AKTyaAbHble BONPOCkl HEBPOAOr

DOI: 10.24411/2071-5315-2018-12051

CoBpemeHHbI€ NpeACTABJICHUS
0 MYJIbTUCHCTEMHOM aTpopun
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MynbTucuctemHas atpodpus (MCA) npencrtaBnsieT coboi pefkoe Heyk/IoHHO MPOrpeccupylollee HelipoaereHepaTuBHOE
3aboneBaHne, KIIMHUYECKME NMPOSIBIEHNST KOTOPOro COYETAIOT B cebe Npu3Haku NapkMHCOHM3MA, MO3XEUYKOBOW aTakcum n
BEreTaTtMBHOWM HeJocTaTo4HOCTN. B 0630pe ocBeLlaloTcs CoBpeMEHHbIE NMpeacTaB/ieHns 0 natoreHese 3aboneBaHus, U3no-
XeHbl 0COOEHHOCTU KIIMHUYECKOM KapTuHbI 1 AnarHocTnkn MCA, a Takxke BO3MOXHble HanpasfieHnst Tepanuu. PacCMOTPEHbI
HOBeWLLVE AaHHble O POSIM MyTaumii 1 noauMopduramos reHa COQ2 B atmonorum MCA, a Takke 0 CBA3U 3TUX HAPYLUEHWU C
MeTabonnamom kosHamma Q, . OTMeyaeTcs, 4To, HECMOTPA Ha JOCTUIHYThIE B MOCAEOHME oMbl YCrexXu B NOHMMaHNN 3T1O-
norum n natoreHeza MCA, nonbITkn pa3pabdoTaTb cneunduyeckoe ieyeHne octaloTcs 6e3ycneLllHbiMY, NO3TOMY Noka BO3-
MOXEH B OCHOBHOM CHMMMNTOMATUYECKMIA NOAX04, K Tepanun. MNpenapatbl N1eBOAOMNbl, KOTOPble TPAAULMOHHO HAa3HA4YalTCs
B NepBylo o4epenb, 9ODEKTUBHbLI NNLLb Y Manoro KoaM4yecTsa naunmeHToB. B cBA3u ¢ aTuM ocoboe 3HavyeHne npruobpeTaoT
He[aBHO MOJTy4YEeHHbIE PE3yYJbTaThl, CBUAETENLCTBYIOLIME 06 3D PEKTUBHOCTY BHYTPUBEHHOI popMbl amaHTaamHa (MK-Mepu)
npuv nedeHnmn naupeHtToB ¢ MCA. AHannaupyeTcsi pa3HoHanpaBfieHHoe AelicTBMe amaHTagmHa npy MCA, oTMevaloTcst Xopo-
LIasi NepeHoCMOCTb NpernapaTa 1 Bbicokasi MPUBEPXEHHOCTb JIEUEHNIO, 0OCYXAAITCS NEPCNEKTUBLI MPUMEHEHUS BHYTPU-
BEHHOI HOPMbl aMaHTaAMHa NpPU yKa3aHHOW NaTosiornu.
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3H3UM Q, , aMaHTafuHa cynboar.

MynbtucuctemHas atpodua (MCA) npencrasnsiet coboi
penkoe HeipogereHepaTMBHoe 3abofieBaHMe C HEYKJIOHHO
NPOrpeccupyoLIMM TeYEeHNEM, KOTOPOE NMPUBOAMUT K rmbenu
60/1bHOr0 B CpeiHeM crycTs 9 1eT Nocne BO3HUKHOBEHMWS Nep-
BbIX KJIMHWYECKMX NposisneHni [1]. B aereHepaTtumBHbIN Npo-
LieCC BOBJIEKAIOTCS MPEVMYLLECTBEHHO 6asanbHble raHrmum,
HUXHME ONIMBBLI, MOCT, MO3Xe4yoK, GOKOBble pora CrMHHOro
mosra v 9apo OHyda B KPeCTLOBOM OTAENe CMINHHOMO MO3ra,
4TO KIIMHUYECKN MPOSIBASIETCS PA3INYHBIMU COYETAHUAMM Nap-
KMHCOHM3Ma, MO3XEYKOBOM aTakCun, BereTaTMBHOM HeLoCTa-
TOYHOCTV M NUPAMUOHOr0 CUHAPOMA.

MynbTucmucTeMHas aTpodus ¢ OANMHAKOBOM HaCTOTOM Nopa-
XaeT nuu, 060€ero nona v xapakTepuayeTcst NO3LHUM Ha4anomM,
06bI4HO Ha 6-M JecatuneTmmn xusHu [2-4]. 3aboneBaeMoCTb
coctaenseT B cpeaHem 0,6-0,7 cnydas Ha 100 TbiC. HaceneHms
B rofl, 04HAKO YBENMYMBAETCS C BO3PACTOM 1 AOCTUraeT 3 cy-
yaes Ha 100 TbIC. B rog cpeam Hacenenus ctapuue 50 net [1, 5].
CpepnHsist NnonynsiuyMoHHas pPacnpoCTPaHeHHOCTb BapbMpyeT OT
1,9 00 4,9 cnyyas Ha 100 TbiC. HaceneHus [6]. B Poccum He npo-
BOZMJIOCb KPYMHbIX 3M1AEMMONOrMYeCcKMX NCCNea0BaHni, no-
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cBsweHHbIX MCA. Mo nMmerowmmMesa aaHHbIM, 3a6051eBaeMOCTb
coctasnsieT 0,1 cnyyass Ha 100 TbiC. HAaceneHus, 4TO HUXe
rokasatensi B Apyrux crpaHax [7]. Mo pesynbratam paboThl,
nposeaeHHon B HwxHem Hoeropoge, npoaemMoHCTpUpoBaHa
3HauUTeNbHas pasHULA B PacnpoCTPAHEHHOCTU MaToAOrMM
no obpawaemoct (1,1 Ha 100 TbiC. HaceneHus) 1 No AaHHbIM
CKpUHMHra Hacenenus (9,2 Ha 100 TbiC. HaceneHus), 4To CBU-
[LeTENbCTBYET O CYLLECTBYIOLLEN HA TEPPUTOPUM HaLLER cTpa-
Hbl runogmarHocTuke MCA [8]. Cpeyn BO3MOXHbIX €€ MPUYMH
00CYXalTCa H3Kas OCBEAOMIIEHHOCTb Bpayel 06 3ToM 3a-
60oneBaHnu, NOAMMOP®U3M KIMHUYECKON KapTUHbI, HE3HAHME
crneupanucTamm cneumdurkM HEBPONOrMYECKOro 0OCMOTpa na-
umeHTa ¢ MCA [8]. Mo3aHss, HeCBOEBPEMEHHAs AMArHOCTMKa
NPYBOAUT K HEAOCTATOYHOMY MPUMEHEHMIO COBPEMEHHbIX Me-
TOZOB IEYEHNS, HA3HAYEHNIO HEAEKBATHOW TEpPanun, KOTopas
MOXET YCYrybutb MMEIOLLMECS NPOSiBNEHNS 3aboneBaHus, a
Takke K 6onee paHHein nHBannam3aummn 60sbHbIX.
cTopryeckn pasnuyHble KAMHUYECKME BApPUAHTbI STOro
3aboneBaHNa OMUCLIBAIMCL Kak ONMBOMOHTOLEpebennsp-
Has atpodus, CTpUATOHUrpasbHas AereHepaumns u CUHAPOM
LWaa-Apenoxepa. Bnepsble Ha OCHOBaHuM “nepekpecta”
KIMHUYECKMX NPOSIBIEHNI UX 00beaMHMAN B 0QHO 3aboneBa-
HVEe 1 BBENM TEPMUH “MynbTucucTeMHas atpodua” J. Graham,
D. Oppenheimer B 1969 r. [9]. Matomopdonornyeckoe noa-
TBEPX/AEHWE eAMHCTBA YKadaHHbIX GOPM OblIo NOYYEHO Cry-
cTs 20 net Gnarogaps OTKPbLITUIO CNeLMdUYeckoro rmcTonorm-
4eCKOro nMpu3Haka B BUAE MHOTMOYMCAEHHbIX aprupodubHbIX
UMTONNa3MaTUYECKNX BKIOYEHWIA B OIMFOAEHAPOLMUTAX, YTO
6bI10 XapakTepHo Ans Bcex naumeHtoB ¢ MCA BHe 3aBucK-
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MOCTW OT KJIMHNYECKOW KapTuHbl 3abonesaruns [10]. B 1998 r.
ObII0 YCTAHOBIEHO, YTO MMaBHbLIM CYOCTPATOM TaKMX BKIOYeE-
HUIA aBnseTcs B6enoK o-CUHYKNEWNH, CENEKTUBHOE HapyLLeHve
KOH(POPMALMOHHbLIX CBOMNCTB M PACTBOPUMOCTM KOTOPOro Npu-
BOOMT K €ro npeuunuraumum B OIMrogeHapoumntax B suge ou-
NAMEHTO3HbIX CTPYKTYp [11].

HecmoTps Ha MHOrOYMCNEHHbIE WMCCNEAOBaHUSA, Ha Ce-
FOOHALWHUA AEeHb NOHMMaHWe MPOLECCOB, NeXallnx B OC-
HoBe natoreHe3a MCA, ocTtaeTcs HenosHbiM. [lonyyeHsbl
[laHHble, ykasblBatolye Ha 0cobylo pofb B 3TOM MpoLecce
docodonpoTenHa-25-o (p25-0.), KOTOPLIA B HOPME y4acTByeT
B MPOLECCax MUENVMHM3aUMM BOMOKOH LIEHTPANbHON HEpB-
HOV CUCTEMbI. YXe Ha paHHuX cTagusix 3abonesaHus p25-o
NepeMeLLaeTcs M3 MUENMHOBOM 060SI04KM B LMUTOMIA3My
ONMrOAEHAPOLMTOB, YTO CTUMYNMPYET MPOLECC arperauum
o-cuHyknewHa [1, 5, 12, 13]. MNocnegHuii npeacTaBnseT co-
601 HelpoHasbHbI GENoK, KOTOPLIA N0KanM3yeTcs Npenmy-
LLLECTBEHHO B MPECMHANTUYECKUX TEPMUHANSX, FOE CBA3bIBAET
AMNUZbLl U PEryNNPYeT NPOLECC BbIAENEHUS HelipoMeamaTo-
POB 13 C1HaNTU4eckmx Be3unkyn [14]. [Jo cux nop HET eanHOro
MHEHUS1 O TOM, Kakum 00pa3oM 0i-CUHYKJIEMH HaKananBaeTcs
B KneTkax OIMroAeHapornMn; O4HM AaHHbIe YKa3biBaloT Ha na-
TOoNornyeckyto akcnpeccuto ero MPHK B onurogergpoumrax,
[Apyrvue CBUOETENbCTBYIOT B MOJIb3Y €ro TPAHCAOKaLMM U3 Hell-
poHoB [1]. Ha HacToAWmMin MOMEHT N3BECTHO HECKOJIbKO KOH-
dopmaupin atoro 6enka. CumtaeTcs, 4To B 300POBbIX KNETKaxX
OH HaxoauTCs B BMAE MOHOMEpPA unu TeTpamepa, Torga Kak
00pa3oBaBLUMECS 0IMrOMEpPbl U GUOPKLI MOTYT OKa3blBaTb
Tokcuyeckuii ap ekt [14]. HakonneHne noao6HbIX TOKCUYHbIX
GOopM o-CUHYKIEenHa B KNeTkax 3anyckaeT Liefblid kackag, naTo-
JIOrMYECKUX peakumi.

