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BBepeHue. KnuHnyeckas KapTuHa aTakcuu BKAKOYAET GONbLIOI CNEKTP CUMNTOMOB, BbIPAXEHHOCTb KOTOPLIX yBENNYUBa-
€TCA Npu NporpeccupoBaHnu 3abonesaHus. Micnonb3oBaHue CTaHAAPTU3UPOBAHHBIX KNMHUYECKUX UHCTPYMEHTOB OLLeH-
KW NO3BONSAET YCTaHaBNMBATb CTENEHb TAXECTU 33060N1eBaHU, a TAKKE CBOEBPEMEHHO OTCNIEXMBATL €r0 NPorpeccMpoBa-
Hue. LLkana oueHkn n onpeaeneHus ctenenu atakeun (Scale for the Assessment and Rating of Ataxia, SARA) saBnsetcs
AOCTaTOYHO NPOCTLIM U TOYHBIM UHCTPYMEHTOM AN 06CNe0BaHUA NALMEHTOB C Pa3NUYHLIMK BUAAMHU aTakcuil. 0aHako
ee NpuMeHeHue Ha TeppuTopun Poccuiickont PefiepaLimm orpaHnyeHo B CBA3M C OTCYTCTBUEM BaMAMPOBAHHOI pycCKO-
A3bIYHON BepCuM.

Llenb uccnepoBaHnA — NUHIBOKYNLTYPHASA afianTaLma opuruHanbHon Bepcumn SARA ¢ OLEHKON NCUXOMETPUYECKUX CBOMCTB
C03JaHHON 0ULMANBHOI PYCCKOA3bIYHOI BEPCUM.

Marepuanbl u MeToAbl. B HacTosee nccnegoBatue Obinu BKAKOYEHb! 60 NALMEHTOB C HACNEACTBEHHBIMU MO3XKEUYKOBbI-
MW aTakCcUsMW, MefMaHa Bo3pacta cocTaBuna 48 [39,3-58,8] net. Ha 1-m atane BbINOMHEHA IMHIBOKYNLTYpHAs afanTauus
OpUTrMHaNbHOM aHMOA3LIYHON BEPCUM LWKANbl COMNACcHO 0BLENPUHATLIM peKkomMeHzauuam. Ha 2-M 3Tane BanupaLunoHHo-
ro UCCnefoBaHWUA NPOBELEHA OLEHKa NCUMXOMETPUYECKUX nokasaTeneil pa3paboTaHHOro pycCKOA3blYHOTrO BapuaHTa
WKanbl: HALEXHOCTH, COfEPIKATENLHON BaNUAHOCTH, YYBCTBUTENBHOCTH.

Pesynbratbl. onyyeHa pycckossbiuHasn Bepcus SARA, KoTopas NpoOAEMOHCTPUPOBANa BbICOKUI YPOBEHb HAJEKHOCTH,
YyBCTBUTENLHOCTU W BaNMAHOCTY.

BobiBoabl. [peacTaBneHa BanmMaMpoBaHHas pycckonsbluHas Bepcus SARA, peKkoMeH0BaHHAA K NPUMEHEHUIO ANSA KIUHU-
YecKoW U Hay4YHO-UCCNef0BaTeNbCKO PaboThl PYCCKOA3bIYHBIX CNELMUANUCTOB.
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Background. The clinical presentation of ataxia includes a wide range of symptoms, the severity of which increases
with disease progression. Standardized clinical assessment tools enable the evaluation of disease severity and monitoring
of its progression. The Scale for the Assessment and Rating of Ataxia (SARA) is a sufficiently simple and accurate tool
for examining patients with various forms of ataxia. However, the use of this scale in the Russian Federation is limited
because a validated Russian-language version is not available.

Aim. A linguacultural adaptation of the original version of SARA with an assessment of the psychometric properties
of the created official Russian-language version.

Materials and methods. This study included 60 patients with hereditary cerebellar ataxias, with a median age
of 48 [39.3-58.8] years. During the first stage, a linguacultural adaptation of the original English version of the scale
was performed following standard guidelines. During the second stage of the validation study, we assessed
the psychometric properties of the Russian-language version of the scale: reliability, content validity, and sensitivity.
Results. The resulting Russian-language version of the SARA scale demonstrated a high levels of reliability, sensitivity,
and validity.

Conclusion. A validated Russian-language version of the SARA is presented and recommended for use in clinical practice
and research by Russian-speaking specialists.

Keywords: ataxia, cerebellar ataxia, validation, linguacultural adaptation, Scale for the Assessment and Rating of Ataxia
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BBepeHue

TepMUH «aTakcusi» B IIEPEBOE C TPEYECKOro 03Haya-
€T «0eCTIOpSIOYHBII», «<He UMEIOLINIA 1IeJIM» W TIPUMEHS -
€TCsl 7151 OMTMCAHMS HApyIIeHUSI KOOPAVMHALIMY JIBVDKEHU I
U TIOJIIEPXKaHUsI PABHOBECHSI, HE CBSI3aHHOTO CO CHYDKEHU -
€M MBIIICYHOI CHUJIbI, MBIIIEYHOIO TOHYCA WU HEIPOM3-
BOJIbHBIMU ABIDKEHUAMU [1, 2]. ATaKCus CIy>KUT pacipo-
CTpaHEHHBIM MPOSIBJICHUEM Pa3TUIHBIX HEBPOJIOTUIECKMX
3a00JIeBaHUI M Yallle BCETO CBSA3aHa C MOBPEXICHUEM
MO3XeUKa WM ero CBsI3eid, BECTUOYISIPHOIO allapara,
3alHUX KaHATUKOB CIIMHHOTO MO3ra WM Iepudepuye-
CcKolt HepBHOI cucteMbl [3, 4]. KnuHuuyeckas kapTuHa
aTakCUU KpoMme HapylleHUs KOOPAMHALMU IBVKEHUIN
Y TIOJIEPXKaHUST PABHOBECUST TAKXKE YAaCTO BKITIOYAET THC-
METPHUIO, MO3XEUYKOBYIO OU3apTPMIO, MHTCHIIMOHHBIN
TPEMOp, IJIa30IBUraTeIbHbIC PACCTPOICTBA U IPYTHE ITPO-
sBieHus [5]. 11 TOUHOM OLIeHKHU BBIPaKeHHOCTU CUM-
IITOMOB, TSIKECTH OO0JIC3HU U CTETICHM €€ IIPOrPeCCUpO-
BaHMsI HEOOXOIMMO HCIIOJIb30BaTh CTAHIAPTU3MPOBAaHHbBIE
MHCTPYMEHTHI.

B HacTosIee BpeMsT CyIIECTBYET HECKOJIBKO ITKa
1 OIPOCHUKOB JIJIS1 OLIEHKY BBIPAXKEHHOCTH aTakCHU. Tak,
HarpuMep, MexayHapoaHast o0beIMHEHHasI 1ITKaja OLeH-
ku atakcuu (The International Cooperative Ataxia Rating
Scale, ICARS) [6, 7] — Hanbosee meTanu3npoBaHHAs
U IIMPOKO MCTOJIb3yeMast 1JIs MallieHTOB ¢ TaHHbIM CUH-
npoMoM. OueHka coctosiHus nauenTa no ICARS Bxitio-
yaeT 19 myHKTOB M 3aHUMaeT B cpeaHeM 20—30 MuH,
YTO JeJIaeT 3Ty IKaTy HEMPAKTUIHOM JUTSI PyTMHHOM KJTH-
Huuyeckoil nmpaktuku. B 2004 r. rpymnmoii eBponeicKkux
HEBPOJIOrOB ObUIa pa3paboTaHa KpaTkas v 0oJjiee IpocTast
B UCITOJIb30BaHMM KJIMHUYECKAs IIKaja IjIsT OLCHKU OC-
HOBHBIX CUMIITOMOB aTaKCHM — IIKaJia OLICHKH U OTIpe/ie-

JeHusa cteneHu atakcuu (Scale for the Assessment
and Rating of Ataxia, SARA) [8], koTopas siBisieTcs mpe-
METOM HallleTo UCCIIeTOBaHMSI.

