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MYABTUCUCTEMHAA ATPOOUSA MO3TA
KAK HAMBOAEE BEPOSTHbIN AMATHO3 Y BOABHOIO
LUECTUAECATU AET C NAPKWHCOHWUYECKM CUHAPOMOM
AECATUAETHEN AABHOCTU

Pesrome. [lapkunconusm omnocumces K vucay Haubosee 4acmo 8CMpevaruiuxcs 6 KAUHUYeCKOl NpaKmuke
HeBpPON0UMECKUX CUHOPOMO8 U MOJicem Oblmb NPosieAeHUeM MHORUX 3a004e6aHUlL 20106H020 Mo3ea. Ha ocnosanuu
AUmMepamypHvix 0aHHbIX U COOCMBEHHbIX HAONI00eH ULl 6 0AHHOI CIambe paccmMampueaemcst npooaema cCuHOpoma
napkunconusma. Ilpedcmasnenvr kpumepuu ougghepenyuanvroii duaenocmuxu. Onucvieaemes cayuail us
NpaKmuKu NApKUHCOHUYECK020 CUHOPOMA NPU MYAbMUCUCTNEMHOU ampopuu Mo3ed.

Karoueguvie caosa: NAPKUHCOHU3M, 0uaeﬂocmuica, MYyabmucucmemHas ampod)wz Mo3zea.

ITapknHCOHU3M — IIporpeccupyioiiee 3adojieBaHue
HEPBHOM CUCTEMBI, XapaKTepu3ylolleecs 3aMeIIeHHO-
CThIO MTPOU3BOJIBHBIX ABMXKEHUI, PUTUIHOCTHIO MBIIIIII,
UX IpoxkaHueM (TPeMOpPOM) B COCTOSIHMM MOKOSI, 00e-
THEHUEM MUMWKU, U3MEHEHUEM TOXOAKHU (MaJeHbKue
IaxKHW, OTCYTCTBHME HOPMAJIbHOTO pa3MaxuBaHUS PYK).
HawunbGonee yacToii ¢popMoii mapKUHCOHM3MA SIBIISIET-
Cs UAMOMATUYECKUI MapKUHCOHU3M (Uau OOJIe3Hb
ITapkuHCOHA), TJIaBHbIE OTJMYUTENbHBIE TIPOSIBICHUS
KOTOPOTO0 — PUTUAHOCTB, TPEMOpP MOKOSI, HapylIeHWe
MOCTYpaJdbHBIX peIeKCOB, aCHMMETPHUS Havaia, XOpo-
1masi peakiivs Ha TiperapaTsl JIEBOIOIbI, TUOETb KIETOK
yepHOU cyOcTaHIuu U Haiauuue teien Jlesu [1, 2]. Ho
CYIIECTBYET HECKOJIBKO JAPYTUX MEePBUYHBIX Helipomere-
HepaTUBHBIX 3a00JIeBaHUI C TTOpaxkeHUEM IKCTparupa-
MUIHOM CHUCTEMBI, TIPU KOTOPBIX CUHAPOM MapKUHCO-
Hu3Ma (tabis. 1) MoxeT ObITh OMHUM U3 OCHOBHBIX WU
IOTIOJIHUTENIbHBIX NIPOsIBIIeHUI1 [5, 7, 8].

Ha pannux ctanusx 3a0ojieBaHUSI CYLIECTBYIOT TPYI-
HocTH auddepeHIInaTbHON TMAaTHOCTUKU Pa3JIUIHBIX
¢opM mapkuMHcOHU3MaA. JIMarHOCTUKY pa3HBIX Iap-
KMHCOHUYECKNX HApYIIeHW CYIIeCTBEHHO YaydllaeT
HCIT0JIb30BaHUE CIelMaJbHbIX KPUTEPUEB, TaKUX KaK
cucTeMa OLIEHKM CTEMeHM TSIXKEeCTU MapKUHCOHM3Ma
JI.C. IetenuH ¢ cotp. (1980), mikana Xen — Spa (1967) B
monudukauuu Lindval ¢ cotp. (1989), Tetrud, Langstone
(1989), ynudbuumrpoBaHHas lKana oueHku 6ose3Hu [ap-
kuHcoHa (Fahn, Elton, 1987), kpuTepuu AMarHOCTUKU

6one3Hu [lapkuHcona obmectBa bI1 Benukoopurtanuu
(Gibb, Lees,1988), kputepuu IMarHOCTUKWA MYJIbTUCHU-
cremHolt atpoduu (Gilman et al., 1998), kputepuu nua-
FHOCTUKM MPOrPECCUPYIOLIETO HAIbSIAEPHOTO Mapainya
(xputepun NINDS-SPSR Litvan et al., 1996), K 1uH1KO-
HepoBU3yaTu3allMOHHbIE KPUTEPUU TMATHOCTUKU COCY-
nucrtoro napkuHconusma (Jlesun O.C., 1997), kputepuu
IMarHOCTUKU 3cceHluaabHoro tpemopa (Elble, 2000),
KpuTepuu nuarHoctuku cunapoma Typerrta (The Tourette
Syndrome Classification Study Group, 1993) u np. [§—10].

