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OYEeHb YacTo MauUVeHTbl HabngaTca y cneyua-
JINCTOB ApPYyroro npoduns uam ¢ pyrum guarHo-
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Yyecknx HabnofeHVA NauveHToB C PasanYHbIMU
deHoTunnyeckumn nopgtunamm MCA. B gByx u3
HUX peyb UAET O KIIMHUYECKU [OCTOBEPHOM Au-
arHose, B TPeTbeM Cjlyyae YCTaHOBJIEH [MarHo3
KnuHnyeckn BepoAaTHon MCA. Bce naumeHTbl 13-
HayanbHO HabnAaNMCh C APYrMI JUArHO3amu.
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ymbrucucremHast arpodus (MCA) — Ts-
XKemoe  HelpofiereHepaTyBHOE  3a60-
JIeBaHMe, XapaKTepysylolleecs BbIpa-
JKEHHO!I 1M OBICTPOIPOrpeccHpyroLeit
BEreTaTVBHON HENOCTATOYHOCTBIO (OPTOCTATMYECKO
TUIIOTEH3Mell, Ta30BBIMM HapylIeHMAMM) B COde-
TaHMM C J[IBUTATeIbHBIMM HAPYIIEHMAMM: aKMHETH-
KO-PUTYIHBIM CHHAPOMOM M MO3)KE€UKOBOI aTaKCHeIt.
ITatomopconornyecku aHHOe 3a60eBaHe OTHOCUTCS
K KJIacCy CUMHYK/IMHOIATHII, OfHAKO B OT/IN4Me OT 60-
nesHn [TapkuHcoHa 1 feMeHIMY C TenbliaMu JleBu, mpu
KOTOPBIX OOHAPY)XMBAIOTCSI HEPOHAIbHBIE BK/IIOYE-
Hus (tenbua Jlesu), st MCA xapaKTepHbI IIMaIbHbIe
BKmouenus (tempifa [Tamma - Jlantoca) [1-3].

B Hacrosilee BpeMs, COIJIACHO AMATHOCTUYECKVM
KputepussMm MexayHaponHoro obiectsa mo 6omes-
Hu IlapkuMHCOHa ¥ JBNUIaTebHBIM PacCTPONCTBAM
(The International Parkinson and Movement Disorder
Society), BBIE/IAIOT 1Ba OCHOBHBIX (peHOTMIIA 3a60Ie-
Banwst: mapkuHconndecknit (MCA-IT) 1 MO3>KeUKOBBII
(MCA-M) moprute (Tabmuiia) (4, 5].

CornacHo atum kpurepusam, MCA mpencTasiseT
€0060i1 CIIOpaIIecKoe Iporpeccupyrolee 3ab0IeBaHme
¢ ne6r0TOM B Bo3pacte crapiie 30 yieT. [I1s mocTaHOBKI
[MarHo3a KIMHM4YecKn moctoBeproiit MCA Heob6xomm-
MO HaJIi4me C/IeAyIoUX CUHIPOMOB:

310

TOIBHY «HayuHbii1
LieHTP HEBPOMOTUMY;
125367, r. Mocksa,
Bonokonamckoe
wocce, 80, Poccuinckas
Degepayus

o aBTOHOMHOJ IMCOYHKIMM (KaK MMHMMYM ORUH
CHMIITOM U3 HVDKEIIePeUVIC/IeHHBIX):

v/ HapylleHre MOYENCITYCKaHUs C 00bEMOM OCTa-

TOYHOI1 Mouy cBblie 100 M1, He 00bACHAEMOE VHbI-

MU IpUYMHAMI;

v’ HellepKaHue MOYM, He OOBSCHIEMOE MHBIMI

TIPITIVHAMIL;

v/ HellpOTeHHas OpPTOCTATUYECKAas TUIOTEHSNA,

a VIMEHHO CHIVDKEHUE CVICTOITYECKOTO apTepyaTbHO-

ro pasnerns (CAJL)/EnacTommdeckoro aprepuab-

Horo masnerns ([JAT) 6omee gem Ha 20/10 MM pT. CT.

yepe3 3 MMHYTHI IIPU MIPOBELEHN KIMHOOPTOCTA-

TIYECKOIT TPOODI;

e IapKMHCOHM3MA CO CTTabbIM OTBETOM Ha IIperaparhl
JIEBOTOIBI MO0 MO3YKEYKOBONM aTakcuy (KaK Mu-
HYMYM [IBa V3 HIDKEIepedMCIeHHBIX CHMITOMOB:
aTaKTM4ecKast IIOXOKa, aTAKCUA IIPU KOOPHVHATOP-
HBIX PO6AX, MOBKEUKOBAsSI AU3APTPUSL, I/Ia30BATA-
Te/IbHbIE HAPYILIEHIS).

