Buwieoowt:

1. YcTaHOoBIIEHO, UTO CPEIU MAIMEHTOB C TYOESPKYJIE30M JIETKUX MPeo0IanaroT KypuiIbirk (91 %).

2.V KypsILUX NALMEHTOB C TyOepKyJIE30M JIETKUX U CO cTaXkeM Kypenus Oosnee 20 et yaie, 4em
y HEKYPSIIMX ONPEACISUTICH OOCTPYKTHBHBIC HapyIIeHHs (PyHKIIMN BHEIITHETO JIBIXaHHS.

3. B npouecce nedeHus y KypsIIMUX MalUeHTOB J0JIbIIE COXPAHSIIOCh OaKTEPUOBBIACICHHUE
10 CPABHEHUIO C HEKYPSIIUMHU (COOTBETCTBEHHO y 14 manueHToB U3 25 n'y 6 u3 25 Ha 3-Mm mecs-
ne aeuenus, p = 0,04), HaGmonanace TeHACHLIUA K 0ojiee MEAJICHHOMY YMEHBIIEHUIO pa3MepoB
MIOJIOCTEN pacnajia, MeIJICHHEE MPOUCXO0IUIIa HOpMaIU3alus oKa3aTesiel TeMOrpaMMBl.

4. Takum 00pa3oM, XpoHHYecKass TabayHasi MHTOKCUKALIUS SBJISIETCS OJHUM U3 OTATOLIA0-
IIMX TE€YeHHE TyOepKyJIe3HON MaTOJIOrMu (aKTOPOB, UTO B AMHUIAEMUOJIOTUYECKOM IUIAHE MMEET
HEeraTUBHbIE NOCIEACTBHS. Bpaun-(TH3naTpsl JOIKHBI aKTUBHO BBISABIATH KYPSIIUX NALUEHTOB,
YMETb MOTHUBHPOBATh UX K OTKa3y OT Tabaka, OKa3blBaTh MOMOILb U MOAJNEPKKY B HYKHOM, JIJIs
JTAHHOTO MaIMeHTa, 0ObeMe.
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Beeoenue

B knmHu4eckol U McciieoBaTeIbCKOM MPaKTUKE B HACTOSIIEE BpEMs CYLIECTBYET HEO00XO-
JUMOCTH B BaJIUIHBIX METO/IaX HEBPOJIOTUYECKOM OIICHKH CTETICHH TSKECTH MO3KEUYKOBOM aTak-
CHH, C IIeTTBI0 KOHTPOJISI IMHAMHUKH COCTOSIHHS TaIeHTa U 3()()EKTUBHOCTH MPOBOAMMON Tepa-
nuu. B HacTosiee Bpemsi Hanbosiee MMpPOKO UCTIONB3yeTcsl MeKIyHapoIHas ITKada OlEHKH BbI-
paxeHHocTH atakcun — International Cooperative Ataxia Rating Scale (ICARS), pa3zpaborannas
B 1997 r. komuteTom BeemupHoit geneparuu HeBponoruu. Ha ee ocHoe B 2007 T. HEMEIIKUMHU
y4eHBIMH OblTa pazpadborana mkaina Scale for the Assessment and Rating of Ataxia (SARA), a B
2009 r. B CIIA nmpennoxunu mkany Brief Ataxia Rating Scale (BARS).

Ifens

OcBeTuTh COBPEMEHHBIC BAPHAHTHI OLIEHKU CTETICHH BHIPAXKEHHOCTH MO3KEUKOBON aTaKCHUH.

Mamepuan u memoowvl uccie0o08anus

O030p, aHasu3 1 06PadOTKA TAaHHBIX 3aPyOEKHBIX HAYYHBIX UCCIIECAOBAHUIA 110 33JaHHOM TeMe.

Pe3ynomamul uccnedosanusn u ux oocyycoenue

B 1997 r. 6p11a pa3paborana u onyOaukoBaHa MexTyHapoHas MIKaja OIEHKH BBIPAXKEH-
HocTH arakcuu — International Cooperative Ataxia Rating Scale (ICARS). IIpu 3ToM ncmoiib30-
BaJIach MOJYKOJIMUYECTBEHHAS OLIEHKA CUMITTOMOB MTOPAKEHUSI MO3keuKa. [IpuunHoi pa3paboTKu
JAHHOM IITKAJIBI MOCITYXKHJIa HEOOXOIUMOCTh OLEHKH TUHAMUKUA COCTOSIHUS MAIIMEHTOB CITUHOILIC-
peOCTUTSIPHBIMY aTaKCHSIMH.