Hcnonb3oBaHue coyeTaHUsI KPUTEPUEB MO Pa3HbIM
1IKaJ1aM MO3BOJIUJIO HAM YK€ Ha CTaAuU KJIMHUKU ITPOBeE-
ctu iuddepeHIInaIbHY 0 IMarHOCTUKY 3THOJOTUYECKOTO
¢dakTopa cMHApoOMa MapKMHCOHM3Ma, HaOII0aaeMOTo
Hamu y 60-71eTHETO GOJNBLHOTO.

B aBrycte 2011 r. B oTejeHMe aHTMOHEBPOJIOTUU
u Helipopeadbunutauuu I'Y «MAHCTUTYT HEOTIOXHON U
BoccTaHoBUTeNbHOU xupypruu um. B.K. Iycaka HAMH
VkpauHbl» moctynui namueHT P., 60 j1eT, ¢ )xamo6aMu Ha
CKOBaHHOCTb B pyKax M HOTax, cJlaboCTb B HUX, IIATKOCTh
Mpu XoJb0e, 3aMeNJIEHHOCTb MOXOAKHU, HEYKITIOXEeCTh,
3aMelJieHue peyu, HelepXaHue MOYu, MOTeMHEHHUE B
rjlazax npu nepeMeHe MoJoKeHUs Teja, CKIOHHOCTh K
MaaeHusIM, CHUKEHUE MaMsITH Ha HeaBHUE COOBITHUSI.

BboneeT okono 10 siet, Koraa ctaji 3amMevyaTb HEYCTOM -
YUBOCTH MPU X0[b0E, C1abOCTh B HOTaX. 3HAUEHUS 9TOMY
He mpunan. 3abojieBaHME MELJIEHHO TPOrPeccupoBaIo.
B TteueHue nociaeaHux 3 JeT oTMevaeT 3HAUYUTEJbHOE
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Tab6aunya 1. SaboneBaHnsi, UMUTUPYIOLLNE NAPKUHCOHU3M

3 HLPEL L (2 LI BospacTtHon JAnarHocTn4eckun BaXkHbie Npu3HaKkm
aboneBaHune 6O0/IbHbIX MAPKWUH-
neoioT, net MapKUHCOHN3MaA «IJII0C»
COHU3MOM
BeicTpasa HapacTatowas BeretatueHas HegoCcTaTou-
MynbsTucuctemHas 1o 10 45-60 HOCTb (OpTOCTaTnyeckas rmnoTEeH3Ns, HEMPOreHHbIE
atpodusa (MCA) HapyLleHna MO4YeuncnyckaHusg, naHan3aBTOHOMUS).
Mo3xeukoBble 1 NMPaMULHbIE 3HAKN
Mporpeccupyownin Mapanuy B3opa BHU3. Mpybas nocTypasnbHas HeyCTo-
HaabsaaepHbIN napa- No8 > 55 4YMBOCTb. BbICTpO HapacTawoLwmin ncesnobynbbapHbIii
nny Ctuna — Puyapa- CUHAPOM. AKCManbHasa pUrMaHoOCTb
coHa — OnbLUEBCKOro
Pa3Butne gemeHuMn He No3gHee 4YeM Yepes rof no-
BonesHb AndPy3sHbIX 1o 10 60-80 Cne NnosiB/IEHNSA NPU3HAKOB NapkMHCOHM3Ma. PaHHee
Teney, Jleen nosiBfieHMe 3puUTeNbHbIX ranauuHaumin. dnyktyaumm
KOFHUTUBHbIX QYHKLNIA
MpunsHaku uepebpoBackynsapHOro 3aboneBaHus.
MopocTpoe passuTMe (Yalle nocne nHcyneta). MNpo-
rpeccupoBaHue LepebpoBaCKyNSPHOM NaTonormm ¢
nepuogamm ctabunmsaumm n 4acTUHHOIO perpecca
MapKNHCOHU3M No6 > 50 cumnTomMoB. NMpeobnagaHne akMHeE3NN 1 PUrMOHOCTH,
COCYOUCThIN nagenua. NpenmyLecTBeHHO BOBIEYEHNE HUKHUX
KOHEYHOCTEN B COYETAHUM C APYrMMU CUMNTOMaMMU.
MHoroo4aroBoe nopaxeHue 6asasnbHbIX raHIMNEB U
obwupHoe anddy3Hoe NnopaxeHne 6e50ro BeLecTea
no gaHHbim KT/MPT
CB$3b C NPMEMOM HENPONENTUKOB NN METOKIONPaMM-
JleKapCTBEHHbIi 5 ha, UMHHapun3uHa, pesepnuHa n gp. NogocTtpoe pas-
NAPKVHCOHN3M Jo5 Jo6oi BuTne. OTHOCUTENbHAsS CUMMETPUYHOCTb CMMNTOMOB.
[pyrve nekapCTBeHHble ANCKUHE3NN. [1OCTENEHHbIN
perpecc CMMNTOMOB MOCAe OTMEHbI NpenapaTa
CoueTaHune c anpakcuen xoapbbl, AeMeHUnen, He-
HopmoTeH3nBHas nepxanmem mouu. MNMpu KT/MPT peskoe paclumpeHme
rnapouedanms Xakum- o2 > 65 XENyo04YKOBOM CUCTEMbI, ANCAPONOPLIMOHANBHOE LWN-
Ma — Agamca pUHEe KOPKOBLIX 60p03a,. YMeHbLUEeHNEe ABUraTeNbHbIX
HapyLeHur nocne BoiBeaeHns 30-50 mn nukeopa!
Tokcuyeckunii nap- CB$13b C MPUEMOM (UM KOHTAKTOM) TOKCUYECKOrO areH-
KMHCOHU3M (Npu Ta. Mopoctpoe pas3putne. OTHOCUTENTLHO CUMMETPUY -
OTpaBIEHNN OKUCHIO No3 TioGoin Has cMMmnTomMaTumka ¢ npeobnagaHnemM akMHesnum v pu-
yrnepona, MeTaHo- rngHocTtn. CoyeTaHme ¢ ApYyruMn HEBPOJIOTMYECKMMMN
JIOM, MapraHLuem, cUMMNTOMamMu. XapakTepHble M3MeHeHns B 6a3asbHbIX
umaHmgamm n T.4.) raHrnuax npy KT/MPT
HocITpasmaque- Io 2 NioGoi CB$3b C TSXENon nnv nepeHeceHHbIMU MHOMOKpPaTHbI-
CKN NApPKNHCOHM3M MW NErkKUMUM 4YePENHO-MO3roBbIMU TPaBMaMm
BbicTpoe nporpeccupoBaHue. ACUMMETPUS CUMMNTO-
Onyxonun mo3ra Jo 1 6ot MaTuKKn. NPpU3HaKM BHYTPUYEPENMHOM rMNEePTEH3NN.
HanHble KT/MPT. Perpecc nocne yganeHust onyxonu
lenatoneHTukynsp- Havano po 40 net. AnCcToHN4Yeckme atakn. Porosmy-
Has gereHepaums Io3 5_50 Hoe konbLo Karizepa — dnenwepa. H13kunii ypoBeHb
(6onesHb Bunbco- Lepynonna3mmHa B KpOBU, YBENIMYEHWE COAEepPXaHUs
Ha — KoHoBanosa) Menu B Mo4ye
KopTuko6asankHas AcMMeTpUYHaa 6pagukKnHesns u pUrnaHoCTb, ANC-
nereHepauys Ho5 50-70 TOHUS. Anpakcus, HapyLLleHne CNIOXHbIX BUAIOB 4yB-
CTBUTENIbHOCTU. DEHOMEH «HyXOI» PYKK
BbicTpoe nporpeccupoBaHue. PaHHee pa3sutue ae-
BbonesHb Kpeniu- Io5 > 50 MEHUMN, aTakCcus, HapyLleHne 3peHnst, MMOKIOHUS,
denbaoa — Axkoba nameHeHmne I3l CoyeTaHMe NAPKMHCOHUYECKOrO
CcuHApOoMa 1 6OKOBOro aMmoTpodUYEeCcKoro ckieposa
MocTaHuebanMTie- 3 CBsI3b C NepeHeCceHHo BUPYCHOW UHdeKkumen, noa-
o3 JoGoi OCTpO€E pa3BuUTME CMMMTOMOB C NOCAEAyLM No-

