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KoHceHCyc B OTHOLWEHU reHO3aMeCTUTeIbHON Tepanum
ANA NeYyeHNA CNUHaNbHON MbilieyHou atpodum (Bepcusa N2 3)

PE3IOME

CraTbA NpeAcTaBnAeT co60i 0OHOBNEHHDIN KOHCEHCYC POCCUINCKMX SKCMEPTOB MO NMPUMEHEHWIO FeHO3aMeCTUTENIbHON Tepanum NpenapaTom
OHacemHoreH abenapBoBek (3o5reHcMa®) y NaLyeHTOB CO CNMHabHONM MbllleyHon aTpodueit 5q. bnaropapa BHeApeHIo pacluMpeHHOro Heo-
HaTaslbHOrO CKPMHUHIa Ha CMUHAMbHYIO MblleyHyto atpoduto B Poccum ¢ 2023 roga U HaKOMIEHUIO KIVHUYECKOTrO OMbiTa NPYMeHeHUA re-
HO3aMeCTUTENbHON Tepanuu Gbinv NePECMOTPEHbI KpUTEPKN OTOOPa NaLMEHTOB 1 anropuTMbl BeAeHNA. OCHOBHbIE MONOXEHUA KOHCEHCYCa
BK/IOYAIOT paclUMpeHre NoKasaHni K HasHayeHno npenapara He3aBMCUMMO OT KonnyecTBa Konui reHa SMN2, anroputMmbl BeleHVA NaLuneHToB
C NOBbILWEHHbIM TUTPOM aHTUTen K AAV9 ¢ ncnonb3oBaHMeM MOCT-Tepanunu, AeTanbHble peKoMeHAALNUM N0 MOHUTOPUHTY 1 KOPPEKLN Hexe-
naTenbHbIX ABNEHNI B NOCTUHPY3MOHHOM nepuoge. Ocoboe BHUMaHME yAeneHo TaKTUKe BeAeHUA NaLMeHToB C runepbunmpybnHemmen n uu-
TOMeranoBMpyCcHON HPEeKLMEeN, KPUTEPUAM NepeKIIoYeHNA Ha reHO3aMeCTUTESbHYI0 Tepanuio C APYrix BUAOB NaToreHeTUYeCcKon Tepanuu,
a TaKk»Ke BO3MOXXHOCTAM NPUMEHEHNA UHTPaTeKanbHON GpopMbl reHO3aMeCTUTeNbHON Tepanuun y AeTel cTaplue 6 MecALeB XU3HW U B3POCTbIX
nauneHToB. KOHCeHCYC NpeAoCcTaBNAeT NpakTuyeckne pekoMeHgaumnm ana KNMHULMCTOB NO ONTUMU3aLMKN Tepanuy CNHaNbHON MbllleYHOWN
aTpodun B COBPEMEHHbBIX YCIOBUAX.

KnioueBble cnoBa: CriviHanbHaA MblleyHasn anOC])I/IH,' reHo3amecTunTesibHaA TepannaA; OHaceMHOreH a6enapBOBeK; MOCT-Tepanus; FI/II'Iep6I/IﬂI/I-
py6I/IHeMI/IH; LMTOMEeranoBnpycHas I/IHd)eKLlI/Iﬂ.
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BBepeHue

B nuarHocTMKe WM JIYEHMU TTAllMEHTOB CO CITMHAb-
HO# MbIlieyHoi atpodueii (CMA) B TeueHUE TTOCIEIHE -
T0 BPEMEHM ITPOM30IILIO MHOTO TTO3UTUBHBIX NU3MEHEHMI.
Hauwunag ¢ suBaps 2023 rona B Hallel cTpaHe MPOBOANUT-
Csl pacIIMpPEeHHbBI HeOHATAIbHBII CKPUHUHT Ha 36 3a60-
JneBaHuii, Bkioyass CMA [1], 4To MO3BOJUIO MOJYYUTh
BaXKHYI0 MHMOpMAIMIO 0 YacToTe 3abojieBaeMOoCTH. Tak,
COTJIaCHO HenaBHel nyOaukaiuu, o0oOLIarolei naH-
Hble 3a 2023 u 2024 roawi, pacnpoctpaHéHHOCTL CMA
B paMKaX CKpMHUHTa cocTapiseT 1 ciaydait Ha 8439 HoBo-
POXIEHHBIX, UTO CYIIECTBEHHO HE OTJIMYAETCS OT paHee
MMOJTYYCHHBIX JAHHBIX B MIUIOTHBIX ITPOEKTaX CKPMHUHTA
(1 cyyait Ha 7953 HOBOpOXIEHHBIX; p >0,05) [2].

JlocTynmHOCTh pa3IMYHbIX BapMaHTOB MaTOTEHETUYe-
CKOM Tepanuy 3HAaYMMO HM3MEHMJIa TPACKTOPUIO €CTEeCT-
BeHHOro TeueHNss CMA u mipuBelia K YBeTMUCHUIO BIKH -
BaeMOCTH, TTPUOOPETEHUIO HOBBIX UJIM BOCCTAHOBJIEHUIO
paHee yTpauyeHHbIX MOTOPHBIX HaBbIKOB [3—5]. Cienyet
OTMETHUTD, UTO CYILIECTBYIOIIAs KIMHUYECKasl Kiaaccubu-
kaunss CMA 5q, BKIIoyammiass 5 TUIIOB M OCHOBaHHAas
Ha BO3pacTe OeOioTa MepBhIX CUMIITOMOB 3a00JICBaHUS,
JIOCTOBEPHO HE OTpakaeT (YHKIMOHAJIBLHOTO COCTOSIHUSI
pebéHKa B IMHAMUKE, UTO OCOOEHHO BaXKHO B YCJIOBUSIX
HEOHATaJIbHOTO CKPMHMHTA U Ha3HAYCHUS TTaTOTeHETUYC-
CKOU Tepanmy Ha JOKIMHWYCCKON CTaguy 3a00JIeBaHMSI.
B cBsI3M ¢ 3TUM POCCUMNCKUMM M MEXIYHAPOTHBIMH DKC-
nepTaMu TipeasioxeHa HoBasl Kjaccugukauus CMA, co-
IJIACHO KOTOPOI BBIACIISIIOT TPU (DYHKIIMOHAIBHBIX KJlacca

6

CMA: non-sitters (Hecuasiume, B pycCCKOM BapuaHTe —
nexauue), sitters (cunsuue) u walkers (xomstame) [3—5].

Hauunast ¢ MomenTa peructpauuu B 2021 rogy B Poc-
cuiickoit Penepaliii OTHOKPATHOM IeHO3aMeCTUTETbHOMR
Teparnuu — IpernapaTa oHaceMHoreH adbenapBoBek (OA) —
HaKOTUIEHO OO0JbIIIOE KOJIMYECTBO KIMHUYECKUX JAHHBIX
00 ombITe ero MpuMeHeHus. Benymumu skcrnepramu B 00-
Jnactu CMA mpUHSTO pelieHue 0 HEOOXOAUMOCTU CUCTE-
MaTU3UpOBaTh U OOHOBUTH MOJOXEHUSI KOHCEHCYCa B OT-
HOIIIEHUU aJITOPUTMOB Ha3HAYEHUST U BeICHUS TIAIlMEHTOB
JI0 ¥ TIOCJIe MPUMEHEHUSI TeHO3aMECTUTEIbHON Teparnuu,
YTO SIBJISIETCS] 3HAYMMBIM C TTPAKTUIECKOM TOUKYU 3PEHUSI.

Ha ceropnsinuit nens npenapat OA Bxonurt B [lepe-
yeHb 1151 3aKynok Monna «Kpyr 1o6pa» ¢ 1ebio JIeyeHust
narmeHToB co CMA. B 2025 rozay B CBSI3U € pacliipeHNEM
3aperucTpupoBaHHbIXx MuH3IpaBoM Poccuu mokazaHuii
K nipuMeHeHMto nperapata OA ®ongom «Kpyr Jobpa»
ObLTA COOTBETCTBEHHO MEPECMOTPEHbBI U KATETOPUU JETEH,
KOTOpPBIM TTOKa3aHo HaszHaueHue OA [6, 7].

1. Kateropun gerteil, KOTOpbIM MOKa3aHO Ha3Ha-
YyeHue fieKapCcTBEHHOro npenapara oOHacemMHo-
reH abenapBoBeK (TOproBoe HanMeHOBaHue
3onreHcma®) B nekapcTtBeHHol popme pacTBo-
pa ana nidysnn.

1. PeGE€HOK ¢ HanmuuMeM OUaJIeIbHBIX MYTallMili B TeHe
SMNI1.

2. PebGEHOK, OTHOCSIIMIICA K OAHONW M3 CJEAYIOLINX
KaTeTropuii:
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Consensus on gene replacement therapy for the treatment for spinal
muscular atrophy (version N2 3)

ABSTRACT

The article represents an updated consensus of russian experts on the use of onasemnogene abeparvovec (Zolgensma®) gene replacement therapy
in patients with spinal muscular atrophy 5. Due to the introduction of expanded neonatal screening for sma in Russia starting in 2023 and the
accumulation of clinical experience in the use of gene replacement therapy, patient selection criteria and management algorithms have been
revised. The main provisions of the consensus include the expansion of indications for prescribing the drug regardless of the number of copies of
the SMN2 gene, algorithms for managing patients with an increased titer of antibodies to AAV9 using bridge therapy, detailed recommendations for
monitoring and correcting adverse eventsin the postinfusion period. Special attention is paid to the management of patients with hyperbilirubinemia
and cytomegalovirus infection, the criteria for switching to gene replacement therapy from other types of pathogenetic therapy, as well as the
possibilities of using an intrathecal form of gene replacement therapy in children over 6 months of age and adult patients. The consensus provides
practical recommendations for clinicians to optimize spinal muscular atrophy therapy in the context of modern treatment options.

