#3 2025 ISSN 2226-0757

HEPBHDBIE
bOJE3HHU

= tr7710sppfreTe

XYPHAJ JJA NPAKTUKYIOII X BPAYEN
OB3OPhbI ¢« PEOEPATHI « HOBOCTU

M-RU-00023745 Hos6pb 2025



DOI: 10.24412/2226-0757-2025-13312

PenpuHT

IIpo0JemMbI cMeHbI Tepanuu y NanyueHToB
¢ Sq-accouMMpPOBAHHOM CIIMHAJIbHOM
MbIIIEYHOI aTpodueii: 0030p IUTEPATYPbI
1 Npe102KeHNs SKCIepTOB

C.H. Harapuowrxun, C.A. Karowmnurxoe, IO.A. Illnuaroxosa,

JI.B. Baooaseu, C.b. Apmemvesa, O.A. Pvibaxoea, JI.M. Ky3enkoesa,
C.B. Muxaiiaosa, H.b. Cocnuna, /[. 1. I'ykocoan,

E.C. Hosukosa, A.A. Cmupnosa, K.C. Heemepixcuukas,

H.C. Kaeiimenosa, O.10. Iepmanenxo, H.C. Cmupnosa

MossneHne apPekTnBHbIX 601€3Hb-MOANDULMPYIOLLMX (MATOrEHETUYECKMX) NPEnapaToB CyLLECTBEHHO N3MEHMWIO NPOrHO3
naumeHToB C 59-CLUEMNIEHHON CNMHANBHOM MblleyHon atpodureli (CMA). B aToi cBA3M Npo6aeMbl CMeHbI Tepanuu (4onycTun-
MOCTb, 0O0OCHOBaHMVE 1 T.4.) NPUOBPETAIOT BaXHOE 3HAYEHME, YHUTBIBAS OrPaHMYEHHOCTb MMEIOLLMXCS AaHHbIX O 6e3onac-
HOCTU, 9PPEKTUBHOCTUN 1 AONTOCPOUHBIX Mcxodax. Lienbio HacToswwen paboTbl ABUACS aHaNN3 akTyasbHbIX Nyonankaumin n
LaHHbIX peasnibHOM KIIMHNYECKOM NPaKTUKM, NOCBSILLLEHHbIX CMeHe 6051e3Hb-Moanduumpytolen Tepanum y naumeHTos ¢ CMA,
¢ GOPMYNNPOBAHMEM SKCMEPTHbLIX MPEASTIOXEHWI MO ONTUMU3ALLMN KIIMHUYECKOr 0 NPUHATUS pelleHnii. MpoBeaeH 0630p A0-
CTYMHbIX HAY4YHbIX NCTOYHMKOB, PaCCMaTPUBAIOLLIMX NEPEXOAbI C HYCUHEePCEeHa Ha pucamnnam, C pucamniamMa Ha HyCMHepPCeH,
a Takxke C pucaunnama unm HyCMHepceHa Ha oHaceMHoreH abenapBoBek; 0606LLEeHbl pe3ysibTaTbl KIMHUYECKMX UCCnenoBa-
HWI 1 HABIOAEHWIA peanbHOM NPaKTUKK C OLEHKOM 9 dEKTUBHOCTM 1 NMpoduisa 6€30MacHOCTU NaToreHeTUYeckmx npenapa-
ToB o511 CMA nocne cmeHbl Tepanun. OBHapyXeHo, 4TO CMeHa Tepanuu B LENTOM HE CONMPOBOXAANACh yXyALleHneM npoduns
6€30MacHOCTM 1 accouMmMpoBanack Co CcTabunmsaumen 1Mbo yMepeHHbIM yy4dLlleHNEM ABUraTeNbHbIX QYHKUMIA; Hanbonee
4aCTO ONMCLIBAJICS MEPEXOS, C HYCUHEPCEHA Ha pUCaMnIaM, TOraa Kak aHHbIe O MePexoaax ¢ pucamnnamMa unm HyCUHepceHa
Ha oHaceMHoreH abenapBOBEK, a TaKXKe C pucauniama Ha HyCMHEPCEH OCTalOTCS OrPaHNYEHHbIMU. TUMUYHBIMU OCHOBAHUSA-
MW 01 CMEHbl Tepanun SBASAINCE TPYAHOCTU MHTPATEKANbHOrO BBEAEHUS HYCUHEPCEHA, CyOONTUMasbHbIA KIMHUYECKUI
OTBET, Pa3BUTME HEXENATENbHbIX ABIEHUI, NPeanoYTeHNs NALMEHTOB 1 X 3aKOHHbIX NpeacTaBuTeneil. B 60nblUMHCTBE Ha-
OniofeHnii nepexo, Ha pucamnIamM XopoLlo NepPeHOCUIICA U CONPOBOXAANCS ONpPefeNieHHbIM yyylleHnemM 6ynbbapHbIX U
ObIXxaTeNbHbIX QYHKLNA; BMECTE C TeM [0JITOCPOYHbIE MCXOAbl TAKOr0 Nnepexoa nUdyyeHbl HeJoCTaTOqHO U TPebyioT Aanb-
Helwero HabnaeHns. IKkcnepTbl NOAYEPKMBAIOT HEOOXOANMOCTb YETKUX MEAULMHCKMX 0OOCHOBaHUI AN CMEeHbl Tepanunu,
HeJonyCTUMOCTb €€ Mo HEMEONUMHCKUM NpuymHam (“HeMeanumHeKoe nepekstoyeHe”) n 0683aTenbHOCTb NOHON NHDOoP-
MMPOBAHHOCTU NALMEHTOB, NX POAUTENEN NN 3aKOHHbIX NMPEACTaBUTENEN; PEeLIEHMS O CMEHE Tepannn AOMKHbI IPUHUMATb-
CSl C Y4ETOM COOTHOLLEHMSI PUCK—TI0JIb3a N OENCTBYIOLLMX MPABOBbIX HOPM. HeobxoaMMbl fanbHenne NCCnefoBaHns ans
YTOYHEHMS ONTOCPOYHON 3D DEKTUBHOCTU U 6€30MACHOCTY NOAOOHbBIX TEPANEBTUYECKNX NMOAXOA0B.

KnioueBble cnoea: crnvHasbHas MbilleyHas aTpodus, CMeHa Tepanum, HYCUHEPCEH, pUcCauniam, oHaceMHoreH abenapeo-
BeK, 6e30MacHOCTb, 3PDEKTUBHOCTL, IKCMEPTHLIE PEeKOMEHOAUNN.

5@-accoummpoBaHHas CrnvMHanbHas MbllledHas atpoodus
(CMA) - Tsxenoe ayToCOMHO-PELEeCCMBHOE HEPBHO-MbILLIEY-
Hoe 3ab0NeBaHVE, XapaKTepU3YyIOLLLEECS NPOrPECCUPYIOLLMMU
BANLIMY Napesammn 1 HEMPOTreHHOW aTpoduer MblllL, BCiea-
CTBUE JlereHepaumm 0-MOTOHENPOHOB NepPeiHNX POroB CrnH-
Horo mo3ra [1]. CnnHanbHas MbllleyHas atpodua NMeeT LLn-
POKWIA CAEKTP KIIMHUYECKMX MPOSIBAEHWIA — OT IETaNIbHON BPOX-
neHHon (0-1 Tun) n Taxenon mnageHyeckown (1-i tun) dopm
3a00neBaHnsa A0 “NPOMEXYTOYHOI” hopMbl (2-11 Trn) n 6onee
MSIrKMX NO3aHUX GeHOTUNOB ¢ Ae6TOM B AETCKOM/NOAPOCT-
KOBOM 1 B3pocsiom Bo3pacTe (3-1i n 4-1 Tunebl) [2, 3]. CkopocTb
nporpeccupoBaHnsi 3aboneBaHns BecbMa BapuabenbHa npu
pasHbix Tnax CMA [4].

