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PaCCMOTpeHBI BOIIPOCHI 3TUOIIATOICHE3a U KIIMHUYECKUE 0COOEHHOCTH MyJ'[LTPICPICTCMHOfI anO(bI/II/I. HpI/IBeZ[eHLI JUarHoCTH-

YECKUE KPUTEPUN 3aboseBanus. OnucaHbl TIpU3HaKN MyJ'II)TI/ICI/ICTCMHOf/’I anO(i]I/II/I Y DanueHTOB, HAXOAUBIINXCS HA JICYUEHUU B HEB-

pororuueckoil kimHuKe CHUOMPCKOT0 roCyIapCTBEHHOTO MEAMIMHCKOro yHuBepcurera (r. Tomck). Pa3oOpaH kimHHYecKHid city-

yai.
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The article examines the pathogenesis and clinical features of multisystem atrophy. We present clinical and diagnostic criteria

of the disease. The clinical signs of multisystem atrophy patients treated at the Neurological clinic Siberian State Medical University

(Tomsk). The clinical case was examined.
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B mocnennee BpeMst B 3apyOeKHOH U OTEYECTBEHHOM
JUTEpaType aKTUBHO 00CY>KIAI0TCS BOIIPOCHI STHOJIOTHH,
naToreHe3a, KJIMHWYECKHE IPOSBICHUS HeHpoaereHepa-
TUBHBIX 3a0oyieBaHuil. BrlsaBiena Beaymas posib Hapylie-
HUH MeTabosM3Ma U U3MEHEHUI KOH(QUIypaluu BHYTpPH-
KJIETOYHBIX OEJIKOB C HX MOCICAYIOIUM HAKOIUICHUEM U
arperaliMedl B ONpPENEIEHHbIX TIpynnax HEWPOHOB, 4YTO
MOJKET 3allyCKaTh T'€HETHYECKH 3alporpaMMHpPOBaHHBIC
MexXaHU3MHI TuOenn xietok [1, 3]. MHorue Hefiponere-
HEpaTUBHBIE 3a00JIeBaHMS paHbIIE PacCMaTPUBAINCH B
TpyIIe «MapKUHCOHU3M-IUTIOC». OCHOBY HX KIMHHYE-
CKOM KapTUHBI COCTaBisAiaM cuHapoMm IlapkuHcoHa c
HU3KOH 3((deKTUBHOCTBIO crnenuduIecKoil Tepanuw,
OBICTPO HapacTAOIUINEe KOTHUTHBHbIE HAPYUICHHUS H JIO-
MIOJTHUTEIbHBIE CHUHIPOMBI, KOTOPHIE W OIPEICIHUIN B
MOCJIEAYIOIIEM OTAENbHBIE HO30JI0THYeCKHe (HOpMEI
(mporpeccupyomuil HaAbsIAEPHBIH Mapanuy, MyJIbTH-
cucteMHasi arpodus, neMeHuus ¢ Tenpuamu Jlesu, 0o-
ne3ns [luka u T.7.).

Hazpanme «mynpTicuctemnas arpopus» (MCA) BBe-
mu B 1969 r. Graham u Oppenheimer kak «TepMHH-30HTY.
OH BKJIIOYaeT B ceOs BCe COCTOSHUSA, KOTOPHIE XapaKTepH-

3YIOTCS JIFOOBIMH COYETaHHSMH MMapKUHCOHM3MA, IIPO-
IPECCUPYIOLIEH BET€TaTUBHOM HENOCTATOYHOCTH, MO3-
KEUYKOBBIMH W THpaMuAHbIMH cumnTomMamu. MCA co-
craBisier 10—12% cnydaeB cungpoma IlapkuHCcOHA.
Yactora 3a001m€BaeMOCTH COCTaBiIsgeT 3 ciydas Ha
100 TbIc. HaceneHus, T.e. mpuMepHO B 20 pa3 pexe, 4yem
6o1e3nb [lapkuncona (BIT) [3, 9, 11].

MynsTHCHCTEMHAs aTpoQus OTIMYACTCA MpPEUMYyIIe-
CTBEHHBIM NOpakKeHHeM Oa3albHBIX TaHTJINEB, AP CTBO-
Jla TOJIOBHOTO MO3Ta, MO3KEYKOBBIX CHCTEM, BETCTATHB-
HBbIX HEHPOHOB CTBOJIa U CMHHOTO Mo3ra [1]. Kiunuye-
CKM OHa MpOSBISIETCA COYETAaHHEM IMAapKUHCOHH3MA C
BEreTaTUBHOM HEJOCTaTOYHOCTHIO, MO3KEUYKOBBIMH U
MUPaMUAHBIMHA HapylIeHUsIMH. 3a0oJieBaHHE Yallle BCEro
Bo3HHKaeT B 50—60 et u XxapakTepu3yeTcss OTHOCUTENb-
HO OBICTPBIM IIPOTPECCUPOBAHUEM C JIETATBHBIM HCXOJOM
B TedyeHne 5—7 sert. [TouTn y nmonoBuHBI OOJIBHBIX TO(a-
MUHEPTHYECKUE CPEICTBA YMEHBIIAIOT OCHOBHBIC TPOSIB-
JIeHUs] TapKUHCOHU3Ma, HO uX 3ddekt npu MCA B ornu-
yue oT bII oka3piBaeTCa HECTOMKUM, Yalle BCErO yMepeH-
HBIM M HE CHOCOOEH CYyIIECTBEHHO MOBIHUATH Ha CyIs0y
ATHUX ManueHToB [ 1, 4].
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Panpmre cirygan MCA onmichIBaIMCH IO Ha3BAHUAMHU
«CTpHATOHUTpANlbHAS JereHeparus», «cuaapom I[las—
Hpefimkepa», «OIUBOMOHTOICpeOCIUIApHAsS —aTpodus.
B HacTosIee BpeMsl BCe OHU pacCMaTPUBAIOTCS KaK KIIMHU-
YeCKHe BaAPUAHTHI OTHOTO 3a00JI€BaHMUS, UMEIOIIHE eANHYIO
STHOJIOTHIO, TIATOTeHe3 U MOP(OJIOTHIO, HO pa3iinyaroliye-
Csl IPENMYIIIECTBEHHOM JoKanm3anuei mopaxenus [10].