Keywords: spinal muscular atrophy; gene replacement therapy; onasemnogene abeparvovec; bridge therapy; hyperbilirubinemia;
cytomegalovirus infection.
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2.1. Peb6€HOK, MONYyYMUBIIUN pellleHUE KOHCUIMyMa
Bpauell ¢ yyacTheM He MeHee TPEX denepaibHbIX
LICHTPOB (IJIs1 IeTeil, paHee IOJy4YaBIIMX WHbBIC
BHUIBI MATOTEHETUYECKOTO JICUCHMST), MU

2.2. Pe6EHOK, MOJYYUBIIWIA 3aKII0YEHUE OJHOTO U3 Ye-
TBIPEX (penepaIbHbIX IEHTPOB, UMEIOLIMX OIIBIT Te-
Ho3amectuteabHON Tepanuu (DPIAY «HMUILL
300poBbs Aereit» MunsapaBa Poccuu; HayunHo-
MCCJIETOBATEIbCKUN KIMHUYECKUI WHCTUTYT Te-
IVaTpUX U NETCKOW XWPYPTUM MMEHM aKaaeMHuKa
I0.E. Bensrumea @PTAOY BO «Poccuiickuit Ha-
LIMOHAJIbHBIMA MCCJIEeN0BAaTEIbCKUI MEIULIMHCKUN
yHuBepcuteT umenu H.U. TTuporosa» MunHzapasa
Poccuu; Poccuiickas nerckas KiMHU4YecKas 00Jb-
Huna PIrAOY BO «Poccuiicknii HallMoOHaIbHBINA
WUCCJIEA0BATENbCKUIA MEIULUUHCKUIA YHUBEPCUTET
umenn H.U. IluporoBa» Mun3znpaBa Poccuu;
DI'BY «HaumoHabHBIIA MEAUIIMHCKUIA UCCIENO0-
BaTeJIbCKUI LeHTp uMeHu B.A. AnmaszoBa» MuH-
3npaBa Poccun): njis neteit, paHee He TOTyYaBIINX
MHBIE BUIBI TATOT€HETUYECKOTO JICUCHUSI.

3. ¥V pe6€HKa oTpuLIATENIBHBIN pe3yabTaT aHaaM3a Ha Ha-
Juuue aHTuTen K AAV9.

4. Hanuuyue MUCbMEHHOTO OTKa3a 3aKOHHBIX TpeacTa-
BUTEJIEN OT APYroro BUAA MaTOreHETUYECKOU Teparnu
Tocjie TPUMEHEHMSI TeHO3aMECTUTEIbHOM Teparmuu
3a cueT cpencts DoHma.

5. PebGéHok ¢ maccoit Tena He 6osee 21 Kr.

Takum oOpa3zoM, paHee MPUHSITbIE KPUTEPUU, Orpa-
HUYMBAMOIIe TTpuMeHeHre mpenapata OA y manneHToB
Oosiee yeM ¢ Tpemsl KonusaMu reHa SMN2, He sBAsIOTCS
OoJiee aKTyaJlbHBIMU.

KoHceHcycHoe MmHeHUe
B cBs131 ¢ BHECEHHBIMU B 001YI0 XapakTepucTuky OA
U3MEHEHUSIMU TAHHBIN JIEKAPCTBEHHBIN MpernapaT MOXET

Informational materials

OBITh PEKOMEHIOBAH ITMPOKOMY KPYTY MalMEHTOB C IO/~
TBepXAEHHBIM nuarHozoM CMA, BecoM 10 21 Kr, BHE 3a-
BUCUMOCTH OT yucia Konuii reHa SMN2 [7].

Ob6ocHosaHue

I[TpuMeHeHue BHYTpUBEHHOU (OPMBI reHO3aMeCTH-
TEJbHOI Tepamuu OBbLIO M3YUYEHO y TAIlMEHTOB C CHUM-
nroMmam CMA ¥ TTallMEHTOB ¢ TOKJIMHWYECKON CTamameit
3a00yieBaHUs B 6 KIMHUYECKHUX MCCIEIOBAHUSIX: MC-
cnenpoBanuu 1 ¢asel (START) [8], Tpé€x mccnemoBaHUsIX
III ¢aszer STRIVE (STRIVE-US [9], STRIVE-EU [10]
u STRIVE-AP [11, 12]), uccnemoBanusix SPRINT
u SMART [13—15]. [TomumMo 3TOrO, MpoaoKaeTcs A0-
rocpouyHoe 15-jeTHee HaOJMIOmeHME 3a TalMeHTAMU, 3a-
BEPIIMBINUMHU yYaCTHE B KIMHUYCCKUX MCCICIOBAHUSX,
a TakKe 3aMylleH PeTUCTP MO M3YYCHUIO MAllMeHTOB, I0-
JIYUMBIIUX T€HO3aMECTUTEJbHYIO Tepamnuio B peaabHOM
kauHudeckoit npaktuke (RESTORE) [16—18]. B omim-
YHe OT €CTeCTBEHHOIO TEUCHMS 3a00JIeBaHUSI, TIOCIIE Of-
HoKpaTHOI MHPY3uu OA oTMeuaeTcsl ObICTpOE pa3BUTHUE
TeparneBTUYeCcKOoro 3¢ ¢eKTa, HapacTalollero B {MHAMUKE;
OTMeYaeTCs YIy4YIIeHUE TBUTATSIbHON (DYHKIIUM W YBEIIH -
YMBaeTCd BbDKMBaeMOCTh IanmeHToB co CMA. Ha ceron-
HSITHWI IeHb UMEIOTCSI TaHHBIE O COXpaHeHNU 3G (MEKTUB-
HOCTU OIHOKPAaTHO IPUMEHSIEMON T€HO3aMECTUTEIbHOU
Tepanuy Ha npotskeHuun ~10 jet [19]. [TomMmuMo JaHHBIX
KIMHUYIECKUX MCCICIOBaHUM, HAKOIIJICH OOJBIION OITBHIT
NPUMEHEHUS T€HO3aMECTUTEIbHOM Tepalvy B peaibHOMU
KJIMHUYECKON MPaKTHKe KaK y MallMeHTOB 0e3 MpeIIiecT-
BYIOIIICH TTATOTeHETMUECKOM Teparu, TaK U y paHee Jieue-
HBIX, B TOM YHCJIe B POCCUMCKON TOMYISLINHI TTallMEHTOB
co CMA [20—26]. TTonyyeHHBIE pe3yabTaThl CBUICTETb-
CTBYIOT, UTO ITOCJIE TIPOBEACHHONW MH(GY3UU Y TTAIIICHTOB
VIYYIIAI0TCS/CTa0MIN3UPYIOTCS MOTOPHBIC HABBIKH, OTME-
YyaeTcsl Xopolllasi MepeHOCUMOCTb Tepanuu, a BOZHUKIINE
HeXXeJIaTeJIbHBIC SIBJICHUS SIBISIOTCS TIPEXOISIIITUMU.
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2. TeHO3amecTuTeNbHaA Tepanus MOXeT ObITb
Ha3HauyeHa nayMeHTam ¢ 6uannenbHbIMN MyTa-
unAMmn B reHe SMNT 6e3 KNMHNYECKNX NPOAB-
JIeHWIA, B TOM Yucie BbiSIBIEHHbIX B X0 e Heo-
HaTaJIbHOrO CKPUHWHra, BHE 3aBUCMMOCTU OT
KonmuyecTtBa Konum reHa SMN2, Bknoyasa nauu-
eHTOB ¢ 1 n 5 Konuamn reHa SMN2.

O6ocHosaHue

HeonaranbHbiit ckpyHUHT CMA T0O3BOJISIET BBISIBUTD
3a00JIeBaHUE 10 Pa3BUTHUSI CUMIITOMOB, B TEYCHUE MEPBOI
HEJIeJIM TI0CjIe pOKIeH s, B 3ToM citydae matoreHeTuuecKast
Teparusi, B TOM YMCJIe TeHO3aMEeCTUTEIbHAsI, MOXET ObITh
Ha3HauyeHa JI0 MOSIBJICHMsI TIEPBBIX CUMIITOMOB 3a00JIeBaHUs
Y TIPUHECTU HAauOOMbIIMI MPOTEKTUBHBIN 3(pdexT [27].

B uccnepoanuu SPRINT noarsepauau OaaronpusT-
HbII TIPOUIL OE30MaCHOCTH M XOPOIIIYI0 IMEPEHOCUMOCTh
reHO3aMeCTUTEIbHOM Tepanuy y MauueHTOB ¢ 2 U 3 KOMusI-
mu reHa SMN2[13, 14]. OnucaHbl TakKe cyyau MalMeHTOB
¢ 1 xonueii reHa SMN2, KoTopble ObLIU BBISIBIEHBI B PE3YJIb-
TaTe HEOHATAJIbHOTO CKPMHWHIA U MOJIYYMIN TeHO3aMEeCTH-
TEJIbHYIO TePaInio Ha JOCMMIITOMHOM 3Tarle, YTO TI03BOJIIIO
uM K 30 MecsiliaM pa3BMBAaThCsI B COOTBETCTBUU C BO3PACTHbI-
MM HopMamu [28]. BmecTte ¢ TeM nmauueHTsl ¢ 1 Konuei reHa
SMN2umerot HarboJiee TSoKENoe TeueHue 3aboeBaHus [29],
B CBSI3U C YeM Teparusl JoJKHA ObITh Ha3HaueHa HACTOJIBKO
OBICTPO, HACKOJIBKO 3TO BO3MOXKHO. [IpeamodrutebHbIM
y TaKUX MalueHToB saBiseTcs HazHayeHue OA [30]; mpu He-
BO3MOKHOCTH €r0 HEMEUIEHHOTO IIPUMEHEHMSI CIISYeT pac-
CMOTpPETh Ha3HaYeHME KPAaTKOCPOUHON MOCT-TepaIuu Ipy-
MMM TIATOTeHETUYECKUMU IIpernapaTaMu ¢ ITOCISIYIOIIMM
IEPEX0J0M Ha TeHO3aMECTUTEIbHYIO TePaIIUIo.

