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KPATKI OB30OP U LIEJ

CMUHAJIBHAA MbILLEYHAA ATPOOUA

CnuHanbHas mblweyHasa atpoousa (CMA) —

370 3aboneBaHune, NPV KOTOPOM NIOAN TEPAIOT
dusnueckyto cuny BcneacTBme nopakeHus
ABUraTesibHbIX HEPBHbIX K/TETOK CMMHHOIO MO3ra,

Y HUX YTPauMBaeTCA CNOCOOHOCTb XOAUTb, €CTb
unu apiwatb. CMA pa3BuBaeTca npubnmsnTenbHoO
y 113 11 000 HOBOPOXAEHHDbIX, TpUYeM NPUMeEpPHO
1 n3 50 amepuKaHLIEB ABNAETCA FreHeTUYECKMM
HocuTenem 3aboneBaHus.

HecmoTps Ha pa3pyLunTenbHble NOC/IeACTBUA 3TOrO
3aboneBaHnsA, cCerogHs ecTb NOBOA ANA HaaeXabl.
bnarogaps camooTBep»KeHHO paboTe HalLero
CoO00LLEeCcTBa M OTKPbITUAM HalLMX UccnegoBaTenen

B HacTosLLee Bpems YnpaBJieHre Mo KOHTPOJIIo KauecTBa
NULLEBbIX MPOAYKTOB 1 IeKapcTBeHHbIX cpencTs CLLA
(FDA) ogo6puno HeCKoJIbKO NpenapaToB, HanpaB/IeHHbIX
Ha reHeTU4YecKne NpuYnHbI pa3suta CMA.

Ho Hawa paboTa He 3akoH4YeHa. Ham Heobxoaumo
pa3paboTaTb U BHeAPUTb HOBble NOAXOAbI U MeTOAbl
Tepanuu, KOTopblie NpUBeAYyT K AaNbHeNLINM
JOCTUXKEHUAM C Lenblo obneryeHnda tedeHnsa CMA

y BCeX CTpafaloLmx 3STum 3abonesaHnem — ot
MIageHueB [0 B3POC/bIX — A0 TeX Nop, MOKa Mbl He
Hangem cpencTBa ANA NOJIHOIO N3NievyeHus.

C nosiBneHnem HoBbiX meToaoB sieyeHns CMA nogn

3apaloTca Bonpocom: «MoxKeT nn couetaHue 3Tnx
npenapaTtoB MNPUBECTU K Ty4YLIM pe3ynbraTam?» IToT
BOMNPOC 0CO6EHHO aKTyaseH, MOCKOJIbKY T€ WU MHbIe
MeToAbl Tepanuu MOryT No-pasHoOMy BO3eNCTBOBaTb
Ha OTAENbHbIX MALMEHTOB B CUTy MHOTUX GpaKTOpPOB,
BKJ1l04YaA BO3pacCT NaumneHTa, BO3pacT Ha MOMEHT
Hauana neuyeHus, popmy 1 ctaguio 3abonesaHus,

a TaK»Ke TAXKeCTb CUMNTOMOB.

Cure SMA appecyeT faHHblii 610N1eTeHb CEMbAM

M nnuam, oCyLecTBAAIOWMM YX0g, C Lefblo
JanbHenwero pa3bACHEHUA CNIOKHOCTEN
KOMOWHUPOBAHNA METOLOB JleYeHUs, BKitoUas
noTeHUuanbHble NpenmyLLecTBa 1 He[OCTaTKMU.
CBOVIMIN YCUNMAMUN Mbl HafieeMcA co3aaTb
nnat$popmy, Ha KOTOPOW NaLMEHTbI 1 X CEMbU CMOTYT
B3aMMOJENCTBOBATb C X BpavyaMu C Liefibio nogbopa
n npoBeAeHnsa onTumanbHoro neveHns. Kak scerga,
Cure SMA pekomeHAyeT nawuyeHTam fno Ao6bIM
CO06parkeHNAM 1 BONPOCaM OTHOCUTENbHO fleuyeHns
KOHCYNbTMPOBATbCA CO CBOMMU JieyalLMn Bpavyamu.



JIEMEHVE CMA

MWMEETCA MNMPOIPECC, HO COXPAHAETCH
HEYOOBJIETBOPEHHAA NMOTPEBHOCTDb

CyLluecTBYyeT HeCKOJIbKO NepCneKTUBHbIX NoAXoAoB K ieyeHntio CMA. 310 pa3paboTKu C Liefiblo NOBbILIEHUA YPOBHA
6enKa reHa BbRKMBaemMoCTy MOTOHepoHoB (SMN) B opraHvame nyTem 3ameHbl v KOppeKuumn aedpeKTHOro reHa
SMN1 nnu ctumynAaunmn HU3KOPYHKLMOHANIbHOTO «pe3epBHOro reHa» SMN2. DTOT TN Tepanuu Ha3biBaeTCA
«SMN-3aBucmMbIM». [lpyroii nogxog, o6bi4HO Ha3biBaemMblil «<SMN-He3aBUCMMbIM», HanpPaBeH Ha UHbIE NMYTH,
CUCTeMbl U npoLeccbl opraHnsma. (Cm. puc. 1, Tabn. 1)

PUCYHOK 1: U3BBECTHbIE BO3MOXHbIE HAMPABJEHUA
TEPANEBTUYECKOIO BMELLATENBCTBA

MOTOHEWPOH
CUHANC

o [TPOOUNTAKTUKA NMOTEPU CMHAINCOB
o YCUNEHUE CUHAMTUYECKUX OYHKLIN

HEAPOMBbILLEYHbIV CUHANC

o YITYULIEHWE PA3BUTUA/OOPMIPOBAHNA
o [IPOOUNAKTUKA OEHEPBALIN

o YNIYYLWEHWE CUHANTUYECKOW OYHKLIMA

MbiLWLbI
o MPEAOTBPALLEHVE
OBUTATEJIbHbIA AKCOH MNOTEPU U
o YNIYYLLIEHWE MEPEOAYN BOCCTAHOBJIEHUE
CUTHATA HA MbILLLY [OBUTATESIbHOW
o YTIYHLIEHWE AKCOHAJIbHOIO OYHKLUMW MblLULY
TPAHCIMOPTA

