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Mop “AMCTOHMER” noppa3ymMeBaloT MNPOAOIKUTENbHBLIE
MbILLIEYHbIE COKPALLLEHUS, MPUBOAALLME K YCTONYMBBLIM MOBTO-
PAIOLLMMCS UCKPUBASIOLLMM [BVMXKEHUSIM U NMATONOMMYECKIUM
NMoOMOXEeHNsIM B BOBNeYeHHol obnactu [1-5]. Mo3utmeHas
ANarHoCTVKa BO3MOXHA TOMbKO Ha OCHOBAHWW aHanu3a K-
HMYECKOM KapTVHBbI, TaK Kak AUCTOHNUS UMEET creumnduryieckmne
4epTbl, KOTOPbIE MOXHO OLEHUTb TOSIbKO MPW KAUMHUYECKOM
OCMOTpPE, MpU 3TOM PYTUHHbIE HENPODU3NONOTNYECKMEe Me-
TOAbI OCBUAETENLCTBOBAHUS HE MOTYT ObITh MCMOIb30BAHBI HY
[ANS OMArHOCTUKKN, HU N5 Knaccudukauum ANCTOHUN, TaK Xe
KaK Y PYTUHHbIE METOAbl HENPOBM3yanM3aummn (MarHUTHO-pe-
30HaHcHas Tomorpadus — MPT) [6-9]. B cTpykType ANCToHnn
no4tn 90% cnyyaes COCTaBASET NepBMYHas (namonaTmyeckas)
OVNCTOHWS, KOTOPast NPOSIBASIETCS TONMbKO AUCTOHUYECKNM -
nepkuHesom [10]. dokanbHble GOPMbI BCTPEUAIOTCS NpUMep-
Ho B 10 pas value, 4eM reHepanusoBaHHbie [7].

Bce BMAabl AMCTOHMIA, B TOM YMCne oKasibHble, XapakTepu-
3yeT AMHAMUYHOCTb ABUrATENbHOMO PUCYHKA: AMCTOHMYECKAs
nosa, ANCTOHNS ONPeAENeHHOro AeiNCTBMS, 3aBUCUMOCTb (K3-
MEHYMBOCTb) AUCTOHUM OT MOSIOXEHNS TENA, BAVSH/E 3MOLMO-
HaNbHbIX 1 PYHKLMOHANBbHBIX COCTOSIHUIA, HANIMYe KOPPUrnpy-
IOLLMX XECTOB, NapafoKCasbHbIX KUHE3NIA 1 PEMUCCUIA, CoYe-
TaHve okanbHbIX GOPM AMCTOHUN UK Nepexon, OOHUX GOopPM
B apyrue [7, 8].

Mucunia cnaam (MNC) no xapakTepy NPOSIBNEHWI ABUraTENb-
HbIX (PEHOMEHOB OTHOCUTCA K OKanbHON GopMe AUCTOHUU
MbILLUL, KUCTK, SABASIETCS CaMOW PacnpoCTpaHeHHONn (OopMOi
OoKaNbHON ANCTOHUM B AMCTasbHbIX OTAENax NPaBoOn Pyku v
npeacTasnseT coboi TUNUYHYIO ANCTOHWIO AeCTBUS, T.€. AUC-
TOHMIO, HAPYLLAIOLLLYIO CTPOro cneunduyeckmin BUa MaHunyns-
unm — nucbmo [4, 11-15].

TepmuH “nucunii cna3m” MCNOMb3yeTcs Ons OnucaHus
HEBPONOTMYECKOr0 CUMHAPOMA, XapakTepu3yIOLEerocs Caoe-
06pa3HbIM 1M3bUpaTesibHbIM PACCTPOMCTBOM MOTOPUKM PYKU,
13-3a KOTOPOr0 MUCbMO CWJIbHO 3aTPYAHSAETCH WM CTaHo-
BUTCS HEBO3MOXHbIM, MPU 3TOM BbIMOSIHEHUE APYrUX TOHKMX
[BVKEHWI KUCTBIO 1 ManbLaMu, Kak MpaBuiio, He U3BMEHEHO, HO
Takxe OblBaeT 3aTpyaHeHo [16].

[MepBbIt MOCKOBCKMIA FOCYAAaPCTBEHHbIN MEANLIMHCKUN YHU-
BepcuteT uM. .M. CeyeHoBa.

Onbra AnekcaHppoBHa LLlaBnoBckasi — JOKT. Mef,. Hayk,
BEA. Hayy. COTp. slabopaTtopum MaTosiormm BEreTaTUBHOWN
HepBHoOM cuctembl HAO HeBponorum HALL.

Onbra PatmupoBHa OpnoBa - npodeccop kadbenpbl
HepBHbIX 60ne3Hen PIMOB.