[lo maHHBIM MWJIOTHBIX IMPOEKTOB HEOHATAJIbHOIO
CKPMHUHIA B pa3HbIX cTpaHax, 6—38% narmenToB co CMA
umeroT >4 xomnuit reHa SMNZ2 [31]. B onybiaukoBaHHOI
padote E.F. Tizzano u coaBT. npuMeHeHue mpenapara OA
MU3yJYaJIoCh Y MAallMEHTOB ¢ 5 KomusiMu reHa SMNZ2, BbIsB-
JICHHBIMM Ha JOCHMIITOMHOM 3Talle IIpM HEOHATaJIbHOM
CKpUHUHTE [32]: mauMeHThl XOPOIIO TIePEeHECIN Teparuio
M TIOJIyYUJIM HOBbIE HABBIKM JIBUIATEJIbHON aKTUBHOCTH.
JlutepaTypHble TaHHbIE CBUIETEIBCTBYIOT TaKKe, UTO Yy T1a-
LIMEHTOB ¢ 5 konusMu reHa SMN2 ¢ BBISIBIEHHON CUMIITO-
MaTukoii yanie pa3suBaetrcds CMA 11l Tuna, HO TakKe MO-
ryT BetpeuaThes cnydyan CMA 1 u 11 tunos [29, 33]. Kpome
TOro, HeIaBHO OMYyOJIMKOBaHHOE (DapMaKOIKOHOMUYECKOE
HCCIe0OBaHNE TIPOJEMOHCTPUPOBAIO MPEUMYILECTBA J10-
cuMnToOMHOro Havana Tepanun CMA Ha mpumepe KOropThl
MaLMEHTOB, POXKIEHHBIX ¢ 4 KonusiMu reHa SMN2. ®apma-
KO3KOHOMMYECKUI 3(hPeKT ObUT ITOKa3aH B OTHOLLIEHUU BCEX
npenapartoB a1 Tepanuu CMA, onHako ipumeHeHne OA xa-
PaKTepU30BaIOCh HAMOOJIBIIMM CHIXKEHUEM 3aTpaT B CpaB-
HEHMHM C APYTMMU JeKapCTBEHHBIMU TpernapaTaMu [34].

KoHceHcycHoe mHeHue

MexaHu3M OeWCTBUS TeHO3aMECTUTEILHOM Tepanuu
OCHOBaH Ha BBeJIeHUM (DYHKIIMOHAIBHOM Koruu reHa SMN [
B TPAaHCAYILIMPOBaHHBIC KJIECTKM, B CBSI3U C YeM KOJMYECTBO

koruit TeHa SMNZ2 He SBIETCS OINpeAensdonmM (pakTo-
pom npuMmeHeHnsT OA. MexaHu3M IeHCTBUS, a TaKKe Of-
HokpaTHoe BBemeHne OA HaroT BO3MOXKHOCTH €TI0 MCITOJb-
30BaHUA Y TALMEHTOB HE3aBUCHMO OT KOJMYECTBA KO
reHa SMN2. IlauuentoB co CMA u 1 konueit rena SMN2
HEoOXOIMMO He3aMeITUTEIIEHO JICYNTh, ¥ B JAHHOM CJTyJae
MIPEIITOYTUTEIFHO Ha3HAUCHNE TeHO3aMeCTUTEIEHOM Tepa-
. MOXHO pacCMOTPETh BAPMAHT MOCT-TEPaIu ¢ HEMEI-
JIEHHBIM MPUMEHEHUEM MOIUGUKATOPOB CIUIAiCUHTA.
TaxTtuka BeneHus aeteii ¢ 5 konusmu reHa SMN2 nok-
Ha OBITh CIeAYIONLIEH: AeTeli C CHMIITOMaMU 3a00JIeBaHUS He-
00XOIMMO cpasy JICUNTh; TOCUMIITOMHBIC TTAIIMEHTHI TOJIK-
HBI TIPOXOIUTH KOMIUIEKCHOE O0CeIOBaHME C 00s3aTelb-
HBIM TIPOBEICHUEM 3JICKTPOHepoMuorpadu (aMILIATYIA
M-oTBeTa JIOKTEBOTO HEpBa) M OLEHKON MOTOPHBIX HABBI-
KOB TI0 IIKayiaM. B ciydae HEOOXOIMMOCTH CIICIyeT PEIIUTh
BOITPOC O Ha3HAYEHUU UM ITaTOT€HETUIECKOM Tepartvu.

3. Bcem naumeHTam C 3amlaHMpPOBaHHbIM BBepe-
HMem reHosamecTUTeNIbHON Tepanuu f0 eé Ha-
Yyana cnepyet NMpoBecTN onpefeneHune copaep-
XaHNA aHTUTeNn K afeHoaccounnpoBaHHOMY
BUpPYCHOMY BeKTopy cepoTuna 9 (AAV9). Y naum-
€HTOB C UCXOAHbIM TUTpOM aHTU-AAV9 aHTUTEN,
npesbiwaowmm 1:50, cneayetr nposecTtn no-
BTOpPHOE TecTMpoBaHMe Yyepes 2-4 Hepenn uin
pewmnTb BONpoc 06 aibTepHaTUBHbIX BapuaHTax
naroreHeTn4yeckoro neyenvsa. Mpun cHMKeHUn
nokasarens Hmke 1:50 MmoXeT GbITb paccmoTpe-
HO Ha3HayeHe reHo3aMeCcTUTeNIbHOW Tepanuu.

Ob6ocHosaHue

CrenmyeTr OLEHUTh conepxkaHue aHTUTe]a K AAV9 y na-
nueHToB 1o uHby3uu OA [7]. Ob6pazoBaHue aHTU-AAVI
AHTUTEJI MOXET HabJaomaThcsl Ha (DOHE eCTECTBEHHOTO
BO3IeiCTBUS BUpYyca. B psine ncciaemoBaHuii, HarpaBieH-
HBIX Ha U3YYeHHUE PACIIPOCTPaHEHHOCTU aHTUTENT K AAV9
B 00IIIeiT MOMYJISIINY, YCTaHOBJICHA HU3KAasT 9acTOTa TIpeI-
1LIECTBYIOILIETO KOHTaKTa ¢ BUpycoM AAVY B neauarpuye-
cKoil monynsiuuu [7], TeM He MeHee Y HOBOPOXIEHHBIX
B TIEPBBIA MeCSII XXMU3HU OH MOXET HocTurath 14%, dro
yale BCEro CBSI3aHO C TpaHCIUIAllEHTApHOU Mepenadeit
aHTUTe OT Matepu [35, 36]. CorimacHO JIUTEpaTypPHBIM
JNAHHBIM, TIEPUOJ TOJYBbIBEACHUS aHTUTEJ, MepeaaBaec-
MBIX TPaHCIIALEHTapHO, COCTaBlseT ~6 Henenb [37].

[Ipu mpoBeneHMN HEOHATAJIBHOTO CKPUHUHTA TallM-
€HTaM C 3aIUIaHMPOBAHHOI T€HO3aMECTUTEJILHON Tepa-
el TeCTUPOBaHNE Ha HaTu4Ire aHTH-AAV9 aHTUTEI MO-
JKeT OBITh IIPOBEICHO OMHOBPEMEHHO C TTOATBEPKAAIOIICH
IHarHOCTUKOU. [ToBTOpHOE TeCTUpOBaHWE MOXKET OBITh
BBIMIOJIHEHO, €CJIM TUTP aHTUuTea K AAV9 npesbiiaet 1:50.
CpoKu TTOBTOPHOTO TECTUPOBAHUSI 3aBUCST OT TMOKa3aTe-
Jier TuTpa aHTU-AAVY aHTUTEN U ONPEACIISIIOTCS JIeUalluM
BpayoM. PekoMeHyeTcst MpOBOAUTD ONpeaeIeHe YPOBHS
aHTUTEJ ¢ YacToToil 1 pa3 B 2—4 Heneslu B 3aBUCUMOCTU
OT MX MCXOIHOTO Ioka3sateis [36, 37]. DdpdeKTUuBHOCTD
1 6e301acHOCTh MpuMeHeHUsT OA y MallMeHTOB C YPOBHEM
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aHTU-AAV9 antuten Boimre 1:50 HewsBecTHa [7]. Y maum-
€HTOB C UCXOIHBIM TUTPOM aHTU-AAVY aHTUTEN, IPEBBI-
mrarommM 1:50, koppekimu 1036l He TpedyeTcs [7]. OngHuMm
13 ITOIXOIOB, KOTOPHIN MOXET IPUMEHSIThCS B PYTMHHOM
KIIMHWYICCKON MPAaKTUKE MPU TTOBBIIICHHBIX TUTPAX aHTH -
AAV9 aHTUTEN, SIBJISIETCS MOCT-TEparnusl.

4. Moct-Tepanus (ot aHrn. bridge-tepanus).

B cityyae BBISIBJIEHUS Y TIAIMEHTOB C 3aIJIAHUPOBAHHBIM
MPOBEACHNEM I€HO3aMECTUTE/ILHOM Teparyy MOBBIIIEHHO-
ro Tutpa aHturea K AAVY9 (6onee 1:50) pekoMeHIOBaHO
KpaTKOBpeMeHHOe Ha3HayeHue (10 4 MecsleB) APYyroii ma-
TOTeHETUYECKOM TepaIliu C 1IeJIbI0 KOHTPOJISI 3a00JIeBaHMUsI
JI0 MOMEHTa Hayajia FeHO3aMEeCTUTEIbHOM TepaIni.

O6ocHogaHue

ITpoBeneHue MocT-Tepanuu (KpaTKOBpeMEeHHOI Tepa-
MU IPYTUMU TTATOTeHETUIECKMMH TIperrapaTaMi CpOKOM
0 4 MecslieB BKIIOUMTENbHO) 10 MPOBEAEHUS FeHO3aMe-
CTUTEJIbHOI Tepanuy MOXET ObITb aKTyaJbHbIM MJIs Ia-
ueHToB co CMA U TpaH3UTOPHBIM TTOBBIIIIEHUEM TUTpa
AHTUTEJI K alcHOACCOLIMMPOBAHHOMY BUPYCY 9-TO CEpOTU-
na (AAV9), Tak Kak MCCJIeIOBaHUS MOITBEPKIAIOT KpaT-
KOCPOYHBII XapaKTep MOBBIIICHUS TUTPa aHTUTET K AAV9
[36—38]. V mamuenToB co CMA, BBISIBJIEHHBIX B paMKax
HEOHATaJIbHOTO CKPMHWHTA, TIOBBIIICHUE TUTPA aHTUTEI
K AAV9 00ycioBieHO TpaHCIUIALIEHTapHOU mepenadyeit
anTtuten kinacca IgG, B cpenHeM TUTp aHTUTEN K AAV9
HOpMau3yeTcs: 10 ypoBHs <1:50 B TeueHue 6 Hemesb
M 3aBUCUT OT CTENEHM MCXOIHOro mosbimeHus [36, 37].
PexomeHayeTcst TpOBOAUTH ONIPEIe/IEHUE YPOBHST aHTUTE
¢ yactotoii 1 pa3 B 2—4 Heneau B 3aBUCUMOCTHU OT UCXOJI-
Horo ypoBHs aHTtuten [36, 37, 39]. [Ipu HOpMalIu3aLUKn
ypoBHS aHTUTET K AAVY (He 6osee 1:50) peKoOMeHI0BaHO
MIPOBEJICHNE TeHO3aMECTUTEILHOM TepaITiu.