TepaneBTuyeckme noaxoapl K neveHnio CMA npetepnenu
KapAyHabHble UBMEHEHWSI C NosiBNeHneM 6051e3Hb-Moandu-
LMpYIoLWMX NpenapaToBs (natoreHeTnyeckas Tepanus), 4To Ko-

PEeHHbIM 00Pa30M U3MEHMI0 NPOrHo3 Ana 6onbHbIX [5]. AdaH-
Hble METOAbI IEYEHNS 3HAYNTENIbHO YAYYLLIMAN NOKA3aTENN Bbl-
XNBAEMOCTU 1 ANHAMUKU ABUraTeNbHbIX QYHKLMIA, obecneyrs
pe3ynbTaThl, KOTOPbIE paHee OblIn HEAOCTUXMMbI NPU UCMOSb-
30BaHWM TOMBKO NogAepxmBatoLLel Tepanum [5]. UcTopuyecku
nepBbiM 60N1e3Hb-MOAMOUUMPYIOWMM NpenapaTom Ois neye-
Hust CMA cTan HycuHepceH [6-8]. STOT aHTUCMBICIOBO 0Nu-
rOHYKNeoTns, KOTOPbIA BBOAST MHTpaTeKanbHo, 6bin 0gobpeH
EBponenckum areHTCTBOM MO JNIEKAPCTBEHHLIM CpPEeACcTBaM
(EMA) B mae 2017 r. [8]. PelueHre 6bIn0 NPUHATO Ha OCHOBE
ybeauTeNbHbIX Pe3ynbTaToB, MOJYYEHHLIX B XOA4E MeXayHa-
POAHbIX KaMHWMYeckmnx uccneposaHuii ENDEAR n CHERISH
[6-8]. Oanee nocnemoBano onobpeHve oHacemMHoreHa abe-
napBOBeKa — npenapara BHYTPUBEHHOW rEHO3aMeCTUTESIbHOW
Tepanuu, kKoTopast NEPBOHAYaNIbHO NOJTyHMNa YCNOBHOE paspe-
weHne EMA B mae 2020 r. n nonHoe onobpexune B mae 2022 1.
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Ha OCHOBaHWM OaHHbIX KNMHUYECKUX uccnenoBaHuii START n
STR1VE [9-12]. CpaBHUTENLHO HeaaBHO, B mapTe 2021 r., Obin
ofobpeH mMoaudukaTop CnaancuHra pucauniamM, npenapar
0N NepopasibHoro npueMa ¢ CUCTEMHbIM LENCTBUEM (HEWH-
BA3MBHAs MaTOreHeTMYeckas Tepanus), mocne Toro kak Oblm
NPOAEMOHCTPUPOBAHbI €ro 3QPEKTUBHOCTL M 6N1arONpPUATHBIN
npodunb 6€30NaCHOCTU B XOAE MEXAYHAPOAHbIX KIMHUYECKMX
nccnenosanuii FIREFISH n SUNFISH, B ToM uucne ¢ yyactrem
poccuiickux naumeHtoB [13-15]. C nosiBneHMeM MHOXeCTBa
TepaneBTUYECKNX BapMaHTOB BO3MOXHOCTb nepexopa/ne-
peBoAa C OAHOr0 METOAA JlIeueHUs Ha APyroi (cMeHa Te-
panuu) ctana BaxHbIM GpakTopoM, KOTOPbIA HEOBXOAUMO Y4M-
ThiBaTb Npu neveHnn CMA.

BoamoxHble cueHapun nepeeoga nauventa ¢ CMA ¢ oa-
HOro MeToJa NaTtoreHeTNYEeCKoW Tepanuu Ha Apyron npeano-
naratoT CneayoLye BapuaHTbl:
® repeBOf NauyeHTa C Tepanunm HyCMHEPCEHOM Ha Tepanuio

pucamniamom;

o MepeBof MauuyeHTa ¢ Tepanuy HYCUHEPCEHOM Ha Tepanuio
npenapaTom oHacemMHoreH abenapBoBeK;
e MepeBof NauMeHTa ¢ Tepanuu pucamnaamoM Ha Tepanuio
npenapaTom oHacemMHoreH abenapBoBEK;
o MepeBof NauMeHTa ¢ Tepanuu pucamnaamoM Ha Tepanuio
HYCVMHEPCEHOM.
loka3aHns K CMeHe Tepanuu BKIIIOYaKOT CyOoNnTMasbHbI
KIMHNYECKWIA OTBET; HA MPAKTVKE TaKOe PEeLUeHVEe Hepenko
onpenenserca ynoOCTBOM MPUMEHEHWs, TPYOAHOCTSMU BBe-
OEHUS U/UAN Pa3BUTUEM HeXenaTeNbHbiX fBfeHuin [16-18].
OToenbHO cneayeT BbIAENUTb TEXHUYECKME OrPaHUYEHNS UH-
TpaTeKanbHOr0 BBEAEHUS] HYCUHEPCEHA (TSHKENbld CKOMMO3,
nedopmMaLLMm NO3BOHOUHKKA, COCTOSIHUE MOCE KOPPEKTUPYIO-
LLLEr0 XMPYPryecKoro NeYeHns), Koraa AOCTyn K NOSICHAYHOMY
0TAesy NO3BOHOYHMKA OrpaHuyeH nmbo HeBo3MOoxeH [16-18].
BmecTe ¢ TemM, HECMOTPS HA PaCTYLLYIO KIIMHUYECKYI0 3Ha-
4YMMOCTb CMeHbI Tepanun npu CMA, peanbHble AaHHbIE MO-
npexHemy orpaHuyeHHbl [19]. MoHuMaHne MeanuMHCKMX BO-
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npoCcoB, kacawLumxcs 3PpdeKTUBHOCTM, 6&30NaCHOCTA 1 AoN-
rOCPOYHbIX PEe3yNbTATOB Mepexofa Mexay npenaparamu ans
natoreHeTnyeckon Tepanun CMA, a Takke COOTBETCTBYIOLLMX
IOPUINYECKMX aCNEKTOB MMEET BXXHOE 3HaUYeHWe AJis ONTUMU-
3aumny nomowy nauneHtam. C uenblo pa3paboTku npeanoxe-
HWIA MO JaHHOMY BOMPOCY HaMu Obla NPOBeeH aHann3 nuTe-
paTypbl, CBS3aHHOM C nepeBogoM naumeHToB ¢ CMA ¢ ogHoro
METOAa NaTOreHeTUYeCKon Tepanun Ha pyro.

00630p nuTEepaTypbl Mo BONPOCY

CMeHbl Tepanuu nauyeHtam ¢ CMA

B HacTosiLLEee BpeMs KONMYECTBO ONYOMKOBAHHON MHDOP-
MaLMy No AaHHOW NpobieMe BECbMa OrpaHNYeHHO.

B cuctematnueckom 063ope A. Belangi¢ et al. 0606LeHbI
MMeloLLMecs OaHHble 0 cMeHe 00ne3Hb-MoanduLmMpYIoLLei
Tepanuun npu CMA; akueHT caenaH Ha KnnHuyeckon addek-
TUBHOCTU W MNPAKTUYECKUX MOCNEACTBUAX NS MOAAEPXKM
KIMHWUYECKUX PELLEHWI B YCNOBUSIX OLICTPOro Pa3BUTUS CUC-
TEM OKa3aHWs MeauUMHCKON noMowy naumeHtam ¢ CMA B
pasHbix cTpaHax [20]. B aTOT cuctematmyeckmii 0630p BKIIHO-
YeHbl UCCNENOBAHNS U OTYETHI O AAHHbLIX PeanbHON KIIMHUYe-
CKOW MpaKkTWKW, OMUCLIBAIOLLME MALMEHTOB C TFEHETUYECKM
noareepxaeHHon CMA, koTopbiM 6bina NpoBeaeHa cMeHa 60-
nesHb-Moamouumpytowero npenapata [20]. Mo pesynbTatam
NPOBEAEHHOMO CUCTEMATUYECKOr0 0630pa cAenaH BbIBOA, HTO
CMeHa Tepanuu B OCHOBHOM COMPOBOX/AAnach COXPaHEHUEM
WCXOLHOrO YPOBHS MOTOPHbIX PYHKLMIA, NO OTAENbHLIM LLKa-
nam oTMevanuchb HebonblUME yNydLIEHNs MO psfy nokasare-
nei, Torga kak NnoTpebHOCTb B BEHTUNSALIMOHHON 1 HYTPUTUB-
HOW NOAOEpXKe, Kak NpaBuio, OCTaBanachb Hem3meHHom [20].
Mpn 3TOM aBTOPbI MOAYEPKMBAIOT OrPAHNYEHHOCTb CTaHAAp-
TU3MPOBAHHbIX 1 JONTOCPOYHBIX AaHHbIX [20].

