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Peztome. B cmamoee npe()cmaeﬂeﬂbz oantvie Medm;uncmﬁ ()OKymeHmab;uu nayuernmoe ¢ pasiud-
HuIMU hopmamu ycmanosieHHo2o oudenosa bAC, npoxooswux ambyramoproe nedenue. Llenvro ucciedo-
BaHUS ABNAeMCs U3ydeHue apmakomepanuu O0OK08020 AMUOMPOPUUECKO20 CKIepo3d 8 UCCAedyemMol
cpynne nayueHmoe.

Knroueswie cnosa: 60xo60i amuompopuueckuii CKiepos, hpapmaxodInuoemuonio2ust, CUMRIMoMamu-
yeckoe jevenue.

Resume. The article presents the data of medical documentation of patients with various forms of
established diagnosis of ALS, undergoing outpatient treatment. The aim of the research is to study the
pharmacotherapy of amyotrophic lateral sclerosis in the study group of patients.

Koueswie cnosa: amyotrophic lateral sclerosis, pharmacoepidemiology, symptomatic treatment.

AKTyanbHOCTh. bokoBoi ammorpodudeckuii ckiepo3 (BAC) — naubonee wacto
BcTpedaromasics popma 60JI€3HN MOTOHEHpPOHA ¢ M30MpaATENbHBIM MOPAKEHUEM nepude-
PUYECKUX MOTOHEMPOHOB MIEPEIHUX POTOB CIIMHHOTO MO3Ta U IBUTATEIBHBIX SIIEP MO3TO-
BOT'O CTBOJIA, IIEHTPAIBHBIX MOTOHEUPOHOB, a TAK)KE€ KOPTUKOCITUHAIIBHBIX TPAKTOB. 3a00-
JIEBaHUE TPOSBIIACTCS HEYKJIOHHO HAPACTAIOIMIUMH TApe3aMu, MBIIIEYHBIMUA aTPODUIMH,
(bacuuKyIAIUsIMA U TUPAMUATHBIM CHHAPOMOM [1].

Bone3ns nmopaxaer Jidil Tpy10CIOCOOHOTO U 3pEI0oro Bo3pacTa, MPUBO/Isl B KOHEUHOM
UTOTE K THOENH IMaIlMEHTOB U YaIlle BCETO OT JIbIXaTeIbHON HETOCTATOYHOCTH.

620



N3BecTHO, 4yTO OKOJIO 80% MOTOHEHPOHOB MOrHOAET N0 Pa3BUTHUS CUMIITOMATHKH,
YTO 3HAYUTEIBHO 3aTPYAHSIET MOUCK d(PPEKTUBHBIX JIEUEOHBIX TEXHOJIOTHH, TAK KaK OCTaB-
muMca 20% KIIETOK CJI0KHO KOMIIEHCHPOBATh BECOMBIM HEIOCTAaTOK MOTOHEWPOHOB.
Mexly TeM Hay4HbIE UCCIIEA0BAHNS HAMPABJICHBI HE TOJIBKO HA MOUCK HOBBIX JIEKAPCTBEH-
HBIX CPEACTB, HO M Ha pa3pabOTKy HOBBIX CIIOCOOOB MX JIOCTABKH HEMOCPEJCTBEHHO K MO-
TOHEWPOHAM C IOMOILBIO BUPYCHBIX HocuTenel, PHK- BMemarenbcTB, MUIIIEHBIO KOTOPBIX
ABJISIETCA BBITECHEHUE MYTaHTHOTO TeHa u3 Mosiekysl JIHK, a Takke npumeHeHue cTBoo-
BBIX HEHPOHAIBHBIX KIIETOK [2].

OtcytcTBHe 3G (HEKTUBHOTO JICUCHHS, HEYKJIOHHOE TTPOTrPECCHPOBAaHNE 3a00I€BAHUS
C PE3KUM yXYAIICHHEM U COKpaIieHrueM ku3Hu nanrueHToB ¢ BAC npeamnonaraet O0onbIme
3aTpaThl IPU Ha3HAYEHUU JIEKAPCTBEHHBIX CPEJICTB, a TAKXKE MPEIMETOB YX0/a Ha HOAep-
KAHHUE KAUeCTBA KU3HU JAHHOW KaTeropuu MalueHTos [3].

Hean: onpenenuts GpapMakosNUIEMUOIOTHUECKHUE XapaKTEPUCTUKH JICUCHUSI TTaI1-
eHToB ¢ BAC 115t gayibHEeHIIero COBEpPIICHCTBOBAHUS CXeM (hapMaKOTEpaIiH.

