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Beenenue

Mynbrucucremnas atpodus (MCA) — Tspxénoe HelipoaereHepaTuBHOE 3a00IeBaHUE, KOTOPOE C
MOJIEKYJIIPHON TOYKHM 3pEHHsI OTHOCUTCA K Tpymne cuHykienHonaTuil. Cpeanuit Bozpact nedrota MCA
cocrapisier 55-60 jer, NpoaOHKUTENbHOCTD XKU3HU I10C/I€ BOSHUKHOBEHUS ABUTATENbHBIX HAPYIIEHUH —
okosio 9-10 ner. OcHoBHBIM MopdonornueckuMm cyocrparom npu MCA SBIAIOTCS TIIMANIBHBIE
IUTOIUIa3MAaTHYECKH € BKIIFOUCHHUS MTATOIOTUIECKON N30OopMbI Oelika 0-CUHYKIIEHNHA — TaK Ha3bIBaeMbIC
tensia [lanma—Jlantoca. [lpu apyrux pacnpocTpaHEHHBIX BapUaHTAaX CHHYKJIEHHONATHH — OoOie3Hu
[Mapkuncona (BII) u nemenuuu c tenpliamMu JIeBU — HaKoOIJIEHUE (.-CHHYKJIEMHA IPOUCXOAUT B HEHpoHax
B BHJIE TEPBUYHBIX arperatoB W Oojee CI0XKHO OpraHM30BaHHBIX Teien JleBn. OTiIMYHTENHHBIM
KIuHUYecKuM Tpu3HakoM MCA sBinisieTcst paHHee pa3BUTHE BBHIPAKEHHOW BEreTaTHBHOM (aBTOHOMHOM)
HEOCTaTOYHOCTH, 3aKJIIOYAIOLIeNCs, COMNIACHO JEHCTBYIOIIMM JIHATHOCTUYECKHM KpPUTEPUSAM, B
HapyIeHnn (QYHKIIMK Ta30BBIX OPraHoB JIN00 opTocTaTrueckoi runoren3un (OI). [IBe 0CHOBHBIE TPYIIITHI
JIBUTATENbHBIX HapymeHnil mpu MCA — 3T0 CHHAPOM MAapKHHCOHU3MA M MO3KEYKOBas aTaKCHs; IO
peo0IalaHuI0 KaKoro-aubo M3 3THX CHHIPOMOB 3aboneBanue auddepeHiupyercs Ha 2 MOATHIA:

MokeukoBbid (MCA-M) mm napkuacorandeckuit (MCA-II).

Kiannunyeckasi kKapTuHa

Hcxons 3 ocHOBHBIX TiposiBiieHH MCA (BereraTMBHOM HEIOCTATOYHOCTH, MAPKUHCOHHU3MA H
MO3KEYKOBOM aTaKCHH), B IIPOIIECCE OCMOTPa TPEOYIOT 0COO0T0 BHUMAHUS OIEHKA MBIIICYHOI'0 TOHYCA,
MOJIBYKHOCTH, KOOPAMHAIMKW M XOMBOBI, TIA30[BUTATENbHBIX (YHKIW;, O00S3aTENbHBIMHU SBISIOTCS
KIIMHOOpTOCTaTHYEeCKast Mpoda M OlleHKa (PYHKIMH Ta30BbIX OpraHoB. JleHCTBYIONINE JHATHOCTUYIESCKUE
KpUTEpHH 3a00JICBaHUS MTPEICTaBIICHEI B Ta0M. 1.

J1 IOBBIIIEHHs] TOYHOCTH TaHHBIX KPUTEPUEB MPOBEPSIOT HAMYNE CIEAYIONMNX JABUTATETbHBIX
(MOTOPHBIX) 1 HEMOTOPHBIX MTONIEPKUBAIOIINX PH3HAKOB!

* OBICTpOE TPOTPECCHPOBaHHME 3a00NEBaHUS B TeUYeHHWE 3 JIeT OT JeOroTa JBUTATEILHOM
CUMIITOMATHKH;

* yMepeHHas IM0O0 TsDKENasi MOCTypaibHAas HEYCTOMYMBOCTh B TEYEHHE 3 JIET OT Ae0roTa
JBUTATEINHHON CHMIITOMATHKY;

* KpaHUOIIEpBUKAIbHAS UCKAHE3US MIPH OTCYTCTBUH JAUCKWHE3NH KOHEYHOCTEH Ha GoHe mpuéma
TIperrapaToB JEBOIOIBL;

* TpyOble HapylIeHHs pedn JuOo mucdarus B TeueHue 3 JieT OT Ae0loTa JABUTaTelbHOW
CUMIITOMATHKH;

* HaJIM4HMe MaToIOTHIecKoro pediekca babuHCKOro, He 00BSICHIMOTO HHBIMU MPUYNHAMU;

*  HalMYhe€  MHOKIIOHMYECKOTO  TOCTYPalbHOTO  MJIM  KHHETHYECKOro  Tpemopa
(TONMMMHUHUMHOKITOHYCA);

* IOCTypajbHbIC HAPYIIEHHs! (KAMIITOKOPMHSI, aHTEPOKOJLIUC);

* CTPUAOD;

¢ UHCIIMPATOPHBIC B3AO0XHU;



¢ XOJIOAHBIC HA OUIYTIb U W3MEHEHHOMN OKpacCKu (I_II/IaHOTI/I‘lHI:IC) KOHCYHOCTH,

* JpeKTWIbHASA AUCPYHKIUA y MyX4uH Miaime 60 JieT (TONbKO i KIWHUYECKH BEPOSTHOU
MCA);

* IATOJIOTMYECKUM CMEX WIJIM Ijad.

Taomuua 1. Inarnoctnyeckne kpurepun MCA (International Parkinson and Movement
Disorder Society, 2022 r.)