Mepudpepryecknin MOTOHEUPOH: HEPBHAS KNETKa, TEMO KOTOPON PacronaraeTcs B CMHHOM MO3re, 8 aKCOH BbIXOAWT 3a npeaens
CMWHHOTO MO3ra AN MHHEPBALWM 1 KOHTPONS 33 paboTo MbILLL,. YTpaTa nepudepryecknx MOTOHEMPOHOB cunTaeTcs npuaHakom CMA.
[BUraTenbHbIA aKCOH: AMMHHbIN, TOHKUA OTPOCTOK HEMPOHA, MPOBOASLLMIA SNEKTPUYECKUE UMMYITECHI U NEPEAAoLLMIA MHGOPMALMIO
Pa3NYHBIM HENPOHaM M MblLLiam.CUHanNC: CTPyKTypa, NO3BONSIOLLAs HEMPOHY NepeaBaTh AMEKTPUYECKUI UMM XUMUYECKIA CUrHan
[pYromy HEMpOHY WUk LieneBoit apeKTOPHON KreTke.HepOMbILLEYHbIN CUHANC: XYMUYECKUA CUHANC, pacrionaratoLLuiics B MecTe
COEOMHEHMS MOTOHENPOHA M MbILLEYHOMO BOSOKHA. IMEHHO Yepes HeMPOMbILLEYHBIA CUHAMC CUTHAN OT MOTOHEMPOHA NepeaaeTcs Ha
MbILLEYHOE BOMOKHO ¥ Bbl3bIBAET COKpaLLeHne MblLLbl. MbllLa: copepuT BOrokHa 6enkoB akTuHa U M1O31Ha, KOTOPbIe CKOMb3AT
OTHOCUTENBLHO APYr Apyra, Bbl3blBas COKpALLEHWe, MY KOTOPOM U3MEHSIETCA KaK [MHA, Tak 1 dhopma MbILLEYHOM KIETKM, MPUBOAS K
CO3aHMI0 YCUINS 1 ABUKEHUSI.



TABITULA 1. CTPATEI U NEYEHUA

SMN-3ABUCUMDIE CTPATErMA NEYEHUA

SMN-HE3ABUCUMDIE CTPATErM IEYMEHUA

leHHan Tepanus
3ameHa otcyTcTBylouiero reHa SMN1 ¢ nomouibio
BUPYCHOrO BeKTopa.

Henponpotekuus
3awmTa HeMPOHOB OT NOBPEXAEHMIA U Aerpagayum

Mopgynauuna cnnancvuira SMN2
MNepeHanpaBneHune cnnaricnHra SMN2 Ha co3gaHune
60sblUEro KonMyecTBa NOHOPa3MepPHbIX
TPAHCKPUMNTOB, COAepKaLLX 3K30H 7

MNMocnegHue BoCTMKEHUA, KOTOPble NPUBEN

K ogo6peHuto FDA HeCKONbKMX METOAOB Tepanuu,
npepocTaBuUK B pacnopsixkeHune coobuiectsa CMA HoBble
BapuvaHTbl ieyeHns. OfHaKo, yunTbiBas MHOXXECTBO
nepemeHHbIX ¢paKTOPOB, cBA3aHHbIX co CMA — BKntovan
[pa3HbIl BO3pacT Hayana 3aboneBaHNsA 1 BbIPaXKeHHOCTb
CMMIMTOMOB, a TaKXKe BO3eCTBME Ha NOBCEAHEBHYIO
JeATeNbHOCTb — 3TV MEeTOAbI Tepanuy MOryT NoAXoAuTb
nnu 6bITb 3¢ PeKTUBHBIMY He 1A BCEX NALIEHTOB,

a cnoco6bl BBeAeHUA Npenapata v CBA3aHHble C 3TUM
BOMpPOCbl 6€30MacHOCTN MOTYT JIOXKUTLCA TAXKENbIM
6pemMeHeM Ha NaLeHTOB U UX CEMbM.

Mo mepe HakoneHs onbiTa NPUMEHEHA HOBbIX
METOA0B JIeYeHMA B YCNIOBUAX peasibHON KINNHNYECKON
NPaKTUKN Mbl NOly4YaeMm HOBble CBefeHNA 06 nx
AEeCTBUAN, O TOM, B KAaKUX YCNIOBUAX U CUTYaLUAX METOAbI
neyeHwue aBnaeTcs Hanbonee 3pPeKTNBHDIM, a TaKXKe

0 TOM, rfie A0 CUX NMOP UMEIOTCA cepbe3sHble NPob6esnbl

B MJ1aHe JOCTYMHbIX BUAOB JIEYEHNS.

Hanpumep, oueB1aHoO, UTo TepaneBTUYECKOe
BMELLaTe/IbCTBO OKa3blBaeTcA Hanbonee a¢pdeKTUBHbBIM,
Korfia OHO NMPOVCXOANT Ha CaMbIX PaHHUX CTaANAX
3aboneBaHuA (B TOM Ynciie A0 NPOABAEHWSA CUMITTOMOB).
370 06yC/I0BNMBaET 3HAUYNTENbHYIO HEYAOBJIETBOPEHHYIO
noTpe6HOCTb cpeAn NaLMEeHTOB ¢ 6onee nosgHen
CTagnen 3aboneBaHUA, KOTOPbIM B IONOJTHEHME

K MeTolaM Tepanuu, HarnpasieHHbIM Ha FeHeTUYeCKNi
dakTop passutna CMA, MmoryT Tak»ke notpeboBaTbca
cUMNTOMaTUYeCcKre MeTogbl Tepanuu.

