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MyJiabTHCHCTEMHAS aTpodus:
METOAbI INATHOCTUKHA U 6I/IOMapKepr
M.H. Angpees, E.I0. ®enorosa

OI'bHY «Hayunbiii yenmp Hegpoaoeuu», Mockea, Poccus

AnHoTanus

Mynvmucucmemnas ampogus — HeiipodecerepamusHoe 3a004e6arue U3 epynibl CUHYKACUHONAMUI, XApaKmepUsyIoueecs GbipadiceHHoll HedoCamouHOCMbio
Be2emAMUBHOLI HEPBHOTI CUCIIEMbI 8 COEMAHUY ¢ CUHOPOMOM NAPKUHCOHUIMA U MO3JICeHK08bIMY HapyueHus M. JuasHocmuveckue Kpumepuu 3a004e6aHus, npu-
MeHsiemble 8 Hacmosujee epems, 00Hosaerbl 6 2022 e. J[as QuaeHOCTUKY MYAbMUCUCIMEMHO AMPOpUY 8 0CHOBHOM NPUMEHSIOMCS KAUHUMeCKUIl U Heliposu3yanu-
3aYUOHHbIL Memodsl, 00HAKO CHEXMP OUASHOCUMECKUX 6Meulamenbcme 8 nocaeOHee 8peMs pacuiupaemcs, akmusHo Uccaeoyiomes Hogble KaHOUOambl Ha poab
Ouomapkepos 3a601e6anus.

B 0630pe npoananuzuposansl KAUHUMECKAS KAPMUKA U OUaCHOCMUUECKUe Kpumepuu 3a601e6aHUs, ORUCAHbI BU3YAAU3AUUOHHbIe MemOObl QUACHOCHUKY CUHYK.Ae-
UHONAMUL, @ MAKICe U38eCHbIe AAO0PAMOPHbIE MAPKePbl MYAbIMUCUCMEMHOL Ampouu.
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Multiple system atrophy:
diagnostic methods and biomarkers

Maksim N. Andreev, Ekaterina Yu. Fedotova
Research Center of Neurology, Moscow, Russia

Abstract

Multiple system atrophy (MSA) is a neurodegenerative disease belonging to a group of synucleinopathies and characterized by significant autonomic
failure, parkinsonian syndrome, and cerebellar signs. Diagnostic criteria used currently were updated in 2022. While the clinical method and neuroim-
aging are typically diagnostic in MSA, new modalities are currently emerging. Novel candidate biomarkers are being intensively and thoroughly studied.
The review analyzes the clinical picture and diagnostic criteria of the disease, describes imaging methods for diagnosing synucleinopathies, as well as
known laboratory markers of multiple system atrophy.
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HAYYHbII 0B30P

MynbsrucucremHas atpodus (MCA) — Tsoxénoe HeifpomereHe-
paTMBHOE 3a00JIeBaHKE, KOTOPOE ¢ MOJIEKY/ISIPHOI TOUKHU 3pe-
HUSI OTHOCUTCS K Tpyrme cunyknenHonatuii [1, 2]. CpemHuit
Bo3pact ne6rota MCA cocrapisteT 55—60 JeT, mpoaoKUTe b-
HOCTb XM3HU TOCJIe BOSHUKHOBEHMS IBUTATEIbHBIX HapyIIle-
Huit — okono 9—10 yer [1, 3, 4].

OcHoBHBIM MopdonorndeckuM cyoctpatom npu MCA sBns-
10TCSl TIMAJIbHBIE LIUTOIIA3MATUYECKKE BKJIIOYEHHUST MaTONO-
TUYeCKOl U30pOpMBI OeJiKa 0-CUHYKJIEMHA — TaK Ha3bIBaeMble
tenbla [lannma—Jlantoca. Ilpu apyrux pacnpocTpaHEHHBIX
BapMaHTaX CUHYKJeuHonatuii — 6osne3nu [lapkuHcona (BIT)
U IEMEHIIUY ¢ TesbliaMy JIeBU — HaKOTUICHUE o-CUHYKJIEUHA
MIPOUCXOIUT B HEMPOHAX B BUJIE TEPBUYHBIX arperatoB U bosee
CJI0KHO OpraHM30BaHHbIX Testell Jlesu [2, 5, 6].

OTIMYUTENbHBIM KIMHMYeCKUM Tpu3HakoM MCA sBnseTcs
paHHee pa3BUTHE BBIPAXXCHHON BETETATUBHOM (aBTOHOMHOI)
HEJOCTATOYHOCTH, 3aKJIIOYAIOIIEHCs, COIMIACHO JeiCTBYIO-
MM IUATHOCTUYECKMM KPWUTEPUSM, B HapyHIeHHMH (DyHK-
LMK Ta30BbIX OPTraHOB JUOO OPTOCTATMYECKOW TIMIOTEH3UU
(OT'). [IBe OCHOBHBIE TPYIIIbI IBATATEbHBIX HAPYLIEHWIT MTPU
MCA — 3T0 cuHIPOM IapKMHCOHM3MAa U MO3XEUYKOBas aTak-
CHsI; TIO TIpeobIalaHiIo KaKoro-IM00 U3 3TUX CUHAPOMOB 3a-
OoneBanne TG GepPEHIIIPYeTCS Ha 2 MTOATHUIIA; MO3XEIKOBBII
(MCA-M) unu napkunconuueckuit (MCA-IT).

Kmnnyeckas KapTHHA

Hcxona u3 ocHoBHbIX mposiBneHunit MCA (BereTaTUBHOI He-
TOCTaTOYHOCTH, MApKWHCOHM3MA M MO3KEUYKOBOM aTaKCHM),
B IpoLIeCCe OCMOTpa TPeOyrT 0co00ro BHMMAHMS OLIEHKA
MBIIIEYHOTO TOHYCA, TIOABIKHOCTH, KOOPIWHALIAY Y XOIBOHI,
IJ1a30[BUTATEIbHBIX (DYHKIMIA; 00S3aTeIbHBIMEI  SIBIISTIOTCS
KJIMHOOPTOCTaTHUeCKasl Mpoda M OLEeHKa (YHKIMU Ta30BBIX
OpraHoB. JIeliCTBYIOIINE TMATHOCTUUECKUE KPUTEPUH 3a001e-
BaHUS MpeACTaBaeHbI B Ta0. 1 [7].

JI71s1 TOBBIIEHHSI TOYHOCTHU JAHHBIX KPUTEPHEB IIPOBEPSIOT Ha-
JIMYKE CIETYIOIINX IBUTaTeIbHBIX (MOTOPHBIX) 1 HEMOTOPHBIX
TONIEP>XKUBAIONINX ITPU3HAKOB!

