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Pedepar. OtrcyrcrBue >PQGeKTUBHOrO JE€UEHHUS MAIMEHTOB C OOKOBBIM
aMUOTPOPUUYECKUM CKIIEPO30M, HEYKIIOHHOE MPOrpeccCHpoBaHUE 3a00JCBaHUA
C PE3KUM YXYAIICHUEM U COKpallleHHEeM KU3HU nanreHToB ¢ BAC npeanoaraet
OOJIbIIIME 3aTpaThl MPU HA3HAUYEHUU JICKAPCTBEHHBIX CPEJCTB, a TAKXKE MpeaMe-
TOB yXOJla Ha MOJIJICPKaHNe KaueCTBa XKU3HU JAHHON KaTeropuu namueHTos [1].

Beenenne. bokoBoit amuorpoduueckuii ckiaepo3 (BAC) — nanbosee ya-
CTO BCcTpeuaromasics gopma 00€e3HH MOTOHEHPOHA C U30UPATEIBHBIM MOpaXKe-
HUeM TnepudepuyecKkux MOTOHEHPOHOB MEPEIHUX POTOB CHUHHOTO MO3ra
U JIBUTATEIbHBIX SIIEP MO3TOBOI'O CTBOJIA, IEHTPAIbHBIX MOTOHEHPOHOB, a TAKKE
KOPTUKOCTIIMHAIBHBIX TPAKTOB. 3a00JieBaHHE MPOSBIAETCS HEYKJIOHHO Hapac-
TAOIIMMU TApE3aMH, MBIIICUYHBIMUA aTpodusiMu, HACHUKYISIUIMU U TUPAMU/L-
HBIM CHHApPOMOM [2].

bone3ns mopaxkaet Jull TPYJIOCMOCOOHOTO M 3pEIOoro BO3pacrta, MPUBOJS
B KOHEYHOM MTOre K TMOeNIM MAaIllMeHTOB M Yallle BCEro OT JbIXaTebHOU HEI0-
CTaTOYHOCTH.

N3BecTtHO, uTO OKOJO0 80 % MOTOHEHPOHOB MOTHOAET 10 PA3BUTUS CHMII-
TOMATUKH, YTO 3HAYUTEJIBHO 3aTPYAHSAET MOUCK 3(P(PEKTUBHBIX JIEUEOHBIX TEX-
HOJIOTHH, Tak Kak octaBmuMcs 20 % KIeTOK CII0)KHO KOMIIGHCHPOBATh BECOMBIH
HEJIOCTATOK MOTOHEHpPOHOB. Mexa1y TeM HayyHbIE HMCCIIEIOBAaHUS HAMpPaBJICHBI
HE TOJIbKO Ha MOWCK HOBBIX JICKAPCTBEHHBIX CPEJCTB, HO U HA pa3pabOTKy HO-
BBIX CIOCOOOB MX JOCTaBKH HEMOCPEACTBEHHO K MOTOHEHPOHAM C MOMOIIbIO
BUPYCHBIX Hocutener, PHK-BMemarenscTB, MUIIEHBIO KOTOPBIX SIBJISETCS BBI-
TECHEHHE MYTAaHTHOTrO reHa u3 Mojekynsl JJTHK, a Takke nmpuMeHeHne CTBOIO-
BBIX HCHPOHAIBHBIX KICTOK [3].

Heab ucecneaoBanus: onpeneauts (HapMakodIMUAEMUOIOTHUECKUE Xapak-
TEPUCTUKU JieueHns nauueHToB ¢ BAC 1 maibHENIIEro COBEPIICHCTBOBAHHUS
cXeM apMaKoTepaITiu.