JI/Is1 MOCTaHOBKM AVIaTHO3a K/IMHITYECKY BEPOSATHON
MCA HeobxopyMO Hamu4ye Kak MUHIMYM JBYX U3 HI-
JKeTlepeyuNC/IeHHBIX CUHPOMOB:

o aBTOHOMHasA IMCOYHKILMA (KaK MUHMMYM ORVH 13
HIDKeTIepeuMC/IeHHBIX CUMIITOMOB):

v\ Hanmu4me OCTAaTOYHON MOYM, He OObACHAEMOe

VHBIMU IIPUYVHAMY;
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XapaKTepV]CTl/\ Ka NauyneHToB

MokasaTenb KnunHnueckoe KnunHnueckoe KnunHnyeckoe
HabnogeHve 1 HabnoaeHne 2 HabnoaeHue 3
[narHo3s KnuHnueckun KnuHnueckun KnuHnueckun
[oCTOBepHas [OCTOBepHas BepoATHaa MCA
MCA-M MCA-N
Bospact pebrota/pnun- 54/2 61/3 60/3
TenbHOCTb 3abone-
BaHUA, roabl
MepBOHayanbHbIN Mos3eukoBas OcTeoxoHApo3 no3Bo- OpTocTaTnyeckas
varHos aTakcus. HOYHKKaA. bonesHb rMnoTeH3un
XpoHnueckni MapknHcoHa.
npoctatut [lobpokauecTBeH-
HaA runepnnasma
npencTaTenbHom
xenesbl
HapyuweHue + + +
nosefeHus B dpaze
cHa cBAr
AKVHETUKO-PUTUAHBIA  + +++ +
CUHAPOM
CrHpgpom +++ ++ +
MO3XXeUYKOBOW
aTakcum
MupamungHbI ++ - +
CUHAPOM
BbipaxeHHOCTb 40/0 50/20 60/30
opToCTaTUYeCcKom
runoteHsun (CAL/
OAL, Mm pT. CT.)
O6bem ocTaToyHOMN 105 51 100
Mouu, Mn
M3meHeHna Ha MPT Mpu3Hakm aTpodumn lMnepuHTeHcuBHOCTb  Be3 natonormueckmx
BapoNMeBa MOCTa, cKopnynbl, N3MEHEHUIA

MO3Xe4yKa, CMMMNTOM
«KpecTa»

npusHaku atpodum
BaposiMeBa MOCTa,
MoO3XeuKa

BAr - 6bicTpble ABUXeHWA a3, AL - anactonmueckoe aptepuanbHoe aaenexune, MPT — MarHUTHo-pe-
30HaHcHas Tomorpadusa, MCA - mynstrcnctemHas atpodus; MCA-M — MCA, MO3XKeUKOoBbIN NoaTvN;
MCA-I — MCA, napkuHcoHnyeckuin nogtun; CA[l - cuctonnyeckoe aptepuanbHoe faBneHmne

4 HeAEep)XaHne Mo4lM, HE 00DbACHSAEMOE VHBIMU

Ipr4YMHaMM;

v/ HellpOTeHHas OpPTOCTATMYECKAas TUIIOTEH3M,
a mmenHo cHwkenne CAJI/ITA]l 6omee yem Ha
20/10 MM PpT. CT. yepe3 10 MUHYT IIpK ITPOBENEHNN
K/IMHOOPTOCTATUYECKOI IIPOOBI;
o CUHJPOM NAPKMHCOHM3MA WIM MO3)KEUYKOBOJ aTaK-
cuyt (KaKk MMHMMYM OfVIH U3 HIDKeIlepedrCIeHHBIX
CHMIITOMOB: aTaKTI4eCKasl IOXOfIKa, aTaKCUs IIpu
KOOPJIMHATOPHBIX IP00axX, MO3)KEYKOBasi [u3ap-
TP, IIa30/IBUTaTe/IbHbIC HAPYIIEHIIA).
Hecmorpst Ha TO 4TO OONMBIIMHCTBO IMAIVIEHTOB
¢ MCA MOXXHO YCTIOBHO pasfiefinTb Ha [IBA 9TUX IOJ-
tnma — MCA-M n MCA-II - BemyTca pmuckyccun