* OBICTpPOE MPOrpeccupoBaHue 3a00/1eBaHMS B TeUeHUE 3 JeT
OT 1e0I0Ta ABUTATETHHON CUMITOMATHKMY,

yMepeHHas1 JIM00 TSKEIas IMOCTypaibHas HEYCTOMYMBOCTD B
TeueHue 3 JIeT OT 1e01oTa IBUTATEIbHON CUMITTOMAaTHKMY;
KpaHUOIIEPBUKAIbHAS TUCKUHE3MUSI TIPU OTCYTCTBUM JMCKU-
He3ul KOHEYHOCTel Ha (hoHe prEMa IpernapaToB JeBOAOIIBI;
TpyOble HAPYIICHHS peur 00 nucdarus B Te4eHHE 3 JIeT OT
ne0roTa IBUraTeIbHOM CUMIITOMATHKMY;

HaJlmuue martojoruyeckoro peduexkca babuHckoro, He 00b-
SICHUMOTO MHBIMU NTPUIMHAMU;

HaJIM4Y1e MUOKJIIOHNYECKOTO MOCTYPATbHOTO WM KNUHETHYE-
CKOT0 TpeMopa (ITOTMMIHUMHIOKIIOHYCA);

MOCTypaibHble HapylleHUs (KaMITOKOPMUSI, aHTEPOKOJIIUC);
CTPUIIOD;

HMHCIIHMPATOPHBIE B3IOXU;

XOJIOMHbIE HA OLIYNb M M3MEHEHHOW OKpacKu (LIMaHOTHUY-
HBIE) KOHEUYHOCTH;

APEKTUIbHASL TUCHYHKIMS Y MYXYMH Majtie 60 et (Tojb-
KO JJTISI KITMHU4Yecky BepositHoit MCA);

MaTOJIOTMYECKUIA CMeX WITU Tu1ay.

[pu HeitpoBusyamm3arm 11t MCA XapakTepHBI CleayIoIe
MPU3HAKK: OJMBOIOHTOLIEpeOeIsipHasd aTtpodust (aTpodus
MOCTa, MO3Xe4ka, CPeIHMX MO3XEUKOBBIX HOXEK, CUMIITO-

MynbTucucTeMHas atpodust

MBI «KPECTa» U THUIEPUHTCHCUBHOCTDh CPETHUX MO3XEIKOBBIX
HOXeK), a TaKKe M3MEHEHMs CO CTOPOHBI 0a3ajbHBIX SOEp
(aTpodust CKOPIYIIBI, €€ TMIIepIHTEHCUBHOCTD, Yallle J0pcoa-
TepaJibHbIX OTIEJI0B, — CUMITOM «putaminal rim»). BaxHo oT-
MeTuTh, uTo ipu MCA-IT BO3MOXXHO Hajuuue aTpouu CTBO-
JIOBHIX CTPYKTYp, a mpy MCA-M — u3MeHeHuUs1 B 0a3abHBIX
Aapax.

K kputepusiM UCKITIOUEHHUST OTHOCSITCSL:

* BBIP2XEHHBIN 1 CTOMKWIA ONOXUTENbHBIIA 3 heKT nodamu-
HEPrUYeCKOM TEPANNM;

HaM4yue He OOBSICHUMOI MHBIMU MPUYMHAMM (HAIIPUMED,
TPaBMbl, BOCHAJMTENbHBIC 3a00JIeBaHUS CIM3UCTOM HOCA,
MOCJIEICTBUSI KOPOHABUPYCHON MH(MEKIMN) aHOCMUM (st
uckmoueHus bIT);

ykTyupyoue HapyleHus CO CTOPOHBI BBICIIMX KOPKO-
BbIX OYHKIIMI (BHUMAHUS, CO3HAHUS), a TAKKE paHHee Ha-
pYILIEHUE 3pUTETbHO-MPOCTPAHCTBEHHBIX (DYHKILIMIA;
PeLUAMBUPYIONINE U HE CBSI3aHHBIE C IPUEMOM TMPENapaToB
3pUTeNbHBIEC TAUTIONMHAIIMY B TeueHue 3 JieT ¢ aebroTa 3a-
0oJsIeBaHuUs;

JeMeHIMs coriaacHo Kputepusm DSM-V B TeueHue 3 net ¢
ne0roTa 3a00j1eBaHUs (11 UCKIIOYEHHUS AEMEHIMU C Tellb-
amu Jlen);

mape3 B3opa BHM3 WIK 3aMEJICHUE BEPTUKAJIBHBIX CAKKAJ
(ST ICKITIOYEHUST TPOTPECCHUPYIOIIETO HATBSIIEPHOTO Mapa-
Jya);

HaJIM4YKe NPU3HAKOB Ha MAarHUTHO-PE30HAHCHOW TOMOTpa-
¢uu (MPT), mosBonsiomux 3amoAo3puTh MHOW TUArHO3
(HampuMep, TPOTPECCUPYIOMINN HambIIepHBI Tapannd,
paccesiHHbII CKIepo3 U 1Ip.);

HaJIM4yKe aBTEPHATUBHOTO 3200J1€BaHUS, CIOCOOHOTO 00Bb-
SICHUTh CUMIITOMATUKY MaLueHTa [7].

CoriacHo MHOTOYUCIEHHBIM MCCIENOBAHUSMU, TPAKTUUECKU
y Bcex naieHToB ¢ MCA IIpuCyTCTBYIOT POSIBIIEHUST TAPKMH-
COHM3Ma, HE3aBUCUMO OT KOHKPETHOTO MOTHUIA 3200 IeBAHMS.
KittoueBbIMU 0COOEHHOCTSIMU JaHHOTO cvHApoMma mpu MCA
SIBITIOTCS OTHOCUTENbHAS CUMMETPUYHOCTh, TMpeodsianaHue
AKMHETUKO-PUTHIHOTO CUHAPOMA, PAaHHUE U3MEHEHMUS TOJIO0-
ca, BBICOKUI puck nageHuit. HecMoTps Ha pacnipocTpaHEHHYIO
TOUKY 3PEHUS O JIEBOJOMA-PE3UCTEHTHOCTH MPU ATUMUYHOM
MapKUHCOHU3Me, y manueHToB ¢ MCA oTBeT Ha MpUEM JIeBO-
JIOTIBI MOXKET OBITh YIOBIETBOPUTETHLHBIM, OMHAKO B TEUCHUE
3 neT or gebroTa MOTOPHOI cTaguu 0one3HU 3(PEKTUBHOCTD
Tepanuu CHUXaeTcs. JIOOMBITHO, 4TO B ciydae 3(pQeKTUBHO-
CTH JIEBOJIOTIbI MOTYT Pa3BUBATLCS AMCKUHE3UU, BOBJIEKAIOIIME
KpPaHUOLEPBUKAIbHYIO MycKynatypy [8]. ¥V manuentos ¢ MCA
TaKKe MOXET HabMonaThCs (DeHOMEH «CTPUAPHOI CTOIIBI» [4].

MossxeukoBast atakcust ipu MCA mipencTaBieHa B OCHOBHOM
JTMHAMUYECKOI aTaKCuel W I1a30ABUraTeIbHbIMI HapyIIeH! -
SIMU («KBaJIPaTHBIS» OCLIWJLISILIAY ITIa3HBIX SI0JIOK, TUTIOMETPHST
cakkan). Y monoBuHbl naiueHToB (yamie npu MCA-M) takke
MMeeTCs IMpaMUIHAs HEIOCTaTOYHOCTD, YTO 3aTPyAHSET TH-
(bepeHIMANTbHYI0 MWUATHOCTUKY CO CHMHOIEPeOe I pHBIMI
aTakcusimu [45].

O1eHKa HeMOTOPHbIX HAPYIIEHHi

B nepByto ouepens npu nmogo3peHnu Ha MCA 1151 TocTaHOBKU
JIMarHo3a TpeOyeTcs OObeKTMBHOE MOATBEPXKACHUE HATUYMS
y MallMeHTa BereTaTMBHON HemocTatoyHocT. Haubosee pac-
MPOCTPaHEHHBIM HEMOTOPHBIM cUMIITOMOM sBisieTcst OI. B e€
OCHOBE JIeXaT JereHepaTUBHbIE U3MEHEHUsI TPeraHrIMoHap-
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REVIEWS

Muttiple system atrophy

Ta6mmna 1. Iuarnoctnyeckne Kpurepun MCA (International Parkinson and Movement Disorder Society, 2022 1.)