Kputepui Knunusecku goctosepras MCA Knwhusecku seposTias MCA
Criterion Clinically definite MSA Clinically probable MSA
06wwan xapaKTepucTuka Cnopaguyeckoe nporpeccupyoliee 3abonesanme ¢ ge6otom 8 Bo3pacre crapwe 30 ner
General description Sporadically progressing condition with the onset after the age of 30
ABTOHOMHAR QUCHYHKUMS (KaK MuHUMYM, T CUMNTOM Kak MUHUMYM 2 U3 HIXKENEPEYUCNEHHBIX CHHAPOMOB:
W3 HIDKENepey CNesHHbIX): * ABTOHOMHaA AMCHYHKUNS, 3 WMEHHO (KaK MUHHMYM
* HaPYLWEHWE MOYBHCNYCKAHNUA C 0OLEMOM OCTATONHOR MOYM OAWH W3 HIKENEPEYUCIIEHHLIX CHMNTOMOB):
cabiwe 100 mn, He 06BACHUMOR MHLIMM NDHYMHAMM; - Hanu4ywe OCTATOMHOA MOYM, HE 0OBACHAEMOR
* HEQEPKAHUE MOYN, HE OOBLRCHABMOE WHBIMIK NPUHHHAMK; MHBIMK NPUYMHAMMK,
« Hediporensan O, a umenno: chiokenne CAIVALL Gonee 4em - HegepXanue MovM, He OOBRCHABMOE MHbIMW
Ha 20/10 mm pT. CT. Yepe3 3 MUK NPH NPOBEREHAN KNMHOOP- NPHYHHAMM,
TOCTATHYECKOR NPo6s:; « nedporennan O, a umerno: cHixenne CALVOAL
3 TaKXKe OAWH U3 HIKENEPEYHCIEHHBIX CHHAPOMOB: Gonee yem Ha 20/10 mm pr. cT. vepe3 10 Mux
* NapKWHCOHW3M CO CNabbiM OTBETOM Ha Npenaparsl NP NPOBEASHNA KNUHOOPTOCTATHYECKON NPO6bI;
Nesoaonsl; * CHHAPOM NAPKMHCOHW3MA;
* MO3XENKOBAR aTAKCHA (KAK MUHMMYM 2 M3 HIDKENBPEYMC-  * MOIKEYKOBAR ATAKCHA (KaK MuHMMYM 1 3
NEHHBIX CUMITOMOB): HIKENEPeYMCNEHHbIX CHMITTOMOB:
- @TaKTUYeCKan NoxoaKa; - aTaKTWMECKaR NOXOR[KA, aTakCus Npu
KNi0YeBsIE CHHADOMBI - araKkcus npu mop;mnawpuux npobax; KOOPAMHATOPHBIX npooaxf
Key syndromes - MOIKEYKOBaA AN3APTPUR, - MOIXEYKOBAA QU3APTPUSR,
- [Na30fBMraTenbHble HAPYLIEHUS - [Ma30[BUraTeNbHLIE HAPYLLIEHHA)
Autonomous dysfunction (at least 1 of the following At least 2 of the following syndromes;
symptoms): » autonomous dysfunction (at least one of the
+» unexplained voiding dystfunction with post-void residual following symptoms}):
(PVR) volume aver 100 mL; - unexplained PVR uring;
« unexplained uring incontinence; - unexplained uring incontinence;
« neurogenic orthostatic hypotension, i.e. SBP/DBP drop over « neurogenic orthostatic hypotension, i.e. SBP/DBP
20/10 mm Hg in 3 min after the clinical postural test; drop over 20/10 mm Hg in 10 min after the clinical
and one of the following syndromes: postural test;
« parkinsonism with a poor levodopa response; » parkinsonian syndrome;
« cerebellar ataxia (at least 2 of the following symptoms): » cerebellar ataxia (at least 1 of the following
- ataxic gait; symptoms:
- ataxia in coordination tests: - ataxic gait, ataxia in coordination tests;
- cerebellar dysarthria; - cerebellar dysarthria
- abnormal eye movements - abnormal eye movemants)
MNoanepxusaoime Kak muimym 2 Kax mumstraym 1
NPUIHAKA 3 2
At least 2 At least 1
Additional signs
MPT-npuanaxkn Kak murumym 1 He Tpedyerca
MRI signs At least 1 Not required
KpHTepuu uckmoveHns OtcyrcTeyior Ortcytcreyior
Exclusion criteria None None

IIpn HelpoBU3yan3aluu JUTs MCA XapaKTEpHBI clenyromme MIPU3HAKU:
oJMBONOHTOLepeOeIApHas aTpodust (aTpogust MOCTa, MO3KEUKa, CPEIHHUX MO3KEUKOBBIX HOXKEK,
CHUMIITOMBI «KPECTa» M TMIIEPUHTEHCUBHOCTH CPEIHHX MO3KEUKOBBIX HOXKEK), a TAKXKe U3MEHEHHS CO
CTOPOHBI OazanbHBIX siep (arpodusi CKOPIyNbl, €€ THIEPUHTEHCUBHOCTH, Yallle IOPCONATEPaIbHBIX
OTZENOB, — CUMITOM «putaminal rim»). BaxkHo ormMeTuTs, uto npu MCA-I1 Bo3MOXXHO Hanm4uue aTpopuu
CTBOJIOBBIX CTPYKTYp, a ipu MCA-M — n3MeHeHus B 0a3albHBIX sIIpax.