5. Mepep Ha3HayeHMem reHo3amecTUTENbHON Te-
panumn y nauuentoB co CMA, nomumo onpepe-
NleHNA ypoBHA aHTMTen K AAV9, Heobxopumo
BbIMONHUTD GUOXMMUNYECKNiAi (nabopaTtopHoe
nccnepoBaHne GYHKUMN NMevyeHn, NoYeK) N Knu-
HUYeCKN aHanus Kpoeu. Mnep6unupyonHemus
He ABNAeTCcA abCcoNOTHbIM NPOTNBONOKa3aHeM
K HasHayeHuio reHo3amMecTUTENIbHOW Tepanuu.
B cnyuyae BbiABNeHMA runep6unnpy6uHemnn
npeAnouYTUTENbHO CHU3UTb YpPOBeHb ob6Liero
6unupy6muHa g0 ABYX BepXHUX FpaHuL HOPMbI.
B cnyuae ocTpbIX AN XpOHNUYECKNX HEKOHTPONU-
pyemMbIX akTUBHbIX NH$eKLuiA, B TOM Yncie uu-
TomeranoBupycHon (LMB), neueHme cnepgyer
OT/IOKUTb A0 TeX NOpP, MOKa He HaCTYNUT KNVHU-
KO-nabopaTopHOro BbI3f0pPOBAEHUA/pemMnccumn.
Mpu Taxénbix BapnaHtax CMA, Tpebyowux He-
MeZIeHHO NaToreHeTnYecKon Tepanum, Bonpoc
0 TaKTVKe BefleHUA nauueHTa JO/KeH paccmar-
puBaTbCA B MHAUBUAYaNbHOM NopAAKe Ha KOH-
cnanyme cnewmnanncToB pasHoro npoduns.

Informational materials
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Ob6ocHosaHue

B cBs131 ¢ TTOBBIIEHHBIM PUCKOM Pa3BUTHST CEPhE3HOTO
CHCTEMHOTIO UMMYHHOTO OTBeTa Mnepea MHby3uei npernapa-
Ta OA peKOMeHIyeTcsl, YTOObI O0IIIee COCTOSTHUE 3M0POBBSI
MalMEHTOB ObLIO KIMHUYECKU U JIaDOPAaTOPHO CTAOWJIb-
HBIM, OTCYTCTBOBAJIM MH(MEKIIMOHHBIE 3200J1eBaHNS.

[lepen mpuMeHeHHEM T€HO3aMECTUTEIbHON Teparuu
HEO0OXOIMMO TPOBECTU CICAYIOIINE Ja00OpaTOPHBIC HC-
cienoBaHus [7]:

s ompenereHue TUTPA aHTUTEN K AAVY;

* oleHKa (YHKINHU MeYCHU: OIpeneieHne aKTUBHOCTH
anaHmHaMuHOTpaHchepasbl (AJIT), acmaprTaTaMuHO-
tpaHcdepassl (ACT), KOHUEHTpaluu OOIEeTo OUIupy-
OuHa, aTbOyMUHA, MPOTPOMOMHOBOTO BPEMEHU, aKTHU-
BUPOBAHHOTO YACTUYHOTO TPOMOOTLTACTUHOBOIO BpeMe-
HM ¥ MEXKIYHAPOIHOTO HOPMAaJTM30BAaHHOTO OTHOIIICHNS,

*  KJIMHWYECKUI aHaJ3 KPOBH (BKITIOUYAsT KOHIIEHTPALIMIO
TreMOTJI00MHA 1 KOJIMYECTBO TPOMOOIIUTOB);

*  OLIEHKa KOHLEHTpalMK KpeaTUHIHA.

B ciyyae ocTphIX WM XpOHUYECKUX HEKOHTPOJIUPY-
€MbIX aKTMBHBIX MHMEKIIMIA JeyeHrue ciaenyeT OTJOXUTh
0 TeX TOop, MoKa MHMEKIUs He pa3peliuTcsl, Uil COo-
CTOSTHUE TMallMeHTa He CTaHeT KJIMHUYECKU CTaOMIbHBIM.
B mocnenHee BpeMst y4acTUINCH CIIydau BBISIBICHUS XKel-
TYX1 HOBOPOXIEHHBIX, BPOXAEHHON UM MPUOOPETEHHOM
LIMB-undexum y maupeHToB co CMA miepen mpuMeHe-
HHEM TeHO3aMEeCTUTEIbHOM TepaIru, B CBSI3U C YeM aKTy-
aJIbHOM 3amaveii IBIsIeTCsS BIPAaOOTKA ¢IMHOTO aITOPUTMA
BeICHUS TaKUX ITalleHTOB.

CoryacHO POCCUMCKAM KIMHUYCCKNM PEKOMEHIA-
LIUSIM 110 TAKTUKE BeIEeHUS JOHOIICHHBIX W HEIOHOIICH-
HBIX HOBOPOXAEHHBIX C HEINPSIMON TUIepPOUIUPYOUHE-
mueit (2017), dpusnonornyeckast xkearyxa HOBOPOXKAEH-
HBIX peructpupyetcst y 60—80% 3M0pOBBIX TOHOIICHHBIX
HOBOPOXIEHHBIX, TMOSIBIASIETCS Mociae 24 4acoB XKM3HU
u yracaeT K 10-m cytkam [40]. B GnoxuMuyeckoM aHanuse
KPOBU MaKCUMaJibHasl KOHLIEHTpaLMs 00111er0o OMInpyou-
Ha He MpeBbIIIaeT 255 MKMOJIb/J, OTCYTCTBYIOT INpsiMasi
TUTNEePOMIUPYOMHEMMUST, aHEMUS U TTOJUIUTEMUsI. [TepBbiM
TPEBOXHBIM TPU3HAKOM SIBJISIETCS COXPAHEHME KEATYXU
6onee 10 mHell M TOBBIIIEHUE copepXKaHUs OUIMPYOMHA
KPOBH BHIIIIE 255 MKMOJIB/J1. B OONBIIMHCTBE CIy9aeB pu
MMaTOJIOTMIECKON TUTICPOMIMPYOMHEMIY, BO3HUKAIOIIEH
Ha TIepBOM Hedele XKU3HU, OTMedaeTcsl IIpeodjIagaHue
B KPOBU HemnpsiMoii dpakiuu ounupyouna [40].

Bo Bcex cirydasix maToJIOrMIecKoi sKeITyXu, TeHe3 KO-
TOpPOIl He YTOYHEH, HEOOXOIMMO ITPOBEICHUE MOITOTHM-
TeJibHOTrO obcnenoBaHus [40]:

*  cOOp JaHHBIX aHaMHe3a (HaJIu4ue YKa3aHUil Ha MaTojio-
TMUYECKYIO XKENTYXY B CeMbe U/WIK cuHApoMa Kuinoepa);

*  (bU3KUKATBHBIA OCMOTP: OLIEHKA CTEIIEHU BbhIPaXXeHHO-
CTU XKEJITYXU; UCCIeI0BaHUE Pa3MEPOB MEUYEHU U Ce-
JIe3E€HKM, 1IBETa U KPaTHOCTHU CTyJia U MOYM; YCTAaHOB-
JIEHUE BUIIa BCKapMJIMBAHMS; HAOIIOIEHUE 32 IMHAMM -
KOt Macchl Tejla; HaJIMuKMe CPbITMBAaHUI U/WUI PBOTHI;

*  (bYHKIIMOHAIBHBIC METOIBI MCCIEIOBAHUS B ClIyyae He-
00XOIMMOCTH: YIBTPa3BYKOBOE MCCICIOBAHUE TOJIOB-
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MHdopMaLmoHHble maTepurarbl

HOTO MO3Ta, OPTaHOB OPIOITHOM IOJOCTH, TIPU HaJIH-
YUM TOKAa3aHUI — MPOBeIeHNE MAaTHUTHO-PE30HAHC-
HOIT ToMorpaduu;

* MpPOBeIeHUE TOITOTHUTEIBHBIX JTa0OPATOPHBIX UCCIIe-
JIOBaHUM: KIMHUYECKUU U OMOXUMUYECKUI aHAIU3bI
KpOBHU (OLIEHKa OUIMPYOUHA U ero hpakiuii, aKTUBHO-
ctu AJIT, ACT u ramma-riyramuiaTpaHcdepasbl), aHa-
JIN3 KPOBU Ha TOPMOHBI LIMTOBUAHOM XKeJie3bl (CBOOOI -
HbI TUPOKCUH [T4] 1 TUPEOTPOMHBIN TOPMOH), UCCIE-
JIOBAHME METOIOM IIOJIMMEPA3HOM LIEITHOM peakliu Ha
Hamuune JJHK LIMB B xpoBu, moue, citoHe (¢ onpe-
nenenneM Konmdecta Tutpa JHK).