HecmoTpst Ha no4tn 200-1ETHIO NCTOPUIO M3YHEHNS NPO-
6emMbl HapyLLEHWS akTa NMCcbMa, OTCYTCTBYIOT KpUTepun ama-
rHo3a MC, 4To BbI3bIBAET GOMbLUME 3aTPYAHEHNS Y MPAKTUKY-
owmx HeBposioros [17]. B nepByto o4epenb BO3HMKAET CNOX-
HOCTb TPaKTOBKW B MPUHAZIEXHOCTU JAHHOrO 3a60NeBaHns K
KaKoi-nnbo KOHKPETHOW Ho3o10rn4Yeckoi rpynne. Tak, cornac-
Ho MexayHapogHo knaccudukaumm 6onesHein 10-ro nepe-
cmotpa (MKB-10, 2010) NC knaccndurumpyeTcst B HECKOMbKUX
paspenax u pybpukax: ato pasgen V “lMcuxmyeckre paccTpoii-
CTBa ¥ paccTpoicTBa noseneHns”, pyopukm F40-F48 “Hespo-
TUYECKMe, CBA3aHHbIE CO CTPECCOM, U COMaTO(OPMHbIE pac-
CTpoiicTBa”, a MMeHHO F48.8 “ipyrve yTOuHEHHbIE HEBPOTUYE-
ckme paccTpoincTea (lpodeccrnoHanbHbIi HEBPO3, B TOM YUCTE
nucunii cnasm)”, n pasgen VI “bonesHn HepBHOW CUCTEMBI”, py-
6puvikm G20-G26 “OkcTpannpaMuiHbie U Apyrue ABUratenbHble
HapyLleHns”, a uMeHHo G24.2 “Upnonatuyeckas HecemeliHas
OVCTOHMS”, B KOTOPOW Takxe KOOMPYKTCH NpodeccroHab-
Hble cnasmbl (Hanpumep, MC unu cna3m nuanucta), unn G24.8
“Mpoyne ancToHnn: NpodeccroHanbHas AUCTOHMS” (K KOTO-
PO OTHOCAT W NUCYNIA cnaam. — lMpum. aBT.), unn G25 “Opyrue
9KCTpanMpamunaHbie U ABUraTesbHbIE HapyLeHUs”, a UMEHHO
G25.8 “pyrue yTo4HEHHbIE 3KCTpanMpaMuaHbIe U ABuUraTesb-
Hble HapywweHus” [18]. CornacHo knaccudukaumm MexayHa-
poaHoro obuecTsa no 605e3HM MNMapknMHCOHa 1 paccTpocTBam
asvxeHnii (International Parkinson and Movement Disorder
Society), n3yyatoLlero apuratenbHele 3a60neBaHns, KoTopble
NPOSIBASHIOTCH  HEMPOW3BObHLIMW HAPYLUEHUSMU  [BUXEHUIA,
MNC - ato pokanbHas popma AMCTOHUN. JoNONHUTENbHbIV (ak-
TOP, CO3AAtOLLNIA TPYAHOCTM B TPAKTOBKE KIMHUYECKUX MPOSIB-
neHuii NMC v nanbHewem BbIGOPe METOIOB NEYEHUS, — 3TO OT-
CYTCTBME CTATUCTUYECKUX AAHHBIX O pacnpocTpaHeHHocTu MC
Ha TeppuTopun Poccuiickoin ®epepaumu.

Moa pykoBoACcTBOM MeauuMHCKOro uccnenoBaTesibCkoro
¢doHpa no m3ydeHunto gmuctonun (Dystonia Medical Research
Foundation), O6beanHeHns No n3ydeHnio auctoHnm (Dystonia
Coalition) n EBponeiickoii opraHm3aumm no COTPYOHUYECTBY
B 06/1aCTV Hay4HbIX UCCNenoBaHUiA AUCTOHUM U Pa3paboTku
TexHonorui (European Dystonia Cooperation in Science and
Technology, COST) 6bin cdhopmMmpoBaH KOHCEHCYCHBIA KOMU-
TeT, npeactasmewni B 2013 . HOBYIO knaccudukauuio gnc-
ToHui [19]. JanHas knaccudurkaums CTpoOMTCS Ha ABYX OCHX:
KIIMHUYECKME XapakTepUCTUkM 1 atmonorus. CornacHo HOBOM
knaccudukaumm anctoHun (KoHcencyc 2013 r.) MC mMoxHO
oxapakTepr3oBatb cieayowym obpasom [19].
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MpocTon NC

re cnasmbl
(TONbKO NCBMO) Aoy

+ BOBJIEYEHME IPYrnX JEeNCTBUN

“KomnnekcHoin” MC
(paHee: “guctoHuyeckuii” MNC)

+ BO3HWKHOBEHWE CMOHTAHHO ANCTOHUN
B rnokoe

A4

Mporpeccupytowwuii NC
(dbokanbHas dopma AUCTOHUM PYKK)

Puc. 1. OcHoBHble knuHnyeckme dopmel MNC (no [15], B moau-
dukaumm [20]).

|. KnuHnyeckume xapakTepucTuku:

1) KNMHMYeckne 0COBEHHOCTM ONCTOHUN:
® BO3PACT HA MOMEHT Hayana — MOJI0A0M B3POCAbIA BO3pacT

(o121 no 40 net);
e pacnpefeneHne nopaxeHHbx obnactei Tena — pokanbHas;
® BPEMEHHAS CTPYKTypa — AencTBue-cneumdunyHas;

2) conyTcTBYytOLLME 0COBEHHOCTM:
® 30/IMPOBAHHAS IUCTOHUS UM B KOMOMHALWMN C APYrMMU ABU-

raTesibHbIMy PacCTPONCTBAMU — U30NMPOBAHHASA ANCTOHUS.

l. 9Tnonorus:

1) naTonorns HepPBHOW CUCTEMbI — OTCYTCTBME NPU3HAKOB
JereHepaumm v CTPYKTYPHbLIX HapYLLIEHWIA;

2) BpOXAEHHAs Un NpuobpeTeHHas:

* yavonaTnyeckast — cnopaguyeckas Gopma.

Bnepsble knaccudukauma MNC kak dokanbHOW HOpMbI
ancTtoHun gasa M.P. Sheehy n C.D. Marsden (1982), koTopele
pasaenunu MNC no cteneHn BOBNEYEHNS B AVCTOHUYECKUIA NPO-
LLecc onpeaeneHHbIx aenctemii: “npoctoi” MC - nposiBneHus
OVCTOHUK TOBKO NPV NUCbME; “AncToHnYeckunin” NC - nposie-
JIEHVSI ANCTOHUN MPY NMMCbME Y BOBIEYEHWE APYrUX OENCTBUNA,
BbIMNOJIHAEMbIX “B0MnbHON” pykoint; “nporpeccupytowmii” MC -
dokanbHasg Gpopma ANCTOHUM PYKU, XapakTepusyoLascs Bo3-
HVKHOBEHMEM CMOHTAHHON AMCTOHUM B nokoe [15]. B nocneay-
IOLLEM B AaHHYO Knaccudumkaumio Obiin BHECEHBI UBMEHEHUS
P.C. Jedinak et al. (2001), u TepmuH “guctoHnyeckuid” MNC 6bin
3ameHeH Ha “komnnekcHbin” MC [20] (puc. 1).