K kputepusaM UCKIIIOUEHHUS] OTHOCSATCS:

* BBIPQKEHHBIN U CTOMKHH NOJTOKUTENbHBIN 3 (deKT 1ohaMUHEPruIecKOr Tepanuu;

* Hajguyue He OOBSICHUMOW HWHBIMH [PUYMHAMH (HampUMeEp, TPaBMbl, BOCIAJUTENbHBIE
3a00IeBaHus CIIM3UCTON HOCA, MOCJIEACTBUS KOPOHABUPYCHOM MH(EKLUNU) aHOCMHUHU (IUIsi UCKIFOUCHUS

BII);



* (pyKTYUpYyrOIIHMe HAPYIIEHUS CO CTOPOHBI BBICIIIMX KOPKOBBIX (PYHKINY (BHUMAHUS, CO3HAHU),
a TaKKe paHHEe HAPYIICHUE 3PUTEIbHO-TIPOCTPAHCTBECHHBIX (DYHKITHIA;

* PCLUUIUBHUPYIOIINE U HE CBSI3aHHBIC C MPUEMOM NPENApaToB 3PUTEIbHBIC TAJLTIOINUHAIIUU B
TedeHue 3 Jer ¢ aedroTa 3a00/IeBaHMS;

* JIeMEHIIUs corjlacHo kputepusm DSM-V B teuenme 3 yier ¢ aeOrora 3aboneBaHus (s
HCKITIOUEHUS IEMEHITNH ¢ Tenbiiamu JleBn);

* Tape3 B30pa BHU3 WK 3aMeJJICHIE BEPTUKAJIBHBIX CAKKaJ (U151 MCKITIOYEHUS! TPOT PECCUPYIOIIETO
HaJIbAIEPHOTO Tapannya);

* HaIW4YMe TPHU3HAKOB HA MarHUTHO-pe3oHaHcHoi Tomorpaduu (MPT), mno3Bonstommx
3aI0JI03PUTh UHOM JUATHO3 (HApUMeEp, IPOTPECCUPYIONINN HAbIIEPHBIN Mapaind, PaCCESTHHBIA CKIEPO3
¥ Ip.);

* HaJIM4Me aJIbTEPHATUBHOIO 3a00JIeBaHMUS, CIIOCOOHOT0 O0OBACHUTH CUMIITOMATHKY ITallUEHTA.

CornacHO MHOTOYHCIIEHHBIM HCCIIEIOBAHUSAMH, TPAKTHYEeCKH y Bcex mnamueHtoB ¢ MCA
MPHUCYTCTBYIOT TIPOSIBJICHUS TNAPKHMHCOHW3MA, HE3aBUCHMO OT KOHKPETHOTO TMOJTHIA 3200JeBaHusI.
KitroueBsiMu ocobeHHOCTSIME JJaHHOTO cuHApoMa pd MCA SBISIIOTCS OTHOCHTENBbHAS CHMMETPHYHOCTbD,
npeodaaHie aKMHETUKO-PUTHUIHOIO CHHIPOMA, PAHHHWE M3MEHEHHMsI TOJIoca, BBHICOKUN PUCK IaJICHUM.
HecMotpss Ha pacnpocTpaH€HHYIO TOYKY 3pEHHSI O JIEBOJONA-PE3UCTEHTHOCTH TIPU ATUITHYHOM
nmapKuHCOHU3Me, y maneHToB ¢ MCA oTBeT Ha mMpuéM JIEBOJONBI MOXKET OBITh YAOBIETBOPHUTEIHHBIM,
OITHAKO B TEUEHHUE 3 JIET OT ne0r0Ta MOTOPHOHN cramuu 00e3HU d(PQPEKTUBHOCTH TEPAITUU CHIDKACTCS.
JIro6onbITHO, YTO B citydae 3¢ (EeKTUBHOCTH JEBOAONBI MOTYT Pa3BUBATHCSA NUCKUHE3WH, BOBJIEKAIOIINE
KpaHHOIEPBUKAILHYIO MyCKynaTypy. Y mamueHToB ¢ MCA Taxke MOXeT HaOmoAaThcs (HEeHOMEH
«CTPUAPHOU CTOIBI».

MozxeukoBas atakcuss npu MCA TmipencraBiieHa B OCHOBHOM AWHAMHYECKOH aTaKCHEH W
TJIa30ABUTATEbHBIMI HAPYIIEHUSIMHU («KBaJAPATHBIE» OCHMIUISIAY TJIA3HBIX SOJIOK, TUITOMETPHS CaKKas).
Y monoBunbl marueHToB (warme npu MCA-M) Takke MMeeTcs THUpaMHUAHAs HEIOCTaTOYHOCTh, UTO
3arpynHser nud- GpepeHnnaIbHy0 JHArHOCTHKY CO CITMHONEPEOSIIIIPHBIMU aTaKCHSIMH.

Ounenka HeMOTOPHBIX HApYUICHH

B niepByto ouepens mpu momo3pennu Ha MCA 11t TOCTaHOBKHM IMArHO3a Tpedyercss 00beKTHBHOE
MIONTBEPIKIACHNE HAJMM4YXA Yy TAI[MEHTa BEreTaTHBHON HemocTtaTouyHocTH. Hambosee pacmpocTpaHEHHBIM
HEMOTOpHBIM cuMnToMoM siBlsiercs OI. B e€ ocHOBe mexaT [ereHepaTWBHBIE WM3MEHEHUS
MperaHTIIMOHAPHBIX HEHPOHOB B IIEHTPAIBHON HEPBHOW CUCTEME U, KaK CIIEACTBHE, HAPYIIIEHNE aKTUBAIINN
MTOCTTaHTIMOHAPHBIX CHMITATHYECKAX HEHPOHOB MPH BCTABAHUW M KOMITEHCATOPHAS PEAKIIHS COCYANCTON
CTeHKH W cepana. Ecnu B HOpMe NP MOAbEME B BEPTHKAIBHOE TOJOXKEHHE B KPOBH BBHIOPACHIBACTCS
HopaapeHanrH, To ipu MCA 3TOT mpoliecc HapyIaercs, BCIEACTBHAE Yero He MPOUCXOAUT a/IeKBATHOTO
CUMIIATHYECKOTO OTBETa U PE3KO CHIDKaercs aprepuaibHoe nasineHue (AJ]). Kpome Toro, Hapymaercs
paboTa cepjma: HE MPOUCXOIUT aJeKBATHOTO YBEIMYEHHUS 4YacTOThl cepiaedHbx cokpamieHuid (YCC),

copa3MepHOro cHuxeHuto AJl.