3agaumn:

1) M3y4UTh TIPOAOKATEITLHOCTH KU3HHU MMAIIMEHTOB C YCTAHOBJICHHBIM JTU-
arHo3oM BAC, miuTenbHOCTh O0IE3HH,

2) UccleoBaTh MOTpediieMble pecypcehl (Tpymmbl  (papMaKoIOTHUeCKUX
npemnaparos, IBJI, cpeictBa yxoma) y maHHOM TPyIIBI TAIIHCHTOB,;

3) olleHKa PAMOHAIBHOCTH CXeM (hapMaKoTepanuu MPH HAJTUYIAN JTHATHO-

3a BAC.
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MarepuaJjbl U MeToabl. VccienoBanue nmpoBeeHO METOAOM CIUIOLIHOTO
AKTUBHOTO PETPOCHEKTUBHOIO MOHUTOPUHIA C UCIOJIb30BAHUEM MEIUIIMHCKON
nokymeHntaruu (popma Ne 025/y-07 «MenunmHCckass Kapta amOyJIaTOpHOTO
oonbHOTO», hopma 027/y — BeIMCHOMW 3mHKpH3) 16 manueHToB MOCKOBCKOTO
paiiona r. Muncka B nepuon 2009-2016 rr. (¢ ycTaHOBJIICHHBIM JTHArHO30M
BAC). Hcnonp3oBaHbl METOABI BBIKONMUPOBKH JaHHBIX, pPacyeT CPEIHUX
(* cT. OTKII.), MAaKCHUMaJIbHBIX, MUHUMAJIbHBIX U OTHOCHTEIBHBIX MOKA3aTEJICH,
95 % JIY, ananu3 BBDKHBAEMOCTH C TMPUMEHEHHEM MHOXHUTEIBHBIX OHNECHOK
Kamnana—Meiiepa, $hapMako3MuIeMHOIOTHISCKHEe METO bl (YaCTOTHBIA aHAIN3
u DDD-meromonorus). Mcnons3oBana ATX-cucteMa KiaacCH(BUKALMK JieKap-
CTBEHHBIX CPeACTB. [[1s1 ycTaHOBIEHUS HATUYMS TOKA3aHUM/TIPOTUBOIOKA3aHN I
K npuMmeHeHuto JIC npoBeneH aHalIu3 aKTyalbHBIX HA MOMEHT HPOBECHHUS HC-
cienoBannii (2017 r.) mucTpykumid JIC, omyOnmukoBaHHBIX B Peectpe” nmekap-
CTBEHHBIX cpeAcTB PecniyOnuku benapychs.

PesyabraTthl m o0cyxaenue. Cpenu manueHTOB ObUI0 S MyxuuH, 11
xeH1H. CpeHuil Bo3pacT MaIllMeHTOB HA MOMEHT HaJajia 3a00JIeBaHUs COCTa-
Bun 64 + 7 jer, cpeaHUil BO3pacT HA MOMEHT CMEPTH COCTaBui 66 + 6 jer,
CpeaHsisi MPOJIOJKUTENIBHOCTh 3a00J€BaHusl OT Hayana O CMEPTH COCTaBMIIA
2 £ 1,1 roga. B MOMEHT IIpoBeIcHHS MCCIICAOBAHNAS B KUBBIX OCTAIOTCS 4 Talu-
eHTa (2 My>X4uH, 2 )KCHIUHBI).

[Mpu moctpoenun rpaduka Ploting Kaplan—-Meier with R, 6si10 ycTanos-
neno, uto BAC siBrsieTcst 3a007eBaHEM ¢ TPOrPEAUEHTHBIM TEUEHUEM U TIPU-
BOJWT K JICTAIBHOMY HCXOAy. [lo HammMm MaHHBIM, BEPOSTHOCTH BBIKMBAHUS
CTPEMUTCSA K HYJIIO0 mociie 4 roja »KU3HH, YTO COOTBETCTBYET JIUTEPATypPHBIM
JTAHHBIM TI0 CpeHEN MpoaopKuTenbHOCTH ku3Hu 32—60 mec. mpu BAC. Ha pu-
CYHKE TIpeicTaBlIieHbl OCHOBHBIE (opMbl BAC, BcTpeuaeMble y MalneHTOB.