Ocobyto ponb npu MCA, no-BuaMMomy, UrpaloT MUTOXOH-
ApuanbHas HegOCTaTOYHOCTb, HapyLUEHWE NPOLLECCOB ayTo-
darum 1 ymeHblueHne TPOoPUYECKON NOLAEPXKM aKCOHOB
BCNeOCTBME yMeHblueHnst akcnpeccun GDNF  (ruvanbHbin
HenpoTpoduyeckuin Gaktop). MopaxeHne onurogeHLpornmm
NPUBOOUT K BTOPUYHOW AiereHepaLmm HeMPOHOB W, Kak CNeacT-
BUE, K 3aMyCcKy NpoLecca HeMpPOBOCMNANEHNs, BKITIOUAs akTUBa-
LU0 MUKPOTINK 1 BIBPOC UMTOKMHOB [1, 14, 15]. TOKCWYHBIN
O-CUMHYKJIEWH Janee MOXET pacnpoCTPaHATLCS MPUOHOMO-
[06HbIM NyTeM B Apyrue GyHKLMOHANBHO CBA3aHHbIE 06n1acTn
rOfIOBHOr0 MO3ra, NPMBOAS K MyNETUCUCTEMHOMY MOPAXEHNIO
[1,5, 15, 16].

NHTepecHble pe3ynbTaThl MoSlydeHbl B UCCea0BaHusX, No-
CBSILLEHHbIX FEHETMYECKUM acnekTam 3abonesaHus. Mynbtu-
crcTeMHas atpodust TPaAULIMOHHO CYMTanach Cnopaanyeckomn
dopmoI HempogereHepaummn, HO B nuTepaType NpuBOISATCS
Wb eOVNHUYHBIE OMUCAHWS CEMEWHbIX Cly4yaeB Kak C ayTo-
COMHO-A0MWHAHTHBIM, Tak Y C @QyTOCOMHO-PELECCHBHBIM Ha-
cneposanuem [1, 17]. B 2013 r. rpynnoit y4eHbIx Nog pykoBo4-
ctBoM S. Tsuji 6b11 06cnenoBaHbl 5 anoHckmx cemein ¢ MCA ¢
MCMNONIb30BaHNEM METOAMKN MOSHOMEHOMHOIO CEKBEHVMPOBA-
HWS1, 4TO NO3BOSINNO BbIBUTb Y YNIEHOB ABYX U3 HUX BYHKLMO-
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HaNlbHO 3Ha4YMMble MyTauuy B reHe COQ2, KoTopbI kKogupyeT
bepmeHT, HeoOX0AUMBIN N9 cuHTe3a koaHauma Q,; (Ko-Q,,).
Kpome TOro, 6bi10 YCTAHOBNEHO, YTO HEKOTOPbLIE BapuaHThI
reHa COQ2, KOTOpble NPUBOASAT K YMEHbLUEHUIO aKTVBHOCTU
Koompyemoro (GepmeHTa, accoLUMpOBaHbl C MOBbILLEHHBIM
puckom passutna MCA B Anoxun [18]. HecmoTps Ha TO 4TO B
nocneayoLmx UCCNea0BaHnax, NPoBeaeHHbIX B Kutae u HOx-
Hol Kopee, 3T gaHHble He NOATBEPAUSINCL, B METAaaHanun3e,
BKk/toyaswem cymmapHo 1209 naumentoB ¢ MCA n 5148 ye-
NOBEK M3 KOHTPOJIbHOM rpynnbl, Bblna 0TMeYeHa 3HaYMMOCTb
BapuaHTa V393A rena COQ2 B kayecTBe dakTopa pucka MCA
cpenu Hacenexus BoctouHoim Asmm [19-21].

B cootBeTCTBUM C NpeobnagatoLLyiMu MOTOPHLIMU NPOSIB-
neHusMu BeigenstoT aga tuna MCA. Mpy npermyLLecTBEHHOM
BOBJIEYEHUM B MATONOrMYecKuii npouecc 6asabHbiX raHrim-
€B Pa3BMBAETCS MAPKUHCOHWUYECKUIA, MW CTPUATOHUIpab-
Hbl, TN MCA (MCA-IT), npu 60nbLIeM NOPAKEHUN MO3XKEY-
Ka 1 CTBONA MO3ra — Mo3XeukoBblii Tun MCA (MCA-M). Mpu
aTom MCA-T1 npeanupyeT B EBpone n CeBepHoli AMepuike, a
MCA-M - B AinoHuu u IOxHo Kopee [2-4, 22, 23]. Kpome mo-
TOPHBbIX NPOSIBIEHNI ONPeaensioLee 3Ha4eHe MMeeT ObICTPO
HapacTaloLas BeretaTvBHas HEAOCTATOYHOCTb, KOTOPas Hau-
6onee 4acTo NPOSIBNSIETCS B BUAE OPTOCTATUYECKON rMNOTEH-
3un (y 75% naumeHTOB) 1 HapyLLEHWIA MoYencnyckaHus (y 83%
naumeHTos) [12].

Mepsble cmnToMbl MCA 00bIYHO BO3HMKAIOT HA 6-M Ae-
catuneTum xm3Hu. Kak n npu 6onesHu MapkmHcoHa (BM), B
20-75% cnyyaeB MOTOPHbIM NposiBieHMsSM 3abosieBaHus
npeaLwecTByeT Tak Ha3blBaemas npogpoManbHas ctaams, Ko-
TOpask MOXET XapakTepu30BaTbCs Pa3BUTUEM 3PEKTUILHOW
ONCOYHKLMM, HEAPOTreHHbIX HAPYLLEHW MOYENCIYCKaHWs, Op-
TOCTaTMYECKONM TMNOTEH3NEN, MHCNNPATOPHBLIM CTPUAOPOM, a
Takxe HapyLLleHneM noBeaeHns B Gasy cHa ¢ ObICTPbIMU ABK-
XEHUAMU Nas.

3aboneBaHne xapakTepuayeTcss ObICTPbIM U HEYKJIOH-
HbIM MPOrPECCUPOBAHNEM, 1 BCKOPE B MPOLLECC BOBNEKAIOTCS
CTPYKTYPbl MO3ra, OTBETCTBEHHbIE 3@ ABUraTENbHbIE HApyLUe-
HUS: e Yepe3 5 et noce nepebix NposiBneHuii 3abonesaHus
60% naurMeHTOB OKa3bIBAIOTCS B UHBA/IMAHOM KPECHE, a Cry-
cTs 6-8 neT GONbLUMHCTBO M3 HKX NMPUKOBAHbI K moctenu [5].
CpepHsiss NPOLOMKUTENLHOCTb XMU3HU BGOJbHLIX COCTaBNsSET
6-10 neT ¢ MomeHTa febioTa 3aboneBaHNs, 0QHAKO UMEIOTCS
ONMCaHNs eAVHNYHBIX CITy4aeB f,0OPOKAYECTBEHHOMO TEYEHNS,
Korga BbbkmBaeMocTb gocturaet 15 net [5]. K ¢pakTtopam He-
61aronpusaTHOro MPOrHo3a OTHOCAT NO34HUIA BO3PACT Ha MO-
MEHT febloTa 1 paHHee Pa3BUTUE BbIPAXEHHOI BEreTaT1BHOMN
HegocTaToNHOCTYU [2, 3, 22, 24, 25].

HecmoTpsa Ha BblgeneHve asyx tmnoB MCA, napkuMHCO-
HM3M M MO3XEYKOoBasi CUMNTOMaTnka 06bl4HO HabnmopaloTces
O[HOBPEMEHHO, 1 TOT UM MHOW BapuaHT 3aboneBaHus ycrta-
HaBNMBAIOT, UCX0ast U3 Bonee paHHEro pasBUTUS OLHOMO U3
CUHOPOMOB. NMapknHcoHM3m nmeet mecto y 91% naumeHToB
1, Kak NpaBuo, NPOSIBASIETCS B BUAE ObICTPONPOrpeccupyto-
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LLLEro aCMMMETPUYHOr0 aKMHETMKO-PUrMaHOro cuHapoma [2,
3, 25]. TunnyHblii ana BN TpeMop NoKos Mo TUMy “ckaTbliBaHWS
nuntonb” HexapakTepeH ans MCA n Bo3HukaeT Tonibko Yy 10%
naumeHToB. Mpn 3TOM Hepeako HabnJaeTcs NOCTypasbHO-
KMHETMYECKUA TPEMOP, Ha KOTOPbIM MOMYT HaknaAblBaTbCs
MWOK/IOHUM NanbLEB PYK, YTO AAET KapTWHY HEpPEerynaspHoro
APpOXaHWs (Tak HasblBaeMblli “MUOKIOHWMYECKUIA TPeEMOop”).
XapakTepHO OTHOCWUTENbHO PaHHee MNpPUCOedMHEeHne MoCT-
ypasnbHON HeyCTOMYMBOCTY W HApYLLEHWI NOX0aku. porpec-
cupytoLLas ilereHepaums ctpuatyma obycnoBimMBaeT OTCyTCT-
BWe CTOMKOro acddekTa npenapaTos eBooMNbl. Mo3xeykosas
CMMMTOMATVKA B €BPOMENCKOV NOMyNsLmMM BCTPEYAETCS pexe
(42,0-71,6%) 1 NposiIBNSIETCS CTAaTUHECKOWN M AUHAMUYECKON
aTakcuen, CKaHAMPOBAHHOW peybld, a TaKkKe CMOHTaHHbIM
B30PUHAYLIMPOBAHHBIM HACTArMOM UM 3aMeNeHneM cakkan,
[2, 25]. Takke npumepHO B NonaoBMHe cnyyaes npu MCA Ha-
6nofaeTca nupaMuaHas CUMNTOMaTuKa B BUae ncernobynb-
6apHOro CYHAPOMA, reHepannM30BaHHOWN runeppednekcum n
pednekca BabMHCKOro, 0HaKO HanMyMe LEHTPaNbHOro cna-
CTUYECKOro napesa [LO/MKHO 3aCTaBWTb COMHEBATbCS B Mpa-
BWSIbHOCTM AMarHosa.