CormnacHo pekoMeHausIM AMEPUKaHCKOW aKaJeMHH HEBPOJIOTMU U AMEpUKAaHCKOro ofliecTBa
M0 W3YyYEHHIO BEreTaTHBHOW (ABTOHOMHOW) HEPBHOW cucTeMbl, kpuTepusiMu Ol SBIAIOTCS CTOMKOE
nonmwkenne cucromuueckoro AJl (CAJl) ma 20 MM pT. CT. U Ooliee W/WIM CTOMKOE TOHUXKCHHE
muactronndeckoro AJl (JIA/L) Ha 10 MM pT. cT. ¥ OoJiee B TeUECHUE 3 MHUH IOCJIC MEPEX 0/1a B BEPTUKAIBLHOE
nonoxkenue. Cienyer OTMEeTUTh, YTO B AMarHoctuueckux kputepusx MCA kputepuem OI' mpuHsATO
n3menenue CAJl Ha 30 MM prt. ct. u 6osee u IAJl Ha 15 MM pT. cT. 1 Oonee. B TO ke Bpemst oTMeuaercs,
4yTO 3-MHUHYTHOTO MHTEpBaja HE BCErJa JOCTaTOYHO A yBepeHHoW nuarHoctuku OI, cBa3aHHOU ¢
CHUHYKJIGHHOMATHSIMY, U MPeJJIaraeTcs y TaKuX NanreHToB u3mepars AJl ¢ 10-MHHYTHBIM HHTEPBAJIOM.

BonpumacTBO nmanyeHToB ¢ MCA NpeabsBisIoT jkal00bl Ha YMEHbIIEHHE TOTOOTAEIEHHUS BIUIOTh
10 aHrujapo3a. TpauIMOHHO CYUTAETCsS, YTO MOPQOIOTHUYECKUH cyOcTpar JaHHOTO CHMITOMA
JIOKAJIU3yeTCsl Ha MPEraHIIIMOHAPHOM YPOBHE, B TO BpeMs Kak npu BII yka3zaHHBIM CUMITOM BBIpa)eH
MEHBIIIE ¥ UMEET MTOCTTaHTIMOHAPHYIO IPUPOY. [Tt OlleHKH CyTOMOTOpHON (DYHKIIMH UCTIONIB3YIOTCS JIBA
OCHOBHBIX MeTofa. IIepBBIi — 3TO TECT TEPMOPETYISAUU M TOTOOTACIEHHS, MOPAIOK MPOBEICHUS
KOTOpPOTO CXOXK ¢ MPpo00it MUHOpa, I HOMOKpaXMaJbHbIN TECT — HAaHECEHHE Ha KOXY pacTBopa ioja ¢
MOCTIEAYIONIMM HAaHECEHHWEM Kpaxmalla, YYacTKH C COXpPaHEHHBIM IOTOOTAENEHHEM OKpAIIMBAIOTCS B
(moneroBo-u€pHBI 1[BET. BTOPOil MeTOJ — KOIMYECTBEHHOE TECTHPOBAHHE CYIOMOTOPHOTO aKCOHHOTO
peduiekca — OIEHUBAET ETOCTHOCTh aKCOHA TIOCTTAHTITMOHAPHOTO CUMIIATHYECKOT0 HelipoHa (JIoKaJIbHAs
CTUMYJIALNS alleTHIIXOJIMHOM TOCTTaHTIIMOHAPHBIX CYZOMOTOPHBIX HEMHEIHHU3NPOBAHHBIX BOJIOKOH Ha
HECKOJIbKUX YYacTKax KOXH C IOCIACHyIOIIeld OleHKoi 00béma morooTaeiacHus). KoMmiuiekcHoe
WCCIIEJIOBAHNE CYJOMOTOPHON (YHKIIMM C HWCHOJIh30BAaHMEM [AHHBIX METOIOB MOXET IIOMOYb B
Tonmdeckoi nuarHoctuke u nuddepentmarnuu bIT u MCA.

[Ipobrembl ¢ MOYEHCITYyCKaHHEM, KOTOPBIE TAKXKE CITy)KaT JUarHOCTHYecKuM kpurtepueM MCA,
Yale BCEro MpeCTaBI€HBl TyBCTBOM HEMOTHOTO OMOPOXKHEHHsI MOYeBOro Mmy3bipsa (B 74% ciydaeB) u
HenepxkanneM Mmoun (63%). B ormuume ot BII, ximHWYecKn 3HAYMMBbIE HapYIIEHUS MOYEHCITYCKaHUS
TIOSIBJIATOTCS PAaHbIIE: B CPENHEM B MepBble 2 rofa. XapakTepHBIMHU siBieHUsSMH npu MCA sBustoTCs
HEIOCTaTOYHAs aKTHUBHOCTH JETPY30pa, YBEIHUEHHBIH 00BEM OCTATOYHOW MOYM W CHI)KEHHE CKOPOCTH
MIOTOKA IPH YpoQIIyoMeTprH, B TO BpeMs Kak npu bl Habmoqaercs runepakTUBHOCTH AeTpy3opa. MHmekc
COKPaTUMOCTH MOYEBOTO Iy3bIps ObLT mpemokeH T. Xing W coaBT. KaK MPOTHOCTHYECKUH MapKep A
nanueHToB ¢ MCA. B uccinenoBanun K. Hahn 1 coaBT. moka3zaHo, 4TO HaJIMYKHE OCTATOYHOr0 00BbEMa MOYH
oomee 100 mm wvame wHabmiomaercs mpu MCA, dwem mpu bBII, 9To MOXeT CIyXdTh IIGHHBIM
G depeHInaNbHO-TUAarHOCTUYECKAM MTPHU3HAKOM.

