Bysran H.T'., [1aBJioB B.A.

OI'bOY BO CmoneHckuit rocy1apCTBEHHBIN MEAUIMHCKHIT YHUBEPCUTET
r. CmoneHck, Poccuiickas @eneparus

OCOBEHHOCTH OKA3ZAHUA IOMOILIMH ITAIIMEHTAM
C BOKOBbBIM AMUOTPOPUYECKHUM CKJIEPO30M

B cmamve npeocmasnen kpumuyeckui 832130 HA npobaemy OKA3aHus noMowu na-
yueHmam ¢ 60KO8bIM amMuompouyeckum ckiepozom 6 Poccuu, 6 mom uucne 8aACHOCHb
NCUXON02UHECKOU NOMOWU MAKUM NAYUEHMAM.

Buzgan N.Guy.Pavliov V.A.
Smolensk StateMedical University
Smolensk, Russian Federation

PECULIARITIES HEALTH CARE FOR AMYOTROPHIC LATERAL
SCLEROSIS PATIENTS

This article is a critical review of health care for ALS patientsiin Russia, including
the importance of psychological care for this patients.

BbokoBoii amuorpodpuyeckuii ckinepo3 (BAC) — 3To nonusTHOIOTHYE-
CKO€ HeWpojiereHepaTuBHOE 3a00J€BaHNE XPOHUYECKOTO TEUEHUS, CBSI3aH-
HOE C MPOTpeccCUpyronieil rudenbio. Kak, BEPXHUX, TaK U HUKHUX JBUTa-
TEIbHBIX HEUPOHOB, Pa3BUTHEM aTpOPUUECKUX Mapaandeil, IbIXaTelbHbIX
paccTpoicTB U HapyleHus rieTauus|1]. 3adoneBaeMOCTh ciopagudecKoin
dbopmoit BAC B mMupe B cpeaneM cocrtaBisger 0,2-2,4 ciydas Ha
100 000 nacenenus B rog, pacnpocrpaneHHocts — 0,8-7,3 na 100 000 nace-
aeHus. My»X4YuHbI CTpaJaloT JaHHBIM 3a00JIEBaHUEM B MOJITOpA pa3a yvallle
YKEHIIIMH, OJIHAKO HOCHE 65 JeT COOTHOIIeHHEe BbIpaBHUBaeTcs. CpemaHui
BO3pacT Havayia 6ose3Hu — 50-65 net. OnHako 3a00JeBaHNEe MOXKET BCTpe-
4aThCAd KaK B/MOJIOIOM Bo3pacTe (fOBEeHUJIbHBIC (DOPMBI), TaK U B CTapye-
ckoM — 11080 Jet [2].

B #acrosimee BpeMsi He cymiecTByeT 3(P(EeKTUBHOTO MEIUKaMEHTO3-
HOTO/MTEYCHUSI, HAPABJICHHOTO HA 3THOJOTUYECKHUI (DakTop 3a00eBaHUS.
W moMo1b TakuM MalMeHTaM CBOAMUTCS K NajuIMaTUBHBIM Mepam. Ha nan-
HBI MOMEHT €IMHCTBEHHBIM JIEKAPCTBEHHBIM IPEMApaTOM, JTOKA3aHO YyBE-
JUYUBAIOIIUM JUTUTEIBHOCTHIO JKU3HU TAIMEHTA, SIBISETCS PUITy30J1 (TOp-
roBoe Ha3zBaHue — puiayTek). OQHAKO peub UJIET BCETO JIUIIh O HECKOJIbKUX
MecCsIaX, YTO KaXKETCS HUYTOKHO MAaJIbIM B CPAaBHEHUU C TEM, CKOJIbKO
HEIMPOKUTHIX JIET KU3HU OTHUMAET y MalMeHTa JaHHOe 3a0oJieBaHue [2].