KoHceHcycHoe MHeHue

CHIKeHNe OMIMpyOMHA TOCTUTAECTCS 3a CUET MHIYK-
I MUKPOCOMAJIBHBIX (PEPMEHTOB TICUCHM, HOpMAJIn3a-
MM OajiaHca XUAKOCTH, UH(PY3MOHHON Tepanmuu u/Win
dotorepanuu. [lo onbITy BeAeHUS MALMEHTOB C TUIEP-
OMJIMPYOMHEMUe, CHUXKeHUEe MoKa3aTeaeit 10 JTOMyCTU-
MBbIX 3HAaUEHUI MPOUCXOJUT B CPEIHEM B TeUEHUE 5 THEN.
I1pu pa3BuTUM CUHAPOMA XOJeCTa3a MOXET ObITh Ha3Ha-
YeHa ypcone30KcuxoieBasi KuciaoTa. B ciyyae couetaHHO-
IO TOBBIIIEHUST aKTUBHOCTU TpaHCAMUHA3 U OMIMpPYyOMHA
cJIemyeT pacCMOTPETh BOIIPOC 00 MCCIeI0BAaHNN KPOBU Ha
BHYTPUYTPOOHBIe MH(peKIINY. Ha BEIOOP TaKTUKY JICUCHUS
LIMB-undexunm npu tepanun CMA BIUSIET TSKECTh 3a-
OosieBaHMST M KOJIMYECTBO Komuii reHa SMN2. B cnydae
TSKEABIX (DOPM LUTOMETAJIOBUPYCHOU 00JIE3HU reHOo3aMe-
CTUTEJIbHAS Tepanus He mpoBoautcs. [Ipu Hanuuuu npu-
3HaKoB ocTpoii LIMB-uHpexkuu (JlabopaTopHble U3MEHE-
HUS B O0IIIEM aHaJIM3e KPOBU: aHEMUSs, TPOMOOLIUTONIEHMUS,
JIEKOTIeHUsI, HEUTPOIIeH!sI, MOBbIIIEHUE KOHILIEHTPAIUU
TpaHCaMMHAa3, TpsMast TUIEePOUTUPYOMHEMUSI), MATOI0-
TMYECKUX MHIEKCOB B JMKBOpE (MOBBIIICHUST COMEpKa-
HUg Oellka, TUIEOLUTO3), AMarHocTuyeckoro turpa JHK
LIMB, onpenensieMoro B 11000M OMOJIOTUYECKOM MaTepU-
ajie, a TakKe KIMHUYCCKUX TIPOSIBJICHUIT B BUIE KEITYXH,
MeTeXUaTbHOU CHINTU, TelaTo-/CIUICHOMETAIUN U IPYTUX
npu3HakoB [41] mamueHTam ¢ >3 konusaMu reHa SMN2
no BBeaeHus mnperapata OA HeoOXOAUMO MpOBeAcHUE
crneu@uyecKoil MpOTUBOBUPYCHOM Tepanuu npenapaTomM
BAJITAHLIMKJIOBUP BHYTPb WM FAaHLIMKJIOBUP BHYTPUBEHHO
(B ciyyae CHUIKEHMSI TOJIEPAHTHOCTU K DHTEpaJIbHOM Ha-
rpy3ke) no cHwxkeHus tutpa JHK LIMB Huxe guarHo-
ctuyeckoro. Heobxomumo Takke uccleAoBaTh TPyIHOE
MOJIOKO MaTepu Ha HaJIM4Yue NMArHOCTUYECKOIOo TUTpa
JHK LIMB, 1 B ciyyae ero BBISIBJICHUSI PELIUTb BOIIPOC
0 HEOOXOMMMOCTH JICYCHUST MaTepu peOEHKAa M BPEeMEH-
HOTO TIpeKpalleHUs TPYIHOTO BcKapMiauBaHus. MHDy3ns
OA 10JIKHa BBITIOJIHATBLCS HE paHbliie, yeM yepe3 10 nHei
rnocjie MOJyYeHUsI OTPULIATESILHOTO pe3yJibTaTa METOIO0M
MOoJMMepa3Hoi LeMHON peakiiuu. B ciyyae Hanuuus npu-
3HakoB ocTpoil [IMB-uHbekIMu y naiueHToB ¢ ABYMS
Konusamu reHa SMN2 cnenyeT pacCMOTPETh BO3MOXKHOCTD
OpUIK-Tepanuu WIM aJbTepHATUBHBIX BapMAHTOB IATO-
TeHEeTUYECKOMN Tepamnuu, eCcily MpOoBeIeHUE FeHO3aMeCTH-
TEJbHOU TepaIruy He MPEACTaBISIETCS BO3SMOXKHBIM.
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6. Bcem nauueHTam, NONYYMBLLVIM reHO3aMeCTUTeNb-
Hylo Tepanuio OA, B nocTuH$py3nMoHHOM nepuope
cnepyet o6ecneumnTb TIaTenbHoe HabnioaeHne, Ha-
npaBneHHoe Ha KOHTPOJIb laGopaTopHbIX NapameT-
POB U MOHUTOPUHI BO3MOMHbIX HeXenaTesibHbIX
ABneHuii. B cnyvae yxyaweHnsa B NoCTUHQY3NOH-
HOM nepuoge KIMHNYECKOro COCTOAHUSA NaLueHTa
Ha ¢poHe pa3BMBLLUEroCA HeXKenaTe/lbHOro ABNeHNsA
UNn OTpMLATENbHON AWHAMMKN NabopPaTOpPHbIX
nokasarteneil nocne npoBeAeHUA FeHO3aMecTu-
TeNnbHOI Tepanuu cneflyeT pelumTb BONpoc 0 Heo6-
XOAMMOCTH rocnuTanusauuv B MHoronpogunbHoe
neuye6Ho-NpoduNaKTUUECKoe yupeXxaeHue.

Ob6ocHosaHue

B moctuH@py3MOHHOM mepuoae Tocjie MpOoBeacHUs
reHO3aMEeCTUTEJIbHOM Teparuy HeoOXOAMMO Ha3HayeHUe
Tepanuu rIIOKOKOPTUKOMIAMU B CBSI3M ¢ BOBHUKHOBEHU -
€M MMMYHHOI'O OTBETa Ha KarlCHIHble OeJIKM BEKTOpa Ha
ocHoBe AAV9 [7]. DTo MOXeT MPUBECTU K MOBBIIICHUIO
AKTUBHOCTU TIEYEHOUHBIX TpaHCAMUHA3 WIM CHMXECHUIO
KoJu4yecTBa TpoMOOLIMTOB. g ocnabieHns: MMMYHHOTO
OTBETa PEKOMEHAYETCS MMMYHOMOIYJISILIUS TJIIOKOKOP-
TUKOUIAMHM, 10332 KOTOPBIX MOXET MEHSThCS B Clydyae
BO3HMKHOBEHUSI HEXeJaTeJbHbIX SBICHUI U M3MEHEHUs
J1abopaTOPHBIX MOKa3aTeJe.

HauGosee yacThiMu HeXeJaTeJIbHBIMU DPEAKIIMSIMMU,
OTMeuaBIIMMUCS Tocsie nHopy3uu npernapata OA, ObLIU
MOBBILIICHNE YPOBHS IMEeYEHOYHBIX (epMeHTOB (24,2%),
renarotokcuyHocTh (9,1%), pBota (8,1%), TpomMbOILIM-
torieHust (6,1%), MOBbBILIEHUE COIEpPXKaHUSI TPOIIOHUHA
(5,1%) n nupekcust (5,1%) [7].

3a 24 yaca no uHdysuu OA BceM TalMeHTaM MoKa3aHo
BBEJICHME MPEIHM30/I0HA TIepopabHO U3 pacuéta 1 Mr/Kr
B CYTKU per os. Ilpy HemepeHOCMMOCTH IIPEIHM30JIOHA
per 0s BOBMOXHO PacCMOTPETh €ro MapeHTepallbHOE BBE-
nenue. [lanyeHTaMm Iocje TeHO3aMeCTUTEIbHON Tepanuu
MOXET IOTpeOOBaThCs KOPPEKIMs CXeMbl ITPUMEHEHMUSI
[JIIOKOKOPTUKOUIOB: JIMOO B TedeHue Oosiee IIUTEIbHOrO
repuosa, 0o yBeJIrMueHUe A03bl, B Psijie ClydaeB — IIPO-
BeJICHME IyJIbC-Tepanuy Uin 0ojiee MeIJIeHHOE CHIDKEHUE
no3bl nipenapara [7]. 3atem B TeueHue 30 gHei mociie MH-
¢y3un OA (BkiTo4ast neHb MHQY3MN) TIPOIOJIKACTCS MPUEM
MPETHU30JIOHA TIEPOPATbHO M3 pacyéTa | MI/KT B CYTKH.
B Teuenue nocaenyrommx 28 nHel 103y CUCTEMHOTO TIIO-
KOKOPTUKOMIA CJIEAYeT CHIKATh IOCTEIIEHHO (HE Clemy-
€T pe3Ko MpeKpalaTh TEparuio JAaHHBIMU IpernapaTamu).
J1s malMeHTOB ¢ He3HAYUTEIbHBIMU U3MEHEHUSIMU (KJIH-
HUYECKME TTOKAa3aTe/Id B IIpeeiaX HOpMbl; KOHILEHTpALIKsI
obmero ommnpyouHa, aktuBHocTh AJIT u ACT Hike Bepx-
Hell rpaHUIbl HOPMBI B 2 paza 1o oKoH4YaHuU 30-THEBHO-
IO MepHroIa) PeKOMEHIOBAHO ITOCTEIICHHOE CHYDKEHUE 103bI
MpeIHM30JI0Ha (WIM SKBUMBAJIEHTHOM 103l APYrOro III0KO-
KOPTUKOUIA): HAIIpuMep, B TedeHue 2 Heaesb 1o 0,5 Mr/Kr
B CYTKH, 3aTeM 2 Henenu o 0,25 Mr/Kr B cyTkH [7].

CnenyeT KOHTPOJMPOBATh (PYHKIIMIO TEYEHU ITyTEM
oueHku koHueHTpauuu AJIT, ACT u obiiero 6uaupyonHa
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B TeUeHUE KaK MUHUMYM 3 MecsieB nociie nHpysuu OA
" B IPYTUX CIAydasx MpU HATMYMU KIMHUYECKUX TOKa3a-
Huii. CiemyeT He3aMeIIUTEeIbHO MPOBECTU KIMHUYECKYIO
OILICHKY 1 OCYIIIECTBIIATh TIIaTeJIbHOE HAOOICHNE 3a Ta-
HUEHTAMHU C YXYOIICHWEM ToKa3aTesicit (pYyHKIMHU TTeYeH!
W/WIN TIpU3HAKaMU VJIM CUMIITOMaMH OCTPOM (DOpMBI
3abosieBaHus [7]. Tlpu OTCyTCTBUM aneKBaTHOTO OTBETa
Ha Teparvio IJIIOKOKOPTUKOWIOM B J103€, 3KBUBaJCHTHOM
MepopaIbHOI 103€ MPeIHU30J0Ha | MI/KT B CYyTKH, CJICAyeT
He3aMeUIMTEIbHO MPOKOHCYIbTUPOBATh MallieHTa Y NIeT-
CKOTO TaCTpO3HTEpoJIora Uiy rematosora. [Ipu HenepeHo-
CHMOCTH TTIOKOKOPTUKOUIOB IPU TIPUEME BHYTPh MOXKHO
pPacCMOTPETh MX BHYTPUBEHHOE BBEICHUE.

