3BECTHO, YTO 9 AeT Hazap
npu o0cAepOBaHUU B HUHMEKITMOHHOU OOABHUIIE,
KyAa IalneHT o0palllaAcsd IO MOBOAY AHWapeu, OBIAU
BBISIBA€HBI aHTUTeAa K BUY. B AaabHelIIIeM Ha ITpoTs-
SKeHUU 7 AeT He 00CAeAOBAACS, A€UEHHUS He ITOAYYAA.
C 2013 r. cocTOUT Ha y4eTe B CHeIUaAN3NnPOBAaHHOM
yupeXpeHum ¢ amarHosoM B23, 4 A crapuu B ¢ase
pemuccum Ha PoHe BHICOKOAKTUBHOM aHTHPETPOBU-
pycHol Tepanuu (BAAPT). B Teuenue 3 aeT ¢ 2013 1.
o 2016 r. manimeHT noAydar BAAPT: adhaBupeH3 (pe-
TacT) ¥ 3UAOBYAUH, AAMUBYAUH (AN3aBEPOKC).

B Aekabpe 2015 r. nogBUANUCE OOAe3HEHHBIE MBbI-
1ieyHble CIa3Mbl B AeBOM TOAeHU, HEAOBKOCTH B
npaBo¥ Kuctu. B ampeae 2016 r. OOABHOM OTMeYaA
TIOCTENIeHHO IIPOTPECCHUPYIOIIYIO CAA0OCTh B HOTAaX,
OBICTPYIO YTOMASIEMOCTE IIPU XOABOE, ITOSIBAEHUE CAA-
0OCTU B IPaBOM pYKe.

B HOs6pe 2016 r. B CBS3U C OPOTrPeCCUPYIONIUM
XapakTepoM CHUMITOMOB U IIOBBIIIEHWEM YPOBHI
kpeatnakuHa3bl (KK) kpoBu po 756 Ea/A, 6BIra TIpO-
u3BepeHa cMeHa BAAPT na mpemnapat, copepsRaiium
PUANIMBUPUHA THAPOXAOPHA, T€HO(OBUP, 3MTPUIU-
TabuH (sBunAepa). [lo pesyarratam TP ma BUY ot
AeKabps 2016 r. Bupyc o6Hapy>keH He ObIA (MeHee 200
rormt PHK/MA).

Ha MomMeHT rocnuTarmsanym ob1ecoMaTuueCcKui
cTtaTyc 0e3 ocoOeHHOCTel. [TaToAorny SHAOKPUHHOMN
CHUCTeMEI He BBISIBAECHO.

Nupekc maccel Teaa (MMT) 22,3. B HeBpoAoruue-
CKOM CTaTyce: CO3HaHUe SICHOe, pedb, TAOTaHue — 0e3
ocoOeHHOCTeN. BBIIBASIAUCE AerKue KpaeBble TH-
noTpouu g3bIKa CAeBa U yMepeHHble CIIOHTaHHEIE
dpubpurnsaimy. QacUKyASIIUN B MBIIIAX [IA€YEBOTO
nosica U Oepep INPOBOIIMPOBAAUCH IepKyccuel. Bu-
3YaAM3UPOBAAUCH THUIOTPOMUU MBI I[IA€YEeBOTO
osCa, IPEATIACUNN, MEAKMX MBIIIIaxX KUCTel, 6oaee
BEIpa’keHHbIE CIIPaBa; MBIIII] OeAep U roAeHel 0e3 OT-
YeTAMBOM aCUMMETPUM, MBIIII] CIIUHLL (pUc. 1). MbI-
LIeYHBIY TOHYC OBIA AU PY3HO cHU>KeH. Cuara cKe-
AETHON MYCKYAAQTypPHI ObIAG CHHYKEHa B pa3rudaTeAdx
TaAblleB KHUCTU U ME)KKOCTHBIX MBIIIIAX CIpaBa, B
pasrubaTeasix U crubaTeAsiX MaAblleB CTOIl A0 4 Oaa-
AOB. 'AyOoKHe CyXOXKUABHBIE Pe(PAEKCHI C AYUEBHIX,
C ABYTA@BBIX MBIIII] ITAeda U KOAeHHBIe peAeKCH
OBIAU O>KUBAEHBI, D>S. AXMANOBBI I TOAOIIBEHHBIE
pedAeKchl He BBI3BIBAAUCH. [laToAOTHUECKHEe KUCTe-
Bble 3Haku (Poccoammo — BeHapepoBuua, bexTepena)
OIIPEAEASIAUCE C ABYX CTOPOH. [TaToAOTMYeCKUX CTOII-
HBIX 3HAaKOB, KOOPAVMHATOPHBIX, 9YBCTBUTEABHBIX Ha-
pylIeHuY He OBIAO BBIIBA€HO. OlleHKa 0 (PyHKIIUO-
HanbHOM mKare ALSFRS-r coctaBuaa 42 6anira [17].
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Puc. 1. IMatuuenT B.: A — runorpoduu Mei kucter (D>S); b — runorpodnn Me>KAOIIaTOUHBIX MBIIIII], MBIIIII] IIA€YeBOT'O