[Ikana cOCTOUT U3 YEThIpEX CyOIIKall, KOTOPbIE MO3BOJIIOT MAKCUMAIIBHO OLIEHUTH CTETICHb
aTaKCUH, MIPU ITOM HaUOONBIIHNI BO3MOXKHBIN cymMMmapHbIid 6amt — 100: mo3a u moxoaka (IyHK-
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ToI 1-7, onienka 0-34), kuHeTnyeckne GyHKIUU (MyHKTH 8—14, onenka 0—-52) HapylIeHus: pedn
(myHkThI 15 1 16, ottenka 0—8) u ria3oaBUraTesbHbie paccTpoiicTBa (IMyHKTHI 1719, omienka 0-6).

B uccnenoanuu, onyomukoanHoM Mov. Disod. B 2007 r., mkana ICARS npu onenke 3¢-
(EeKTUBHOCTH JICUYCHHs CIHHOIEPEOCIUIAPHBIX aTakCUi, Mmoka3ana ce0si KakK yAOBJIETBOPSIOLIAs
MPUHATHIM KPUTEPUAM MEXKIKCIEPTHON HaaexxHocTu (BHyTpukiiaccoBsiii ko3 dunreHT koppe-
nsiuu (ICC — 0,95), u BHyTpeHHe cornacoBanHol (a Kponbaxa — 0,95). BHyTpeHHss cornaco-
BaHHOCTb YBEJIMUYMBAJIACh MPU yAaJCHUH U3 y4yeTa IMyHKTOB OLIEHKH IJ1a30/IBUraTeNIbHbIX (QyHK-
it (myHKTHI 17-19). X0oTs mpoBepka J0CTOBEPHOCTH ObliIa OrpaHHuYeHa, ObUTH 0OHAPY>KEHBI J10-
kazaTenbcTBa o0ocHoBaHHOCTH ICSAR, Korja B KauecTBe BHENIHETO KPUTEPUS MCIOJIB30BAJICS
uHAeKC baprena (urHoexc MOBCETHEBHON aKTUBHOCTH). B TaHHOM HCcleOBaHUU OBLIN BBIsBIIE-
HBI IB€ OCHOBHBIE MPOOJIEMBbI, CBA3aHHBIE C MCIIOIb30BAHUEM IIKaJbl. Bo-mepBbIX, N30bITOUHOE
KOJIMYECTBO MyHKTOB B HEKOTOPBIX CYOIIKalaX W HAMYHE B3aMMOMWCKIIOYAIONINX OTBETOB MPH-
BEJIM K 3HAUYUTEIHHOMY KOJIMYECTBY MPOTHUBOPEUUBBIX OLIEHOK, TAKHUE JIOKHBIE Pe3ysIbTaThl 00-
HApYXWIK IpuUMepHO B 1/3 Bcex ciydyaeB. Bo-BTOPBIX, PaKTOPHBINM aHATU3 1T0KA3all, 9TO PE3yIib-
TaThl OLICHKH OBbLIN OIpe/eeHbl YEThIPbMS Pa3IMYHBIMU (DaKTOpaMH, KOTOpPbIE HE COBMATAIN C
cybmkanamu ICARS, Tem cambIM moJBepras COMHEHHIO 0OOOCHOBAHHOCTEL aHajIKM3a CyOIIKal B
JAHHBIX KIMHUYECKUX UCIIBITAHUAX.

B 2007 r. Ha 6a3e YauBepcurerckoii Knuuuku Jccena pa3zpaboTaiu HOBYIO, MeHEe 00beM-
HYyI0 1 00Jiee IPUCTIOCOOJICHHYIO K KIIMHMYECKOW MPaKTHKE KAy OoljeHKH atakcuu Scale for the
Assessment and Rating of Ataxia (SARA), ocHOBaHHYIO Ha MOJIYKOJIMYECTBEHHOUW OILIEHKE BBI-
paxeHHocTH atakcuu. SARA mipeacTasiseT cob6oit 8-nmo3uiimonHy 40-0aIbHYIO0 KAy, B OT-
mnuue oT ICARS He oneHMBaIONIyIO IN1a30ABUraTeIbHYI0 (DYHKIHIO, BPEMSI OLIEHKH COCTOSIHUS
nanueHTa cocrabisier 5—40 muHyT. MccnenoBarenbekas MOMyJsiisa cocTosia u3 64 maiueHToB ¢
arakcuen. J[narHospl ObLUTH TeTepPOreHHBIMHU, BKJIFOYAS WAMOTIATHYECKUE TeTCHEPATUBHBIC aTaKCHHU,
pUOOpETeHHbIE ATAKCHU, PAHHUE JETEeHEPATHUBHBIC aTAKCHH U O4aroBble MOPaKEHHSI MO3KEUKa.