Cpenn Henpodr3nNonormyeckmx MexaHm3mMoB, y4acTBYiO-
X B GOPMUPOBAHNM AUCTOHUYECKOrO runepkuHesa npu Mc,
paccMaTpuBaloTCs HapyLleHne GyHKLMOHANbHOW aKTUBHOCTU
NepBUYHOA MOTOPHOM KOPbI, U3MEHEHWE COCTOSIHUS WUHTEp-
HeMpPOHHOro annapara CTBOMa MO3ra, HapyLeHne Peuunpok-
HOWM perynaumMm akTMBHOCTU MbILL, WM3MEHeHVe pedrekca
pacTsxeHus [16, 21].

Martepuan n metoabl

3anepuog c 1995 no 2012 r. mbl Habnoaanm 86 60/bHbIX C
namonatnyeckum MNC (26 MyxumH, 60 XEHLMH) B BO3pacTe OT
12 po 66 net (cpenHuii Bospact 39,6 + 12,5 roga) [9]. Cpea-
Hui4 Bo3pacT pebtota MNC coctasun 31,3 roga (11-54 ropa), B
53,7% cnyyaeB aebtoT MNC npuxoamncs Ha Bo3pacT Ao 30 nert.
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MopyepkHeM, 4TO B AMArHOCTUKE MEPBUYHOM AUCTOHUM
cneayeT NpuaepXuBaTbCs KMIOYEBOrO YTBEPXAEHNS: “...nep-
BUYHas AVCTOHWS onpenensieTcs kak 3abonesaHune, Npy KOTo-
POM OMCTOHWUYECKME ABUXEHWS NPEeaCTaBnsioT coboit n3onu-
POBAHHbIN CUMNTOM MPY OTCYTCTBUM NOATBEPXAEHHOrO (YyCTa-
HOBJIEHHOI0) HEBPONIOrNYECKOro Aedekta nayM 3K30reHHON
NMPUYUHBI, BbI3BaBLLER ONCTOHMIO” [4].

Pe3ynbtaTthbl

Mpwn aHanu3ae xanob 6bio BeisBNeHo, 4To B 100% cnyya-
€B XapaKTePHbIMU SBASANCb HAPYLLEHUS NPU NMUCbME HEMpPO-
M3BOJILHOIO XapakTepa: Bbl4ypHOE MOMOXEHWE KUCTU W Nasib-
LieB, MOBBILLEHNE MBILEYHOrO TOHYCAa B PYKE, Ype3MepHOe
cxartve pyyku, U3MEHEHe xapakTepa noyepka, HapylueHue
CANTHOCTK, CHUXEHWe ckoponucy, B 67,1% cnydaes Hapsagy
C HapyLUEHNEM NMUCbMa MMENO MECTO 3aTPYAHEHVE BbINOJHE-
HUS Apyrux (6bIToBbIX, NMPOMECCUOHANbHBIX 1 T.M.) OEACTBUI
(T.e. “komnnekcHblin” MC). Hn oamH 13 86 naumeHToB ¢ MNC He
npeabsABAs Xanob Ha oLyLeHre cnabocTy B KUCTU MU Nasib-
Ljax Ha CTOPOHE ANCTOHMYECKOro peHoMeHa.

OTtmeTum, 4TOo B psiae ciydaes y naumeHToB ¢ [1C Bbipaba-
ThiBaeTcs komneHcatopHas noda (KM). Ha nepsobin B3rnag Kl
KIMHUYECKWN UMEET CXOXME YepTbl C AUCTOHUYECKUM MONOXe-
HMEM KMCTW, BO3HMKAOLWMM npu nucbme y 6onbHoro ¢ MC, n oT-
NINYAETCS TONBKO TEM, YTO BbipabaThiBaeTCS MaLMeHTOM NPoun3-
BOJIbHO C LIeJIbl0 YMEHbLUEHMS HANPSXXEHWSI, CKOBAHHOCTU M
OPOXaHUS KNCTU U OAs COXPAHEHWS (YBEIMYEHMS) CKOPOCTY
nMcbma. KomneHcatopHasi no3a He A0CTaBASeT NauUMeHTy auc-
koMb opTa 1 NO3BOMSET COXPAHUTb N3HAYABHYIO CKOPOMUCH.

KnuHnyeckmn y Bcex o6cneoBaHHbix 60nbHbIX ¢ MC Gbina
BbISIB/IEHA XapakTepHas AN AUCTOHUM AMHAMUYHOCTb ABUra-
TENbHOrO PUCYHKA: AVUCTOHWS HAPYLUEHHOrO LEWCTBUS, OUC-
TOHWYECKOE NnonoxeHue kuctn/nansues, KI, koppurupytowye
XECTbl, napagokcasbHble KUHEe3UW, 3aBUCUMOCTb OT MOMOo-
XeHus Tena n GYHKUMOHaNbHbIX GakTopoB, peEMUCCUM, CoYye-
TaHue ¢ gpyrumn dpopmamu hokanbHon anctoHnm. Ocoboro
BHVMMaHWS 3aCnyxuaeT GeHOMEH NapagoKcabHbIX KUHE3WI,
3TO Te [EeWCTBUS, MPU BbINMOJHEHNN KOTOPbIX YMEHbLUAIOTCS
nposisnexus MC unu, B psage cny4aes, Ha Kakoe-To BPeMs Mof-
HOCTbIO MCHE3aEeT ANCTOHNYECKMNIA rnepkmHes. Mapagokcanb-
Hbl€ KMHE3WN UMEIOT MHAMBUAYATbHbIV XapakTep NPOSIBAEHUIA.
MMeHHO 3TOT (peHOMEH UCMNOJb3YeTCs Kak OCHOBa A/ pas-
paboTKN MHAMBMAOYAbHBIX Nporpamm peabunutauum [22], n
MMEHHO 3TOT GEeHOMEH CO34aeT AOMOJIHUTESbHbIE TPYAHOCTM
B anarHocTuke MNC, Tak Kak TPAKTyeTCs B MOMb3Yy NCUXOrEHHOro
NPOVCXOXAEHNS ANCTOHNYECKOr0 r’MnepkmnHesa.