B 1989 r. B onmuromenaponnTax OONBHBIX C pa3id-
HeiMH BapuantamMu MCA Ob 0OHApY)KEHBI aprhpo-
(bUITBHBIC TIIHANTBHBIC IUTOIUIA3MATHYCCKUC BKIFOUCHUS [4],
W C 3TOTO BPEMEHM CTal0 OKOHYATENhHO sicHo, uto MCA
MPENCTABISACT CO00M OTIEIbHYI0 HO30JOTHYECKYIO (hopMy.
Heckonpko mo3xe nogoOHbIe BKIIFOUSHHUS OBLTH Omperierne-
HBI B Apax TIHAJBHBIX KIETOK, IUTOIDIa3ME U sapax HeH-
POHOB, a TakXke B akcoHax [§]. B ocHOBe BKITFOUCHMIA JICKUT
HaKOIUICHUE O-CUHYKJIeHHA B onuroaeHapouurax [4]. Hei-
POHHBIC IUTOIUIA3MATHUYCCKUE BKIOUeHUs mpu MCA
MO3UTUBHO OKpAIlIUBaIOTCs Ha o-cuHykieuH [8]. Ckormie-
HHE ATOrO OenKa BBIABISIETCS B MHOTOYHCIICHHBIX Je-
TCHEPHUPYIOIINX OTPOCTKAaX B OEJIOM BEIIECTBE, UTO CBH-
JIETETBCTBYET O MaTooruu akcoHoB npu MCA. B HOpMme
0-CHHYKIIEUH COCTOUT W3 140 aMHHOKHUCIIOT U TPUCYTCT-
BYET B MPECHHANTHYCCKUX TEPMHHAISX OJOBHOTO MO3ra
YyeJloBeKa, HO MPH 3TOM OH XOPOILIO PACTBOPUM U HE CBsI-
3aH C KAKUMH-JINOO NPYTHMH OEITKaMH.

Hakxonnenne u arperanus o-CHHYKJICHHA MOTYT OBITH
CBSI3aHBI C M3MEHEHHEM BHYTPHUKIETOYHOTO TOMEOCTa3a.
[lepsruHOE HakoIIeHNE O-cHHYKIenHA pu MCA mpowuc-
XOJIUT B TTIMAJBHBIX KJIIETKAX, & HE B HEHPOHAX, TJIC OHU B
OCHOBHOM OOHApyXHBarOTCs B HOpMe. Kak IMOKa3bIBarOT
IKCIICPUMCHTAIBHBIC JaHHBIC, OJUTOJCHAPOIMUTHI, IIO0-
BHINMOMY, CIIOCOOHBI MPOAYIHPOBATH O-CHHYKJIEHH Ha
paHHEM JTalle CBOETO Pa3BUTHS, HO B MOCIEIYIOIIEM 3Ty
(YHKOHIO B 3HAYUTENBHOW Mepe yTpaduBaroT [4]. B 3pe-
JIBIX OJIMTOACHAPONUTAX O-CHHYKJICHH 00pa3yeTcs JIUIIb
B O4eHb HeOombimoM kommdectBe. [Ipu MCA B onuroneH-
pOLMTaX MPOUCXOIUT HAKOIUICHHE M HEKOTOPBIX IPYIUX
HEHpPOHHBIX OENKOB, HAapHUMep Tay-npoTenHa. B HOpMe
OHM 3KCIIPECCUPYIOTCA HE3PENIbIMU OJUTOIECHAPOLIUTAMU
[4]. OmuromenmpounTapHBIE BKIIOYCHHUS BBIABISIOTCS B
CTPOTO OTPENEeICHHBIX CTPYKTYPax, KOTOPHIC TJIaBHBIM
00pa3oM OTHOCATCS K HaJCETMEHTAPHBIM TBUTATEIEHBIM
cucreMaM (MOTOPHBIC 30HBI KOPBI, THpaMUIHAS, IKCTpa-
MUPaMUIHAS U MO3KEUKOBAST CUCTEMbI) M BETC€TATHBHBIM
CTPYKTypaM IieHTpasibHOi1 HepBHOI cuctemsl (LIHC) [4].

Takum 00pa3oM, OCOOEHHOCTh MAaTOMOP(OJIOTHYE-
ckoit kapTuHEl MCA COCTOMT B TOM, YTO MOBPEXKICHHE

Hayunuwtii u yueonsiii npoyecc: MemoouveckKuil cemunap

TJIMKM TIPEBAIMPYET HAJ TOBPEXKAECHHEM HeHpoHOB. Ilpu
CeMEeHHBIX (opMax OJIMBOMOHTOLEPEOCIUIAPHON aTpodun
0-CUHYKJIEIHA HeT. DTO MOJATBEPK/IACT MOJIOKEHHUE O TOM,
4YTO cropaauueckas (opma OJMBONOHTOLEPEOCIIISIPHON
atpodun B pamkax MCA u cemeliHas (opma MpeacTaB-
JSIOT cOO0H pa3HbIe OOJIE3HM.

MHorue HelipoJereHepaTHBHBIE 3a00JICBaHUSI IMEIOT
HAacJIEJCTBEHHBI XapaKTep WM CBSA3aHBI C HACIEJCTBEH-
HOW TPEpacIoyioKeHHOCThI0. JI0 HAcTOSAIIEro BpeMEHH
cemelHbpIx cinydaeB MCA He ommMcaHO, OJHAKO 3TO He
UCKIIIOYAeT HAJIM4YM HEKOETO CKPBITOTO TCHETHYECKOTO
nedexra, NpeNonpeessiomero IpeapacioioKEeHHOCTD
yenmoBeka k pasBuruto MCA [10]. Ilpeamomararor, 9To
MOJMMOP(GH3M B T'€HE O-CHHYKJIEHHAa MOJXET BIHATH Ha
puck passutust MCA. B03MOXHO, 4YTO TEHETHYECKHE
(axTOphl TPEIONPEAEIAIOT MOBBIIICHHYIO YYBCTBHUTEIb-
HocTh IIHC K BHEIIHUM TOKCHYHBIM BO3ICHCTBHUSM.
P. Harma u coaBT. mpoananu3upoBaiu ceneHus o 100
6opHBIX ¢ MCA 1 otMetmim Bbicokoe unciio (11%) s,
KOHTaKTHPOBABIINX C TOKCHMYHBIMU BEIIECTBAMH, B TOM
YHCIIe C OpPraHMYeCKUMH PacTBOPUTEINSIMHU (N-rekcaH, OeH-
3€H, METHJIM300YyTWIKETOH M JIp.), NecTunuaamu, ¢op-
Maibaeruaom [3].