Table 1. MSA diagnostic criteria (International Parkinson and Movement Disorder Society 2022)

Kputepui

Criterion

06L1as xapakTepucTuka
General description

Knto4yeBble CUHAPOMbI
Key syndromes

MopaepxusatoLume
NPU3HAKK
Additional signs

MPT-npusHaku
MRI signs

Kputepum ncknioveHuns
Exclusion criteria

Knunn4ecku gocroBepHas MCA
Clinically definite MSA

Knuuuyecku BepositHas MCA
Clinically probable MSA

Cnopaamnyeckoe nporpeccupytoliee 3abonesaHune ¢ Ae60ToM B Bo3pacTte crapiue 30 net
Sporadically progressing condition with the onset after the age of 30

ABTOHOMHAA AUCHYHKLMA (KaK MUHUMYM, 1 cumnToM

13 HKENEPEYMCIIEHHDIX):

* HapyLLeHue MoYyencnyckaHms ¢ 06bEMOM OCTATOYHON MOYM
cebiwe 100 M1, He 06bACHUMOE UHBIMW NPUYUHAMMK;

* HeJepXaHue Mo4Hn, He 06bACHAEMOE NHBIMY NPUYMHAMY;

« HeliporeHHas OF, a umeHHo: cHxeHne CAL/OAL 6onee yem
Ha 20/10 MM pT. CT. 4epe3 3 MUH NPK NPOBELEHWUN KIIMHOOP-
TOCTaTM4eCKOM Npo6bl;

a TAKXe OAWH U3 HIKENEePeyMCEeHHbIX CUHAPOMOB:

* MAapKUHCOHM3M CO CNabbiM OTBETOM Ha npenaparbl
N1eBOAONbI;

* MO3XE4K0Bas aTakcms (KaKk MUHUMYM 2 U3 HIKenepeync-
NIEHHbIX CUMMTOMOB):

- aTaKTUyeckas NOXOAKa;

- aTakcus Npu KOOPAMHATOPHbIX Npobax;
- MO3)XEYKOBas AM3apTpus;

- [1a30[BUraTeNibHbIe HapyLIeHUs

Autonomous dysfunction (at least 1 of the following

symptoms):

« unexplained voiding dysfunction with post-void residual
(PVR) volume over 100 mL;

 unexplained urine incontinence;

= neurogenic orthostatic hypotension, i.e. SBP/DBP drop over
20/10 mm Hg in 3 min after the clinical postural test;

and one of the following syndromes:

« parkinsonism with a poor levodopa response;

« cerebellar ataxia (at least 2 of the following symptoms):

- ataxic gait;

- ataxia in coordination tests;
- cerebellar dysarthria;

- abnormal eye movements

Kak MuHumym 2
At least 2

Kak MuHumym 1
At least 1

OTcyTcTBylOT
None

Kak MUHUMYM 2 13 HUXENepeyncneHHbIX CUHAPOMOB:

» ABTOHOMHAs AUCHYHKLMS, a UMEHHO (KaK MUHUMYM
OZVH N3 HUXENepeyncreHHbIX CUMNTOMOB):

- Hanuyme 0CTaTO4HOM MOYU, HE 0OBACHAEMOE
VHBIMI NPUYNHAMMY;

- HefepXaHue Mo4u, He 06bACHAEMOE UHbIMU
npuy4MHamu;

« HeliporeHHas OF, a umeHHo: cHxenue CAL/OAL
6ornee 4yem Ha 20/10 mm pr. cT. yepe3 10 MuH
Mpy NPOBEAEHNN KITMHOOPTOCTATUYECKON NPo6bI;

* CWUHAPOM NapKMHCOHM3MA;

* MO3)XXe4YK0Bas aTtakcus (Kak MUHumMym 1 u3
HKENEPEeUMCNEHHbIX CUMNTOMOB:

- aTaKTUyeckas MOX0AKa, aTakcus npu
KOOPAMHATOPHLIX Npo6ax;

- MO3)XEYKOBas AM3apTpus;

- [1a30[BUraTeNbHbIe HapyLUeHUs)

At least 2 of the following syndromes:

« autonomous dysfunction (at least one of the
following symptoms):

- unexplained PVR urine;
- unexplained urine incontinence;

« neurogenic orthostatic hypotension, i.e. SBP/DBP
drop over 20/10 mm Hg in 10 min after the clinical
postural test;

« parkinsonian syndrome;

« cerebellar ataxia (at least 1 of the following
symptoms:

- ataxic gait, ataxia in coordination tests;
- cerebellar dysarthria;
- abnormal eye movements)

Kak muHumym 1
At least 1

He Tpebyetcs
Not required

OTcyTcTBylOT
None

Mpumeyanue. CAL/LAL — cucTonnyeckoe/anactonmyeckoe aptepuanbHoe AasneHue.
Note. SBP/DBP — systolic blood pressure/diastolic blood pressure.

HBIX HEPOHOB B IICHTPAIbHOM HEPBHOM CUCTEME 1, KaK CIIe-
CTBUE, HapyIllleHWe aKTUBALIMY IOCTTaHTJIMOHAPHBIX CUMIIATH-
YecKMX HEPOHOB NP BCTaBaHUM Y KOMIIEHCATOPHAS peakIvsi
COCYIUCTOM CTeHKU W cepaua. Ecau B HopMme Tpu MoabEMeE B
BEPTUKAIBHOE TIOJIOXEHNE B KPOBb BHIOPACHIBAETCSI HOpaape-
HamiH, To ipu MCA 3TOT Ipoliecc HapyImaeTcs, BCISACTBUE
Yero He MPOUCXOIMT aIeKBaTHOTO CUMIIATUYECKOTO OTBETA U
pe3ko cHuxaeTcs aprepuanbHoe nasienue (AJl). Kpome Toro,
HapyLiaercs paboTa cepaua: He MPOUCXOIUT aleKBATHOTO yBe-
JIMYeHMs 4acToThl cepaeuHbix cokpaiueHuii (YCC), copazmep-
HoOro cHuxeHuto AJl.

CornacHo pekOMeHIALMsSIM AMEPUKAHCKOM aKageMHUU He-
BPOJIOTUM U AMEPMKAaHCKOTO OOILECTBA MO U3YYEHHIO BETeTa-
THBHOI (aBTOHOMHOI1) HEpBHOW cucTeMbl, KputepusmMu OI
SIBIISIIOTCSL CTOMKOE TMoHkeHue cucroamueckoro AJl (CAL)
Ha 20 MM PT. CT. ¥ 60Jiee 1/WIi CTOMKOE MOHKEHWE TUACTOJN -
yeckoro AJl (JAJ) Ha 10 MM pT. CcT. 1 OoJiee B TeUeHME 3 MUH
nocJie epexona B BepTukaibHoe nosoxeHue [9]. Cnenyer o1-
METUTb, YTO B AMArHOCTUYECKUX KpuTepusax MCA kpurepu-
em OI npunsato usmeHenne CAJl Ha 30 MM pT. cT. u OoJiee U
JAIl Ha 15 MM pT. cT. 1 6oJiee. B ToO xxe Bpemsi OTMeYaeTcsl, yTo
3-MUHYTHOTO MHTEPBAaJIa He BCEra JOCTATOYHO ISl YBEPEHHOM
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HAYYHbII 0B30P

mrarHocTiKY OI, CBI3aHHOM ¢ CHHYKJIEMHOTIATHSIMU, W TIpe]-
JIaraeTcs y TaKuX MalueHTOB m3Mepsath AJl ¢ 10-MUHYTHBIM
uHTepBanom [10].