IIosca

B KAMHHMYECKOM U OMOXUMNUYECKOM aHaAu3e Kpo-
BU He OBINO OIPEAEAEHO TAaTOAOTHMYECKUX M3MeHe-
HUM, 3a UCKAIOYeHUeM IOBBIIIIeHud ypoBHI KK po
873 Ea/A.

AnTuTeAa K BUpycaM renatutoB B u C He BBIABAS-
AUCH, PEaKIUs MUKPOIPEIUIUTANY OblAa OTPHUIlA-
TeAbHas.

OO aHaAM3 AMKBOpPA: IIPO3pavyHbINd, OecliBeT-
HbIl, 6eAr0k 0,513 /A, tuto3 0,66 10° /A (HeHTPODUALL
0%, aumorutet 100%, MoHOIIUTEI 0%), KCCAEAOBAHUE
IepeOpPOCIMHAABHOM JKUAKOCTH Ha BUPYCHI repieca
I, I TunoB, BUpyca BapulleArd 30CTep, DNIITeHHa —
Bapp, nuToMeraroBupyca, Ha HaAu4dHe BO30yAUTEAEH
TOKCOMNAA3MO03a, KAEIIeBOTo 3HIledarnTa, 6O0ppeAno-
3a A@NO OTPHUIIATEABHBIE PE3YALTATHI.

I[lpu BHIIOAHEHUU 3JAEKTPOHeNpomMuorpauu
(OHMI') OBIAO BBIIBA€HO CHUHJ)KEHHE aMIIAUTYABI
M-0TBETOB C AOKTEBOTO HEPBA CIIPaBa, ¢ 00AbIIEOEp-
IOBBIX ¥ MAaAOOEPIIOBEIX HEPBOB C ABYX CTOPOH, CKO-
pOCTHU IIPOBEAEHMS B HOpMe. [Ipr3HaKoB HapyIIeHNS
CEeHCOPHOTO INPOBEAECHUS M KOHAAKIITMOHHOTO OAOKAa
oOHapy>XeHO He ObIrnO. [Ipu mMCCAEAOBAHWU MBIIII]
UTOABYATHIMU IAEKTPOAAMU OBIAY BHISIBAEHBI IPU3HA-
KM XPOHUUYECKOTOo AMGPAPY3HOTO AEHEPBAIMOHHOI'O
mpollecca B BUAE TOTEHIIUAAOB (PUOPHUAAIIUMN, TO-
3UTHUBHBIX OCTPHIX BOAH, HOAM(A3UH B IIPABOM YETHI-
pPexraaBoM MEIIIIe OeApa CIipaBa, OOAbIIEOEePIIOBBIX
MBIIINAX C ABYX CTOPOH, IPaBOM ABYTAQBOM MBIIIIE
nAeda. Takum o6pa3oM, AGHHBIE DAEKTpoOMUorpaduu
CBUAETEABCTBOBAAM O IIOPA’KEHUM ABUTaTEABHBIX
HEUPOHOB IIEPEAHUX POTOB CIIMHHOI'O MO3Ta Ha Iel-
HOM ¥ IOSICHUYHO-KPECTI[JOBOM YPOBHSIX.