CKMN NAPKNHCOHU3M

CTeneHHbIM Perpeccom
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YXYAUIEHUE COCTOSIHUS: BbIpaXX€HHAasi CKOBAHHOCTb B
HOTax, 3aTpyAHEHUE XOAbObl, IATKOCThH IIPU XOAbOE.
Hab6nopancst y HeBpoJiora 1o M/ ¢ IMarHO30M: JUC-
LHUPKYJIITOPHAas 3HLedasonaTus (aTepocKIepoTUye-
ckast) 1—2-ii ¢T. ¢ MapKUHCOHUYECKUM CUHIPOMOM,
AKMHETUKO-pUTUIHAS (popMa, MPOTPEAUEHTHOE TeYEHNE
¢ pedIeKTOPHO-NMUPAMUIHONW HEAOCTATOYHOCThIO B
KoHeyHocTsx. [IpyHuMan Mupanekc, JIeBOKOM, HAKOM.
DddexrTa oT Tepanuu npakTU4Yecku He oTMmevas. Ha-
CJIECTBEHHbII aHAMHe3 He oTsAroueH. HanpasieH B
OT/eJIEHUE B CBSI3U C OTCYTCTBUEM dhdeKTa OT JeUeHust
U TOSIBJIEHUEM BereTaTUBHbBIX HAPYILIEHU (MOTIUBOCTD,
Huzkoe AJl, c1abocThb, TOJTOBOKpYXKeHUE, HelepKaHue
MOYM, CUHKOIIE, T.€. CHMIITOMAaTHUKAa MaHAU3aBTOHOMUN).

OOBEKTUBHO: COCTOSIHUE OTHOCUTEIBHO YIOBJIETBOPH -
TesapHOoe. [ToBbIIIeHHAs CATBHOCTD KOXKU JIULIA C HATMYUEM
TUIepeMUU B 00JaCTU HOCOTYOHOTO TPEeYyroJibHUKA, J10a 1
OpoBeit, menyneHnue Koxu. MpaMOpHBI PUCYHOK KOXU
cron. [Tepudepuyeckue j1/y He yBeanYeHbI. B erkux mabi-
XaHWeE BE3UKYJISIPHOE, XpUTIOB HET. [JTyxue ToHbl cepaua. A/l
110/70 MM pT.cT. Put™ cepmiia — 64 B 1 MuH. 2KUBOT MATKUH,
YyBCTBUTEJIbHBIH 1O X0y TOJICTOTO KUILIEYHUKA, B 001aCTH
0eJ10i1 IMHUU TPBIKEBOE BBIMSYMBAHUE MPU HATY>KUBAHUU.
OtekoB HeT. CumnTom [TacTepHalKOTO OTPULIATEIbHBIN.