Pesynbrarel uUCCleOBaHMs II0KA3aldd BBICOKMM YPOBEHb MEXIKCIEPTHOW HAJIEKHOCTH
(ICC — 0,98) u BHyTpeHHe# cornacoBanHOCTH, a Kponb6axa — 0,97, oHa He yBenn4uBaiach, Ko-
r71a Kakoi-m0o snemeHT Obu1 ynaneH. ITokazarens SARA yBenuuuBaics B CBA3H CO CTaIHeH 3a-
6onesanus (p < 0,0001). Kpome Toro, oOHapy Kuiack TeCHas KOppessius ¢ HHAeKcoM baprena
(r=-0,63, p <0,0001). Takum obpazom, mkana SARA nokasana cBor0 00BEKTUBHOCTH B OLICHKE
CTENeHH BBIPAKEHHOCTH aTaKCHU HE TOJBKO MAllMEeHTOB, CTPAAAIOIINX CIIMHOLEPEOEIIIIPHBIMH,
HO U ApyruMHu (hOpMaMu aTaKCUU.

B 6onee nozaaem ucciienoanuu 2009 r., mpoBenerHoM Massachusetts General Hospital and
Harvard Medical School, Ob11 BEIIONTHEH CPaBHUTENBHBIN aHATH3 YKE UMEIONTUXCS KA OIICH-
KM aTaKCHH U PE3yJLTAaTOM CTajo co3aanue mkanel Brief Ataxia Rating Scale (BARS) ¢ yuerom
BCEX HEJIOCTATKOB MPEIbIIyIUX METOI0B OolleHKHU. [1Ikana cocTOUT U3 5 MyHKTOB, OLICHUBAIOIINX
MOXOJIKY, ABUIKEHUS PYK, JBM)KEHHUS HOT, PeuYb U TJIa30BUraTelbHble (YHKIUU UCCIEIYEMOTO.
JlaHHBIE BJIEMEHTHI OIICHKH OBUTH BBIBEJICHBI ITyTeM (DAKTOPHOT'O aHAIM3a YCOBEPIICHCTBOBAHHON
mkaibl ICARS. Kpatkocts mkanisl BARS mo3BoJieT mMMUpPOKO UCIHOIB30BaTh €€ B €XKEIHEBHOM
KITMHUYeCcKor npaktuke, a Beicokuit ICC (0,91) cBuaeTensCTBYET O ee Haae)KHOCTH U 000CHO-
BanHOCTHU. [Ipu cratucTrueckoir 00paboTKe pe3yIbTaTOB OLICHKH ManueHToB 1o mkaiam [CARS
u SARA B TekyIIeM HCCIeIOBaHUU ObUIM MONy4YeHBI Oojiee HU3KHUE U(PHI BHYTPEHHEH cora-
COBaHHOCTU OTHOCHUTEJIBHO PE3yJIbTaTOB OPUTMHAIBHBIX UCTIBITAHUM B TPEX HCCIEAYEMBIX TPYII-
nax: a Kponbaxa — 0,96, 0,95, 0,96 st ICARS u 0.92, 0.90, 0.89 nns SARA.

Buvieoown

KonuyectBenHoe omnpezeneHre MOTOPHOTO JeUIMTa MPH ATAKCHUECKUX PACCTPOMCTBAX
SBIISICTCS KPUTEPUEM OIICHKH KIMHUYECKOHW TSDKECTH 3a00JIeBaHUS B NMPAKTHKE W HAYYHBIX HC-
cienoBaHusaX. Tpems IIKalaMu, KOTOpbIE B HACTOALIEE BpeMsl UCHOIb3YIOTCS JUIsl KOJTUYECTBEH-
HOTO OIpeAeTICHUS] MOTOPHOTO AS(PUINTA MPU aTAKCUYECKUX HAPYIICHUSX, IBIAIOTCS MexXayHa-
ponnas Illkana Ouenku Bripaxennoctu atakcuu — International Cooperative Ataxia Rating
Scale (ICARS), Scale for the Assessment and Rating of Ataxia (SARA) u Brief Ataxia Rating
Scale (BARS).
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Beeoenue

N3BecTHO, 4TO OOIIEHHE C KUBOTHBIMU PUHOCHUT YEJIOBEKY HE TOJILKO MPUSATHBIE SMOIMH, HO U
CroCcOOCTBYET JICUEHHIO MHOTHX 3a0oieBaHuil. brmarorBopHoe BIMSIHWE Ha 370pPOBBE YEIIOBEKA
CHOCOOHBI OKa3bIBaTh AENb(GUHBI, KOIIKH, JIOIIAJAA U HEKOTOphIEe Ipyrue >kuBoTHhle. Ham crano
WHTEPECHO, KaKoBa IiefieOHast cuiia co0aKy M HACKOJIBKO OCO3HAHHO MPHU BBIOOPE JOMAIITHETO ITH-
TOMIIA IPEATNOYTEHUS OTIAIOTCS IMEHHO ATOMY NPEJICTaBUTEINIO «OpaTheB HAILIMX MEHBILINX).