Mpn peTpoCNeKTVBHOM aHANM3€ CTAHOBAEHWUS CUMATOMOB
INC 6bina BbISIBNEHA XapakTepHas YeTkasi 3TanHOCTb NPOrpec-
CMPOBaHWS IMCTOHNYECKOro deHoMeHa: 1-i aTam: cyokm-
HUYECKME MPOSIBNEHUS (PETPOCNEKTMBHO) B BMAE MOSIBUB-
Lencs HecTabunbHOCTM NoYepKa, UTHOPVPYIOTCS NaLMEHTOM;
2-1 aTan: npexoaawye HapyLeHns NcbMa Npy onpeaeneH-
HbIX YCNIOBUSIX, UTHOPUPYIOTCS; 3-1 3Tan: sBHble HapyLleHus
Xapaktepa nodyepka, “onpasaplBaloTca 4em-nnbo”; 4-i artan:



CcyOKOMMEHcaUMs KIIMHUYECKMX NPOSIBEHWIA AUCTOHUM, LONT0
He 0co3HaeTcs 60/bHbIM, MO3TOMY K Bpayy OH He obpallaeTcs;
5-1 aTan: nosBNeHNEe KOMMEHCATOPHO-MPUCNOCOOUTENbHBIX
npvemos (KIM), nucbeMo 3a CHET BONEBOIO KOHTPONS, KOTOPbLIE
Ha Bpems ymeHblualoT nposineHns MC, naumeHT K Bpady He
obpaulaercs; 6-i aTan: yracaHue KM 1 BONeBOro KOHTPO-
N5, CTpax nepea, Havyanom nucbMa, nepBoe obpalLeHre K Bpa-
yy; 7-i aTan: “3akpenneHue” n ycyrybneHme AMCTOHNYECKMX
nposinexnii (bopmmnposanune “komnnekcHoro” NC); 8- aran:
WHBaNuaMsauusl, coumanbHas fesafantaums, B psne chy-
4yaeB — BOBJIEYEHWNE APYrOW PyKN B AUCTOHUYECKUIA MPOLLECC.
BpemeHnHble napameTpel dopmmpoBaHuns atanos MC 04eHb NH-
aveuayanbHel — oT 1 0o 7-18 ner.

PesynbTathl aHann3a nyckoBbix GakToOpOB, NPEALLECTBYIO-
Lwmx pa3sututo MNC (o MHeHMO NauMeHTOB), OblN CleayoLLIm-
Mu: 47,6% naumeHToB He CMOrav ykasaTb npuynnHy MC, 26,8%
Cny4aeB — CTPECC Ha POHe YBENIMYEHHOIO 06bemMa Nucyeli pa-
60Thl, 12,2% - NcUxoTpPaBMuUpytoLLIMe cuTyaumn, 2,4% — Tpas-
Ma KUCTU 1 Mpeanieybs.

Mpu aHann3e cooTBeTcTBMA AnarHo3sa MNC npu nepBnyHOM
obpalleHun K Bpayy (Ha aTare nepBbiX HEPA3BEPHYTLIX Mpu-
3HaKoB 3a60neBaHus) BblNM NONYYEHBI CeayoLLIME faHHbIE: B
13,4% cnyyaes 6bin ycTaHoBneH amarHos MC, B 57,3% - apy-
ron guarHo3 (OCTeoXOHAPO3 LWENHOro OTAeNa MO3BOHOYHKKA,
TYHHENbHAs HEBPOMATUS, TEHOOBArMHWT, BEreTococyamcTas
OVCTOHUS, HEBPO3/aCTEHOHEBPOTUMYECKUI CUHAPOM K Ap.),
29,3% - 6e3 anarHo3a. To ecTb YacTOTa HEBEPHOro AnarHo3a
npu nepen4HOM obpateHun 60nbHOro ¢ MC k Bpayy cocTaBu-
na 86,6%. Pe3ynbTaThl aHanu3a cOOTBETCTBUA AnarHo3a MC
Ha MOMEHT obpatueHus: 47,6% cnyvaes — MC, 28% - gpyron
amarHos, 24,4% — 6e3 guarHosa. To ectb 52,4% 605bHbIx ¢ [1C
Ha MOMEHT OCMOTPa He UMEeNIN COOTBETCTBYIOLLLErO AnarHo3a.
Mpwn aHann3e nyTtei nocTynneHns nauneHTos ¢ MNC 6bino Bbi-
ABNEHO, 4TO 48,8% 60nbHLIX ObINN HaNPaBNEHbI HEBPOIOrOM,
22,8% — ppyrumy cneumannctaMmu (MaHyasbHbIi TepanesT,
ncyUxoTepanesT, TPABMATOION, PEBMATOSION, COCYAUCTbINA XU-
pypr, Herpoxupypr), 28,4% noctynunu camoTtekom (6e3 auna-
rHo3a). To ecTb 60/bLWMHCTBO 60MbHBIX ¢ MC HE UMenun aonx-
HOI MHPOPMaLMK 0 cBoeM 3aboneBaHUM 1 MeToaax Tepanuu.

Meprof OT MOMEHTA MOSIBNIEHUS NEPBbIX NMPU3HAKOB ANC-
TOHUM [0 MOCTaHOBKM AmarHo3da [C cocTaBun B cpenHeM
7,2 = 8,3 ropa (0,5-41 ron), npu 9TOM ObINO BbIAENEHO He-
CKONbKO rpynn: B 24,4% cnyyaes auarHo3 MC 6bii NnocTaBfeH B
cpenHem yepes 11 mec (0,5-1roa), B 35,4% — 4epes 3,1 roga
(2-5 net), B 20,7% - yepes 8,5 roga (6-10 net), B 12,2% -
yepe3 15,1 roga (12-20 net), B 4,9% - 4epe3 24,8 roga
(22-30 ner), B 2,4% — yepe3 39 n 41 roa.