KnioyeBbIM knuHuyeckum nposisneHneMm MCA cnyxat Be-
reTaTMBHble HapyLUeHWsl, KOTOpble MOryT MpeALecTBOBaTh
MOTOPHBLIM CUNMTOMaM MW NPUCOEONHATLCS K HAM B TEYEHNE
1-2 net nocne gebiota 3abonesaHuns. Y naupeHtos ¢ MCA mo-
XET UMETb MECTO LUMPOKUIA CNEKTP HAPYLLEHWI BEreTaTUBHOM
HEPBHOW CMCTEMBI, HO Hanbonee xapakTepHLIM SBISIETCS MO-
paxeHne MOYEMnoNioBON U KapAMOBACKYNspHOW cuctem. Mo-
ryT HabnAaTbCS HEMOSIHOE OMOPOXHEHUE MOYEBOIO MNy3bIPs,
UMMEPATVBHOE 1 YYaLLEHHOE MOYENCTyCKaHue, HeagepxaHne
MOYM, ANS MYXUYUH XapaKkTepHO Pa3BUTUE SPEKTUILHON AUC-
dyHKUMKN. HacTO MMEHHO 3TU HapyLUEeHUs SBASOTCS Hanbo-
flee 3HaYVMbIMK A1 NALMEHTOB C NPOAPOMANbHOW CTaamen
1 npu gebiote 3aboneBaHns, B CBA3M C 4em A0 43% O0NbHbIX
noABeprailoTCs OnepaTMBHOMY BMELLATENLCTBY HA MpeacTa-
TENbHOW XeNne3e U opraHax MOYEBbLIAENUTENbHON CUCTEMBI,
KOTOPOE, 0AHAKO, HEe MPMHOCUT OXnaaemoro peaynsrata [1].
Cpeny KapAMoBacCKyNsiPHbIX HAPYLUEHWIA Ha NepBOM MecTe
CTOMT opTocTatuyeckas runoTeH3us. CuMmnTomatika MOXeT
OblTb CKPbITOM W BblpaxaTbcst 06Llelt cnadocTbio, APOXbIO B
Tene, ronoBHo 601bl0, TOLIHOTON, a Takke ANCKoMbOPTOM B
0061acTy LLEN 1 NIeY, KOTOPbIE BO3HMKAIOT IMLLb NPV NMPUHATAN
BEPTUKANBHOrO NonoxeHus. Mpu 6onee BbIPAXEHHOM CHUXE-
HUM apTepuranbHoro AasneHns (AL) BO3MOXHbI pa3BUTUE CUH-
KOManbHbIX COCTOSIHWIA 1 NageHus. Kpome Toro, MOryT oTme-
4aTbCsl HOYHAs apTepuanbHas rMNepToHus, GUKCUPOBAHHbIN
nynbC, NOCTNPaHAManbHas rmnoTeHsus. B passutum kapamo-
BaCKYNSAPHbIX HAPYLLEHWIA B OTAM4YMe OT Bl rnasHyto posib urpa-
eT JereHepaums LEeHTPasbHbIX HOPAAPEHEPTNYECKMX HENPO-
HOB, TOrAa kak nepudepunyeckas HepBHas CUCTEMa CTPAAAET B
MeHbLLEe cTeneHn. MoryT pa3BnBaThCsl U MHbIE BEreTaT!BHbIE
HapyLieHnsi: ocnabneHne MOTOPWKM XeNy[04HO-KMLIEYHOrO

TpakTa, HapyLleHWe 3PayKOBbIX PeakLIMii, TEPMOPEryNSATOPHbIE
HapyLUEHWs, aHrMAPO3 UK TMNepruapo3a, akpornnoTepmus.

Cpepnim HEMOTOPHbIX MPOSIBNEHWIA 3HAYMMYIO POSb UrpatoT
paccTpoiicTea AblxaHus. [1o4YT B NONOBMHE Cly4aeB Ha pas-
BepHyTOI cTaamn MCA oTMedaeTCs UHCNIMPATOPHBIV CTPUAOP,
BO3HUKAIOLWMIA BCNEACTBME OUCTOHWUN FONOCOBLIX CBA30K MK
[JEeHepBaLMnN MblLllL, ropTaHn, HemHoro pexe (y 40% nauunex-
TOB) HabGNIOAAIOTCA CUHAPOMbI anHO3 BO CHE Kak 0OCTPYKTMB-
HOro, TaK 1 LEHTPanbHOro reHesa. [bixaTeNbHble HapyLweHus
SBNAOTCA OHOWN M3 YaCTbIX NMPUYMH cmepTh 6onbHbix MCA, B
TOM YMCNE BHE3AMHOW HOYHONM cMepTu. OOHaKo CyLLECTBYIO-
LLMe Ha CErOfHSLLIHWIA AgHb Cnocobbl Tepanum Nofo6HbIX Ha-
PYLIEHNI HOCAT CUMMTOMATMYECKUI XapakTep 1, Nno MMmelo-
LMMCS OA@HHBIM, HE MOFYT BAUSTb HA NPOAOMXUTENBHOCTh
XM3HU NALLMEHTOB.

[ns MCA xapakTepHbl TakkXe KOrHUTMBHbIE U addeKTuB-
Hble HapyLleHus. HecMoTpsa Ha TO YTO JEeMEeHLMs CHATAEeTCs
ncknoyaoLwmm npusHakomM npu MCA, cnefyeT NOMHUTL O TOM,
4yto y 1/3 naumeHToB HabMIOOAETCS YMEPEHHO BbIPAXEHHOE
CHUXEHME KOTHUTUBHbBIX QYHKLMIA, KaK MPaBuio, No6HOro tuna.
Ha nosgHux ctagumsix y 4,5% naumeHToB BO3MOXHO pa3BuTue
nemMeHumMn [2], 4To He AOMKHO uckoyaTh anardHo3 MCA npu
YCNOBWW MEeAJIEHHOrO Temna nporpeccuposaxns. Cpeam amo-
LMoHanbHbIX Hapywenuidi npu MCA BcTpedatoTest fenpeccus,
TPEBOXHOCTb U MaHNYECKMEe aTaku, KOTOPbIE MOTYT OKa3blBaTb
CYLLECTBEHHOE BNVSIHWUE HA XW3HEOENTENbHOCTb BONBHOIO 1
HYXJAl0TCS B CBOEBPEMEHHOMN ANArHOCTUKE U KOPPEKLIMN.

Pa3Hoobpasne KIMHWUYECKUX MPOSIBNEHWIA Onpenenser
CNOXHOCTb AmarHocTukn MCA. Mo paHHbIM pPeTpoCnekTvB-
HOro aHanu3aa, amarHo3 MCA, yCTaHOBNEHHbIN HA OCHOBaHWM
9KCNEPTHOrO MHEHWS, NOAy4nn naToMopdonormieckoe noa-
TBEPXAEHME Nuwb B 62% cnydaes [26]. MpuHateie B 2008 1.
[NarHOCTUYeCKNE KpUTEPUM 3ab0/eBaHUS YMEHbLUAT Be-
POSITHOCTb NOA06HBIX OWMBOoK [27]. B COOTBETCTBUM C 3TUMU
KpUTEPUSMU BbIAENSAIOT 3 CTENEHN OCTOBEPHOCTU AMarHo3a.
LnarHos goctosepHori MCA MoXeT ObITb NOCTaBIEH TOJLKO Ha
ayToncum nNpu 06HapPYXXeHUM PacnpPOCTPAHEHHbIX OIMIOAEHM-
POrnnanbHbIX LATONIa3MaTUYECKUX BKIOYEHMIA, COOEPXALLMX
0-CUHYKJIEWH, B COYEeTaHUW C OJIMBOMOHTOLEPEOENNSPHON
atpoduent nnnM CTpUaToHUIrpanbHOM AereHepaumnen. BeposT-
Hasi MCA onpepensieTcs kak cnopajmyeckoe nporpeccupyto-
wee 3abonesaHve ¢ Havyanom B Bo3pacte ctapue 30 ner, ¢
BbIPaXEHHbIMU BEreTaTVBHbIMY NPOSIBIEHUSAMY B BUAE HEAEP-
XaHWa MOYU UK OPTOCTATUYECKOW FMNOTEH3UN B COYETAHNM C
pedpakTepHbIM K 1eBOA0MNE NAPKMHCOHU3MOM UM MO3XEHKO-
BOW atakcuei. lng yctaHoBNeHWs anarHo3a Bo3moxHoi MCA
KPOME MOTOPHbIX MPOSIBIEHMI HEOBXOAMM XOTS Bbl OMH NPU-
3HaK BEreTaTnMBHOM ANCOYHKLMW, HE OTBEYAIOLLMIA KPUTEPUSIM
BEPOSITHOrO AMAarHo3a, 1 OAUH U3 JONONHUTENbHbIX KPUTEPUEB
(tabn. 1). Cnepyert Takxe obpallate BHUMaHUE Ha BCOMOra-
TesbHblE NPU3HAKK, KOTOPbLIE MOTYT 0BNErYNTb ANArHOCTUKY B
Hanbonee CNoXHbIX cryyasx (tabn. 2).
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Ta6nuua 1. Juardoctuyeckue kputepun MCA [27]

BepostHaa MCA

Cnopaaunyeckoe, NporpeccupyoLlee
3aboneBaHve B3pOCbIX (Oe6oT nocne
30 neT), xapakTepusyoLLeecs BereTaTuBHOM

BoamoxHas MCA

Cnopagauyeckoe, nporpeccupyoLee 3a6051eBaHNE C Ha4aIoM BO B3POCJIOM BO3pacTe
CO cneyroLnMmn npoaBneHnamMun:
® NAPKMHCOHN3M NI MO3XKe4YKOBas aTakKCUS;

HE0CTATOYHOCTBIO B BU/IE HEOEPXaHWs MO4K | e xOTs Obl OAVH NPU3HAK, CBUAETENLCTBYIOLLWIA O BEreTaTyBHOM HEAO0CTAaTOYHOCTM

(C 9peKTUNBbHON ANCHYHKLMEN Y MYXKHNH)
WM OPTOCTATUHECKON MMNOTEH3UN

(co cHmxXeHnem cuctonuyeckoro AZl

Ha 30 MM pT. CT. 1 6onee 1 ANaCTONNYECKOrO
Al Ha 15 MM pT. CT. 1 6onee yepes 3 MUH