IlIxana SARA BkitouaeT 8§ MyHKTOB, OLIEHMBAIOLINX
OCHOBHBIE JIOMEHBI: CTaTMKO-JIOKOMOTOPHBIC HapyIICHUS
(roxornka, MOJIOXXEHUE CTOSI M CUIIS), pedb, KOOPIUHALIUS
JBIDKEHMIT KOHEYHOCTEM (IMajiblie-IaablieBasi, ISITOYHO-
KOJICHHAsI, TTaJIbLIEHOCOBast IIPOOKI, OLIeHKA TUAT0XOKUHE-
3a). O6uii 6ann Bapsupyet ot 0 10 40, rae 6ojiee BEICOKUE
3HAUCHUSI OTpaxKaloT OOJIBIIYIO TSKeCTh aTakcuu [8]. Pa3-
PabOTYMKY MPOBEJIN TECTUPOBAHNE OPUTUHAIBHOM BEPCUM
LIKaJTbI B 2 MCCIIeA0OBaHMIX ¢ ydacTueM 167 u 119 manyeH-
TOB CO CITMHOLIEPEOCSIUISIPHOM aTaKCUel, T0Ka3aB HalexX-
HOCTb U BaJIMTHOCTh 3TOTO MHCTPYMEHTA JUIsI OLIEHKH BbI-
pPaXkeHHOCTH CUMIITOMOB aTakcuu. Takoke IKaja ObLia
arpoOMpoBaHa MPM Pa3HbIX BUAAX aTAKCHUI1 U HAIIUIA 1T -
POKOE NMPUMEHEHME JIJIST OLICHKY BBIPasKEHHOCTHU JaHHOT'O
CHHJIpOMa B IIEHTpaX, CICHUAIM3UPYIOIINXCS Ha JBUTa-
TEJBbHBIX PACCTPOMCTBAX, PeaOMINTALIMOHHBIX [IEHTPaX
M JUISI KTMHAYECKUX UccienoBanuii [9—11].

HecmoTtps Ha mmpokoe npuMeHeHue SARA y naiu-
€HTOB C MO3KEUKOBOI aTaKCHel, BOIPOCH TEPMUHOJIOTHM,
MHCTPYKIIMU M MHTEPIpETAIlMU MpoO TpeOyIOT aganTaluu
C YYETOM SI3BIKOBBIX U KYJIBTYPHBIX OCOOeHHOCTEM. B nu-
TepaType ONKCaHbl BaMAAIIMOHHbIC UCCICIOBAHMSI, O~
HAaKO JTJaHHBIE O JIMHTBOKYJIETYPHOI PYCCKOSI3bIYHOI a1ar-
Talldd OTCYTCTBYIOT, OrpaHUYMBaAsi BO3MOXHOCTH
CTaHIapTU3MPOBAHHOM OLICHKU COCTOSIHUS ITallMeHTOB
B PYCCKOSI3BIYHBIX cTpaHaX. OTCYTCTBUE BaIMIMPOBAHHOM
BEPCUM IIKaJIbl Ha HAIIMOHAJIBHOM SI3BIKE CYIIECTBEHHO
OTrpaHMYMBACT e¢ TUarHOCTHYECKYIO U UCCIICI0BATEIbCKYIO
LIECHHOCTb, @ TAKXKE CHIDKAET COITOCTAaBUMOCTD PE3Y/IETaTOB
C JaHHBIMU 3apyOeKHBIX aBTOpOB [12, 13].
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Ienb ucciienoBanus — TMHTBOKYJIBTYpHAsl aganTaiust
OopUIrMHaJIbHOM Bepcun SARA ¢ oLigHKO# ITcuxomMeTpudec-
KUX CBOMCTB CO3MaHHOM O(MUIIMATbHON PYCCKOS3BIYHOMN
BEPCUU.

Martepuanbi u metopbl

ITpotiecc AMHTBOKYIBTYpHOM aganTauyu SARA BKITI0-
YaJI HECKOJIbKO IOCIeI0BaTeIbHBIX 3TaroB. Ha 1-M aTame
BBITTOJIHEH TIPSIMOM TIEpEeBO, OPUTMHATBLHON aHIJIOSI3bIY -
HOM BEpCUU IIKaJIbl HA PYCCKUI SI3bIK 2 HE3aBUCUMBIMU
MEIULIMHCKUMU TiepeBoqunKamu. [lojydeHHBIE BepcUM
repeBoia ObLIM COIOCTABICHBI U COTJIACOBAHBI C TIPE-
BapUTEIbHO C(POPMHUPOBAHHOI PYCCKOSI3BIYHOM BepcHeit
mkasbl. Ha 2-M aTane ocyluecTBIIsUICs OOpaTHBIN ITepeBOI
(back-translation) nmpeaBapUTEIbHOMN PYCCKOSI3BIYHOI Bep-
CHM Ha aHTJIMMCKMI SI3bIK HOCUTEJIEM sI3bIKa C MEIULIMH -
CKMM oOpa3oBaHueM. Pe3ynbraTel 00paTHOrO IepeBoaa
aHAJIM3UPOBAJIMCh HA TIPEIMET CEMaHTUYECKUX PACXOX-
JleHuit ¢ opuruHaabHo Bepcueit SARA. [lanee Oblaa cop-
MMpOBaHa aBTOPUTETHAsI KOMUCCHS TIOJ TIpecenaTesb-
CTBOM IlepeBOIYMKAa-3KCIlepTa, HE Y4acTBOBABIIETO
B pa3paboTKe agalTUPOBAHHO BEPCUU IIKaJbL. B cocTaB
KOMMCCHUH TaKKe BXOIUIU BpaYn-HEBPOJIOTHY C KJIIMHUYE-
CKUM OIBITOM pabOThI C MAllMEHTAMM C MO3XEUYKOBBIMU
aTaKCUSIMU M MEIULIMHCKHUE MEPEBOAYMKU. DKCIepTHast
IpyIIIia OleHMUBaIa TEPMUHOJIOTHIO, KIMHUYECKYIO MHTEP-
MpeTanuio GOPMYIMPOBOK M ITOHITHOCTh OIIMCAHMS 3a-
JAaHWI B PYCCKOS3BIYHOM BEPCUM C TTOCICAYIOIIUM BHECE-
HUEM KOPPEKTUPOBOK.

[IpenBapuTenbHas BepcUsl PYCCKOS3BIYHON IIKaJIbI
SARA Obln1a anpoOMpoBaHa B paMKaX IMUJIOTHOTO TeCTU-
pOBaHUsI HA OrpaHUYEHHOM TpyIiNe NmalueHToB (n = 15)
C MO3XEUYKOBBIMU aTakcusMHU. LleasiMu maHHOrO 3Tama
OBLIY OLICHKA ITOHITHOCTH (hOPMYIUPOBOK MHCTPYKIIUIA,
yI0OCTBa MPUMEHEHUSI IIKAJIbI B KITMHUYECKOM ITPAKTUKE
U BBISIBJIEHUE MOTEHIIMAJbHBIX TPYAHOCTEH MpU ee uc-
rosb3oBaHuu. [1o pe3ybraTaM MUIOTHOTO UCCIIeTOBAHMS
MPOBOIMJICSI aHAJIM3 KOMMEHTapUeB Bpadei, Iocjie Yero
(opMupoBanach huHaIbHAs BepCHUs IIIKaJIbI, IpeTHA3HA-
YeHHas Ul TIOCJIEAYIONICH IICMXOMETPUIECKOM BajIuaa-
1115078

B ocHOBHOM BaIMAaLIMOHHOM HICCIIETOBAHIM YIaCTBO-
Baju 60 MalIMEHTOB C HACJIEICTBEHHBIMU MO3KEUKOBBIMU
arakcusMu (13 HUX 34 XKeHIIMHBI). MeauaHa u MexXKKBap-
TunbHbIl nHTEepBan (Me [IQR]) Bo3pacta B rpymre co-
craBusm 48 [39,3—58,8] net, meauana oueHku 1o SARA
npu nepsom Busute — 11,5 [9,5—13,0] danna.