! http://lwww.curesma.org/documents/advocacy-documents/sma-voice-of-the-patient.pdf

2 https://www.eurekalert.org/pub_releases/2018-11/mali-cgt111318.php

HenpoHHas ¢yHKLMA
YcuneHve HeMpPOHHOW Nepefaun

CornacHo gaHHbIM pyHAaMeHTanbHoro otyeta Cure

SMA «lonoc nauyeHTa»' n NPoBeAEeHHbIX ONPOCOB,

y nauuneHToB ¢ CMA nmeetca pag cepbesHbIX
Hey[0BNIeTBOPEHHbIX MeAVLIMHCKNX NOTPeOHOoCTEN,
noaxozAbl K peLleHnto KoTopbiX Heob6xoanumo HanTu. K Hum
OTHOCATCSA, Cpean Npoyero, NPobembl C AbIXaHNEM,
Npo6aeMbl C KOpMIIeHNEM, NOTePA NOABMXKHOCTH,
HEeCnocoOHOCTb 06LATbCA 1 YTHETEHHOE COCTOsIHME.

KoHuenunsi KOMGMHNPOBAHNA METOL0B

NneyeHnsa OCHOBaHa Ha BO3MOXXHOCTI Moly4yeHns
OOMOJNIHUTENbHOrO NN CUHepreTnyeckoro a¢pdeKTa 3a
cyeT ogHOBPEMEHHOro BO3eNCcTBNA Ha 3aboneBaHme
C pa3nnyHbIX HanpaBNeHNIA C LeNbio YyyLleHnA
pe3ynbTaToB NaymeHToB. B nocnegHee Bpems nmeercs
MHOro NPUMEpPOB, Koraa Takne KoM6MHaLVOHHble Unun
«rmbpraHbIe» NOAXOAbI NPUBOAWIM K NONOXKUTENbHBIM
pe3ynbratam Npy MHOFMX Cepbe3HbIX 3aboneBaHunAX,
BKtoyaa BUY, mHorve Bugpl paka v HeKotopbie
reHeTn4Yeckn obycnioBneHHble 3aboneBaHnsa.> >4

XoTA yb6epuTenbHbIX floKa3aTeNbCTB MOKa HeT,
coob6Lectso CMA nposBnsieT 60/bLUON NHTepec

K N3YUY€HNI0 BO3MOXHOCTM [OCTUYDb TaKMX pe3ynbTaToB
1y naymeHToB co CMA. B HacTosem GlonneteHe
npeAcTaBsieH 0630p NOTEHLUMANbHbIX BO3MOXKHOCTEN,
Mep NPeAOCTOPOKHOCTU 1 OrPaHNUMBAIOLLMX
$paKTOopOoB, KOTOpble cneayeT yunTbiBaTh NPY OLIEHKE
TaKUX NOAX0A0B, HauNHasA ¢ GOPMNPOBAHUNA YETKOTO
NOHVMaHWA TOro, YTO NOAPa3yMeBaeTCA No4 TEPMUHOM
«KOMOVHaLMOHHAsA Tepanus».

% https://www.ncbi.nlm.nih.gov/pubmed/30937182
* https:/lwww.nature.com/articles/s41434-019-0071-x



TEPMWH «cKOMBUHALIMOHHAA

TEPATTAA»

OMNPEAEJIEHUE B KOHTEKCTE CMA

3HaueHune ¢ppasbl kKKOMOMHALMIOHHAsA
Tepanua» B pa3HbIX CUTyaLuAX Bapbupyet

B 3aBUCUMMOCTU OT KOHKPETHOro 3aboneBaHus.
MHorpa c ee noMoLLblo ONUCbIBAIOT cOYeTaHne
HeCKONIbKNX NOAXOAO0B K ieueHuto. Hanpumep,
3TO NPOUNCXOAUT NPUY IeYeHNN paKa, Korga
XMmnoTepanua NPOBOANTCA COBMECTHO C
nyyeBou Tepanuven u/Mnm XMpypruyeckum
BmewaTenbctBoM. Opasa «kKkoMOMHaLMOHHAsA
TepanuaA» Tak)Ke MOXKeT 03Ha4vaTb npouecc
nocnenoBaTesibHOro Un NooYepesHoro
MCNOJiIb30BaHMA HECKONbKNX BUAOB
npenapaToB, B YaCTHOCTU, MPU HEKOTOPbIX
BUAaXx paka, Korga cHavana npuberatoT

K UMMYHOTepanuu € Liefibio NOAroToBKN
MIMMYHHOW CUCTEMbI NaLMeHTa, a 3aTeM uepes
KOPOTKNI MPOMEXYTOK BpeMeHN BBOAUTCA
npenapart XxumuoTepanuu Wi TapreTHom
Tepanuu no Tuny «ABOMHOro yaapa» B 6okce.

B HacTosAwem 6lonnereHe TepMUH

«KOMOVHALMOHHasA Tepannsa»
onpepensAeTca Kak «aBa unu 6onee
NeKapCcTBEHHbIX cpeacTBa (06bIYHO
dbapmakonornyeckue unu Gnonornyeckue),
nmetoLe oANHAKOBbIE UK Pa3/iNyHble
MeXaHN3Mbl [leNICTBUA,NPUMEHAEMbIe
OQHOBpPEMeHHO». Henb3sA 3abbiBaTb, UTO
HeKoTopble CpefCcTBa MOTyT OKa3blBaTb
AEeNCTBNE B TEUEHMNE AINTENIbHOTO
BPEeMeHU Nocsie BBeAeHs, B YaCTHOCTH,
3TO OTHOCUTCA K 3aMeCTUTENbHOMN
reHHoun Tepanun. Takoe onpepaeneHne
«OHOBPEMEHHOr0o NPMeHeHNA» AaeTcA
ANA TOro, YTo6bl OXBaTUTb Npenaparbl,
KOTOpble NPVUMEHAIOTCA OfHOKPATHO,

HO OKa3bIBalOT NPOAOIKUTENIbHOE

6uonornyeckoe BOSﬂeI\/'ICTBVIe Ha NauuneHTa.



