Kadbeapa HeBpoAOrMmM 1 Hempoxmpyprm
C KYPCOM MOCAEAUTNAOMHOIO ODPA30BAHMS
ACTpAOXAHCKOro MY MuH3Apasa Poccumm

MYJIBTUCUCTEMHAA
ATPOODUA

OnuBonoHToUepebennspHas atpodus

OpamHaTtop: Noparmmo SMMPAH K.
Kypatop: QCCUCTEHT KA EAPHI, K.M.H., [p1ropbesa KOAMA [PUropbeBHA



MyAbTUCUCTEMHAOS aTpodomna (MCA) — crnopaamyeckoe
NPOrPECCHPYIOLLLEE HEMPOAETEHEPATMBHOE 30D0OAEBAHMNE C
NOPAXKEHNEM OA3AAbHbIX TOHTAMEB, CTBOAQ MO3rA, MO3XEYKJ,
CMMHHOTO MO3rd, NPOABAFOLLLEECH MAPKMHCOHMUIMOM,
MO3XXEYKOBOM ATAKCHUEM, BETETATUBHOM HEAOCTATOYHOCTbBIO U
MMPAMUAHBIM CUHAPOMOM B PA3AMYHbBIX COYETAHMUAX.

(Quinn N., 1989; Consensus Committee..., 1996).




KAACCUPUKALMA MCA

B 30BMCMMOCTM OT NPEOOAAAAHMSI TEX MAMN MHBIX CUHAPOMOB BbIAEAAOT 3 OCHOBHbIX
KAMHM4eckmnx Tmina MCA (Consensus Committee..., 1996):

~1) CTOMATOHUTPAABHYIO AETEHEPALMIO (CTPUATOHUTPAABHBIM TN MCA),
XOPAKTEPMIYIOLLLYIOCH MPEOOBAAAAHMEM B KAMHUMYECKOW KAPTUHE CUMMIMNTOMOB
NAPKMHCOHU3IMA;

~2) OAMBOMOHTOLLEPEDEAAIPHYIO ATPOJOUIO (OAMBOMNMOHTOLLEPEDEAAIPHBIM TN MCA),
XAPAKTEPMIYIOLLLYIOCSH MPOEODOAAAAHMEM B KAMHMYECKOM KAPTUHE MO3XKEYKOBOM ATAK
CUu;

~3) cMHAPOM LLag-Apenaxepa, XapaKTE PU3YIOLLLMMCI AOMMHUPOOBOHMEM B
KAMHMYECKOM KAPTMHE CMMMNTOMOB MPOrPECCUPYIOLLLEM BETETATUBHOM
HEAOCTATOYHOCTH, MPEXAE BCETO OPTOCTATUYECKOM TMMOTEH3UMN.

B TeX HEPEAKMX CAYHOIX, KOTAQ HEBO3MOXXHO BbIAEAMTb BEAYLLIMA CUHAPOM,
MCMOAb3YIOT TEPMUH «CMELLIAHHBIM T MCA) (Quinn N.. 1994).



KAACCUPUKALNA MCA

Second consensus statement on the diagnosis of multiple system atrophy.

American Autonomic Society and American Academy of Neurology in 2007

MSA-P, "p" = parkinsonian subtype
(NpeobAaACIOT NAPKMHCOHOMOAODHbBIE CUMMTOMGBI)

MSA-C, "c" = cerebellar dysfunction subtype
(XapaKTepmsyeTcs NporpeccHpytoLLEN ATAOKCHUEN U AM3APTOUNEMN)



Pa3nnyHble kKnnHmndeckne sapuaHTtbl MCA onucbiBa/INCh B inTepaType nof pasHbIMU
HasBaHnAMM ¢ KoHua XIX Beka (Pierret M., 1871; Menzel P., 1891; Royet M., Collet L., 1893).