«l'00 Hazao a oOviia penopmepom menesudeHus ¢ NOJHOU pabouell
Haepyskou. Tenepv i Oadxce He mocy ecmb 6e3 NOCMOPOHHEU NOMOWU, He
MO2Yy CaMOCMOSAMENbHO X00Ums unu mwuimsbcsa. A uyecmeyro 2nyo60Kyo
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CKOpOb N0 N0BOOY 6Ce20 MO20, YMO MHe He OAHO UCNbIMams Ha Oele.
A 6 omuasHuu om moeo, 4mo CKOpo MHe Npudemcs NOKUHYMb Hasce20d
yemaepwvix moux oemeity [3].

Ho nipexxae, yem aeduTh TakuxX MallueHTOB, 3a00JI€BaHUE HEOOXO MO
BBISIBUTh. 3/IECh Bpau BCTpeUaeT psiji TpyAHocTel. HecMoTps Ha To, UTO yxke
JIOBOJILHO MHOTO CJEIaHO JUISl TIOHATHS TIPUPOIbI 3a00JI€BaHUS, TTOSIBUIUCH
HOBBIE METOJIbl JUArHOCTUKU, OCTAETCSI MHOTO OelbIx msaTeH. HaubonbInyio
TPYJIHOCTH TipenacTaBigeT nuddepennunanbaas auarnoctuka bBAC kak.camo-
CTOSITEILHOTO 3a0ojieBaHusl OT cuHapoma BAC, KoTOphIii BCTpeuaeres mpu
pAne IPyTruX NaTOJOTMYECKUX COCTOSIHUM. OO 3TOM Ba)KHO TOBOPUTh,; MOTO-
MY YTO pa3jIu4HbIe O0JE3HU MOAPA3yMEBAIOT U COBEPILICHHO Pa3HbIS II0IX0-
Il K UX JICUEHUIO BOCIIAJIMTENILHBIE 3a00JIEBAHUS CTBOJIA W CIMHHOTO MO3ra
[2]. KpoMe TOro, CHMIITOMBI Ha PaHHUX ATarax 3a00JieBaHus HE crierupuy-
HBI, YTO 3HAYUTEJILHO 3aTPYAHSAET AUArHOCTUKY. BC@ITO yIIMHACT TUarHo-
CTHYCCKHM MOMCK M YXYIIAeT MIPOTHO3 3a00JICBaHNA.

[TamnunaTuBHAsg MOMOIIH

[TannuaTuBHAsT MOMOIL MOJPA3yMEBACT «IOAXOJ, IO3BOJISIOITUI
YIIYUIIUTh Ka4€CTBO KU3HU MAIMEHTOB W YJIEHOB X CEMEM, CTOIKHYBIIUXCS
C Ipo0JEeMOI CMEPTEIHLHOTO 3a00JIeBaHMS, Ty TeM MIPEAOTBPAILICHUs U 00JIeT-
YEHUS CTpaJlaHui Oyiarogaps paHHEMY BBIABJICHHIO M TOYHOU OIICHKE BO3HU-
Karonmx Ipo0jeM M TPOBEACHUIO (aJCKBATHBIX JICUCOHBIX BMEIIATEIHCTB
(mpu OOJEBOM CHHIPOME M APYEHX),pACCTPOMCTBAX KU3HEICSITECIBHOCTH),
a TAK)KE OKa3aHUIO MICUXOCOIUAIBLHON U MOPAIbHON MOAAEPKKI» [4].