HespoJsiornueckuii cratyc: ruioMumMusi, OpaguKu-
He3us, Opaauianusi. MplIlIeYHBI TOHYC MOBBILIEH MO
3KCTANUPAMUIHOMY TUNY — BSI3KMIA, MJIACTUYECKUA,
MOHOTOHHBIN, YCUJIIMBAETCS MPU KaXIOM MOBTOPHOM
MacCUBHOM JABMXKEHUU ((PEeHOMEH «BOCKOBOM KYKJIbI»),
cumnToM Hoiika ¢ 2 ctopoH. [TocTypanbHblil TpeMOp
KOHEYHOCTE, mocTypajbHasi HEYyCTOMYUBOCTh. AXeipo-
kuHe3. [mazubie mwenu D < S, 3pauku paBHBI, peakiuu
Ha cBeT xuBble. C1aboCTh OTBEJICHUSI BO BCE CTOPOHBI,
KOHBepreHUuU. [Oopu30oHTaNIbHBII HUCTATM TTPU KpaitHUX
oTBelleHUsIX. Msrkoe Heb60 ManomnoaBuxxHo. HeOHbIe
pediekebl He BBI3BIBAIOTCS. SI3BIK MO CpeaHEi JUHUM.
Huchonus. Jusaptpus. [MomoxuteabHbie pedaeKCh
OopaJbHOTO aBTOMaTtu3Mma. Pedaekchl ¢ pyK BbICO-
kue S > D. KoneHHble TOBBIIIEHB D > S, axuinoBbl
noBbiieHbl D > S. BprouiHbie pedieKChl CHUXEHBI.
[TaTonornueckue kucteBble pediaekcol. [nybokasi, 60-
JieBasi YyBCTBUTEJIILHOCTb HEe HapyllleHa. BubpamuonHast
YyBCTBUTEJIbHOCTb Ha JoAblkKax D — 12 ¢, S — 14 c.
KoopanHaTtopHble TTPOOBI BBHITIOJHSET ¢ TUCMETpUEH 1
WHTEHIIMOHHBIM TpeMopoM. AcuHeprusi babuHckoro,
cumnToM Ctioapta — Xoamca. [Toxonka mapkaloiias, ¢
IIMPOKO pacCTaBICHHBIMU HOTAMU.

[1pu uccienoBaHuM GYHKIIMU BereTaTUBHO HEPBHOM
CUCTEMBbI BBISIBJICHBI:

— CEepACYHO-COCYIMCThIC HAPYIICHUS B BUJIC HAM-
yusi oproctaruyeckoit runoreHzuu (80/50 MM pr.cT.),
apTepuagbHON rumoTeH3uu nmocie eabl (90/60 MM pT.CT.),
apTepualibHOM TMMEPTeH3UU B MOJOXEHUM JieXa, CHU-
JKeHUs BapuabeJIbHOCTHU CEPAECYHOTO pPUTMA;

— 3KeJIYIOYHO-KHUIIIeYHbIe HAapyLIeHUs B BUJE Ha-
JIUYMS Xajlo6 Ha TUCKOM@OPT B 3MMUTACTPUU TOCIE

e/bl, TUTIepCcaInBaIlUIO, TOITHOTY, 3aITOPhI U OIILYIIEHUS
HEITOJIHOTO OMOPOXKHEHUS KUIIeUHUKA MPpU aKkTe aede-
Kaluu;

— MOYETIOJIOBbIE HapyILIeHUS B BUAE PACCTPOMCTB
MOUYEHUCITYCKaHUS IO UPPUTATUBHOMY TUITY, HapyllIeHUE
MOTEHIINH;

— TpoduyecKkre HapylIeHUS B BUAE CYXOCTH, UC-
TOHYEHUST KOXM 1 HaJIu4usi ce00peiiHOro 1epMaTuTa;

— HapylleHe 3pauyKOBOI MHHEPBAIIMK B BUJIE XKaI00
Ha HEYETKOCTb 3pEHUS B TEMHBIX UJIM SIPKO OCBEIIEHHBIX
TMOMEIICHUSIX;

— ceTyaToe JIMBEJA0 Ha KOXE CTOII.