AHOpees M.H., ®edomosa E.lO., KoHosanos PH., VinnapuowkuH C.H.
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[0 PACIIMPEHNIO CIIeKTPa BbIAEIAEMbIX (DEHOTHUIIOB.
B nepByto odepenp pedb MOET O TaK HAa3bIBAEMBIX ITe-
pexpectapix ¢enotnnax, wim MCA II+M. Oxono
50% maryenToB ¢ MCA-IT uMeoT IpU3HAKM ITOpake-
HIA MO3K€UKa, a 75% nanuenTos ¢ MCA-M - npusHa-
K NIApKMHCOHM3MA. ABTOHOMHAsA JUCQYHKIMA VHO-
IJa MOXKET OBbITh eOVHCTBEHHBIM cumiroMoM MCA,
OffHAKO He YK/IA#bIBAeTCs B (DEHOTWUII IIEePBUIHOIL
BEereTaTMBHOI HEJOCTATOYHOCTM BBUJY MHOTO IIaTO-
reHeTH4YecKoro cybcrpara (oTcyrcTBuA Tenen Jlen).
Jna Takux manueHtoB mnpemiokeHa ¢opma MCA
¢ aBTOHOMHOI aucyHkimert (anrn multiple system
atrophy — autonomic failure, MSA-AF). OtHocuTenpHO
BO3pacTa f1e610Ta 1 IIPOJO/DKUTENBHOCTI 3a00TIeBaH s
TaKOKe TPEIOKEHO [06aBUTh OTHENbHbIE POPMBI, KO-
TOpbIe MO0 MPOTUBOPEYAT CYIIECTBYIOMINM KPUTEPH-
saM, b0 OCTaB/leHbl MM 6e3 BHMMaHMA. 1o MCA
¢ nosgHuM febrotom (rmocime 75 ner; aHrl. late onset,
LOMSA), ¢ pananm ge6roroM (B 30-40 neT; aHIL young
onset, YOMSA), a Taxxe ¢ IPOJO/DKUTENBHOCTBIO 60-
nee 15 et (aurt. long duration, LDMSA) [6].

Jmss MCA He paspaboTaHO METOLOB STHOTPOIIHON
U IaToreHeTHdeckoyl Tepamy. CyUMITOMarHdecKas
Tepamnys BKIIYaeT B Ce0s JiedeHNe aKMHEeTUKO-PUTH-
HOTO CUHIPOMA, YPOTOTMYECKUX HApYLIEHNIT, MefyKa-
MEHTO3HYI0 KOPPEKLMIO OPTOCTATMYeCKO} TWIIOTEH-
3uM 1 3a1I0poB. II0CKO/IbKY KIMHIIeCKMe TTPOSIB/ICHYS
MCA MHOrOrpaHHBI 1 3a4aCTyI0 COUETAIOTCA C JIPYTU-
M1 3200/IeBaHAMY, OTPOMHYIO POJIb B JIEYeHVM UTPAIOT
HeMeIVKaMeHTO3HbIe MeTOMIBL: (puaoTepanms 1 jpeded-
Has QUBKY/IBTYPa, a TaKoKe MPO(UIAKTIKA OPTOCTATH-
YEeCKOV TMIIOTEH3MI U TTajieHuii [7, 8].

