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MEOWKO-COUUANBbHAA XAPAKTEPUCTU-
KA NAUMEHTOB CO CINMMUHOLIEPEBEINAP-
HOU ATAKCUEWM | TUNA, MONYYUBLUUX
NOAAEPXUBAIOLLYIO TEPATMUIO HA BA3E

LHA3 AHL KM

[MpoBeneH peTpocnekTUBHbIA aHann3 AaHHbIX NAaLMEHTOB CO cnuHoLepebennspHol atakcuen | Tuna, NonyyYMBLUMX NOAAEPXKMBAIOLLYIO Tepa-
nuto B LleHTpe HelpoaereHepaTuBHbIX 3abonesanuii npu BonbHuue AHLL KM 3a nepuog ¢ ceHTsi6psi 2017 no mioHb 2019 1. NprBeaeHbl AaHHble
0 BO3pacTHOM, 06pa3oBaTenbHOM U CEMENHOM MOMOXEHUN NaLMEHTOB U B YaCTHOCTM NPOBEAEH aHan13 CMeHbl Buaa AesATENbHOCTU U CEMENHOTO
cTaTyca B CBA3M C NEPUOAOM Havarna BblpaxeHHo! MaHudecTaumm knuHukn CLIALL

KnioyeBble cnoBa: HellpodereHepaTnBHoe 3aboneBaHve, cnvHoLepebennspHasi atakcus, NogaepXuBatoLas Tepanus, counanbHble Xapak-

TEePUCTUKN.

Aretrospective analysis of the data of patients with spinocerebellar ataxia type 1 who received supportive care at the Center for Neurodegener-
ative Diseases YSC CMP Hospital for the period from September 2017 to June 2019 was performed. Data on age, educational and marital status
of patients are presented, and in particular, an analysis of the change in type of professional activity and family status associated with the period of
pronounced manifestation of the SCAI clinic was carried out.

Keywords: neurodegenerative disease, spinocerebellar ataxia, supportive care, social characteristics.

BBegeHne. HacnencrtBeHHble cnu-
HoLepebennsapHble aTakcum — 3To rete-
poreHHble HeWlpopereHepaTBHble 3abo-
NleBaHUsi, OCHOBHOW XapaKTepUCTUKON
KOTOPbIX SIBMSIETCS HapyLUEeHWe KOOpAun-
HauuMKn OBWKEHWI, 0ByCrnoBneHHoe aere-
Hepauunen moaxedka n adpPepeHTHbIX 1
apdpepeHTHbIX HENPOHANbHbIX CUCTEM.
Ha cerogHslWHWA [OeHb MO MeXaHu3my
nepegavm B MOKOMEHUSIX HacreacTBeH-
Hble aTakcuy noapasfdenslT Ha ayTo-
COMHO-AOMUWHAHTHbIE, AayTOCOMHO-pe-
LueccuBHble, X-cuenneHHble dopmbl ©
atakcuM C MUTOXOHZpMWanbHbIM  TUMOM
HacnepoBaHus. Takke BbIAENAOT cnopa-
andeckne opmbl C HEyCTaHOBMEHHbLIM
WU HEU3BECTHLIM MEXaHU3MOM reHeTu-
Yeckon nepegaum [1].
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OpHvM 13 Hanbornee pacnpocTpaHéH-
HbIX B FAKYyTUM HacreaCTBEHHbIX Henpo-
AereHepaTvBHbIX 3aboneBaHun ABnAeT-
cs1 cnuHouepebennsipHas atakcus | Tuna
(CUAI) [4]. YacTtota CUAI B AkyTnm co-
craenset 46 cnyyaeB Ha 100 TbiC. cenb-
CKOTO HaceneHus, Torga kak B Mvpe — no
cpaBHeHuo 1-2 Ha 100 TbIC. HaceneHus
[2, 3].0TcyTcTBME rocyaapcTBEHHOW Noa-
OepXXuBatoLen nporpaMmMbl 451 605bHbIX
C HacneacTBEHHbIMY aTakCUsIMK B YacT-
HOCTM W HelpoaereHepaTBHbIMK 3ab0-
NEeBaHNsIMM B LIENOM, MPEeuMyLLEeCTBEH-
HO MO3HAS MaHudecTauuns, TsxKenoe
nporpeaneHTHoe TeYeHune, MHKypabenb-
HOCTb, AenUUT BpadebHbIX 1 CECTPUH-
CKUX KagpoB M BCe YBENUYMBAIOLLASICA
Harpyska 3a CYeT YpreHTHbIX 60MbHbIX B
crneunanuavpoBaHHbIX HEBPOIMOTMYECKNX
OTAENEeHNsIX MNOopoXOalT Maccy Meau-
LIMHCKUX, 3MUOEMUOIIOIMYECKNX, OpraHu-
3aLUMOHHBIX, 3TUYECKUX, CouMarnbHbIX U
NCUXOMNOrMYEeCKMX BOMPOCOB.