Mpy ocmoTpe 6onbHOro ¢ NMC B MOMEHT nucbMa MMeeT-
C YeTKUI KIIMHUYECKMA NopTPeT AaHHoro 3abonesaHus [9]:
1) nogroToBka K NMCbMy NpeacTasnsieT coboli onpeneneHHbIi
pvTyan: naumeHT nogbupaet yaobHoe NoJsioxeHue Tena 3a cTo-
JIOM 1, Kak npaswno, nepebrpaeTt nanbLamu, nepes, Tem kak
B35ITb B PYKMN MUCYUIA MHCTPYMEHT (pydka, daomactep, kapaH-
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[all), UaM COBEpLUAET BpallaTeNbHble KPYroBble ABWXEHWS
BAOJIb OCU PYUKU; 2) ANCTOHMYECKAs N03a — Tak, Mpy cnactuye-
ckom INC yepe3 3-5 ¢ 0T MOMEHTa MHMUMaLMK NcbMa Habo-
[AeTcsl YeTkast HeNMPOW3BOJIbHAS YCTAHOBKA KUCTW U/Unv Nasb-
LEeB M OTMEYAETCH OYEPUEHHbIA KOHTYP HaMpPSKEHHbIX FpyMn
MbILLL, KACTV W Mpeanneybst; npu apoxarensHom MNC apoxa-
TeJIbHbIN rMNepKuHes (B KUCTU WK NasbLax) NosiBseTcs cpa-
3y, KaK TOJIbKO MaUMEHT AeNaeT MOMbITKY HaYaTb NMUCbMO, YXXe
B MOMEHT KacaHusl KOHYMKOM PydKU nucTa Gymaru, npu 3Tom
BbIPAXEHHOW (SPKOIN) ANCTOHUYECKON YCTAHOBKMN KACTW U Nasib-
LIEB MOXET He HabntoaaTbest; 3) YacThle NepepbIBbI NPY NUCbME
(Maccax nnu BCTPsIXMBAHME KUCTW, NnepebupaHne nanbuamm);
B MOMEHT nposiBnenns MNC naumeHT npakTuieckn cpasy nepe-
CTaeT nucatb, NOTUPAET Thil KUCTU U 3ansiCTbe KPYroBbIMU
MaCCaXHbIMU ABVXXEHWUSIMU, ONPABAbIBAETCS 32 BbIHYXAEHHbIN
nepepbiB; 4) U3MEHEHWE XxapakTepHbIX YepT novepka (pasHoBe-
NnKne BYKBbI, HAPYLLEHUE CAIMTHOCTHM) YXXe B Hauane Uim K KOH-
Ly NepBOV CTPOYKM — TaK, Npu cnactudeckom MNC oueBmaHbIe
N3MEHEHVsI noYepka (yBenuyeHne pa3mepa OykB; 4acTo pas-
HOBENVKME, CKavylme-naswywme 6ykBbl; OTCYTCTBUE CBSA3Y-
IOLLMX 9N1EMEHTOB Mexay OykBamu B CIOBax, Pa3pO3HEHHOCTb;
HernoCTOSIHCTBO NOYepPKa; OTKIIOHEHWE OT OCHOBHOW INHMM) Ha-
6N104aI0TCS K KOHLYY HanncaHvsi NepBoil CTPOKM UK B HavYane
CTPOKM, B 3aBMCMMOCTM OT CTEneHn BblpaxeHHocTw MC; npu
npoxatensHoM MC anemeHTbl ApoxaHms kak Obl HaknaabiBaloT-
CSl Ha PUCYHOK noYepka MHAMBMAA; 5) BbipaboTka U MCMNonb30-
BaHME KOMMEHCaTOpHbIX cTpaTteruin (npuemos): KIN npu yaep-
XaHUN MUCHEro MHCTPYMEHTA, KOPPUrMpYIOLWMe XeCTbl, No3a
3a CTOJIOM, MUCbMO HEMPUBbLIYHBIM CNOCOOOM.

Mpn aHanu3e AaHHbIX 60MbHbIX ¢ [C GblIN BbISIBNEHbI
chnepyowme TPYAHOCTM B AMarHOCTMKe dokanbHOW AWCTO-
HUW KUCTW YXe Ha aTane cbopa aHamHesa, kanob, nepemy-
HOro ocmotpa: 1) pasHornacus B ONPeAeneHnn HO30/0rM-
yeckon npuHagnexHoctn NC no MKB-10 n knaccudukauum
Movement Disorder Society, oTcioga: 2) HeBepHas TpakToBka
XapakTePHbIX KIMHUYECKUX YEPT AUCTOHUYECKOro dheHoMeHa
Kak Bpa4oM MEPBUYHOrO 3BEHA, TaK U BPAYOM-HEBPOJIOrOM, 1,
KaKk cnefcTeme: 3) HeBEPHO BbiGpaHHas TakTvKa lIe4eHus, Npo-
rpeccupoBaHuvie 3aboneBaHus; 4) B pase cnyyaes 60mbHble MC
“paccemnBaroTcs” nNo HeNpoduUIbHLIM cneuuanucTam; 5) nme-
€TC He4OoOLEHKa NAUMEHTOM CBOEr0 COCTOSIHWUSA M NO3aHEe
obpalleHue K Bpauy.

