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A.M. KoHoHoB, O.I. Cngoposa, C.K. KoHoHoBa, T.K. [laBbligoBa
noaoxoabl K ®PU3UYECKOU
PEABUNUTALUN BEOJNbHbIX

CO CMUHOLIEPEBENNAPHOU ATAKCUEU
1-ro TUMNA B KITMHUKE AHL KMN

Llenbto nccnegosBaHns ABNSIOTCS NOMCKU NOAXOA0B K dm3nyeckon peabunuraumum 60nbHbIX
co cnuHouepebennspHow atakcuen 1-ro Tuna (CLLA1) ¢ npumerHeHnem knHeanTepanuu. MNocTe-
neHHast 1 HOPMMPOBAHHAsA aKTUBM3ALMSA ABUraTENbHOM CNOCOBHOCTN — 3TO [MaBHOE YCroBue
AN ynyylweHns NCUXornornyeckoro n gmandeckoro coctosHms 6onbHeix CLIA1T. B Hawen pabo-
Te dmsnyeckas peabunuraums — 3To cneumnanbHO HanpasieHHOe NCMOMNb30oBaHNe PU3NYECKNX
YMPaXXHEHW B Ka4yecTBe CPeAcTBa NleveHus 3abonesaHnsa 1 ynyyweHns yHKLUA opraHmamMa,
HapyLUEeHHbIX UMK yTpayYeHHbIX BCNEeACTBME HenpoaereHepaTneHoro npouecca npu CLIA1.

KnioyeBble cnoBa: kuHesuTepanus, dusuyeckas peabunutauus, cnvHouepebennspHas

atakcus 1-ro Tuna, Pecnybnuka Caxa (AkyTtus).

The purpose of the article is to search for approaches to physical rehabilitation of patients
with spinocerebellar ataxia type 1 (SCA1) with the use of kinesitherapy. Gradual and normalized
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activation of motor activity is the main condition for improving the psychological and physical condition of patients with SCA1. In our work, physical
rehabilitation is a specially directed use of physical exercises as a means of treating a disease and improving body functions that are disrupted or
lost due to the neurodegenerative process in SCA1.

Keywords: kinesitherapy, physical rehabilitation, spinocerebellar ataxia type 1, Republic of Sakha (Yakutia).

BBepeHue. ViccnepoBaHust  Ha-
CrneacTBeHHbIX 3aboneBaHWin  HepB-
HOW cucTeMbl MpuobpeTarT OonbLUyo
aKTyanbHOCTb B MUpE M3-3a TSXKEmNbIX
KITMHUYECKNX MPOSIBMEHUN, MHBaNuau-
3aumMmM 1 coumanbHOM AesaganTtauuun
OOnbHbIX.

B 1991 r. 6binM onncaHbl ANHaMu4e-
CK/e MyTauuu, SBNSLWnecs NpUYMHoOn
Oonblwon rpynnbl 3aboneBaHWn HepBs-
HOM CUCTEeMbl 4enoBeka, Cpeau KOTo-
pbiX BbIAENAKTCA MNONUINyTaMUHOBbIE
bonesHn ¢ yBenuuyeHmem KonmyecTtBa
CAG-noBTOpPOB M pasnnyHbIMK KITUHK-
YeCKUMU NPOSIBNEHNSIMU, Takmne kak 6o-
nes3Hb KeHHeawn, Xopes €HTUHITOHA 1
cnuHouepebennsapHble atakcumn 1-, 2-,
3-, 6-, 7- n 17-ro Tunos [10].

CnuHouepebennsapHasa atakcus 1-ro
Tvna (CLIA 1) oTHocuKTCS K rpynne Hew-
poaereHepaTMBHbIX 3aboneBaHun ¢
nosgHen Manudectaumen. MyTauus,
obycnaenuBatwwas CLA1, pacnonoxe-
Ha Ha KOPOTKOM nrieye 6-1 XpOMOCOMbI
n npepctaenseTr cobow nartonorunye-
CKOe yBeNnuYeHne TPUHYKNEOTUOHbIX
CAG-noBTtopos, noatomy CLIA1 Takxe
KrnaccuuumpyoT Kak 3aboneBaHune C
AVHaMmMyeckummn myTtauuamu. Pacnpo-
cTpaHeHHocTb CLJA1 BapbupyeT B pas-
NNYHBIX nonynauuax mupa [5, 8].