B nporecce Banuaanuy olieHUBAIN IICUXOMETPUIEC-
KUe TTOKa3aTeld IIKaJIbl: HaleXKHOCTh, BKJIIOYAOIIYIO BOC-
MMPOU3BOIMMOCTh ¥ MEXIKCIIEPTHYIO COTJIaCOBAaHHOCTb,
colepKaTesIbHYI0 BATMIHOCTb M YyBCTBUTEIbHOCTD. OLIEH-
Ky 1o SARA npoBoauiu 2 Bpaya-HeBpoJiora He3aBUCUMO
IpyT OT Apyra. Pe3ynbratsl oOcaenoBaHus IEpBOro Bpaya
MpeACTaBIeHBI KaK «A», BTOPoro — Kak «B». B cootBer-
CTBUH C XPOHOJIOIMYECKUM MOPSAKOM 00C/IeIOBaHUS ObI-
JI mpoHyMepoBaHbI: Al, A2, A3, B, B2.

HanexHocTh IIKabl TTOKa3bIBaeT €€ YCTONYMBOCTD
K OIIMOKaM rcciienoBaHusl. B 1aHHOM rccienoBaHUU € To-
MOIIIBIO METO/Ia TECT-PETECT U3ydaik, HACKOJIBKO IIKaja
MOIBEPXKEHA OIIMOKaM, CBA3aHHBIM C (DaKTOPOM BpeMEHM
(A1—A2). Insg 3TOro OLICHUBAIM B3aUMOCBSI3b MEXIY
OLIEHKaMU, IOJIYYEHHBIMU OHUM U TEM K€ BPAYOM C UH-
TepBajioM 2 4. JIJIsT OLleHKY BHYTPEHHEH COTrJIaCOBAaHHOCTH
aHanusupoBaiu anbdpy Kponobaxa (o) (HeoOX0IMMBIi ypo-
BeHb KoaddumueHta — 6osee 0,8). MexakcrnepTHas
COTJIaCOBAaHHOCTh BBISIBJISIET BapMaTUBHOCTb MHEHUI
3KCIIEPTOB B paMKaXx OJHOT0 BpeMeHHOro nepuona. JIst Ko-
JIMYECTBEHHOI OlLICHKM IaHHoro nmapametpa (Al—Bl1) 2
Bpaya MpOBOIWIM 0OC/IeIOBaHMSI TTAllEHTa C MHTEPBAJIOM
o 1 cyT ¢ ganbpHenmM pacuetoM Kamrbl KosHa (k) (He-
00X0oUMBIi ypoBeHb Koadduimenta — 6osee 0,7).

J1J1 uccliemoBaHMS COMEPKaTeIbHOM BaIMITHOCTH ObLT
MpoBeleH oMnpoc (MakcumajbHas olieHKa — 10 6amioB)
Bpaueli-HeBPOJOroB Poccuiickoro 1meHTpa HeBpOJIOTUM
u HeipoHayk (PLIHH) ¢ onbiToM paboThl He MeHee 5 JieT
JUTSI BBISICHEHUSI, HACKOJIBKO CONEpXKaHUe IIKaIbl COOT-
BETCTBYET ITOCTABJICHHBIM IIepel Hell 3a1adaM.

B pamkax mcciaenoBaHKS YyBCTBUTEIBHOCTHU IIIKAJIbI
CpaBHUBAJIM OLIEHKU TEPBOro M (pMHAIBLHOIO BU3UTOB
(A1—A3) u npoBepsIu TUIIOTE3y O TOM, YTO IKajaa 3¢-
(beKTUBHO IEMOHCTPUPYET TMHAMUKY TIOKa3aTeIei.

CraTtucTiyeckuii anam3 aannbix. [1py aHammse penpe-
3eHTATUBHOCTHU (YpoBeHb MoltHOocTH 0,8 U ypoBeHb CTa-
TUCTHYECKOM 3HaAUNMOCTH p <0,05) BBISIBICHO, YTO 00BbEM
BBIOOPKU 60 MAalIMEHTOB SIBJISIETCS JOCTATOYHBIM JUISI TTPO-
BeleHUsI JTaHHOTo uccieaoBaHus [ 14]. BBumy Toro uto pac-
npeesieHre MOJTYyYeHHBIX JaHHBIX HE COOTBETCTBOBAJIO
HopMmanbHOMY (Kputepuii KoamoropoBa—CMuUpHOBa,
p =0,02), 6bUIM UCTIOIB30BaHbI HEMapaMEeTPUUECKUE Me-
TOJbI CTATUCTUYECKOTO aHAIM3a. AHAJIM3 TICUXOMETpUYe-
CKMX CBOMCTB IITKAJIbI IIPOBOAMJICS C TIOMOIIIBIO CIIEMTYIOIIMX
METOJIOB: KOPPEIAIMOHHBIN aHanmu3 1mo CnupMeHy —
JUTSI UI3yYEHUST PETECTOBOM HaleXXHOCTU; KO3 MUIIMEHTHI
kannbl KosHa u anbgbl KpoHbaxa — st onpeneaeHust Me-
JKOKCIIEPTHOM M BHYTPEHHEM COIIaCOBaHHOCTU COOTBET-
CTBeHHO; W-KpUTEpHii YIIIKOKCOHA — JUIST OLIEHKU YyBCTBU -
TEJILHOCTH IIKaJIbl. [10pOroBhIii YpOBeHb CTATUCTUYECCKOM
3HAYMMOCTH BO BCeX ciydasix cooTBeTcTBoBal p <0,05. Cra-
TUCTUYECKast 00paboTKa TaHHBIX IIPOBOAMIIACH C TTOMOIIIBIO
nporpaMmbl SPSS Statistics 24 (IBM Corp., CIIIA).

Pe3synbrathbl

Iocre 3aBepilieHUs IEPBOTO 3Talla JMHTBOKYJIBTYPHOM
afanTaluy v MPOBEICHUS ITUIOTHOTO TECTUPOBAHUST ObI-
Jla yTBepxKJIieHa (prHaIbHas pyccKosi3bluHas Bepcust SARA
(cM. mpuaoXeHue).

IIcuxomeTpuyecKHe CBOICTBA PYCCKOS3BIYHOI BEPCHH
SARA. PanroBeliit KoadpuuneHT Koppeasauuu CrnupMmeHa
(r) Ipu Ucclieg0BaHUM PETECTOBOM HafgexXHOCTH (A1—A2),
cocrtasui 0,98 (p <0,0001), yTo moaTBEepKAAECT YCTONUM-
BOCTb PYCCKOSI3bIYHOM Bepcun SARA K olnbdKam, cBsI3aH-
HBIM C BpeMEHHBIM (haKTOPOM.
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Tadmaua 1. ITcuxomempuueckue nokazamenu pycckosi3biMHOL 6epCUU WIKAAbI OUEHKU U OnpedeneHuUs CeneHy amakcuu
Table 1. Psychometric indicators of the Russian-language of the Scale for the Assessment and Rating of Ataxia

Parameter Parameter elements Evaluation method
Threshold value
of the criterion
V4
PetecroBas (A1—A2) Koppexnsinii o Crmp-=
MEHY >0,7 0,98 <0,0001
Retest (A1-A2) .
Spearman correlation
MexaKcnepTHas coria-
T T TS EETT coBaHHOCTb (A1—B1) Kanmna Kosna >
Reaileibility Inter-rater agreement Cohen’s kappa 20,7 0,87 0,003
(A1-B1)
BHyTpeHHss coraco- Koaddutment anpds
BaHHOCTH Kpon6axa >(),8 0,92 <0,0001
Internal consistency Cronbach’s alpha coefficient
1€ CUp—————— YyBCTBUTENTEHOCTD W-xputepuii
YBCTB (A1-A2) YunkokcoHa p <0,05 —6,43 <0,0001
Sensitivity

Sensitivity (A1—A2)