B MOMIOXEHNM CTOS1) COBMECTHO C OAHUM

3 CNesytoLLIX NMPOSIBNEHWIA: CTPYIZOP;

(HEOOBACHUMbIE APYrOi MPUYUHON HAPYLLEHUS MOYENCIYCKaHUS MO TUMY y4aLLLEHHOrO
1/VN MIMNEPATUBHOIO MOYENCMYCKAHWS, HEMOJIHOrO OMOPOXHEHNS MOYEBOIO
ny3bIpsi, IPEKTUNbHAA ANCHYHKLMS Y MYXYUH UM OPTOCTATUYECKAS MMNOTEH3US,
KOTOpas He COOTBETCTBYET KpuTeprsiM BeposiTHon MCA)

XoTsi 6bl 0AVIH LONONHUTENBHBIV KPUTEPWIA:

o 115 B03MoxHon MCA-IN unn MCA-M: pednekc BabuHckoro ¢ runeppednekcuen,

® MapPKMHCOHN3M (3aMedJSIEHHOCTb ABVXEHWIA, | o ans BO3MOXHON MCA-I1: GbICTPONPOrpeccHpyoLLIMA NapKUHCOH3M; NJIOX0N OTBET

PUrMAHOCTb U TEHAEHUMS K NaJeHMI0)
C NIOX1M OTBETOM Ha Tepanuio IEBOAOMOWA
(MCA-I);
® MO3XE4KOBbI CUHAPOM (Xoasba
Ha WKpokoi 6ase, AMHaMMYeckas aTakcus,

Ha N1eBO0MY; MOBTOPSIOLLMECS NAAEHNS B TEYEHME 3 IET NOCSIE HaYasia MOTOPHbIX
NPOSIBNEHNI; MO3XEYKOBbIE 3HAKW; Ancdarvs B Te4eHne 5 net nocne Havana
MOTOPHbIX MPOSIBIEHWNIA; aTPODUS CKOPJTYMbI, CPEAHNX MO3XEYKOBbIX HOXEK, MOCTa
NN Mo3xeyka no aaHHsIM MPT; runomeTabonvam B CKopsyne, CTBOME MO3ra

NN MO3XeuKe No AaHHbIM M3T ¢ pTOPaEe30KCUTIIIOKO301;

HucTarm) (MCA-M) o 115 BO3MOXHON MCA-M: napkMHCOHU3M; aTpodursi CKOPIYMbl, CPEAHNX MO3XEHKOBbIX

HOXeK 1M MocTa no AaHHbIM MPT; runometaboim3m B ckopayne no AaHHbiM M3T
¢ GTOPAE30KCUIIIOKO301; MPECHHaNTUYeckas AodamMUHEPrMYeckas eHepBaums
no gaHHbIM ODIKT unm N3T

0603HaveHnsi: MPT — MarHUTHO-pe3oHaHcHas Tomorpadus, M3T - N03MTPOHHO-aMUCCHMOHHas Tomorpadus, OPIKT - ogHOPOTOHHAS 3MUCCH-

OHHas KOMMbOTEPHAs TOMOrpadus.

Ta6nuua 2. MpusHaky, cBUAETENbCTRYIOLME 3a U NpoTuB MCA [27]

3a

o OpodaumansHas AUCTOHUS

o AHTepokonnmc

o KamnTokopmusi Uav CMHAPOM NU3aHCKOM GaLlHK
o KOHTpaKTypbl KNCTEW 1 CTON

o /lHCMMpaTopHbIE BAOXM

o Taxenas aMcHoHns

o Taxenas am3apTpus

o BHOBb BO3HWUKLUWIA MW YCUMBLUNIACS Xpar

o [VNOTEPMUS KNCTEW 1 CTON

o IMOUMOHaNbHas HeYCTONYMBOCTb (HACUIILCTBEHHDBI CMEX WA Miay)
o OTpbLIBUCTBIN, HEPErYNAPHBIA MOCTYPabHbIA UAN aKLMOHHBIA TPEMOP

HecmoTpsa Ha BbICOKYIO CneumMdryHOCTb, CYLECTBYIOLME
ANarHoCTUYeCKMe KpUTepun 06nagaloT nvib cybonTumanb-
HOWM YyBCTBUTENBHOCTBIO, YTO 3aTPYAHSIET PAHHIO AUArHO-
cTuky 3abonesanus [1, 28]. NMpoBeaexne auddepeHumansHom
anarHoctukn MCA ¢ ppyrumuy HeipofereHepaTtuBHbIMK 3a-
60oneBaHNAMM, TaKUMK KaK NPOrPeCcCUpYIOLLMA HagbaaAepHbIN
napanuy, kopTukobasanbHas AereHepaums 1 np., 4acTo sBns-
€TCS HENPOCTOW 3a4a4el, MOCKONbKY KIMHUYECKNE CUMATOMbI
3TUX HO30/0rMYecknx GOpPM MOryT ObiTb CXOXMMU, BKIOYAS
Te, KOTOPble CYUTAIOTCS XapaKTEPHbIMU AN KXA0N U3 HUX.
TeM He MeHee yCTaHOBJIEHME TOYHOMO AyarHo3a HeobxoaMmo
npexae BCero AN OnpeaeneHvst nporHosa U OLEHKWU BO3-
MOXHOW 3PDEKTUBHOCTU UMEIOLLIMXCA HA CErOOHSALIHWUIA AeHb
MeTOL0B Tepanuu. NoaToMy AN KIMHULMCTA BaXHO 3HaTb CO-
CTOSIHUSA, KOTOPbIE MOTYT “MackupoBaTbca” nog MCA, n ymeTtb
pasnuyatb 3TW NaTONOrMK NO KIMHWYECKUM 1 N1abopaTopHbIM
npuaHakam (tabn. 3).

Kak cnepyeT u3 NpuBEAEHHbLIX OMArHOCTUHECKMX KPUTE-
pueB, amarHo3 MCA OCHOBbLIBAeTCS MPEUMYLLECTBEHHO Ha
TLWATeNbHO COOPaHHbIX aHAMHECTUYECKMX AaHHbIX U Pe3yb-
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MpoTtus

o Knaccuyeckuin TpeMop nokosi No Tiny “ckaTbiBAHUS NUONL”

o KnnHnyeckun 3Ha4ynmas noanHesponatus

o [anniouMHaLMKM, He BbI3BaHHbIE MPUEMOM IEKAPCTBEHHbIX
cpencTs

o Jle6ioT 3aboneBaHus nocne 75 net

o CeMelHbIi aHaMHE3 N0 atakcun NAN NapkKMHCOHU3MY

o J[lemeHuus

o MopaxeHvie 6eoro BeLLECTBA, XapakTepHOe A1s
pacCesiHHOro ckieposa

TaTtax KMMHMYECKOro 0OCMOTpa naumeHTa. bonbLiyo NnomoLLb B
paHHel anarHocTuke 3a60neBaHns U MNIaHMPOBaHUM AM3aiiHa
KJIMHUYECKNX NCCNEA0BAaHMI CO34aBaeMbIX MpenaparoB Morna
Obl 0Ka3aTb MOEHTUdUKALMS HOBbIX HAAEXHbLIX BLOMapKepOoB.
OpHako nonbITKK HaliTK cneumduyeckne mapkepbl MCA, KoTo-
pble MoK Obl YBENNYUTb YYBCTBUTENBHOCTb KPUTEPUEB Ana-
THOCTVKW 1 MOMOUb BbISIBUTb 3260/1€BaHNE HA PAHHUX CTaOusIX,
noka He NPUBENM K 3Ha4YUMbIM pedynbtatam. M XxoTs Ha AaHHbIN
MOMEHT MapakiMHUYeckme MeToabl 00cnenoBaHus He SBNsi-
I0TCA peLlaLmMn B ycTaHOBNeHUN amarHo3a MCA, He cTouT
npeHedperaTb MU, Tak Kak B psae CIy4aeB OHWM MOMOraioT
NoATBEPAUTb NI ONPOBEPTHYTh AMarHo3.

[OnarHo3 MCA siBnsieTcs HepoCTOBEpPHbIM 6e3 NoaTBepX-
[EeHVs Hann4ms BereTaTMBHON HemocTaTodHocTM. OaHako Ha
paHHKX aTanax 60/bHblIe MOryT He 3aMeyaTh ee NPOSIBIEHNI,
a HeKOTOpble MPU3HaKM BEreTaTMBHOM AMCPYHKUUM HEBO3-
MOXHO OLIEHUTb NPU PYTUHHOM KIMHUYECKOM 06Cef0BaHNM.
B aTOM cnyyae Ha NOMOLLb NPUXOAAT UHCTPYMEHTASIbHbIE Me-
TOAbI ANArHOCTMKN, KOTOPbIE MNO3BOMSIOT HE TOJIbLKO BbISIBUTH
BEreTaTvBHYIO AMCOHYHKUMIO UM NOATBEPOUTL €€ Hanuuue,
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Ta6nuua 3. AnddepeHupansHo-auarHoctuyeckuii paa ana MCA [1, 28]

MCA-N

MCA-M

Cnopapauyeckue HelipogereHepaTuBHbie 3a0oneBaHusa

BonesHb MapkmnHcoHa

JemeHuus ¢ Tenbuamu Jlesn
Mporpeccupyowmin HaabIAEPHbIA Napanuy
KopTukobasanbHas aereHepaums
MepBnYHbLIN HOKOBOI CKI1IepO3

Cnopaaunyeckme Np1oHHble 3aboneBaHus

MaomnonaTtuyeckas MO3xeukoBas (CnmHoLepebennspHas) atakcus ¢ N03gHUM
Hayanom

Cnopaaunyeckas atakcus HEM3BECTHOM 3TUOIOTMU C Ha4YanoM BO B3POCIOM
BO3pacTe

HacnepcteeHHble 3a6oneBaHus

HacnencTteeHHble cnacTnyeckue napanaerum
BonesHb [eHTMHITOHA (Npy No3aHeM aebioTe)
Cungpom MELAS v gpyrue MutoxoHapuasnbHble
sHUedanommonaTum

Cungpom Meppu

[eHeTMYecKknii NAapKMHCOHN3M, aCCOLMNPOBAHHbIN
¢ myTtaumeint G15D B reHe SNCA (oi-CUHYKNEWNH)
[eHeTnyeckuii NapPKUHCOHN3M, aCCOLMNPOBAHHbIN
¢ mynbtunavkaumen reHa SNCA (oi-CUHYKNenH)

Atakcua ®puapeiixa ¢ NO3QHNM HA4aIoM

CnuHouepebennapHble atakcum (3-i, 6-i Tunbl)

CuHppom FXTAS

HacnencTteBeHHble MPYOHHbIE 3a60n1eBaHNS

X-cuenneHHas agpeHonenkoancTpodus

LlepebpoCcyxoXunbHbI KCaHTOMATO3

ATaKTU4€CKMIN CUHAPOM, aCCOLMMPOBAHHBIN C 3KCMaHCUEN MOBTOPOB

B reHe C9orf72

ATaKTU4ECKMIN CUHAPOM, aCCOLMMPOBAHHBIV C MyTaumsiMun B reHe POLG

MeTa6OJ1M‘-IECKME/BOCI'IaHMTEHI:HI:Ie unpo4ue 3aboneBaHusa

JlexapCTBEHHbI MAPKUHCOHN3M
[lepB1YHO-MPOrpeccupyoLLmnii pacCesiHHbIV CKNepos
HopmoTteH3uBHas rugpouedanvs
LlepebpoBackynsipHble 3a60neBaHns

ANKOronbHas MO3Xe4koBas AereHepaums
JlekapCTBEHHO-MHAYLIMPOBAHHAs MO3XEYKOBasi AereHepaLms
[epBMYHO-NPOrPECCUPYIOLLNIA PACCESHHDIV CKNEepo3
MapaHeonnacTuyeckas MO3Xe4koBas AereHepaums
[nioTeHoBas atakcus

Atakcus ¢ aHTu-GAD-aHTUTENnaMm

SHuedanonatns XacumoTo

HopmoTteHnausHas rugpouedanus

LlepebpoBackynsipHble 3a601eBaHms

0O603HayeHns: FXTAS - fragile X-associated tremor/ataxia syndrome (Tpemop/aTakcus, acCoLMMPOBaHHbIE C TOMKOI X-xpomocomoit), MELAS —
mitochondrial myopathy, encephalopathy, lactic acidosis, and stroke (M1TOXOHAPMaNbLHaAs SHLEdanonaTus ¢ nakTaT-aunL030M U MHCYILTONOA00-

HbIMU 3N1304amu).