JI71st IMaTHOCTUKY OPTOCTATHYECKUX HAPYILICHUH, KpOME KJTac-
CUYECKON KIMHOOPTOCTATUYECKON MPOOBI, MPUMEHSIETCsl Oa-
tapesi TectoB D. Ewing, mepBoHayaabHO pa3paboTaHHAs ISt
OLIEHKY aBTOHOMHOM TUCHYHKIINM MPU TMa0e TUYECKOM MOJIM-
HeliporaTiu. baTapest COCTOUT U3 CIIEOYIOIINX TECTOB:

1) npuém BanbcanbBel — mocie ¢OHOBOH MPoOLI obcie-
JIYeMbIi B TOPU30HTAJbHOM IOJIOXEHUU J€NaeT BIOX U
B TeueHMe 15 ¢ BBIIBIXaeT BO3AYX UYepe3 Y3KOe OTBEepCTHE
B MYHJIINTYKE, YBEIUUMBAsl ¥ ITOLICPXUBAs BHYTPUIETOY-
HOe JaBjieHHe Ha ypoBHE 40 MM DT. CT. II0 TaHHBIM MaHO-
MeTpa U ¢ mocienytomei Gpukcaiueir OTHOLIEHUST CaMOT0o
JUIMHHOTO MHTepBaja R—R Ha 3jeKTpoKapauorpamme mo-
cJie mpuéma K caMoMy KOpoTKoMy uHTepBany R—R Bo Bpe-
M4 npuéMa (MHAeKC BanbcanbBhl);

opTocTaTHyeckas 1mpoba ¢ oueHKoil mHmekca «30 : 15»
(oTHOIIEHME MAaKCHMAJbHOTO 3HayeHus MHTepBaia R—R
(06b1yHO B paiione 30-ro ynapa oT Havyaua BCTaBaHUs) K ca-
MOMY KOPOTKOMY MHTepBaly R—R, KOTOpBIif COOTBETCTBYET
15-my ynapy), a Takke AJl;

npoda ¢ r1yOOKHUM JIbIXaHUEM C OLIEHKON OTHOILEHUS MaK-
cumajnbHoro YCC Bo BpeMs OTHOTO JbIXaTeJIbHOIO LMK
K MuHUMansHoMy YCC;

poda ¢ U30METPUUECKOI HATPY3KOIi ¢ CXKaTHeM TMHAMOMeE-
Tpa ¢ cuiioii 30% OT MaKCHMAJIbHOTO YCUITHS CXATHS B TeUe-
HUE 5 MUH U olleHKo# rpupocTta JA/I.

2

~

3

~

N
~

Bo Bpemsa BeimosHeHust mpob ¢ukcupyercsas YCC u AJl, mo-
3BOJISISI TAKUM 00Opa3oM OLIEHUTh PEaKTMBHOCTb BeT€TaTUBHOI
HEpPBHOI CHCTEeMBI. Pe3ybraTel CpaBHUBAIOT ¢ TaOJIMICH MH-
IEKCOB, MPU HAIMYMK OTKJIOHEHHUS OT HOPMBI 3aCUMTHIBAIOT
1 6ann [11]. [TaTomornyeckum pe3yibTaToOM CUUTAETCS Pe3yJib-
Tat Oosee 2 0aMI0B. YKazaHHbBIE TECTHI UMEIOT BeChbMa BHICOKYIO
CTHEM(PUIHOCTh ¥ YYBCTBUTENLHOCTh B PaHHEW TMATHOCTUKE
opTOCTaTUUEeCKMX HapymeHuit [12, 13].

ITpu HeiiporeHHoit OI' Takxke MPUCYTCTBYET apTepuaibHast
TUTIEPTEH3MS B MOJIOKEHUHM JIEXA, YTO 0OYCIOBICHO IeHEpBa-
LMOHHOU runepyyBcTBUTENbHOCTHIO [14]. Ilpu mposeneHuu
cyrouHoro MoHutopuposanus AJl y mauuentoB ¢ MCA ¢uk-
cupyeTcsl HOYHas apTepuMaibHas rumepteHsus. [IposenmeHue
CyTOYHOr0 MOHHMTOpUpoBaHMA AJl TONE3HO MIA (DUKCALUH
SIU30/0B MaIeHUS TaBIeHNS, HAlpUMep, MOCTIPpaHIMAIbHOI
runoTeHsuu [1].

bonbimHcTBo maumeHToB ¢ MCA npeabsaBiasiioT Xajao0bl Ha
YMeHbIIeHNE TTOTOOTAEIECHUS BIUIOTh IO aHTUIpo3a. Ipamau-
LIMOHHO CYMTAETCA, YTO MOP(OIOrMYecKUii cyocTpaT JaHHOTO
CUMIITOMA JIOKAQJIU3YETCsl Ha MPEraHrIMOHapHOM YPOBHE, B TO
BpeMst Kak nipu BIT yka3aHHBIN CMMIITOM BHIpakeH MEHbIIE
Y MMEEeT TIOCTraHIIMOHAPHYIO Tpupoy. sl oLeHKH CyaoMO-
TOPHOM (PYHKIIMK UCTIONB3YIOTCS JBa OCHOBHBIX MeToza. [lep-
BBII — 3TO TECT TEPMOPETYISLNN 1 TOTOOTACICHUS, TOPSAOK
MIPOBEIEHUST KOTOPOTO CXOX C Mpo0boit MuHopa, mim itomo-
KpaXMaJIbHbI TECT — HaHeCeHMe Ha KOXY pacTBOpa ioja ¢ mo-
CNIeayIOIMM HaHeCEHMeM KpaxmaJa; y9acTKM ¢ COXpaHEHHbBIM
MTOTOOTAENICHUEM OKPAaIIMBAIOTCS B (DPMOJIECTOBO-YEPHBIIA 1IBET.
Bropoit MeTox — KoJIMuecTBEHHOE TECTUPOBAHUE CYIOMOTOP-
HOTO aKCOHHOTO pediiekca — OIIEHMBAET LIEIOCTHOCTh aKCOHA
MOCTTaHIJIMOHAPHOTO CUMITaTMYECKOro HelipoHa (JIoKaabHas
CTUMYJISILUST ALIETUJIXOJMHOM TOCTTaHIIMOHAPHBIX CYIOMO-
TOPHBIX HEMUETMHU3MPOBAHHBIX BOJOKOH Ha HECKOJIbKUX
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yJacTKax KOXH ¢ ITOC/IeAYIOIIeii OLIeHKOI 00bEMa MOTOOTENe-
Hus). KoMmiekcHoe Mccie0BaHKe CYIOMOTOPHOU (DYHKIIM C
UCIIOIb30BaHMEM JAHHBIX METOMOB MOXKET ITOMOYb B TOITMYE-
ckoii nuarHoctrke u guddeperumannu bITu MCA [15, 16].