IlepeuncrieHHble HIDKe KIMHWYECKME CIyday fie-
MOHCTPUPYIOT (eHOTUIINYeCKOe pasHooOpasue 3a60-
nesaHmit cnektpa MCA 1 TpyZHOCTU ee IMarHOCTUKIL.
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IMauyent B., 56 neT, obpatwicst B Haydmblil LieHTp HeBpPOJIO-
Immn c )KaHO6aMI/I Ha IIaTKOCTb HPI/I XOI[I)6C, HEITOBKOCTDH HpI/I
TOYHBIX JIBVDKEHVSX B PYKax, M3MeHEHUe I[OYepKa B BIfe
M]/IKpOI‘pa(i)I/II/I, a TAaK)XKE€ CMHKOIIA/JIbHbIC 3IIM30[bI Hp]/[ Bep—
TUKAQ/IM3ALMY, HApYLIEHNs MOYEMCIyCKaHWUs B BUJE yda-
IIEHHBIX NO3BIBOB I CKJIOHHOCTD K 3aropam (cTyn fo 1 pasa
B 3-5 cyTOK). IlepBble CUMIITOMBI B BHJie LIATKOCTY HOSBY-
JIUCD 3a 2 Tofia HO OOpallieHys1; paHee HAOMIONANICS Y YPOIora
C IMarHO30M «XPOHMYECKUIT IIPOCTATUT» BBUJY «OCTA0NeHNA
CTPyW» TPV MOYENCITYCKAHVM 1 YYaI[eHHBIX [I03bIBOB, HO IIPU
y/bTpasBykoBoM uccnegoanmn (Y3V1) maromorny npepcra-
TEJIbHOII >Kerie3bl 0OHapy»keHo He 6b110. ITpu mopo6HOM pac-
CIIpoce TaKXKe OTMedaeT MCUe3HOBeHIe IPEKINI OKOTIO 5 JIeT
Hasaj. [l/mTenbHOEe BpeMs pasroBapyBaeT 1 KPUUMUT BO CHe,
PpasMaxmBaeT pyKamu (CO CJIOB CYIIPYTH NaLeHTa). B Teuerne
IBYX JIeT HAOMIONA/ICA C IMAarHO30M «MO3)KeuKoBast aTaKCuA.
XpOHMYECKNMIT IPOCTATHT», TONYYasl HEPOMETabOMIIeCKyo
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Tepammio 6e3 addexra, a Takke TAMCYIO3VH C YMEPEHHBIM
HOTIOKUTEIBHBIM 9P (EKTOM B BIfie CYOBEKTIBHOIO «yIyd-
IIeHNs KadecTBa» ModYeNCITycKaHusA. Ilpym HeBpomormde-
CKOM OCMOTpe: Nal[VIeHT KOTHUTVMBHO COXpaHeH (OLieHKa I10
Momnpeanbckoit KorautyuBHOi Ikane (Montreal Cognitive
Assessment, MoCA) 27 6am1oB), obpaijaet Ha ce0si BHUMa-
HIe TPy6O BBIPOXEHHDIN CHMHIPOM MO3XKEYKOBOJ aTaKCUML:
HapyIIeHNe pedn IO TUITY «CKaHMPOBAHHOI peun», Ipybas

AVICMETPUA N MHTeHHMOHHbIﬁ[ TpEMOp IIpU IIPOBENEHUN KO-

OPZIMHATOPHBIX TPO6. OTMEYACTCS OKMB/ICHME CYXOXMIIb- Py, 1. MarHiTHO-pe3oHaHCHasA TOMOrpadiA FoNOBHOTO Mo3ra NalenTa B A — T1-
HbIX ped)IeKCOB ¢ pacimpenneM ped/eKCOreHHBIX 30H, Ha-  B3gelleHHoe 1306pakeHie, caruTTanbHblil cpes: Ipr3Haky aTpodum Baponvesa MocTa
JM4Me TATOIOTMYECKUX KICTEBBIX CUOATENbHBIX PEQIEKCOB. B BUAE YMN/IOLLEHMA ero OCHOBaHWA, a Takxke pacluvpeHmne 6opo3a mosxeuka. b, B — T2-FLAIR,

T2-B3BelEHHOE 1306paXkeHe, aKCManbHble CPe3sbl: CUMMTOM «KpecTay, Man “hot cross bun”:

VIMeeTcs 7erkas omMrobpafyKiHesys B IPaBOil PyKe, MeIKO- 2
FUNEPVIHTEHCMBHOCTL BOJIOKOH MOCTO-MO3XEUKOBbIX MyTel 1 Afep WBa (OTMeYeHO Kpyrom)

AMIUIATYHbII IIOCTYPATbHO-KMHETUIECKIIT TPEMOP B PyKax.
ITpu npoBeneH KIMHOOPTOCTaTUYeCKON ITPOOBL: B TTONIOXKe-
HUM JieXa aprepuanpHoe ganeHre (AJl) 150/90 mm pT. cT.,
B IIOTIOYKEHMH CTOs1 Yepe3 3 MuHYThI — 110/90 MM PT. CT.

ITposenensl crnemyomue [ONOMHUTENbHbIE METOMbI VIC-
cnenosauyst. IIpu Y3V ocratouHoit Moun ee 06beM COCTaBII
105 m1. Ha MarHuTHO-pe3oHancHoit Tomorpamme (MPT) ro-
JIOBHOTO MO3Ta — IPU3HAKM aTpodyM CTBOJIA MO3Ta B PEKIMe
T1, B pesxume T2-FLAIR - cummToM «kpecta» (puc. 1).

Ha ocHoOBaHMM BBIIIEyKa3aHHOTO, COIACHO KPUTEPUAM
muarsoctuku MCA ot 2022 r., maiuenTy B. 6bU1 BBICTaB/IeH
K/IMHIYEeCKII1 A1arHo3 focrosepHoit MCA-M.