KonnyecTBO TpOMOOILIMTOB CIIENIYeT OMPEaesITh
nmo nHpy3nn OA 1 OCYIIECTBIISITh TIIATEIBHBIN PETyIIsip-
HBII MOHUTOPWUHT Ha TIpeAMET 3HAYMMOTO CHIDKCHUS
yrcjia TPOMOOIUTOB B TeUeHUe 2 HeleNlb Iociae nHQy3uu
U PETyJISIPHO TT0CJIe 3TOro (KaK MUHUMYM | pa3 B HeeJo
B 1-i1 Mecsiu 1 1 pa3 B 2 Heneslu Bo 2-if U 3-W MecsILbl)
JI0 BOCCTAHOBJIEHUSI UCXOIHOT'O YPOBHSI TPOMOOLIMTOB [7].

B moctpeructpaiilioHHOM Mepuoae OTMEUYEHbI caydau
TPOMOOTHYECKON MUKpOaHTUOINaTuu. Bo3HMKHOBeHUE
cIyyaeB TPOMOOTUYECKON MUKPOAHTHUOMATUN PETUCTPU-
poBajM, KaK MpaBUJIO, B TCUCHUE MEPBBIX 2 HENEb IOCIe
npuMmeHeHuss OA. TpoMOoTnyeckass MUKpPOAHTUOIIATUS
XapaKTepU3YyeTCsI TPOMOOLIMTOIICHHEH, MUKPOAHTHOTIATH -
YeCKOM TeMOJUTUIECKON aHeMMell ¢ BEICOKUM YPOBHEM
JIAKTATOCTUAPOTeHA3bl, HU3KUM YPOBHEM TamTOTJI00MHA
W HaIMIUEM IIU30IIUTOB B Ma3Ke MepudepruaecKoil Kpo-
BU [7, 42]. Habnionanu Takxke ocTpoe nmopaxkKeHue Movek.
B HeKoTOpBIX Cilydasx OMHOBpPEMEHHAasi aKTHBALIUS WM-
MYHHOI CHCTeMBbI (Harpumep, B pe3yabTare MHOEKIIUU,
BaKILIMHALIMK) TIpPU3HAHA ITPOBOLIMPYIOLINM (haKTOPOM.

PexomennmyeTcst obpaiath MpUCTaIbHOE BHUMAaHME Ha
TPU3HAKA ¥ CUMIITOMBI TPOMOOTUYECKON MMKPOAHTHOTIA-
TUHU, TIPOBOIUTE OIIEHKY (DYHKIINH ITOYEK C KOHTPOJIEM IV~
ype3a, TakK KaK TPOMOOTHIeCKash MUKPOAHTHOIIATUSI MOXET
MIPUBECTU K OMACHBIM IS XXW3HM ITOCIICACTBUSIM WU Jie-
TaJIbHOMY ucxony [7, 43]. B HEKOTOpPBIX ciydasix y malueH-
TOB C Pa3BUTHEM TPOMOOTUIECKOIM MUKPOAHTUOIIATHM TTOCIIe
TIPUMEHEHUSI TeHO3aMECTUTEIIEHOM Tepariuy BBISBIISIOTCS
npeapacnojaramime reHeTndeckue (GakTopbl (Hampumep,
BPOXAEHHbIE HApyIIeHUs] B CUCTEME KOMILIEMEHTa), 4TO
TpeOyeT AOMOJTHUTEIBHOTO UCKITIOUEHUST TAKUX TIPUIMH [43].

Tpombo1MTONIEHUST SIBISIETCSI KIIOYEBBIM MTPU3HAKOM
TPOMOOTHYECKOI MUKPOAHTUOTIATUH, B CBSI3U C UeM HE00-
XOIUMO TIIATEIBHO KOHTPOJIMPOBATh KOJIMUECTBO TPOMOO-
LIMTOB HAa TIpeIMeT 3HAYUTEIbHOTO CHIDKCHMSI B TCUCHUE
MePBBIX 2 HeOeNb Tocie MH(PY3UU W PETYIISIPHO TTOcIe Heé
Hapsmy ¢ IPYTMMU TpU3HAKAMHW U CUMIITTOMaMU, TaKUMU
KaK apTepuajbHas TUIIEPTEH3USI, 00pa30BaHME KOXKHBIX
U TIOAKOXKHBIX KPOBOMBJIMSHUM, CYIOPOTY WM YMEHBIIIE-
HUE KOJIMIEeCTBa BhImeIsieMoit Moun. Ecim manHbIe TTpH3Ha-
K1 ¥ CUMIITOMbI BOBHUKAIOT Ha (pOHE TPOMOOLMTONEHUHU,
CJeIyeT He3aMeUTUTEIbHO MPOBECTU NATbHEMIITYIO TUarHO-
CTUYECKYIO OLIEHKY C LIeJIbIO BBISIBIICHUSI TEMOJIMTUYECKOM
aHeMUU U HapylleHus QYHKIMU 1odek [7].

Informational materials

ViHdopmaLMoHHble MaTepuansi

[Ipu BBISIBICHUM KIMHUYECKUX MPU3HAKOB, CUMIITO-
MOB W/WIX TaOOPaTOPHBIX ITOKa3aTellell TPOMOOTHIECKOI
MMKPOAHTUOTIATHH CJICAYeT He3aMeUTNTETbHO TIPOKOHCYIThb-
TUPOBATh MAIIMEHTA ¥ IETCKOTO TeMATOJIOTa M IETCKOTO He-
dpoJtora ¢ 1esbio MoaAdopa Teparnuy TPOMOOTUYECKON MUK-
pOaHTHONATUM COTJIACHO KJIMHUYECKUM TOKazaHUsIM [7].
B ciyyae He0OXOMMMOCTH MPY OCTPO BO3HUKILIEM MOBPEXK-
JIEHUY TTOYEK U TSKEJIOM COCTOSIHMM TAllMeHTa ¢ IPOrpec-
CHUpOBaHUEM MPU3HAKOB TPOMOOTUYECKON MUKPOAHTHOA-
THUU CJIEAYET PEIIUTh BOIIPOC O HEOOXOAUMOCTH ITPOBEACHUS
miasMacdepesa, TeMoaraan3a U Ha3HadeHUs Teparuu dKy-
JIN3yMaObOM, YTOOBI YMEHBIIIUTh MPOSIBJICHUS 3a00JIeBaHNS
1 CHU3UTDH PUCK HEOJIATONPUSITHBIX UCXOH0B [42].

B uccremoBaHMsIX y XMBOTHBIX HAOIIOOATACh TOK-
CHYHOCTb, TIPOSIBIISIIONIASICS OCTIOXHEHUSIMU CO CTOPOHBI
cepmua [7]. Knuandeckast 3HAaUMMOCTh JaHHBIX HAOJTIOIC-
Huil Heu3BecTHa. [Tocne nHopy3uu npenapata OA oTMeua-
JIMCh CJTydau TIOBBILIEHYS KOHIIEHTPAIIUK CePASIHOTO TPO-
nonrHa 1. B 3aBepmIEHHBIX KIIMHUIYECKNUX MCCIIEIOBaHUSIX
nocie BeeneHust OA He HaOIIOAAIOCHh KapAMOJIOIMYECKUX
M3MEHEHUI, BhI3bIBAIOIIMX OecriokoicTBo. [1pu Hannuuu
KJIMHUYECKUX TTOKa3aHUH ClieqyeT pacCMOTPETh BO3MOXK-
HOCTb MPOBENEHUST 00C/IeIOBaHMSI cepAlia U MpU HeoOXo-
IUMOCTH ITPOKOHCYJIBTUPOBATHCS C KAPANOJIOTOM.

Takum o6pa3oM, B MOCTUH(Y3MOHHOM IIEPUOIE TOC-
JIe TIPOBEINCHUS TeHO3aMECTUTEIEHONM Tepaliy IallieHTHI
TTOJDKHBI HAOJIONATECS Y CIICIUAINCTOB B JIEYeOHO-TTPOhH-
JIAKTUYECKOM YUPEXIECHUH 110 MECTY KUTEJILCTBA WU B LICH-
Tpe, MPOBOIMBIIIEM T'€HO3aMECTUTETHLHYIO TEPATTHIO, C LIENbIO
KOHTPOJIST JTaOOpaTOPHBIX MapaMeTPOB Y KIMHUIECKOTO CO-
CTOSTHMSI TalleHTa. B ciiydyae BOSHMKHOBEHMSI KITMHUYECKU
3HAUMMBIX HeXeJaTeJbHbIX SBJICHUI IMOCiAe MPUMEHEHMS
T€HO3aMEeCTUTEIbHOM Tepanuu CJenyeT PEIIuTb BOIMPOC
0 HEOOXOOMMOCTH SKCTPEHHOH TOCHUTAIM3aLUM B MHO-
ronpoduibHOE JIe4eOHO-MPOPUIAKTUIECKOE YyUpeXkKIeHNe
C JOCTYITHOCTBIO MYJIbTHUINCIUIUIMHAPHON MEIMITMHCKOMN
TIOMOIIIM TI0 MECTY KUTEJbCTBA WM (hefepaNbHBIA HEHTP,
OCYIIECTBIISIBIINIT MH(DY3UIO TeHO3aMECTUTETLHOM TepaITii.
CpoKu 0Ka3aHUS MEIUIIMHCKOM TIOMOIIM B CJTydae Pa3BUTHS
TSDKEITBIX HEXeENaTeTbHBIX PEAKIIMiA MOTYT OBITh OTIPENIEIsTIO-
IIMMHU B OTHOIIEHWUH IPOTHO3a COCTOSTHUS MaIlueHTAa.