HO Takke OOBLEKTMBM3NPOBATb CTEMEHb TeX WK MHbIX Hapy-
LLEHWIA, a B HEKOTOPbIX Clly4asx OnpeneninTbCa C JaNibHenLwen
TakTUKON BefeHVs MauuMeHToB. HapylleHue BeretaTvBHOW
WHHEpBaLMKN cepaua U CoCynoB MOXET ObiTb NMOATBEPXAEHO
npu MCNOAbL30BAHWN TUAT-TECTA, CYTOYHOrO MOHWUTOPUPO-
BaHUa ALl M XONTEPOBCKOro afekTpokapamorpaduyeckoro
MOHUTOPUPOBaHWS. lNpoBefdeHue cuuHTMrpadum cepaua c
aHaforoMm HopagpeHanuHa '%|-metanopgbeH3nnryaHuanHom
("I-MUBT) nomoraeT pasrpaHununts BN 1 MCA [29]. Mexa-
HM3Mbl Pa3BUTUS BEreTaTUBHOM HELOCTATOYHOCTM MPU 3TUX
NaToNorusix PasnnyHel, 1 CUMMNATUYECKas MOCTraHrMoHapHas
JeHepBauus cepaua B BUAE YMEHbLUEHWs1 3axBaTa paamo-
dapmnpenapara BbIFBASETCS TObKO Y NaumeHToB ¢ BI1, Tor-
Ja kak npu MCA OCHOBHasi pofib OTBOAMTCS LEHTPasIbHbIM
mMexaHn3mam. CnefyeT NOMHUTb, YTO HEKOTOPbIE 4aCcTo Npu-
MeHsieMble B MpakTMKe npenapatbl (610KkaTopbl KanbLyeBbIX
KaHanoB U 0-alPeHOPELLEeNTOPOB, HENPONENTUKM, TPULMKIIN-
YeCcKue aHTUAENPECCaHTLI) MOTYT BNUATL Ha 3axsaT '23|-MUBT
1 NPUBOSMNTL K €r0 CHUXEHMIO, YTO YMEHBLLAET NPaKTUYECKYIO
3HAYUMMOCTb CUMHTUrpadun B anddepeHumnansHon anarHo-
ctuke MCA. na Bepudukaumm HapyLLeHNin MOYENCNyCKaHms
MCNOoJb3yeTCs YPOANHAMUYECKOE UCCeA0BaHKe, KOTOPOE MNo-
3BOJNISIET BbISIBUTb MMMNEPAKTUBHOCTb AETPY30pa, AETPY30PHO-
COUHKTEPHYIO IMCCUHEPTUIO MM aTOHUIO MOYEBOrO My3bIps.
YnbTpasBYKOBOE UCCNEA0BAHNE C OMPEneSIEHNEM KONNYECTBA
0CTaTO4HOW MOYM HEOBXOAMMO NPOBOAUTL BCEM MaLMEHTaM C

COOTBETCTBYIOLLMMM Xanodamu ans Bolibopa AanbHeNLLeln Te-
panuu 1 nepea Ha3HavyeHeM NpenapaToB, KOTOPbIE MOTYT Bbl-
3bIBaTb 3a4epXKy Modeuncnyckanus. MNpu anektpomuorpadbum
YPETPaIbHOr0 CHUHKTEPA HAaCTO 0BHAPYXMBAIOTCS NMPU3HAKM
[ereHepauum nperaHrmmnoHapHbIX MapacuMnaTUHecKnx Herpo-
HOB B KPECTLOBbIX OTAENax CMMHHOrO MO3ra, Y4To NPOSIBNISETCS
CMOHTAHHOM MbILLEYHON aKTUBHOCTBIO U YBENMYEHNEM NPOAOI-
XUTENBHOCTV W MOBbILLEHVEM NonMmopdu3aMa NoTeHUmanos
asuratensHbix eaunny, [30]. MonucoMHorpadus Heobxoauma
[N yTOUHEHUS HAaPYLLIEHWIA CHA MO TUMY arnHO3 UAW HApyLLEeHWUIA
noeeneHus B Gasy cHa ¢ ObICTPLIMU ABUXKEHWSIMM rMas.
HecoMHeHHO, OCHOBHbIM MeTOA0M anarHocTuku MCA qB-
NISETCH MarHUTHO-pe3oHaHcHas Tomorpadus (MPT) ronos-
HOro Mo3sra. HecMoTpsi Ha OTCYTCTBME CTPOrO CrneundUyHbIX
NMPU3HaKOB, HENPOBM3YaNN3aLMOHHbIE METOAMKN MOTYT BbiTh
BECbMa NOne3HbiM1 Npu  anddepeHumnansHoin AnarHoCTu-
ke. Y naupeHTtoB ¢ MCA BbiiBNSI0TCS atpodus YepBs 1 nosy-
Lapuii Mo3xeyka, MocTa (0OCOBEHHO HUXHEN MOMOBUHbI €0
OCHOBaHWS), CPEAHNX HOXEK MO3XeUYKa U CKOPAYMbl, a Takke
KoMneHcaTtopHoe pacwumpenue IV xenynouka. MNpu MCA-M
Ha akcuasbHbIX cpe3ax MocTa B pexumax T2 n FLAIR moxet
HabnoaaTbca “CMMNTOM KpecTa” B BUAE COYETaHWUS NMOMOCKM
MOBbLILLEHHOrO CUrHaNa OT AEreHEPUPYIOLLIMX NONEPEYHbIX BO-
JIOKOH MOCTa C NePreHaVKynspHOM NMOMOCKOM OT BOMIOKOH LLBA.
Mpu MCA-IM B T2-pexume 0TMEYAETCS XapakTepHOe CHUXe-
HVEe curHana OT CKOpnymbl, a Takke GbopMMpoBaHMe nonoc-
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KV TUMEPUHTEHCMBHOIO CUrHana no ee gopconarepanbHoMy
Kpal — npusHak, BbicokocneunduyHbii gns MCA, Ho nmeto-
LMincs y HebobLIOro Ymena nauueHToB. Kpome cTaHaapTHbIX
PEXMMOB UHTEPECHbBIE JaHHbIE NOYYEHbI MPY NCMNONb30BAHNN
AMdPY3MOHHO-B3BELLEHHBIX M300paxeHuin (OBW): BbisiBneH
TakoW XxapakTepHbli Ana 3abonesaHns Npu3Hak, kak nosblLLe-
Hue KoadduumeHTa anddysmm B CKOPAYNe 1 CPELHNX HOXKaX
MO3Xeuka, YTO HabNoaaeTcs yXe Ha paHHUX cTaausix 3abo-
nesaHus v nossonset auddepeHumposats MCA ¢ BIN n npo-
rpeccMpyoWyM HaobIAEPHBIM napanuyom [31]. Mo3MTpoHHO-
amumccuoHHas Tomorpadus (M3T) n 0gHOPOTOHHAA SMUCCH-
OHHasi komnbtoTepHas Tomorpadus (OPIKT) moryT ncnosnb-
30BaTbCA y MALMEHTOB C MPOTUBOMNOKA3aHUSAMU K MPOBEAEHNIO
MPT ons noctaHoBKM BO3MOXHOro avartHoda MCA. Mpu MN3T ¢
HTOPAE30KCUITIIOKO30/ 0TMEYAETC CHUXeHMe MeTabonmama
rOKO3bl B CKOpAyne, CTBOME MO3ra U Mo3xeuke. [pecuHan-
TUyeckas CTpuaToHWUrpanbHas AodaMuHeprmyeckas OeHep-
BaLMA MOXeT ObiTb 06HapyxeHa npu nomowy M3T n OPIKT,
0HaKo OHa HabMOLAETCs M NpPU APYrMX NPOrpPecCUpYIOLLmX
NapKUHCOHUYECKMX CUHAPOMax. Mexay TeM BbISIBAEHWE MpU
NMOMOLLM YKa3aHHbIX METOL0B NOTEPY MOCTCUHANTUYECKUX [10-
$GaMUHOBBIX PELLENTOPOB B CTpUaTyme 6osiee xapakTepHo npu
MCA, yem npu BN [1].