Hens:

1) moapoOHO U3YyUHUTh CBEACHHS O KAaHECTEPAITHH;

2) MOArOTOBHUTH MPE3EHTALMU, KOTOPbIE MOKHO HCIONBb30BaTh Ha 3aHsTusx no PKU, na
BHEAyJAUTOPHBIX 3aHATUSAX U HA BCTpPEUax CO LIKOJbHHKAMH PAa3HOTO BO3pacTa AJisl MOIyJIsIpu3a-
UM OEepeKHOr0 OTHOIICHHUS K coOakaMm, MPUBUTHUA K HUM JIOOBH M pa3bsiCHEHHUs NpaBHI Oe3-
OMACHOT'0 TOBEJICHUS C JOMAIIHUMH MTUTOMIIAMH.

Mamepuan u memoowl ucciedosanus

N3yuenue nutepaTyphbl, aHajdu3 U CHCTEMaTU3allusg Marepuana, ornpoc. OObeKT ucciaenoBa-
HUS: JIOMAIIHUE MTUTOMIIBI, a UMEHHO, cobaku. [Ipenmer uccrnenoBanus: GoToMaTepHabl, JIUTE-
paTypHbI€ IPOU3BEICHUS, IPOU3BEICHHS H300Pa3UTELHOTO HCKYCCTBA.

AKTyanpbHOCTh BBIOOpa JAaHHOW TEMBI JUIS MCCIICJIOBAHMS 3aKIIFOYAeTCs B JKEJIaHWH aBTOpa
paciiupUTh COOCTBEHHOE MPEJCTABICHUE U MPEJCTaBICHHE POBECHUKOB O BO3MOXKHOCTSIX HC-
MOJIb30BAHUS IOMAIIHUX JKHUBOTHBIX, B YACTHOCTH, COOAK B KaUECTBE «CEMEWHOTO TOKTOpa»; B
JKEJTaHUU TO3HAKOMUTH C UCTOpUEH OJHOTO U3 TYPKMEHCKHX CUMBOJIOB — TypPKMEHCKUM ajnaba-
€M U B HEOOXOJIMMOCTH BCTaTh Ha 3aIIUTYy TEX, y KOTO HET XO35iMUHA, HET JJOMa, KTO MOXET OBbITh
OTIACEH B OIMPEJCIEHHBIX CUTYaIUsX.

Pesynomamel ucciedosanusn u ux oocyyicoenue

B xozne uccrnenoBanusi ObUT0 MpoBeeHO aHKeTHpoBaHuEe 50 YenoBeK, CPEeAHUIN BO3pacT KOTO-
pbix 18-20 neT, Bce oHM 00y4aroTcsi B MEAMIMHCKOM YHUBepcuteTe. Cpeau onporieHHbix 70 % co-
CTaBJSIIOT IEBYIIKK. Ha BOMPOCH! OTBEYANU MPEACTABUTEIHN PA3HBIX CTPaH: TypPKMEHB — 24 ye-
JoBeka, ctyaeHTsl u3 Uumun — 12, u3 lpu-Jlanku — 12, uz Upaka — 2. Koneuno, mudpsl
HACTOJBKO MaJbl, 4YTO CJENIaTh BHIBOJBI O KAKHX-TO TEHACHIIMSX [0 U3y4aeMOMY BOIIPOCY B JIaH-
HBIX CTpaHax, HE MpeJCTaBiseTcs] BO3MOXKHBIM. OJHAKO HaM IOKa3aJIoOCh MHTEPECHBIM, YTO
MPEICTABUTENIM PA3HBIX CTPaH 3HAKOMBI C KMHOJEHTaMU: «XaTtuko» ((puibM OBUT BBIMYIIEH B
2009 r. B Anonun), «bemnsrit ien» (2005 1.), «berxosen» (1992 r.), «Ko mue, MyxTap!» (1964 r.),
«Kanra mxynrmnein» (2016 r.); ¢ annmarmonHsM punsmom «Mayrauy (1967-1971 rr.). Bompo-
Chl TYMaHHOTO OTHOILIEHUS YeJIOBeKa K >KMBOTHBIM, B TOM YHCIIe U K co0akaM, MOJHUMAaeMbIe B
KMHOKapTHHAX O0BEAUHAIOT U co3JaTeNiel yKa3aHHBIX paloT, U 3pUTeNell CaMbIX pa3HbIX BKYCOB,
MPUCTPACTHIA, POja NEATEIHHOCTH U PEIUTHO3HBIX YOCIKICHHI.
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