3agaumn:

1. U3y4uTh IpOJ0IKUTENHHOCTH KU3HU MAI[MEHTOB C YCTAaHOBICHHBIM JIMArHO30M
BAC, nnuteabHOCTL OOJIE3HU.

2. UccnenoBath moTpebisieMble pecypchl (TpyIimbl (papMaKkoJIOTUYECKUX Ipernapa-
toB, UBJI, cpencrBa yxona) y JaHHOW TPYMIIbI MALTUEHTOB.

3. Ol1ieHKa parMoHATBHOCTY cxeM (hapMakoTepanuu npu Hanuuue nuaraosa bAC.

Marepuansbl u MeToabl. MccnenoBanre HNPOBEICHO METOJOM CIUIONIHOTO aKTHUB-
HOT'O PETPOCHEKTUBHOI'O MOHUTOPUHIA C UCTIOJb30BAHUEM MEIUIIMHCKON JOKYMEHTAIIMU
(bopma Ne 025/y-07 «MemuuHcKas KapTa aMOyJIaTOpHOro 6oibHOroY», hopma 027/y - BbI-
MUCHOM nuKpu3) 16 naruenToB MockoBekoro paitona r.Muncka B nepuo ¢ 2009-2016(c
ycTaHoBJIeHHBIM quario3oM bAC). Mcnosib30BaHbl METObI BHIKOMMMPOBKHU JTAHHBIX, pacueT
cpeaHux (£CT. OTKI.), MAaKCUMaJbHBIX, MUHUMAJIbHBIX U OTHOCUTEIBHBIX TOKa3aTejeH,
95% JIW, ananu3 BKMBAEMOCTH C MPUMEHEHUEM MHOXKUTENIBHBIX olleHOK Kamnnana-Meii-
epa, ¢hapMaKodIMUAEMHOIOTUYECKHE METOIbI (YacTOTHBIN aHanu3 U DDD-metomonorus).
Ucnonp3zoBana ATX-cuctema kiaccudukaiuu JIeKapcTBEHHBIX cpenctB. s yctaHoBie-
HUS HAJIWYUS TTOKa3aHU/IPOTUBOIIOKa3aHuil K npuMeHeHuto JIC mpoBeneH aHau3 aKkTy-
ATBbHBIX HA MOMEHT mpoBefeHus uccneaoanuii (2017 r)uncrpykiuit JIC, omy6nrkoBaH-
HbIX B Peectpe nekaperBeHHbIX cpeacTB PecriyOnuku bemapycs.

Pe3yabTaTrhl mnx o0cy:xkaenue. Cpeau MaueHToB S COCTaBUIM MYKUUHBL, 11 co-
CTaBWJIM >KCHIIMHBL. CpeaHuil Bo3pacT NallMUeHTOB HA MOMEHT HavaJia 3a00JieBaHUsI COCTa-
BuI 64 roxa =7 jeT, CpeIHUI BO3PACT HA MOMEHT CMEPTU COCTAaBUII 66 +£6 JeT, cpeaHss
MPOAOIKUTEALHOCTD 3a00JIEBaHUS OT Havajia 10 CcMepTu coctaBuia 2+1,1roga. B MomeHt
MIPOBEICHUSI KCCIICIOBAHUS B )KUBBIX OCTAIOTCS 4 marnuenTa (2 My>KUlHbI, 2 )KSHIITUHBI).

Ha pucynke 1 npencrasnen Ploting Kaplan-Meier with R, Ha koTopom noka3zaHo, 4To
BAC sBnsercs 3a06o0jieBaHUEM C MPOTPEIUCHTHBIM TEYECHUEM M MPUBOJUT K JIETATLHOMY
ucxonay. [lo HamMM HaHHBIM BEPOSITHOCTH BBDKHMBAHUSI CTPEMUTCA K HYIIO mocie 4 roaa
AKU3HU, YTO COOTBETCTBYET JIUTEPATYPHBIM JAHHBIM IO CpPeAHEH MPOAOTIKUTEILHOCTH
xu3uu 32-60mec. npu BAC.
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Pucynok 1 — Anann3 BBDKMBAaEMOCTH C IPUMEHEHHEM MHOKUTENbHbIX olleHOK Karutana-Meiiepa