B 06Lem HeBposormyeckom ctatyce y 60sbHbIx ¢ MC BbI-
sBNeHa Hecneuudunyeckas o4aroBasi MUKPOCUMMNTOMATUKA, B
status localis B 81,7% cnyyaeB Habnoganncb NPU3HAKN M-
HV/MaJIbHbIX U3MEHEHWU ABUraTefibHON QYHKLMN NPaBon Pyku
(T.e. MVHMMaNbHOE CHWXEHWE COMPOTUBAEHNS B AUCTOHUYE-
CKOW KNCTM N0 CPaBHEHMIO CO 340POBOW) 1 TONLKO NPY NpoBe-
NEHUN KIIMHNYECKNX TECTOB; B 75,6% cnyyaeB Obliv OTMEYEHbI
HEe3HAYUTENbHbIE YYBCTBUTESbHbIE U3MEHEHUS (TrMNocTe3wns).
HanomMHUM, 4TO HM OAMH M3 MALMEHTOB He MPEeSbsBNSN Xa-
N00bl Ha CNaboCcTb UK YYBCTBUTENbHLIE HAPYLLeHUs (60nb) B
KMCTW/nanbLax;/pyke.
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Puc. 2. OwmboyHbIn anarHoctudeckmin anroputm MNC [9].

Mpu npoBeneHun anekTpoHerpomuorpadum (IHMI) no
cermMeHTam nepudepryeckrx HepBOB NPaBowi pykm B 94,9% cny-
4aeB BbISIBNIEHO CHMKEHMe CKOPOCTU NpoBeaeHUs BO30YXaAeHWs!
(CMB) no gpuratenbHbIM BonokHaM [23]. CTeneHb yka3aHHbIX
N3MEHEHWIA He KOPPENMPOBAsa C A/INTENbHOCTHLIO 3a601eBaHNs,
4YTO MOXET CBMAETENLCTBOBATL O TOM, YTO nepudepunyeckme
BO3AENCTBUSA Ha 061aCTh IOKTS MOMYT NPEeALIEeCcTBOBAThL Pa3Bu-
TUIO AVCTOHMYECKOrO PeHOMEHA B pyke. BbiIBNEHHOE CHuxe-
Hue ClB no gsuratenbHbiM BONOKHAM CPEAVNHHOIO W/WUAan N0K-
TeBoro Hepea npu MC MoxeT ObITb NPUYNHOW OLIMOOYHOW MO-
CTaHOBKU AyarHo3a “HeBponatus”, HO He ABNSIETCS OCHOBAHWEM
[1s1 NOCTaHOBKM Noao6HOro amartosa (puc. 2).

TaknuMm 06pa3om, MOXHO CHOPMYAMPOBATL TPYAHOCTU
puarHocTukm NC Ha aTanax oueHku status localis n nposene-
HUs QHMT™: 1) npu3Hakn “CHUXEHNS” CUAbI MbILLLL KUCTU B AUC-
TOHWUYECKOW KUCTV MO CPaBHEHMIO CO 3[10POBOM, BbISIBNSIEMbIE
TOMBKO NPV KIIMHUYECKOM TECTUPOBaHUK; 2) CHkeHue ClB no
ABuratenbHbIM BOIOKHAM CPEANHHOIO W/WUnv IOKTEBOIO HEPBA.
BhisiBnsiemMble Npu3Haky He NpoTueBopedat anarHody MNC [23].

PasnunyHble Henpodusnonormieckme TecTbl MOryT MOA-
TBEPANTL QYHKLMOHAMBHBIE HAPYLLEHWS Y MAUMEHTOB C AWC-
TOHMEN. B OONbLUMHCTBE Cy4yaeB HenpoPu3nonormyeckmne
HapyLIEeHNs1 He SBASIOTCH CneunduyHbIMU M MOTYT He KOp-
penmpoBath C KIMHUYECKOWN KapTUHOW Man BbiTb KIMHUYECKM
HE3HAYUMMbIMU1, MOSTOMY HE PEKOMEHZYIOTCS AN PYTUHHOIO
MCMONb30BAHUSA NPV OMArHOCTUKE MK knaccudbukaumm auc-
ToHWUW. B psige cnyvaeB ans oueHKn 0CoBeHHOCTEe ANCTOHUN
MOXET ObITb MPUMEHEHA MHOTOKaHaIbHas 3EKTPOMMOrpadpus
(OMr) pa3nuyHbIX MbiwwuL, [1].

06cyxpeHune
MOXHO KOHCTaTUPOBATb, H4TO XapakTEPHLIMU NPU3HaKaMu
MNC aenstoTcs: xanobbl Ha HapyLeHWe NUCbMa, U3MEHEHWE
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XapakTepHbIX YePT Nnoyepka, KIMHU4eckast AMHaAMUYHOCTb [BU-
raTeslbHOro PUCyHKa, 3TamHOCTb Pa3BUTUS CUMMTOMATUKM.
HesaHaunTenoHoe CHUXEHME CuJibl OTAENbHbIX MbILLUL, KUCTH,
WHHEPBVPYEMbIX CPEOVHHbLIM/NOKTEBLIM HEPBaMU, BbiSBISe-
MO€ TOSIbKO NPW TECTUPOBaHWUM, ABASIETCSA COCTABHOM YacCTbio
KNMHWYecKo kapTuHbl MC Hapsay ¢ 04eBUAHBIMW NPOSIBNEHN-
AMU AUCTOHUN.

NMEHHO “HEKOHTPONMPYEMBIE” N3MEHEHNSI B MOMEHT MUCb-
Ma hopMuUpytoT xapakTep xanob npu MNC. OgHaKo NNYHbIA OMNbIT
HabnofeHVs 3a rpynnoi n3 11 300poBbIX ML, NOKA3bIBaEeT, YTO
HEeCTECTBEHHOE YAepXKaHWe Pyykn 1 HeoObl4Has (HO BMECTE C
TEM MPVBbIYHAS ONS WHAVBMAOYYMA) NOCTAHOBKA MasbLEB npuv
nMCbMe MPOU3BOJIBHOrO XapakTepa, He A0CTaBAsiowas auc-
KomdbopTa B MOMEHT MUCbMAa, HEe BAMSIOLAS Ha CKOPOMUCH 1
He U3MEHSIIOLLAs XapaKTEPHbIE YEPTbl MOYepKa, He MOryT pac-
cMaTpurBaTbes kak nposieneHns MNC [9]. 3To MOXET 06bSICHATLCS
0COBEHHOCTBIO peannsaLmy akTa nMcbma 3a CHeT UHAMBUAYab-
HO MPeACTaBAEHHbIX FPYMMN MbILLIL, B NTEPBUYHON MOTOPHOW KOPE.