JoxaszaHno, yTo cuHApoM mapkuHcoHu3Ma npu MCA
00YCJIOBJICH HAPYIICHUSIMH B CTPHOHUTPAIBHOM CHCTEME.
B otmaue ot BIT mpu MCA Hapsangy ¢ mopakeHHEeM dep-
HOTO BEIIECTBa OJIHOBPEMEHHO Pa3pyIIaroTcs A0(haMuHO-
BbI€ pPEeLENTOpsl B cKopiyrne. PaHpine u B Oosblieil cre-
MEeHU CTPaAaoT J0(aMHHOBBIE PEIENITOPHI, IO3TOMY TPH
MCA, Kak ¥ pu HEKOTOPBIX JPYTUX 3a00eBaHusIX (KOp-
TUKOOAa3abHas JIeTeHepalysi, IpOrpecCUpyommil Haab-
SEPHBIA Mapaand), TOBOPAT O «ITOCTCHHANTHYECKOM Tap-
KHHCOHHM3ME» B OTJIMYHE OT «IPECHHANTHYECKOTO Map-
kuHcOoHM3Ma» npu  bBII. IlostomMy wu3-3a mnopaxeHus
nohamuHOBEIX penentopoB mpu MCA 3amecTuTenbHas
Tepanus Ao(paMUHEPTHYECKUMH IpernaparaMi  OOBIYHO
manosddekrusna [1, 7].

B Hacrosimee BpeMsi MPHUHATO BBIACIATH ABE Pa3HO-
BugHocTH MCA B 3aBUCHMOCTH OT IpeodIaiaHus B KIIH-
HUYECKOH KapTHHE MO3XKCYKOBOTO WM aKWHETHKO-
purunHOro cuHapoma. BapuaHT Oone3HH, IpH KOTOPOM
3HAYUTEIIBHO MPe00IIaIaeT MO3KEUKOBBIA CHHAPOM, 000-
3HaYaeTcsl Kak cropajguyeckas Gopma OJMBONOHTOLEpE-
oesiproit arpoduu (OITIA). HacneacteeHHbie (GOpMBI
OIIIA x MCA =e otHocsTcs. Te cimydan, xorna mpeo6ia-
JAI0T SIBJICHUSI TTAPKWHCOHU3MA, NPHHSITO Ha3bIBaTh CTpHa-
toHurpanbHoi nerenepanuei (CHI). Kax mpu OIILA,
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tak 1 npu CHJI o0s3aTensHO HPUCYTCTBYIOT IIPOSIBIIE-
HUSl IPOrPECCUPYIONIEH BEereTaTUBHOM HEJOCTATOYHOCTHU
(ITBH). Panee BBIIEISIIN CaMOCTOSTEIBHYIO TPETHIO (pop-
My OoJIe3HH, NPH KOTOPOW Ha IIEPBBIA IUIAH BBICTyIaja
[IBH. Dra ¢opma obo3nauanach kak cuHiapom Ilas—
Hpeiimkepa. B coBpeMeHHBIX KTacCU(BHUKAIMIX STOT CHH-
JIpOM BBIJIEISITh HE MPUHATO, Tak Kak siBneHus [IBH nme-
IOT MECTO IPAaKTHYECKH BO BCEX CIydasx 3aboJieBaHuS.
[MapxkuHconnsm BosHukaer y 90% OombHBIXx MCA 1 B
LIeJIOM HallOMHHAET CHHAPOM, HaOmoxatomuiics npu bIl,
HO OH OTJIMYAeTCsl OT Hero Mayod 3((EeKTHBHOCTHIO OT
npueMa JIEBOJOIIbI, OBICTPBIM MPOIrPECCHPOBaHUEM 3a00-
JIEBaHUSI, OTHOCHTENIBHO PaHHUM Pa3BUTHEM IOCTYpPajb-
HOW HeycroitumBocTu. Kpome Toro, HaOmomaroTcs Jo-
MIOJTHUTEIBHBIE CUMITOMBIL: MO3)KEUKOBBIC W BEreTaTHB-
Hele HapymeHus. [Ipy MCA napkuHCOHM3M uHalie Je-
OIOTHUPYET CUMMETPUYHO (HE TPOXOAUT THITUYHYIO JUIS
BIl cragmio remumapkuHCOHHM3Ma). Y  OOJIBIIMHCTBA
OOJIbHBIX OTMEYAEeTCsl TPEMOpP, HO KIACCHUECKHH TpEMOp
mokost Habroaercst Toiabko B 10% cirygaeB. Yacto BEISB-
JIIETCS. MPPETYISPHBIM MOCTYpaIbHO-KUHETUUECKUNA Tpe-
MOp, BO3HHMKAIOIIMH BCIEICTBHE HAJOXXEHWS Ha JpOXKa-
TEJIbHBII TMIIEPKUHE3 JIETKMX MHUOKJIOHMYECKUX TO/EPTH-
BaHUI MaibleB (MUOKIOHHYECKHA TpeMop) [1, 3, 4, 6, 7].