B nocnepHue gBa pecaAtuneTus pes-
KO BO3POC Hay4HbI U KIIMHUYECKUI UH-
Tepec K UCMonb30BaHU r3nYecKknx
ynpaxHeHu Ans nevyeHns npobnem
NoABUXHOCTM Yy niogen ¢ Hewpopgere-
HepaTuBHOW natonoruen. JocTmxeHus
B (PyHOAaAMeHTarnbHbIX Hay4HbIX UCcIe-
OOBaHUAX npeanonaraiT Henpoxmmu-
Yeckre U HerlponnacTuyeckme n3ameHe-
HUS nocrne uanmyeckon Harpysku, Bce
fOonbllee YMCno BbICOKOKAYECTBEHHbIX
nccneaoBaHUn  OOKYMEHTUPYHOT — KOH-
KpeTHble acnekTbl ynyYlleHnUs NoABUX-
HOCTM nocrne (PrU3nYecKon Harpysku [6,
7,9, 11].

Inua, ctpagarwme CLA1, obbluHO
OEeMOTMBUPOBAHbI K 3aHATUSIM 0340-
pPOBUTENBHON (PU3NYECKOWN KyNbTYPOW.
Hanbonee pacnpocTpaHeHHbIMU Mpe-
NATCTBMAMU SIBNSAIOTCA BHeLWHWe Oa-
pbepbl: OTCYTCTBUE AOCTYMHOW cpepnbl
ANS UL ¢ orpaHnYeHHbIMU BO3MOXHO-
CTSIMW, YYBCTBO HENOBKOCTU U CMyLle-
HUA Ha nybnuke, Tpesora, pa3oyapo-
BaHMe u rHeB. BonbHbix CLIA1 Takxe
OEMOTMBUPYIOT MbllieYyHas cnabocTb,
CKOBaHHOCTb, HapyLUeHUs1 paBHOBECKS,
cTpax Tpasmsbl [9].

OpaHow 13 hopM neyvebHoM usmnde-
ckom kynbTypbl (JIOK) aBnsetcs knHesu-
Tepanuvs - HOBOE HanpaBleHne B Mmeau-
LiMHEe, OCHOBaHHOE Ha BOCCTaHOBINEHNN
YenoBeyeckom CnocoBHOCTM HopMarb-
HO ABUraTbCs N NTEUYNTLCS ABMXKEHUAMMN.
YenoBek, BbINOMHAS akTUBHbIE M Mnac-
CUBHblE [OBWXEHUS W onpeaenéHHble
ynpaxHeHuss nevyebHON TMMHaCTUKMY,
JOCTUraeT KOHKPETHOro  ynyulleHus
cBoero cocTtosiHus. KuHeantepanus kak
CcneynanbHOCTb  MMEEeT Hay4HOo-npu-
KNnaHOW xapakTep, B KOTOPOW co4veTa-
I0TCS MefuuuHa, negaroruka, uauno-
norusi, 6Guoxmummus, oHa cnocobcTByeT
NCUX0-3MOLMOHANbHOMY U OU3NYeCKo-
My KOMOpPTY NUYHOCTK [2].

Lenb nccnegoBaHus - Noucku noga-
X0O0B K (u3myeckon peabunurtauyum
OGOMbHbIX CO  CnUHOUepebennspHon
atakcuen 1-ro tuna (CLIA1) ¢ npumeHe-
HUEM KMHe3nTepanuu.

MaTtepuanbl u metoabl uccrneno-
BaHuA. [lucnaHcepusaumsa nauueHToB
¢ CUA1 n pabota pecnybnukaHckoro
MEANKO-TEHETUYECKOro perncTpa Ha-
CNeacTBEHHONM M BPOXAEHHOW naToso-
rum BepeTca B Meauko-reHeTu4eckom
ueHTpe PecnybnukaHcko 6G0nbHULbI
Ne1—HaunoHanbHOro LeHTpa Meguun-
Hbl (r. AkyTck) ¢ 2001 r., a B 2019 . Ha
ocHoBaHun npukasza M3 PC (A) 3a Ne
01-07/184 ot 14.02.2019r. «O nopsigke
MapLpyTM3aumm G60nbHbIX HEBPOMOru-
yeckoro npogund, cTpajaromx Hewn-
poaereHepatuBHbIMK  3aboneBaHNaAMU
Ha  amObynaToOpHO-MOMUKIMHNYECKOM
M rocnuTanbHOM 3Tanax» Ha 06ase
KIMMHUKN SKYTCKOrO Hay4HOro LeHTpa
KOMMMEKCHbIX MeAULMHCKNX npobnem
(AHL, KMI) 6bin opraHunsosaH LieHTp
HenpogereHepaTuBHbIX 3aboneBaHuii
co cTaumoHapom [1, 3].