Wilcoxon W-test

AHau3 BHYTPEHHEN COIIACOBAHHOCTH BBISIBUJI BBI-
COKMIT YpOBEHb BHYTPEHHEN corjacoBaHHOCTH (Ko3pdu-
uueHT anbbbl Kponbaxa cocrasua 0,92 (p <0,0001)).
IIpu uccinenoBaHUU MEXIKCIIEPTHON COTIACOBAHHOCTU
(A1—B1) koappuuuent kannsl KosHa cooTBeTCTBOBAJ
0,87 (p = 0,003), moaTBepxkaasi TOCTaTOYHbINA YPOBEHb
naHHoro mapametrpa. CymmapHbie 6aibl o SARA, rosy-
YeHHBIE Pa3HBIMU CIICELUATUCTaAMU IIPU OOCICIOBaHUMN
OIHMX ITallMEHTOB, XapaKTepHU30BAIUCh BHICOKOI CTelle-
HbIO COIIACOBAHHOCTH, YTO TOBOPUT O MUHUMAaJbHOM
BJIVSIHUM CYOBEKTUBHOTO (haKTOpa IPU MCITOJIb30BAaHUU
PYCCKOSI3BIYHOM BEPCUU IITKAJIBI.

BamaHocTts. B pamkax aKCriepTHOI OLICHKH, TIPOBEICH-
HOW B XOJI¢ MCCIIEIOBaHUsI COMepKaTeIbHOM BaIMIHOCTH
IIKaJTBI, OBLT 3apMKCUPOBaH BBICOKMIA Oamut — 8,6 13 10.

YyBCTBUTEIBHOCTD IKAJbI. [1py IepBOM BU3MTE MeIMaHa
OlLIEHOK Mo mikajge coctaBuia 11,5 [9,5—13,0] 6anna,
Mpu 3aKJI04YuTesbHOM Busute — 9,5 [7,5—10,5] Ganna
(W-xputepuii YunkokcoHna, p <0,0001), uro moarBepxkaa-
€T BBICOKYIO YYBCTBUTENIbHOCTh SARA mpu olieHKe cruM-
IITOMOB aTaKCHH, B TOM YHUCJIe NMPH TMHAMUYECKOM Ha-
omoaeHuu (tad. 1).

KnuHuyeckum cnyyait

Ilayuenm X., 59 sem, noayuan neuwenue 6 PLIHH c oua-
eHozom cundpoma CANVAS (mosoxceuxosas amakcus, Heepo-
namus, eecmubyasapHas apegaexcus) (kod no Mexucoyna-
POOHOU Kaaccugukayuu 6oaezneil G11.2).

Anamue3s 3a601e6anus: 6 meueHue MHO2UX Aem OecnoKo-
um XpoHuuecKuil cyxoil Kauenb 6e3 euduMoli cés3u ¢ KaxKoii-
Aubo pecnupamoproii namonoeueil. B 2018 e. enepevie nosisu-

AUCH HCAA00bL Ha cAabOCMb, 204080KPYICEHUE, MOULHOMY.
boin npednonodcen duaznoz ocmpozo HapyuleHus: M03208020
KpoeoobpaujeHus, Komopbliii 0bla ONpo8epeHym no OAHHbIM
KOMNbIOMEPHOI MoMoepapuy u MaeHUMHO-pe30HAHCHOL Mo-
moepaguu (MPT) eonoenoco mozea. Ilpu nposedenuu MPT
2041061020 Mo3ea (2020 2.) no onucanuio 8bls161eHbl MHONMCE-
CMeeHHble o4azu cocyoucmoao 2eHe3a 6 beaom geujecmae 000-
ux noaywiapuii mo3ea, sunompog@us Mo3sceuKd, cmeoid
U 8epxHe20 omoena CNUHHO20 M032a, PACUIUPEHHbLE NPOCIPAH-
cmea. Ilo dannbim snexkmponetipomuoepaguu (25.09.2020)
npu cmumyaayuy 6o1vule6epyo8siX, NPagoeo 21yo0Koeo U no-
8EPXHOCIMHO20 MAN00ePUY08bIX, NOOOUBEHHO20 MEOUANbHORO,
UKPOHOJICHbIX HEPBOB ONPEeOeasIOMCs NPUSHAKYU CUMMEMPUYHO-
20 CEHCOMOMOPHO20 HEBPANbHOR0 YPOBHS NOPANCEHUSL AKCOHANb-
HO-Oemuenunusupyioueeo xapakmepa. Ilpu anexkmporetipomuo-
epaguu om 2022 e. npu uccredosanuu Hepeos npasoil 8epxHeil
U N1€601i HUJICHEll KOHEHHOCMEl 8blAIAEH CEHCOMOMOPHbLIL YPOBEHD
nopascerusi ¢ 6oaee epyobim ceHcopHbim nopaxceruem. C meue-
HUeM 6peMeHU Y nayueHma yxyouuiacs peus (cmaia meHee
4emkKoil, NOSAGUAOCH 3AUKAHUE), USMEHUACS NOHEPK.

B 2024 2. memodom npsamoeo asmomamu4eckozo cexkge-
HUPOBAHUSL 8bIAGAEH GAPUAHIM HYKAEOMUOHOI nOCAed08amenb-
Hocmu 6 3K30He 6 eena HARS1 (chr5:140677910T>C) 6 ee-
mepo3u2omHOM COCIMOSHUU, NPUBOOAUULL K MUCCEHC-3AMEHE
(NM_002109.6:¢.6284>G, p.(Lys210Glu)), omeemcmeenHoiii
3a HACAEOCMBEHHYI0 MOMOPHO-CEHCOPHYI0 Helponamuio
2W-muna. lenemuueckoe ucciedoganue y mamepu u cecmpbl
He gbiasunu nodobHoeo eapuarnma. llpu ummyHoxumuueckom
Uccae008anuU Kpogu napanpomeunsl He 00HAPYICEHbL.

ITlokazameau 6uoxumuueckoeo uccaedoganus Kpoeu,
yposHeii eumamunos B, u B 6 kposu ocmasanuce é npedesax
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peghepencruix 3nauenuil. Ilayuenm naxooumcs nood Habawo-
denuem 6 PIIHH c noabps 2024 e. AmbyasamopHo npogederui
8udeooKyn0epagus u eudeonpoda Xaremaeu, 3apecucmpupo-
6aHbI HAPYUICHUE NAABHO20 CAEHCEHUS 80 BCEX HANPABACHUSX,
20PU3OHMANBHBLI B30D-UHOYYUPOBAHHbII HUCMARM, COOM-
semcmeyrouue HapyueHur QYHKYuU mMo3iceuKa, namono-
eunecKull 6eCmuby100KYAAPHbLIL 0meem, COOMeemcmey Uil
ounramepanvnoii eecmubdyronamuu. Ilpu MPT 2o106H020
moszea 6 dunamuxe (06.11.2024) noomeepiucdeno naruuue
HelipodecenepamueHoeo npoyecca mozxuceuxa. C yuemom ume-
oue20cs CUMRMOMOKOMNAEKCA NPeOn0A0NCEeHO HAAUuYlUe
y nauueuma cundpoma CANVAS. Ilpu nposedenuu monexy-
AApHO-eeHemu4ecko2o uccaedosarus 6 JIHK-rabopamopuu
PIIHH (24.01.2025) 8viserena namonocu4eckas 0uaiienvras
axcnarcus AAGGG-noemopoe 6 eene RFCI, umo noomeep-
duso duaenos cundpoma CANVAS.

03.03.2025 nayuenm eocnumanusupoean ¢ PIIHH
04 npoxocoeHuss 06cae008anUs U 80CCIMAHOBUMENbHO20
AeHeHus.