3aboneBanue pas3BuBaeTcs B Bo3pacte 45—60 yer.
CpenHsist IpoIOIDKUTENEHOCTE O0me3nu 5—7 net. CmepTs
00BIYHO HacTymaeT BeienacTsue ocioxueHuit [IBH: cep-
JICYHO-COCYTUCTOH  HEOCTAaTOYHOCTH, HMH(MEKIIMOHHBIX
OCJIO)KHEHHUI BCJIC/ICTBHE HapylIeHUs! (QyHKIMH MOYenc-
IyCKaHus (BOCXOAsIIass MH(PEKINs) WIM BO3HHUKHOBEHUS
nposiexxHel. Pexxe mpuumHON cMepTH ObiBaeT achukcus
WIN aclUpaldOHHas NTHEBMOHUS C HapylIeHHEM OyJib-
OapubIx QyHKIMH. TedeHue 3aboneBaHUS MOXKET OBITH
pa3mmyHBIM. OTO cBA3aHO ¢ Tem, uto npu MCA nereHe-
pauuu noaseprarorcs pasauunsle otaenst LITHC. B 60%
cilydaeB 3a0osieBaHHe /1€OIOTHPYET HapyIICHHEM JBHUTa-
TeNbHBIX QyHKIWA, B 40% — npu3HaKaMu BEreTaTUBHOU
HEJIOCTaTOYHOCTH.

[To maHHBIM JHTEpaTypHl, IEPBHIMH CUMIITOMaMH 3a-
OoJieBaHNUS SBISIOTCS CHHAPOM MapKUHCOHM3Ma, KOTOPBIHA
Bo3HHKaeT B 60% cirydaeB, Ha BTOPOM MECTE OKa3bIBAIOT-
cs1 Mo keukoBble HapymieHus (30%); coueranue mapKuH-
COHM3MA C MO3KE€UYKOBBIMH 3HaKaMU BCTPEYAETCs TOpa3zio
pexe (10%). M3omupoBaHHBI NUPaAMUAHBIA CUHIPOM
penko Habmomaercs B ae6rote MCA u TOJIBKO B coueTa-
wun ¢ [IBH. ITapkuHcoHm3M B pa3zBepHyTOH craguu 0o-
ne3Hn mpucyTcTByeT y 90% OombHBIX. B penxux ciydasx

Mynemucucmemnasn ampogus. Knunuueckue nposenenus...

NMapKUHCOHM3M Ha HadanbHbIX cTragusx MCA wuHorma
MOJTHOCTBI0 UMHUTHUPYET KIMHUKY BII, 4TO MOXeT BBI3BI-
BaTh 3aTpyIAHEHUS B AMarHocTtuke. [Ipum mocraHoBKe AM-
arfHo3a pEeUIAONUMH SIBIIIOTCS HAJW4KWe CHUMIITOMOB,
BBIXO/SIIIIUX 33 PaMKH CHHIpPOMa MapKUHCOHM3Ma (Tak
Ha3bIBAEMBIX IUTIOC-CHMITOMOB), U OTCYTCTBHE yCTOWYH-
BOro sddekra 1ohaMHHEPTHIECKUX IpernapaToB. Tem He
menee y 30—50% manueHToB Ha HadalbHOM cramuu 0o-
JIE3HH OTMEYAeTCsl MOJIOKHUTENBHBIA 3()(eKT oT eueHus
TMMHU Tpenaparamu. Kak mpaBuiio, 3¢ ekt B TeyeHue
HECKOJIBKUX MECSIEB YTpauMBaeTcs, HO B HEOOIBIIOM
YHCIIe CIy4aeB OH MOXET COXPaHAThCS rogamu. Ilapkun-
cormsM mipu MCA B 4acTH CITydaeB COIPOBOXKAACTCS JHIC-
TOHUYECKMMH (DEHOMEHaMHM yXKe C caMoro Hayaia Ooies-
HHU. DTO MOXKET OBITh TOPTHKOJUINC, (OKAIBHAS TUCTOHUS
B KOHEYHOCTSX, opodaruaibpHas nuckuHesus. Ilpu Ha-
3HaYCHWH TIpenapaToB JEBOAONBI ATH JUCTOHHYECKHE
(eHOMEHBI OOBIYHO YCHIIMBAIOTCSI, B TO BPeMs KaK CHUM-
IITOMBI TAPKHHCOHNW3MA HE yMEHbIatoTes [5, 7].

B OonbmMHCTBE CIydacB MO3KEUKOBBIE PacCTpOM-
CTBa Pa3BUBAIOTCS MApAJUICIFHO C ITAPKMHCOHM3MOM, HO
OHM YacTO CKPBIBAIOTCA 33 BBIPAXKEHHOW PUTHUAHOCTBIO U
aKWHEe3WeH, 4To 3aTpyaHseT UX AUarHocTHKy. CambIM
YacTBIM IMPU3HAKOM CYHMTACTCSl aTaKCHsl XOJbOBI, MPOsB-
JSFOIAsiCSl YBENWYEHHUEM IIIOIAAN OMOpHI (IIMUpPOKast Mo-
craHoBka crom). [locTypanbHble HapyIICHHS JONOIHHU-
TEJNBHO 3aTPYIHSIOT X0A60y. Y monoBuHEI 00msHEIX MCA
HUMeeTcs NOCTYPATIbHBI TPEMOpP B KOHEUYHOCTSAX, YCHIH-
BaIOLIMICA NMPU NMPUOIMKEHUU K LETH, YTO CBUAETEINb-
CTBYET O €ro MO3KEUKOBOM IIPOUCXOXACHUHU. B Hexo-
TOPBIX Cllydasx B Hadaie 3a00JieBaHUS NPHU3HAKH IOpa-
JKECHUSI MO3K€YKa JOCTaTOYHO YETKO BBIPAXCHBI, a
3aTeM yracaroT 10 Mepe HapacTaHWs MapKUHCOHU3MA.
Peus y manuentoB ¢ MCA 4acTo UMeET CKaHIUPOBAH-
HBIM ¥ cMa3aHHBIN Xapakrep. KpoMe Toro, k aTomy npu-
COEIMHSAIOTCS. MOHOTOHHOCTb, 3aMEAJIEHHOCTb U IIpPHU-
[NIYIIEHHOCTh rojioca. PacctpoiictBa peun nmpu MCA
Ha3bIBAIOT qu3apTpodonueii [1, 5, 6].