KOMBUHALMOHHbIE
NoA4XO4bl K JIEMEHUIO

KPATKWI OB30OP

B coo6uecTBe naymneHToB ¢ CMA pacTtet nHtepec

K MOHMMaHMIO TOro, MOXKeT N1 KOMOMHaLMOHHas
Tepanusa ynyuwnTb pe3ynbTaTbl IeUeHUA MO aHaornu
C yCreLwHbIM KOMOVHPOBaHMEeM MeTOA0B Tepanuu
npwu gpyrux 3abonesaHusx. MosasnaeTtca Bce 60nblue
CBUAETENbCTB ycnexa «rubpuaHbix» Nogxonos

K JlIeueHuIo cepbe3HbIX 3aboneBaHNi, BKOYas
Mncnonb3oBaHNe aHTUPETPOBUPYCHOro npenapata A3T
(asnpoTumngunH) ana neuyenuns BUY/CMNA° v cxembl
XUMUOTEpPanuM C HECKONIbKUMU NpenapaTtamu ansa
neyeHua numdombl, Takne Kak R-CHOP (putykcuma6b
[PutyKcaH], ynknodocpamna, nokcopybuLmHa
rngpoxnopua, BUHKPUCTUH [OHKOBMH], NpeaHN30/10H).6

Kpome Toro, ctaHaapTbl MeaULMHCKON MOMOLLY

B OHKOJIOMMW NPY pPasfinyHbIX TUMNax onyxosen

Tenepb BK/IOYAKOT KOMOVHALMK Pa3fNYHbIX

TUMNOB NIeKapPCTBEHHbIX CPEACTB, B YaCTHOCTY,
KOMOMVHMPOBAHHbIE CXeMbl TAPreTHON 11 UMMYHOTEpPanuu.
3TOT Nnporpecc 6b11 BOCMPUHAT C SHTY31Ma3MOM B TOM
OTHOLLEHMN, YTO KOMOVHALMOHHDIN NOAX0A MOXKET ObiTb
3¢ PeKTUBHBIM 1 NpU APYrvX peakux 3abonesaHUAXx,
Bkntouasa CMA. Hanpumep, 661710 6b1 MIHTEPECHO BbISICHUTD,
MOXKET I KOMOMHaLWA Npenapara, NoBbILaLLEro
ypoBeHb SMN 6enkKa, c npenapaTom, yCUnvBaioLm
MbILLEYHYIO GYHKLMIO, N HEMPONPOTEKTOPOM NPUHECT
6onbluN TepaneBTUYECKU 3PPEKT, UeM KaxKabli 13
npenaparToB Mo oTAesIbHOCTU.

PewieHne o KOMOMHUPOBaHUN METOAOB Tepanun Npu ntobom 3abonesaHnun

AOJI’KHO 6bITb TLWaTeJIbHO B3BeLWeHO, o6,qymaHo N OCHOBAHO Ha y6€ﬂ|/ITeJ1beIX

Hay4HbIX AdHHDbIX, NTOAKPEeMJ/IeEHHbIX AOKa3aTe/1IbCTBaMU TOro, YTo AaHHaA

KOMOMHaLMA npenapaToB NpUBEAET K YNy4ylleHMIo pe3ybTaToB, KOTopoe

nepeBelunBaeT NOTeHLMaNbHbIA NOBbILUEHHbIN PUCK. ’

S https://www.niaid.nih.gov/diseases-conditions/antiretroviral-drug-development
& https://www.medicalnewstoday.com/articles/324261.php

7 https://www.merckmanuals.com/home/cancer/prevention-and-treatment-of-cancer/combination-cancer-therapy



KOMBUHALMUOHHAA TEPAINUNA C TOYKN 3PEHNA
COOTHOLWIEHUA MOJIb3bl U PUCKA

Heob6xogyiMmo pelunTb HECKOIbKO BOMPOCOB, B TOM
YnC/le COOTHECTUN NOTEHLMaNbHYIO MOJb3Y, KOTOPYIO
MO>KHO MOJTyYNTb OT KOMOMHALMOHHOI Tepanuu,

C BO3MOKHbIM MOBbILLEHVIEM PUCKOB B OTHOLLEHUN
6e3onacHocTu. Takke Heo6xoaMMO NpPeacTaBATb,
KaKuie JONOJIHNTENIbHbIE PAacXOAbl MOXET MNoB/eyb
MCNoJIb30BaHNe HeCKOJIbKMX METOA0B Tepanuu.

Oco6eHHO BaXHO n3berartb JOMNyLIeHUs, YTO
KOMOUVHaLVOHHbIe MeToAbl leYeHus B II06OM Ciyyae
6yaeT NprHOCUTL Gosblue NOMb3bl UK yNyyLlaTh
pe3synbratbl. Ha camom aene, B HEKOTOPbIX Cllyyasx
coyeTaHue AByX Win 6onee MeToAoB Tepanumn MOXeT
NPUBECTU K CHYXKeHWIo 3¢ deKTUBHOCTU 1 6onbLuemy
KOJINYECTBY HEraTUBHbIX NO60UHbIX 3¢ PeKTOB,

4yeM UCrNoNb30BaHME KaXKAoro U3 MEeTOL OB fleyeHns

no otgenbHocTU. B nccnegoBaHmMaX No nsyyeHnio
pa3nnyHbIX 3ab60neBaHui, B TOM Y1C/Ie Pas3fIMYHbIX TUMOB
paKka 1 peBMaTOMAHOro apTpuTa, COo6LaNoch, YTo B
HEeKOTOpbIX C/Ty4YasiXx KOMOUHALIMOHHbIE MEeTOAbI Tepanun
nokasblBanu He3HaunTenbHyo 3¢pGeKTUBHOCTbL U NOJIHOe
OTCYTCTB/E TAKOBOW Npu XyALle TOKCMYHocTn.®?