Psan nccnenosaHuii Gbinn NOCBALWEHBI NEPEXOAY C HyCU-
HepceHa Ha pucamnnam, CPeamn NPUYMH KOTOPOro OTMEYanCh
cybonTuManbHas Moo yTpadeHHas 3P HeKTUBHOCTb, pa3BUTUE
HexenaTeNlbHbIX SBNEHWUIA, TPYAHOCTU MHTPATEKaNbHOro BBe-
[LeHVs1, OXMAaHNe [OMNONTHUTENBHOMO KIMHNYECKOro apdekTa,
coobpaxeHuns ynobcTea NpYMEHEHUs U NPEANOYTEHNS NaLm-
eHTa/poanTenen/nuu, ocywecteasiowmx yxog [19, 21-23].
MokasaHo, 4TO Nepexof, ¢ HyCMHEPCEHa Ha pucamnIaM y nauu-
eHToB ¢ CMA B LLeIoM CONPOBOXAANCH MUHUMAbHBIMU U3Me-
HEeHVAMYM MokasaTtenen MOoTopHon GyHKkumn. UccneposaHus,
B KOTOPbIX OuUeHMBanucb nokasdatenu wkan CHOP-INTEND,
HFMSE, RULM, MFM-32 n GRO, npoaeMoHCTPUpoBanu Tosb-
KO He3HauuTenbHble (B OCHOBHOM CTATUCTUYECKM HE3Hauu-
Mble) M3MEHEHUs MoKasaTenein OLeHKN B TeyeHne 6-24 mec
[19, 21-23]. PeaynbTaTbl OUEHKN OYHKUMIA ObIXaHUS Bapbu-
poBany — MEPExXof Ha pucauniam B psae HabnmoneHuid Obin
aCcCcoLMMPOBaH C MOBbLILEHNEM MUKOBOW CKOPOCTY Kaluns
(+80,09 n/MuH) n obbema popcupoBaHHOro Boigoxa (+0,24 n)
yepe3 24 Mec, 0HAKO B HEKOTOPbIX CNyyasix yBennymBanachb
noTpebHOCTb B HEMHBA3WBHOW WMCKYCCTBEHHOW BEHTUNSLMU
nerkux (HUB) [19, 21-23]. B orpaHnyeHHOM yncrne Habnioae-
HUI GYKCUPOBANK yyylleHre cTaTyca NMTaHnsa — 2 naumeHTa

nepeLun Ha YaCcTUYHOE/MOTHOE NepopanibHOE NUTaHKe Nocne
CMEHbI Tepanuu Ha PUCAUMIaM.

B pabote A. Belanci¢ et al. udydanucb apdekTMBHOCTb
1 npodunb 6€30MacHOCTM pucauniama B Koropte AeTei u
B3poc/bix ¢ CMA, nepelweawmx ¢ HyCMHEPCEHA Ha PUCAK-
nnam, B yCNOBMSX peasibHON KNMH1Yeckoi npaktukm [19]. bbin
npoBeaeH PeTPOCNEeKTUBHbIN 1 aHOHUMHBIV c60p AeMorpadu-
YECKMX M KNMHNYECKMX AaHHbIX XOpBaTCKMX naumeHTos ¢ CMA,
nepeLleawmnx ¢ HyCMHepCeHa Ha pucavniam, npu 3TOM WH-
dbopmauys 6bina nonydeHa U3 6a3bl AaHHbIX U LOKYMEHTaLmM
XopBatckoro ¢oHaa MegmumHCKoro ctpaxosanus [19]. Bee-
ro B MccnegoBaHune Bowwo 17 nauneHToB (58,9% XeHLUMWH),
cpenHuin BodpacT coctaemn 12,75 (3,0-44,5) ropga. 3a 1 roa,
HabnoAeHMs Nocne Nepexosia C HyCMHEPCEHa Ha pucamniam y
NaLMeHTOB 0TMEYaN0oCh YBENMYEHNE CyMMbl 6aNI0B NPU OLLEH-
Ke oBuratenbHbIx GyHkUmiA — npy CMA 1-ro Tuna (+1,0 6ann no
wkane CHOP INTEND; p = 0,067), y neteit ¢ CMA 3-ro Tvna
(+0,7 6anna no wkane HFMSE; p = 0,897) n y B3pochnbIxX C
CMA 3-ro tuna (+0,8 6anna no wkane RHS; p = 0,463), uto
CBWIETENLCTBOBANO 0 PYHKLUMOHANbHON cTtabunbHocTn [19].
He 6bIn0 3aUKCMPOBAHO CyyYaeB yXyALWEHUs AbIXaTeNbHOM
dyHKUMK, NPoBAeM C NUTAHMEM UK NEeTasbHbIX UCXOA0B, HE
BbISIBJIEHO Takxe HOBbIX yrpo3 6e3onacHoctu [19]. B peTpo-
CNeKTUBHOM nccnenosaHun, nposeaeHHoMm C.E. Bekircan-Kurt
et al., nocne nepexoaa ¢ HyCMHepCeHa Ha pucamnaam aBTopbl
OLLeHMBAIN MOTOPHbIE, NIErOYHbIE U BynbOapHble PYHKLMK 10
Havana Tepanuu 1 yepes 2 roaa nocne npuema kak HycuHepce-
Ha, Tak 1 pucaunnama y 44 naumentoB (11 - ¢ CMA 1-ro Tuna,
25 -0 2-mTMnom 1 8 — ¢ 3-m Trnom 3abonesaruns) [23]. bbino
nokKasaHo, 4TO Nocne Hadyana Tepanuu HYCMHEPCEHOM Yy na-
LMeHToB Habnoaanoch ynyylleHne MOTOPHOW @YHKLMK, 0CO-
6eHHO 3ameTHoe Ha 1-M rofy, nocne nNepexksioyYeHns Ha puc-
[Mnnam MOTOPHbIE DYHKLMW OCTaBaNNCh B LLEENIOM CTabuIbHbI-
My [23]. B 06emnx rpynnax y HEKOTOPbIX NaLMEeHTOB BO3HMKIIA
HeobxoaMMocTb B HouHol HUBJI, npy 3TOM NUKOBbIN 06beM
BbIJ0XA NPW KaLLE 3HAYUTENBHO YAYYLLNACA UMEHHO B rpynne
pucaunnama [23]. Y HeKOoTOpbIX MALMEHTOB OTMEYaNoCh yyy-
WweHve 6ynbbapHbiX QYHKUMIA: 1 naumMeHT U3 rpynnbl HyCUHEP-
CeHa CMOr YaCTWMYHO MPUHUMATBL MULLY Yepes3 PoT, a B rpynne
pvcannnama 2 naumeHTa LOCTUIIM YaCTUYHOMO NepopasbHOro
nuTaHus, a 2 — nonHoro [23]. Takum 06pa3om, B JaHHOM UC-
CNnefoBaHUM NOKAa3aHo, YTO MPU NEPEXOLE C HYCMHEPCEHA Ha
pycannaam oTMedaeTcs yaydleHve 6ynbOapHbIX 1 AblxaTesb-
HbIX GyHKUMA [23].