[axe B OTCYTCTBME BO3MOXHOCTM [OCTOBEPHON AnarHo-
CTVKM 3a0011€BaHNS HA CaMblX PaHHKX CTaAuAX HE MpekpaLla-
I0TCS MONbITKN pa3paboTkn 3dEKTVBHLIX METOLOB TEpanuu.
Ycnexu B udyyeHnmn natoburanonornyeckmx npoLeccos, nexa-
wyx B ocHoBe MCA, 06ycnoBnvBatoT NoBbILLEHWNE UHTEPECA K
BO3MOXHbIM METOAaMm, HanpasfieHHbIM Ha MoauduKaumio Te-
yeHus 3abonesaHus. HaunHas ¢ 2007 r. 6Gblnv onyoanKoBaHbI
pesynbTaThl HECKONBKUX MHOMOLEHTPOBbLIX PAHAOMU3MPOBAH-
HbIX NNaLEeB6OKOHTPONNPYEMBIX NCCNEA0BAHNIA, MOCBALLEHHBIX
370 Npobneme. OfHAKO Takve U3yyHaBLUMECS NEKAPCTBEHHbIE
npenapatbl, Kak pasaruavH, pudamnuumH, MAHOLMKIIVH, pu-
JIy30/1 U TOPMOH POCTa, HE CMOMM 0Ka3aTb 3HAYMMOrO BWS-
HUS Ha TeyeHue 3aboneBaHUs U NPUBECTU K KIIMHUYECKOMY
ynydwenuio [32-36]. EauHcTBEHHOE nnaueboKoHTponMpye-
MO€ UCCNENOBAHNE C HEKOTOPbLIM MONOXUTENbHLIM Pe3ynbTa-
TOM ObIJI0 OCHOBAHO Ha CUCTEMHOM BBELEHUMN ayTONOMMYHbIX
Me3eHXMManbHbIX CTBOJIOBBLIX KNeTok [37]. Mpu aToM cepbes-
HblE€ OMACEHNs BbI3bIBAIOT OCNOXHEHWS, Pa3BMBAIOLLMECS NPU
BHYTpUapTEPUANIbHOM BBEAEHNM Mpenapara, — ULEMUYeckne
oyaru, no gaHHeiM MPT B pexume OBW, BosHuknn y 30% na-
umeHToB. Kpome Toro, yuntbiBasi ManeHbKyto BbIOOPKY, He00-
XOOMMO MPOBEAEHVE AANbHEMWMX UCCNeaoBaHUA Ans noa-
TBEPXAEHNS JOCTOBEPHOCTY MONYYEHHBIX PE3YLTaTOB.

B HacTosiLlee Bpems B LEHTPE BHWMaHWs MCCnenoBa-
Teneil HaxoAsaTCs areHTbl, HanpaBfeHHble Ha YMeHblueHue
0.-CUHYKNENHONOCPEA0BAHHOM TOKCUYHOCTM W NOAABEeHne
130bITOYHOW akTMBaumm mukpornun. Tak, obobliaioTcs pe-
3ynbTtathl | dasbl ccneoBaHns akTMBHOM MMMYHMU3ALMK MPO-
TUB 0.-CUHYKNenHa BakumHamm AFFITOPE PDO1A n PDO3A, ans
KOTOPbIX Oblfla NPOAEMOHCTPUPOBaHa 6€30MaCcHOCTb NOAKOX-
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Horo BBeneHus [1, 38]. 3asepwmnacs |l pasa nccnegosaHms
nHrméutopa Muenonepokcuaassl AZD3241, B KOTOPOM U3yya-
nacb ero crnocobHOCTb YMEHbLLUATL OKUCAWUTENbHBIA CTPECC U
nofaBnsiTb BOCNaNeHe B HEPBHOIN TKaHW NyTEM UHIMOMPOBa-
HWS1 aKTUBHOCTW Mukpornum [38]. Pe3ynbraThl OLEHMBANUCh Ha
OCHOBE Pa3HuLbl B 06bEME pacnpeneNeHns TPAHCNOKaTOPHO-
ro 6enka B CTpuaTyme [0 1 Nocre neyeHns (onpeaensinach npu
nomoLum M3T), ogHako BAMSHMS npenaparta Ha QyHKLUMIO rinm
OTMEYEHO He Obinio. Mpu 3TOM B rpynne, nNoayyaBLuel npena-
part, Habnopancs 6onee MeLIEHHbIN TEMN NPOrPECCUMPOBaHMNS
3aboneBaHns B CpaBHEHUN ¢ rpynnoi nnauebo, 4to TpedyeT
JanbHenwero nsyvyeHuns nonyvyeHHoro addekra. MNposoasTcs
ncenefoBaHus no npuMeHeHuio npu MCA nmmyHocynpeccaHTa
CMponMmyca, MHO3MH-5'-MoHodochaTa, aTOMOKCETVHA U Ap.
ocne nosiBneHns JaHHbIX 0 3Ha4MmMoin ponun npu MCA no-
numopdusma V393A 1 psaa mytaumii B rene COQ2 npuctanb-
HOEe BHMMaHWe MpVBAEKAEeT UCMOb30BaHNE B Tepanum 3Toro
3abonesanns npenapatos Ko-Q,,. len COQ2 koampyeT dep-
MEHT naparuapokcubeH30aT-nonnnpeHun-TpaHcdepasy, He-
o6xoanmblii ans cuHTesa Ko-Q,, — nepeHocurka 3NeKTPOHOB
B ObIXaTenbHON uenu. Mpu ganbHenwem n3y4yeHnn Obino Bbl-
ABNIEHO M30upaTesibHoe CHUXeHne YpoBHs Ko-Q,, B MO3xeuke
n pubpobnacrtax y naumeHtoB ¢ MCA B cpaBHeHWM C rpynmnoin
KOHTPONSA M C NauMeHTaMmn ¢ Apyrumu HeponereHepaTuBHbl-
Mu 3abonesaHuamu [18, 39, 40]. Ocobyto LEHHOCTb 3TUM UC-
cnefoBaHuaM NpuaaeT TOT GakT, YTo NofOOHbIE HapyLUEHMS
6binn 3aVKCPOBAHBI HE TOMBKO Y NALMEHTOB C MyTaLUSaMK
COQ2, Ho n B cropaguyecknx cnyvasix 3abonesaHusi. CHu-
xeHve yposHs Ko-Q,, B kneTkax y 6onbHbix MCA npusoamt K
HapyLleHWo paboThbl AbIXaTeNlbHON LEenu, NOBLILIEHWIO OKUC-
JIMTENBHOrO CTPECCA U CHWXEHWUIO aHTMOKCUMAAHTHOW 3aluy-
Thl KJETKW, Y4TO BbI3bIBAET 3amnyCck anonrtosa knetok [41, 42].
Mony4yeHHble JaHHbIE CBMOETENbCTBYIOT O BO3MOXHOW pPOAU
HenocTatodHocTM Ko-Q,, Kak yHUBEPCaNbHOrO0 MexaHu3ma,
MMEIOLLLEro MeCTo ¥ B CMOPaAMNYEcKMX, U B HACNeOCTBEHHO-
ceMeliHbIx cnydasx MCA, 4to 06ycnoenmBaeT HeoOx0aMMOCTb
JanbHenwero nsyvyeHns aheKTMBHOCTA “3aMeLLatoLlen Mu-
TOXOHAPWaNbHON” Tepanun. Yxe nosBAsloTCs COOOWEHNs O
MUIOTHBIX UICCNEN0BaHMSAX B 3T obnactu. Tak, Obino onybnu-
KOBaHO KIMHMYECKOe HabnoAeHne naumeHTa ¢ KomnayHa-re-
TEPO3UrOTHBIMU MyTaumsMm B reHe COQ2, KOTOPbIN B TeHEHne
3 neT nonyyan Tepanuio yoUXMHONOM (BOCCTaHOBNEHHaAs hop-
ma Ko-Q, ) B BbiCOKyX A03ax [43]. Mpuem youxuHona komneH-
cvposan ypoeeHb Ko-Q,, B KPOBM 1 INKBOPE U, HECMOTPSA Ha
Janeko 3alwefllylo ctagmio 3aboneBaHus, CTabunmanpoan
COCTOSIHME NaLMEeHTa: B TEYEHNE BCEro nepunoaa HabnoaeHms
He OblJI0 OTMEYEHO [asbHeNWero HapacTaHUs CUMNTOMaTK-
ku. Ewe B 0oHOM uccnenoBaHumn Obiia NpoaeMOHCTPUPOBa-
Ha BO3MOXHasl addekTnBHOCTb Ko-Q,, Npu opTocTaTnieckon
rMNOTEH3NW Y 7 NauneHToB co cnopaauyeckoin MCA [44]. Oa-
HaKO MOMyYEeHHbIE HA CErofHSILLHNIA AeHb AaHHblEe 00 addek-
TUBHOCTMW NOLOBGHOI Tepanmu Henb3s Ha3BaTh JOCTOBEPHBLIMY,
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Ta6nuua 4. Cumntomatuyeckas tepanus npu MCA [1, 5, 45-47]

CuHapom

[lapKMHCOHN3M

Mo3xeukoBas atakcus

OpTocTaTtnyeckas rmnoTeH3uns

HapyLueHns moyencnyckaHus

Tepanus nepBovi NIMHUKN

JleBogona, Npu XopoLLen NepeHOCMMOCTM NOBbILLATbL
[03vpoBKy 80 1 r/cyT

dusnoTepanus

O6y4eHne N30MEeTPUYECKMM MaHEBPAM, HOLLEHNE
9MaCTUYHbIX YyJIKOB, YBENMYEHNE NOTPEDNEHUS XNAKOCTH
1 CONN, UCKJTIOYEHME NepeeiaHuns, UCMOoNb30BaHNe
KPOBATW C BbICOKMM M3rONI0BLEM

MwgonpvH

Opokcupona

Mpu 06beme ocTatoyHo Moym >100 mn — nepuogmyeckas

KaTeTepmaaumsa MO4eBOoro nysbipsa

Mpu 06beme ocTatoyHon Moym <100 mn:

® aHTUXONMHEpPrunyeckmne npenapartbl MPU runepPakTUMBHOCTU
[eTpy3opa 1 4eTPY30PHO-CHUHKTEPHON ANCCUHEPTUN;

e XOJMHeprunyeckue npenaparbl U aHTArOHUCTbI
0.,-a[IPEHOPELIENTOPOB NPV 3a[1ePXKaX MOYENCYCKaHMs

YBennyeHvie noTpebaeHns XnakocT U NPOAYKTOB,

AnbTepHaTuBHas Tepanus

AmaHTaguH, B TOM Y1CIE B BUAE
NMOBTOPHbIX KYPCOB BHYTPUBEHHbIX
NHBEKLNI

AroHucTbl 4OPaMMHOBBIX PELENTOPOB

KnoHazenam
Mponparonon
AmaHTaguH

[abaneHTuH

BycnvpoH
dnynpoKopTH30H
JecmonpeccuH (Ha Houb)

MHbekumy 60TYyN0TOKCUHA
[MocToaHHasa kaTeTepmsaums
MOY€EBOro Ny3bIps

[Lpyrue cnabutenbHble cpeacTea

3anopsl
coLepXaLLmX MULLEBbIE BOOKHA
Makporon

OpeKTubHas ANCHYHKLMS CunpeHadun

JbixaTenbHble HapyLLEeHNs CPAP-Tepanus

AncToHuna MHbekuun 60Tyn0TOKCHHA
Kamntokopmusi dursnoTepanus
HapyleHnsa noseaeHus B pasy cHa | Knonasenam

C 6bICprIMVI OBVXEHUAMIN a3

Lenpeccus CenekTMBHbIE UHIMOGUTOPLI 0OPATHOro 3axBaTa
CEPOTOHMHA
CnioHoTe4eHve AHTUXONMHEPruYecke npenapatbl

MHbekumn 60TynoToKCHHa,
TpaxeocTomusi

AHTUXONMHEPrYeckyie Npenaparbl,
aroHNCTbI AOAMUHOBbIX
PELIENTOPOB, MMOPENAKCaHTbI,
TeTpabeHasnH

MHbekumy 60TyN0TOKCUHA

30MVKII0OH, MEeNaTOHUH
Lpyrve aHTAENpeccaHTbl

NHbekumns 60TyJ'IOTOKCI/IHa B CJIIOHHbIE
Xenesbl

0603HaueHusi: CPAP - constant positive airway pressure (pexvumM BEHTUASLUM C MOCTOSHHBIM MOIOXUTENIbHBIM LaBJEHUEM).