B KnuHn4Yecknx nccnegoBaHnAX NP OLEHKe
noTeHuUManbHoro 3gp¢peKTa KOMOMHALMIOHHOTO
noaxopa K Tepanuu 4acTto CPaBHUBAIOT pe3ynbTaTbl
KOMOUVHaLMOHHbIX METOZI0B JieuyeHNs C MOHOTepanuei.
Kom6uHauuu, Kak npaBunio, CYNTaloTCA yCreLHbIMY,
€C/IN COBMECTHOE NPUMEHEHME NpenapaToB NPUHOCUT
NYYLLMI OTBET, Y€M MOXKHO ObI10 Obl OXKMJATb OT
KaK[oro U3 MeToAoB JieueHUs Mo OTAeNIbHOCTH.
OpHaKo, NOCKONbKY KOMOUHaLMN METOA0B NleYeHus
MOTYT IMETb aAAUTMBHbBIN WU faXKe CMHepPreTUYecKui
3¢ deKT, BbI3BaHHbIN XMNYECKM U GUONOTMYEeCKUM
B3anMoAenCcTBMeM coeAUHEeHUIN, YaCTO MMEHHO
CTeneHb, B KOTOPOI KOMOVHaLVA yNyyLLaeT pesynbrarT,
CTAHOBUTCA Hanbonee BaXXKHbIM NMOKa3aTeneM Npu oLeHKe
nepcnekTMBHOCTU noaxoga.'

8 https://ascopubs.org/doi/abs/10.1200/jco.2012.30.15_suppl.2572
® https://onlinelibrary.wiley.com/doi/pdf/10.1002/art. 1780371012
10 https://www.nature.com/articles/nm.4426

Takke He06X0AVMO OTMETUTD, UTO TepaneBTUYeCKUin
addekT 6yeT oTIMuaTbCA B 3aBUCMMOCTM OT
MexaHn3ma fencTeuA npenaparta. Hanpumep, npn
CMA ncnonb3oBaHue 6o5ee YeM OHOrO Npenapara,
HanpaBJieHHOro Ha noBbileHre ypoBHsA SMN 6enka,
MOXET He NMPUHECTU AONOJIHUTESIbHON MNOJb3bl,

€c/I1 3TV nNpenaparbl Mo OTAENbHOCTY NO3BONAIOT
JOCTNYb Heob6xoAMMOro nopora AnsA MakcmasnbHOro
Bo3gencTteua Ha SMN. C gpyro CTOpOHbI,
KOMOUVHMpOBaHMe Npenapara, NOoBbILIAIOLLEro YPOBEHb
SMN 6enka, c Apyrum TUMOM NpenapaToB (Hanpumep,
CpencTBOM, HanpaB/ieHHbIM Ha YJTyULUeHNe MbILLeYHON
$YHKLMIN) MOXKET 6bITb NOJIE3HbIM, MOCKONbKY 3TU

[ABa MeTofa JieueHns MOryT NPoABNATb aAANTUBHbIN
NONOXKUTENbHDbIN 3 PeKT.

JononHuTenbHble CO06PaKeHNA OTHOCUTENIbHO
KOMOVHaLM1 MeTOA0B NleYeHUs BKIIOYAIOT B ce65 CPOKU
neyeHNa 1 NporpeccrpoBaHne 3aboneBaHNa y naLmeHTa.
B yacTHOCTW, CyWecTBYIOT onpeaeneHHble paKTopbl,
KOTOpble HEO6XOANMO YUMTbIBaTb B MJIaHE TOrO, Kak
CTaguu 3a6oneBaHuA (HaNnpUMep, PaHHASA UV NO3AHAA
CTagus) MOryT MOB/VATb HA YCNeX KOMOMHALIMOHHOIO
nogxopa K Tepanuun. 3ToT BONpPOoC perynsapHo BO3HNKaeT
npwu oueHKe oXxnaaemon 3ppeKTMBHOCTU Tepanun
(Hanpumep, NpeanonaraeTcs, YTo fieYeHne Ha 6onee
paHHUX cTagnAX 3a601eBaHNA MOXKET NOBbICUTD LLAHCbI
Ha 6/1aronpuATHbIN UCXOZA), B TO BPEMs KaK CyLLeCTBYIOT
JOMNOJIHMTESIbHbIE HIOAHCbI, CBA3AHHbIE C NOTEHLUMaNbHbIM
NOBbILLIEHVIEM PUCKOB 1 BO3HWIKHOBEHNEM
HeXKenaTenbHbIX MeXKeKapCTBEHHbIX B3aMMOJeinCcTBUNA,
KOTOPbI€ MOTyT UMETb MECTO B KOHTEKCTE KOHKPETHOM
KOMOWHaLMOHHON Tepanuu.

Janee B HacTosALeM GlonneTeHe NpefcTaBeHbl
[ONOJSIHUTESIbHbIE MOAPOGHOCTU 1 CONYTCTBYOLME
¢daKTopbl AN 3TNX CO06paKeHMn B KOHTeKcTe CMA.



ACMNEKTbl KOMBUHALIMOHHOW

TEPATTAN

SOOEKTUBHOCTb N BE3OINMACHOCTb

BAXKHOCTb OLEHKWU PUCKOB AJ14 BE3ONMACHOCTU NPA
KOMBUHALMOHHbBIX METOOAX TEPATINI

Jlio6o11 BUp Tepanumn conpsi>keH ¢ puckamu gns
6e30nacHOCTH, NO3TOMY AaHHble KIIMHUYECKNX
nccnenoBaHNn Mo BCeM HOBbIM papmaLeBTUYECKM
n buonornyeckum npenaparam TwaTenbHO
aHanusunpyiotca FDA c uenbio y6eauTbcsa, 4To

NX MOXHO 6e30nacHoO NCnonb3oBaThb B LieN1eBON
nonynAuumn nauneHToB. Kak TonbKo npenaparbl
BbIMYCKalOTCA Ha PbIHOK, MeANKW, KaK NpaBuno,
Ha3Ha4yaloT UX B COOTBETCTBUM C NOKa3aHNAMN,
nepeyncneHHbIMN B UHCTPYKLIUWN MO MPUMEHEHUIO,
1 HEOXOTHO KOMOMHMPYIOT pasnvyHble Npenaparbl
6e3 foKa3aTenbCTB B NOAAEPKKY 6€30MacHOCTM nX
COBMECTHOrO MCMOJIb30BaHUA.