BblnennTb kakoin-nmbo BeayLimii paktop, cnocobCeTByio-
i passuTumio NC, Ha 0CHOBaHUM KOTOPOro OyAET NPOBOAUTL-
Csl AMarHocTvka 1 nocneayollas Tepanus, B 06cnefoBaHHOMN
rpynne 60bHbIX He MPeACTaBAaNoOCh BO3MOXHbIM. O6CyamMm
HekoTopble (akTopbl pucka, Hambonee 4acTo paccMaTpuBae-
Mble Bpa4yaMu Kak eQMHCTBEHHO BO3MOXHbI MPOBOLMPYIOLLMIA
areHT passutus MMC.

Tak, B gaHHoW rpynne 60sbHbIX K BO3MOXHbIM (hakTopam-
nposokaTopam MNC MOXHO OTHECTU U YBENIMHYEHHYIO CKOPOCTh
nrMcbMa B TeueHre paboyero aHs, 1 Ype3MEPHYIO Harpy3Ky npu
nMcbMe (M36bITOYHOE MUCBMO) B TEYEHWE FOAA, NPEALLIECTBY-
towero nebtoty MC, 410, CKOpee BCero, CBA3aHO C Npeapacno-
JIOXEHHOCTBIO K PA3BUTUIO ANCTOHUM [24]. Takke Kak BO3MOX-
Hble GakTopbl pucka pas3BuTUS (GOKabHBIX OUCTOHUIA KUCTU
paccMaTpurBalOTCs BO3AENCTBNSA B BUAE BbINOSHEHWS MOBTO-
PAIOLLIMXCA MOTOPHbIX 3aaaHuii [12]. Mcuxonornyeckunin c6oim B
OTHOLLEHNM UMEIOLLLEroCs O4YEBUAHOMO AABUraTeNIbHOro Aedek-
Ta ycyrybnser nposiBNeHns AUCToHnn. KnuHuyeckne nposiene-
HYS1 IBUraTeNIbHOro paccTporcTBa y 06cnenoBaHHbIX 60bHbLIX
¢ INC He COOTBETCTBOBAN KPUTEPUSIM AMArH03a NCUXOreHHOM
(dVKCUPOBAHHOI) OANCTOHUN, KOTOPAs XapakTepnuayeTcs CTON-
KM 60NEeBLIM CUHAPOMOM, KOHTPaKTypaMu, GUKCMPOBAHHLIM
MONOXEHNEM KUCTU, SPKMMU KOHBEPCUOHHBIMI CUMMITOMaMM,
OTCYTCTBMEM AMHAMUYHOCTY ABUraTeIbHOr0 PUCYHKa, Xapak-
TEPHOro Ans uanonaTU4eckom amcTonum [25-271].

OnpepensioLas (nyckosas) ponb Tpasmbl B reHese MC y 06-
CnefoBaHHbIX MaUMEHTOB He HaLLia AOMKHOIrO MOATBEPXAEHNS,
Tak Kak NposiBNEHNS OUCTOHUM Y HUX HE COOTBETCTBOBAN KPU-
TEpUSM “NOCTTPaBMaTU4eCKon (nepudepmnyeckn BbI3BAHHOW)
amctoHnn” no J. Jankovic (1988), npuaHakamu KOTOpoI SBASI-
toTCcst: 1) JOCTOBEPHbI aHaMHE3 — JAaBHOCTb TPaBMbl (MU Xu-
pYpruyeckoro BMeLLaTenbCTBa) B TO 061acTu, rae passuBaeT-
€1 ANCTOHWS, COCTaBnsieT MeHee 1 roga (Yawle 2-6 mec, kpanHe
peako — 1 roa); 2) UMeeTcs KNnMHnYeckas kaptuHa GokansbHoOM
omctoHum; 3) B AebloTe MMeeTCs KNMHMYeckas kapTuHa CUHAPO-
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Ma pednekTopHoI cumnaTmyeckol auctpodum (6onbk, runepe-
CTe3us, BA30MOTOPHbIE PACCTPONCTBA 1 TPOPUYHECKME N3MEHE-
HWS Ha KOXe); 4) AMCTOHMS feBTMPYET B NOKOE; 5) HET Apyrmx
cneundnyecknx NPUYNH PasBnTS AUCTOHUN (N0 AaHHLIM MPT,
NO3UTPOHHO-3MUCCUOHHO TOMOrpaduin); 6) BO3MOXHO, paHee
OblnM CYOKNMHMYECKME NPOSIBEHUS APYroro ABMraTenbHOro 3a-
6onesaHus; 7) npu SMI™ 0TMeYaeTcs yBENMYEHNE YaCcTOThl U aM-
NAUTYObI BCMbILLEK B OTBET HAa TOHMYECKYI0 B1Opauuio [28-31].

BbiBoAabl

KnuHunyeckoe onpepenexHve asuratefisHoro GeHomeHa,
nmeHyemoro MMC, cknaaplBaeTcsl U3 COBOKYMHOCTU MpU3Ha-
KOB: Bbl4yPHOE HEMPOWU3BO/bHOE MOJIOXEHNE KACTU 1 NanbLEB
npu NucbMe, KOTopoe A0CTaBAseT 60bHOMY HeyLo6CTBO Npu
OCYLLIECTBJIEHMN aKTa MMCbMa 3a CHET HEMPOM3BOJILHOMO MO-
BbILLUEHHOrO MbILLEYHOr0 TOHYCa, W, KaK CneacTeune, N3MeHe-
HWS XapaKTEPHbIX YEPT Nnoyepka UHAMBMAYYMa (pa3mep OyKkB 1
paccTosiHne Mexay HUMW, POBHOCTb HANUCaHNs, NOCTOSIHCTBO
noyepka) n CHUXeHne Temna nucbma. MIMeHHO “HEKOHTPONM-
pyemMoe” N3MeHeHVEe TOHyCa MbILLLL NPeanieybs U KUCTH B MO-
MeHT nucbMa popMupyeT xapakTep xanob npu MNC.