[1To MHeHMo N.Quinn (1994), oanH n3 60/MbHbIX, onucaHHbIX J.Parkinson (1817) B «3cce o
ApoxaTesibHOM napasinye», Ha camom aene ctpagan MCA. B 1900 r. J.Dejerine n A.Thomas
onvcasin 2 cnopaanyecknx cayyas nporpeccmpyroien Mo3XXeukoBon AgereHepauum ¢ No3aHUM
HauasioM, coyeTaBLUECs C NMapKNHCOHN3MOM 11 BEreTaTBHOW ANCPYHKLUMEN, BNEPBbIE
MCNo/b30BaB TEPMUH «OJINBOMNOHTOLEpPebennsapHasa arpodus» (OlLIA), KOTopbIn oTpaxa
OCHOBHbIe natoMopdponorMyeckne n3mMeHeHus y atnx 6onbHbIX. B 1918 1. von Stauftenberg
BrepBble AnarHoCTMpPOBasl O/IMBOMNOHTOLIEpEGEeNIAPHY0 aTtpodurio NPU XN3HW, BbIABUB
COUYETaHNE MO3XEUKOBbIX, BeretaTuBHbIX U MapKUHCOHUYECKMX CUMNTOMOB, a Mpw
nocseaytowemM natoMopgos1I0rnyeckom uccaeaoBaHnm 06HapyXmna N3MeHeHUA He TOMbKO B
ofinBax, MOCTe N MO3)Keuke, HO 1 B 6a3asibHbIX raHrimax. B 1960 r. G.M.Shy n G.A.Drager
onucann 2-X 60MbHbIX C TAXXE/I0N BEreTatMBHOW HEAOCTATOYHOCTbLH), COYETaBLLENCSH C
NaPKMHCOHM3MOM, NUPaMULHBLIMA N MO3XXEUYKOBbIMY CUMOTOMaMMN, ANCTaSIbHbIMU
amnoTpodpusiMm. latoMopgooIorMyeckoe nccefoBaHe B O4HOM 13 3TUX Cly4aeB BbISIBUIIO
coyeTaHne nameHeHun, npucywmx OrLA, ¢ nereHepaumen 6asasibHbIX raHI/IMEB U
cuMnaTUYeCKNX HEMPOHOB 6OKOBbLIX POroB CANHHOIO MO3ra.

TepMuUH «cTpuatoHurpasibHaa aereHepaunsa» (CHZA) 6bin Brnepsblie npeasioxeH R.D.Adams, L.
van Bogaert, H. van der Eecken (1961,onucaBwmnmm 3-x 60/bHbIX C 6bICTPO NPOrpeccupyoLmnm
aKVHETUKO-PUrNAHbIM CUHAPOMOM, TPEMOPOM, NUPaAMUAHLIMA 3HaKaMu, AN3apTpPUeEn, atakcuen
N HeaepxaHnem Mo4vn. NatomMopdoornyeckn y HUX 6bInn BbISAB/IEHbI CHXKEHME YNCIEHHOCTH
HEeNpPOHOB U [N1O3 B CKOpP/yne, YepHOW CyOGCTaHLU M1, CTBOME N MO3XKEUKe.



MSA mmeeT pacnpoCcTpaHeHHOCTb 1,9-4,9 caydas Ha 100 000, pmck 3000AEBAEMOCTU
NoBbILLAETCH Y AtoAen cTtapLue 50 AeT, HO He cTapLue 70. [TopaXXAET YALLLE AULL MYXKCKOTO
MOAQ B COOTHOLLEHMM 1,4-1,9/1

MSA-P gBAseTca BoAee paCnpOCTPAHEHHbBIM BAPUAHTOM B EBporne 1 B CLLA, 4TO COCTOBASET
OKOAO 65% BCEX CAYHOEB.