Ha pa3sepryTthix ctaguix MCA y 60% 0GonbHBIX 00-
HapyXHMBAIOTCS CUMIITOMBI TIOPaKCHUS TUPAMHUIHON CHC-
TEMBI: OXXMBJICHHE TIIyOOKMX pe(IeKCOB M HaTojorHye-
CKHeE cToInHble 3HakH. [IpakTHyeckn HUKOI/A HE HaOIIO-
JlaeTCsl TUIMYHOW CITACTMYHOCTH W Hapajuyei (XoTs
PUTHIHOCTD M TUIOKWHE3US MOTYT 3aTPyAHSTH OLECHKY
CHUJTBI).

[TopakeHne nmeperHUX POTOB CIIMHHOTO MO3Ta BCTPE-
YaeTcst PelKo, HO 3TO MOXKET BBI3BIBATh CIabOCTh MEX-
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peOepHBIX MBI ¥ JuadparMbl, YTO MPUBOIUT K Pa3BH-

ITpu MCA B naTonoruyeckuii mporecc BOBICKAIOTCS
YyepenHble HEPBBl C Pa3BUTHEM OyJIb0apHOTO CHHIpO-
Ma. OcoOEHHO XapaKTepeH mapaind adyKTOPOB rojoco-
BBIX CBSI30K, KOTOPBIA BcTpedaeTcs y 6onpHBIX MCA, 1o
pasueiM maHHBIM, B 30—80% ciydaeB. OH BBICTyHaer
OTHUM W3 MATOTHOMOHHWYHBIX mpu3HakoB MCA wu omac-
HBIM OCJIOXKHEHHMEM, TaK Kak CIIOCOOCH CTaTh MPUYMHOMN
BHE3aIHOW CMEPTH BO CHE n3-3a acukcuu. [IepBbIM mpu-
3HaKOM 3TOTO OCJIOKHEHMSI SIBJISIETCS BO3HUKAIOIIMN BO
BpeMsi CHa 'POMKMI MHCIIUMPATOPHBIN cTpuaop. Brnocnen-
CTBUH NIPHCOEANHACTCA yaymbe Bo cHe. C mporpeccupo-
BaHMEM OOJIC3HH CTPUAOP M OABIIIKA CTAHOBSTCS IMOCTO-
SIHHBIMH ¥ IPUCYTCTBYIOT KaK BO BpeMsl CHa, TaK H B IIe-
puoxn 6oapctBoBanus. J{1si CBOEBPEMEHHON ANArHOCTHKU
9TOr0 PacCTpPOicTBAa HEOOXOJMMA JIAPHHT OCKOTIHSL.

B 1960 r. Shy u Drager onucany KIMHHYECKUH CHH-
JIpOM, TIPH KOTOPOM NMAapKUHCOHU3M COYETaNCsl C OpTOCTa-
TUYECKOM T'MIIOTeH3uel. B mocnenyronem 3ToT CUHAPOM
CTaJ HAa3bIBAThCSI WX MMEHEM W COCTaBHMJ KIMHHYECKOE
SIAPO  TPOTPECCUPYIOLIEN BEreTaTHUBHOM HENOCTATOYHO-
ctu. [TpusHaku [1BH (opTocTaTrdeckasi THITOTCH3US, UMITO-
TEHLUsI, HapyLIEHUe MOYEUCITYCKaHHUS U IOTOOT/ENICHUS)
CUUTAIOTCA BeAyIUMHU TposiBaeHussMU MCA, 4acTo BO3HH-
KaroT paHblle, YEM ABUIrATEJIbHBIE PACCTPOMCTBA. Y CTaHOB-
JeHo, uTo B 75% cmydaeB cumnromsl [IBH BosHmkaroT B
cpenHeM Ha 4 Toga paHbBIIEC ABUTATEIBHBIX HapyIIeHHH [1,
6]. Ha pa3BepryTOIf cTagny O00Je3HN KIMHIYIECKUE TIPU3HA-
ku [IBH npucyTcTBYIOT NMpakTH4eCKH BCErZla U HEPEIKO
CTaHOBATCS OCHOBHOM MPUUYMHON MHBATUAN3AIMU U CMEPTU
nanuentoB. Haubonee wyacroe mposinenue [IBH — napy-
nreHne (DyHKIMHM Ta30BBIX OPraHOB: HEAEPKAHHUE WM 3a-
JIEp’KKa MOYH, HEIEp KaHNE Kaia, UMIoTeHIusa. OprocraTi-
YeCcKasl TUIOTEH3WsI NMPUBOAWT K Pa3BUTHIO OOMOpPOKOB Y
20% OOJNBHBIX, B OCTAIBHBIX CIIy4asX HAONIONAIOTCS JIMIIO-
tumudeckue coctosHus. [IBH nmpu MCA Taxke MoxkeT
MPOSIBIISITECA AHTHAPO30M, CUHApoMaMu ['opHepa, Peiino
[1, 6]. JwmarHoctudeckoe 3HA4YEHHE HMEIOT H3MEHECHUS
OMI -chunkrepos. Jemenims ve xapakrepHa npu MCA [1,
4, 5].

B HeBponornueckoll MpakTHKE ISl TIOCTAHOBKH JHar-
Ho3a MCA HCHoNB3yIoT KIMHUYECKHEe KPUTEpHH 3a00IeBa-
HUSI, KOTOPBIE MO3BOJIIOT YCTAHOBUTH JIUIIL BO3MOXKHBIN
WM BepOSTHBIN nuarHo3 [1, 7]. JlocToBepHas quarHocTHKa
MCA Ttpebyet natoMop(hOIOrH4ecKoi BeprupHKaInm.