Hamaue onb(hakToOpHBIX HapyIIEHWH Ha paHHHUX CTaIusIX 3a00JIeBaHUS MOYKET HCIIOB30BAThCS B
middepenmansioil  auarHoctuke bII m MCA. Ha paHHBlE MOMEHT CyILECTBYET HECKOJIBKO
Pa3HOBUIHOCTEH CTaHIAPTU3UPOBAHHBIX OJNBb(DAKTOPHBIX TECTOB, HANOOJIEE pACITPOCTPAaHEHHBIE U3 HUX —
UPSIT (University of Pennsylvania Smell Idetification Test), BSIT (Brief Smell Idetification Test) u
Sniffin” Sticks. [Ipy MCA umeer mecTto BoBiieueHHE OOOHSTENBHBIX CTPYKTYp, HO 3TH HapyIICHHS

BBIDAXKCHBI B  3HAYUTCIBHO MECHBIIICH CTCIICHHU, UYCM IIpHU BH, [MOTOMY IMpU MPOBCACHUUN



muddepennmansHoil auarnoctiky Mexay BIT u MCA coxpannas QyHKuus oOOHSHUSI CBUACTEILCTBYET,
Haunbosee BeposTHO, B onb3y MCA.

Hapymenust cHa, B ocoOeHHOCTH ero ¢as3bl ¢ OBICTPBIMHU ABIKEHUSAMH TJa3, HeceUu(UIHBI 1
MPUCYTCTBYIOT MPH MHOTUX HEWpoJereHepaTUBHBIX 3a0oneBaHusIX. [|1g AMAarHOCTUKM HapyIIEHUH CHa
Yarie Bcero npuMeHsiercs: noiucoMHorpadus. Takxke XOopolIo 3apeKoMeH10Balii ce0si ONPOCHUKH, B TOM
gucie onpocHuk RBDSQ u ero kpartkas Bepcust RBD1Q.

Yacro nmpu MCA BcTpeuaroTcss CHHAPOMBI LIEHTPAIBHOTO U OOCTPYKTHBHOTO allHOD CHA, a TAKXKe
(heHOMEH WHCTIMPATOPHOTO CTPHIOPA: CAaBIICHHBIH, BRICOKOYACTOTHBIN 3BYK MPH BAOXE, OOBIYHO BO CHE,
00YCIIOBIIEHHBIH Cy>KEHHEM MpOocBeTa ropTanu. Hamiuaue crpuiopa y)xe Ha paHHHX CTaIUSX 3a00IeBaHMs
ACCOI[MMUPOBAHO C MEHbBIIIEN MPOJOKUTENBHOCTDIO KM3HU. [IpakTidecku y Bcex nmanueHToB ¢ MCA mpu
BHJICOJIAPUHTO- CKOIMMMYECKOM HCCIIEAOBAaHUH OOHAPY)KUBAIOTCS HAPYIICHUS MOABHXKHOCTH T'OJIOCOBBIX
CBSI30K M YEPNaOBUIHOTO XpsIlia, 4TO OBUIO TPEIOKEHO B KayeCTBE PAHHEro JUArHOCTHYECKOTO
MpU3HaKa JaHHOTO 3a00JIeBaHMS.

Busyanu3zanuoHHbie MEeTOAbI

K HauOosiee 3HAYMMBIM BHU3yaJu3allMOHHBIM MeromaM auarHoctuku MCA otHocsat MPT,
MO3UTPOHHO-IMUCcCHOHHYI0 ToMorpaduto (I19T) u omHODOTOHHYIO SMHCCHOHHYIO KOMIIBIOTEPHYIO
tomorpaduro (ODIKT). Bce onn HanuM oTpakeHue B THarHOCTUIECKUX KpuTepusx MCA.

ITockombky B HacTosiee BpemMs MPT sBisercs HOCTYMHBIM W WH(OOPMATHBHBIM METOIOM
HCCIIEIOBAHMM, €ro MpUMEHEHNEe TpeOyeTcs BO Beex cirydasx pu momo3pennn Ha MCA. B otiaume ot BIT
y mamueHToB ¢ MCA nHa MPT HaOmomaroTcss arpouyeckue H3MEHEHHS CKOPJYIIbI, CPEIHHMX
MO3KEUKOBBIX HOXKEK, MOCTa 1 Mokeuka. Kpome toro, amss MCA xapakTepeH CHMIITOM «KPECTa, 9acTo
ONMCHIBAEMBIIl TIpW  JETeHEpaTHBHBIX  CIIMHOIEPEOCUIAPHBIX  aTaKCHSX, THIEPHHTEHCHBHOCTH
JOpCONAaTEePabHOTO Kpasi CKOPIYITbl B COYETAHWN C THIIEPUHTEHCHBHBIM «BEPTUKAIBHBIMY CUTHAJIOM OT
mBa. B To ke Bpems mpu nposeneHnn MPT Ha ammaparax ¢ HanpspKEHHOCTBIO MAarHUTHOTO T1oJist > 3 T
cxomHble W3MeHeHHa (putaminal slit) Moryr wHOrga BBISBIATHCS W B HOPME, YTO OTPAHUYUBAET
MH()OPMATUBHOCTh yKa3aHHOTO Mapkepa. B pexnme mnd¢y3moHHO-B3BEMIEHHBIX H300paXKEHUH Yy
naruerToB ¢ MCA rabnromaercs yBennuenne kodduimerta audy3un B CKOPIIyIe, KOTOPBIA MEHSETCS
c TedueHrWeM 3aOoneBaHms. JlaHHBI KOI(DPUIMEHT mpemaraercsl HCIONb30BaTh B KadeCTBE MapKepa
MIPOTPECCUPOBAHMSI HeHpoerenepaTtnBHOro mpomecca. [Ipu uccnenoBanuu B pexume AuQQy3mOHHO-
TEH30pPHBIX M300pakeHni y mamueHToB ¢ MCA BBIABISUINCH CTATUCTHYECKHE 3HAYMMBIE U3MCHEHHS B
00JTaCcTH CPEeTHIX MO3KEUKOBBIX HOXKEK U CKOPIIYITBI TI0 CPABHEHUIO C TPYITION KOHTpOIs 1 6omsHBIMHE BI1.