KnuHnyeckoe HabnoaeHve 2

IManment A., 64 ropa, obpatuics B Hay4Hblit LieHTp HEBPOJIO-
THH C >Ka7o0aMu Ha CKOBaHHOCTD U 3aMeMIEHHOCTb, IPOXKa-
HIe B pyKax M Horax (6osblie creBa), HeCTaOWILHOCTD Al
U YacTble 0OMOPOKM, HApyLIeHNMs MOYENCITYCKAaHI B BUTE
3MM30[0B HeflepyKaHMsA, CKITOHHOCTDb K 3allopaM, HaKJIOH To-
JIOBBI BIIepell. 3a 3 rofia o oOpallleHNsaA OTMETII TIOSB/IeHNUe
CKOBAHHOCTH B PyKax, 607ieit B BepXHeil YaCTy CIIVHBI, HAO/II0-
JIAJICA C AMATHO30M OCTEOXOHZIPO3a II03BOHOYHMKA. B Teuenne
IHOTYTOfa TIOSIBIJICS TPEMOP IIOKOsI B JIEBOIL PyKe, ObUT BbI-
CTaBJIeH AMarHo3 «6one3Hb [TapKinHCOHa», Ha3HaYeHa Tepams
IpenaparaMy aMaHTaJWHa U IIPAMUIIEKCOZIOM € HeOOMbIIIM
HIOTIOXKUTE/TbHBIM 3 (PEeKTOM B BUJie YMEHbIIECHNA BbIPAKEH-
HOCTM ApoXkaHus. B Hagane 2021 1. (3a rox o obpaieHus)
OBUI TOCIUTAMIN3MPOBAH C OCTPOIL 3a[€p)KKOIl MOYM, IIpH
Y3W ocTarouHoit Moun o6beM coctau 320 M. IIpoBeneHa
SMULIMCTOCTOMUSA C Ja/IbHEIIell TPaHCYypeTPaIbHOI peseK-
11eit mpocTarbl U 6yxuposaHyeM yperpbl. Ha doHe ganHOI
TepaImy yMeHbIIWICS 06'beM 0CTaTO4HOI Moy (o 170 M),
OfIHAKO CYOBEKTMBHOTO Y/Iy4YIIEHMS ITALMEHT He OTMETIIL
3a 6 MecsLeB 10 obpallieHysA B HayqHbIiT LIEHTP HEBPOIOTMY
HayajMCch SMU3OAMYECKNe CHHKONANbHbIE COCTOSHUA IIpU
BepTHKa/mm3auym co cHypkenneM Al no 70/50 MM pr. cT., 3a-
METHO Y4YaCTUIOCh KONMYECTBO ModeycIyckanmii (jo 10 pas
3a Houb). IIpu paccrpoce cympyra OTMETIIa CHOTOBOpEHMe
B TeUYEHNE JJINTENTbHOTO BPEMEH.

ITpy HeBpONOrMYECKOM OCMOTpE TAlMEHT KOTHUTUB-
HO coxpaHeH (omeHKa 10 MoCA 28 6a/1oB), BbIpayKEHHbII
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aKMHEeTVMKO-PUTMIHbI CUHAPOM C TPEMOPOM IIOKOA B pyKax
u Horax (Gorblie c71eBa), METKOAMIUIUTYHBIM IIOCTYpPalib-
HO-KMHETMYEeCKUM TPeMOPOM B pyKaX. CyXOXMIbHbIe ped-
JIEKCBI OXKVIBJIEHBI, TIATO/IOTIYeCKie pedyIeKChl He BbI3bIBAIOT-
cA1. VimeeTcsl yMepEeHHO BbIPYKEHHDII aTAKTIYECKII CHHIPOM
B BIJie JYICMETPIY IIPY BBIOJIHEHUN KOOPAVHATOPHBIX P06,
TIO3HbIe HAPYIIeHN B Bfie HAKTIOHA TO/IOBHI BIiepe. I1py BbI-
HO/THEHNY K/IMHOOPTOCTATNYeCKOI Ipo6bl AJl B TIO/IOXKEHNI
nexxa 140/90 MM pT. CT., cTOs depe3 3 MuHyThI — 90/70 MM PT. CT.

ITo ganubiM Y3M 0cTaTOYHOI MOYM ee 00beM COCTaBUTT
51 mm, mo ganabiM MPT romosHoro mosra B pexume T2-
FLAIR BblIsAB/IEH NIMHEIHBIN YIaCTOK MOBBIIIEHHOTO CUTHA/Ia
OT CKOP/IIbl, TMIIOMHTEHCUBHDI B pexxume SWI, B pexu-
Me T1 - npmsHaky aTpoduy Bapo/IeBa MOCTA, MO3KEUKa
(puc. 2).