B AnoHmm MSA-C npucytcTeyeT y 83,8% OT YUCAQ BCEX MALMEHTOB C MSA. OTa pa3HULA
MOXET ObITb BbI3BAHA €LLEe HE MOAHOCTbIO NMOHATOM T’EHETUYECKOM MPEAPACTNTOAOXEHHOCTbIO
N BAMAHUEM OKPYXKAIOLLLEM CPEADI B MATOreHe3e 3000AEBAHMI. CPEAHAT BBDKMBAEMOCTb
KOAEDAETCA OT 6 AET AO 9 A€ET. [10 APYTUM UCTOYHUKAM AO 15-20 AerT.

Yabe |, Soma H, Takei A, Fujiki N, Yanagihara T, Sasaki H. MSA-C is the predominant clinical phenotype of MSA in Japan:
analysis of 142 patients with probable MSA. J Neurol Sci. 2006;249:115-21

(https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4552412/#CR7)



B ocHoBe MCA AEXUT M3DUMPATEABHAA AETEHEPALMA ONMPEAEAEHHbIX TPYMNM HEPBHbIX U
AMAABbHBIX KAETOK LUIHC, NpriYrHbI KOTOPOM OCTAOTCA HEU3BECTHLIMM. B OTAMYME OT bI,
OYHKLMA MUTOXOHAPUMAABHOM AbIXATEABHOM LLEMM Y OOAbHBIX MCA He M3MEHSIEeTCH,
CYLLLECTBEHHO HE CHMXEH M YPOBEHb ECTECTBEHHOIO AHTMOKCHMAQHTA BOCCTOHOBAEHHOTO
FAYTOTMOHQO B ©OA3AAbHbIX TAHTAMSX.

TAKMM ODPA30M, OKUCAUTEAbHBIM CTPECC, MO-BUAMMOMY, HE UTPAET CTOAb BOXKHOM POAM B
nartoreHese 3000AeBAHMS, KAK Mpu bll. [NoBbILLIEHME ODLLLETO COAEPXKAHMS XXEAE3A U
ADEPPUTUHA B MO3re Y O0AbHbIX MCA, MO-BUAMMOMY, MMEET HECNELIMADMYECKMM XAPAKTEP.
P.A.Hanna et al. (1999), npoaHaAnsnposas cBeaeHMd O 100 60AbHbIX C MCA, OTMETUAM
HEODbLIMAMHO BbICOKMM MPOLLEHT AMLL (11%), KOHTOKTUPOBABLLUMX C TOKCHUYECKMAMM
BELLLECTBAMMU, B TOM YMCAE C OPTAOHUYECKMMM PACTBOPUTEAIMM (N-TEKCAH, BDEH3EH,
METUAMNIODYTUAKETOH M AP.), MECTULMAAMM, DOPMAABAETUAOM.

2T AQHHbIE MO3BOAMAM BbIABUHYTb TMMOTE3Y, YTO B OCHOBE MCA AEXUT reHETUHECKM
AETEPMUHMPOBAHHAS MOBbILLEHHAS YYBCTBUTEABHOCTb LLEHTPOABHOM HEPBHOM CUMCTEMbI K
BHELLIHMM TOKCMYECKMM CDAKTOPAM.



MYABTUCUCTEMHYIO ATPOOUIO MOXKHO OOBACHUTL KAK MOTEPIO KAETOK U TAMO3 AU
NPOAMAOEPALLUIO ACTPOLLMTOB B MOBPEXKAEHHbIX YH4ACTKOX LLEHTPAABHOM HEPBHOM
CUCTEMBI. ITO MOBPEXAEHME ODPA3YET YYACTOK, KOTOPbIM HA3LIBAETCA TAMOAbHbIM
PYOLLOM.

[TOUCYTCTBME STUX BKAIOYEHMM (TAKXKE M3BECTHbIX KAK BKAIOYEHMA Papp-Lantos) B
LLEHTPOX ABMXKEHMS, KOOPAMHALIMA, M BETETATUBHbBIX LLEHTPOX TOAOBHOIO MO3rd 9BAIETCH
OMNPEAEAIOLLIMM TMCTOAOTUHECKMM MPU3HAKOM MSA.