HeobXoaMMO NpoBeAeHWE AanbHENLLINX KPYMHbIX NiaLeboKoH-
TPONMPYEMBIX UCCNIELOBAHWIA.

Takmm 06pa3oM, B HAcTosILLee BPEMS B apCeHane HeBPO-
NIOrOB HE CYLLLECTBYET HI OAHOr0 Npenaparta, KOTopbliA Mor Obl
[LOCTOBEPHO 3aMeJITb CKOPOCTb NPOrpeccmpoBaHmns 3a6o-
nesaHusa unu coenatb MCA kypabenbHoi Ho3onornei. B cesi-
31 C 3TUM C NPAKTUYECKOW TOUKUN 3pEeHNS Hanbonee peanbHbIM
€noco60oM yny4LInNTb COCTOSIHWE NaLMEHTOB OCTAETCS CUMMTO-
MmaTtuyeckasi Tepanus (tTabn. 4). He cuntas nccnenosanumii npe-
napaTtoB, HanpaBNEHHbIX HA leYeHne OPTOCTaTUHECKONW TMMo-
TEH3UM (MUOOAPVH, ApoKcuaona), B Nonynsuuy nauueHToB ¢
MCA He NpoBOAMIOCH BbICOKOKQYECTBEHHBIX KPYMHbIX KINHN-
YeCKMX UCCNeLoBaHUA Ang NOATBEPXAEHUS 3PEKTUBHOCTH
CMMMATOMATUYECKON Tepanmu. CyLecTByIOWME PEKOMEHAALMN
no 6onblueit YacT OCHOBaHbI Ha HabNloAaTENbHbIX NCCNeso-

BaHUSAX, OMUCAHKSIX CEPUI CNY4aeB UM IKCMEPTHOM MHEHUM
MO0 3KCTPaNONMPOBaHbI 13 APYTrMX HO30JIOMMIA.

MOTOpHbIE CMMMTOMbI, 6E3YCNOBHO, OTHOCATCS K Hanbo-
nee nHBanuamMsmpyowymM nposisiaeHmsm MCA v 3HaunTenbHO
CHUXAIOT Ka4eCTBO XM3HM NaLMeHToB. HECMOTPS Ha OTCYTCT-
BME PaHAOMU3MPOBAHHbLIX MNALEOOKOHTPOIMPYEMBIX MCChe-
[0BaHWN, NpenapaTtoM MNepBOA NMHUM TPAOMUMOHHO cumuTa-
etca nesogona. Mo mocnefHVM pekoMeHZaumsMm, Tepanuio
JIEBOLOMNON MOXHO cHMTaTh HE3IMEKTUBHON TONLKO MPU [0-
CTUxXeHUn cyTouHo fo3bl 1000 mr [27]. OgHako Jaxe npu co-
6nto0aeHUy aToro ycnosus He 6onee 4em y 40% naumeHToB K3-
HayasbHO MMEET MECTO OTBET Ha NOJ0OHYI0 Tepanuio 1 NNLLb
y 10-13% addekT coxpaHaeTcs Ha NPOTHKEHUN HECKOMbKIX
net [4, 5, 45, 48]. Kpome TOro, BbiICOKMe A03bl NEBOAOMbI MO-
ryT BbI3blBATb NOOOYHbLIE ADPEKTHI, yCyrybnsaioLime nposieie-
HMs1 3a00neBaHNs (YCUNEHNE OPTOCTATUHECKON MMMOTEH3NM,

HepsHsbie 6une3nun 42018
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nosiBfIeHNE NeBOAONANHAYLMPOBAHHbIX raitlouMHauUmin n ne-
KapCTBEHHbIX AMCKUHE3WIA). Tpn 9TOM Tepanusi aroHUCTaMm
10baMMHOBLIX PELLenTOPOB Oka3anach eLle MeHee 3O PeKTUB-
HOIM 1 XyXe nepeHocutcs naumeHtamm [1].

Bce BbilenepeyncnerHble dakTbl 00yCNoBUAN BO3HWUKHO-
BeHWe nHTepeca k Tepanum MCA npoTrBONapkKMHCOHNYECKUM
npenapaTom amaHTaguHoM. Yxe ¢ 1970-x rogoB amaHTagvH
yCnewHo WCnonb3yeTcs B KayecTBe mnpenapara npoTUBO-
NapKMHCOHMYeCckon Tepanuu npu BI1, obnagas ymepeHHbIM
nonoXmTeNbHbiM 3bdEKTOM 1 XOPOLLE NEepeHOCUMOCTbIO.
MHTepecHo, 4To 13HavanbHO OH bl CUHTE3UPOBAH Kak Npo-
TUBOBMPYCHOE CPeACTBO OT rpunna 1 ero NPOTMBOMAPKMHCO-
Huyeckuii addekT Bbin 3amMeyeH cyvainHo, kKorga naumeHTka
¢ BIN npuHumana ero gna npodwunaktukm rpynna [49]. AmaH-
TaauH 6611 ogobpeH ana npuema npv BN e 1973 . u ¢ Tex nop
LUMPOKO MCNONb3YETCS Kak B KAYECTBE MOHOTEPANMK, Tak 1 Co-
BMECTHO C gpyrnmum godammuHepruyecknmm cpeactasamm [50].
Ocobyto ponb amaHTagyH UrpaeT B KOPPEKLMU NEBOLOMANH-
OYLMPOBaHHbIX ANCKUHE3NIA, KOTOPbIE padBmBatoTcs y 50% na-
umeHToB ¢ Bl B TeyeHne 5 neT 0T Havana Tepanum N1eBoaoNon
1 0BYCNOBAMBAIOT CEPbE3HbIE OrPAHUYEHNSI A1 AOCTUKEHUS
onTUmanbHbIX 403 neBogonbl [51, 52]. Kpome Toro, oTMeyeHa
BO3MOXHast abdEKTUBHOCTb npenapaTa npu 3acTbiBaHUSX U
urpomanum [49].

TOYHbI MEXaHW3M OEeNCTBUA aMaHTaguHa B HacTosiee
BPEMSs 0CTaeTCs HesICHbIM. CumMTaeTCsl, YTO OH 06N1aaaeT KoM-
NAEKCHbIM MOAYAUPYIOLWMM 3DOEKTOM Ha Pa3MyHbIE HER-
POTPAHCMUTTEPHBbIE CUCTEMBI. Kak OCHOBHOE B Tepanuu ABu-
raTtesibHbIX PacCTPOWCTB paccMaTpuBaeTcsl ero AeWCcTBue B
KayeCTBe HeKOHKYpeHTHOro aHtaroHncta NMDA-peLenTopos.
AmaHTaguH kak 6nokatop NMDA-peLenTopoB onocpenoBaH-
HO CHWXAET YPOBEHb BHYTPUKIETOYHOO (B TOM YMCIE BHYTPU-
MUTOXOHOPUANBHOIO) KanbLMs, TEM CambIM ynydwas dyHK-
LMOHANBHYIO aKTUBHOCTb a@HTUOKUCAUTENbHbIX (GEPMEHTOB
cynepokcuaancmyTassl 1 katanasbl. Kpome T0ro, aMmaHTaguH
noBbILLAeT 3hDEKTUBHOCTL LOPAMUHEPTMYECKOr0 NyTK, 06-
neryas npecuHanTuyeckoe BbICBOOOXAEHNE JodamMmHa, CHU-
Xasi ero obpaTHbIfi MOCTCUHANTUYECKUIA 3axBaT U MOBbILLAS
TEM CambIM YyBCTBUTENBHOCTb A0(AMMHOBBLIX PELENTOPOB.
YkazaHHble apdekTbl, B CBOKO 04epenb, YBENNYMBAIOT HENPO-
TPAHCMUCCUIO B AOPAMUH3ABUCUMBIX HATPOCTPUATHBIX, Me-
301MMBMYECKUX U GPOHTOCTPUATHBIX NMyTSX. OTMEYEHO Takke
MSrKOe aHTUXONMHEPTNYECKOe AENCTBIE Npenapara.

AMaHTaaMH 0ObIHHO XOPOLLO MEPEHOCUTCS MauMeHTamu
pa3HbIX BO3paCTHbIX rpynm. Mo6oyHble addekTbl BCTPeyatoT-
€S PeKO M MOTyT NpOosiBAATLCS B BMAE OTEKOB (Yalle B 00-
NIAaCTV TONEHEN 1 CTOM), CYXOCTN BO PTY, MPAMOPHOCTN KOX-
HbIX MOKPOBOB, HAPYLUEHWI CHa, 3NM3040B BO30YXAEHWS U
rannouMHaLni.