Ha pucynke 2 npeacrasnensl ocHoBHbIE popmbl BAC, BcTpeyaembie y MaIllueHTOB.
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Pucynox 2 — ®opmbl BAC, BcTpeuaemble y ncciaenyeMon Ipynibl HallMeHTOB

Cpenu oCIIOKHEHHH Oy IbOapHbIi CHHAPOM BeTpeuacs y 44%(95% 11 21% — 69,5),
OysipbapHO-TICeBA00YIBOApHBIH CHHAPOM BeTpevaics y 25% (95%AU 83,3% — 52,6%),
TeTpanape3 Ob11 o0HapyxkeH y 56,2% (95%U 30,5% — 79,25%), napanape3 BcTpedancs y
12,5% (95%U 22% — 40%) nauuenToB. [{pixaTeabHble HApYIIEHUS] BCTpEYAINUCh Y 4 Ma-
1eHToB (25% (95% 11 83,3% — 52,6%).ConyTcTByromiue 3a001eBaHus BKIIIOYAIU B ce0s:
apTepHalibHasl THUIIEPTEH3UsI U UIIeMHUYecKas 0OJIe3Hb Ccep/lla y BCeX MAIMEHTOB, y JIBYX
nanueHToB bA, y onnoro nanuenta XOBJI.

[lepBas rpynma uHBanuAHOCTH Obuia BbicTaBiieHa 9 (56,2% (95%AU 30,5% —
79,25%)) maunentam, y 7 (43,8% (95%1U 20,7% -69,5%)) naumeHToB Obliia BhICTABIICHA
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BTOpas rpymnmna. ¥ 37,5% nauueHToB uMeeTcsl OorpaHu4eHHe TPy 10BOoil nedarenbHocTd DK4,
y 25% uMeetcs HapyllleHHE S3bIKOBBIX U peueBblx ¢yHkuud OK3, y 18,75% nanuenton
UMeEeTCsl HapylIeHue cTartoguHaMudeckux QyHkiuii ®K4,Hapyienue camoo0ciy>KuBaHus
®K4, nepenpmwkenue ®K4, ooyuenne ®K3. [lepuoa MIUTEIBHOCTH HETPYIOCIIOCOOHOCTH
y YMEpPIINX MallMeHTOB COOTBETCTBOBAI JUIUTEIILHOCTHU 3a00JIEBaHMUS.

BbokoBoii amuoTpouueckuil CKIepo3 BXOAUT B MEpeueHb 3a00JEBaHUM, JAIOIIUX
paBo rpakJaHaM Ha OecriaTHOe oOecreueHe JIEKapCTBEHHBIMU CPEACTBAMU, BblaBae-
MBbIE TI0 pelenTaM Bpauell B Mpeesiax MepeyHsi OCHOBHBIX JICKAPCTBEHHBIX CPEACTB, IPU
aMOyJITaTOPHOM JICUCHUH, a TAK)KE JICUeOHBIM TTUTAHUEM.

OcHOBHBIC TPYIITHI (PAapPMaAKOJIOTHUECCKUX MPENapaToB, UCIOIb3YEeMbIE IS JICUCHUS
y JaHHBIX ManueHToB, B cooTBeTcTBHE ¢ ATX Brmtouanu:NO6BX [Ipyrue ncuxoctumyiis-
Tophl 1 HOOTpomnHbIe penapaThl, NO7AX02 IIpoune napacumnaromuMeruk, NO7AA an-
TUXOJIMHACTEpa3Hble npenapaTe,NO7XX mpoure mnpenaparbl A JIEUEHHUSI3a00J€BaHUMA
HepBHOU cucteMbl, NO6AA09 Murubutopsl oOpaTHOro 3axBata MOHOaMUHOB,BO6AB mpo-
yye remartosiornueckue cpeacrsa, A14AB01 AnaGonuyeckue CTEpOMIHBIC MpENapaThl,
A16AX01TuokroBass kucmora, ROSCBMyxkonutuku, NO3A JIIpoTHBOSNUIECNTUYECKUE
npenapatbl, CO7A bera-agpenoonokaropsl, C09A MHruOUTOPHI aHTMOTEH3UH-TIPEBpala-
tomero ¢pepmenta(AlldD), CO3 duypetuxku, MO1A Hecrepouaasie MPOTUBOBOCIIAIATEIb-
ueie nipenapatsl, CO1EB Ilpoune npemnapatsl juist neuenus 3aboneBanuii cepana, AllBu-
TaMUHBI.