Ha ocnoBanum kputepnes pguarsoctrkn MCA ot 2022 .
HALMeHTy A. ObUI OCTaBJIeH JYIATHO3 KIMHIYeCKY TOCTOBEP-
Hoit MCA-IL

KnnHnueckoe HabnogeHue 3

[Manent C., 63 ropa, o6paTIcs ¢ >kaio6aMyl Ha JacTble Maje-
HMA C IoTepelt Co3HanmsA 1 cHivkenyeM AJl 1o 50/40 Mm pT. CT.
O6patun BHUMaHKe Ha cHibkeHve AJ] o 90/60 okoro 3 et
Hasaj, 10 TOTO MOMEHTA CTPaJa/ TMIIEPTOHIIECKON 6oses-
HpIo ¢ nosbpimienneM AJll fo 160/100 MM prT. cT. 3a moaroza
Io oOpalleHNst — MePBBIl CMHKOIATBHbII SMU30f, PV BCTa-
BaHUY, B JATbHEIIIeM JIJAHHbIe SIM30MIbl CTAMM yJaIaThCA.
OTMeyaoTCad MMIEpaTVBHbIE ITIO3bIBBI K MOYEMCITYCKAHMIO
B HOYHOe BpeM: (7o 4 pa3 3a HO4b). IIpu IpuileNbHOM pac-
cripoce GbUIO OTMEYEHO HaIM4ie CHOroBopeHus. B me6rorte
3aboseBaHMA HAOMONANCA Y KapAMosora, IPOBENEHO Olle-
paTMBHOE JledeHMe aTepoCK/Iepo3a KOPOHAPHBIX apTepuit
(cTeHTMpOBaHME 7TeBOJl KOPOHAPHON apTepuyt B BO3pacTe
62 5et), TaKKe 00C/IENOBAaH SHIOKPUHOMOTaMy (BBIAB/IEHBI
FOPMOHA/IBHO HEaKTMBHOE 00pa30BaHMeE JIEBOTO HaIIO¥ed-
HJIKa, Y3/I0BOI 300 B COCTOSHMM 9yTupeosa). Ilpu ocMoTpe
obparnaer Ha ceOs1 BHIMaHNUe Ype3MepHas CYXOCTb KO>KHBIX
TIOKPOBOB. B HeBpomormyeckom craryce: pUriigHOCTD B pyKax
Hpy [IpOBefeHNI Mpob ¢ KOHTpanaTepanbHON aKTUBALVeN,

KnuHuyeckme HabnogeHua
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IIpollfe, IIOCKO/IbKY HEBPOJIOTMYECKIe TIPOOIeMBI C Te-
yeHneM 3a00/1eBaHys BBIXOJAT Ha TIePBbIiI IJIaH ¥ OKa-
3BIBAIOT OOJIBILIOE BIVAHME Ha KAaYeCTBO >KU3HM IIanm-
€HTa.

Y Bcex TpeX IMallMIEHTOB B TE€4YEHME [JINTETbHOTO
BpPEMEHN MME/TNCh «CMa3aHHbIe» CMMIITOMBI: B IIEPBOM
CJTy4ae 3TO HapyIUeH Vsl Ta30BbIX (PYHKLNIT 1 9PeKTH/Ib-
Haa ,uI/IC(byHK].[I/I}I, BO BTOPOM — 60/ B CIIUHE T10 TUITY
«ITala», XapaKTEPHbIE 711 OpTOCTaTM‘{eCKOﬁ TUIIOTEH-
311, B TPEThbEM — HaMETMBIIAsICA TEHIEHINS K CHIDKe-
Puc. 2. MarHUTHO-pe30oHaHCHaA ToMorpadusa ronoBHoOro mo3ra nauveHta A. A — T2-FLAIR, Huto AJl.

AKCUanbHbI CPe3: CUMMETPUYHBIE NIMHEHbIE YYACTKM NMOBbILEHHOTO CUrHana Ot CKOPAymb OyeHb BaKHBII (baKTop — Ham4ue Hapy]_ueHI/II?[
(oTMeueHo cTpenkamn). B — SWI, akcranbHbiii cpes: CUMMETPUYHO CHUXKEHHAA MHTEHCMBHOCTD B (base CHAC 6bICprIMI/I JIBIDKEHISIMH T71a3, KOTOPOe Ha-

CWrHana ot ckopiynel (oTMedeHo cTpenkamu). B — T1-3BelleHHoe n3o6paxkeHe, carnTTanbHbii
] ; YYHAETCS 3a/10/IT0 O MOTOPHBIX U APYTUX HEMOTOPHBIX
Cpe3: NpU3HaKkn aTpodKK BapOMeBa MOCTa, MO3KEYKa (OTMEUEHO CTPESKOM)