Cwmena Tepanum npu CMA nccnegoBanacb Kak B peasib-
HOW KJIMHWYECKOM MPaKTWKe, Tak U B KPYMHbIX MEXAyHapoa-
HbIX KJIMHUYECKMX WccnepgoBaHusax. locnegHne BkIOYanm
reTeporeHHbIe Mo BO3PACTY U TSXECTU KOropThl, B TOM YMCne
C BbIP@XEHHBIMY ABUrATENIbHBIMU HAPYLLEHUSMU HA MOMEHT
BKJIIOYEHNS, YTO TMOBLILIAET BHELLUHIOIO BaIMOHOCTb U BO3-
MOXHOCTb 9KCTPanoIMPOBAHNS PEe3Yy/bTaTOB Ha pPeasibHyo
KIMHMYECKyto nonynsaumio naupyeHto ¢ CMA [22]. Mpumepom
SBNSIETCS MEXAYHAapPOAHOE OTKPbITOE KAMHUYECKOE ucche-
nosaHne JEWELFISH (NCT03032172), B KOTOPOM M3y4annchb
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6e30MacHOCTb, NEePEeHOCUMOCTb, GaPMAKOKMHETUKA U B3au-
MOCBSI3b Mexay GapMakOKUHETUKON 1 dhapmMakOaNHAMMKOW
pucamnnamay 174 nauneHToB ¢ NOATBEPXAEHHBIM ANArHO30M
5g-accouumpoBaHHoit CMA, nepeBefeHHbIX Ha HEWHBA3MB-
HYIO MaTOreHeTUYECKYO Tepanuio PUCAMNIaMoM 1 paHee no-
NyYaBLUMX NleYeHNe HYCUHEPCEHOM (N = 76), OHACEMHOreHOM
abenapsoBekoM (n = 14) onecokcumom (n = 71) unm yyacTteo-
BaBLMX B uccnegosaHum MOONFISH (NCT02240355) n B ero
pamkax MofyyaBLMX neveHre MoaMdrKaTopoM CrnancuHra
RG7800 (n = 13) [22]. Hanbonee yacTbiM HeXenaTeNbHbIM iB-
nexunem (HH) 6b1n10 NoBbILEHE TEMMEPATYPbI TENA BhILLE HOP-
MasibHbIX 3HaYeHui (42 nauyeHnTa, 24%), a Hambonee YyacTbim
cepbe3HbiM HHA (CHH) Gbina nHeBMOHUS (5 naumeHTos, 3%).
Yactota HA n CHA cHusmnace 6onee yem Ha 50% ¢ 1-ro no
2-14 rof, neyveHnsi, Npy 3TOM He ObIN0 3aPEerncTPYPOBAHO HU-
Kakmx CBSI3aHHbIX C pucamniaMmom HA, koTopble npueenm Gbl K
npekpatleHuio nevyenuns [22]. OTMeYeHo, 4To Ha PoHe nprema
pucavniama Habmoaanock yBennmyeHre ypoBHs 6enka Bbku-
BAEMOCTV MOTOPHbIX HEMPOHOB B KPOBM, KOTOPOE COXPaHs-
NOCb B TeYeHne 24 MeC neyYeHns He3aBNCUMO OT MPEeAbIAYLLErO
NMPUMEHSIBLLIErocs npenaparta, a MPOMEXYTO4YHbIE MOVCKOBbIE
nokasatenu 3dPEeKTMBHOCTM MPOAEMOHCTPUPOBAM 00LLYI0
cTabunusaumio ApnraTensbHon GyHKLMK (cpefiHeli o6Lwein cym-
Mbl 6annos no wkanam MFM-32, RULM 1 HFMSE) y naumeH-
TOB, KOTOpbIE MepeLwnu Ha pucaunnam. Mpu atom npodunb
6Ge3onacHocTi pucamnnama B nccnenosanmm JEWELFISH co-
OTBETCTBOBAN pe3yfibTataM MNpeaplayLinX KINHUYECKMX UC-
cnenoBaHuiA pucamniamay nauyeHToB, PaHee He NoJyyaBLUmX
neyenus [22]. PeaynbTtaThl uccnenoanus JEWELFISH yka3sbl-
BalOT Ha GiaronpuaTHbI Npodub 6e30MacHOCTU Y NaLMEHTOB
¢ CMA npwv nepexofe Ha HeMHBA3UBHYIO NATOrEHETUHECKYIO
Tepanuio pucamnnamom [22].

AHanm3 nuTepaTypbl yKa3blBaET HA TO, HTO MEPEXOL, C HYCK-
HepceHa Ha pucaunnam y naumeHtos ¢ CMA B uenom 6e3ona-
ceH [19-24]. B uccnepgosanum Y. Yan et al. ¢ ysactnem 15 ge-
Tel (8 ManbyMKOB 1 7 OEBOYEK), MEPELLELLINX HA PUCAMMNIAM
B TeyeHne 90-OHEBHOr0 Mepuoaa BbIBEAEHWUS HYCMHEpCeHa
(MeZmaHa KonMyecTBa paHee MOJTyYeHHbIX 403 HYCMHepCeHa
coctaBuna 8 (6-17), a meamaHa Bo3pacTta npu Nepeom ne-
yeHun pucomnnamom — 4,3 (1,9-11,2) ropa), HA Habnopa-
b y 4 naumeHToB (27%) B BMAOE MNOBbLILLEHWS TeMNepaTypbl
Tena, NHEBMOHUW, PBOTbI 1 MOSIBAEHUS CbiNW, MPU 3TOM He
ObI110 BbISIBNEHO HY, HEMOCPEACTBEHHO aCCOLMMPOBAHHLIX C
nepexonoM Ha Tepanuio pucamniamom [24]. Takum o6pasom,
nepexop Ha pucamnnam B TedeHne 90 gHel nocne BBeAEHUS
nocnenHen [o3bl HycMHepceHa Obin XOPOLLO NepeHocuM, 6e3
Kakux-nnbo Npu3HakoB 1 yrpo3 6e30MacHOCTM A1 NaLYEHTOB
¢ CMA [24]. MNocne nepexoda Ha HOBbIM NpenapaT cnegyet
YOENATb BHAMAHME XENYyA0YHO-KULLIEYHBIM CUMMTOMAM U KOX-
HbIM pEeaKLLMsIM, KOTOPbIE Yallle BCTPEYAIOTCS MPU NPUMEHEHNN
pucaunnaMa, YeM HyCMHepCeHa, OfHaKo, Mo AaHHbIM Uccne-
NOBaHWIN 1 HAONIOEHWNI peanbHOM KIIMHUYECKON MpaKTUKK,
pucaunnaMm obblMHO xapakTepuayeTcs 6naronpusiTHLIM NPo-
dwvnem 6esonacHocTy [24, 25].
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lNepexop ¢ HyCMHepCeHa nny pucamniama Ha OHaCEMHO-
reH abenapBOBEK B LIENIOM TaKXe HE COMPSIXXEH C KaknMun-nmbo
cepbesHbiMy Npobnemammn 6e30NacHOCTU, OHAKO UMELoLLNE-
€Sl laHHble OrpaHNYeHHbl, B TOM Y1CIIE MO BO3PACTHLIM Noka-
3atenam naumeHTos [21, 26]. B 1 cnyyae nepexona naumeHTa
¢ CMA 1-ro Tvna ¢ pucaunnama Ha oHaceMHoreH abenapso-
BEK OblI0 OTMEYEHO MOBLILLIEHNE YPOBHS NMEYEHOUHbIX TPaHC-
aMuMHa3 ¥ TPOMOOUMTOMNEHWs, KOTOpble HMBENNPOBANUCh
B Te4yeHne 3 Mec npv NeYeHun NpPeaHVU300HOM, Npu 3TOM
[ONIFOCPOYHBIX OCNOXHEHUA He Habmiopanoch [26]. YacTble
noboyHble acddekTbl Nocne nepexoja Ha OPyrol npenapar,
Takue Kak nvMxopagka v pBoTa, COOTBETCTBOBAIM M3BECTHLIM
no6o4HbIM addekTam npenapara OHaceMHOreH abenapBoBeEK
1 ObIIn BpeMeHHbIMM [26]. HYTo kacaeTcs nepexofia C HyCuHep-
CeHa Ha OHaceMHoreH abenapBoOBEK, UCCNeL0BAHNS PeanbHOM
KIMHNYECKON MPaKTUKX MOKasbiBalOT Hannyme HHA, Bkovas
NoBbILLEHWE TeMMepaTypbl Tena, AMapeio 1 PBOTY, KOTOPbLIE CO-
OTBETCTBYIOT M3BECTHbLIM AAaHHLIM [/15 Npenapara OHaCeMHO-
reH abenapsoBek [27]. Kpome Toro, B nccnegosaruu |. Bitetti
et al. y psga naumeHToB Habnopanacb renatoToKCMYHOCTb C
KPaTKOBPEMEHHBIMI CUMATOMaMM, HO OHW HUBENMPOBANNCH B
TeyeHune 3 Mec, B TO BpeEMS Kak TPOMOOLMTONEHWS 1 Kapavasib-
Hble N060oYHbIE 3 deKTh BCTpeuanmch peako [27]. B ykasaH-
HOM MCCNefOBaHNN OLLEHMBANUCh KIMHUYeckas abdekTuB-
HOCTb U NEPEHOCUMOCTb FrEHO3aMECTUTENIbHOWN Tepanuu ¢ Uc-
noib30BaHMEM OHaceMHoreHa abenapBoBeka B TeueHne 3 Mec
y 9 naupenToB ¢ CMA 1-ro Tuna B Bo3pacTe oT 1,7 0o 48 mec,
13 KOTOPbLIX 7 MaUMeHTOB MoJslydann CTabuiibHyl0 403y Hycu-
HepceHa (T.e. NoNy4namn Bce 4 Harpy304Hble 403kl HyCUHepce-
Ha 40 BBEAEHMS NpenapaTa oHacemMHoreH abenapBosek) [27].
[okasaHo, YTo y 7 nauneHToB, NoJlyYaBLUMX CTabUNbHYIO [03Y
HycuHepceHa, meamnaHa ucxogHoro 6anna no CHOP-INTEND
3HAYUTENBHO YBEIMYMAACH BO BPEMS IEYEHUSI HYCUHEPCEHOM
(p=0,018), a Takxe 4epe3 3 MeC NOCIe NEPEXOAA HAa OHACEM-
HoreH abenapsoBek (p = 0,0467) [27]. Mpwn aTOoM 2 nauueHTa
MI0X0 pearvpoBanyt Ha HYCMHEPCEH, HO Yy HUX OTMEYanocb
HanbonbLIee YBENMYEHNE KONMYECTBa 6annoB N0 CPABHEHNIO
¢ ncxoaHeiM no wkane CHOP-INTEND yepes 1 1 3 mec nocne
NPUMEHeHUs npenapara OHacemMHoreH abenapBoBek [27].
OTMeYeHo, 4TO Hen3BeCTHbIX HA He Habnioganock, 0AHaKO y
1 naupeHTa Yyepes 1 Hef, Nocne BBEAEHUS OHAaceMHoreHa abe-
napBoBeka pas3BuUnacb yMepeHHasi/Tsxenas TpombouuTone-
HYS, KOTOPast KynMpoBsanach nocne nevexuns [27]. MonyyeHHble
[aHHbIe YKa3blBalOT HA BO3MOXHOCTb U3MEHEHUS! OVHAMUKN
cocTtosHus no wkane CHOP-INTEND y naumeHToB, Nioxo pea-
FMPYIOLLIMX HA HYCMHEPCEH, MOCNe Nepexoa Ha Tepanuio OHa-
CEeMHOreHom abenapBOBEKOM; aBTOPbI OTMEYAI0T, YTO BO3PacT
nauMeHTa Ha MOMEHT Hadyana Ie4eHns: MOXET BAWSTb HA peak-
LMI0 Ha Npenapar oHacemMHoreH abenapeoBek [27].