7. PeKomeHpayeTcs pacCMOTpPeTb BONPOC O NepeKnio-
YeHUMN Ha reHo3aMecTUTENIbHYI0 Tepanuio nauu-
€HTOB C WHAVBUAYaNbHON HenepeHOCUMOCTbIO
n/vnu pasBuTnem no6ouyHbIX 3¢¢PeKToB Ha HasHa-
YeHHYI0 NOXXU3HEHHYIO MaTOoreHeTUYeCKylo Tepa-
NuIo, TAXKENBIM MeANLIMHCKNM COCTOAHMEM, fena-
IOWMM HEeBO3MOXHbIM MpoBefeHne perynsapHbIX
VMHTpaTeKasibHbIX UHDbEKUM Wi BO3MOXKHOCTb
nepopanbHOro npMéma npenaparos, C OTCYyTCTBU-
emM3¢pPeKTNBHOCTI, OLleHEHHOI Yepe3 12 mecsAueB
OT Hauyana Tepanuu, a TaKXKe HeBO3MOXHOCTbIO
obecneyeHnsa perynsapHoro npuéma npenapaTtos
COrnacHO MHCTPYKLUN NO MeAULIMHCKOMY npume-
HeHuIo (HanpuMep, B CBA3M C HU3KOI NpUBepPKeH-
HOCTbIO K Ha3HaYeHHOMY NleYeHuIo).
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Ob6ocHosaHue

Bonpocsl BeneHust nauueHToB co CMA 1 moaxonaos
K Ha3HAYeHWIO U BbIOOPY ONTUMAJbHON JEKapCTBEH-
HOI Tepanuu MpeacTaB/sSIOT ONPEeAeJEHHYIO CI0XHOCTD.
st oueHKM 3(pHEeKTUBHOCTU MATOTEHETUYECKOI Tepanuu
cJemyeT TPOBOAUTh TMHAMUYECKYIO OLICHKY IBUTATEIbHBIX
HaBBIKOB C TIpUMEHEeHMEeM pa3nnuHbIX mkan [30]. B ciox-
HBIX KJIMHUYECKMX CIIy4YasX C IeJIbI0 OTHOPOTHOCTU pe-
3yJIbTAaTOB M YCTpPaHEHHUs OIMMOOYHOW WHTEPIIpETALINU
TMAHHBIX OLICHKY CJICAYeT ITPOBOAUTH Ha PEryIsSIPHON OCHOBE
B CIICIMATN3UPOBAHHBIX JICICOHO-TIPOPUIAKTUICCKUX Y-
pexXneHusx (B psiae caydaeB B (pelepalibHBIX JIEYCOHO-TIPO-
(PUITAKTUYECKUX YUPEXKAECHUSIX), UMEIOIIMX OOJIbIION OIMbIT
TECTUPOBAHUSI MALIMEHTOB ¢ pa3nunyHbiMK TUTIaMu CMA.

Tema mepexiioueHUs1 Tepanuu ObUla M3yvyeHa B psiae
pa6ot [26, 44, 46]. MeloTcsl JaHHBIE, YKa3bIBAIOIIME Ha
CHIXEHUE MPUBEPKEHHOCTH K TTOKM3HEHHOM MaTOreHeTH -
YECKOM Tepanuu ¢ TeUeHUEeM BpeMEHU, CHIKeHME 3 bek-
TUBHOCTU B KOHIIE MEXXI030BOT0 MEPUOJA MPU PETYISIPHBIX
MHTpaTeKaJIbHbIX MHDBEKIUSIX, YTO MOXET MPOSIBISTHCS
YXYIIIEHUEM IBUTaTeIbHOM (DYHKILIMU MPU OLIEHKE C TPU-
MEHEHMEM DPa3IMYHBIX ABUTATEJIbHBIX IIKaJd (HampuMmep,
MO IIKajie OLIEHKU MOTOPHBIX (DYHKIUI OOJbHUILIBI XaM-
MepcMut — HFMSE) [47—49]. ITonydyeHHBIC TaHHBIC CBU-
NETEILCTBYIOT O TOM, YTO MALIMEHThI, UMEIOLIE MEAULIH-
CKHE TI0OKa3aHUS K CMEHE Tepalriu, MOTYT IOJIyYUTh IIO-
MTOJTHUTEIbHBIC KIIMHNYECKUE TTPEUMYIIECTBA, OMHAKO TIPU
BBIOOpE CTpATETMH CMEHBI Tepalliy BCETHa CIeOyeT TIIa-
TEJTbHO B3BEIIMBATh COOTHOIICHUE TTOJIh3a—pHCK. B ciydae
OTCYTCTBHSI OOBEKTUBHBIX IPEUMYIIIECTB B TTOJIH3Y CMEHBI
Teparnuu TaKoil MOAXO/ He SBIISIETCS 11eIeCO00Pa3HBIM.

K xpurepusim cy0bONTUMaJIBHOTO OTBETA HA TEPATTUIO
(HemocTaToYHOM 2 (HPEKTUBHOCTU TEpaANUK) y MallMEHTOB
co CMA MoryT ObITb OTHECEHBI CJIEAYIOIINE XapaKTepu-
ctuku [50]:

1) ofiee yxyalleHWe OLIEHKH, MOATBEPKAEHHOE IBY-

MSI TOCJeNOBaTEIbHBIMU U3MEPEHUSIMU 0 J1000i1

U3 CAEAYIOIIUX TPEX MK

* TIAllMEHT TepsieT >2 0alJIoB MO FOPU30HTATBHOMY
TOJIUKY MM Oojiee 1 Gajia mo APYrUM MyHKTaM
mwxansl HINE (Hammersmith Infant Neurological
Examination), nckiroyass Co3HaTeIbHBIN 3aXBaT;

*  MAaUEHT TepseT >4 0ajjIoB MO IIKaje AETCKOM
6ompHULIBI PrtaneTbGhun IS OLIEHKN TBUTATEThb-
HeIX yaKunit CHOP INTEND (The Children’s
Hospital of Philadelphia Infant Test of
Neuromuscular Disorders);

* TauueHT TepseT >3 OamioB no mkaile HFMSE
(Hammersmith Functional Motor Scale Expanded);
u/vumm

2) yXyAllIeHUe ObIXaTeJabHOI (hyHKIIUU:

*  yBeJMYEHUE MOTPEOHOCTU B PECIIUPATOPHOM MO~
TEP>KKe B TeYSHUE CYTOK U/WIIA HeXapaKTepHOe ISt
JMIaHHOTO MallMeHTa yBeJUUeHUe Yuciia pecrnupa-
TOPHBIX UH(MEKUMI, TPEOYIOIINX CTallMOHAPHOIO
JICYEHUSI, KOTOPbIe HE MOTYT OBITh OOBSICHEHBI
acrnupanmeit uim 3a00J1eBaHUEM JIETKUX.

12

O1eHKa MTODKHA TTPOBOIUTHCS TTO CPAaBHEHUIO C MC-
XOIHBIMU [TOKA3aTe/IIMU uepe3 12 MecsILieB Ioc/ie MHUIIM -
ALK TepaIliy, IIPU 3TOM BaxKHOE 3HAUEHME UMEIOT UCXO/I-
HbIE 00Illee COCTOSIHME U JABUTATEe/IbHBIN CTATyC MaLeHTa.
JnHaMuKa COCTOSTHUS TTallieHTa TOKHA OBITh OTpaskeHa
B MEAULIMHCKOW TOKYMEHTAllMU B MOJTHOM OOBEME.

B oTHoOIIIEHNM CPOKOB IMEPEeKITIOUEHUsS] PEKOMEHIOBA-
HO TIPUIEPXMBATHCS CJEAYIOIIMX BPEMEHHBIX WHTEpBa-
JIOB: Ha3HaYeHME T'€HO3aMECTUTEJIbHOI Tepariy MOXET
paccMaTpuBaTbCSl B Cilydae IIPEOIICCTBYIOLICH Teparuu
pucauriaMmoM 4depe3 3—5 gHell OT MOMEHTA MOCJIEIHETO
npuéMa Tperapara, B ciIydae IMPeAIIeCTBYIONIICH Teparu
HYCHMHEPCEHOM — KaK MUHUMYM 4epe3 30 qHeit oT MOMeH-
Ta IOCJICIHETr0 BBEIEHMSI IIperapaTa Ha OCHOBAHUM JAHHbBIX
(hbapMaKOKMHETUKM YKAa3aHHBIX JIEKAPCTBEHHBIX CPEICTB.

He ciremyeT 3a0bIBaTh, YTO MPU MEPEKITIOYCHUN C IPY-
TOl MaTOTEHETUYECKO Tepary Ha TeHO3aMECTUTETbHYIO
BO3MOXHO YBEJIMUEHHME PUCKA HEXeJaTelbHbIX SBICHUI
M0 JAHHBIM peaJTbHON KIIMHUYECKOU TTPaKTHUKU.

B n1060M citydae BOIpoc 0 HE0OXOAMMOCTH TMEPeKTIode-
HUSI C APYTOM MaTOreHETUYECKON Tepanuy Ha TeHO3aMEeCTH -
TEJIbHYIO JIOJDKEH PelaThCsl B MHAUBUIAYaIbHOM ITOPSIIKE Ha
OCHOBAHUU KOJUICTUAJIbHOIO MHEHMS TPYIIIbl 3KCIIEPTOB
M3 HECKOJIbKUX JIe4eOHO-TTPOMIIAKTUYECKUX YIPEXKICHMIA
C YY4ETOM OLIEHKU COOTHOLLUEHUSI MT0JIb3a—PUCK.

8. Kom6uHupoBaHHasa Tepanusa CMA B Hacrtos-
wee BpemMsa nmeeT orpaHNYeHNs NpuMeHeHns
B peasibHOWN KJIMHNYECKOWN NpaKkTukKe.