HeaAasHMe nccaeaoBaHmd (B 2015 roAy) MOKA3AAM, YTO OCHOBHbIM KOMIMOHEHTOM
FAMAABHbBIX LIMTOMAQ3MATUYECKMX BKAIOYEHMM GBAFETCH AABJOA-CUHYKAEUH. MyTALMS B
OTOM BELLLECTBE, MOXET UTPATb OMPEAEAEHHYIO POAb B PA3BUTMI DTOIO 3000AEBAHMA.
Tay-6eAkm Takxke BbiAr OOHApPY>XeHbI B HeKOTopbIX GCIS.

https://www.ucsf.edu/news/2015/08/131416/new-type-prion-may-cause-tfransmit-neurodegeneration



OAMBOMOHTOLIEPEDEAAIPHAA AETEHEPALIMA — 3000AEBAHME, B OCHOBE KOTOPOTO
AEXAT AETEHEPATMBHbBIE M3MEHEHUA OMPEAEAEHHBIX CTRYKTYP MO3Fa — OAMB,
BEHTPAAbHbIX SAEP N BOAOKOH MOCTQO, OEAOTO BELLLECTBA MO3KEYKA M €r0 HOXEK,
NPOABAAOLLLEECSH MPOrPECCUPYIOLLLEN MO3KEYKOBOM ATAKCHEMN.

OAMBOMOHTOLLEPEDEAAIPHAOA ATPODPMA BepPBble onmcaHa B 1900 roay X. AexepeHom
M TOMQACOM.

OTUOAOTUYECKM U MATOTEHETUYECKU OAMBOTIOHTOLLEPEDEAAIPHAA ATPpOdOMS, BEPOATHO,
retTeporeHHa, NOCKOAbKY BCTPEYAIOTCH KOK CMOPAAMNYECKME, TOK M HOCAEACTBEHHO-
cemenHble OOPMbl OAMBOTMOHTOLLEPEDEAAIPHOM ATPOJOUM, HOCAEAYIOLLMECH KAK NO
AYTOCOMHO-AOMMHAHTHOMY, TAK M MO AYTOCOMHO-PELLECCHMBHOMY TUMY.



[TATOMOPTOOAOTNS

XApAKTEPHbIMM MATOMOPAOOAOTMYECKMMM MPU3HAKAMKM OAMBOMOHTOLLEPEDEAAIPHOM
AETEHEPALMM IBAIIOTCA:

~ACUMMMETPMYHAS ATPOdOUST OEAOTO BELLLECTBA MO3XKEYKA, BbIDAXKEHHAS B OOAbLLEN CTEMNEHM B
NOAYLLUAPMUSX, YEM B HEPBE, MPU COXPAHHOCTU SAEPHbBIX OOPA30BAHMIM MO3XKEYKQ;

=CMOPLWLMBAHME N TAMO3 AAEPL MOCTA N AETEHEPL AL MNA Cpe.A.Hel;I HO>XKM MO3IXKEHKA,

~CMOPLLIMBAHME U TAMO3 OAMB, YTPATA HAPYXKHbIX AYTOOOPA3HbIX BOAOKOH B MO3XKEYKE M
AEreHepaUMa HMXKHEN HOXKM MO3KEYKQ;

~BTOPUYHAS YTPATA IPYLLEBMAHBIX HEUPOLIMTOB (KAETOK [1YPKMHBE), TAQBHBIM ODPA30M M3
BHYTPEHHETO MOAHYAIPHOIO CAOS KOPbI MO3XKEYKQ;

~MNOAHOS COXPOAHHOCTb BEPXHEM HOXKM M KAOYKO MO3XKEYKA, O TAKXKE Y3EAKA HYEPBS.