Hesponoeuueckuii cmamyc: cosuanue sicioe. Iloanocmoio
OPUEHMUPOBAH 8 NPOCMPAHCMEE, BPEMEHU, COOCMEEHHOU AUH -
Hocmu. Ina3nbie weau, 3pauku D = S. Jleuscenus ena3s 6 noa-
Hom obOseme, dunaonuu Hem. Hapywena naasnocms credsuux
deudiceHuil enasnuix 6a0k. Jluyo cummempuuno. B3op-
UHOYUUPOBAHHDBLI 2OPU3OHMANBHBLI U 6EPMUKANbHBLI HUC-
maem. Jleekas duzapmpus no muny cKaHouposaHus, ouc-
@onuu u ducgpaeuu nem. f3vik npu evigedenuu U3 nosocmu
pma — no cpedueil aunuu. MoiuieyHblil MOHYC HeU3MEHEH.
Peghaexcui ¢ pyk scugbie, cummempuutvie, KOAeHHble — CHU-
JIceHbl, axunnoesvl — He gvizviearomes. [lamonoeuueckux peg-
aexcog nem. Ilarvyerocogyro npoby 6vinoaHsem ¢ 1eeKoil
oucmempuetl U UHMEHYUOHHbIM MPEMOPOM ¢ 2 CMOPOH, Nsi-
MOYHO-KOACHHYIO NPOOY — C NeeKoll unmenyueli U oucmempu-
eil. B noze Pombepea neycmoiiuug, xysce — ¢ 3aKpbimoimu
enazamu. Iloxooka c mendenyueii Kk wupokoii 6aze, mardem-
Has X00b0a 3ampyoOHeHa, OMMeUaromcs 3HAUUMeNbHas wam-

KOcmb U CKAOHHOCMb K NAOEHUI0 Npu nomepe 3pUumenbHo2o
Koumponas. Hapywerue nogepxHocmuoii 4yecmeumenbHocmu
no noauHespumu4ecKomy muny 6 Hoeax (<«Hocku»). Ipyboe
Hapyuienue UOPaAUUOHHOL HY8CMBUMEAbHOCMU 8 HO2aX: CHO-
not — do 2 ¢, KoaeHu — 00 7 ¢, ypogeHs no08300UHbIX ocmell —
do 10 c. Tazosvie hyHKyuU KOHMpPOAUPYEM.

C yuemom HedocmamouHoil aghgpexmugHocmu papmaxo-
JA02UYeCKOl mepanuu, npu OMcymcmeuy NPOMuGoNoKa3anuil,
C Uenbio KoppeKyuu 08UamenbHbiX HapyweHUl U npoeedeHus
80CCMAHOBUMENBbHOO0 AeYeHUs Oblia HA3HAYEHa MPAHCKPA-
HUAAbHAS INeKMPUMECKAsi CMUMYAALUS NOCIOSHHbIM MOKOM
€ pasmeuwjeHuem aHooa Hao 06aacmeio Mo3dceuKa, Kamooa —
Hao noschuuHbiM ymoaujenuem. Ilpoyedypa nposodusacs
2 pa3a 6 denb no 20 mun. Obwas npooosicumenbHoCms Kyp-
ca — 5 oueit (cymmapuo 10 npouedyp). Sgpgexmusrnocms
mepanuu 0UeHU8aNach ¢ NOMOWbIO 8aAUOUPOBAHHOL PYCCKO-
A3biuHoll 8epcuu SARA.

s yoobcmea unmepnpemayuu noAyHeHHbIX pe3yasmanos
OUEHOUHblEe NYHKMbL WKANbL 0bLAU 006€0UHEHbL N0 2DYNNAM CUM-
NMOMO08: CamUK0-10KOMOMOpPHble HapyuleHus: (nyHKmol 1—3),
HapywieHus: peuu (NyHKm 4) u HapyuieHus: 08UICEHULl KOHeY -
Hocmetl (nynkmot 5—8). Tlposedennas ouernka no SARA no3eo-
AUAQ NOOMBEPOUMb KAUHUHECKYH0 d(DeKmMUBHOCMb NPoyedypbl
MPAHCKPAHUANLHOT 21eKMPUHECKOU CIUMYAAUUU NOCHOSHHbIM
MOKOM 6 OMHOWIeHUU KOPPeKUUU Cmamuko-10K0MOMOPHbIX
HapywieHuil U HapyuleHuil 08UICeHUI KOHeYHOCmell, Yo CHO-
co6cme08ano crudiceHuro obujeeo 6arra no SARA, ompadicaro-
We20 cmeneHb 8vipadiceHHocmuy amakcuu (maoa. 2).

06cyxaeHune

Hacrosiuee vccienoBaHue MOCBSIIEHO JUHTBOKYTb-
TYpPHOI aganTaluuy PycCKosI3bIYHOM Bepcuu SARA, miu-
POKO MPUMEHSIEMOM B MEXIYHAapOAHOW KIMHUYECKOM
Y HaydyHOI MPaKTUKeE TSI OLIEHKM BBIPaXKEHHOCTU MO3XKeU-
KoBoi#1 arakcuu. SARA, HeCMOTpPsI Ha OTHOCUTEIBHYIO TTPO-
CTOTY CTPYKTYPBI, BKJIFOUAET Psi/i MyHKTOB M UHCTPYKIIMHA,

Taommua 2. Jlannsle KAUHUMECKOU OUEHKU NO WKAAe OUEHKU U ONpedeeHUs CmeneHu amaxcuy 00 U nocAe MpanCKpaHuanbHoLl JAeKMPUHecKol CrUMYAAYUL

NOCMOAHHbIM MOKOM, obannv

Table 2. Clinical assessment data using the Scale for the Assessment and Rating of Ataxia before and afier the transcranial direct current electrical stimulation, score

O6mmit 6am1 mo SARA
Total score SARA

CTaTUKO-JIOKOMOTOPHbIE HapyleHus mo SARA
Postural and stance disturbances SARA

Peur mo SARA
Speech disorders SARA

Hapyienust iBukeHuit KoHeuHocTel o SARA
Limb movements disturbances SARA

9,5 5
5 2
3,5 2

Ilpumeuanue. SARA — wkana oyenxu u onpedenenus cmenenu amakcuu,; tDCS — mpanckpanuanbras 31eKmpudeckKas Cmumyasyus

NOCMOSAHHbBIM MOKOM.

Note. SARA — Scale for the Assessment and Rating of Ataxia; tDCS — transcranial direct current electrical stimulation.
|
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TPeOYIOIIMX TOYHOI MHTeprpeTauuu. OgHAKO IPSIMOit
MePEBOJI IMArHOCTUIECKUX MHCTPYMEHTOB 0€3 yueTa JIMHT -
BUCTMYECKUX W KYJIBTYPHBIX OCOOEHHOCTEN MOXET IpH-
BOAUTH K MCKaXXEHHMIO CMbIC/IA 3aaHM i, CHIKEHUIO BOC-
MPOM3BOIMMOCTH PE3YJIBTATOB U POCTY MEXKIKCIIEPTHOM
BapHa0eIbHOCTH.

IlIkayia TTO3BOJISIET OLICHUTh OCHOBHBIC IPOSIBIICHUS
aTaKCHUM: CTaTUKO-JTIOKOMOTOPHBIE HAPYIIIEHUS C OLIEHKOI
noxoaku ot 0 (Hopma) 10 8 (He MOXKET XOAUTh JaXe ¢ Mo~
IIepKKOI) OGajuioB, TojoxeHust crost ot 0 (Hopma) 1o 6
(He MOKeT cTosITh > 10 ¢ ¢ MOCTOSIHHOM OIMOPOoii Ha PyKY)
6asioB u nonoxeHus cuag ot 0 (Hopma) 10 4 (He MOXKeET
cuaeTb >10 ¢ 6e3 MOCTOSIHHON MOAIEePKKM) 0aJlJIOB; Ha-
pymeHus peun ot 0 (Hopma) 1o 6 (HepazbopuuBa/aHap-
Tpus1) OAJLIOB; HApYIIEHUST KOOPIUHAIIUY ABUXKCHUI KO-
HEYHOCTE# C OIIEHKOI MaJblie-TajblieBoil TpoObl oT 0
(DucMeTpusl OTCYTCTBYET) 10 4 (He MOXKET BHIMOJIHUTH
5 IBUXKEHUIT) 0aJUI0B, MAJIbLIEHOCOBOI MTPoOkI OT 0 (TpeMop
OTCYTCTBYET) IO 4 (He MOXET BBIMOJHUTDL 5 ABUKEHUIN)
basnoB, auagoxokruHe3a oT 0 (HopMma, HeperyasipHOCTU
HeT) 10 4 (He MOXeT BhIMOJTHUTH 10 LIMKJIOB) 0aJlIoB, Isi-
TOYHO-KOJIeHHOU TpoObl oT 0 (HopMma) 10 4 (He MOXeT
BBIMIOJIHUTD 3a1aHKe) OaioB. Bece MyHKTHI ¢ OLIEHKOI Ha-
PYLIECHUI IBMXKEHUIT KOHEYHOCTE! NCCIeMyIOTCs € 2 CTO-
POH C TTOICYETOM CPEIHE CYMMBI OaJIJIOB.