Cpenu ymepinx NaldeHTOB BEHTUIISIIIMOHHYIO HOIEPIKKY, & TAK:KE CPEACTBA COIU-
aNbHOW peaduINTAIIMK OJIy4aJIv 2 MalueHTa, 30HI0BOE KOPMIJICHHE MOTyYallH 3 MalueHTa.

Nmeercs xknuandeckuit nmpotokon Pb.3a 2005, B koropom BAC BxoauT B pazuen
rpynmny 3a0osieBaHui «CHUHAIBHBIE MBIIMICUHbIC aTPOOUU U POACTBEHHBIC CUHIPOMBI»
(G12). B xauecTBe JIeKapCTBEHHOM TepamMy HallMeHTaM PEKOMEHI0BaHO Ha3HaueHue: [1u-
paueram 20% p-p 10,0 B/B unu B/M; Inmutmn 0,1 - 3 paza/cyt.; Munapounar 750 mr/cyTt. B 3
npuema; Hanaposon 2,0 mn B/M 2 paza B Heaemo 3-5 unbeknuid; [To nokazanusim: Heo-
cturmuH 0,05% 1,0 noakoxuo. CpeaHsist AJIUTEILHOCTS JieueHus 20-30 nHeit 2 pas3a B TO/I.
Ncxon 3a0oneBanust: CTaOUIN3alMs WU TIPOTPecCUpOBaHUE TIpoliecca.

[Tpu npoBeaeHNU UCCACAOBaHUS ObUIO YCTaHOBJIEHO, uTO mamuenTam ¢ bAC npu am-
OynaTopHOM HaAOJIIOICHUN Ha3HAYAIUCH BCETO 15 HAaMMEHOBaHUM JIEKAPCTBEHHBIX CPEJICTB
(HefipoMuUIUH, aKTOBETHH, YMOKCHUIINH, MUpalieTaM, HEypoOEeKC, KOKapHUT, THOKTOBASI KHC-
JI0Ta, BUHIIONETHH, peTaboii, XoarHa aabdociepar, dhe3am, muTodIaBuH, THAMHUH, TUPH-
JOKCHUH, lIMaHOKOOanamMuH). beiu npoananusupoBansl 15 opuruHanbHbIX HHCTPYKUUAJIC,
nMerouxes: B Peectpe nexkapctBeHHbIx cpeactB Pecnyonuku benapycb(na 2017r), HazHa-
yaeMbIX mandeHToB ¢ bBAC Ha mpeaMer Hanuuus nokazaHui i npumenenus npu bAC.
TosibKO B OJJHOM OpUTHHAILHOM UHCTPYKIIMU B pa3jielie «IOKa3aHUus K MPUMEHEHHUI0» eCTh
npsiMOeyKa3aHMs Ha UCIIOIb30BaHUE Npernapara Mnpyu HAIMYUU YCTAHOBJICHHOIO JMAarHO3a
BAC —unanoko6anaMuH. YUYuThIBas TaKoe MOKa3aHue, Kak JereHepaTUBHbIC 3a00JIeBaHus,
K TpyIIe MpenaparoB JJisi BO3MOKHOTO HCIIOJIb30BaHUS MOKHO OTHECTH: XOJIMHA ajlb-
docnepar uneypobekc(6e3 nmpsmoro ykazanus Ha BAC B MHCTpYKIIHH).

beun mposenen ananms mo ATX/DDD cucteme ¢ pacueToMm yCTaHOBIIEHHON CyTOYHOMN
JI03BI JIJIS1 T€X TPETapaToB, HA3HAYEHNE KOTOPBIX MOKHO OBLIO MPOCIEAUTh B TEYCHHE T0-
ayroga: NDDD tuokroBas kucinora- 180000 DDD/monroma; NDDDxkap6amazenun
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72000DDD/noarona; NDDDxonuna ansdocuepar- 4032 DDD/noaroaa; NDDD weiipomu-
muH - 360 DDD/nonroxa; NDDD Bunnonerun- 360 DDD/nonrona; NDDD munaponar-
240 DDD/noaroga. Y ocTajJbHBIX IPENapaToB OTCYTCTBOBAIA CUCTEMAaTUYHOCTh B CXEMAX
HazHadyeHus1 JIC kak 1o JJIMTENbHOCTH, TaK U 110 BIOOPY ONTUMAJIbHBIX CYTOYHBIX 103UPO-
BOK, IT0O3TOMY HEBO3MOXXHO CONOCTABUTHh OOBEMBI MOTPEOJICHUS IMpenapaTtoB y AAaHHON
rpyMnIbl NalMeHTOB.