B uensax wucnonHeHnus VYkasa [lpe-
3ugeHTta Poccuiickon ®epepauumn  oT
07.05.2018 . Ne204 «O HauumoHanbHbIX
Lensx v cTpaTernyecknx 3agadvax pas-
BuTUA Poccuiickon ®enepauunn Ha nepu-
oa po 2024 roga» npukasom gupekTtopa
AHLL KMIM 3a Ne08-06/295A B ®BIHY
AHL, KM ot 1 Hosi6ps1 2018 1. opraHu-
30BaH LleHTp HenpoaereHepaTyBHbIX 3a-
6onesaHuii (HO3) ¢ nabopartopuen HOS.

Takxe nsgaH npukas MuHucTpa 3gpa-
BooxpaHeHusa PC (A) 3a Ne01-07/184 ot
14.02.2019 r. «O nopsigke mapLupyTm3a-
UM BOMbHbIX HEBPOMOrM4Yeckoro npo-

dwmns, cTpagarLwmnx HempogereHepaTus-
HbelMu 3aboneBaHusMW Ha ambynaTop-
HO-MONVKITMHUYECKOM W FoCnuTanbHOM
aTanax» B LEnNsx COBEpLUEHCTBOBaHWSA
oKasaHusa crneunanunanpoBaHHOW He-
BPOMOrMYeCcKON MOMOLLM MauueHTam ¢
HelpoaereHepaTMBHbIMKM  3aboneBaHu-
amu Pecnybnnkmn Caxa (Akytus) Ha am-
OynaTopHO-NONMUKIUHAYECKOM W FOCMK-
TanbHOM 3Tanax, OCHOBaHHbIN Ha Ykase
masbl Pecnybnukn Caxa (Akytus) ot
27.12.2016 1. Ne 1637 «O6 yTBEpPXKAEHMM
MonoxeHnn o MwHucTepcTBe 3apaBo-
oxpaHeHus Pecnybnukn Caxa (Akytusi)
M ero KOmmerMm u BO UCMOSHEHWE Mnpu-
kaza MwuHucTepcTBa 34paBOOXpaHEHUs
Poccuiickon ®epgepaumm ot 15.11.2011
Ne926H «O6 yTBepxaeHun MNMopsagka oka-
3aHVA MEAMLMHCKOWM MOMOLLM B3POCIIOMY
HaceneHuo Npu 3aboneBaHUsX HepPBHOM
cuctembi»» [5].

C oTkpbiTvem LleHTpa HelpopereHe-
paTuBHbIX 3aboneBaHun Ha Gase Bonb-
Huubl AHL, KMIT ctana 6onee goctynHom
cucTtemaTudeckas nopaepxusatowas
Tepanus 6onbHbiX ¢ CLIAI, 4yTo gano Bo3-
MOXHOCTb OKa3aTb 6ornee Ka4yeCTBEHHYIO
MEAMLMHCKYIO MOMOLLb N 06paTuTb BHU-
MaHVWe Ha MHOXECTBO MMEKLLMXCA pas-
HOCTOPOHHMX NPOGNeM y nauMeHToB C
HacneacTBEHHbIMU aTakCcusMu B AKYTUN.