Eule onHa paboTa npeactaBnseT cobov peTpocnekTUBHOE
O[HOLEHTPOBOE WUCCNELOBAHME, B KOTOPOM OLIEHMBANM MO-
TOpHble GyHKUMK 1 npodunb 6e3onacHocTn y 40 neteii c CMA
(cpenHunin BospacT 18 (5-107) mec; cpenHsis macca Tena 10,2
(6,0-13,8) kr; 60% neBoyek), nony4aBLUNX OHaceMHoreH abe-
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MapBOBEK MOCNE MepBOHAYaNbHOW Tepanuy HYCUHEPCEHOM
(n=238) unu pucaomnnamom (n = 2) [28]. Bbino nokasaHo, 4To ye-
pe3 6 Mec nocne BBEAEHNS OHAaceEMHOreHa abenapBoBeka Me-
nmaHa cymmsbl 6annos no wwkane CHOP-INTEND ysenuuunacb
¢ 27 (anana3oH 18-55) no 37 (amanasoH 20-61), a no wkane
HFMSE - ¢ 30 (auanasoH 18-56) oo 36 (auanas3oH 26-63)
(p < 0,0001), Takke 0OTMEYANOCH KIMHUYECKN 3HAYMMOE YITyY-
weHve y 67,5% naumneHtos yepes 1 mec ny 95,0% 4epes 6 mec
[28]. Bce mauMeHTbl MCMbITbIBAIN MPEXOASALLYIO IMXOPAAKY,
PBOTY, Uy BCEX OblN NOBLILIEHHbI YPOBEHb NEYEHOUHbIX Bep-
MEHTOB, TpombouuToneHus Habnodanacs y 32,5%, npu 3Tom
He ObINIo 3aPErncTPMPOBAHO HM OJHOrO Ciyvas TPOMOOTUYe-
CKOW MMKPO@HIrMonaTv Uan noIMOPraHHoM HeA0CTATOYHOCTM
[28]. 911 pe3ynbTaThl yKa3biBaOT, 4TO NEPeXo Ha OHACEMHO-
reH abenapBOBEK MOC/E NPeALLIECTBYIOLLE Tepanmn HyCUHep-
CEeHOM/pUcamnnamMmom faet KIIMHUYECKM 3HaUMMOe YyyLLIeHne
MOTOPUKK (60Nee CKPOMHOE MO CPaBHEHUIO C pe3yNibTaTamu,
MoJTly4eHHbIMW MPU NeYeHUn npenapaToM oHacemHoreH abe-
napBOBEK Yy MiafeHUeB) 1 npuemnemblii npoduns 6esonac-
HOCTU [28]. MOXHO OTMETUTb, 4TO cMeHa Tepanuu npu CMA B
Lenom npeacTaensercs 6e30nacHoi, HO 41s NOATBEPXAEHUS
[LONFOCPOYHbBIX PUCKOB HEOBXOAMMBI LONONHUTESNbHBIE UCCE-
[l0BaHUs, B 4aCTHOCTV C 6onee OAUTENbHBIM NEPUOAOM Ha-
6nt00eHUs B YCNOBUSIX PeasibHOMN KIMHUYECKOW NPaKTUKU.

Bnarogaps nepopansHoOMy Npremy npenapata naunueHTbl ¢
CMA 4acTo npeanoynTaloT pUComnIaM UHTpaTekanbHbLIM BBE-
neHnam HycmHepcera [29, 30]. NMepopanbHbiii NpreM 0Co6eH-
HO LIEHEH 19 TEX NaUMEHTOB, KOTOPbIE MMEIOT MPOGSIEMbI C Ne-
penBVXEHUEM UKW AJIS KOrO NpoBeAeHne ntoMbanbHbIX MyHK-
umin 3atpyaHeHo [29, 30]. STo Takxe CHUXaeT IOrMcTuyHeckme
npo6siemMbl U KOCBEHHbIE 3aTpaThl, C KOTOPbIMI CTaNIKMBAOTCA
LA, OCYLLECTBASOLLME YXO (HE0BXOANMMOCTb YaCTbIX NOce-
LeHniA Bpaya v T.4.). Bnarogaps 601ee nnaBHOMY BKITIOYEHIO
NeyeHns B NMOBCEOHEBHYIO XM3Hb NauUMeHTbl MoryT 6onee ak-
TVBHO Y4aCTBOBATb B TakMX BuAax AESTENbHOCTY, kak paboTa,
nyTeLecTsrst 1 06pa3oBaHne, TEM CaMbIM yIy4LLas obLee ka-
uecTBO XM3HM [29, 30]. Kpome Toro, ncmxonornyeckumin apd ekt
OT OTCYTCTBUS CTPECCA, CBA3AHHOIO C MOBTOPHLIMU 1 HEPEAKO
TSKENO NEePEeHOCUMbIMU IIOMOASIbHBIMU NMYHKLUUAMU, Cam Mo
cebe cnocobCTBYET yny4LleHnto camodyscTeus [29, 30].