B GOABLLUMHCTBE CAYHOEB MATOAOTMYECKME U3MEHEHMA AMADADY3HbI. [1PM TMCTOAOTMYECKOM
MCCAEAOBAHMM B MOPAKEHHbBIX OTAEACOX MO3Ia OMPEAEAIOTCH AEMUEAMHU3ALMNG HEPBHbIX
BOAOKOH, AETEHEPATUBHBIE M3MEHEHMST HEMPOHOB M PA3PACTAHME HEMPOTAMM.



KAMHUM4YecKkasa KapTHUHA

[leppBbIM CUMIMITOMOM CMOPAAMNYECKOM CDOPMbI OAMBOTMOHTOLLEPEDEAAIPHOM
AEreHepaUMm 9BAIETCH ATAKTMYECKAS MOXOAKA, YALLLE MOIBAFOLLLAACSA B BO3PACTE
35—40 AeT, OAHOKO OHO MOXXET BCTPEYATLCH U Y AETEMN.

3aTEM NOFBAJETCH AMZAPTPMS, ATAKCHA PYK, MHTEHLLMOHHbIM TOEMOP U TPEMOP
FOAOBbI, MHOTAQ HODAIOAQETCH MOBbILLIEHME CYXOXMAbHBIX PEJOAEKCOB,
MNATOAOTUYECKME MMPAMMAHDBIE 3HAKM.

HacTo Y OOAbHbBIX OTMEYAETCH TAKXKE HEAEPXXAHME MOYM, A HO DOAEE MO3AHMX
CTOAMAX 30DOAEBAHMS MCUXMYECKME HAPYLLEHUS B BUAE AEMNPECCUM NAU
AEMEHLMUN, MAPKMHCOHOMOAODHBIM CUHAPOM, TMNEPKMHE3LI, CHMXXEHUNE OCTPOTH
3PEHUA BCAEACTBUE MUTMEHTHOTO PETUHUTA, OCOTAABMOMAETMS, NAPE3S
MUMMYECKOUN MYCKYAQTYPbI, OYABOAPHbIE HAPYLLEHMS, CHUXEHUNE MAM
OTCYTCTBUE CYXOXMAbHbBIX PEJOAEKCOB.



[1o KAaccndomkaumm KEHUICMAPKA M BaMHeEpPaA pA3AMYALOT 5
TMMOB OAMBOMOHTOLLEPEDEAAIPHbBIX AETEHEPALLUMN.

OAMBONOHTOLLEPEBEAAAPHAA ATPOPUS

| Tin (OPCA type 1) — OAMBOMOHTOLIEPEDEAAIPHAI AereHepaumd MeHueas (P. Menzel,
1890) — npogeasetcsa B Bo3pacTte 30—40 AeT, HOCAEAYETCH MO AYTOCOMHO-
AOMMHAHTHOMY TUMY. B MATOAOTMYECKIMIM MPOLLECC BOBAEKAIOTCH ABUTATEAbHbIE HEUPOHD
N 30AHUNE KOPELLKM CIIMHHOIO MO3Ira M CIIMHHO-MO3XXEYKOBbIE MYTU. Y BOAbHbIX OObIYHO
HAQ OOHE LLEHTPAAbHbBIX NAPRAAMYEN MPOTPECCHMPYIOT CUMMNTOMbI MEPUMTDEPUYECKOTO
napesd, HODAIAQKTCHY CEFMEHTAPHbIE PACCTPOMCTBA YYBCTBUTEABHOCTM.

Il Tn (OPCA type 2) — OAMBOMOHTOLLEPEDBEAAIPHAA AETEHEPALIMNA PUKAEPA —
BuHkaepa (A. Fickler, 1911; C. Winkler, 1923) — 4yaLL.e Ha4ymHaeTcs B Bo3pacTte 20—30
AET, HOCAEAYETCS MO AYTOCOMHO-PELLECCMBHOMY TUMNY. OCOOEHHOCTBIO €0 9BAIETCH
OrPAHMYEHHOCTb MATOAOTMYECKMX M3IMEHEHMM B MO3Te, KOTOPbIE AOKOAM3IYIOTCH TOABKO B
AAPOAX OAMB, MOCTA, TPYLUEBUAHBIX HEUPOLIMTAX, YTO KAMHUYECKM MPOIBAIETCH
CUMMTOMOMM MO3XKEYKOBOM ATAKCUM, MPEUMYLLLECTBEHHO B KOHEYHOCTSX.