JlomoysiHuTEIbHBIE 00CIeI0BaHUS: OOIIEKTMHUYECKUE
U OMOXMMMYECKHE aHaJM3bl KPOBU, MOUM U JUKBODA,
3JIEKTPOJIUTHI, caxap KpOBU 0€3 MaToJOTUU. XOJIeCTePUH
kpoBu — 4,7 MMoJib/1, C-peakTUBHbBIN Oe10K — 2 Mr/1,
peBmarouaHblil pakrop — 8 ME/mi, ACJIO — 54 En/mu,
LepyJsorjiasMuH kposu — 0,25 r/a, Meab B CyTOUYHOM
Moue — 28 MKT/CyT, aipeHaluH B Moue — 14 MKr/cyT,
HOpaJpeHaJIMH B Mouye — 45 MKT/cyT, nohaMuH B MOUYEe —
438 mkr/cyTr. OOmuit 6eok — 75 /51, aNbOyMUHB —
43 r/n, ol -Tmo6ynuHbl — 5,8 %, o2-TnooynuHbl — 8,7 %,
B-rmo6ymuusr — 10,1 %, ramma-rnooynuasl — 16,4 %.
JIlukBopHoOe naBneHue cocraBuio 140 MM Bom.CT.

MPT ronoBHoro Mo3ra — BbICOKasi MHTEHCUBHOCTD
curHajia B T2-pexume B 00JaCTU MOCTa U CPEAHUX
MO3KEUKOBBIX HOXKaX OTpakaeT JAereHeparuo MoHTO-
1epebdeUISIPHBIX BOJIOKOH, CHUXEHWE WHTEHCUBHOCTHU
curHajia B 00JIJaCTU CKOpPJIYNbl. YMEHbIIeHUEe o0beMa
KOpPBI B IEPBUYHOI CEHCOPHO-MOTOPHOI, J1aTepaabHOI
MMPEMOTOPHOU U MpedPOHTATBHOUI 00J1aCTAX, YMEHbIIIE -
HUe oObeMa MO3XkKeuKa.

MPT meiiHoro otaesia MO3BOHOYHUKA U CTUHHOTO
mo3ra 14.09.11 — ocTeoXoHAPO3 MEMHOTO OTAeIa IT0-
3BOHOYHMKA ¢ npoTpy3usmu guckoB C4-C5, C5-C6,
C6-C7. JedopMupyromuii CIIoHIAUIE3, CITOHANIO-
apTtpo3. JomosHUTENbHBIX 00pa30BaHU M 04aroB
MaToJIOTUYEeCKN M3MeHeHHOro MP-curHana B CliMH-
HOM MO3Te U 9KCTpaMenyIIsSpHBIX TPOCTPAHCTBAX He
BBISIBJICHO.

JymiekcHOoe CKaHUPOBaHWE MaTUCTPaTbHBIX apTePUiA
roinoBel — 1pocBeT OCA, BCA 4ucTHIil, BHYTPpUIIPOC-
BETHBIX 00pa30BaHUIf He BBISIBICHO, TUMdepeHIIMPOBKa
apTepuaJbHOI CTEHKHU Ha ciou coxpaHeHa, KM 1,1 mm,
yMepeHHas TeMOIUHUMUYECKN He3HaunMas S-obpasHast
n3BuToCTh BCA ¢ 2 cTOpOH.

OKI — cuHYCOBBII pUTM, BepTUKAJIbHOE ITOJIOXKECHNE
D0C, YCC 78 B 1 muH.

VYposor — HelipOreHHBIM MOYEBOM ITy3HIPh.

st OLIEHKMW CTeTeHU HapyIIeHUST KOTHUTUBHBIX
¢yHKIMA ucmonb3oBanuch mkaia MMSE u tect pu-
coBaHus 9acoB. [lomydensr pesyapraTthl 28 u 10 6amioB
COOTBETCTBEHHO.

[IpoBogunace nuddepeHnnantbHasI IMaTHOCTUKA
Mexny 6osie3Hbio [TapkmHcoOHA, MapKUHCOHU3MOM
«TUTIOC», TPOTPECCUPYIOIIUM HAIbSIAEPHBIM MAapaJTuiom,
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KOPTUKOOA3albHOI JereHepanueii, HOpMOTEH3UBHOM
ruapoliiedanreit, BTOpUYHBIMU TUCMETA00INYECKUMU
9HIIe(asonaTUIMM, MyJbTUCUCTEMHOMN aTpodueii.

Ha ocHOBaHMU KJIMHUYECKOW KapTUHBI, XapakTepa
TeueHUs 3a00JIeBaHUS, TaHHBIX JOTIOJTHUTEIbHBIX UCCIE-
JMOBaHUH, BBIIIETTPUBEAEHHBIX KPUTEPUEB TMArHOCTUKHU
MPUILJIN K 3aKJII0YEHMIO, YTO Y MalueHTa MYyJbTUCU-
cTeMHasi aTpodusi MO3ra ¢ BbIpaXXeHHbIM aKMHETUKO-
PUTUAHBIM U aTaKTUUYECKHUM CUHIAPOMOM, pedieKTop-
HO-TIMPAMUIHON HEIOCTATOUHOCTbIO B KOHEUHOCTSIX,
BereTaTMBHOM HEJOCTATOUHOCTHIO (ITaHAM3aBTOHOMMUEIA),
BBIPQXKEHHBIMU HapyIICHUSIMU TIEPEABUXKEHMST U caMO-
00CTyXMBaHUS.