MIMPAaMUJIHBLI CUHAPOM ¢ TuIieppedieKcielt, aTomornyecKu-
MU KUCTEBBIMU pedpiekcamy, Jierkast AUCMeTPUs IIPY BBIIION-
HEHM Ia/Iblie-TajIbIIeBO 1 TA/IbLIEHOCOBOII 1p0o6. VIMeeTcst
ME/IKOAMIINTY/{HBI BBICOKOYACTOTHBII MOCTYPaIbHO-KIHe-
THYecKuit TpeMop. I1py npoBeeHNy KIMHOOPTOCTATNIeCKON
mpo6bl: AJl mexxa 110/70 MM PT. CT., B IOMOXXEHUI CULSA —
50/40 mm pr. c1. Onerxa 1o MoCA - 27 6asuioB.

ITo panHbiM Y3M OCTaTOYHOI MOYM OOBEM COCTABUIL
100 M1, o manHbIM MPT romoBHOro Mosra — 6e3 maTonoru-
YeCKMX N3MeHEHMI.

IMaruenty C. Ha OCHOBAHNMM KPUTePJeB TUATHOCTUKI ObUT
TIOCTaB/IeH AMArHO3 KIMMHNIecKy BeposaTHoit MCA.

KpaTko XapakTepuCTUKM MaIJeHTOB IpPUBEIeHbI
B Tabu1e.

O6cyxneHue 1 3aKnoyeHne

Bo Bcex BBIIICONMCAHHBIX CIy4asAX IyTb K BEPHOMY
IVarHO3y y MAaIVIeHTOB ObUI HeIIPOCTBIM: B TeYeHIe
HECKOJIbKIIX JIeT OHM HaOJofamich mubo y Creluam-
CTOB Apyroro mpodwis, m6o ¢ OPyIrUM AUATHO30M.
besycnosHo, pannaa guarnoctuka MCA - Hempocras
3ajlaya: Hecrenuduueckue IpOABICHNA B BUJe HN3-
koro AJl ¥ Ta3oBbIX HapyIIEHMI ITO3BOMAIOT 3aIlOfio-
3pUTh MHbIe 3a00/1eBaHs1 (HAIIPYIMED, YPOIOINIECKHE).
BpicTaBUTD [[YIarHO3 Ha «pa3BepHYTON» CTa[My TOPaszo

JononHutenbHaa nHopmaums
Cornacue nayneHToB

MayueHTbl LO6POBONBLHO NOANVCaNVt MHGOPMMPOBAHHOE COrNacKe Ha ny-
6nMKaLMIo NePCoHanbHON MeANLMHCKON MHPOPMaLMN B 06e3N1YeHHO
dopme B KypHane «AfibMaHax KNVHUYECKOM MefULNHbI».

®uHaHcMpoBaHue

Pa6ota npoBeaeHa 6e3 NpriBNeYeHUA [OMONHATENBHOTO GUHAHCKMPOBa-
HUWA CO CTOPOHbI TPETBYX AL,

KoHGNUKT nHtepecos

ABTOpr LEKNAaPUPYT OTCYTCTBME ABHbIX N MOTEHUMAJIbHbIX KOHd)HVIKTOB
NHTEPEeCOoB, CBA3aHHbIX C COAepKaHeM HacTosALLeln CTaTby.

AHOpees M.H., ®edomosa E.lO., KoHosanos PH., VinnapuowkuH C.H.

KAVHWYeCKMin NoAMMOPO3M MySIBTUCUCTEMHOM aTPODHIM: CEPUA KNMHNUECKMX HAaBMIOAeH N

IIposAB/IeHNI 3a00/1eBaHuA. Y BCeX Tpex NMaliieHTOB Ta-
KIi€ HapyIleHNUs NPUCYTCTBOBA/IN B TE€YEHNE JJINTEb-
HOTO BpeMeHN 10 AebroTa 3a00/IeBaHms, ¥ HECMOTPSI Ha
TO YTO OHM 3HAYMUTEIHHO BAVAIM Ha KadeCTBO >KU3HIA,
0 HIX YIIOMIHA/IM TOJIKO TIPY IIPUILIEIBHOM PacCIIpoce.