Llenb nccnegoBaHusi: MeQUKO-COLM-
anbHbIN aHanu3 nauMeHToB 1 pas3paboT-
Ka NpVHUMMNOB NpefocTaBneHns noaaep-
XuBatowen Tepanmm 6onbHeim ¢ CLIAT.

Martepuansi 1 MeToabl UccnepoBa-
HUA. ViccnegoBaHne nNpoBOAUIIOCH Ha



. AKYTCKUA MEOULIMHCKUIA XKYPHA

6a3e BonbHuubl AHLL KM B oTgeneHun
HenpopereHepaTBHbIX 3aboneBaHun.
[ns peTpocnekTuBHOro aHanmsa Obinu
MCMONb30BaHbl UCTOpuM GomnesHu, reHe-
Tnyeckme KapTel naumeHtoB ¢ CLAI, nx
Oonpoc, MeOUKO-reHeTM4eckasi KOHCYyIb-
Tauusa 1 aHanu3 pogoCnoBHbIX B60MbHbIX,
HaxoOMBLUUXCSA Ha perynsipHon noaaep-
xuBatowen Tepanum (MNT). MNpeumyLle-
CTBEHHO Bce OOfbHblE U3 WU3BECTHbIX
POLOCINOBHbBIX M GOMBLUMHCTBO M3 HUX
paHee ObINM TECTMPOBaHbI Ha Hanuyne
myTtaumn CUA1 B MI'K PBNe1-HLUM. B
paboTe Takke ObINMM UCMONb30BaHbI CTa-
TUCTUYECKUA U aHaNUTUYECKUA MEeToabl
uccnenoBaHus.

PesynbkraTthl n 06¢cyxpaeHue. 3a onu-
CblBaeMbli Nepuop MNOAAEPKMBAIOLLYIO
Tepanuio nonyuynno 52 nauveHTa. U3
HUX My>4unH 18 (34,6%), a xeHWwunH — 34
naumeHTkn (65,4%). 13 52 nauneHToB B
r. Akytcke npoxueanu 17 yen. (32,7%),
a B Apyrux panoHax Pecnybnukn Caxa
(Axytna) — 35 (67,3%). o odumuymans-
HOro oTKpbITMSA LleHTpa HenpoaereHepa-
TMBHbIX 3aboneBaHun (LIHO3), ¢ ceHTs-
6pst 2017 no okTs6pb 2018 1. (14 mec.),
31 naumeHT Nomnyyun NoaAepKMBaoLLYIO
Tepanuio, a 3a NornyrogoBon nepuog no-
cne oTkpbiTna LUHO3 — 51 nauueHT, yto
B CpeHeM COCTaBuo 2,2 rocnutanmaa-
uun 3a 0aMH MecsL, 40 OTKpbITUA 1 7,3 —
nocne otkpbiTus LleHTpa HO3. daHHbIn
dakT noaTeBepxgaeT BOCTPebOBaHHOCTb
nogaepKvBatolLen Tepanuu cpegu na-
umnenToB ¢ CLIAI.

HanpasnsemocTtb naumeHToB Ha MNT 13
JINY r. AxkyTtcka pacnpegenunace cregy-
towmm obpasom: n3 NBNe3 HanpaeneHo 6
60nbHbIX, MeguumHckoro ueHTpa r. AkyT-
cka — 5, '/bNe1 — 4, bonbHuupsl AHL, KMT
— ofiHa nauueHTKa. [Mokasarenu rocnuTa-
nM3auumn NauneHToB M3 parioHoB Pecny-
6nukn Caxa (AkyTusi) npeacTaBneHbl Ha
puc. 1. Huskas HanpaBnsiemocTb 6osb-
HbIX 13 aHAeMuyHbix no CLIA1 ynycos
CBsi3aHa C MaTtepuanbHbIMU U CE30H-
HbIMW TPAHCMOPTHLIMU 3aTPYAHEHUAMMN