J1s 0ObeKTUBHOM OLEHKM AUCHYHKIIMU CUMIIATUYECKOM Be-
TeTaTUBHOI HEPBHOM CHCTeMBI MH(GOPMAaTHBHA TakKe OIECH-
Ka KOXHBIX CHMIATHYECKMX BbI3BAaHHBIX MOTeHLKanoB. Ilo
JAHHBIM pa3anyHbIX aBTopoB, Mpu MCA u BII 3HauuTenbHO
yBeMYCHA JIATEHTHOCTh OTBETOB M CHIDKEHA WX aMIUIATYIA.
LlenHocTs MeTOna IS MU bepeHIINATBHON TMaTHOCTUKH 3THX
COCTOSTHUI He BITOJIHE OYEBUIHA W HYXIAeTCS B TIIATEIbHOIM
OLIEHKE, OJHAKO MMEETCSl BhIpaXKCHHAs KOPPEJISALUS MEXIy
JIATeHTHOCTbBIO OTBETA U AJMTEIbHOCThIO 3a00eBanus [17, 18].

[Ipobnembl ¢ MoueMCIyCKaHUEM, KOTOpbIE TakXKe cJyxXar
nuarHoctuyeckuM kpurepueM MCA, yaiie Bcero npeacraB-
JICHBI 9yBCTBOM HETIOJIHOTO OIIOPOXXHEHMSI MOYEBOTO ITy3bIPST
(B 74% cnyuaeB) u HenepxaHueM Moun (63%) [4]. B otmame
ot BII, kmuHIYecKY 3HAYMMBIE HapyIIeHIS MOYCHCITYCKAHHUS
TOSIBJISIIOTCS paHbliIe: B CpeHEM B IIepBhIe 2 rofa. Xapakrep-
HbIMU siBIeHUsIMU TIpu MCA sBASIIOTCS HEAOCTaTOYHAs aK-
TUBHOCTD JIETPY30pa, YBEIUIECHHBIN 00bEM OCTaTOUHOM MOUHU
U CHIXXEHUE CKOPOCTH MOTOKAa MpU YpoDIyOMETPUH, B TO
Bpemst kKak npu bIl HabnromaeTcsl runepakTUBHOCTD JOETPY-
3opa [19—-21]. MHAEKC cOKpaTUMOCTU MOYEBOTO My3bIpPs ObLI
npemtoxeH T. Xing U coaBT. KaK IPOTHOCTUUESCKUIT MapKep
qs mauueHToB ¢ MCA [21]. B uccnenosanuu K. Hahn u co-
aBT. TIOKa3aHO, YTO HAJMYMe OCTaTOYHOro 06bEMa Mouu 00-
nee 100 M yame Habmogaercst mpu MCA, uyem nipu BII, uto
MOXKET CIYXUTh IIEHHBIM TU(GhepeHINATbHO-TUaTHOCTHIE-
CKVM TIpU3HaKoM [22].

Hammane onb(haKkTOpHBIX HapyIIeHUI Ha paHHUX CTAIUIX 3a-
OoneBaHMSA MOXET HCIONb30BaThesl B MU dEpeHINATbHOM
nuarHoctuke bIT u MCA. Ha naHHbBII MOMEHT CyIIeCTBYeT He-
CKOJIBKO Pa3HOBUTHOCTEH CTAHIAPTU3UPOBAHHBIX OTb(HAKTOP-
HBIX TeCTOB, Hauboee pacnpocTpaHéHHble U3 HUX — UPSIT
(University of Pennsylvania Smell Idetification Test), BSIT
(Brief Smell Idetification Test) u Sniffin’ Sticks. [Tpu MCA
MMeEET MECTO BOBJIEYEHHE ODOHSTEbHBIX CTPYKTYP, HO 3TH Ha-
PYIICHMS BBIpaKEHBI B 3HAYMTEILHO MEHBIICH CTEIEHH, YeM
npu BIT [2], mosToMy mpu npoBeaeHUM TUddhepeHIIMaTbHOM
muarHoctuky Mexny BIT m MCA coxpanHag ¢yHKIUS 000-
HSIHUS CBUAETENLCTBYET, Hauboiee BeposATHO, B Monb3y MCA
[23, 24].

Hapyuienust cHa, B 0cOOEHHOCTH €ro (a3bl ¢ ObICTPHIMU JIBU-
KEHUSIMU T71a3, HeCe(MUIHBI U TIPUCYTCTBYIOT TIPY MHOTUX
HelipofiereHepaTUBHBIX 3a00JeBaHusX. s AMarHOCTUKY Ha-
PYIIEHUI CHA Yallle BCETO MPUMEHSETCS MOJUCOMHOrpadusl.
Takxe X0poIllo 3apeKoMEHIOBaIM ceOs ONMPOCHUKU, B TOM
yucne onpocHUK RBDSQ u ero kpatkas Bepcust RBD1Q [25].

Yacrto mpu MCA BcTpeyaroTcst CMHAPOMBI LIEHTPAIBLHOTO U 00-
CTPYKTHBHOTO aITHO? CHA, a TaKXe (PeHOMEH MHCIIPATOPHOTO
CTpUIOpPa: CHAABJICHHBIN, BBICOKOYACTOTHBINM 3BYK MPU BIOXE,
00BIYHO BO CHE, O0YCIOBICHHBII CY>KeHUEM MIPOCBETa TOPTAHU
[26]. Hamuue cTpumopa ye Ha paHHUX CTaausiX 3a001eBaHUs
ACCOLMMPOBAHO C MEHbIIEH MPOAOKUTENLHOCTBIO XU3HU [4].
IMpaktuuecku y Bcex manmeHToB ¢ MCA mipu BUAEOTapUHTO-
CKOIMMYECKOM MCCIIENOBaHUM OOHAPYXMBAIOTCS HApYIIEHUS
TOIBIKHOCTH TOJIOCOBBIX CBSI30K M UEPITAJIOBUIHOTO XpSIIa,
YTO OBLTO MPEATOXEHO B KAUeCTBE pAaHHETO IMarHOCTMYECKOTO
MpU3HaKa JaHHOTO 3a0oeBanus [27, 28].
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Muttiple system atrophy

Busyanm3anuonHbie MeTOIbI

K Hambosee 3HAaUMMBIM BU3YaIM3aIMOHHBEIM METONAaM [IHa-
rHoctuku MCA otHocat MPT, mo3uTpoHHO-3MHCCHUOHHYIO
ToMorpaduio (ITOT) u ofHOPOTOHHYI0 SIMUCCUOHHYIO KOM-
nbioTepHyto ToMorpaduio (O®IKT) [7, 29]. Bece onu Hanwm
OTpaxeHue B IuarHoctuueckux kpurepusx MCA.