ITo pesyabTaTaM MarHUTHO-pPEe30HAHCHOU TOMO-
rpadun (MPT) ronoBHOro Mo3ra BU3yaAHM3HPOBa-
AUCH EAMHUYHBIE OYaru COCYAMCTOTO reHe3a B 6eroM

BellleCTBe AOOHBIX AOAEM U yMepeHHas Hapy’KHasg
3aMecTuTeAbHass rupponedanusi. [1To pauubiM MPT
MIEHOTO ¥ TOSCHUYHO-KPECTIIOBOTO OTAEAOB IIO-
3BOHOYHMKA OIIPEAEASIANCH TPU3HAKU AereHepaTUB-
HO-AUCTPOPUUECKUX U3MEHEHUMN Me>KIMO3BOHKOBBIX
AuckoB C3-4, C4-5, C5-6, C6-7 6e3 BO3ACUCTBUSA Ha
COCYAUCTO-HEPBHBIE CTPYKTYPHI, TPBIKM MEJKII03-
BOHKOBBIX AuCKOB L2-L.3, L3-L4, L4-L5, npu3Haku Ha-
PYUIIEHUS CTaTUKHU M SBAEHUS CIIOHAMAOAPTPO3a Ha
ypoBHe L1-S1.

3a BpeMs rOCIHUTAAU3aluY IIPOBEACHHAsT aHTHOK-
CHAAQHTHAS M HEMPOIIPOTEKTUBHAS Tepanus He T0Ka-
3aAa 9P PEKTUBHOCTH.

Takum o6pa3oM, KAWHUYeCKas KapTHHA y IallieH-
Ta b. OblAa TIpepcTaBA€Ha CUMITOMaMM IMOpa’kKeHUs
BEPXHEro ABUTaTEABHOI'O HEMPOHA Ha ABYX YPOBHSIX
(IeMHBIN, TTOSICHUYHBIN) M HUKHEro ABUTATEABHOTO
HelpOHa Ha TpeX YPOBHIX (OyABOApHBIN, IIENHBIY,
TOSICHUYHEIN), YTO YAOBAETBOPSIAO KPUTEPUIM KAU-
HUyecku BeposiTHOTO BAC, coraracHO KpuUTepusMm
El-Escorial (2015 r.). OpHaKo, y4MTBEIBAS HaAuuyue
MHQPEKIIMOHHOTO 3aboaeBaHUsI B aHamHese (BUY),
pepCTaBAeHHE O OOABHOM TPaKTOBaAMCH Kak BY-
aCCOIIUMPOBAHHBIM CHHAPOM COYETAHHOTO ITOpa’ke-
HUS IJeHTPAABHOTO W IepudeprudecKoro ABUTaTEeAb-
HBIX HEUPOHOB.

INpu BEINKCKe HanueHTy OBIAO PEKOMEHAOBAHO
IIPOBEAEHUE MOAEKYASIPHO-TEHETHYECKOTO HCCAEAO-
BaHUS KPOBU AASI BHIIBACHUSI HAMOOAEE 9acCTO BCTPe-
yaromuxcsa BAC-acconmuupoBaHHBIX MyTanui. AHa-
AM3 Kopupyolleil ooaracTu reHa SOD1 ObIA TpOBeAEH
B AekaOpe 2017 r. ¢ IOMOIIBIO MIPSIMOTO aBTOMATU-
YEeCKOTO CeKBEHUPOBaHUA 10 CaHrepy. DKCTPAKIUI
AHK 13 neapHOM KpOBHU NaleHTa OCYIeCTBASIAACH C
nomoibio QIAamp® DNA Mini Kit coraacHo npoTo-
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KoAy. C 11eAbIo OTpepAeAeHNd KOHIIeHTpalul U OTCYT-
CTBUSI KOHTaMHWHaINUM 3AtoupoBanHor AHK (ompe-
Aerenne cootHomenus A260/A280) ncmoab30BaAcs
BioDrop UV/VIS Spectrophotometer. CexBeHmpo-
BaHUe aMOAUPUITMPOBAHHBIX 3K30HOB TreHa SODI1
IIPOBOAUAOCH C IToMoIIIbI0 Habopa BigDye Terminator
v3.1, CIIIA B COOTBETCTBUU C MHCTPYKIHEMN IPONU3BO-
DUTEAS.