MP-criekTpocKomnusi ¢ OIEHKOH XapaKTePUCTUK CTPUAPHON 00JIacTH HE CTOIh HHPOPMATHBHA IPH
MCA. Onnako ecte naHHble, uTo ipu MCA-M B 4epBe M MONyIIApHSIX MO3KEYKa, a TAaKKe B CTBOJIE
TOJIOBHOTO MO3Ta YBEIHUYEHO cofiep kanre N-aleTHiiacraprara o OTHOIIEHHIO K KpeaTHHY 10 CPaBHEHUO
CO CIIOPAaINYECKHMHU aTaKCUAMH MO3JHETO BO3PacTa.

C nomompio MeTo0B (PYHKIIMOHATIBHOW PaAHOU30TOMTHON HEHPOBU3YyaIH3aliid MOXHO OLIEHUTh
COCTOSIHME Tpe- U IOCTCHHANTHYECKHMX HEUpPOHOB. [Ipym 3TOM HCHONB3YIOTCS CIIEIYIOIIME METOJBI:

O®IKT c pagunonurangom 1231-iiopmynanom («DATscan») asst OLEHKH COCTOSHUS TpaHCIIOpTa AodaMu-



Ha; [19T ¢ 18F-¢dropaezokcurmtoko3oit (O/II7) ast onieHKU MeTaboIM3Ma B pa3IHYHbIX OTACIaX FOJIOBHOT O
Mo3ra u ¢ 18F-duyopomonoii mist omenku aodamuHOBOro odmMeHa B crpuatyme; ODIKT cepama c
ucnonb3oBanueM 123[-meraiiogoOeH3mITyaHuIMHA TSI OObEKTUBHOIO IMOATBEPIKICHUS BEreTaTHBHOM
TrcHYHKINHU (CUMITaTHYECKOH JIeHepBallii MHOKapAa).

[I3T c¢ wucnonezoBanmeM 18F-OJIC Moxker OBITH IOCTATOYHO WH(POPMATHBHOM IpH
muddepenupoannu BIT u MCA: tak, npu BI1 He n3menén mbo yBenuueH 3axsat 18F-O/II B ckopuyre,
korma kak npu MCA wdaiie ONUCBHIBAIOT THUIIOMETAa0ONMYEeCKHe W3MEHEHHMS B JaHHOH o0JiacTu.
XapaxktepubiM naTTeproM pu MCA-IT sBiiseTcss CHMMETPUYHBIN THITOMETa00IH3M B 00JIACTH CKOPJIYIIBI
C HAJIMYMEM POCTPOKAYAaIbHOTO IPaIUeHTa, THITOMETa00 MY eCKIe N3MEHEHH ST HAOJI0IAl0TCS B TallaMyce,
CTBOJIE MO3ra U Kope Oonbmmx nonymapuii. CoriacHoO COBpEMEHHBIM JIMAarHOCTUYECKHUM KPUTEPHIM
runomerabonusM 18F-OJII" B onpenenéHHbIX 00JaCTIX SBISETCS MOIJICPKUBA- FOIUM MPU3HAKOM JIJIs
MCA-II. [Ins mammentoB ¢ MCA-M XxapakTepeH THIIOMETa0OIM3M B TepenHeld 4acTd MONyIapui
MO3KEUKa U YepBsl.

TpanckpanuanbHass coHorpadust 4EPHOW CYOCTaHIIMM SIBJISETCS OTHOCUTEIBHO JIOCTYITHBIM
METOJIOM BHU3yallM3alliil W3MEHEHWH NpW SKCTpalupaMHIHBIX 3a0oieBanmsx. B ommume ot BII, y
narieHToB ¢ MCA penko HaOmojaeTcs TUIUYHBIN Ui TIEPBHYHOTO TAPKUHCOHU3Ma (EHOMEH
THIEPIXOreHHOCTH YEpHON cyOcTaHimu. [Ipy TaHHOM MCCIIeJOBaHUM TaK)Ke MOXKHO KOCBEHHO OIICHHTH
COCTOSIHME OOKOBBIX JKEITYZOYKOB, YTO MONE3HO B AU(QepeHIHaNbHON AMarHOCTUKE C HOPMOTEH3UBHOM
ruaporedanrel, compoBOXKIAIOMICHCS Tpruamol XakmMa—AmaMca W OTYACTH CXOXKEH ¢ KIMHAYECKOM
kaptuaoit MCA.