ITockonbky B Hactosuiee BpemMst MPT spisieTcst TOCTYITHBIM
1 MHOOPMATUBHBEIM METOIOM MCCIEAOBAaHMIA, er0 MpUMEHe-
HUe TpebyeTcsl BO BceX ciydasx npu mogo3peHun Ha MCA.
B otunuwe ot BIT y manmentoB ¢ MCA Ha MPT Habmropatotest
aTpo(UIECKIe N3MEHEHUS CKOPIIYIIBI, CPEIHUX MO3XEUKOBBIX
HOXeK, MocTa 1 Mo3xeuka. Kpome Toro, 115t MCA xapaktepeH
CHMITTOM «KPECTa», JACTO OMTMCHIBAEMBIII ITPH IeTEHEPATHBHBIX
CIIMHOLIEPEOEUIIPHBIX aTaKCHUSIX, TUIEPUHTEHCUBHOCTD IOD-
COJIaTepaJIbHOTO KPasi CKOPJYITbl B COYETAHUM C TUTIEPUHTEH-
CUBHBIM «BepTHKaJIbHBIM» CUTHaioM ot 1Ba [30, 31]. B To xe
Bpems npu npoBeaeHrnd MPT Ha anmapaTax ¢ HalpsDKEHHO-
CTBIO MATHUTHOTO TI0J1s1 > 3 U1 cXomHbIe n3MeHeHMs (putaminal
slit) MOTYT MHOTIA BBISBISATHCI M B HOPME, YTO OrpaHUYMBAET
MH(OPMATUBHOCTh YKa3aHHOTO Mapkepa [4]. B pexume muc-
(by3roHHO-B3BeIIEHHBIX M300paxkeHuii y mauueHToB ¢ MCA
HaOogaeTcs yBenuueHue KoagduuneHta qudoys3un B CKop-
JIyTIe, KOTOPHI MEHsIeTCsl ¢ TedeHreM 3a0oseBaHus. JJaHHBII
KO3 GULIMEHT TpeiiaraeTcsl UCMoJb30BaTh B KaUueCTBE MapKe-
pa TIPOTPeCcCHPOBAHUS HEpOIeTeHepaTUBHOTO TIporiecca [4].
[Tpu uccnenosanuu B pexkume 11dOY3MOHHO-TEH30PHBIX U30-
OpaxeHuit y nmaureHToB ¢ MCA BBISIBISIMCH CTAaTUCTUYECKUE
3HAYMMBbIC U3MEHECHHUS B 00JIaCTH CPETHUX MO3KEUKOBBIX HO-
K€K M CKOPJIYIIBI 10 CPaBHEHMIO C TPYIION KOHTPOJISI 1 00JIb-
ueiMu BIT [32].

OJHUM U3 METOOB, KOTOPBIK aKTMBHO MCIOJIb3YeTCS B AMa-
THOCTHKE HelpoleTeHepaTUBHBIX 3a00/IeBaHUA, SBISIETCS BOK-
cenbHasgs Mopdomerpus. [Ipu MCA 6bL10 3aperucTpupoBaHO

Tabmmma 2. Bnayaﬂnsauuonnue METO/bI B TUATHOCTHKE cnnymeuﬂonamﬁ

Table 2. Imaging methods in synucleinopathy diagnosis

Metop b

yMeHbllIeHHe 00bEMa 0a3albHbIX TaHIJIMEB HA PAaHHUX CTaau-
SIX M KOpbI OOJIbIIMX MOJTyIIapuii — Ha Mmo3aHuX. B KauecTBe
TUIMYHOTO TIATTepHA TopaxeHus mpu odoux moatumax MCA
OBLTM OMMCAHBI COUYETAHHAS aTpO(Us CKOPJIYIbI U UH(ppaTEH-
TOPHAIBHBIX OT/EIOB TOJOBHOTO MO3Ta, YTO MO3BOJMJIO JIO-
CTMYb TOYHOCTH IMATHOCTUKHU B 97% TIpH TIpoBeiIecHN aBTOMA-
TU3MPOBAHHOTO MOPGhOMETPUIECKOTo aHanu3a [4, 33].

MP-crnekTpocKkomnusl ¢ OLIEHKON XapaKTePUCTUK CTpUAPHOM
obnactu He ctoiab uHpopMmatuBHa mpu MCA. OnHako ecTh
naHHble, yto mpu MCA-M B uepBe M MOJyLIapHSIX MO3XKEUKa,
a TakXe B CTBOJIC TOJJOBHOT'O MO3ra YBEJIMYEHO COflepKaHKe
N-ameTnnacmaprara 1o OTHOIICHMIO K KpeaTHHY II0 CpaBHe-
HUIO CO CITOpaaMYeCKUMU aTaKCUSIMU MO3IHEro Bo3pacta [34].

C nomoIIbl0 METOAOB (PYHKIMOHAIBHON PagroM30TOIMHOMN
HENpOBU3YaIM3aIMi MOXHO OIIEHUTbh COCTOSIHME TIpe- W TOCT-
CHHANTUYEeCKNUX HeipoHOB. [Ipu 3TOM MCIIONB3YIOTCA Cliedy-
tome Metoasl: OPIKT ¢ pagnonurannom 'ZI-iiodynanom
(«DATscan») mist OLIEHKH COCTOSTHUSI TpaHCIopTa modamu-
Ha; TIDT ¢ “F-¢ropaesokcurmokosoi (PIAI) mwia oueH-
KA MeTabonu3Ma B DPa3NMYHBIX OTAENaX TOJNOBHOTO MO3Ta
u ¢ ""F-dryoponomoii mis ouleHKHM m0(haMUHOBOIO OOMeHa
B ctpuatyMe; ODOOKT cepaia ¢ ucnonab3oBaHueM 'I-mera-
Homo0eH3MITYaHUIMHA JIsI OOBEKTUBHOTO TOATBEPKACHUS
BEreTaTMBHOM JMCOYHKIMKU (CUMIAaTHYECKO# JAeHepBaluu
Muokapna). JlmarnocTryeckass IIEHHOCTh BCEX 3THX ITOIXOIO0B
B muddepeHimanbHoii auarHoctuke bIT m MCA npuBeneH
B Ta0I. 2 [35, 36].

MOT ¢ ucnonszosanrem “F-OIAT MoxXeT OBITh JOCTATOYHO
nHpopmatuBHoit pu auddepenmpoanuu bIT u MCA: tak,
npu bIT He usmenén mubo yBenuueH 3axsat '*F-OJII" B ckopay-
e, Korga kak mpu MCA yarie onuceIBaioT THIIOMeTaboImye-
CKMe€ U3MEHEHUS B JaHHOM 00JacTh. XapaKTepHbIM MaTTEPHOM
nipu MCA-II gBnsieTcsl CHMMETPUYHBIM THITOMETA00JIN3M B 00-

MCA

Method Parkinson’s disease MSA

ACUMMETPUYHOE YMEHbLLEHNE CBA3bIBAHMSA
fnpenapara B CTpMapHoi 0651acTu
C Hanu4nem pocTpoKaydanbHOro rpagneHTa
Asymmetrically decreased pharmaceutical binding
in the striate cortex with rostro-caudal gradient

HopmarnbHas kapTuHa unm runepmerabonusm
B KOpe 60JIbLUMX NONYLIAPUIA, CKOPYMeE 1 MO3XEYKe
No abnormalities or hypermetabolism in the cerebral
cortex, the putamen, and the cerebellum

0®IKT ¢ '*|-inochnynaHom
23]-ioflupane SPECT

NaT ¢ *F-OAr
F-FDG PET

CMMETPUYHOE YMEHbLLEHNE CBA3bIBAHNS
npenapara B CTpMapHoi o6nactu
Symmetrically decreased pharmaceutical
binding in the striate cortex

[Mnometa6onu3m B 06nacTn MOCTa,
MO3XXE4Ka 1 CKOpJIynbl
Hypometabolism in the pons,
the cerebellum, and the putamen

AcCUMMETPUYHOE YMEHbLLEHME CBA3bIBAHUS NpenapaTa

B CTPUAPHON 0671aCTU M CKOPIYNe, BOSMOXHO YCUeHne
Ha PaHHUX CTaauax 3a60neBaHNs
Asymmetrically decreased pharmaceutical binding