OueHKy 6e30MacHOCTN KOMOVHaUUK ABYX unu 6onee
0f,06peHHbIX METOAO0B Tepanuu ciegyet NPoBoAUTb

B YCJIOBUAX KIIMHNYECKUX NCC/IeA0BaHNIA Uu
NocpeaCcTBOM TLaTeNIbHO pa3paboTaHHbIX MPOTOKO/OB
1 peecTpoB c60pa AaHHDbIX B peanbHbIX KINNHNYECKNX
YCNOBMAX, BbIXOAALMX 3@ PaMK/ U3YyYE€HHOro
npo¢uns 6e30nacHOCTN KaXKAoro oTaeNbHOro

MeTofa Tepanuu. B yacTHoCTH, MOryT BO3HUKaTb
XMUyeckune nnm 6monornyeckmne B3anmoaencTemsa
MeXAy HECKONbKNMU MeToAaMy IeYeHUA Npu nx

12 https://www.aafp.org/afp/2007/0801/p391.html

ofHOBpeMeHHOM npumeHeHuun. Coobuanocb o cnyyasx
BO3[eNCTBUA OAHOro npenapara B «rmopugHon»
CXeMme 13 HECKONbKINX NpenapaToB Ha KIMPEHC
Opyrux npenapaTos 13 3TON CXeMbl, YTO NPUBOAUIIO
K YXYALIEeHUIo pe3ynbTaToB.'?

Tak»ke He UCKNIOYEHO, YTO N3BECTHbIe NO6OYUHbIE

3¢ eKTbl Kakoro-nmbo 13 npenapaTosB MOryT
M3MEHATbCA, Korga 3ToT Npenapat NCnonb3yeTcs

B COCTaBe KOMOMHALUMK. 3TO MOXKeT NpUBeCT

K yXyAweHuto npoduna no6ouHbix 3ppeKToB unm
OpYyroi CTpyKType no6ouHbIx 3¢pdeKToB.

MmeloTca MHOrouncneHHble faHHble 0
Me>KneKapCTBEHHbIX B3aUMOAENCTBUAX, NONyUYEHHbIe
B Pa3NNYHbIX YC/IOBUAX TeyeHUA 3a6oneBaHuA

1 NMPU pa3NnyYHbIX TepaneBTUYECKUX noaxoaax’'s,
nosTomy npu Nlo60om nogxoae, HanpaBleHHOM Ha
KOMOWHMpPOBaHMe NpenapaToB Ans neveHus CMA,
cnepyeT oLeHNBaTb COOTBETCTBYOWMI Npodunb
6e30MacHOCT U BO3MOXHble B3auMOAeNCTBUA B 3TOM
Kom6uHauuu. Mpun oueHKe BO3MOXKHOCTI 6e30MacHoro
OAHOBPEMEHHOro NPUMeHeHUA ABYX MeTOAO0B Tepanuu
TaKKe criefyeT YunTbiBaTb NyTb X BBEAEHUA.

'3 https://www.pharmacytimes.com/publications/issue/2011/august2011/customization-of-drug-interaction-software



OPYTVIE BAPKHDBIE COOBPAPKEHINA

CTPAXOBOE NMOKPbITUE,
BO3MELLUEHUE 3ATPAT U
AOCTYINHOCTDb

Mpouecc pa3paboTku 3¢pPeKTUBHDbIX

KOMOMHALMOHHbIX MeTogoB Tepanuu CMA BKntoyaet

B ce6s1 fONONHUTENIbHbIE acMeKTbl, TOMUMO Hay4HbIX,
KINMHUYECKNX U PETYNIATOPHBIX, KOTOpble 06CyKAanncb
paHee. Take CyLLeCcTBYIOT BaX<Hble BONPOChI, Tpedytowme
pelueHns, cBA3aHHble C AOCTYMHOCTbIO MpenapaToB

1 BO3MeELLEHNEM PacXo40B Ha Tepanuio.

Mpy NPUHATN peLLeHUi O CTPaXOBOM NOKPbITUN

1 BO3MELLEHNW PAacXOA0B CTPaxoBbie KOMMNaHUN
nonararoTca Ha AaHHble, NONlyYeHHbIe B XoAe
nccnepoBaHNii, a TakxKe Ha JaHHble, MOJyYeHHble

B X0[,e KOMMep4eCcKoro UCnosib3oBaHUA npenapara
(vHOrga Takme gaHHbIe Ha3bIBalOT MNOJYyUYEHHbIMM 13
peanbHOI KNNMHNYECKOW NpaKkTuku). B gononHeHne K
JAaHHbIM KNVHNYECKNX UCCNiefoBaHNiA, COOp AaHHbIX N3
peanbHON KINHNYECKON NPaKTUKIN ABNAETCA BaXKHbIM
KOMMOHEHTOM 11 onpeeneHna COOTHOLEHUA NOb3bl
1 pycKa Npy NpUMEeHeHU KOMOVHaLMiA NpenapaTos.
Ecnmn npu ncnonb3oBaHumn otgenbHble MeToAbl Tepanuun
06beANHAIOTCA B KOMOMHALMIO, MPOLIeCC MPUHATUA
peLueHun n obecneyeHNs OCTYNa K HUM NaLNEHTOB
CTaHOBUTCA 6onee CNoXHbIM. [naTenbLUKN 3aX0TAT
NoNyunTb YeTKME foKa3aTeNlbCTBa AOMNOSIHUTENbHOMN
NoJb3bl, a Tak»Ke 6e30MacHOCTU NPU UCNOJIb30BaHNEM
ABYX unn 6onee meToaoB fieueHUss OoqHOBPEMEHHO.