HccaepoBanue SKCIaHCUU HYKAEOTUAHBIX
GGGGCC-noBTopoB B reHe C9orf72 mpoBOAMAOCE C
UCIIOAB30BaHUEeM MeToporoTu [IL[P ¢ mpaiMuHTOM
TPOUHBIX TOBTOPOB U C IIOCAEAYIOIINM pa3pereHueM
TIPOAYKTa PeakIluy C MOMOIIBI0 PparMeHTHOrO aHa-
Au3za [18, 19]. KoandecTBo moBTOpoB MeHee 30 cuuTa-
AOCh HOPMOM.

Brino mokaszano, urto 1mpepdkcnaHcusg CAG-
HYKAeOoTHAOB (0T 26 po 38 CAG-OBTOpPOB) B TeHe
ATXN2 yBeanmumBaeT puck paszsutuga BAC [20].
Y nanmeHTa b. Tak>kKe OBIAO IPOBEAEHO HCCAEAOBAHE
koandectBa CAG-mmoBTOpoB B reHe ATXN?2. IMocae-
AOBATEABHOCTH IIpaiMepoB, ycaoBuda [1LIP-peakiuiit
u pacueT rkoaudectBa CAG- u GGGGCC-moBTOpPOB
TIPOBOAUAUCE B COOTBETCTBUH C paHee OITyOANKOBaH-
HBIMU IIpOTOKOAAMU [21, 22].

Y manueHTa Oblra OOHapy’KeHa IIaTOTeHHAas MUC-
ceHc-myTanusa G94S B 4 sk30He reHa SODI1 (puc. 2).
KoamuectBo moBTopoB GGGGCC-1IOBTOPOB B TreHe
C90rf72 coctaBuno 11 Ha 06enx arrersix. KoanmuecTtBo
CAG-noBTOpOB B TeHe ATXN?2 coctaBuao 22 Ha obe-
UX aANENSIX.

|I|II||||I-II-u'llrll||||J|I.-IJIIIIlllllll-llllllril

Puc. 2. OrekTpodeporpamma ygactka reia SOD1
c MucceHc-myranuen G94S

OcobeHHOCThIO HaliAeHHOM MyTaruu B reHe SOD1
c 3ameHoM G94S sIBASETCSI OTHOCUTEABHOE OTCPOUYEeH-
HOe Hayvano 3aboneBaHUSI B CPAaBHEHUU C APYTUMU
TunamMu Mytauuii G94 u 6oree AAUTEABHAs IIPOAOA-
KUTEABHOCTH JKM3HU ITOCAE TTOSIBAEHUS TIEPBBIX CUM-
nroMoB BAC [23]. Takske cuuTaeTcsd, 4YTO AQHHASI MYy-
Tanys 6oAee XapaKTepHa AAS TAllMEeHTOB a3MaTCKOU
pacsl [24].

[Tpu moBTOpPHOM OOCAEAOBaHWN OOABHOTO Yepes
11 mecsiieB B suBape 2018 r. BLIIBA€HO HapacTaHUe
HEBPOAOTHMYECKUX CUMIITOMOB (IIOSIBA€HUE CIIOHTaH-
HBIX (PACHUKYASIIIUA B MBIIIIAX IIA€YEBOTO II0SICQ,
Oepep, TOAeHeH, Tlape3a B IepepHel TpyIIle MBIIII]

men A0 3 OAANOB, YCUAEHUE CTelleHU BBEIPa’KeHHOCTU
napanapesa B Horax Ao 3 6aaros. [lamueHT cTan uc-
TIOAB30BATh TPOCTh IPU XOABOe. AePUIIUT MO IIKaAe
ALSFRS-1 cocTtaBua 38 6aAn0B.

YuuThIBagd HEYKAOHHBIN XapaKTep IIpOoTrpecCcupo-
BaHUSA CUMIITOMOB Ha oHe npuema BAAPT, pe3yab-
TaTel OMI' 1 AaHHBIE MOAEKYASIPHO-TeHEeTU4eCKOTO
UCCAEAOBaHUsA, OBIA YCTAHOBAEH AMArHo3: OOKOBOU
aMHUOTPOPUUECKUM CKAEPO3, TOSICHUYHO-KPECTIIOBAsA
dopMa, MEAAEHHBIN TeMII TPOTrPeCcCUpPOBaHMA.