B Hacrosiiiee Bpemsi €JMHCTBEHHBIM IIPENApaTOM B MHUpE € JI0Ka3aHHOHN 3¢ deKTHB-
HOCTBI0, KOTOPBIN MPOITIEBACT KHU3HB Y MAIIMEHTOB Aake Ha mo3aHuX ctanusax bAC B cpen-
HeM Ha 3 Mmecstia, sBiseTcs npenapat Riluzole. B ocHoBe Mmexanu3ma 1eiCTBUSIICIKUT TOP-
MO>KE€HHE BBICBOOOXKIEHUS M3 HEHPOHOB BO30YKIaroliell aMUHOKHUCIOTHI PiTyTaMara, u3-
OBITOK KOTOPOI 3amycKaeT Mpoliecc AereHepannn HeiponoB. [IpenapaTt HazHa4aeTcst Ho pe-
komenpamusMm European Federation of Neurological Society (EBpomneiickoit @eaepariiu
Heponoruueckux coo01iecTB) cpazy nocie yrounenus nuarsosa. Ha teppuropun Pb pu-
Jy30J1 HE 3apEerUCTPUPOBAH. Y HCCIEAyEeMOM rpylbl NAlMEHTOB JaHHBIN IIperapaT He uc-
MI0JIb30BAJICSI B CXE€Max JIEKAPCTBEHHON TepaIuu.

BriBoabI:

1. Cpennsist MpoAOJKUTEILHOCTD 3a00JIeBaHUs TIOCHe YCTaHOBIeHUs nuarno3a bAC
cocrtaBiseT 2+1,1rona.

2. YcTaHOBJIEHUE HACTOSAIIETO JUArHo3a rapaHTUPYyeT MOATBEPKICHUE TPYIIbI HH-
BAJIUJIHOCTU B KpaT4yalIliue CPOKHU.

3. [Ipu dapmakoTepanuu y JaHHBIX MAalAEHTOB HE HCIIOIB3YETCS JICKApCTBECHHBIN
npenapaTr naToreHeTUYEeCKOTo IEUCTBUS PUILY30J1, KOTOPBIN YJIJTMHSET BBIXKUBAEMOCTh Ia-
IIUEHTOB Ha 3-6Mec. ¥ Ha CETOAHSUIHUN ICHD SABJISETCS €AMHCTBEHHBIM IMIPENapaToM ¢ J10-
Ka3aHHOU 3P dexkTrBHOCTHIO 10 BAC.

4. OcHOBHOE MeCTO B (hapMaKoTepanuu 3aHUMAIOT MpernapaThl, HAllpaBJICHHbIC Ha
KOPPEKIUI0 CUMITTOMOB OOJIC3HH.

5. B Manom o0beMe UCHONTB3YIOTCS BcrioMorarenbabie MeToauku- HUBJI, UDI, 30H-
JIOBOE€ MUTAHUE U T.1.

6. OTCYTCTBYET CHCTEMa rocy1apcTBeHHOro odecrneuenus manueaToB HUBJI, UOT,
30HJ0BOE MTUTAHUE U T.]I.

T. S. Bondarenko, E. V. Roman
PHARMACOEPIDEMIOLOGY OF Lateral AMIOTROPHIC SCLEROSIS
Tutors: Associate professor I. N. Kozhanova
Associate professor Yu. N. Rushkevich
Department of Clinical Pharmacology,

Belarusian State Medical University, Minsk
RNPC of Neurology and Neurosurgery of the Ministry of Health
of the Republic of Belarus, Minsk

Jlureparypa
1. SIxno, H. H. bone3nu nepBHo#t cuctemsl: PykoBoactso as Bpaueit B2 1. T. 1./ H. H. SIxHo,
. P. lItyneman.— M.: Meaumuna, 2001.— 744 c.
2. Vedlink, J. H. The future of motor neuron disease / J. H. Vedlink, L. N. Van den Berg, J. H.

624



Wokke // J. Neurol.— 2004. — Vol. 251. — P. 491-500.
3. BokoBoii amroTpodudecKuii CKIepo3 - COBpeMEHHBIE nepcriekTuBhI ieuenus / C. A. Jluxa-
yeB, 0. H. Pymkesuy, T. B. KopOyT u ap. / Meauuunckuii xypnai. — 2009. — Ne 1. — C. 132-135