IMonyyan nedyeHue: JeBokoMm 600 Mr/cyTku B 3 mpu-
emMa, HeoMuaaHTaH BHYTpb mo 100 Mr 2 pasa B CyTKH,
kopTtekcuH 2,0 B/M, nutodaasun 10,0 B/B KaneabHO Ha
200,0 ¢pusmonornuyeckoro pacteopa Ne 7, 3ateM BHYTpb
no 1 TabieTke 2 pa3a B CyTKU OejijlaTaMMHAal BHYTh IO
1 Tabnerke 3 pasa B neHb, KyaecaH Q10 mo 10 kanenb
2 pa3a B CYyTKM BO BpeMms enbl, ceMakc 0,1% pacTBop 1o
2 KaruiM B KaXXablil HOCOBO X0A 2 pa3a B E€Hb.

CrnipaBka: MyJbTUCUCTEMHasl aTpodusi — crnopaau-
yeckoe Mmporpeccupymolniee HeilpojaereHepaTUBHOE 3a-
OosieBaHUeE C TOpaXkeHUEM 0a3albHbIX TAHTJIMEB, CTBOJIA
MO3Ta, MO3Xeuka, CIMHHOTO MO3ra, MposBIsioleecs
MapKMHCOHU3MOM, MO3XXEUKOBOU aTakCcueli, BereTaTuB-
HOM HEJOCTAaTOYHOCTbIO U MUPAMUIHBIM CUHAPOMOM B
pa3IMYHBIX cOueTaHUsIX. MynbTUcHUCcTeMHas aTpodust —
CaMOCTOsITeJIbHast HO30JIoTYecKast popMa, sIBJISIOIIAsICst
OJHUM M3 BApUAHTOB MYJBTUCUCTEMHBIX AeTeHepallHii.

B 3aBMCHMMOCTH OT NMpeobaagaHus TeX UK MHBIX CUH-
JPOMOB BBIIEJSIOT 3 OCHOBHBIX KITMHUYecKuX Thma MCA:

1) cTpMaTOHUTPaAJIbHYIO JereHepauuio (CTPUATOHU-
rpajbHBI THUIT), XapaKTEepU3YIOLLYIOCS TIpeoliafaHueM
B KIIMHUYECKOW KapTUHE CUMIITOMOB MapKUHCOHU3MA;

2) oJIMBOTMOHTOILIEpeOEISIpHYIO aTpoduio (oau-
BOTTOHTOIIEPEOCIIAPHBIA TUIT), XapaKTePU3YIOIIYIOCS
npeobaagaHueM B KITUHUYECKOM KapTUHE MO3KEUKOBOIM
aTakCuH,;

3) cunapom lllasg — Jpeitaxepa, xapaKTepusylo-
UiicsT TOMUHUPOBAHUEM B KIMHUYECKOUW KapTUHE
CUMIITOMOB MPOTPECCUPYIOIIEl BereTaTUBHOM HeA0CTa-
TOYHOCTH, MPEXIE BCETO OPTOCTATUYECKOMN TMITOTEH3NU.

Kputepuu imarHocTHKH MyJIbTHCUCTEMHOM aTpoduu
(Gilman et al., 1998)

Kaunuueckue nposieaenus (xapakmephuie 045 3a604e-
8aHUs)

BereraTuBHasi/TazoBasgs n1ucOyHKLIUS (OPTOCTATH-
yecKasi TUTIOTEH3UsI CO CHUXXEHUEM CHCTOJIUYECKOTO
NaBJIEHUST He MeHee yeM Ha 20 MM pT.CT. WJIU UACTOJU-
YecKOoro — He MeHee ueM Ha 10 MM pT.CT. B TeyeHue 3 MUH
CTOSIHUS; HeJiepXKaHWe MOYM U HEMMOJIHOE OMTOPOKHEHME
MOYEBOTO Ty3bIps).

[TapkrHCOHU3M (TUTTOKUHE3US; PUTUIHOCTD; TOCTY-
pajibHasi HEYCTOMYMBOCTD, HE CBSI3aHHAs C MTEPBUYHBIM
HapylIeHHeM 3peHUsI, TPOMPHUOLIETIIINT, BECTUOYISIPHBIX

WJIM MO3XEUKOBBIX (DYHKIIMIA; ApOXKaHUE TTOKOS U/UIU
MOCTYypaJbHOE JPOXAHUE).

Mo3sxeukoBast aTaKCHsl (CTaATOJIOKOMOTOpPHAasI aTaKCHsT
C YBEJIMUEHUEM TIOLIAAN OMTOPbI, HEPABHOMEPHBIMU IO
IUJTMHE U HaTlpaBJIEHUIO IlIaraMy; CKaHIUPOBaHHAs peub;
NUCKOOPAMHALIMS KOHEYHOCTEH; HUCTArM).

[MupamMunHblili cMHAPOM (OXUBJIEHUE CYXOXMUIbHBIX
pediiekcoB ¢ HaIMUYKMeM pa3rubaTeIbHbIX CTOITHBIX 3HAKOB).

Kpumepuu, ydocmogepsaroujue duaenos

BereratuBHasi/TazoBast AucPyHKIIMS (OpTOCTaTUYEC-
CKasli TUTTIOTEH3MUS CO CHUXKEHMEM CUCTOIMYECKOTO 1aBJie-
HUS He MeHee 4eM Ha 30 MM pT.CT., AUACTOIUIECKOTO —
He MeHee YeM Ha 15 MM pT.CcT. uepe3 3 MUH CTOSIHUS U/WUJ
HelepKaHWe MOYM M HApYIIEHUE 9PEKIIUU Y MYXKUWH).