OAMBONOHTOLLEPEBEAAAPHAA ATPOPUS

[1o KAaccndomkaumm KEHUICMAPKA M BaMHeEpPaA pA3AMYALOT 5
TMMOB OAMBOMOHTOLLEPEDEAAIPHbBIX AETEHEPALLUMN.

Il Tin (OPCA type 3) — OAMBOMOHTOLLEPEDEAAIPHAA ATPOdOMI C AETEHEPALMEN
CETYATKM, OMMCAHHAA PpomaHom (J. Froment, 1937) n XaseHepom (W. Havener, 1961)
— BCTPEYOETCA B AETCKOM BO3PACTE, HOCAEAYETCA MO AYTOCOMHO-AOMUHAHTHOMY TUMY
M XOPAKTEPUMIYETCH NOPTXKEHMEM CETYATKM B BUAE AETEHEPALIMMN €E TAHTAMO3HbIX
HEMPOLMTOB U MUTMEHTHOM YOCTU. KAMHMYECKM 3000AEBAHME MPOJBAIETCH
NPOrPECCUPYIOLLIUM CHUXKXEHMEM OCTPOTbI 3PEHMS; MHOTAO CAENOTA COMPOBOXAOETCH
MNOAHOM OOTAABMOMAETMEN, HUCTATMOM.

IV 11n (OPCA type 4) — OAMBOMOHTOLIEPEDEAAIPHAI AereHepaumd LLlyto—Xammakepa
(J. W. Schut, W. Haymaker, 1950) — HO4YMHOETCS B IOHOLLIECKOM MAM MOAOAOM
BO3PACTE, HOCAEAYETCA MO AYTOCOMHO-AOMUHAHTHOMY THMY. B MATOAOIMYECKUM
npouecc Bosaekatotcd VI, IX, X v XIl napbl YepenHbIX HEPBOB M 3yB4aTOE FAPO
MO3KEYKA. Y BOAbHbIX HODAIOAQKOTCA NAPRAAMYN MUMMYECKON U OYABOAPHOM
MYCKYAQTYPBbI.



OAMBONOHTOLLEPEBEAAAPHAA ATPOPUS

[1o KAaccndomkaumm KEHUICMAPKA M BaMHeEpPaA pA3AMYALOT 5
TMMOB OAMBOMOHTOLLEPEDEAAIPHbBIX AETEHEPALLUMN.

V 1mn (OPCA type 5) — OAMBOMOHTOLIEPEDEAAIPHAI AETEHEPALIMA C AEMEHLIMEMN,
OdOTAABMONMAETMEN U DKCTPAMMPAMUAHBIMM HOPYLLUEHMAMM, ONMMCAHA KapTepom
(Carter) ¢ coastopamm HaHAAEPOM 1 BrbuHbIM (Chandler, Bebin, 1956). 3aboAeBaHme
HAQYMHAETCH B AETCKOM MAU MOAOAOM BO3PACTE, HOCAEAYETCH MO AYTOCOMHO-
AOMMHAHTHOMY TUMY. DKCTPAMUPAMMAHbBIE HAPYLLIEHMS MPOIBAJIOTCS B BUAE
NAPKMHCOHOMOAODHOIO CMHAPOMA M COMPOBOXAAKTCA OJOTAABMOMAETUEMN.
KAMHMYECKQAS KAPTMHAO OBYCAOBAEHA PACMNPOCTPAHEHMEM MATOAOTMYECKMM MPOLLECCA
HO YEPHOE BELLLECTBO, SAPA TAO30ABUTATEABHOIO HEPBA N HEMPOHbI KOPbI AODHBLIX AOAEM
OOAbLLIMX MOAYLLAPWN MO3IQ.