[IpoBeneHHBII B paMKax HacTOSIIEH paboThl MHOTO-
STaITHBIN TIPOLIECC TMHIBOKY/IBTYPHO aIanTaliu IT03BO-
JIWJI COKPATUTh PUCK CMBICIIOBBIX PACXOXICHUI 1 0bec-
MeYNTh 3KBUBAJIEHTHOCTb PYCCKOSI3bIUHOM Bepcun SARA.

Ipu coznaHnn pUHATBHON BEPCUU LIKAJIbI SKCITEPTAMU
OTMEYATUCh JJOTUYHOCTb CTPYKTYPBI, OXBAaT KITIOUEBBIX ITPO-
SBJICHUI MO3KEUYKOBBIX HAPYLLEHHU, YI0OCTBO MPUMEHEHST
B KITMHUYECKOI MPAKTUKE, B TOM YHCIIE MPU JMHAMUYECKOM
HabmoneHuu. B pesynbrate 2-ro aTana BaJuIAlMOHHOIO
KCCIIeI0BAaHMUSI TIOTyYEHHbBIE PE3y/IBTaThl JEMOHCTPUPYIOT,
YTO aJanTUPOBAHHAS IIIKAJIa COXPAHSIET KITIOUEBbIE TCUXO0-
METPUUYECKHE XapaKTEPUCTUKI OPUTUHAIBHON BEPCUM U MO-
KET pacCMaTPUBATHCST KaK HANEXKHBIA, BATMIHBIA U 9yB-
CTBUTEJIbHBIN METO/ OLIEHKHU aTaKCUU.

BbiBOAbI

PycckosizeiuHast Bepcust SARA, monydyeHHast B pe3yiib-
TaTe JIMHTBOKYJIBTYPHOM afgariTalliy, ITPOIEeMOHCTPUPO-
BaJia BBICOKYIO PETECTOBYIO HaJIeKHOCTh, BBIPaXKEHHYIO
BHYTPEHHIOIO COTJIACOBAHHOCTD, BEICOKYIO MEXKIKCITEPT-
HYIO BOCITPOM3BOINMOCTb, a TAKXKE YIOBJICTBOPUTEIHHYIO
coIepXKaTeIbHYIO BAIMIHOCTb Y YYBCTBUTEILHOCTD K KITH-
HUYeCKOW AMHaMUKe. [TomydeHHbIe JaHHBIC TTOATBEPKIAOT,
YyTO afganTupoBaHHas Bepcusi SARA siBisieTcsl HageXXHbBIM
¥ BaJIMIHBIM MHCTPYMEHTOM JUTS OLIEHKH BBIPAXKEHHOCTH
aTaKCUM Y pocCUiicKuX raLeHToB. [IpocTtoTa mpuMeHeHus,
KpaTKOCTh ¥ MHMOPMATUBHOCTH JENTalOT €¢ yIOOHOM
JUTS VICTTOJTB30BaHMST KaK B PYTMHHOM TTpaKTHKE, TaK 1 B Ha-
YYHBIX UCCIIETOBAHMSIX.

BHenpeHne BaTMAMPOBAHHOMN PYCCKOSI3BIYHOM BEPCUN
SARA criocoOcTBYeT cTaHIapTU3aLMKU OLUEHKM aTaKCUU
B OT€UECTBEHHOM MPAKTHUKE M TTOBBIIIAET COMIOCTaBUMOCTD
pPEe3YJIBTaTOB C MEXIYHAPOIHBIMU JTAHHBIMU.
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ITpunoxenue
Supplement

Pycckos3bruHas Bepcus MIKAJbI OLEHKH U onpeeieHns cTeneHu aTakcuu (SARA)
Russian-language version of the Scale for the Assessment and rating of Ataxia (SARA)

Bpau: Jara: IManuenT:
Physician: Date: Patient:
IIIkana onenku u onpeaesenus crenenu arakcun (SARA)
Scale for the Assessment and rating of Ataxia (SARA)
1) IToxonka 2) [Tonoxenue cTost

TN

N

L.
2.
3. Considerable staggering, difficulties in half-turn, but without

IMauuenTa npocst (1) MpOUTHU HECKOJIBKO 111aroB BAOJb CTEHBI,
HaxoJsICh Ha 6€30TMTaCHOM PACCTOSTHUY OT Bpaya, pa3BepHYThCS
U MIPOMTH 0OpaTHO, a TaKKe (2) BBIMOJHUTH TAHAEMHYIO XOAb0Y
(TIpOYTH IO OHOM JIMHUU, TIOCTIEIOBATETLHO TTPUCTABJISIS TISAT-
Ky OJTHOM HOTH K HOCKY APYToii) 63 MOomIepKKH.

0. HopmMma, 3aTpyaHeHuUi mpu Xonb0e, pa3BopoTe U TaHIEM-
HO X0ab0€ HET (HoImycKaeTcst 1 1mar B CTOpOHY)

1. He3HauMTeIbHBIE HAPYIIIEHUST, KOTOPHIE MOXHO 3aMETHUTh,
TOJIBKO KOT/Ia TTAalIMEeHT MpoXoauT 10 11aros B TaHAEMHOM
Xonp0e

2. SIBHBIC MI3MEHEHUS, TTALIMEHT He MOXKET TTPOMTH TaHIEM-
HO >10 maroB

3. 3aMeTHast OCTypajibHas HEYCTOMYMBOCTD, TPYAHOCTH
TpH pa3BoOpOTe, HO XOIUT 0€3 MOMIEPKKHA

4. BeipaxkeHHas1 OCTypajibHasl HEYCTOMYMBOCTh, MHOTIA
omMpaeTcst Ha CTEHY

5. 3HaYUTENBHO BhIpaXXEeHHAas MMOCTypasibHasI HEYCTONYM-
BOCTb, TPeOYeTCST ITOCTOSTHHASI OITOpa Ha TPOCTh WJIM JIeTKast
MOAEPKKA C OIIOPOI HA OMHY PYKY

6. Xomp06a >10 M TOJIBKO C CHJILHOM MTOAAEPKKOIA (ormopa
Ha 2 cIielMaabHbIe TPOCTHU WU XOAYHKH JTMOO C COITPOBO-
KIECHUEM )

7. Xonnba <10 M TOJIBLKO ¢ CUJIBHO TTOIePKKOI (ormopa
Ha 2 creluranbHble TPOCTY MJIN XOMYHKHU JIN0O C COIIPOBO-
XKIESHUEM)

8. XomuTh He MOXET Iaxke ¢ TMOAIePKKOM

1) Gait

Proband is asked (1) to walk at a safe distance parallel to a wall
including a half-turn (turn around to face the opposite direction
of gait) and (2) to walk in tandem (heels to toes) without support.
0.