Bo3MmoxHBIE IMAarHO3bl MOTYT OBITH INPEICTaBIICHBI
CeAyIomUMA  (DOPMYIMPOBKAMHU:  «CTPUOHHUTPAIbHAS

Hayunuwtii u yueonsiii npoyecc: MemoouveckKuil cemunap

THIO JIBIXaTEIbHOW HEJOCTATOYHOCTH.
Jlereiepanus». Bo3MOXHBIH JUAarHo3: «CHOpajiuyecKui
cilydail ¢ HayaJloM BO B3pPOCJIOM BO3pacTe JIEBOJOAape3n-
CTEHTHOTO MapKUHCOHM3Ma» (BO3MOXKEH XOpOIIWi, HO
KpaTKOBPEMEHHBIA U HEYCTONUUBBINA A(PPEKT JICBOIOIIBL; B
3TOM Cilydae HEOOXOAMMO HaJMYHE APYTHX CHMIITOMOB,
MTOJTBEPK/IAIOIINX MHOXECTBEHHOCTh Hpolecca). Bepo-
ATHBIA JINarHo3: «CIOpaJuyuecKuil cirydail ¢ HayajioM BO
B3pOCJIOM BO3pacTe JIEBOJAONAPE3UCTEHTHOIO MapKUHCO-
HU3Ma IUIFOC BBIpAXKCHHAsA BEIr€TaTUBHAd HEAOCTATOY-
HOCTb, WM MO3KEYKOBBIE JINOO MHUPAMUIHBIE CHMIITOMBI,
wm mMeHeHnst OMI-cunkrepoB. OnuBomoHTOIEpE-
OerursipHast ereHeparis». Bo3MOXHBINH qUarHo3: «cropa-
JMYECKUH Cllydail ¢ HayaloM BO B3POCJIOM BO3pAacTe MO3-
YKEYKOBOTO CHHIPOMA B COYETaHUH C MAPKUHCOHH3MOM)
(6e3 nemeHIMH, TeHEepaM30BaHHOW apedieKchH, Haib-
SIIEPHOTO Mapaiya B30pa BHU3 U MHBIX OYEBHIHBIX NPH-
4yiH). BeposTHBI OMAarHO3: «CHOPagMuecKuil ciydail ¢
Ha4YaJIOM BO B3pOCIIOM BO3PACTE MO3KEUYKOBOTO CHHAPOMA
(c MapKUHCOHM3MOM HJIM TMPaMHUIHBIM CHHIPOMOM JIOO
0e3 Hero) IUTIOC BBIpaKEHHAsl BEreTaTUBHAs HEJOCTaTOY-
HOCTh (OpPTOCTATHYECKHE OOMOPOKHM, HEAEp)KaHWUE WIIH
3aJiep>KKa MOYM, HE OOYCJIOBJICHHbIC JPYTMMH TpPHYHHA-
MH) WM U3MEHEHHS COUHKTEPOBY.

MarnutHo-pe3onancHas tomorpagus (MPT) romos-
HOTO MO3Ta MHOT/Ia BEIABISIET aTPO(HUIO TOJIOBHOTO MO3Ta
1 0COOEHHO MO3KeuKa (0co00e 3HAUCHHE TPHUAAETCS aTpo-
¢un cpexHell HOKKM MO3Xkeduka). B psine citydaeB perucr-
pupyetcsi obsacte runepuHTeHcuBHOCTH MPT-curnana B
BUJIE Y3KOI LIEeNH 10 HapyXHOMY Kparo CKOpIymsl B T2-
pexuMe. DTH N3MEHEHHS CBA3aHBl C M30BITOYHBIM OTJIIO-
JKEHUEM JKeJie3a U IIIM030M B 3Toi obnactu [1, 7].

HduddepeHnnanbHpIif  AHarHo3 HEOOXOIUMO MPOBO-
JUTh C JPYrUMH (OpMaMH IMapKHHCOHH3Ma-TIIIOC: 00-
ne3np [lapkuHcOHa (KOTOpass MOXET COMPOBOXKIATHCS
YMEpEHHBIMH BETETaTHBHBIMH PacCTPONCTBAMHM), JIHC-
[UPKYJIATOPHON 3HIIC(hATONATHEH, CIMHOIEPEOCIISPHBI-
MH JIETeHEPAHIMH.

3a0oiieBaHre HAa CETOAHAIIHAN [I€Hb HEWU3ICUYNMO
[1, 5, 7]. IlpenapaTs! jeBoOMBI OBIBAIOT 3()(HEKTHBHBI Ha
HaYalbHBIX cTaausix y 30% OONBHBIX, OTHAKO HX (D HEKT
coxpansiercsst 00brHO Henonro (1—2 roma). Kpome Toro,
9TH CpPENCTBA HEPEIKO YCYTYOJSIOT HPOSBICHHS OpTOCTa-
THYECKOM I'MIOTEH3MH U AUCTOHWYECKUE CUMOTOMBI. Pere-
HHE O PE3UCTEHTHOCTH K Mperaparam JIEBOAOIBI MOXKET
OBbITh OKOHYATEIBHO MPHHSITO TONBKO MPH OTCYTCTBHH Te-
parnieBTHYecKoro 3¢¢eKTa Npu Ha3HAUYEHWH CYTOYHOH
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o361 600—750 Mr B TeueHHe 3 MeC OT Hadaja Teparuu
[1, 5]. Hpyrue cpenctBa, mpumensieMmsle npu bIl, Tawoke
HeaddexTuBHBI. CUMIITOMATHYECKOE JIE€YEHHE OPTOCTATH-
9YeCKOM THIOTEH3UU INPOBOAUTCS ITyTeM MCIOIb30BAHUSA
3IACTUYHBIX YYJIKOB, 1OOABICHUS B MUILY TOTOJHUTEIh-
HOTO KOJIMYECTBA COJIM, MPUIAHUS BO3BBHIIIEHHOTO IOJIO-
JKCHHS TOJIOBHOMY OTJIENTy KPOBATH.