MomMUMO CNOXKHOCTY Pa3Hble NNaTeNbLWWKA MOTYT
VHTEPNPETMPOBATb AiAHHDIE N3 OJHUNX U TEX Ke
nccnefoBaHNiA NO-Pa3HOMY, YTO NpUBEAET K
pas3nnunam B peLleHnAX O CTPAXOBOM NOKPLITUN.
CeMbn, paccmaTpuBaioLLie BO3MOXXHOCTb NPOBeAeHUsA
KOMOVHaLMOHHOI Tepanuu, AOMKHbI 3HaTb, KaK 3TO
MOXKET OTPa3nUTbCA Ha HUX B GUHAHCOBOM MlaHe.

HAIPY3KA HA NMALUMEHTA U AL,
OCYLUECTBJTIAIOWNX YXOA

MomMnMO NOHMMAHKMA TOrO, KaKOe BO3AeNCTBME MOXET
OKa3bIBaTb OHOBPEMEHHOE MCMOJIb30BaHNE HECKONIbKIX
MeTOAOB Tepanun Ha pe3ynbTaTbl JIeUeHUs NaLeHTa,
Heo6X0AMMO TaKXKe OLleHMBAaTb 1 COU3MEPATb, Kak OHO
OTPa3nTCA Ha NOBCEAHEBHOW KN3HU CaMUX NaLEeHTOB

1 i, ocywecTBaaoWwmxX yxopa,. Mpu Kom6rHaLoOHHOM
nogxoge cnepyeT yunTbiBaTh AO3UPOBKY, rpadpukm
neueHna 1 cnocobbl BBeeHNA npenapaToB. [lobaBneHne
MeTOJ0B Tepanuu MoXeT NPUBECTU K AOMNONHUTENbHON
Harpy3ke Ha cembl, BK/IIOUas MPOMNYCK 3aHATUI B LLKOJE
VN BbIXOAO0B Ha paboTy. Mpy KOMOVHALVIOHHOM fleYeH
TaKKe CyLIeCTBYeT BePOATHOCTb AOMNO/IHUTENbHOM
Harpy3Ku Ha cembMu, CBA3aHHOW C yCUJIEHNEM KOHTPONA

3a 6@30MacHOCTbIONOMUMO TOrO, KOTOPbIN TpebyeTca npu
MOHoTepanuu. B cnyyae KOMOMHALMOHHOIO NoOAX0Aa 3TN
COObOpaXkeHna cnepyeT yunTbiBaTb.



NMPUOPUTET NMOJTYHEHUA
OOOBPEHNA HA NEYEHUE
OAHWNM MNPEMNAPATOM

HakoHel, Henb3s 3a6biBaThb, YTO A1 KOMMAHWIA,
pa3pabaTbiBaloLLX NpenapaTtbl, KOTOpbie MOFyT BXOAUT
B COCTaB KOMOVHALWIA, CYLLeCTBYIOT AOMOJIHATESIbHbIE
CJI0XKHOCTY, BKJTIOYasA NOTeHLUMabHble 3aTpaTbl

1 TPYAHOCTY AOCTaBKU. Kak onncaHo Bbille,

NPV NPUHATAN peLLeHNIA KOMMaHUN y4UTbIBaloT
CyllecTBeHHble JOMNOoJIHNTENbHbIE TpeboBaHusA

K MOJTyUY€HIIO AaHHbIX AOKJIMHNYECKNX NCCNIefOBaHWNN,
npoBefeHNIo Heo6XOANMBbIX KIIMHNYECKNX NCMNbITaHWUIA,
npoBeeHNio HOPMaTUBHOW MPOBEPKM, BbIMYCKY
npenapara B KOMMepYeCKOoe 1CNofib30BaHMe, a TaKk»Ke
BO3MELLEHMIO PacXxooB. [JoNoNHUTENbHbIE CIIOKHOCTU
BO3HMKAIOT U B CJ1y4Yae, Koraa npenaparbl, OLeHBaeMble
Ha npefMeT UCNonb30BaHUA B KOMOGMHaLUuu,
BbINyCKaloTCA ByMA Unu 6onee pasnnyHbIMn
KOMMaHWAMU, YTO B KOHEYHOM uTore TpebyeT
COTPYAHMYECTBA MeXAY HAMU.

Mpn CMA, Korga B TeKyLLMIA CTaHAAPT flevyeHuns
BKJ1I0YEHO 1CMOJb30BaHVe Of00pEeHHbIX NpenapaTos,
noBbiwatowmx yposeHb SMN 6enka, 6yaet nornyHo,
UTO CMOHCOPbI, pa3pabaTbiBaloLiye HOBbIE Npenaparbl,
nosblwatoue yposeHb SMN, 6yayT otgaBaTh npropuTert
nosnyyeHuto ofobpeHNsa ANiA CBOEro coeguHeHus,
YTOObI OHO UCMOJIb30BaNIOCh B KaueCTBe MOHOTEpanuu.
KomnaHuu, paspabatbiBatolme npenapatbl C 4pyrumm
MexaHn3MaMu AeACTBUA, AOMMKHbI OyAyT cHavana
jpaccmoTpeTb BONpPOC O TOM, cJiefyeT i Noy4nTb
paspeLueHne Ha NPUMeHeHne CBOero npenapara

B KauecTBe MOHOTEpaNuUu UK »Ke HagnexKallym
06pa3om cnnaHMpoBaTb NCC/IeAOBaHWA U BKNIOYNTD

B HUX NaLeHTOB, KOTOPble B HacToALLee Bpems TaKkKe
nonyuaroT npenaparbl, nosbiwatowye yposeHb SMN
6enka. Takue nogxogbl K NOBbILLEHNIO 3P PEKTUBHOCTU
CTaHJaPTHOrO fleYeHnA NyTem coueTaHna o406 PEeHHbIX
npenapaToB C HOBbIMU JIEKaPCTBEHHbIMU CPeACTBaMU,
MMEeLWMN [PYTrol MeXaHV3M AeNCTBUA, YacTo
BCTPEUAIOTCA B OHKOJIOrW, r4e B MHOrOUYMC/IEHHbIX
KNMHNYECKNX NCCeoBaHNAX OLleHMBaeTCA

3¢ PeKTUBHOCTb CTaHAAPTHON XMUOTEPanuK B ABYX UK
Tpex KoMOVHaLMAX C APYrMMU NpenapaTamu.