VMiccnepnoBaHune npoBoAMIOCh B paMm-
kax HNP «O3pgopoBuTenbHas dusnye-
ckasl KyneTypa B cucteme peabunura-
LMKn 6oNbHbIX CO cnuHoLepebennapHoi
aTtakcuen 1-ro Tuna B Pecnybnuke Caxa
(AxyTuna)», cornacoBaHHoOe NnokarbHbIM
KOMUTETOM MO GMOMEaMLMHCKON 3TuKe
npu AHLL KM (Bbinucka 13 npotokona
Ne 53 o1 13 anpens 2021 r.)

B uccnepoBaHue Bknwo4yunu 6onb-
Hbix CLIA1, npoxoauBLIMX ne4vyeHne
B ycnoBusax knvHukn AHLL KMI B Te-
yeHne 2021 r. Bcero obcnepgosaHo 14
nauMeHTOB, N3 KOTOPbIX 2 MYXYMUH 1 12
XeHWmH; 28% wn3 yncna obcnegoBaH-
HbIX ObINWM NOAU MONOAOro BO3pacTa,

o1 20 go 30 nert, 35% - cpeaHero BO3-
pacTta, ot 31 roga go 50 net, n 35% -
noXunble nauneHTbl, oT 51 roga go 75
net. Bce naumeHTbl UMeNu HapyLUeHUs
NMOXOAKM B PA3HOW CTEMEHU, NCMOMb30-
Banu oUeHKy NaZieHnin No cTaHgapTHOM
wkane Mopa3e, koTopas MCnonb3yeTcs
ONs OUEHKM BEPOSITHOCTM pucka na-
[EeHus, B CBA3N C HanNM4MeM Hacnea-
CTBEHHbIX U NpuobpeTeHHbIX dakTo-
poOB pucka.

Pesynbratbl u ob6cyxaeHue. Op-
HUM 13 OCHOBHbIX KITMHWUYECKMX NPU3Ha-
koB CLIA1T aBnst0TCA HapyLleHUs noxoa-
Kn ©0nbHOro, BCreAcTBUE MOpaXeHus
nepudepnyeckux HepBOB, KOPELLKOB
CMWHHOTO MO3ra, NoTepu YyBCTBUTENb-
HOCTM B Horax. Kpome Toro npu moaxeu-
KOBOW aTakCun CyLLLEeCTBYIOT HapyLUEHNS
OBUraTenbHOW KoopauHauum, 6onbHbIX
©ecnoKouT NoTepsi paBHOBECKS, HaCcThble
nageHuvs [5,6]. B Hawem uccnegosaHum
ObINN OLIEHEHbl HapyLIEHUS MOXOLKU:
OonbWKUHCTBO naumeHToB (86%), nony-
YalLmMX NoAAEPXKMBAIOLLYIO Tepanuio B
knuHuke AHL, KM, umenu cnabble Ha-
PYLLUEHUSA NOXOAKW. DTO CBA3AHO C TEM,
4YTO BONbHbIE C CUIbHBIMU HapyLlEeHWs-
MU NMOXOAKM UMW UCMNOJb3YOLME UHBaA-
NNOHY KOMSCKY, B kKnuHuky AHLL KM
nocTynarwT pefKo 1U3-3a OTCYyTCTBMUS YC-
noswun (nogbemHuka/nuaTa).

MpoaHanuamMpoBanu, Kak nepenBu-
ratotca 6onbHble CLIAT, ¢ nx cnos. B
Hawem uccrnegosaHun Bcero 28% na-
UMEeHTOB nepeaBuranucb camu, 06e3
nogaepXkun, B TO BpeMsa kak 60onbLUnH-
CTBO XOAWUNM C NoMoLbio TpocTh (35%)
n onnpasacb o Mebenb n cTeHbl (35%).

OueHka nageHuit npoBoaunack npu
NOMOLLN CTaHOAPTHOW WKanbl NnageHnmn
Mops3e B 6annax, oueHuBanacb 4acTo-
Ta nageHu 6onbHbix CLIA1 B TeueHue
3 mec. Okasanocb, 4YTO NOMOBMHA Ha-
wux nauymeHtoB (50%) npeTepnesana
HENpou3BOJibHbIE MaJeHuss B pasnvy-
HbIX CUTyaLUsIX.