Elle pas HanOMHWM, 4TO AUCTOHMSA UMEET cneuunduyeckme
4yepTbl, KOTOPbIE MOXHO PACMO3HATb TOJILKO MPU KIIMHUYECKOM
OCMOTpPE, PYTUHHbIE HEMPOPU3NONOrMYECKE METOLLI OCBU-
LETENbCTBOBAHNS He MOTyT BbITb MCMONIb30BaHbl HU N1 Ana-
FHOCTUKM, HW ANS KnaccudukaLmm GUCTOHNUM, Tak Xe Kak 1 py-
TUHHbIE METOALI Henposmdyanusaumm (MPT).

[puratenbHble CUHOPOMbI OUCTOHWUM XapakTepusyroTcs
3HAUUTENLHOW CTENeHblo HEHOTUMNMYECKOW BaprabensHOCTH,
npu 3TOM [0BOJIbHO YacTo HabnoaaeTCcs HacoeHWe pasnmy-
HbIX CUMMTOMOB 1 CUHAPOMOB. [1aTOrHOMOHWYHBIX MPU3HAKOB,
KOTOpble Obl MO3BOMMAN LOCTOBEPHO OMPEAENUTb KIIMHUKO-
3TNOJIOMMYECKNE B3aNMOCBA3N C FreHETUYECKMMU UNIN BHELL-
HUMK dakTopamu, He cylecTByeT. Buoeosanucb n dpoTtorpa-
dbvpoBaHme 6ONLHOrO C ANCTOHWEN ABNSIETCS BaXKHLIM 3TaNom
OVarHOCTWKKN, AanbHenwero nnaHMpoBaHWUS METOLOB Tepa-
NMEBTUYECKOro BO3LEWNCTBUSA, a Takxke Nocnemylowen OUeHKU
pesynbTaToB Tepanum [8, 9].

KnnHuyeckmin noptpet 6onbHoro ¢ MC: noarotoBka K nuchb-
My NpefcTaBnsieT Co60i ONpeneneHHbI puTyan, AUCTOHM-
Yeckoe MOJIOXEHNE KUCTWU/ManbLEB Yalle BCEro nposiBfeTCs
yepe3 3-5 ¢ OT MOMEHTa MHMLMALMK NCbMA, UMEIOTCS U3Me-
HEeHWS XapakTePHbIX YEPT NoYepka (a B pAae Cyyaes npoymTaTb
HanMCaHHbI TEKCT He yaaeTcst). MiTak, COBOKYNHOCTb Xanob (Ha
HEnpov3BOJIbHOE HEECTECTBEHHOE MOJIOKEHWE KUCTW/NasbLeB
npu NUCbME; Ha HanpsXXeHWe, CKOBAHHOCTb B 0611aCTU KUCTK,
nanbuax uiv MbllLax npeanieybs, BO3HUKaLWMe Npu nmucb-
Me; Ha U3MEHEHME XapakTepPHbIX YEPT NOYEPKa U BbIPAXEHHOE
3aMefJieHVe Temna MucbMa), AMHAMWYHOCTb OBUraTeNbHOro
pYICYHKa M 3TanHOCTb Pa3BUTUS CUMNTOMOB — 3TO 0ONMraTHbIe
NPU3HaKK1 1, COOTBETCTBEHHO, KpUTEepumn guarHoctukm lC.

XapakTepHbiMu npuadHakamu MNC aBnaTCa: Xanobbl Ha
HapyLLleHre NMCbMa, U3MEHEHNE XapakTepHbIX YEPT MoYepka,
KIMHWYECKast AMHAMUYHOCTb [ABUraTeNbHOr0 PUCYHKa, aTtan-

HOCTb Pa3BUTWS CUMMTOMATUKM, MPY 3TOM HE3HAYUTENBHOE
CHUXEHNE CUJbl OTAENbHbIX MbILWL, KUCTW, UHHEPBMPYEMbIX
CpPeaVHHbIM/NOKTEBLIM HEPBOM, BhISIBISIEMOE MPY TECTUPOBA-
HUM 1 QHMT, 9BNsSIeTCS COCTABHOM YacCTbio KIMHNYECKOW Kap-
TuHbl MC Hapsagy ¢ 04eBUAHBIMU NPOSBAEHUSMU HOKANbHOM
anctoHun [9, 23, 32].

KnuHuyeckum kputeprem MC cnyxut 04eBUIHbIA MOTOP-
HbIl 0edUUMT B BUAE BO3HWKHOBEHWSI OUCTOHUYECKMX MOJO-
XEHUA KMCTU 1 NanbLeB, MHOr4a B COYETAHWUU C TPEMOPOM,
npun BbINONHEHUW ONPeaeNeHHoro aencTans. JaHHblie aHanu-
3a ABuratensHoro pucyHka npu MNC xapakrepusyoTcs SpkuM
noaMMoper3MOM 1 AMHAMUYHOCTbIO, YTO COCTAB/SIET OCHOBY
KIMHNYECKOMN AnarHocTukn. KnaccudukaumoHHbIMY Kputepu-
Aamu MC a9BRSIOTCH COBOKYNMHOCTb KIMHUKO-aHAMHECTUHECKMX
[JAHHBIX, OLEHKa AMHAMWUYHOCTU, 3TAnHOCTb GOPMUPOBAHMS
CYMMTOMOB.
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