reHepann3oBaH-
Haa ¢opma; 6%

BbICOKas
dopma; 6%

NOACHUYHO-
KpecTuoBas
dopma; 13% WwelHo-rpyaHan

dopma; 50%

6ynbbapHas
dopma; 25%

Puc. ®opmbl BAC, BcTpedaeMble y HCCIENYEMON IPyIIbl NAUEHTOB

Cpenu ocioXHEHHUH Oyab0apHbIA cHHIpOM BeTpevanics y 44 % (95 % AU
21-69,5 %), OynpbOapHO-TICEBAOOYILOAPHBIN CHHAPOM BcTpedancs y 25 %
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(95 % U 83,3-52,6 %), Terpamape3 ObL1 oOHapyxeH y 56,2 % (95 % AU
30,5-79,25 %), mapanapes Bctpeuancs y 12,5 % (95 % AU 22-40 %) manuen-
TOB. J[pIXaTenbHBIC HapylIeHUs BeTpedanuch y 4 manuentoB (25 % (95 % AU
83,3-52,6 %).ConyTcTByroniye 3a00JieBaHUs BKIIOYAIN B ce0s: apTepuaibHasl
TUTIEPTEH3MS U UIIeMUYecKasi 00JIe3Hb Cep/illa y BCEeX MalMeHTOB, Y IBYX Mallu-
eHToB bA, y ogHoro nmanuenta XOBJL.

[TepBast rpymnmna wHBanumHOCTH ObLIa BhicTaBieHa 9 (56,2 % (95 % AU
30,5-79,25 %)) marmenTam, y 7 (43,8 % (95 % AU 20,7-69,5 %)) manueHTOB
Obl1a BeICTaBIIeHA BTOpas rpymma. Y 37,5 % manueHTOB MMEETCsl OTPaHNYCHHE
TpynoBoil nesrensbHocTH PK4, vy 25 % umeercs HapyIieHUE SI3BIKOBBIX U pede-
BbIX (yukmmii ®K3, y 18,75 % manueHToB MMeeTCs HApYIICHUE CTATOAWHAMI-
yeckux ¢yukiuit ®K4, napymenue camoobcnyxkuBanus OK4, nepensuixeHue
®K4, obyuenne OK3. [lepuon 1UTETbHOCTH HETPYAOCITOCOOHOCTH y YMEPHINX
MAIMEHTOB COOTBETCTBOBAJ JUTUTEILHOCTH 3a00JICBAHMS.

bokoBoil amuoTpoduueckuii CKiIepo3 BXOJIUT B IMEpEUCHb 3a00JCBaHUM,
JAIONIUX TPaBO TpaxkaaHam Ha OecIlaTHOE OOECIEYCHHE JIEKapCTBCHHBIMHU
CpEIICTBaMH, BBIIABAEMBIMH TI0 PEIENTaM Bpadel B Mpejenax MmepPedHs OCHOB-
HBIX JIEKAPCTBEHHBIX CPEJICTB MPU aMOYIaTOPHOM JICHEHUH, a TAKXKE JICUSOHBIM
MTUTAHUEM.

OcHoBHBIC TpyNIBl (HAPMAKOTOTHUECKHUX MPENApPaToOB, MUCTIOIb3YEMbIE IS
JCUYCHUS y JAHHBIX MaIlUEeHTOB, B cooTBeTcTBHHM ¢ ATX Brmouamu: NO6BX
JHpyrue ncuxoctuMynsiTopbl U HooTpomHbie. mpenapatsl, NO7AX02 Ilpoune
napacumnatomumetukd, NO7AA Antuxomma3cTepasHbie mpenapatsl, NO7XX
[Ipoune mpemapatsl 115 JieueHus: 3adoneBannii HepBHoU cucteMbl, NO6AAQO9
Nurubutopsr oopatHoro 3axBata MoHoaMuHOB, BO6AB Ilpoune remaTtonornye-
ckue cpencta, AL4AB01 AnaGonnueckue crepouaabie mpenaparsl, AL6AX01
TuokroBas kucnora, ROSCB' Myxomutuku, NO3A IIpoTtuBosmmienTudeckue
npenapatbl, CO7A bera-ampenobaokatops, CO9A MHrnOUTOpH aHTHOTCH3WH-
npespaniaromiero gepmenta (AIldD), CO3 Huypernku, MO1A Hectepoumnbie
npotuBoBocnanuTenbHbIC penapaTtel, CO1EB IIpoune nmpenapatsl 1isl TedeHUS
3aboneBanuii cepaina, All Butamunsl.