HeBepHo ObL710 OBl CHUTATh;UTO MAJJIMATUBHAS MOMOIIbL MIpeIHA3HA-
YeHa TOJIBKO JIsl TAlIUEHTOB, KOTOPBIM JIPYTro€ JECYEHUE yKEe HE TOKa3aHo.
[TanmuaTuBHAS MTOMOIfB SBASICTCS aKTUBHBIM HaIlpaBJICHUEM MEIUITUHCKON
U COIMAJIbHOM NesATEeAbHOCTH, KOTOPYIO ClIelyeT HauMHATh C MOMEHTA Jua-
THOCTUPOBaHUsI:3a00J1eBaHUs U MIPOJO0JDKATh BCE 3aBUCUMOCTH OT TOTO, TO0-
JYYUT JIU TAITMEHT PaJuKaIbHOE JICUeHUEe, HAIIPaBJIEHHOE MIPOTUB 0O0JIe3HH,
wiu Het [5]. HaiiuaruBHasi MOMOIIb BKIIFOYAET CUMIITOMATHYECKYIO Tepa-
110, BIIEPBYIO ouepeib dPHeKTUBHOE 00€300IMBaHNE, ICUXOJIOTHIECKYIO
U JYXOBHYIO IOMOIIlb, PEIICHUE COIMAJIbHBIX, IOPUINUYECKUX, ITHUYECKUX
BOIPOCOB. OCHOBHOM 11€J1bI0 NAJTMATUBHOW TTOMOIIU SIBJISIETCS YIYUIlICHUE
KauyecTBa >KM3HM TAIMEHTa, YTO JOCTHUTACTCs OKa3aHHWEM IIOMOIIU CEMbE
OOJILHOTO B MEPHOJ €ro 00JIE3HU U MOCJIE€ yX0/1a U3 KU3HU, 110 BO3MOXKHO-
CTH CMATYECHUEM BCEX OECIIOKOSIINX CHMIITOMOB 00J€3HU, 00ecredyeHUEM
OOJILHOTO CPEICTBAMH, MO3BOJISIIONIUMU JJIUTEIIHHO MOJIJIEPKUBATH €T0 CO-
IUaIbHYIO U (PU3UYECKYIO0 aKTUBHOCTH [6].

Opranuzanus naiadaTuBHONM TmoMony O0oibHBIM BAC mmeer cBou
OCOOCHHOCTH, YTO OTPAKEHO B MEXIyHAPOJHBIX peKoMeHIanusIx. B mupe
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HE CYIIECTBYET €IMHOW MOJENIM OpraHu3aiuu nomoiny namuentam ¢ bAC.
OpHaKo MOXHO OTMETHTh, YTO OCHOBHOM OOBEM MOMOIIU MPUXOAUTCS Ha
amMOyJIaTOPHOE 3BEHO, BKJIIOYAIolee paboTy YYacTKOBBIX Bpayel, crienua-
muctoB u3 «ALS team» (amyotrophic lateral sclerosis team) unu MyabTH-
JTUCIUTIIMHAPHBIX IEHTPOB momoinu nanuentam ¢ BAC, Bpadel mamima-
TUBHOU MOMOIITY U CMEXKHBIX CIIEIUATTUCTOB (IICUXO0JIOTOB, COIIMAIBHBIX pa-
OOTHUKOB H JIp.), peCIUPATOPHbIE LIEHTPHI U XOCIUCHI [7].

«l menepv cmana npeyedeHmom 0nsa MYHUYUNAIbHOU OIOPOKPAMUL.
... MYHUYUNANBHBIU COBEM U CYHCOA COYUATILHOU NOMOWU KOHUUAW, 00CTIe-
dogamb MeHs u pewunu, umo s cyovekm Cuyaxcovl JKusneobecneuerus,
Hocawulics K napazpagy 9:2 u napaepagy 1:3. Ilo 3axony .0 nedoepaicke u
obcnyscusanuu  ooel, cmpadarowuMu  QYHKYUOHATbHLIMU PACCMPOU-
cmeamu 300poswsiy [3].

[Ipo06ieMbl KOMMYHHKAIIU

Ha ompenenennom stame pa3BuTusi 3a00€BaHUS HEOOPATUMO CTpa-
JaeT HE TOJBKO JBUTATENbHAs (DYHKIHS, HO WU PeYb, YTO 3HAYUTEIHHO
OCIIOKHSIET KOMMYHHUKAITMIO ¢ OOJbHBIM. MIMEHHO CHI)KCHHE COIMAIBHON
aKTUBHOCTH M HECIIOCOOHOCTH OOIIAThCS — caMas JacTas MpUYIrHa CHIKE-
HUSI Ka4ecTBa KU3HU 00IbHBIX [1].