' http://www.curesma.org/documents/advocacy-documents/sma-voice-of-the-patient.pdf
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3AKJTIOYMEHUE

Crpaternueckas yenb Cure SMA — HalT HOBble
HanpaBneHns pa3paboTKu NpenapaToB, NOMMO

SMN, KoTopble NpUHEeCYT Nonb3y naunueHTam

C cuMnTOoMaMi 3a60/1eBaHUA, KaK B KOMOMHALUMK, TaK

1 B BUAe MoHoTepanuu. Mo mepe npoaBuKeHNs B 3TOM
HanpaBneHnn Mbl 6yaemM paccmaTpuBaTb BCe acneKTbl,
ynomsHyTble B HacTosAwem bionneteHe coobuiecTsa.
W3naras 3tm coobpakeHus, Mbl CTPEMUMCA MOMOUb
nayueHTam, X CeMbAM U INLLAM, OCYLLIECTBNAIOLLM YXOZ,
nyuLue pa3o6paTbCA B BO3MOXKHbIX BapyaHTax U OLleHUTb
HEKOTOpble Ba)KHblé MOMEHTbI.

JocTvKeHUA B HAy4HOW U KNVHMYECKo obnacTu,
BefyLuMe K pa3paboTke HOBbIX METOAOB JlIeUeHUNsA
CMA, o6ecneurBatoT ynyuLueHne pesynbraTos 1

JaloT 3HAYMMYI0 HafieXKay A5 Hallero coooLwecTsa
AaKke Mpui TOM, YTO COXPaHAETCA 3HaYUTesIbHaA
Hey[0B/IeTBOPEeHHasA NOTPeOHOCTb B IeYeHUN
nauueHToB c CMA. be3ycnoBHO, BO3H/KalOT BOMPOChI
0 BO3MOXKHOCTU 60nee 3pPeKTUBHOIO NCMONb30BaHWsA
3TUX HOBbIX MPernapaToB NyTemM UX KOMOVHMPOBaHUSA

C uenbio ele 6onbluero nporpecca, ynyylieHus
pesynbraToB Ha Bcex ctaauax 3abonesaHns

MY NaLMEeHTOB BCex Bo3pacToB. Kak ynomnHanoch Bblilue,
ycunus no paspaboTke NogxonoB K KOMOMHALMIOHHOM
Tepann CMA 1 ncnosb3oBaHUIO 3TNX BO3MOXHOCTEN
C Lenbio oLeHKN 6e3onacHOCT N 3¢ PeKTUBHOCTU
OOMKHbI OCHOBbIBATbCA Ha CTPOrMX Hay4YHbIX AaHHbIX
1 NPeAnPUHNMATbCA B KOHTEKCTE KIMHNYECKNX
nccnegoBaHuUn.



CURE SMA

Cure SMA — 3To HEKOMMepUeCKas opraHn3aLysa 1 KpynHelwasa mexxgyHapoaHas ceTb, KoTopas o6beguHAeT
ycnmna cemen, Bpauen-KnmHULMCTOB 1 YYeHbIX-UccegoBaTeneil, HanpasieHHble Ha YCKOpPeHe nccieaoBaHnm
CMA, nopaep><Ky naLveHTOB 1 NnLl, OCYLLIeCTBAAIOLLMX YX0 3a HUMU, 1 pacnpocTpaHeHue 3HaHnn o CMA

Cpean o6LecTBEHHOCT 1 NPO¢dECCMOHaNbHbIX COO6LLECTB.

Cure SMA aBnsAeTca pecypcom, NpeaocTaBAloWnM 6ecnpucTpacTHyto noaaepKKy. Mbl rotoBbl nomoratb Bcem
nauueHTam co CMA 1 nx 6a13Kum, He NpoABUras Kakne-nmbo KOHKpEeTHbIe peLleHns Uiy BapyuaHTbl. MauyeHTbl
1 NnUa, OCYLUEeCTBAAIOWME YXOA 32 HAMU, NPUHNMAIOT PasfinyHble peLeHUs B 3aBUCMMOCTI OT TOro, YTO yullue
NoAXOAUT B X CUTYaLUN, U PYKOBOACTBYIOTCS CBOMIMU JINYHBIMM Y6exkaeHuamu. Pogutenn n gpyrmne Ba>kHble
uneHbl CeMbi JOMKHbI GbITb CNOCO6GHbI 06CY»KAaTh CBOW UyBCTBA, CBA3aHHbIE C STUMMY TeMaMu, U 3aaBaTb
Bonpocbi no nosogy CMA neuaiyemy nepcoHany. lMogo6Hble pelueHnA He cneayeT NPUHUMATb C XOAY, KaxKablin
BapuaHT foyKeH 6biTb TLaTeNbHO 064yMaH 1 B3BeLleH. Bce pelueHus, cBA3aHHbIe C OKa3aHeM NOMOLLM

npu CMA, ABnATCA OYeHb JINYHBbIMU U1 JOJKHbI OTPaXKaTb JIYHbIE LIEHHOCTH, a TaKXKe Haunyywmnm ob6pasom

COOTBETCTBOBATb NOTPEOHOCTAM KaXKAoro oTAe/IbHOro naLeHTa v nL, OCyLLeCTBAAIOLMX YXOF, 3a HUM.

Cure SMA co3paHa, uTo6bl Bac nogaepkatb. YTo6b1 y3HaTb 60MbLUE, NOXKANYCTA,
O3HAKOMbTeCb C UMeLMMICA GpoLuopaMm U3 ceprn O NOMOLLN:

« OCHOBHbIe cBeleHMs O AbIXaHUW « KOCTHO-MbIlWEeYHasa cnctema
« BapuaHTbl OKa3aHuA nomoLyn « OCHOBbI NUTaHUA

o [eHeTnueckune ocHosbl CMA e NMoHunmaHue CMA
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