JlaGopaTopHasi AMATHOCTUKA

IIpu MCA, xak u npu AOpYruxX CHHYKJICHHOIATHIX, HET OJHO3HAYHBIX M3MEHEHHH B KPOBU U
JINKBOPE, KOTOPBIE MOTJIM OBI OBITH MCITOJIE30BAHBI B KAUECTBE HAA&KHOTO OHoMapkepa 0O0JIe3HH, OJHAKO
IIOUCKM TaKUX JA0OpaTOPHBIX OMOMAapKepoB AKTUBHO Ipomo/pkarorcs. [lo maHHBIM MeTaaHanusa,
MIEPCIICKTUBHBIMIA ~ OMOMapkepaMu B I1epeOPOCITHHANBHON JKHIKOCTH I auddepeHmraibHoMr
muaraoctukd MCA u Bl sBisiroTcst cHUKEeHre YPOBHSA 0-CHHYKJIEWHA, YBEIIMUCHNE YPOBHS JIETKUX HEHeH
HelipodriaMeHTOB 1 o0miero 1-6enka. Y narnuenToB ¢ MCA B muta3Me KpOBH YBEIHYEH YPOBEHB 0OIIETO
0-CHHYKIIEMHA W TOMOIIMCTEWHA, CHIDKEH ypoBeHb KodepmenTta Q10 m MoueBOW KHCIOTHI, OMHAKO ITH
JaHHBIC HY)KIAIOTCS B TIOATBEPIKICHUN IPU JAJIbHEHIINX HCCIICAOBaHUSIX.

Anvpa-cunyxneun

Haubonee nHTEpecHbIM MapKepoM OOJE3HU MPEACTaBISIETCS 0.-CHHYKJIEUH, IOCKOJIbKY UMEHHO
€ro HaKOIUIEHHME B IJIMU sABJsiercss natomopdonorudeckoi ocHooi MCA. Bo mHorux paborax
uccnenyorcsi GpochopuUIUpOBaHHAs M OIUTOMEpHas (OpMBI O-CHHYKJIEHHA, OAHAKO 10 HACTOSIIErO
BpEMEHH HET YETKUX JI0KAa3aTENbCTB UX TUarHOCTUYECKOW MH(OPMATUBHOCTH IIPH JAHHOM 3200JICBaHHH.
WHTepecHbIMU M BaKHBIMHU SIBIISIFOTCS MICCIIEIOBAHMS O-CHHYKJIenHa B nmatoreHese MCA: nokaszaHo, 4To
pasnuyHble H30OpPMbI OENKa UMEIOT Pa3lIMYHYI0 CIOCOOHOCTB K arperaiyu, 4To Onpeaesnsier AMHAMHUKY
(hopMHUpOBaHUS HEHUpPOJEreHepaTUBHBIX «IIPOTEUHONATHYECKUX» M3MeHeHuH. Ilpu mccnemoBanuum post

mortem y narueHToB ¢ MCA BBISIBIEHBI U3MEHEHUS COAEPKAHUS PA3NUYHBIX TpaHCKpUNToB reHa SNCA



(OTBETCTBEHHOTO 3a CHHTE3 O-CHHYKJIEMHA) B Pa3MUHBIX OTHENaxX TOJOBHOIO MO3ra: HampuMmep, B
npedporTanbHOi Kope npd MCA 3HAauMTENBHO MOBBILIEH YPOBEHb SKCHpeccHd (HOPMBI TPaHCKPHIITA
SNCAL12. N3yuenne 3TUX MoKa3ateneil B IMKBOPE U KPOBH MAIIMEHTOB HE TIPOBOANIIOCE.

Jléexue yenu netipounamenmos

VYpoBenb  NErkux Uemed  HEWpPO(WIaAMEHTOB  SIBIISIETCS  HECHENU(PHUUHBIM  MapKepoM
HeHlpoJereHepanny, KOCBEHHO OTPaXkKarollliM IPOIECC aKCOHAJIBHOro pacnana. B psme pabor maHHBIN
napamerp nokazan auddepeHnanTbHO-IMarHOCTHYECKUH TOTEHIIMAI TIPU MapKUHCOHU3ME: B JIMKBOPE
OBLITO BBISIBJICHO MOBHIIIICHHE YPOBHSI JIETKHUX 1ienel HelipoduinaMenToB y 60mbHBIX MCA 10 CpaBHEHUIO C
BIT u ciuHOIepeOeIUIIPHBIME aTAKCHSIMHU.

Tay-6enox

ACCOLMHPOBAaHHBIA C MHUKPOTpyOOUKamMM T-0€JIOK TakKe KOCBEHHO OTOOpa)KaeT IpPOIeCChl
Helipogerenepanni. OOBIMHO BBIACTSIOT oOmmid W docdopunmpoBanHbiii 1-0enok. [lo pesynpraram
Metaanamu3a S. Cong ¥ COaBT., TOKa3aTeIh O0MIEro T-0eIKa B IMKBOpE ropa3zo BhImie y narueHToB ¢ MCA,
yem npu BIl, ogHako 3TM JaHHBIE TPEOYIOT HaibHEWIIEro u3ydeHus. WHbopmaims Mo YpOBHIO
(hocdopumupoBaHHOTO TayOeIKa 0CTAETCS BEChMa IIPOTHBOPCIHBOM.

Tomoyucmeun

Ponb romoructenHa npu 3a00neBaHUSAX HEPBHOW CHCTEMBI aBHO OOCYXKIAaeTcs B JUTEpAType.
JlokazaHo, 4TO TOMOIMCTENH UTPAET BaXKHYIO POJIb B PETyJIsiiiuu cocTossHusi NMDApenenTopoB, pa3BUTHU
OKCHIaTHUBHOTO crpecca, nopexacHun JIHK w mutoxonmpuit. Ilpm MCA ero ypoBeHb B KpPOBH
JOCTOBEPHO BBIIIE, YEM B TPYIIIIE KOHTPOJIS, OAHAKO TOCTOBEPHBIX Pa3IM4Mi B yPOBHE TOMOIIMCTEUHA Y
nanueHToB ¢ MCA u BII He BbIABIIEHO.