«— Mopenyme mpu paza 3uavum st meos 100110 ».

On mopeaem mpu pasa. A 8 c60io ouepedv mopeaio mpu paza emy,
C MpPyOOM YOepAHCUBAACH OM CIIE3,

— Mama, oea pasza moperyme 3Ha@uum «0a», @ 0OUH pa3 Kpenko 3a-
HCMYPUMBCSL — «HEM ).

On 2o6opum, 4mo, HAM, HYICHO NONPAKMUKOBAMbBCA, U 51 MOp2aio
osadicovly [3].

IIpaBo Ha cMepTH

CornacHo keaekcy BpaueOHou 3Tk P® (1997) Bpauun q0JKHBI MaK-
CUMaJIbHO JICIMKATHO M3BEIIaTh OOJBHBIX C HEU3JICYMMBIMHU 3a00JI€BaHUS-
MU O JAUATHO3€, KOTOPBIN TpeOyeT MPUHATUS PELICHUN, CBSI3aHHbBIX C IPU-
onvkaroliercst cmepThio [2, 9]. Tonbko B ciyyae paHHEro MHGOPMHUPOBA-
HUS TIAIIMEHT CMOKET CBOEBPEMEHHO BBICKA3aTh CBOE MHEHUE OTHOCHUTENb-
HO 00bEMa M KayecTBa OKa3bIBa€MOIl eMy M ero cembe nomoiu. Ciaemyer
IIOMHUTb O TOM, YTO B COOTBETCTBUU C MHUPOBBIMH PEKOMEHJALNAMU U 3a-
koHamMu P® uHpopMupOBaHHE OJKHO OBITh OCYIIECTBICHO TOJIBKO NPHU
corjacuu TMalMeHTa, BHE 3aBUCUMOCTHM OT HEXEJaHUs POJICTBEHHUKOB
oonpHoOrO [1, 10, 11]. Takum 06pazom, BaKHEUIIUMHU MPUHLIUIIAMHU OKa3a-
HUs nasmaTuBHOM oMo npu BAC sBisitoTCS HE3aBUCUMOCTD MallMeHTa
U €ro MH(pOPMUPOBAHHOCTD.
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«CMmepmb HACMONBKO BANCHA, YMO KAJNCOblU UMeem npaso Ha mo,
umooObl ¢ HUM 2080pUIU HANpAMYo» [3].

O mumarno3e BAC cnexyer coobmiaTh MaKCUMaJIBHO JICTUKATHO, TO/-
YepKUBas MPU 3TOM BaprualOEIbHOCTh MporpeccupoBanus 0ose3nu. HeBpo-
JIOTYy HEOOXOIUMO COOOIIUTH JUATHO3 B IPUCYTCTBUU POJTHBIX U ONHM3KHUX, B
CIIOKOMHOM, KOM(pOPTHOM 1J1s1 O0JIBLHOI0 0OCTaHOBKE, 0e3 cremku. Kpome
TOT0, B&YKHO aKIICHTUPOBATh BHUMAHHUE HA TOM, YTO OTACIbHBIC CHMIITOMEBI
XOpOIIO MOoIat0Tes JieueHuto. OTHAKO 1EJIbI0 JAHHOW CTaThbU HE SIBJLSIICS
0030p KOHKPETHBIX MPEnapaToB I KOPPEKIIUNA TEX WM WHBIX CHMIITOMOB
3a00JICBaHMSL.

«A He ecmb Moe meio.

A naxoorcyco 6 nem.

Teno y memsn 601bHOE, HO OYX MOUL 300D08.

A u ecmov Mol Oyx, u OyX 5mMom CUEH.

Iloooben zonoske pebénka, kKomopas nepeoli NOABAAEMCs U3 mame-
PUHCKOUL ympoObl.

A 3uarw, umo epsadem xouey. J[yx Imou, coenai MeHs CUNbHOU.
Cnoxotuinouy [3].
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