Xanranacckuit FE 6,1%

Verp-anpanckuii I 12.1%

ceMeNn U HU3KON MHAOPMUPOBAHHOCTLIO
crneuManncToB B Y4YacTKOBbIX OGOMbHM-
uax, BpayebHbix ambynatopusx n genbs-
[OLUEepCKUX MyHKTax B Hacnerax.
YuuTblBasg no3gHOMaHUGECTUpYo-
Wun  cdaktop cnuHouepebennspHom
atakcum | Tmna, ocobbIi MHTEpeC npea-
CTaBnsieT aHanu3 Bo3pacTa wuccrnenye-
MbIX (puc. 2). N3 6 naumeHToB Ao 35 net
y 5 BOMbHbLIX MyTaHTHbIV reH 6bin yHac-
nenoBaH Mo OTLOBCKOW NIMHUK, YTO npe-
gonpenenuno paHHun gebiot 3aborne-
BaHuA. M3 8 naumeHToB cBbiwe 60 net y
cemepbix OonesHb Obina yHacrnegoBaHa
Nno MaTepPUHCKOW FIMHUW, YTO U OOBACHS-
€T No3[iHee Havarno NposiBreHuii n Gonee
pobpokavecTBeHHoe TedeHne CLIAI

Puc. 2. BospacTHOW cocTaB NauUMEHTOB,
Nony4MBLUUX NOAAEPXKUBAIOLLYIO TEpanuo

AHanuns obpa3oBaTenbHOro YpPOBHS
naumeHToB, npoweawwnx [T, nokasan,
4yTO Bbicllee obpasoBaHne uMetT 27
YYaCTHUKOB WCCreaoBaHusi, YTO cocTa-
Buno 51,9%, cpegHenpodeccmnoHansHoe
obpasoBaHue — 22(42,3%) n cpegHee
obuleobpasoBatenbHoe — 3 nauueHTta
(5,8%). Mo monyyeHHOW cneumanbHOCTH
UM CMEXHON K HeMy 13 49 nauneHToB
pabotan 31 yen. (63,2%). Cpean naum-
€HTOB ObIMO ABa Hay4yHbIX paboTHMKa

C YYeHOW CTeneHbHo,
nBa Bpaya. Tpoe wu3
nauMeHToB A0 Havana

BbIP@XXEHHbIX  MPOsiB-
Tommonckuii I 6.1% nenun CLUAI pabotanu
Tarmmmcxuii I 18,2% B OpraHax MyHWLN-
nanbHOro yrnpasreHus.
OnexkMuHCKHI N 3.0%
C Havyana BbIpaxeH-
HiopGuncknii I 9.1% HbIX MPOSIBNEHU 3a-
Havciarit I 242%  OOneBaHmns 35 (68%)
NauMeHTOB  nepeLusm
Bumoiickuit B 3.0% <
Ha nerkvin Tpya. Cemm
AMriHCKI I 9,1% (13%) nauveHtam ¢
Abiickuit I 9.1% Ha4ana BbIPXEHHbIX

Puc. 1. CTpykTypa HanpasnsieMocTu nauueHTOB Ha nopnep-

XuBatoLyto Tepanuio yrnycos PC(A)

nposeneHni 3abone-
BaHWSA NPULLNOCL OCTa-
BUTb paboTy.

Mo aHanu3y cemenHOro nonoXeHus
BbISICHUIIOCb, YTO M3 obLLero ymicna pas-
BE[lEHHbIX TONMbKO ABa Gpaka pacnanucb
00 Hayana MaHudecTauumn 3abonesaHus
(pnc.3). CTOUT OTMETUTb, YTO MYXKXYMHbI
yalle, YeM XEHLLVHbI, pa3BOAATCS nocrne
Hayana maHudecTauun 3aboneeBaHus y
XeHbl. Tak, yucrno pasBoAdoOB cpeau na-
LUMeHTOB-MYyX4uH B 1,5 pasa MeHblue,
yem cpeau XeHWuH - GonbHbix CLAL
Hanuuune petenn y nauneHToB pacnpene-
NUNoCk crepylwmm odpa3oM: He nMenu
aeten 6 naunenTos (11,5%), no ogHomy
pebenky — 10 (19,2%), no 3 peten — 15
(28,8%), no 3 peten — 14 (26,9%), no 4
aeten — 4 ¢ (7,8%) n 5 peten — 3 cembu
(5,8%). Cnepyet oTMeTUTb, 4TO 15 XeH-
wrH 13 21 cembn, umerowen 3 u 6o-
nee peveun, SIBNSANUCb HOCUTEMNbHULIAMMN
MYT@HTHOrO reHa, 4TO noAaTBepXaaeT
BbIBO O PacLUMPEHHOW penpoaykumnm B
cembsx ¢ CLIA1T [4].