B npononsbHom nccnepgosanumn M. Gavriilaki et al. ougHunBa-
nmcb 3GPEKTUBHOCTL M 6830MaCHOCTL HEMHBA3MBHOM naTore-
HeTU4YecKov Tepanum pucamniamom y 14 B3pocsbix NaUMeHTOB
¢ CMA (Bo3pacTt 18-57 neT, 93% He nony4anu paHee nevyeHns)
B TeyeHne 28,5 mec (amanasdoH 6-30 mec) [29]. PesynbTathl
nokasanu CTaTMCTUYeCKM 3Haummoe ynydwenwue (p < 0,05) no
wkanam HFMSE (cpegHsas pasnuua 1,5 (95% pnoseputens-
HbIn nHTepBan (AW) 0,49-2,42)), RULM (cpegHssa pasHuua 1,6
(95% AW 0,54-2,73)), MFM-32 (cpenHsist pa3Huua 2,7 (95%
[ 1,52-3,93)), wkane Medical Research Council ins BepxHux
(cpenHsia pasHuua 3 (95% AN 0,8-5,2)) 1 HUXHMX (CpeaHss
pasnuua 1,7 (95% AW 0,1-3,3)) koHewHocTel; npu aToM 82%
NauMeHTOB JOCTUMIN KIMHUYECKU 3HAYUMOrO YAYYLLEHWS MO
KpaitHelt mepe no ofHoi wkane [29]. B uenom, KInMHU4ecku

3HaYMMOe YNydLLIEeHNe HaCTynano paHblue y naumeHtTo ¢ CMA
3-ro Tuna, a AapixatenbHas GYHKUMS 0CTaBanacb CTabunbHOM C
TeyeHneM Bpemenun [29]. BonblwMHCTBO nauneHToB (57%) He
coobuann o kakux-nmbo HA, 1 HUKTO 13 NauLMeHToB He npe-
KpaTun fiedeHne, YTO YKa3blBAeT Ha BbICOKMIA YPOBEHb MPU-
BepxXeHHoCcTn [29]. Takmm 06pa3om, neyeHne pUCAMNIamMom
B TedeHne 30 Mec NpMBeNo K 0OLLEMY KITMHUYECKN 3HAYMMOMY
yAyyLeHunto y 60MbLUMHCTBA B3POCHbIX naumueHToB ¢ CMA 2-ro
1 3-ro TMNoB, a ambynaTopHOe BBELIEHWE NMpenapara 1 obLuee
BEeAEHMEe NaLMEHTOB OKa3asMcb OCYLLECTBUMbIMU U Be3onac-
HbiMK [29]. iccnepoBaHme cepum Cnyvaes, B KOTOPOM OLLEHU-
BAJIOCb BOCMPUATME MALMEHTOB MOCNE Nepexoaa C HyCUHep-
CeHa Ha pvcamniam, nokasano, 4to 6OMbLUMHCTBO MALMEHTOB
YOOBNETBOPEHbI Pe3dynbTataMu nepexona, NpuyeM OCHOBHbIM
$aKkTOpOM YyOOBNETBOPEHHOCTN SBNSIETCH CNOCOO BBEAEHWS
npenaparta [31]. B 4aHHOM KpPOCC-CeKUMOHHOM HabnoaaTeb-
HOM MCCNef0BaHUM C UCMOJIb30BAHNEM KaYeCTBEHHbIX 1 KOSU-
YECTBEHHbIX AAHHbIX, COOPAHHbIX C MOMOLLbIO aHKEThI 1 aHau-
32 MeULMHCKUX KapT, Obina npoBeAeHa OLEHKa BOCTPUSTUS
1 onbiTa 8 B3pocnbix naumeHToB ¢ CMA n poantenen 6 neten
¢ CMA, KoTopble paHee nofyyYanyt HyCUHEPCEH 1 NepeLunn Ha
pucaunnam [31]. Pe3ynbTathl nccnenoBaHus nokasanu, 4to
PECMNOHAEHTbLI OTMETUAN YiyYLLEHNE PU3NYECKMX DYHKLMIA NPU
NPVYMEHEHNI KaXA0ro U3 NpenapaTtos, Npu 3TOM coobLLanoch
0 60nee H13KON YOOBNETBOPEHHOCTU METOAOM BBEAEHUS Hy-
CMHEpPCEeHa MHTPATeKasbHO MO CPABHEHWIO C pUCOMMNIAMOM,
BBOZMMbIM NEPOPaNibHO; HU OAUH U3 PECMOHAEHTOB HEe CO00-
LN O HeraTMBHOM OOLLEM BreYaT/IeHM OT Ntoboro U3 npena-
paToB [31]. BONbLMHCTBO pecrnoHaeHToB (78,6%) coobLumnu,
4TO, MO WX MHEHMIO, NEPEXO], C HYCUHEPCEHA Ha pucauniam
6bIn NpaBUbHLIM pewernem [30].

MaumneHTbl C HapYLLEHWEM MIOTaHUS CTaNKMBAKOTCS C 0CO-
ObIMU TPYLHOCTSIMU MpY NPYEME NepopasibHbIX NPenapaTos,
BKJtO4as puck acnupaumm [32, 33]. na naumeHToB, KOTOpbIe
He MOryT MpUHUMATb NlekapcTBa NepopanbHO U3-3a Tpya-
HOCTE C MUTaHWEM, 4aCTO UCMOMb3YIOTCS anbTepPHATVBHbIE
METOAbI, TakMe Kak BBELEHWE NpenapaToB 4Yepe3 30H4 Ans
kopmnenus [32, 33]. ViccnenoBaHusi nokasanu, YTO MHOrvMe
nepopasnbHble Npenapartsl, BKIYas pucamniam, MoxHo 6e3-
0MacHO BBOAMTL Yepesd 30H[, NPV NPaBuIIbHON NOAroToBKe [32,
33]. 3T0T MeToA, NO3BONSET NALMEHTAM C TSXKENbIMU HapyLUe-
HUSIMW TNOTaHUS MoMyYaTh NOMb3Y OT TEPanUK, N3MEHSIOLLEN
TeueHue 3aboneBaHus, 6e3 ycyrybneHus npobnem, CBS3aHHbIX
¢ ancdaruen [32, 33]. B uenom, nepopansHas dopma pucam-
nnama cnocobcTByeT AIUTENLHOMY JledeHuto, obneryas co-
6ntoaeHne pexunma Tepanum, 4To MMEET peLLaloLLiee 3HaYeHne
[OJ151 TAKOrO XPOHMYeckoro 3abonesaHus, kak CMA.