Normal, no difficulties in walking, turning and walking
tandem (up to one misstep allowed)

Slight difficulties, only visible when walking 10 consecutive
steps in tandem

Clearly abnormal, tandem walking >10 steps not possible

support

. Marked staggering, intermittent support of the wall required
. Severe staggering, permanent support of one stick or light

support by one arm required

. Walking >10 m only with strong support (two special sticks

or stroller or accompanying person)

. Walking <10 m only with strong support (two special sticks

or stroller or accompanying person)

ITauuenTa npocst BctaTh (1) B ecTecTBEHHOI 03¢, 3aTeM
(2) mocTaBUB cTOTBI BMeCTe (OOJBIITNE MATbIIBI KACAIOTCS
IIpyT npyra), a 3ateM (3) TaHAeMHO (CTOIIbI B OJHY JIMHUIO,
HOCOK KacaeTcs IMSTKU Apyroii crorbl). [TanueHT 6e3 00yBH,
I1a3a 3aKPBITHL. J1JII OLIEHKM KaXKIOi O3Bl Jal0TCA 3 T10-
MBITKW. YUUTHIBAETCS TOIBITKA C JIYYIITUM PE3yJIbTaTOM.
0. Hopma, MOXeT cTOSITh B TaHAeMHO 1T03¢ >10 ¢
1. Moxert crosaTh >10 ¢, MocTaBUB CTOITBI BMECTE, O€3 1o~
CTYPJIbHOM HEYCTOMUYUBOCTU, HO HE B TAHAEMHOM 1103€
2. Moxert crosaTb >10 ¢, MocTaBUB CTONBI BMECTE, HO UCITbI-
THIBasi TPYIHOCTH C yIepXKaHUEM PaBHOBECHSI
3. Moxert cTosITh >10 ¢ 6€3 moanepkKu B €CTECTBEHHOM
Mo3€, HO He MOCTaBUB CTOIbI BMECTE
4. MoxeT cTosTh > 10 ¢ 63 ToaaepKK! B €CTECTBEHHOM
o3¢, HO C TIEPUOAMYECKON MOAAEePKKOM
5. Moxert ctosath >10 ¢ 6e3 ToIep>KKN B €CTeCTBEHHOM
MO03€, HO C MOCTOSIHHOM OIOPOU HA OOHY PYKY
6. He MmoxeT cTosTh >10 ¢ maxke ¢ TOCTOSTHHOM OMOpoit
Ha OIHY PYKy
2) Stance
Proband is asked to stand (1) in natural position, (2) with feet
together in parallel (big toes touching each other)
and (3) in tandem (both feet on one line, no space between
heel and toe). Proband does not wear shoes, eyes are open.
For each condition, three trials are allowed. Best trial is rated.
0. Normal, able to stand in tandem for >10 s
1. Able to stand with feet together without sway, but not
in tandem for >10 s
2. Able to stand with feet together for >10 s, but only with sway
3. Able to stand for >10 s without support in natural position,
but not with feet together
4. Able to stand for >10 s in natural position only
with intermittent support
5. Able to stand >10 s in natural position only with constant
support of one arm
6. Unable to stand for >10 s even with constant support
of one arm

8. Unable to walk, even supported
Banabt Bamnmst
Score Score
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I1Ikana oneHKH U onpenesieHus creneHn atakcun (SARA)
Scale for the Assessment and rating of Ataxia (SARA)

3) IToso:keHue cuast

[MammeHTa IPOCAT cecTh Ha KyIIETKY 0€3 OTIOPBI Ha CTOTIBI

(r7a3a OTKPBITHI, PYKM BBITSIHYTHI BIIEpPEN).

0. Hopma, 3aTpynHeHUii TpY HAXOXICHUY B ITOJIOXKEHUT
cupst >10 ¢ He UCTIBITHIBAET

1. He3HauuTenbHBIE 3aTPyAHEHUS], UHOT/IA 3aMETHBI TIOCTY-
paJibHbIC HAPYILIEHUS

2. TTocTosiHHBIE MOCTYPATbHbIC HAPYIIEHUsI, HO MOXET CUAETh
6e3 momnepxku >10 ¢

3. Moxert cuznetb >10 ¢ TOIBKO C MepUOANYECKON OIACPKKOI

4. He moxet cunetsb >10 ¢ 6e3 MOCTOSIHHOM MOANEPXKKUA

4) Hapymenue peun

OreHKa peur TIPOBOIUTCS BO BpeMsi OOBITHOTO pa3roBopa.

0. Hopma

1. Cozmaercs BrieyaT/ieHre O BO3MOXHOM HapyIIEHUU peIr

2. Peub HapyIieHa, HO TTpoCTa JIJIs1 TOHUMaHUS
3. ClnoxHO pa300paTh HEKOTOPHIE CJIOBA

4. CioxHo pa3obpaTh MHOTHE CJIOBa

5. TIOHATHBI TOJIBKO HEKOTOPBIE CI0Ba

6. Peub Hepa3bopurBa/aHAPTPUsI

4) Speech disturbance
Speech is assessed during normal conversation.

3) Sitting 0. Normal

Proband is asked to sit on an examination bed without support 1. Suggestion of speech disturbance

of feet, eyes open and arms outstretched to the front. 2. Impaired speech, but easy to understand
0. Normal, no difficulties sitting >10 s 3. Occasional words difficult to understand
1. Slight difficulties, intermittent sway 4. Many words difficult to understand

2. Constant sway, but able to sit >10 s without support 5. Only single words understandable

3. Able to sit for >10 s only with intermittent support 6. Speech unintelligible/anarthria

4. Unable to sit for >10 s without continuous support

Bbanast Banb

Score Score

5) [Tasbue-najbieBas npoda

Jeudicenus npagoii u 1€6oii pyKu OYeHU8amcs 0moensbHo.
TTauueHT cuauT B ymoOHOM MojoxeHuu. [1pyu HeoOXoauMocTn
BO3MOXHa OIopa Ha CTOIbI U TyJaoBulle. CuIs nepes nauu-
€HTOM, Bpay MOCJIeN0BATEbHO BBITIONHSET BO (DPOHTATBHOM
TJIOCKOCTH 5 BHE3AIMHBIX U OBICTPBIX ABMXKEHUI B HEMpPea-
CKa3yeMBbIX HaTlpaBJieHUsIX. J|BVDKEHUSI BBITIOJTHSIIOTCS PYKOU
C TIOJHSTHIM YKa3aTeJbHbIM MaTblieM Ha PACCTOSIHUU, COCTaB-
JISTIOILEM MIPUMEPHO MOJIOBUHY OT PACCTOSIHUSI, Ha KOTOPOe
TTAIIEHT MOXET BBITSIHYTh PYKU. [IBUKEHUST BBITIOTHSIOTCS

¢ ammutynoi 30 cM 1 yacToToi 1 aBMXKeHMe Kaxable 2 C.
[MTammeHTa IPOCST CIEq0BATh CBOUM YKa3aTeTbHBIM TaJIbIIEM
3a yKa3aTeJbHbIM MajbleM Bpaua HACTOJIBbKO OBICTPO U TOYHO,
HACKOJIBKO 3TO BO3MOXHO. OLIEHUBAETCsI CPEAHUN pe3ysIbTaT
BBITIOJIHEHUST TIOCTIETHUX 3 TBUXKEHUH.

0. InucmMeTpust OTCYTCTBYET

1. IucmeTpust: <5 ¢M BBIIIIE WU HIKE ST

2. Iucmetpus: <15 cM BBILIE WK HUXE LIEJTU

3. Aucmetpust: >15 cM BbIIIIE WIM HIXE LIETN

4. He MOXET BBITTOJHUTD S NBYXKEHUI

5) Finger chase

Rated separately for each side.

Proband sits comfortably. If necessary, support of feet and
trunk is allowed. Examiner sits in front of proband and
performs 5 consecutive sudden and fast pointing movements

in unpredictable directions in a frontal plane, at about 50 %

of proband’s reach. Movements have an amplitude of 30 cm and
a frequency of 1 movement every 2 s. Proband is asked to follow
the movements with his index finger, as fast and precisely as
possible. Average performance of last 3 movements is rated.