OO0cyxpeHue

[TopaskeHue ABUTaTEABHBIX HEWPOHOB nipu BIY-
UH@PEKIUN BCTpeuaeTcsl KpaliHe PeAKo, IaToreHeTu-
JecKHe MeXaHUu3MbI 3TOro heHOMeHa OCTaIOTC HeU3y-
yeHHBIMU. [IpogaBaenus BAC-mopo6HOTO cuHApPOMa
MOTYT COOTBETCTBOBATH BEPOSATHOMY MAU IIPEAIIOAA-
raemoMy BAC nio kpuTtepusam. B puddepeHiinarbHOM
pauarnoctuke BAC u BMY-acconuupoBanuoro BAC-
TIOAOOHOTO CHHAPOMA CAeAyeT IIOAAraThbCs Ha Psij
0COOEHHOCTEN:

1. BospacT Hauara 3aboneBaHud. Kraccuueckuit
BAC, kak mpaBuAO, HaumHaeTcs B Bo3pacTe 50 —60
Aet. Hanpotus, BAC-cunapom nipu BUY-unbeknyn
Jale opaskaeT ALl 60Aee MOAOAOTO BO3pacTa.

2. TloaoBsle ocobenHOCTU. COOTHOIIEHNE 3ab0Ae-
BaeMocTu BAC MexxAy My’>KUMHAMU U JKeHIIIMHAMU —
1,3:1, Torpa Kak npu BAC-mop00HOM CHUHApOME IpHU
BUY-undexkmuu — 4,8:1 [25].

3. ®enoTHNINYECKHe NPOSIBAeHUS. KamHHUecKas
kaptuHa BAC-cunapoma npu BUY xapakTepusyeTcs
TIOAOCTPBIM TeUeHHEM U MEAAEHHBIM IIPOI'PECCUPOBa-
HueM, B 80% cayuaeB HallOMUHAs MOSICHUYHO-KPECT-
noByio dopmy BAC. ITopaskeHre HEPBHOM CHUCTEMBI
npu BY-undexknny, Kak IpaBUuAO, He OTPAaHUYKUBa-
eTCs M30AMPOBAHHBEIM IOpPa’kKeHUEeM ABUTATEABHBIX
HeMpOoHOB [29].

OtBet Ha BAAPT. INanuenTs! ¢ BMY, Kak npaBuAoO,
XOPOIIIO OTBeualoT Ha AeueHre BAAPT-npenapaTaMu.
Ha coHe reueHUs CHMIITOMBI TIOPa’KEHUS ABUTATEAD-
HBIX HEeMPOHOB MOT'YT CTaOUAU3UPOBATHCSI UAU IIPO-
rpeccupoBaTh MepreHHee [26].

ChaepyeT OTMETUTD, UTO B CBSI3U C IIOBBIIIEHUEM
5 PEeKTUBHOCTHU A€KAaPCTBEHHBIX CPEACTB, UCIIOAB3Y-
eMBbIX AT AedeHUus BUY-nHekIny, Bo3pacTaeT 4uc-
AO TIAIIMEeHTOB C AAUTEABHBIM aHaMHe30M 3aboAeBa-
HUS, YTO, B CBOIO OUepeAb, YBEAUUNBAET BEPOSITHOCTD
BO3HUKHOBEHUS ITOpPa>keHUsI HePBHOM CUCTEMHI [27].

B onmcaHHOM cAydae KAMHHMYECKHe AQHHBIE (BO-
BA€UEHHOCTb B IIATOAOTMYECKUM IIPOIleCC BEepXHETO
U HUJKHETO ABUTATEAbHBIX HEMPOHOB ¢ (POPMUPOBA-
HUeM CMellaHHOI'o TeTpalape3a U OyAbOApHOTO CUH-
APOMa), @ TaK)Ke pe3yAbTaThl OMI (AeHepBallMOHHBIE
U3MeHEeHUs B IOPa’KeHHBIX MBINIIAaX) U AQHHBIE MO-
AEKYAIPHO-TeHEeTUYEeCKOI'0 HCCAEAOBAHUS (MyTalus
B reHe SOD1) N03BOAUAU YCTAHOBUTH AOCTOBEPHBIN
auarHo3 BAC y BUY-uHOMUIMPOBAHHOTO NallMeHTa
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u mpoBecTu AuddepeHImarbHBIN AuarHo3 ¢ BAC-
TTOAOOHBIM cuHAPOMOM TTpu BUY-uHdekImm.
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