[MapknHCOHU3M (TUITOKMHE3USI B COUETAaHUY HE MEHee
YeM C OJTHUM JPYTUM MapKUHCOHUYECKUM CUMIITOMOM).

Mo3sxeuKkoBast aTakCHsl (CTaTOJIOKOMOTOpPHAasl aTaKCHsI
B COUETAHUU HE MEHEE YeM C OJJHUM JIPYTUM MO3XKEUKO-
BBIM CUMIITOMOM).

Kpumepuu, uckarouarouue duaenos

Hauamno B Bo3pacTte mo 30 JeT; MOJOXKUTEIbHBIN
CeMeiHbIl aHaMHe3; HaJluuue aHAMHEeCTUYEeCKUX, KITH-
HUYECKUX UM MapakKIMHUYECKUX MPU3HAKOB UHOTO
3a00JieBaHUsI, CITOCOOHOTO BHI3BATHh aHAJOTUYHBIC
CUMIITOMBI; TAJUTIOIMHAIIUY, He CBA3aHHBIC C IPUEMOM
JIEKAPCTBEHHBIX CPEACTB; HaJIMYMe NeMEHINU; pe3Koe
3aMeJlJIeHue BEePTUKAJIbHBIX CaKKaja WM Tapajud Bep-
THKaJIbHOTO B30pa; MPU3HAKU HapYIIEHUST KOPKOBBIX
¢yHkuuit (ada3us, CMHIPOM «dyKOi» pyKH, TUCHYHK-
LU TEMEHHOM KOPHI).

B nHacrosmee BpeMs He cymiecTByeT 3(P(PeKTUBHOIO
JIeueHUsI MO3XeYKOBbIX HapylieHu# npu MCA, nostomy
(bapmakoTeparnus B 3HAUUTEILHOM CTEITEHU HaTTpaBieHa
Ha o0JieTYeHrEe CUMIITOMOB TApKUHCOHU3Ma W TUCaBTO-
Homuu. Jlesomomna (1umoc muHrHOUTOP JJOMDA-n1exkapOoK-
cunasel) B g03e 10 1000 Mr/cyT npu ycaoBUM XOpoOIIei
MepPeHOCUMOCTHU. ATOHUCTBI TODaMUHOBBIX PELIETITOPOB
SIBJISTIOTCSI TTperapaTaMy BTOPOI JIMHKUU ([T03bI TAKUE Xe,
Kak u 1npu 6ojme3nm [lapkuHcoHa), aMaHTaguH — TIpe-
napat Ttpetbei tuHuu (100 mr o 3 pas/cyT), cemakc
0,1% pactBop Kariau B HOc. Tepamust opToCcTaTUUECKOM
TUITOTEH3UW YacTO JOCTATOUHO CJIOXKHas, BMECTe C TeM
OHa yJIy4IIaeT KauyecTBo Xu3Hu 001bHBEIX MCA. Huskoe
apTepuajJbHOE JaBJICHWE MOXET HE COTPOBOXIATHCS
KaKo#-11060 CUMIITOMATUKOM, BEPOSITHO, M3-3a TOTO,
YTO MO3TOBOI KPOBOTOK Y HUX MTOAAEPXKMUBAETCS Ha aleK-
BaTHOM YPOBHE 3a CUET MEXaHU3MOB ayTOPETYISIINH JaXKe
TP CHIKEHUU CUCTOJINYECKOTO apTeprualibHOTO JaBJie-
Husg no 60 MM pr.cT. Korma maHHOe COCTOSTHHE cO3macT
THUCKOMMDOPT, ero MOXKHO M30eXaTh IyTeM OrpaHUYeHUS
NEeCTBUS MPOBOLMPYIOMINX (HAKTOPOB — OOJBIIOTO
KOJMYECTBA TMHUIIU, aJIKOTOJs, (GU3NIECKUX HATPY30K,
BHEIITHETO TEIUIOBOr0 BO3aelcTBUA. K HeMenuKameH-
TO3HBIM CTPATETHSIM OTHOCSITCSI HOIIEHWE 3JTaCTUYHBIX
KOJITOTOK, BO3BBIIIEHHOE IMOJIOXKEHKWE TOJTOBHOTO KOHIIA
KpOBaTH Ha HOYb, YBEJIUUEHUE COACPKAHUS COJU B MU~
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IIeBOM paloHe. Ypouorudeckue mmpodiemsl mpu MCA
BBI3BAHbI COUYETAHUEM LIEHTPAJIbHBIX U TIEpUDEPUUECKUX
HEBPOJIOTUUYECKUX HAPYIIEHUU, KOTOpble MHOTAA Ha-
CJIauBAlOTCSI HA MECTHBIE MATOJOTrMYeckKue U3MEeHEeHUs,
HampuMmep runepTpoduio mpoctatsl U cI1a00CTh MBIIII]
MPOMEXHOCTU. XOJIUHOJIUTUKU TIepUdEeprIecKoro nei-
cTBUS 3¢ GEKTUBHBI MPU HEEPKaHUU MOYM, OJHAKO
4acToO MHAYLUPYIOT €€ 3aJepXKKYy; NeCMOMPECCUH, MPHU-
HSTBI HA HOYb, O0ecrieunBaeT perpecc HUKTypuu. [1pu
HETOJHOM OTMOPOXKHEHU U MOUYEBOTO Iy3bIpsi HEOOXOAMMa
nepuoanyeckas camokatetepusanus. [lockonbKy pe3yib-
TaThl hapMakoTepanu MCA B 11eJIoM HeOJIaTOIIPUSITHEIE,
BaXKHOMU SIBJISIETCS POJIb U IPYTUX TePATNeBTUUECKHUX CTpa-
ternii. Duzmorepanus moMoraeT MOAAePKUBATh IBUTA-
TEJIbHYI0O aKTUBHOCTbh U MPEAOTBpalllaeT KOHTPAKTYPHI,
JIOTOTIeINS YJIy4IllaeT apTUKYJISILINI0, KOMMYHUKATUBHbIE
CMOCOOHOCTHU U 00JieryaeTr rjioTaHue, TpyAoTepanus
CIOCOOCTBYET MPEOJOJIEHNUIO OTPAHUYEHU I, CBSI3aHHbBIX
¢ HeoOpaTUMOI MHBaJUAM3ALIMEN, TIcuxoTepanus ooe-
CreuyrBaeT 9MOLIMOHAJIbHYIO TIOAJIEPXKKY KaK MalUeHTY,
Tak u ceMmbe. Jlucdarus 4acTo CONpoOBOXIAETCS HE00-
XOJMMOCTBIO KOPMJIEHUSI Yepe3 Ha30TacTPaJbHBIN 30H]
M J1aXe MPUMEHEHUS YPECKOXHOMW SHIOCKOMUYECKOM
ractpoctoMun. OdecneyeHre 60JIbHOr0 MHBAJUIHOMN KO-
JISICKOU HEOOXOIMMO B CBSI3U CO CKJIOHHOCTBIO K YaCThIM
MajieHUsIM U aTaKCUEN MOXOIKH.