Ecmm y nepBpIX IBYX HAaIlVIEHTOB ITpeBaIMpYIOLINi
TUII [BUTATeIbBHOTO HAPYIIEHVs ObUT SICEH, Y IIOCTIEIHe-
TO JaHHBII BOIPOC OCTaeTcsA OTKPBITHIM. HecMoTps Ha
TO YTO Y HETO OTCYTCTBYIOT YeTKMe HelfpOBM3yaI3ali-
oHHble O6uoMapkepsl MCA, Hamuuye cmabo BbIpaXKeH-
HbIX JIBUTATE/IbHBIX HAPYIIEHNIT (MO3YKEUKOBBIX I T1ap-
KIHCOHMYECKVX) JaeT HaM OCHOBAHYIE [Isg VICK/IIOUEeHIS
[MarHo3a IePBMYHON M30/MPOBAHHON BEreTaTUBHOI
HEJOCTATOYHOCTY M IOCTAaHOBKM myarHosa MCA.

Kpowme Toro, y Bcex matmenTtos mpy Y3V 6bU1 BbI-
SIBJIEH JOCTAaTOYHO OOJIBIION 06bEM OCTAaTOYHON MOYI,
YTO CITYKUT OFHMM U3 K/TIOYEBBIX IIPU3HAKOB 3TOTO 3a-
6oneBanus [4].

Takum o6paszom, MCA - TsDKenoe 11 MHBaIMANSUPY-
folljee 3a00/IeBaHIe, JUATHOCTIKA KOTOPOTO YacTo 3a-
TPyZHEHA BBUY HAIMYV KIIMHIIECKIX «MacoK». Jlaxke
C YYeTOM TOTO, YTO KPUTEPUM AMATHOCTUKM JAHHOTO
3a00/IeBaHN YETKO YCTAHOBJIEHDI 1 IIOCTOSHHO OOHOB-
JIAIOTCS, CBOEBPEMEHHBII IMarHO3 TPeOyeT TeCHOTO B3a-
VIMOJEVICTBMA MeX/Y HEBPOTIOrOM U BpadaMM APYTUX
CrIeManbHOCTEl, HalpUMep, YpPOJIOroM, TepaIleBTOM,
KapJMO/IOTOM, SHIOKPUHOIOTOM, COMHOIOTOM. @

YyacTue aBTopoB

M.H. AHpipeeB - cbop, aHanM3 1 CUCTEMATU3aLMA KIIMHUYECKOro MaTepu-
ana, MOUCK W aHanm3 nuTepaTypbl, HanncaHne TekcTa; EO. OegoToBa —
KOHLenumMa CTaTby, aHanM3 U CUCTEMATU3aLMA KIIMHUYECKOTO maTepua-
na, pefaKTNpoBaHVe TeKCTa, YTBEPXKAEHNEe UTOrOBOro BapuaHTa TeKCTa
pykonucu; PH. KoHoBanoB — aHanu3 faHHbIX HelpoBuU3yanusauuu, pe-
[AaKTUPOBaHMe TEeKCTa, YTBePXKAEeHWEe UTOrOBOro BapKaHTa TeKCTa PyKo-
nuncy; C.H. innaprowKrH — KOHUEeNUMA cTaTbl, PeAakTUPOBaHMe TEKCTa,
yTBEpXA€eHVe UTOrOBOro BapuaHTa TeKcTa pykonucu. Bce aBTopbl npounu
1 opobpunu GuHanbHylo BEpCKio CTaTby nepen NybnuKkaumen, cornacHbl
HeCTV OTBETCTBEHHOCTb 3a BCe acneKTbl PaboTbl U rapaHTUPYIOT, YTO UMK
Haanexalluym o6pasom 6binn PacCMOTPEHbI U peLlieHbl BONPOCbI, CBA3aH-
Hble C TOYHOCTbIO U J06POCOBECTHOCTHIO BCEX YacTel paboTbl.
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Clinical polymorphism of multiple system atrophy:

a clinical case series

M.N. AndreeVv' - E.Yu. Fedotova' «

SN. lllarioshkin'

Multiple system atrophy (MSA) is a neurodegen-
erative disorder characterized by autonomous
insufficiency and motor abnormalities, such as
akinetic rigid syndrome and cerebellar ataxia.
The diagnosis of this disorder is challenging,
and quite frequently the patients are seen by
other specialties or with other diagnoses. The
paper presents three clinical observations of pa-
tients with various phenotypic MSA subtypes. In
two of them, the diagnosis of MSA was clinically
proven and in the third one, clinically probable.
All patients were initially followed up with other
diagnoses. The authors describe specifics of com-
plaints and past history registration, neurological

R.N. Konovalov'«

examination and typical signs of MSA at neuro-
imaging.

Key words: multiple system atrophy, differential
diagnosis, parkinsonism, ataxia, autonomic failure
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