mBcembe " Brosele MB pasome ' XomocTele

7,7%

5.8%

JKenckmit Myxckoit
Puc. 3. CemeitHoe nonoxeHne naumeHToB,
NonyYnBLUNX NOALEPXMBAIOLLYIO Tepanuio

BonbLIMHCTBO MauUMEHTOB, MNOMNyYUB-
wwx [T, HeogHOKpPATHO MpoLNN MpoLie-
aypy ocsugetenscteoBaHns MCOIK Ha
nornyyeHne rpynnbl MHBaNWAHOCTM MO
cnuHouepebennsipHon atakcum |. Tak, |
rpynna uHeBanugHoctu 6eina y 14 naum-
€HTOB, 4YTO cocTaBuno 26,9%, Il rpynna
nHBanuaoHoctu - y 21 6oneHoro (40,4%),
Il rpynna — 13 (25%) v Ha MOMEHT rocnu-
Tanu3auuu Ha MT He nmenu nHBanuaHo-
¢t 4 nauneHTa (7,7%). Pedynerathl aHa-
nn3a nokasanu, 4to cpeaun GonbHbIX C |
rpynnon MHBaNMAHOCTU XEHLWUH Obino
11 (32,3% cpenm XeHLUH), My>X4YnH — 3
(16,7% cpeon myx4unH). [aHHbIN akT,
BEPOSTHO, OOBACHSAETCS HaCTON4MBO-
CTbH0 KEHCKOW MONOBWHbI NALUEHTOB B
nornyyYeHny MHBaNMAHOCTY.

BbiBoabl. YBenuuyeHve 4acTtoTbl ro-
cnutanusaumn 6onee yem B 3 pasa 3a
KOpPOTKWIA Nepuop C MOMEHTa OTKPbITUSA
Llentpa HO3 noateepxaaeTt BocTpebo-
BaHHOCTb MT 6onbHbix ¢ CLIAL. AHanus
nokasan, 4yto 6oneHele CLA1 npeumy-
LLIeCTBEHHO WMMelT Bbicllee obpasoBa-
HMe. 3HaHue XEeHLUHbI O HanmMyunm my-



TaHTHoro reHa no CLIAlI He meHsieT ee
nnaHoB no AetopoxaeHuto. BoamoxHo,
OonesHb KOCBEHHO BMUSIET Ha WU3MEHe-
HME CEMENHOro MONOXEHUS MauneHTOB,
B YACTHOCTM Ha KONWYECTBO Pa3BOAOB Y
XKEHLLUMH. Boree akTUBHBIMU 1 HACTOMYN-
BbIMW B MOMNyYEeHUN MHBaNUOHOCTU OKa-
3annChb XeHLWWHbI. B Lensx 3amennexus
TEMMOB MporpeccupoBaHns 3abonesa-
HWS, MeguKo-coumanbHon peabunuta-
LUK, MOBLILLEHUS Ka4yeCTBa XU3HN N CO-
unansHoro cratyca naumeHtoB ¢ CLIAI
HeobxoQuMO opraHusoBaTb MNpefocTaB-
NIeHVe perynspHor MNOAAEPKUBAIOLLEN
Tepanuu, KOHTPONMPoOBaTb CBOEBPEMEH-

Hoe npeacrtaeneHne Ha MCOK, okasbl-
BaTb Ha MecTax MeauLMHCKY, coumarb-
HO-MCKXOMNOrMYECKyto NoMOLLb B MOMHOM
obbéme.
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