ANATHOCTHKA

Kputepmm AMArHO3a OAMBOMOHTOLLEPEDEAAIPHOM AETEHEPALIMM

* MO3>XE4YKOBAS ATAKCUSA, AM3APTPMUSA, SKCTPANMMPAMUAHBIE HOPYLLEHMUS,
AQ30ABUIATEAbHbBIE PACCTPOUCTBA, AMCOArNI, AMCHOOHUS, HOPYLLEHME COYHKLLMM
CCPUMHKTEPOB, AEMEHLLUSA.

e boAe3Hb HEYKAOHHO nporpeccuHpyert B teveHme 10-15 Aer.

e [pamasg AHK-AMArHOCTUKA BbIABAIET SKCMAHCUIO TPMHYKAEOTUAHBIX CAG-NMOBTOPOB
cBbiLLe 40 Konmm B AoKyce 60p22-23 npm CNMHOLLEPEDEAAIPHOM ATAKCHM MEPBOTO TMMNA UAM
AOKyce 12923-24 npu CnMHoLEPEDEAAIPHOM ATAKCUM BTOPOTrO TMNA.

e [lpu npoBeaeHUM MPT 0OCAEAOBAHMSA OMPEAEAIETCA ATPODMI MOCTA MO3IA U
MNPOOAOATOBATOIO MO3rd, MCTOHYEHUE CPEAHEN HOXKM MO3XKEYKA, PACLLIMPEHME
CYOAPAXHOMAOABHbBIX MOOCTPAHCTB M XXEAYAOYKOB MO3rQ.



AMArHO3 YCTAOHABAMBAIOT C
MOMOLLLbIO MATHUTHO-PE30OHAHCHOM
TOMOTPAOMM, KOTOPAS NPU
OAMBOMOHTOLLEPEDEAAIPHOM
ATPOJOUM BbISBAIET MCTOHYEHME
CPEAHEN HOXKM MO3KEYKQA,
ATPOMPMIO MOCTA M MPOAOATOBATOrO
MO3rQ, paCLLUMPEHME
OKOAOMOCTOBOM LIMCTEPHDI,
CYOAPAXHOUAOAbHbIX MPOCTPAHCTB
M XKEAYAOYKOB MO3rQ.

XAPAKTEPEH UCUMMNTOM KPECTAN)
HO OKCUAAbHbIX CPE3AX MOCTQ,
AYYLLIE BCETO BbIIBAIEMbIN B T2-U
AP IY3IMOHHO-B3BELLIEHHOM
pexmmax. OTMeYeHHAd KAPTMHA
«Kpectan opMUpPYyETCH
COYETAHUEM MOAOCKMN M3MEHEHHOTO
CUTHAAQ OT AETEHEPUPYIOLLLMX
nonepeYHbIX BOAOKOH MOCTA C
NepneHAMKYAIPHOM MOAOCKOM OT ;‘.\‘
BOAOKOH LLIBQ.

h’r’rps://rodiopoedio.org/cbse.s/ho’r—cross—bun—sign—of—mul’riple—sys’rer*g,—q’rg y



AMdpdpepeHUMAAbHBIM AMATHO3 OAMBOMOHTOLLEPEDEAAIPHOM AETEHEPALLMM MPOBOAAT C:

ANATHOCTHKA

~MO3XKEYKOBOU ATAKCHMEN PAIAMYHOM STUOAOTMM,
~HOCAEACTBEHHOM ATAKCHEN PPUAPENXA,
~HACAEACTBEHHOM aTaKcHmen [Nbepa Mapwu,
~PACCEIHHBIM CKAEPO30M,

= OMYXOAIMM MO3XKEYKQA,

~OBEHUABHBIMU ADOPMAMMU NMAPKUMHCOHMIMA M OOMEHHBIMK 30DO0AEBAHUAMM,
XAPAKTEPU3YIOLLIUMMCH MO3KEYKOBLIMM HAPYLLEHUIMM — ADETAAMMONPOTEMHEMMEN,
CMHAPOMOM Pedocyma, BOAE3HBIO XAPTHYMNA, A TAOKXKE AMMADOTMCTUOLIMTO3OM HEPBHOM
CUCTEMBI.