B HacTosilee BpeMsa nepen poccui-
CKOM cuctemon nevebHowm/aganTUBHOM
U3KyNbTYpbl CTOUT 3agava Hay4yHoro
obocHoBaHNSa dwusnyeckon peabunu-
TauMm MHBaNMAOB ANSA MX npodeccu-
OHanbHOW W couuManbHOM ajanTauuu.
Cneuunanuctel B obnactu peabunura-
LUK BOMbHBIX C HAPYLUEHNAMU DYHKLNIA
CMWHHOTO MO3ra BbIAENAT Creayto-
wne dbopmMbl PU3NYECKOTO BOCNIUTAHUS:

- camocCTodATeNbHble 3aHATUS ur3u-
YECKUMU YMPaXXHEHUSMW N0 MeToanYe-
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Puc. 1. Komnnekc HeCNOXHbIX YNpaXXHEHWIA Ans pa3BUTUS KoopAMHaumm y naumeHTos ¢ CLIA1

CKMM yKa3saHusaM, xoabba, Nporynku Ha
CBEeXeM BO3yXe;

- TpynnoBble 3aHSATUS MOA PYKOBOA-
CTBOM VHCTpyKTOpa B ne4yebHo-npodu-
NaKTUYECKNX YyUYpexaeHusax u peabunu-
TaUMOHHBIX LieHTpax [4, 6].

Euwe ogHMM OONOMHUTENBHBIM METO-
OOM SABNSAETCA NPpUMEHEHVEe AeMOHCTpa-
LIMOHHBIX (PU3NYECKNX YNPaXXHEHWI B pe-
KUME OH-FlarH nporpammbl Zoom. Tak, B
2021 r. mMbl BnepBble NpoBenu BebuHap
anst 6onbHbix CLIA1T Ha Temy «BaxkHoCTb
3aHATUI  (PU3KYNbTYpoOn ans GonbHbIX
CUA1».

OCHOBHbIMM  YCITOBUSIMM ONSA  3aHs-
Tmn NNOK npn CLA1 gasnsatTca: meTo-
ONYHOE W exeOHEBHOEe BbINOJNHEHWE
yNpPaxXHEHW; BbINOMHEHNE ynpaxHe-
HUA OOJMKHO MPUMHOCUTL YOOBONLCTBUE
ONA nauyueHTa; Heobxoaumo npuaep-
XUBATbCH MpUHUMNA «OT MNPOCTOro K
CrnoxHoMy»(puc.1).

[MocTeneHHas n HOpPMMPOBaHHasA ak-
TMBM3aLMS OBUraTenbHoM CrnocoBGHOCTM

— 9TO [MaBHOE YCMNoBWE Ans yhydlle-
HWUSI MCUXOMOTMYECKOro 1 U3NYECKOTO
cocTosiHns 6onbHbix CLIA1. Mpu atom
3hpeKTMBHbI BCE BuAbl ABUraTterbHOMN
aKTUBHOCTM: (PU3NYECKUE YMpPaXKHEHWS,
NPOrynKKW, TaHubl, 3aHATUS NOAXOASALLM-
Mu Buaamm crnopta. bonbHeim CLIA1
NPOTMBOMOKa3aHbl 3HAYUTENbHbIE 3MO-
UMOHarbHble HanpsikeHus, duanyeckue
yrnpaxHeHusi, Tpebytolme HanpsiKeHHo-
ro BHUMaHWUS U HEenpepbiBHbIX M3MeEHe-
HWUIA pearnpoBaHns Ha MeHsILMECs yc-
NOBWS, BaXHO n3beraTb nepeyToMneHuns
N AepxaTtb Mo KOHTPOSIEM CBOE COCTOS-
Hue [9, 11].

Hamwu 6bin paspaboTtaH «[JHEBHMK ca-
MOKOHTponsa» ans naumeHtos ¢ CLIAT B
BMAe TeTpaau, rae 60nbHbIM nNpeanoxe-
HO [1Ba KOMMeKca HECMNOXHbIX yrpaxHe-
HWUIA ANS eXeHEBHOro BbIMNOMHEHUS, pe-
KOMeHZauun ans cobrnopeHns pexuma
[OHS, NUTaHWsA, rpadbl 4N exXegHEBHON
dukcaumm nokasartenen YUCC un paene-
H¥S (puc. 2).