N3T ¢ ®F-conyopononoit
®F-flurodopa PET

CUMMETPUYHOE YMEHbLLIEHWNE CBA3bIBAHNS
npenaparta B CTPUapHoi 0611acTu 1 ckopnyne
Symmetrically decreased pharmaceutical

in the striate cortex and the putamen; possibly increased  binding in the striate cortex and the putamen
pharmaceutical binding in early disease

O®IKT cepaua

¢ ?|- meTaii0A06eH3NATYaHNAUHOM
Cardiac '*l-metaiodobenzylguanidine
SPECT imaging

CHvXeHWe CBA3bIBaHUA npenapara B CepaLe
M0 CPABHEHUIO CO CPEAOCTEHUEM
Decreased pharmaceutical binding in the heart
as compared to the mediastinum

HopmanbHas KapTuHa unu aHanornyHas
TakoBo# npu bl B 30% cny4aes
No abnormalities or a typical PD pattern
in 30% of cases
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HAYYHbII 0B30P

JIACTU CKOPJIYIIBI C HATMIMEM POCTPOKAYNAIBHOTO TpaaeHTa,
TUIIOMEeTa00IMYeCKe U3MEHEHUST HAa0I0al0TCsl B TajlaMyce,
CTBOJIE MO3Ta M Kope Oombmmx momymapuii. CormacHo co-
BPEMEHHBIM TMATHOCTUYECKUM KPUTEPUSM THUIIOMETa00IU3M
BF-OMT B ompeaenéHHbIX 00/1aCTIX SBISETCS MOAAEPKUBA-
oM npusHakoM it MCA-II. [lng mammentos ¢ MCA-M
XapakTepeH TMrnoMeTaboIM3M B MepeaHei YacTu MoJyLIapuii
Mo3XeuKa 1 uepss [4, 36].

TpaHckpaHuanbHast coHorpadusi YEpPHOIl CYOCTAHUMM SIBJISI-
€TCSl OTHOCUTEJIBHO [JOCTYIIHBIM METOIOM BU3YalM3aLUUK K3-
MEHEHWIA MPU SKCTPaUpPaMUIHbIX 3a00aeBaHusAX. B oTaudue
ot bIl, y maimentoB ¢ MCA penko HabmogaeTcss TUITAYHBIMA
IUISI TIEPBUYHOTO MapKUHCOHKM3MAa (PEHOMEH T'MIIePIXOTeHHO-
CTU 4YEpHOIi cyOcTaHumu. [Ipr TAaHHOM MCCIEIOBAHUM TaKXKe
MOXHO KOCBEHHO OLIEHUTb COCTOSIHUE OOKOBBIX XeTylI0UKOB,
YTO MOJIe3HO B AubGbEepeHIMATbHON TUarHOCTUKE ¢ HOPMO-
TEH3MBHON Tuapoledanieii, COMpoBOXIAIONIEHCS TpUamoil
Xakuma—AnaMmca U 0TYaCTH CXOXeH ¢ KTMHUYECKOM KapTUHOM
MCA [37, 38].

JlabopatopHbie OHOMApKepbI

ITpu MCA, Kak u Npu APYTUX CUHYKJIEUHONATHSIX, HET OTHO-
3HAYHBIX U3MEHEHMIA B KPOBM U JIMKBOPE, KOTOPbIE MOTJIM ObI
OBITb MCTIOJIB30BAHBI B KauecTBe HaAEXKHOro 6uomapkepa 60-
JIE3HW, ONHAKO TMOMCKHM TaKMX J1abopaTOpHbIX OMOMapKepoB
aKTUBHO Tponosrkatotcs. [To aHHBIM MeTaaHaIM3a, mepereK-
TUBHBIMU OMOMapKepaMH B IepeOpPOCITMHATIBHON XUIKOCTH
st muddepeHmanbHoit auarnoctuku MCA u BIT sBnsior-
Cs CHIDKCHHME YPOBHSI (-CHHYKJIEHHA, YBEIWYCHUE YPOBHS
JETKMX LeTieil HelipoduiaMeHTOB M 00IIero t-0eika. Y ma-
uueHToB ¢ MCA B mia3Me KpoBU yBeJIMUeH YPOBEHb OOLIETo
0-CHHYKJIEMHA ¥ TOMOIIMCTEHA, CHIDXEH YPOBEHb KOepMeH-
ta Q10 1 MoyeBoit KuCOThI [39], 0OMHAKO 3TH TaHHbIE HYXa-
I0TCS B TOATBEPXKACHUN TP JATbHEHIITIX NCCICIOBAHMSX.

Anvgpa-cunykneun

Haubonee nHTepecHpIM MapkepoM 0osie3HM MpeACTaBseTCs
0-CHHYKJIEHH, ITOCKONBKY MMEHHO €r0 HAaKOIUICHHWE B TJIMH
siBasieTcsl maToMopdosorudeckoii ocHoBoit MCA. Bo MHorux
paboTax uccaenyorcs GochopuarpoBaHHas U OJUroMepHas
(bopMBI 0-CHMHYKJIEHHA, OMHAKO J0 HACTOSIIETO BpeMEHHM HET
YETKMX J0Ka3aTeJbCTB WX IMAarHOCTUYECKOW HHGOpMaTUB-
HOCTH TIpY JaHHOM 3aboseBaHuu [4, 39, 40]. UHTepecHBIMU
W BaXHBIMU SIBISIIOTCS MCCIEAOBAaHUS O-CHHYKJIEMHA B Ia-
toreHese MCA: mokazaHo, 4To pa3inyHble n30(opMbI Oeka
MMEIOT Pa3MYHYyI0 CIIOCOOHOCTD K arperalu, 4To onpenes-
€T AMHAMUKY (OPMUPOBAHUS HEHpOmEreHepaTUBHBIX «IPO-
TerHOMaTHIecKux» n3MeHenmit [41]. [lpu uccaemoBanuu post
mortem y nauueHToB ¢ MCA BbIsIBIeHbl U3MEHEHMS CofiepKa-
HUS Pa3INIHBIX TPaHCKpUNTOB reHa SNCA (OTBETCTBEHHOTO
3a CHHTE3 0-CHHYKJIEMHA) B Pa3IMYHbIX OTAENAX TOJOBHOIO
Mo3ra: Harpumep, B pedpoHTanibHoi kKope npu MCA 3Hauu-
TeJbHO TIOBBIIIEH YPOBEHb 3KCIpecCHr (OPMBI TPAHCKPUIITA
SNCALI112 [42]. 3yyeHue 3THX TOKa3aTeseil B IMKBOPE U KPO-
BU MALIMEHTOB HE TIPOBOIIIOCH.