B nepBom mccnenoBaHuK, nocesileHHOM Tepanun MCA
nepopanbHo GopMor amaHTaamHa, Obin NPOAEMOHCTPUPO-
BaH 3HAYUTENbHbIN NONOXUTENbHLIN ero addekT y 15% naum-
€HTOB, 4TO A4aN0 TONHOK K AaNbHENLIEMY N3YHeHMI0 npenapaTa
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[53]. OpHako B nnauebokOHTPONIMPYEMOM PaHAOMU3NPOBAH-
HOM VCCNeLoBaHMM, BKTIOYABLLEM 8 NaLMEHTOB, KOTOPLIM Oblin
Ha3Ha4eH NepopasbHbIi NpreM amaHTaauHa B fo3e 400 mr/cyT
B TedeHune 3 Hep, ¢ fanbHENLM NepekpecToM rpynm, He 6biio
BbISIB/IEHO CTaTUCTMYECKU 3HAYMMOro NpenMyLLecTsa npena-
paTa nepeg, nnauebo [54]. OgHako 310 UccnefoBaHe UMEeNo
HeJoCTaTku, KOTOpble NOABEPraloT COMHEHMIO OCTOBEPHOCTD
MOJNTYYEHHbIX PE3YNbLTaToB. Tak, 06paLLaloT Ha cebst BHUMaHme
Takve dakTopsbl, kak Manas BbI6opka NauyeHTOB ¥ OLEeHKa Ax-
HaMUKK KMHUYecknx nposisneHnid no Il n Il yactam wkanbl
UPDRS (Unified Parkinson Disease Rating Scale — yHudpuum-
poBaHHas LKana oLeHkn 6onesHu MapkMHCOHA), 4TO HE MO0
B JOJKHONM Mepe OTpaxaTtb BECb KOMMNAEKC npossneHnin MCA.
HoBbIM BaxHbIM 3Tanom ctano ucnonb3osanne npu MCA
napeHTepanbHor dopmbl amaHTagmHa cynbdata (MK-Mepu).
Takast popma MMEET BaXHbIe MPEVNMYLLIECTBA Y 9TON KaTeropmm
nauueHToB. AMaHTaiMH 061aaeT BbICOKOW GMOL0CTYMHOCTbIO
npu NepopanbHOM Npreme y 300poBbIx nnL, (86-94%), ooHako
npu MCA BeretaTviBHasi HeLOCTaTOYHOCTb MOXET NPOSBASATb-
€S B TOM YMCNIE HApyLLEHNEM MOTOPUKM XENYA04HO-KMLLIEYHO-
r0 TPaKTa, YTO HEraTMBHO CKa3blBAETCH HA PapMaKOKMHETUKE
npenapaTta, U TPeMMyLLECTBO BHYTPUBEHHOI O BBEAEHWS aMaH-
TafvHa 34eck 04eBMAHO [55]. Kpome Toro, npm nccnenosaHn-
X Ha XKMBOTHbIX MOLENSAX MaKCMabHas KOHLEHTPaLWs aMaH-
TagvHa nocne BHYTPMBEHHOIO BBeEHWs Oblna 3HAYUTENbHO
BblLLE, YEM MOC/e nepopanbHoro npuema. Beé ato obycnos-
JIMBAET NyHLWnii 3G PEKT BHYTPUBEHHON HOPMbI aMaHTaanHa.
Briepeble nccneposaHne 3adPEKTUBHOCTA MHDY3MOHHOM
dopmbl amaHTagmHa 6bino nposegeHo B 2012 . npu MCA-M
[56]. Oeapguat naumeHtam ¢ BepostHoi MCA-M nposoau-
710Cb 3-4aCOBOE BHYTPMBEHHOE BBEAEHUE amaHTaauHa Cyfb-
dara B no3e 400 mr/cyT B TeyeHne 5 gHeir. OueHmBanu name-
HEeHWe CTENeHN BbIPAKEHHOCTM aTakCum A0 U NOCe NeYeHus
no wkane ICRARS (International Cooperative Ataxia Rating
Scale — mexayHapoaHas 00beAMHEHHas Lkana OLEeHKM aTak-
CuK); KPOME TOro, MOCNE OKOHYaHUS Kypca naumueHTam Obii10
NPeAnoXeHO CaMOCTOATENbHO OLEHUTb PEe3ynbTaThl Jeye-
Hus no obwenpuHaToin wkane PGl (Patient Global Imression
of Improvement - wkana obLiero BneyatneHus naumeHTta ob
ynydweHumn). Nocne NpoBeLeHHON Tepanun CTeneHb THXECTU
arakcuu no wkane ICRARS cTaTucTUYeckun 3Ha4MO yMEHbLUN-
nacb - ¢ 42,5 no 37,3 6anna; no pasnenam, OLEHUBAIOLLIM Ha-
PYLLUEHWE OCaHKM 1 MOXOAKM, MOTOPYUKY U PEYEBbIE HAPYLLEHWS,
yAyyLleHne Takxke 6bl10 CTaTCTUYeCkn 3HaumMbim (p < 0,05).
Y 4 naumeHTtoB (20%) addekT coxpaHancsa B TeyeHne 1 mec
n 6onee. Y 8 naumeHtoB (40%) He ObINO OTBETA HA Tepanuto
(cymmapHbin 6ann no ICRARS ynydwnncsa Ha 2 1 MeHee); npu
aHanM3e BO3MOXHBIX MPUYMH ObII0 OTMEYEHO, YTO Y 3TUX na-
LUMEHTOB M3Ha4YaNlbHO MMenW MecTo 6onee GnaronpusiTHoe
TEYEHUe M MeHbLIas CTeneHb nporpeccupoBaHust. OcobeH-
HOCTbIO JAHHOrO MCCNEfOBaHNS ObIIO UCKIIOYEHNE Ha aTane
CKPWHWHIA NaUMEHTOB C KIMHNYECKM 3HAYVMbIM BblPXEHHbIM
NapkKUHCOHU3MOM (He BK/IOYaAIUCh MaUMeHTbl C TPEMOPOM
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MoKOs! U PUrMAHOCTBLIO C OLEeHKOM no wkane UPDRS >2 6an-
JIOB B OJIHOW KOHEYHOCTH), YTOOblI MakCUManbHO 0ObEKTUBM-
31poBaTb MONOXUTENbHLIA 3PdEKT aMaHTagnuHa UMEHHO Ha
aTakCUIo 1 MaKCUMaNbHO YMEHbLUNTb POfb MONOXUTENBHOIO
nodamuHeprmuyeckoro addekTa npenapara Ha pPacCTPOnCT-
Ba paBHOBECUsl, CBSI3aHHble ¢ BpaanknHe3nein 1 MbllLeYHON
pUrnaHocTbio. MoboYHbIX 9DHEKTOB Tepanuy amMaHTaaMHOM
B MCCNE0BaHNN BbISIBNIEHO He Bblo, YTO AEMOHCTPUPYET Bbi-
cokyto 6e3onacHocTb 1 3PPEKTUBHOCTL 3TOrO Npenapara v
BO3MOXHOCTb MPYMEHEHNS YKa3aHHOro MeToza nedeHns MCA.

HenasHO NonoXuTENbHBLIN 3PDEKT BHYTPUBEHHON HOPMbI
aMaHTaamHa Obii JOMOMHUTENBHO MOATBEPXAEH B OTKPLITOM
PETPOCMEKTMBHOM mccnenosaHumn [55]. AnanmaunpoBanucb
pesynbTaThl BHYTPUBEHHONW Tepanuv aMaHTaauMHOM B [03€e
400 mr/cyT ¢ ABYKpaTHbIM BBEAEHMEM B TeuyeHue 5 gHel u
nocnesyowmm nepesoaoM Ha nepopasnbHbii npuem y 14 na-
upeHToB ¢ MCA-I. JuHamuka KIMHUYECKUX NPOSIBNEHNIA A0 U
nocne NevyeHus OLeHrBanach no pa3paboTaHHONW cneumanb-
HO ana naumeHtoB ¢ MCA wkane UMSARS (Unified Multiple
System Atrophy Rating Scale - yHuduumpoBaHHas wkana
OLLEHKN MYJBTUCUCTEMHON aTpodun), 4To obecneyuno Bce-
00bEMIOLLYIO OLLEHKY COCTOSIHUS, TOrda Kak B paHee npoBe-
LLEHHbIX MCCNeloBaHNsX Obl CAENaH akLEeHT 1LLb HAa OAHO 13
COCTaBNSIOLLMX KNMHUYECKOW KapTuHbl MCA. Bbino BbISIBNEHO
CTaTUCTUYECKM 3Ha4YMOe yny4lieHve y 10 naumenTos (71,4%),
yBenuyeHne cymmbl 6annos no UMSARS BapubmpoBaso oT 2
[0 7. Bonee Toro, 0COGEHHO BbIPAXEHHLIV MONOXUTESNbHBIN
9 DeKT OblN OTMEYEH B OTHOLLEHWN HAPYLLEHWIA CTATUKK 1 MO-
XO[KW, YTO NONOXMTENBHO CKa3anoChb Ha Ka4eCTBE XU3HK na-
uveHToB. Y 1 naumeHTa, KOTOpbI NPOAOXaN nony4aTb exe-
He[esNbHble KYPChl aMaHTaAuHa cynbdarta BHYTPUBEHHO, NOCe
JOCTUIHYTOrO YAYYLIEHUS HE OTMEYanoChb AaNbHENLero Ha-
pacTaHus CUMNTOMATUKK B TeueHne 1 roaa, 4To HexapakTepHo
Inst 006bIYHOrO TeyeHus 3aboneBaHust. CneflyeT OTMETUTb, YTO
B 9TOM MccnefoBaHun noboyHble ahdekTsl Oblny BoIPpaXeHb
MUHUMANbHO Y BASINCH NPEXOAALLMMM, @ HaCTOTa UX BO3HVK-
HOBEHMS Oblna HU3KOW.

Takum 06pa3om, NpeacTaBnseTcs LenecoobpasHbiM Npo-
BefleHne 6onee NPoLOIKUTENbHbIX ABOMHLIX ChenbX nnaie-
BGOKOHTPONMPYEMBIX MCCNeoBaHNU SPOEKTUBHOCTU aMaHTa-
[VIHA Ha 60MbLUMX BLIBOPKAX NALMEHTOB C LIENbI0 OLEHKU ero
BIUSIHNS HA TeYeHVe 3ab0NEBaHNS U BbIPAKEHHOCTb KIMHU-
Yeckyx cuMnToMoB. Kpome Toro, MMeeTcst He0bXoaMMOCTb B
pa3paboTke v BanMam3aLum WKan 4f1s OLEeHKN MOTOPHbIX U He-
MOTOPHBbIX NPOSIBNEHUIA pa3nnyHbIx BapuaHToB MCA nns 00b-
€KTVBM3aLMM Pe3yNbTaToB KIIMHUYECKMX UCCNIEL0BAHWIA.
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M.V. Ershova, D.R. Akhmadullina, E. Yu. Fedotova, and S.N. Illarioshkin

Multiple system atrophy (MSA) is a rare progressive neurodegenerative disorder characterized by a combination of clinical signs of parkinson-
ism, cerebellar ataxia and autonomic dysfunction. In the review, current knowledge about pathogenesis of the disease, its clinical and diagnostic
features and possible directions of the treatment are presented. New data concerning the role of COQ2 gene mutations and polymorphisms
in the etiology of MSA and their relationships with coenzyme Q,, metabolism are discussed. It is noted that, despite significant progress that
has been made last years in our understanding of the etiology and pathogenesis of MSA, attempts to elaborate disease-modifying therapies
remain unsuccessful. Therefore, treatment options are limited mainly to symptomatic therapies. Although levodopa is traditionally considered
first-line treatment, only a small number of patients show beneficial response. Recent studies have revealed that intravenous amantadine is
highly effective in MSA patients. The authors cover multidirectional effects of amantadine in MSA, highlighting its good tolerability and treatment
compliance; perspectives of the use of the intravenous form of amantadine in MSA are outlined.

Key words: multiple system atrophy, pathogenesis, gene COQ2Z, clinical picture, diagnosis, treatment, coenzyme Q

1o» @mantadine sulfate.
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