Cpenn yMepImux MarieHTOB BEHTIIAIIMOHHYIO TIOJIIIEPKKY, a TAaKKe Cpe-
CTBa COIMANBHON PEaOMINTAINK TIOTydany 2 MalueHTa, 30HI0BOE KOPMIICHHE
MoJTyJasid 3 MaucHTa.

Umeercs xmmandeckuiit mpotokon Pb 3a 2005 r., B kotopom BAC Bxoaut
B paszmen rpynmy 3a0oneBanuii «CHUHAIBHBIC MBIIMICYHBIE aTpOOUU U POJ-
cTBEHHBIe cHHIpOMBI» (G12). B kadecTBe JIeKapCTBEHHOW Tepaluy MaldeHTaM
pexomenoBaHo HaszHauenue: [Tupareram 20 % p-p 10,0 B/B wmm B/M; ['murun
0,1-3 paza/cyt.; Munaponat 750 mr/cyt. B 3 npuema; Hauapomnon 2,0 mn B/M
2 paza B Hememo, 3—-5 mHbeknmi; Ilo mokazanumsam:. Heocturmuma 0,05 %
1,0 moakoxxHo. Cpemuss mmTeabHOCTh JieueHns — 20-30 mHeli 2 pasza B rof.
Hcxon 3a00eBanus: CTaOMIM3AIUS WIH IPOTPECCUPOBAHKE MPOTIECCa.
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[Ipu npoBeaeHun wucciaeqoBaHusl ObUIO YCTAHOBIEHO, 4YTO MaleHTaM
¢ BAC nipu amOynaTopHOM HaOIIOJICHUM Ha3HAYAIUCh BCcero 15 HauMeHoBaHU
JICKApPCTBEHHBIX CPeACTB (HEHPOMHUIWH, aKTOBETHMH, 3MOKCHIIMH, MUpAIETaM,
HEYpOOEKC, KOKapHUT, THOKTOBAasi KHUCIJIOTA, BUHIIOUETHH, PETa0OIMI, XOJWHA
anbdocnepar, ¢gesam, UTO(IABUH, THAMUH, TMHUPUIOKCHH, ITHAHOKOOAIAMUH).
beimu npoananuszupoBansl 15 opurunanbHbix uHCTpyKumi JIC, umerommxcs
B Peectpe nexapcTBeHHBIX cpenctB PecnyOmuku benapycs (Ha 2017 r.), Ha3Ha-
yaeMbIX nanueHToB ¢ bAC Ha mpeaMeTr HaIW4YMs MOKa3aHWM Uit IPUMEHEHUS
nipu BAC. TosbkO B OTHOW OPUTMHAIIBHON MHCTPYKLUH B Pa3Jelie «IIOKa3aHUS
K NPUMEHEHUIO» €CTh MPSMOE YKa3aHHE Ha HCMOJb30BaHUE Ipenapata Mnpu
HaJU4Yuu ycTaHoBIeHHOro auarHo3a bBAC — nuanoko6anamuH. YuuTeIBas Ta-
KO€ TOKa3aHue, Kak JereHepaTHuBHbIE 3a00JIeBaHusA, K Tpynne npenapaToB s
BO3MOKHOT'O HMCIOJIb30BAHUSI MOXHO OTHECTH XOJMHA alibdocuepaT W HEeypo-
oekc (6e3 mpsimoro yka3zanus Ha BAC B HHCTpyKIIUN).