AevyeHune
AeyeHme CUMMNTOMATHUYECKOE.

[MoenapaTtbl L-DOPA MOrytT HO KOPOTKOE BPEMA CMNOCOOCTBOBATH
YMEHbLLEHUIO PUTUMAHOCTU U TMIIOKMHE3UM.

B CAy4QO€E PA3BUTUA OPTOCTATUHECKOMU TMIMOTEH3UM OMNPEAEAEHHbIM
MNOAOXMTEAbHbIM DCPAOEKT OTMEYAETCSH MPU HAZHAYEHNM MUAOAPHUHA,
3PUTPONOSTUHA.

[TOMMEHAIOT COCYANCTO-METADOAMYECKYIO TEPAMMIO. [1POBOASIT KYPChbl
HecneumnmdmyeCckoro OBLLLEYKPEMAIIOLLETO AEYEHMA, MACCOX, A€4EDHYIO

JOMBKYABTYPY.
[1pOrHo3
TevyeHne 3000AEBAHNI MEAAEHHO MPOrPECCHPYIOLLLEE;

MNPOOAOAXMUTEABHOCTb XM3HM OOAbHBIX MOCAE MOABAEHMS MEPBLIX CUMMNTOMOB
OoAe3HM B cpeaHeM 20—25 AerT.
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ANEKCAHAPO-MAPHUHCKAR
OBNACTHAR KNWHUYECKAR 501bHULA

Kadbeapa HeBpoAOrMmM 1 Hempoxmpyprm
C KYPCOM MOCAEAUTNAOMHOIO ODPA30BAHMS
ACTpAOXAHCKOro MY MuH3Apasa Poccumm
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Red flags for MSA, reproduced with the courtesy of Wiley and Sons

Red flag

Early instability with recurrent falls

Rapid progression

Orofacial dystonia

Camptocormia

Pisa syndrome

Disproportionate antecollis

Contractures of hands or feet

Jerky tremor

Diurnal inspiratory stridor

Nocturnal inspiratory stridor

Inspiratory sighs

Severe dysphonia

Severe dysarthria

Severe dysphagia

REM sleep behavior disorder

Sleep apnoea

Excessive snoring

Cold hands/feet

Raynaud’s phenomenon

Emotional incontinence - crying

Emotional incontinence - laughing

Past history of documented hypertension

Definition
within 3 years of disease onset
“wheelchair sign”: dependent < 10 years from disease onset
based on clinical judgment
prolonged episodes of forward trunk flexion
prolonged episodes of lateral frunk flexion
severe neck flexion, minor flexion elsewhere
excluding Dupuytren’s or contracture due to other known cause
irregular postural or action tfremor of the hands and/or fingers with definite myoclonus
based on clinical judgment
based on clinical judgment
involuntary deep inspiratory sighs/gasps
based on clinical judgment
based on clinical judgment
based on clinical judgment
intermittent loss of muscle atonia and appearance of elaborate motor activity (striking
out with arms in sleep often with talking/shouting) associated with dream mentation
prolonged arrests of breathing
increase from premorbid level, or newly arising
new development of coldness and color change — purple/blue — of extremities, with
blanching on pressure and poor circulatory return
new emergence of painful “white fingers”
Inappropriate crying without sadness
Inappropriate laughing without mirth
based on clinical judgment

https:.//www.ncbi.nim.nih.gov/pmc/articles/PMC4552412/table/Tab2/