Mouesas xucioma

MoueBasi KACIOTa UMEET ONpEAEIEHHBIE HEWPOPOTEKTUBHBIE CBOMCTBA, NPH 3TOM BBIABICHA
CBsI3b €€ YpOBHS C TakuMHU 3aboneBaHusAIME, Kak bIl n 6okoBoit amrorpodryeckuii ckiepos3. B aToit ces3n
MoOYeBas KMCIIOTa H3ydallach U Kak moTeHuanbHbli onomapkep MCA. [1o manapiM MeTaananmmsa X. Zhang
U COaBT., UMeEeTCsl 00OpaTHas KOpPEIALus MEKAY YPOBHEM MOYEBOM KUCIOTHI U pucKOM pa3Butus MCA.
[TockonpKy KOIMYECTBO MOAOOHBIX HCCIEOOBAaHWM OrpaHUYEHO, NaHHAs CBA3b TPeOyeT NaJbHEHIIero
M3Yy4EHUS Ha Pa3HBIX MOMYJIAIMIX.

Koonzum Q10

Breperie Ha ypoBenp kodH3uMa Q10 y marmentoB ¢ MCA oOpaTwiii BHHUMaHHE B CBS3H C
BBISIBJIEHHBIMH Y YaCTH 3TUX MalMEeHTOB MyTanusamu B reHe COQ2, KOAMPYIOUIEM OJUH U3 KIIFOYEBBIX
(epMeHTOB OMOCHHTE3a BhILLIEYKa3aHHOTO KodepmeHnTa. Bekope Obl10 0OHAPYKEHO, YTO Yy MALEHTOB C
MCA yposens ko3a3uMa Q10 3HaUMTENBEHO CHUXEH (110 cCpaBHEHHIO ¢ 6onpHBIMU BI1) He TONBKO B KPOBH,
HO ¥ B LiepedpocnnHanbHOM xuakoctu. [lockonbky kooH3uM Q10 KOHBIOTHPYET B KPOBHU C XOJIECTEPUHOM,
Obul mpemnoxeH koddduuument «kodH3uM Q10/xomecTepuH», HCIOIB30BAaHHE KOTOPOTrO ITOBBICHIIO
cnequpUIHOCTh METO/IA.

Mopdgonozuueckoe ucciedogarue



buorncust koxku U OOHapyKeHHE B TIONYYCHHBIX IperapaTrax O-CHHYKJICHMHa — OTHOCUTEIBHO
HE/aBHO TMOSBUBIIMICS METOJA JUArHOCTUKU cuHykKienHonatui. Jns BII mMoryt ObITH XapaKTepHBI
arperaThl O-CHHYKJIIEMHAa B HEPBHBIX CTPYKTypaxX TIOTOBBIX KeN€3, a TakKe MUIOMOTOPHBIX U
Ba30MOTOPHEIX HepBax. B To sxe Bpems mpu MCA o-CHHYKJICUH BBISBIISICTCSI B COMAaTOCEHCOPHBIX HEPBHBIX
BOJIOKHaX. BBISBICHHOE pa3iudue MO3BOJSET CAENaTh BHIBOJ O MOTCHIIMAIBHO BBHICOKOW 3HAYHMMOCTH
MOpP(hOJIOTHYECKOr0 UCCIICAOBaHUS IS MU GEpEeHIIMANbHON JUArHOCTUKY JAaHHBIX 3a00JIeBaHUN, HO
TpeOyIOTCsl AajbHEHIINEe UCCIeOBaHUs CO CTaHAapTU3almeil 3a00pa OMONICHITHOTO MaTepuaia, METOI0B
MOATOTOBKH TIPEMapaToB, CO3JaHMEM HAI&KHBIX KPUTEPUEB [UISI TPAKTOBKH TIONYy YaeMBIX

TUCTOXUMHUYCCKUX JAaHHBIX U PCIICHUEM psAaa APYTUX BaKHbLIX BOITPOCOB.

3akir0ueHue
Huarnoctuka MCA, HECOMHEHHO, SIBJISETCS BBI3OBOM JUIsI HEBPOJIOTOB. Ba)KHBIMH OCTaroTCs

KJIaccu4eckuii coop xano0, aHaMHe3a U HeBPOJIOrnYeckuii ocMoTp. [Ipr 3TOM oTMeuaroTcs 3HaYUTENbHbIE
TPYAHOCTH KJIMHUYECKOH MuarHoctuku panHeidl craqun MCA wu ompeneneHHs pa3iWyYHBIX ITOATHIIOB
3a00neBaHus, B CBSI3U C YEM JOCTATOYHO OCTPO CTOHUT BOIMPOC MOMCKA WH(OPMATHUBHBIX OHOMapKepOB
3a0oneBanus. B mocnennue roapl, 61aroaapss MHOTOYUCIEHHBIM HCCIIEIOBAHISIM H PA3BUTHIO TEXHOIOTUH,
ObUT TIPEmJIOKEH pPAl TEPCHeKTHBHBIX BU3YAIM3AlMOHHBIX W J1a0OPaTOPHBIX MapKepoB, KOTOpHIE
OTKPBIBAIOT BO3MOXXHOCTH JUIA KOMILIEKCHOW auarHocTukd MCA, B TOM YHClIe Ha TaK Ha3bIBaeMOU
«TIPOJPOMAITFHOW» CTaNW HEHpPOJEreHepaTHBHOIO MpOIlecca, a TaKKe MepecMoTpa CYIIECTBYIOIIMX
KpUTEpUEB JIMATHOCTUKU «MaHu(pecTHOW» cTamun MCA. Bamupanust HOBBIX —MPETONKEHHBIX

OroMapKkepoB — KITI0UEBas 3a7ada UCCIICAOBAHUHN IpH JaHHOM 3a00JICBaHUY Ha OJFDKAMIIIE TOMEI.
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