[Mox HabmOAEHNEM B HEBpOJIOTHYECKOH KimHIKEe CH-
OMPCKOTO TOCYNAPCTBEHHOTO MEIUIIMHCKOTO YHHBEPCH-
TeTa (T. TOMCK) HaXOMITUCh Ha 00CIICIOBAHUY U JICUCHUU
5 manueHToB ¢ AuarHo3oM MCA (3 MyX4HH U 2 JKeHIIH-
HBI) B Bo3pacTe oT 50 no 67 net. [nurensHocTh 3ab0ie-
BaHUS K MOMEHTY IOCTYIUICHHS B KIMHUKY ObUTa OT 2 1O
5 met. ¥V 3 mamuieHTOB OBIIa TUATHOCTUPOBAHA CTPHOHH-
rpaibHas JereHepanus, y 2 OOJbHBIX — OJIMBOIIOHTOIIC-
pebemnsapHas aereHepanus. [IepBEIMH CUMIOTOMAMH TPH
cTpuonurpansHoit popme MCA Obuti HapylieHHE TpH
X0/b0€ M3-3a CKOBAaHHOCTU B HOTaX, CHIDKEHHE apTepu-
anpHOTO AaBieHus. [locTeneHHo MPUCOeTUHITUCH HEYBe-
PEHHOCTH, TIOKaYMBAaHUE TIPH XOAb0Oe, YacThle MaIeHUs.
3aTreM MOSBISINCH CKOBAHHOCTH M HEIOBKOCTh B PyKax,
npokanue B HuX. OTMedanuch HapyImICHUs ABIXaHUs, pe-
4yu, HOYHOH xpar. Yepe3 3—4 rona GoibHBIE C TPYAOM
MEePEeBUTANINCh U3-32 BBIPAXKEHHOI CKOBAaHHOCTH. Y ma-
LUEHTOB PErHCTPHUPOBAIACh apTepUabHAs THIOTEH3U. Y
OIHOTO OOJBPHOTO AMATHOCTHPOBAIHUCH OPTOCTATHYECKHE
00OMOpOKH, UMIOTEHIHUSA. JledeHne MmpoBOAMIOCH MPOHO-
paHOM, HAaKOMOM, COCYTUCTBIMH TIpenaparaMu. bonbHbIe
OBLTU BBIMTUCAHEI C YIYYIICHHEM.

VY 2 nanuentoB nuarsoctuposaHa MCA, dopma: onu-
BOIOHTOIEpEOCIUIApHAs JereHepalys. 3a0ojcBaHUe Ha-
YHHAJOCh C JAPOXAHMUA B PYyKax, YCHIHBAIOMIETOCS MpHU
LIeJICHAPAaBICHHOM JIBWKCHHMHU, HapyIIEHUs IIOouYepKa,
HEYBEepeHHOCTH mpu Xozapbe. IlocTermeHHO CHMITOMBI
HapacTalli, TMPUCOCAUHSIINCh HAPYIICHUS PEYH, CKOBaH-
HOCTH JIBIKCHUH, KOJEOaHHUS apTEepUANBHOTO JIaBIICHHUS B
CTOpPOHY TOHIDKEHUs, TIONEepXuBaHue mnpu ene. B HeBpo-
JIOTHYECKOM CTaTyCe OTMEYaJICh CHMIITOMBI ITOPAaXKESHUS
MO3KEUYKa B BHJIE aTaKCHM, WHTCHLIHMOHHOTO APOXKAHMUS,
IU3apTPUA B COYETAaHUM C AKWHETHKO-PUTUIAHBIM CHH-
npomoM. IIBH mposiBnsinack aprepuabHON TUIOTEH3UEH,
JUTMOTAMAYCCKAMU COCTOSHISIMH TI0 YTPaM, THIIOTHAPO-
30M, HeJAepakKaHueM MouM. JleueHue NMpOBOAUIOCH COCY-
JTUcTo-MeTabomuueckumu mpenaparamu. CyniecTBEHHOTO
W3MEHEHHsI COCTOSIHMSI TIPH BBIUCKE HE HAOJIIONANIOCH.
BceMm 00JIbHBIM OBUTO MPOBEICHO CTAaHAAPTHOE 00CIEmO-
BaHHUE, KOTOpPOEe HE YCTAHOBIUIO CYIICCTBEHHBIX HM3MEHE-

Mynemucucmemnasn ampogus. Knunuueckue nposenenus...

nuii. Ha MPT romnoBHoro mosra oOHapy»eHBI NTPHU3HAKH
Hapy>XHOH W BHYTpeHHel ruaponedannu, aTpodust KOpsl
TOJIOBHOTO MO3ra U MO3KeuKa.

B kadecTBe mpuMepa HWKe NPHUBEICHA BBINKCKA M3
nctopun 6one3nn marpenta C. 1949 r.p. (58 ner), xorto-
pBIif HaxonuJICs B HeBpoJoruiueckoit xkimauke B 2008 T.
JnmarHo3 mpu mocTymiieHuH: «0oine3Hs IlapkuHCcOHAY.
[MamuenT npexbsABIsUT XKaloObl Ha HAPYIIEHHE ITOXOAKH,
HEYCTOWYMBOCTh, OOLIYI0 CKOBAaHHOCTH, IPOJKaHUE B
pyKax, HapylleHHe peuH, KojeOaHHE apTepuanbHOTO
JIaBJICHUS, TOJIOBOKPYKEHHE MPHU BCTABAaHUM C TOCTEIH,
HapyIlIeHHEe MOUYEHCITYCKaHUs 10 TUIy HexepkaHus. 13
aHaMHe3a ObLIO BBIICHEHO, uTo OoiyieH ¢ 2004 r., korma
CTaJl HEYBEPEHHO XOJUTh, MOSBWIIACH OOINAas CKOBaH-
HOCTb, ApOXKaHHE B pykax, cTal naaars. B 2006 r. ne-
YUJICSl CTAllMOHAPHO C JUarHo3oM «ooises3Hp [lapkuHco-
Ha C BBIPAXKECHHOMW IMOCTYypaJIbHOM HEYCTONYMBOCTBIO».
brimo mposeneno neuenune IIK-Mepi, npoHOpaHOM,
KaBMHTOHOM. YIIy4IIeHHA OTCyTcTBOBanu. Hapymienue
MOXOJIKH, CKOBAaHHOCTb IIOCTENEHHO Hapactaiu. [Ipu-
COCIMHWINCH NPU3HAKU HApYIICHUS pEYH, IONepXHBa-
HUE TpH efie, Koue0aHne apTepHaIbHOTO J1aBJICHUS, He-
JIep)KaHUuEe MOYHU.