OHEBHUK

CAMOKOHTPOJIA

FryTcx-2021

Puc. 2. [JHEBHMK CAMOKOHTPONSA AN NnauueH-
ToB ¢ CLIA1



Takum obpasom, Ha JaHHOM Hadvarb-
HOM 3Tane UccrnegoBaHWA Mbl OCYLLIECT-
BMsieM MOWCK MOAXOAOB M METOOOB K
dusnyeckorn peabunuraumm - CIoXHO-
ro KOHTUMHreHTa — nauueHTtoB ¢ CLIA1T.
CnoxHOCTb 3akrnioyaetcss B TOM, 4TO
cnuHouepebennapHaa  aTtakeuss  1-ro
TMNa — 3TO Heu3neyYnMoe M Nporpeccu-
pylowlee 3aboneBaHWe HEPBHOW CUCTE-
Mbl. CamoO Oco3HaHWe [aHHoro dakTa
OEMOTUBUPYET OONbHbIX K 3aHATUAM Dr-
31M4YECKON KynbTypoOW, 3a4eCb Heobxoamma
JOnofHUTENbHasa  npodeccuoHansHas
ncuxornornyeckasi MOMOLb NauMeHTam,
nonyyawLLMM noaaepXuBatoLLyo Tepa-
MU0 B YCMOBUSAX KITUHUKK.

3aknioveHue. YunutbiBas akTyanb-
HOCTb W Marion3y4yeHHOCTb Mpobnembl
dusnyeckor peabunuraumm nauMeHToB
C YCTOMYMBBIMWA U MPOrPECCUPYHOLLMMMU
OTKIIOHEHUSIMU B COCTOSIHUM 3[0pPOBbS,
B [aHHOW cTaTbe Mbl OMUCbIBAaeM nep-
Bble pe3ynbTaTbl MOAXOAOB K NEYEHUto
naumeHToB ¢ CLIA1 ¢ nOMOLLbIO KUHE3N-
Tepanuu. B Hawel pabote dusnyeckas
peabvnutauua — 3TO crneuMarnbHO Ha-
npaBrneHHoe ucnosb3oBaHe ¢usmye-
CKUX YMNpaKHEHU B KayecTBe cpefcTea
neuyeHnsi 3aboneBaHWst U ynyudlIEHUs
OYHKUMIA OpraHnamMa, HapyLUEHHbIX WIu
yTpayeHHbIX BCNEACTBME HeWpopereHe-
paTtusBHoro npouecca npu CLIA1. Ha nep-
BbIX dTanax HaliuxX WCCNefoBaHWiA Mbl
CTaBUM 3aJavvM MPUMEHEHUS HECMOX-
HbIX KOMMEKCOB (PU3NHECKUX yrnpaXKHe-
HUA NS TOro, YtoObl OHWU, BO-NEPBbIX,
OKasblBanu 0300poBUTENbHOE U 06LLe-
yKpennswwiee BUSHME Ha OPraHu3Mm;
BO-BTOpbIX, YKpenunu ocnabneHHble
MbILULbI, YNYYLWWAM KOOPAMHAUMIO OBU-
XeHun. Ha cneaytolem sTane mbl 6yaem
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A. Hn, E.B. Cepreena, T.A. LLymatoBa
AUWATHOCTUKA U AUHAMUYECKOE
HABJIIOOEHUE BPOXOEHHbIX MOPOKOB
PA3BUTUA OPFTAHOB MOYEBOW CUCTE-
Mbl Y OETEW NEPBOIO NrOAA XXU3HU

Llenb nccnenosaHns — MpoBECTU MOHUTOPWHI BPOXAEHHbIX MOPOKOB NMoveK Yy neten rpygHoro
BO3pacTa 1 onpeaennTb TakTUKy BeeHUA NauneHToB C 06CprKTVIBHbIMVI BapunaHTamMu NOpPoKoB.
PesyanaTu paGOTbI rokasanu, 4To Hambonee pacrnpocTpaHeHHbLIM BapuaHTOM aHOManui novek
Yy aeten ABRAAOTCA NMenoaktasun. MNMpun Hanuymum 06CprKTVIBHOI'O TMna aHoMarnui noyek Heobxo-
ANMO MPOBOAUTL AMHAMUYECKOE COHOrpadmyeckoe nccnenoBaHne B 3 1 12 mec. Xu3Hn, a B 6
Mec. — Ha3HayaTb OOLUMI aHanu3 Mo4un 1 ee 6aKTepVIOJ'IOI'VI“IeCKOG ncecnenosaHme.

KnioyeBble cnoBa: Aetn rpyaHOro Bo3pacTta, BPpOXXAeHHbIE NOPOKU pa3BUTUA OpraHOB Mo4e-
BOW CUCTEMbI, UHIEKLNS MOYEBBIBOASALLMX I'IyTeVI, NUEeno3KTasun4.

The aim of the study was to monitor congenital renal defects in infants and to determine the
tactics of managing patients with obstructive malformations. The results of the work showed
that the most common variant of kidney anomalies in children is pyelectasis. In the presence of