Mybnvkaumii, cneuuansHo OLEHMBAOLWMX  KIIMHUYECKME
MCX0abl MNPV MEPEKITIOYEHUN TEpPanUM C pUCAMNIaMa Ha Hy-
CVHEepCeH, KpaliHe Mano. B MHOroueHTpoBoM HabnoaeHun
B3POC/IbIX MAUMEHTOB BO PpaHumMy 3apernctpuposaHo 12 cny-
4yaeB CMeHbl Tepanuu, U3 HUX OAMH — MEPEXOL C pUcamniama
Ha HYCMHepCeH, BOMbLUMHCTBO Xe 0CTallbHbIX NEPEXOA0B LU0
B 00paTHOM HanpaBNeHNK, NPENMYLLECTBEHHO 13-3a CII0XHO-
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CTel MHTpaTekanbHOro BBeAEeHNS HycuHepceHa [34]. B peTtpo-
CMEKTUBHOM aHanun3e cTpaxoBbix 3asBok CLLA (86 naumeHTos,
noJly4aBLUMX Tepanuio pucamnnamom) 42 HANBMAYYMA paHee
noJly4aNnn HyCUHEPCEH, 9 13 HMX 3aTEM BEPHY/IUCH K MCMOJb30-
BaHMIO HYCMHEPCEHA MO AaHHbIM NOCNEAYIOLWEero HabnoaeHus;
3TO JOKYMEHTMPYET caM (akT 06paTHOro nepexona B peasib-
HOW NPaKTVKe, XOTs 1 6e3 AETaNbHOM OLEHKN KIMHNYECKUX UC-
xon0B [35]. OkcnepTHasa naHenb knvHuumcTos CLUA oTmevana
€[MHVYHblE BO3BPAThI K HYCMHEPCEHY Ha POHE CYOBEKTUBHOIO
YXYALUEHNS CaMOYyBCTBUS, YTOMASIEMOCTU W/UN OLLYLLLEHNS
yTpaTbl MOTOPHBIX QYHKLMIA BO BPEMS TEpPanMu pUCAMMIaMOM
[36]. B HacTosilee BpeMs NpoBOANUTCS PaHA0MU3NPOBAHHOE
knuHuyeckoe uccnegoaHne ASCEND (NCT05067790), B ko-
TOPOM M3yyaeTcs NPUMEHEHWE BbICOKMX 03 HYCMHepCeHa Y
NauyeHToB € No3aHWM Havanom CMA, paHee nony4aBLUnX pUc-
avnnam. PesdynbTaTbl MCCNefoBaHWs OOMKHbI MPOSICHUTb Kn-
HNYECKYIO Llenecoobpas3HoCTb Nof0OHOM CMeHbI Tepanuu [37].

Takum 06pa3oM, NPOBEAEHHBIN aHanM3 nuTepaTypbl No
CMeHe naToreHeTmyeckon Tepanum npyu CMA (npeumyiect-
BEHHO Mepexof C HyCMHepCeHa Ha pucauniam) CBUAETeNb-
cTBYeT 0 GnaronpusTHoM npodune 6e30NacHOCTM U NPeEnMy-
LLECTBEHHOW CTabunmnsauuy KIMHWYECKOro COCTOSIHWS; B
OTAE/bHbIX MCCNeOoBaHUAX OTMedYeH HebOosNbLION NpuMpOCT
00BEKTUBHBIX Nokasatenen knnHudeckoro adpoekra. Hambo-
nee yacTble OCHOBaHWS A4S CMeHbl Tepanuu — cybonTumarb-
HbI/yTPAYEHHbIN KNMHUYECKUIA OTBET, HA 1 TEXHMYecKkune Tpya-
HOCTW MHTpaTeKkanbHOro BBeAeHus npenapara. [pakTuyecku
BO BCeX nybnukaumsx oTMeyeHa HeobX0AMMOCTb AJINTENBHOMO
KNMHUYECKOro HabMIoAeHUS NaLMEHTOB NMOCE CMEHbBI TEpaniu.

OTmevaloTCs Takke HeMeAULMHCKUE PaKTOoPbl, KOTOPbIE
MOTYT NOBMMSTb HA PELLEHME CNeumanncTa 0 NepeBoae nauu-
€HTa Ha Apyryto Tepanuio. Takoe peLleHne, Hanpumep, MOXeT
ObITb 00YCIOBIEHO SKOHOMMYECKUMU NMPUYHAMK NGO YCTON-
YMBLIMW  MPEANOYTEHVSIMU  MaLMEHTA/POANTENS/3aKOHHOTO
NPeacTaBuTeNs, Y4TO NPV HaNMYMKM MOTEeHUMaNbHbIX PUCKOB
MOXET ObITb YPEBATO YXYALLEHNEM DYHKLIMOHANBHOMO COCTOS-
Hus naumenTa ¢ CMA. C no3uupmin aKCnepToB, NepektoyeHne
naumeHToB, ctpagatowmx CMA, ¢ ogHOro Buaa natoreHetu-
4ecKon Tepanuu Ha JPYyrom no npuyvHam HemeauuMHCKOro
XapakTtepa, T.e. Mpu OTCYTCTBMM MEOMLMHCKMX MOKa3aHWUi
(HemMeaMLMHCKOE NepekiioyeHne), — 3T0 CMeHa NnaumneHTy se-
KapCTBEHHOM Tepanuu C yCTONYMUBLIM KITMHUYECKUM 3P gek-
TOM, COOTBETCTBYIOLLEN LIeSIIM JIEYEHUS] COrNIacHO KIIMHUYe-
CKVIM pekoMeHaaumsm (B pamkax pasanyHbiX MexXayHapoaHbIX
HernaTeHTOBaHHbIX Ha3BaHWM J1IeKapCTBEHHbIX CPeACTB), Ha
APYryto 1eKapCTBEHHYIO TEParuio rno npu4uHaMm, He CBS3aH-
HbIM C BOBHUKHOBEHNEM KITMHNYECKOM HE3(OEKTUBHOCTY, HE-
BO3MOXHOCTbIO W/ TPYAHOCTSIMY BBEAEHUS npenapara /imbo
passutnem HSl, KoTopbie MOryT npuBecTy K OTMEHe wiau 3a-
MmeHe npenapara. C 1opuanyecKoli TOUKM 3PEHNS BaXHO, YTOObI
nepeBof, naumeHTa ¢ OAHON Tepanum Ha APYryo MO NpUYHam
HEMeOMLMHCKOro Xxapaktepa COOTBETCTBOBAS HOPMATUBHbLIM
akTaMm, Takum kak @enepanbHblii 3akoH ot 12 anpens 2010 1.
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N2 61-P3 “06 obpalLeHnm nekapcTBeHHbIX cpeacTs” n dene-
panbHbIi 3akoH oT 21 Hos6ps 2011 r. N2 323-d3 “O6 ocHo-
Bax OXpaHbl 340p0BbsA rpaxaaH B Poccuitickoin Pepepaummn”.
MaupenTbl ¢ CMA gomXHbI ObITb NONHOCTBIO MHOOPMMPOBaHI
0 NMpUYMHAxX 1M NOCNEACTBUSIX NEPEBOAA Ha APYrylo Tepanuio,
METOAaX NIeYEHNs, CBA3AHHbIX PUCKaX U BO3MOXHbIX MOCNEA-
cTBUsAX. Bpaun 06s3aHbl NPefoCTaBaATh MOSHYI0 U TOYHYIO
nHdOopMaLMio, YTOObI MaLUMeHTbl MOTM NPUHUMATb MOTUBU-
POBaHHbIE PELLEHNSt O cBOeM NieveHun (PenepanbHblii 3aKoH
o1 21.11.2011 N2 323-®3, cT. 19, cT. 22). Heobxoanmo obec-
neynBaTb MNosydyeHre [0OPOBONBLHOrO MHPOPMUPOBAHHOIO
cornacus nauveHTa/poanTenein/3akoHHbIX npeacTaBuTenemn
Ha U3MEHEHVE Tepanuu.