beut mposenen ananu3 o ATX/DDD cucreme ¢ pacueroM yCTaHOBICHHOU
CYTOUYHOM J03bI I T€X MPENapaToB, HA3HAYEHUE KOTOPHIX MOXKHO OBLIO MPO-
ciequth B TedeHue noiyroga: NDDD tuokroBas kucinora — 180 000 DDD/
nosrona; NDDD kapo6amaszenun — 72000 DDD/monroga; NDDD xonuHa ajib-
docuepatr — 4032 DDD/nonrona; NDDD neipomuann — 360 DDD/nonrona;
NDDD sunnonerun — 360 DDD/nonroaa; NDDD mungponar — 240 DDD/
noyiroaa. ¥ ocCTallbHBIX MPENapaToB OTCYTCTBOBaJa CUCTEMAaTUYHOCTh B CXeMax
HazHaueHus JIC kak mo JUIMTEIbHOCTH; TaK U110 BHIOOPY ONTUMAJbHBIX CYTOY-
HBIX JO3UPOBOK, MO3TOMY HEBO3MOXKHO COIMOCTaBUTh OOBEMBI MOTPEOJICHUS
MpenapaToB y JaHHOW TPyMIIbl MAIUEHTOB.

B nacrosiiiee Bpemsi €IMHCTBEHHBIM MpEMapaTtoM B MHUpPE C JIOKa3aHHOU
3 PEeKTUBHOCTHIO, KOTOPBLA HPOAJICBAET KU3Hb Y MAIUEHTOB Ja)Ke Ha MO3THUX
cranusx BAC B cpeanem Ha 3 Mecsia, sBisercs npemnapaT Riluzole. B ocnose
MEXaHHU3Ma JICUCTBUS JEKUT TOPMOKEHHUE BBICBOOOXKIEHUS W3 HEUPOHOB BO3-
Oy>KIaroliel aMUHOKUCIOTHI TIIyTaMara, U30bITOK KOTOPOU 3alyCcKaeT Mpouece
nereHepanuu HeilpoHoB. [Ipemapar HazHadaetcs Mo pekoMeHaanusM European
Federation of Neurological Society (Espometickoii ®enepanun Hesponorude-
CKUX COOOIISCTB) cpasy Imociie yTouyHeHus auarHo3a. Ha teppurtopuu Pecmy6-
nuku benapyce puity3051 HE 3aperMCTPUPOBAH. Y HUCCIEIYEMOW I'PYNIbI Malu-
CHTOB IaHHBIN IIpenapaT HE UCIIOJIB30BAJICS B CXEMaXx JICKAPCTBEHHOU Tepanuu.

3akioueHue:

1. CpenHsisi mpoOJIOIKUTENBHOCT 3a00JIeBaHUS MOCJE YCTAaHOBIICHHS JHa-
rao3a BAC cocrasnger 2 + 1,1 rona.

2. YCTaHOBJICHHE HACTOSIIETO JMArHO3a TapaHTUPYET TMOATBEPKICHUE
IPYIIIbl UHBAJIMIHOCTU B KpaTYalIIue CPOKHU.

3. [Ipu dapmakoTepanuu y JaHHBIX MAlMEHTOB HE UCIOJIB3YETCS JieKap-
CTBEHHBIM IPENapaT NaTOr€HETHYECKOTO AEHUCTBUS PUIIY30J1, KOTOPBIM YAJINHSA-
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€T BEDKMBAEMOCTh TMAIMEHTOB Ha 3—6 Mec. M Ha CETOHSAIIHUI JICHb SBIISETCS
€MHCTBEHHBIM MpenapaToM c JokazaHHoOU 3¢ exTuBHOCTHIO 110 BAC.

4. OcHoBHOE MecTO B (hapMakoTepanuy 3aHUMAIOT JIpenaparbl, Harpas-
JIEHHBIE HA KOPPEKIHNIO CUMITOMOB OOJIE3HHU.

5. B manom o0beMe UCHOIB3YIOTCS BCIIOMOTaTEIbHBIC “METOJIUKU —
HUBJI, YOI, 30H10BOC IMTAHHUE U T. 1.

6. OTCyTCTBYyeT CHCTEMa TOCYJapCTBEHHOTO  OOECHEUYCHHS IallMeHTOB
HUBJI, YOI, 30H10BOC IMTAHHUE U T. 1.
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Pharmacoepidemiology of amyotrophic lateral sclerosis
Bondarenko T. S., Roman E. V., Kozhanova I. N., Rushkevich Yu. N.

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 study is to study the pharmacotherapy of amyotrophic lateral
sclerosis‘inthe study group of patients.