HoBbIM BaXXHbIM 3TarnoM B TIOUMCKE MapKEpPOB CUHYKJIEU-
HOMAaTWii CTaJo TOSIBJIEHUE METONOB OLEHKM arperauuu
o-cuHykieuHa. ITpemtoxeHbl 1Be TaKUX TeXHOJIOTUY: LIMKIU-
yeckasl aMIUIM(UKALKMS HEMPaBUIbHO CBEPHYTHIX OEJNKOB U
MHAYUMpOBaHHAs BUOpaLeit KOHBEPCHUS B peKMMeE PealbHOTO
BpeMeHH [43]. U3HauabHO JaHHBIE METOIBI OBIIN pa3paboTa-
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HBI 1 C YCTICXOM ITPUMEHSIIOTCSI IUIST OLIEHKY arperaliiy MPUOH-
HOro 0ejika W, COOTBETCTBEHHO, A/ TUarHOCTUKU MPUOHHBIX
3a0oeBaHuil. MatepuaaoM IIS H3YYCHHUST SIBISICTCS Liepe-
OpocnyHaibHAs XUAKOCTb. JIaHHBIN MOAXOA TakXKe BbICOKO-
cneuuduueH aia quddepenmpoBanust MCA u BIT: ouenka
arperayy o-CHHYKJIEMHA MOKa3biBajJa Pa3IMyHyI0 TUHAMUKY
MpY AaHHBIX 3a00neBaHusIX — arperainus npu MCA npoucxo-
IVJTa OBICTpEe, a YPOBEHD TaK HA3bIBAEMOTO «ILIATO» OBLI HILKE,
yem nipu BIT. HecMoTps Ha BcE mepeuncieHHOe, JaHHbBIA Me-
TOA OCTAE€TCsl HOBBIM U TpebyeT JalbHEWIIMX MCCleqOBaHUi
[44, 45].

Jléexue uenu veiipoguramenmos

VpoBeHb NETKUX 1eTeil Helipo(pIIaMeHTOB SIBJISICTCS HECTICIIH-
(bUYHBIM MapKepoM HelipoiereHepaluy, KOCBEHHO OTpaXaro-
MM TIPOLIECC aKCOHANBHOTO pacmana. B psne paboT naHHBIN
napameTp nokasai nuddepeHuanbHO-1MarHoCTUYeCKU it mo-
TEHIIMA TIPH MTAPKUHCOHM3ME: B IMKBOPE OBITO BBISBICHO IT0-
BBIIICHNE YPOBHSI JIETKHX IIeTel Helipo(pMIaMeHTOB Y OOJTBHBIX
MCA 1o cpaBHeHuto ¢ BIT u cinHoLepeOeIApHBIMU aTaKCU-
smu [39, 10, 46—48].

Tay-6eaok

ACCOIMMPOBAHHBINM ¢ MUKPOTPYOOUKaMU T-0€JIOK TaKXKe KOC-
BEHHO OTOOpaxkaeT Ipollecchl HelipomereHepauuy. OOBIMHO
BBIIEJISIIOT 001Ut U dochopunupoBaHHbIii T-0emok. Ilo pe-
3ynbTataM MetaaHanusa S. Cong M COaBT., MOKa3aTelb 001IETo
1-0elKa B JIMKBOpE ropasno Bhille y manueHToB ¢ MCA, uem
npu bIT [39], onHako 3T AaHHBIE TPEOYIOT JabHEHIIero u3-
yuenust. MHbopmalus no ypoBHIo GochopuirpoBaHHOIO Tay-
0OeJika ocTaeTcsl BecbMa poTuBopeunBoit [40].

Tomoyucmeun

Ponp romonmcrenHa mpm 3a00JI€BaHUSX HEPBHOM CHUCTEMBI
JaBHO o0cyxnaeTcsl B JuTeparype. JlokazaHo, YTO rOMOLU-
CTEMH UTPAET BAXHYIO POJib B peryisauuu coctosiHus NMDA-
PELeTITOPOB, Pa3BUTHM OKCHAATUBHOIO CTpecca, MOBPEXIe-
Huu ITHK u mutoxonapuit. ITpu MCA ero ypoBeHb B KpOBU
JOCTOBEPHO BBIIIIE, Y€M B IPYIIIE KOHTPOJISI, OMHAKO TOCTOBEP-
HBIX pa3UuMii B ypoOBHE roMolcTenHa y nanueHToB ¢ MCA u
BII ne BrsiBEHO [39, 49].

Mouesas kucroma

MoueBast KuClIOTa MMEET OMpefeJ€HHbIE HEelpOrpOTeKTHB-
HBIC CBOMCTBA, IIPU 3TOM BBISIBJICHA CBS3b €€ YPOBHS C TaKH-
MU 3a0oneBaHusIMU, Kak BIT u OokoBoit aMuOTpopUUeCcKUii
ckniepo3 [50]. B aToit cBs3u MoueBast KUCIOTA U3ydanach U Kak
noteHuuanbHbIit Onomapkep MCA. 1o JaHHBIM MeTaaHaIu-
3a X. Zhang 1 coaBT., UMeeTCsl 00paTHask KOppesLus Mexmy
YPOBHEM MOYEBOI KMCIOTHI M puckoMm pas3utusg MCA [51].
[MTocKoMbKy KOMMYECTBO MOAOOHBIX MCCIENOBaHUI OrpaHMye-
HO, TaHHAs CBSI3b TPeOYeT JATbHEHIIero N3yIeHNs Ha pa3HBIX
nonyJsuusx [39, 49].

Kosuzum Q,

Briepsbie Ha ypoBeHb KooH3uMa Q, y mauuentos ¢ MCA obpa-
TWJIM BHUMAHKE B CBSI3U C BBISIBICHHBIMHU Y YACTU 3THX ALK~
€HTOB MyTaLusIMU B reHe COQ2, KOAUPYIOIIEM OIUH U3 KO-
YeBBIX (DepMEHTOB OMOCHHTE3a BBIIIEYKa3aHHOTO KohepMeHTa
[52]. Bckope 6b110 00HapyXeHO, 4To y maiueHToB ¢ MCA ypo-
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REVIEWS

Muttiple system atrophy

BeHb KOSH3MMa Q| 3HAYMTENBHO CHMXEH (N0 CPAaBHEHMIO C
oonbHbIMU BIT) He TOJBKO B KPOBU, HO U B 1IEpeOPOCTMHANb-
HOIA kuaKocT. [TocKoIbKy KO3H3UM Q) KOHBIOTHPYET B KPO-
BU C XOJIECTEPUHOM, ObLIT IpeIoKeH KOA(OULUEHT «KOIH3UM
Q,,/XonecTepyH», HCMOJIb30BAHKME KOTOPOTO TOBBICKIIO CIEl-
npuUYHOCTH MeToxa [39, 53—55].

Mopgonoeuueckoe uccaedogarue

Buorcus Koxu u obHapyXeHHe B HMOMYYEHHBIX IperrapaTax
0-CUHYKJIEMHa — OTHOCWUTEJBHO HEAABHO IOSIBUBLUMIACA Me-
TON AMArHOCTMKM cuHykiaenHonatuil. st BIT moryt ObITh
XapaKTepHBI arperatsbl o-CHHYKIEMHA B HEPBHBIX CTPYKTypax
TIOTOBBIX XENE3, a TAKKe MUIOMOTOPHBIX U BA3OMOTOPHBIX HEp-
Bax [56, 57]. B 1o xe Bpemst mpu MCA 0-CUHYKJIEHH BhISBIISI-
€TCs B COMAaTOCEHCOPHBIX HEPBHBIX BOJOKHAX. BbIsIBIeHHOE
pasanyue MO3BOJISET CAENATh BBIBOJ O MOTEHI[MATBEHO BHICOKOMN
3HAYMMOCTH MOP(HOJOTUYECKOTO UcCaemoBaHus 1 audde-
pEeHLMaNbHON OMAarHOCTUKM JaHHBIX 3a0ojeBaHuil [58], HO
TpeOYIOTCS JadbHEHIIe UCCIeNOBAHUSA CO CTaHIAPTH3AINei
3a00pa OMOIICUITHOTO MaTepralia, METOIOB IOATOTOBKY Mpera-
paToB, CO3MaHNEM HAOEXKHBIX KPUTEPUEB ISl TPAKTOBKH TIOJY-
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