0. No dysmetria

1. Dysmetria, under/overshooting target <5 cm

2. Dysmetria, under/overshooting target <15 cm

3. Dysmetria, under/overshooting target >15 cm

4. Unable to perform 5 pointing movements

6) ITanbeHocoBas Mpoda

Jleusicenus npagoii u 1€6oii pyKu OUeHUBarmcs 0maoeabHo.
[ManyeHT cuauT B yno6HOM nosnioxeHuu. [1pu HeoOxoam-
MOCTH BO3MOHA OTOpa Ha CTOMBI U TyJ1oBuLIe. [1aiinenra
MPOCSIT MOOYEPETHO TOTPATUBAThCSI CBOUM yKa3aTebHbIM
MaJIbLIEM TO IO KOHUMKA CBOETO HOCA, TO JI0 YKa3aTeJIbHOTO
rmajblia Bpada. Bpad mepsxuT majei] Ha TaKOM pacCTOSTHUM
OT nauueHTa, KoTopoe coctaBisieT 90 % OT pacCTOSIHMS,
Ha KOTOPOE MAalleHT MOXKET BBITSIHYTb PYKU. [IBIKEHUST
BBITIOJIHSIIOTCSI C YMEPEHHOM CKOpOCThio. OlieHNBaeTCst
CPEIHMIA Pe3yJIBTAT BBITIOJHEHUSI BCEX IBUKEHUI C YUETOM

KWHETHUYECKOTO TPeMOopa.

0. TpeMoOp OTCYTCTBYET

1. Tpemop ¢ amruTymoit <2 cM

2. Tpemop ¢ aMIuuTynoi <5 cm

3. TpeMop ¢ aMIIUTyn0i >5 cM

4. He MOXET BBITIOTHUTD 5 IBMKEHUI

6) Nose-finger test
Rated separately for each side.

Proband sits comfortably. If necessary, support of feet and
trunk is allowed. Proband is asked to point repeatedly with
his index finger from his nose to examiner’s finger which
is in front of the proband at about 90 % of proband’s
reach. Movements are performed at moderate speed.
Average performance of movements is rated according

to the amplitude of the kinetic tremor.

0. No tremor

1. Tremor with an amplitude <2 cm

2. Tremor with an amplitude <5 cm

3. Tremor with an amplitude >5 cm

4. Unable to perform 5 pointing movements

Banant Cnpasa Cnena
Score Right Left

Bamni Crnpasa
Score Right

CueBa
Left

Cpennsia cymma 6asos: (IT + JI)/2*
Mean of both sides: (R + L)/2*

Cpeansia cymma 6asnos: (IT + JI)/2*
Mean of both sides: (R + L)/2*

*[1 + JI — cymma b6annoé cnpasa + cymma 6a1106 creéa.
*R + L — sum of points on the right + sum of points on the left.
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I1Ikana oneHKH U onpeseieHus cTeneHn atakcun (SARA)
Scale for the Assessment and rating of Ataxia (SARA)

7) OneHka quCcaIMa10X0KHHE3a 8) I1AT0YHO-KO/IeHHAA MPoda
Jlsusicenus npagoii u 1e6oii pyKu OUeHU8armcs 0moenbHo. Jeudicenus npagoii u 1€60ii Ho2u OUEHUBAIMCS OMOENbHO.
TMauueHT cuauT B ynooHoM mosnoxeHuu. [1pu Heooxoqgumoctn | [lanueHT JeXUT Ha KyIlIeTKe, He TSI Ha CBOM HOTH.
BO3MOXHa OTopa Ha CTOITBI 1 TyJoBuIe. [lammenTa mpo- TlarmueHTa IPOCSAT MOTHATH OMHY HOTY, TIOCTABUTH TIATKY
CST BBIMTOTHUTH 10 IUKIIOB MOBTOPSIOIINXCS YePEMYIOLINXCS Ha KOJIEHO IPYTOil HOTH, TIPOBECTH €10 10 MepeaHeN Mo-
JIBVDKEHUI MPOHALMU U CyMIMHALMU, TOTparuBasich a0 Oenpa, BEPXHOCTH OO0JIbIIEOEPLIOBOI KOCTH MO HATIPABJIEHUIO K JIO-
€ MaKCUMaJTbHO BO3MOXHOU CKOPOCTBIO ¥ TOYHOCTHIO. Mc- NBIXKE Y TIOJIOKUTH HOTY OOpaTHO Ha KYIIEeTKY. 3anaHue
cJieioBaTeNb MOKa3bIBACT IBUXKEHUS CO CKOPOCThIO MPUMEPHO BBITIOJTHsAETCS 3 pa3a. JIBuKeHUs BIOJIb 00JIbIIe0epIIOBOM
10 nmkoioB 3a 7 ¢. Heobxomumo 3aduKcrupoBaTh TOYHOE BpeMsI KOCTHY BHU3 JIOJDKHBI BBITIOJTHATHCA B Teuenue 1 ¢. Eciu ma-
BBITIOJIHEHUST IBUKEHU . LIMEHT BBITIONHSIET 3TU IBUKEHUSI, HE KacasCh IPYTroil HOTU
0. Hopma, HeperynsipHOCTH HeT (BbinosiHseT 3a <10 c) MSATKOM Bce 3 pasa, nmoctaBbTe 4 6asia.
1. Heckomnbko HeperysapHo (BeimonHseT 3a <10 ¢) 0. Hopma
2. SIBHO HeperyasipHO, OTAEIbHBIE IBVXXKEHUSI TPYAHO BBIMOJ- 1. HesHauuTenbHbIE HAPYLIEHUST, KOHTAKT C MepeIHen mo-

HUTbH WIN 3aMETHHI TIePePHIBBI, HO BhITIONHsIET 3a <10 ¢ BEPXHOCTBIO 0OJIBLIEOEPIIOBOI KOCTU COXPAaHEH
3. OueHb HeperyJsipHO, OTAeNIbHbIE ABVXXEHUS TPYIHO BHITON- 2. SIBHBIE HapyLIEHUsI, OTPBIBAET ISITKY A0 3 pa3 3a 3 MOMbITKU

HUTD WIN 3aMETHHI TIePEePBIBBI, BRITOTHSIET 32 <10 ¢ 3. BolpaxkeHHBIe HapyIIeHUs, OTPBIBAET MATKY 4 pa3a
4. He moxeT BbIMOTHUTH 10 IUKIIOB unu Gosee 3a 3 OMBITKU
7) Fast alternating hand movements 4. He MOXeT BBITIONTHUTD 3a/laHUe
Rated separately for each side. 8) Heel-shin slide
Proband sits comfortably. If necessary, support of feet and trunk Rated separately for each side.
is allowed. Proband is asked to perform 10 cycles of repetitive Proband lies on examination bed, without sight of his
alternation of pro- and supinations of the hand on his/her thigh legs. Proband is asked to lift one leg, point with the heel
as fast and as precise as possible. Movement is demonstrated to the opposite knee, slide down along the shin to the ankle,
by examiner at a speed of approx. 10 cycles within 7 s. Exact and lay the leg back on the examination bed. The task
times for movement execution have to be taken. is performed 3 times. Slide-down movements should be
0. Normal, no irregularities (performs <10 s) performed within 1 s. If proband slides down without contact
1. Slightly irregular (performs <10 s) to shin in all three trials, rate 4.
2. Clearly irregular, single movements difficult to distinguish 0. Normal

or relevant interruptions, but performs <10 s 1. Slightly abnormal, contact to shin maintained
3. Very irregular, single movements difficult to distinguish 2. Clearly abnormal, goes off shin up to 3 times during 3 cycles

or relevant interruptions, performs <10 s 3. Severely abnormal, goes off shin 4 or more times during
4. Unable to complete 10 cycles 3 cycles

4. Unable to perform the task

Bast Cunpasa CaeBa Banns Cnpasa CrneBa
Score Right Left Score Right Left
Cpemnsia cymma 6anos: (IT + JI)/2* Cpemnsia cymma 6amios: (IT + JI)/2*
Mean of both sides: (R + L)/2* Mean of both sides: (R + L)/2*

*[1 + JI — cymma b6anrnoé cnpasa + cymma 6a1106 ciesa.
*R + L — sum of points on the right + sum of points on the left.
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