B Hacrosiee Bpemst yiyulnaoch MOHUMaHWE KITIMHU-
yeckux nmpospieHnit MCA [6—8]. DToro Helrb3s cKa3aTh
0 JIeYEHUU, Pe3yabTaTbl KOTOPOTO YMEPEHHbIE WU BO-
0o011e oTcyTCTBYIOT. [103TOMY CyllleCcTByeT KpaliHsIsI He-
00XOAUMOCTh B pa3paboTKe OyAyIIMX TepareBTUUECKUX
uccleqOBaHU, HaNpaBJIeHHbIX HAa U3YUYEHUE HOBBIX
CUMMTOMATUYECKUX U HEHPOIIPOTEKTOPHBIX MTpenapaTos,
a TakxXe ONMTUMM3AIUI0 HEMEeIUKAMEHTO3HBIX BMellla-
TEJbCTB MPU JAHHOU MATOJIOTUU.

CumaHos P.B.", €styiueHko C.K.2, CuMoHsH B.A."2,
CaByeHko E.A."2, Bopornaesa T.1O."
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im. B.K. lycaka HAMH YkpaiHun», m. AOHeLbK

2 AOHeLbK HQLIOHQABHW MEANYH YHIBEPCUTET
im. M. l'opbkoro

MYABTUCUCTEMHA ATPO®Iiq MO3KY
9K HAMBIAbLL BiPOTIAHUM AIATHO3 Y XBOPOTO
LLIECTUAECSTU POKIB i3 NAPKIHCOHIYHUM
CUHAPOMOM AECSITUPIYHOT AABHUHU

Pesiome. [TapKiHCOHI3M HalIEXUTb 10 HEBPOJIOTTYHUX CUHAPOMIB,
110 HaiyacTinie 3ycTpiualoThes B KJIiHIUHIM MPaKTULLi, i MOXe OyTU
MPOsIBOM 0araThbOX 3aXBOPIOBaHb TOJTOBHOIO MO3Ky. Ha mincrasi
JIiTepaTypHUX JaHUX i BJACHUX CITOCTEPEXEeHb Y daHiil cTaTTi po3-
MISAAETHCS TIpodsieMa CUHAPOMY MapKiHCcoHi3My. HanaHi kpurepii
nudepeHiabHOT NiarHOCTUKU. OTMUCYETHCS BUTIAIOK i3 TPAKTUKK
MapKiHCOHIYHOTO CMHAPOMY 3a MYJIBTUCUCTEMHOI aTpodii MO3KY.

KurouoBi ci1oBa: mapkiHCOHI3M, JiarHOCTHKA, MYJIBTUCHCTEMHA
aTrpodist MO3KY.
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MULTIPLE SYSTEM ATROPHY
OF THE BRAIN AS MOST LIKELY DIAGNOSIS
IN 60-YEAR-OLD PATIENT WITH PARKINSONIAN
SYNDROME OF 10-YEAR PERIOD

Summary. The parkinsonism belongs to most common neu-
rologic syndromes in clinical practice, it can be manifestation of
many diseases of the brain. On the basis of literary data and own
supervision in this article the problem of parkinsonian syndrome
is considered. Criteria of differential diagnosis are presented. The
clinical case of parkinsonian syndrome in multiple system atrophy
of the brain is described.

Key words: parkinsonism, diagnosis, multiple system
atrophy.
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