B 2008 r. 6p11 rocnuTadM3MpoBaH B KIMHUKY. Hes-
POJIOTHUECKHH CTATYC: TJIA3HBIE IEITH PABHBIE, HECKOIBKO
OTpaHWYCH B30p BBEPX, HAPYIICHa KOHBEPTEHIMS, HHUC-
TarM He BbIABIEH. OTMEUaeTcsi THIOMUMHMSA, SI3BIK II0
CpemHeH JIMHIH, TOJI0C 3BYYHBIH, IU3apTpHsl, MATKOEe HEOO
¢donupyet, pediiekc ¢ MATKOro Heba KUBOH, MONEPXHUBA-
eTcsl BOJOH. YCTaHOBJICHBI XOOOTKOBEIM, JaJOHHO-
noa0opoaouHbIi peduiekchl. [Toxoaka ¢ MMPOKO paccTas-
JICHHBIMH HOTaMH, NOKaunBaHue. OTMedaeTcs THIOKHHE-
3ud, B mo3e PomOepra manuenT HeyctoitunB. OObeM JBH-
JKCHHH B KOHEYHOCTSX IONHBIHA, CHIIa 5 0ajuloB, TOHYC
MOBBILIEH TI0 IUIacTHYecKoMy Tumy. Peduiekcel cpenneit
JKMBOCTH, paBHbIe. [laTonornueckux 3HakoB Het. OT™MEUa-
€TCsl CTaTUYeCKOe NPOXKAHWE B PyKaX, MPU BBINOIHEHUH
MAIBIEHOCOBOM TpoOBl HAOIIOAAaeTCs] WHTEHIIMOHHBIN
Tpemop. UyBcTBUTENBHOCTh HE HapyuieHa. Hocut mam-
mepcel. AptepuanbHoe aaBnerne 100/60 mwm pt. ct. Kox-
HBIE TIOKPOBBI OJeJHbIe, AepMorpadu3M KpacHBIH CTOM-
kui. Koxa koHeuHocTell cyxas, miemymwurcs. JlaHHBIE
71a00paTOpHBIX HCCieIOBaHWN (OOLIMHA aHaM3 KpOBH,
MOYH, OMOXMMHYECKHNA aHaIU3 KpOBHU) Oe3 H3MEHEHWsI.
Ha riazHOM 11HE y GOJIBHOTO BBISBIIAETCS TUIIEPTEH3UBHAS
AQHTHOMATHSI CETYATKH, Ha 3JIEKTPOKapAHOrpaMMe — IpH-
3HAKW HArpy3KU Ha JICBBIH KeTyT0ueK.
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MPT romoBHOro Mo3ra (puc. 1, 2): uMeeT MecTo
pacmmpeHue O0po3J KOHBEKCHUTAIBHOH TOBEPXHOCTH
monymapuii. PacmmpeHsl  cyOapaxHOMAANbHBIE —TIPO-
crpancTBa. OT™MeudaeTcst aTpoust KOpbI TOJIOBHOTO MO3Ta,
MO3KEUKa. YCHJICH CHTHaJl B MOCTOMO3KEUKOBBIX yIiax
3a CYeT yBeJIMYCHUs JUKBopa. CpeuHHbIC CTPYKTYPHI HE
HU3MEHEHbI. BOKOBBIE KEITYyOYKH CHMMETPHUYHBI, PACIIU-
peHbl. KOHTYpHI XKemyIoukoB 4eTkue, He aehopMupoBa-
HBL. 3aKIfOYeHUe: BHYTpPeHHs Trunponedamus. Atpodus
KOPBI TOJIOBHOTO MO3Ta M MO3KEUKA.

Puc. 1. MPT ronoBroro mo3ra 6omsHoro C., 58 mer. Pacmmpenue 6o-
PO3J1 KOHBEKCHUTAJIbHON TIOBEPXHOCTH, PACIINPEHBI CyOapaXHOMAAIbHbIC
MPOCTpaHCTBa. ATPO(Hs KOPHI TOJOBHOTO MO3Ta M MO3KEUKA

Ha ocHoBanum >1<an06, adHaMHC3a 3a60J’ICBaHI/I${,
JaHHBIX 00BEKTUBHOTO OGCJ’ICHOB&HI/IH (coquaHHe CHM-
IITOMOB HapKI/IHCOHa C MO3K€YKOBBIMU HAPYUICHUSAMU U

Hayunutit u yueonstii npoyecc: MemoouuecKuii cemunap

CHUMIITOMaMH BETeTaTHUBHOW HemocTaTodHOCTH), MPT
TOJIOBHOTO MoO3Ta (aTpodusi KOpbl TOJIOBHOI'O MO3ra U
MO3)X€4Ka), OTCYTCTBUS 3((eKkTa OT HaKOMa MAIMEHTY
OBUT BBICTAaBJIEH JMAarHO3 «MYJBTUCHCTEMHas aTpodus,
CTpUOHUTPAIbHAS (OpMa ¢ BRIPAKEHHONH MO3KEYKOBOH U
BEreTaTUBHOW HEIOCTATOYHOCThIO». Ilanuenty mposonu-
Jach cocyaucrto-mMetabonmmueckas Tepamus, [IK-Mepn
1000 M1 BHYTPHUBEHHO, MHUpOIIEKC, HakoM (250 mr/c).
[Tpn BbImucke 3aMKCHPOBAHO YIIyYIIEHHE OOIIETo Co-
CTOSHUS MAalueHTa. J[MHAMHKH HEBPOJIOTUYECKHUX CHM-
IITOMOB HE OTMEUYEHO.

Puc. 2. MPT ronosHoro mo3ra 6onsHoro C., 58 yer. Atpodust KOpsI
TOJIOBHOTO MO3Ta U MO3)KeUKa

TakuMm 00pa3oM, Ha OCHOBAaHHH IPOBEIACHHOIO HC-
CJIEJOBaHUS MOXKHO CHETATh CICTYIOIINI BBIBOM: €CIIH Y
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0ONBHBIX ¢ cHHApOMOM [lapkuHCOHA HAOMIOMAIOTCS MO3-
JKCUYKOBBIC W BETCTATHBHBIC HAPYIICHUS, a TaKKE OTCYT-
CTBYeT 3D PEKT WK 3apETHCTPHPOBAHHO KPATKOBPEMEHHOE
VIIYYIICHUE OT JICYCHUS TperapaTaMy JICBOIOIIBI, CIICIyET
MIPEIONI0XKNTE, YTO Y HanueHTa umeet Mmecto MCA.
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