C y4eTOM U3NOXEHHOr0, CMEHa Tepanuu y naumyeHToB C
CMA ponxHa oCyLLeCTBAATLCSA N0 MEANLIMHCKMM NOKa3aHWSM;
HEMEOMUMHCKOE “NepekntoyeHne” MeToga naToreHeTn4eckomn
Tepanuum AONyCTUMO NULb MPU HANMYUM YETKMX MPaBOBbIX
OCHOBaHW 1 MpU CTPOroM COONOAEHUM OpraHM3aLMOHHO-
aTuyeckmx Tpebosanuin [38, 39]. MaumeHtsl ¢ CMA 10MXHbI
ObITb NMONIHOCTbIO UHDOPMMPOBAHBI O NMPUYMHAX N BO3MOXHbIX
prckax CMeHbl Tepanuu, a Takke obecneyeHbl cucTemaTuye-
CKOWM NOAOEPXKON MEeOMLMHCKMX CNEeLNanMCcToB Ha BCEX 3Ta-
nax ee npoeefeHnsi. Takov Noaxon, N0 MHEHMIO SKCMEPTOB,
Cnoco6CTBYET MUHMMMU3ALMU puUcka HEGNaronpusTHbIX Mo-
CNeAcTBUA Ans 300P0Bbs NauneHToB ¢ CMA 1 NoBbILLEHWIO Ka-
4yecTBa OKasblBaEMON MeOULMHCKON nomMoLum. [MpoBeLeHHbI
00630p nTEpaTypbl U 3aKOHOAATESbHbLIX aKTOB B OTHOLLUEHWUM
noaxoJa K 0Ka3aHuio MeaVLUMHCKON MOMOLLM NMO3BONSET 3KC-
neptam copMynmMpoBaThb PS4 NPESJSIOKEHNI N0 BONPOCY CMe-
Hbl Tepanuu naupeHtam ¢ CMA.

MpeanoxeHns akcnepTos

1. CMmeHa 60ne3Hb-MoaMbULMPYIOLLE Tepanumn y naumeH-
ToB ¢ CMA pomxHa NpoBOAMTLCS MPU HAIMYMK MEOMLINHCKINX
nokasaHuii, Ha OCHOBE OLEHKM COOTHOLLUEHUS OXMOAeMOMN
NoAb3bl U prUcka ANs NauMeHTa u Npu cobnofeHn NeACTBYIO-
LLMX NMPABOBbLIX HOPM. OTO CHIKAET PUCK ATPOrEHHOr 0 yxyaLle-
HWSi, COOTBETCTBYET NPUHLMNAM A0KA3aTeNbHOM MEANLMHDBI 1
NPaBOBOro PerynMpoBaHns MeaMLMHCKOV MOMOLLM.

2. O6ocHOBaHME CMeHbI Tepanuu HeoOXO0AMMO MOJSIHO 1
Npo3payHo OTpaxaTb B MEAULMHCKON OOKYMeHTaumn (noka-
3aHKs, Lenv, paccMaTpuBaBLUMECS anbTEPHATMBbI, OLEHKA
COOTHOLUEHWSI PUCK—NO0b3a, NNaH KIMHNYECKOr0 MOHUTOPUH-
ra). Takoin nogxon o6ecrneymBaeT NPoCIexXmBaeMoCTb KIMHM-
YECKMX peLLeHuit, NPeeMCTBEHHOCTbL BeeHWs nauneHTa, Bo3-
MOXHOCTb MPOBEAEHNS ayamnTa 1 MPaBOBYIO 3aLLMTY naumeHTa
1 MELULIMHCKOV OpraHm3aLmu.

3. HemeomupHckasi cMeHa Tepanuu He PEeKOMEHAYeTCs;
€CnM OHa MHWLMMPYETCS MO OpPraHn3aLMOHHbIM/3KOHOMMYE-
CKUM MPUYMHAM, PELLEHVEe O0MNYCKAeTCs NMlb NpU HanMuum
YEeTKMX MPaBOBbLIX OCHOBAHWI, NPU 3TOM HEAOMNYCTUMO YXYA-
LUEHMe KayecTBa U AOCTYMHOCTU MEAULIMHCKON nomMowy. [Mo-
[OOHbBI NOAX0L NPenoTBpaLlaeT HE0OOCHOBaHHYIO CMEHY -
DEKTUBHOIO NIEYEHNS U CBA3AHHBIE C STUM KIIMHUYECKUE PUCKM,
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COOTBETCTBYET CTaHAAPTaM NePCOHANM3NPOBAHHOM TEpPann 1
STUYECKUM MPUHLMNAM 0Ka3aHWs MEANLIMHCKON MOMOLLN.

4. TaumeHT/poanTeni/3akoHHbIe NPeacTaBUTeNy AONMXKHbI
ObITb Hagnexawym o6pa3oM MHGOPMUPOBAHbLI O MPUYMHAX
CMEHbl Tepanuu, anbTEPHATUBHLIX BapuaHTax, OXUAAEMON
9P®dEKTVBHOCTU K puckax; Tpebyetcs nonydeHue pobpo-
BOJIbHOrO MHPOPMMPOBAHHOI 0O cornacus n obecneyeHne cuc-
TEMATUYECKOWA MYNbTUANCUMMAVHAPHON NOOAEPXKM Ha BCEX
aTanax. 310 peanu3yeT NPVHLMMN aBTOHOMMMN NaLMEHTA, NMOBbI-
LUIAET NPUBEPXEHHOCTb Tepanuun n ee 6€30MacHOCTb.

5. lNpu cmeHe Tepanuu crnegyeTt yunTbiBaTb GapmMakokm-
HeTuyeckme nepuoabl “oTMbIBKM” 1 n3beratb He6e3onacHoro
nepekpbITUS AENCTBUS MPenapatoB AJi NaToreHeTU4YecKomn
Tepanum CMA. Heobxoaumo 3apaHee onpenensTs niaH nado-
PaTOPHOro M KIMHNYECKOrO MOHUTOPUHIA HA NEPEXOAHBIV ne-
pvof, YTO MUHUMU3MPYET PUCKM BO3MOXKHbIX 1EKAPCTBEHHBIX
B3aVMMOOENCTBUI U ANArHOCTMYECKYIO “UHTEPPEPEHLMIO” NPK
oueHke apdeKTUBHOCTU 1 6830MacCHOCTN HOBOV Tepanmu.
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Challenges of Switching Therapy in Patients with 5q-associated
Spinal Muscular Atrophy: Literature Review and Expert Recommendations

S.N. Hllarioshkin, S.A. Klyushnikov, Yu.A. Shpilyukova, D.V. Vlodavets, S.B. Artemyeva, O.A. Rybakova,
L.M. Kuzenkova, S.V. Mikhailova, I.B. Sosnina, D.I. Gukosyan, E.S. Novikova, A.A. Smirnova,
K.S. Nevmerzhitskaya, 1.S. Kleimenova, O.Yu. Germanenko, and N.S. Smirnova
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The emergence of effective disease-modifying (pathogenetic) therapies have substantially changed the prognosis for patients with spinal mus-

cular atrophy. In this regard, the problems of switching therapy (admissibility, justification, etc.) become important given the limited available data
on its safety, efficacy and long-term outcomes. The present review aimed to analyze current publications and real-world clinical data concerning
the switching of disease-modifying therapies in spinal muscular atrophy, with the formulation of expert recommendations to optimize clinical de-
cision-making. A comprehensive review of available scientific sources was conducted, including studies describing transitions from nusinersen
to risdiplam, from risdiplam to nusinersen, and from either nusinersen or risdiplam to onasemnogene abeparvovec. Results from clinical trials
and real-world observations were summarized to assess treatment efficacy and safety following therapy switch. Overall, changing therapy did
not result in worsening of the safety profile and was generally associated with stabilization or moderate improvement of motor function. The most
commonly reported switch was from nusinersen to risdiplam, whereas data on transitions from risdiplam or nusinersen to onasemnogene abe-
parvovec, as well as from risdiplam to nusinersen, remain limited. Typical reasons for switching included technical difficulties with intrathecal ad-
ministration of nusinersen, suboptimal clinical response, adverse events, and the preferences of patients or their legal representatives. In several
reports, the transition to risdiplam was well tolerated and occasionally accompanied by improvement in bulbar and respiratory function; however,
the long-term outcomes remain insufficiently studied and require further observation. Experts emphasize the need for a clear medical rationale
for any therapy switch, the unacceptability of non-medical switching, and the obligation to ensure that patients, their parents, or egally authorized
representatives are fully informed. Decisions regarding therapy change should consider the risk—-benefit balance and comply with relevant legal
and ethical standards. Further research is required to clarify the long-term efficacy and safety of such therapeutic strategies.

Key words: spinal muscular atrophy, therapy switch, nusinersen, risdiplam, onasemnogene abeparvovec, safety, effectiveness, expert recom-
mendations.
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