Ob6ocHosaHue

K xomMOuHMpoBaHHOI 00Ne3Hb-MOAUDUIMPYIOLIEI
Teparnuu cjenyeT OTHECTH Ha3HAuyeHME IaTOreHeTuye-
CKO#l Tepanuu (pucauIljiaMa WM HYCUMHEpCeHa) Iocie
OJHOKPATHO IIPUMEHSIEMOU T€HO3aMECTUTEIbHOU Tepa-
min, 3OGEKT KOTOPOM, MPEANOJIOXUTEIHbHO, COXPaHsI-
eTcsl B TeueHue Bcell xku3Hu nanuenta [S51]. Ha naHHbII
MOMEHT HE€ CYIIECTBYET YOEOMTEIbHBIX IOKAa3aTeIbCTB
3(hHEKTUBHOCTU U 6€30IMACHOCTA KOMOMHUPOBAHHOM 60-
Jie3Hb-Moauuuupyoein Tepanuu CMA 1o cpaBHeHUIO
¢ MoHoTtepanueii OA, B CBSI3M ¢ YeM KOMOWHMPOBaHHas
Tepanus He TOJDKHA MPUMEHSThCS B PYTMHHOW KJIMHHUYE-
CKOIf TTpaKTUKe, 1 CIeMaTCThl TOJDKHBI PUIEPKUBATh-
csl cTpaTeruy BbIOOpPA B MOJIb3Y Ha3HAUEHUSI MOHOTEpaIIuu
addekTuBHBIM TIperiapaToM. CyllecTBYeT 3KCIEPTHOE
MHEHHE, YTO 30JIOTBIM CTAHIAPTOM JIS OTBETa HA 3TOT
HEPEIIEHHBII BOIIPOC MOTYT CYMTATHCS PE3YIbTaThl IIPO-
BEIEHHBIX KOHTPOJIUPYEMbBIX KIIMHNYECKHUX UCCIICIOBAHMII
C HETIOCPEACTBCHHBIM CpaBHEHNEM MOHOTEPAITUM U KOM-
OUMHUPOBAHHON Tepanuu IByMs 00JIe3Hb-MOAUDUITUPYIO-
IUMU npenapaTtamu [38].

XOTS B HEKOTOPBIX KIMHUYECKUX HCCIIEIOBAHUSIX
M TTyOJIMKALMSIX COOOIIAeTCsl 00 U3yUYeHUU MPEUMYILLIECTB
KOMOMHALIUM Pa3JIUYHBIX 00Je3Hb-MOAUDULIMPYIOIINX
npernapaToB (HampuMep, HYCUHEPCEH WM PUCIUILIaM
nocie npuMmeHeHus1 OA), OHM He TMPEIOCTaBISIOT yoe-
IUTEIbHBIX TOKA3aTeJIbCTB TOTO, UTO KOMOMHAIIMS TIpe-
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BOCXOIIUT JII000€ OTACIHHO B3SITOE JICUCHUE M3-3a OTCYT-
CTBUSI aJeKBaTHOW KOHTpOJbHON rpynmbl [52, 53]. Bce
TpU OMOOPEHHBIX JIEKAPCTBEHHBIX IIperapara B IIEPBYIO
odepenb OKa3bIBaIOT CBOE MECTBHE 3a CUET YBEIMUCHUS
nponykuuu 6eika SMN, HO 00 cux MOp OCTAa€Tcsl He-
PEMEHHBIM BOTIPOC O HATMYUM JOTIOJTHUTEIHBHOM TT0JIB3bI
IIPY TAPTETHOM BO3JIEUCTBUY Ha ABUTATEIbHBIC HEUPOHBI
[38, 54]. Kpome Toro, 3HauuTeIbHAsl CTOUMOCTD JIEUEHUS
00J1e3Hb-MOAMGULMPYIOIIUMHU TperapaTaMu CTaBUT IO,
COMHEHHE 3KOHOMUYECKY10 3(PHEKTUBHOCTb U YCTONY M-
BOCTb 3TOM CTpaTeruu, OCOOEHHO KOrla CTOUMOCTbD Ipe-
rmapaTta Io0aBIsIeTCsI K CTOMMOCTUA CTaHAAPTHON Meau-
IUHCKOM TToMoiu [55].

CremyeT MOMHHUTB, YTO y IMAIIUEHTOB C TSKEIBIMU
CUMIITOMaMU HeoOpaTUMasl JIeTeHepalldsl TBUTaTeIbHBIX
HEHPOHOB W MBIIIEYHON TKAHU, BEPOSTHO, SIBIISICTCS Ha-
nboJiee BaXHBIM (DAKTOPOM OTCYTCTBUST OXHMIAeMOi 3¢-
(beKTUBHOCTM MJTM BOCCTAHOBJIEHUS (PEHOTHUIIA BHE 3aBU-
CUMOCTH OT KOJIMYecTBa MpousBeAe¢HHOTo Oeaka SMN,
HaOJI0JaeMOro Mpu IpUMEHEeHMU J1000ro BapuaHTa
teparuu [38, 56].

9. BakuyuHauus

PexoMmeHn0BaHO yaensiTb 0cO00e BHUMaHUE MPOdu-
JIAKTUKE, MOHUTOPUHTY U Teparmnu NMHMEKIIMOHHBIX 3200-
JieBaHU 10 ¥ nocie nHopy3nuu OA.

PexoMeHnyeTcss mpoBeneHHE CBOEBPEMEHHOM ce-
30HHON TPOMMIAKTUKNA WHMEKIINN, BEI3BAHHOW PECITH-
PaTOPHO-CUHIIUTHAIBLHBIM BUpycoM. [1o BO3MOXHOCTH
rpadK BaKLIMHALMM TAaLMEHTa CJIEAyeT CKOPPEKTUPO-
BaTh C YYETOM NMpPUMEHEHUs INIIOKOKOPTUKOUIOB B Mpe-
U TTOCTUH(Y3MOHHOM Tepuoe npuMeHeHus: OA.

Ob6ocHosaHue

[Ipu mpoBemeHUM HEOHATAJIBHOTO CKPUHWHTA TIAIlM-
eHTaM C JHOoKIMHMYeckoi cragmeit CMA peKoMeHIOBaHO
nposeaeHre BIIK B rmepBhie THM XXM3HU COTIACHO HAIIHO-
HaJIbHOMY KaJieHaapio Mpo@uiakTUIeCKUX MPUBUBOK [57].
I'eHo3amecTUTENbHAS Tepanusl ¢ MOCAEAYIONIe Tepanuei
TIIOKOKOPTUKOUAAMU MOXKET OBbITh MpOBENeHA HE paHee
yeM uepe3 2 Helear oT MoMeHTa ripoBeneHust BLIK [58].

ITo BO3MOXHOCTM TpaduK BakKIMHALIMU TalMeHTa
cJienyeT CKOPPEeKTUPOBATh C YYETOM BBEACHMUS TJIIOKOKOP-
TUKOoMIAa 10 u nocie uHgysuu OA [7, 59].

PexomeHnyeTcs mpoBeeHNE CE30HHOIN BaKIMHAILIMU
MIPOTUB PECIMPATOPHO-CUHIIUTHUAIBLHOIO BUpyca [7].

IMameHTaM, TOMYYaIOIIUM TIFOKOKOPTUKOUIBI B M-
MYHOCYIIPECCUBHBIX 103aX (HaIpuMep, IIPSIHNU30JI0H B J10-
3¢ 20 MT 1M 2 MT/KT MaccChl Tejia JIM0O IPYToif TIIIOKOKOP-
TUKOUJI B 9KBUBAJICHTHOM 103€ €XKeTHCBHO Ha IMPOTSLKEHUN
>2 Henelb), He CJeNyeT BBOAUTD XXUBbIe BAaKLUUHBI, TaKHe
KaK TPUBAKIIMHA MPOTUB KOPU, IMUAEMUYECKOTO apoTUTa
M KPaCHYXM W BaKIIMHA MTPOTUB BETPSTHOM OcCTIbl [7].

B oTHomieHMM BaKUMHALMKU MPOTUB PECIMPATOPHO-
CUHIIMTUAJILHOTO BHpYca KCIIepTaMU PeKOMEHIOBAHO eé
obs13atennbHOE MpoBeAcHue y aeteii co CMA ¢ KanHu4Ye-
CKMMHU CHMIITOMAaMU, CPOKM MPOBEACHMS MPOMPUIaKTHU-
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YECKOI Tepanuu He HOJIKHBI 3aBUCETh OT CPOKOB ITPOBE-
JIEHWST TeHO3aMeCTUTENIbHOM Teparuu. Y aeteil co CMA
C 3aIUTAaHMPOBAHHBIM IIPOBEICHUEM TeHO3aMeCTUTEIbHOM
Teparuy, He MMEIOIINX KIMHUYECKUX CUMIITOMOB, IIPO-
puwrakTuKa pecnupaTopHO-CUHIUTAAIBHON BUPYCHOU
UHMEKINU He SIBJISIETCS 00s13aTEIbHOIM.

10. UHTpaTekanbHaa ¢popma reHo3aMeCTUTENIbHOMN

Tepanun

DGGEeKTUBHOCTL U 6€30IMaCHOCTb MPUMEHEHUST UHT-
paTeKanbHOI (hOpMbI TeHO3aMECTUTEIBLHON Teparuu n3y-
yajach B TpEX KiInHMYeckux mcciaenoBanusx: STRONG,
STEER u STRENGTH [60—62]. [TosyyeHbI pe3yiabTaThl,
YTO B MOITYJISILIUN TTAllMeHTOB 0e3 MpenlIecTBYIOeH Tma-
TOTEHETUYCCKON Tepalnu, KaK U y paHee JICUCHBIX Tally-
eHToB co CMA, naHHbBIIf BapuaHT TeHO3aMeCTUTEIbHOMI
TepaIuy moKasaj yiIyJlleHre,/CTabMIN3alnio JBUTATETb-
HBIX HABBIKOB MPU XOpoliielt mepeHoCUMMOoCTH. YacTora He-
JKeJlaTelIbHbIX peakiuil Oblla HU3KOM M COOTBETCTBOBAJIA
OXXUJTAEMOWA.

[Ipenapar BBOASAT B MHTpaTeKaJibHOE MPOCTPAHCT-
BO, MPM 3TOM BBOAMMAS 103a SIBJSIETCS YHUBEpPCAIbHOM
U He 3aBUCHUT OT BO3pacTa M Beca IMallieHTa.

HWHTpaTtekanbHasa (opmMa TeHO3aMECTUTEIbHON Te-
panmu pacInpsieT KIMHUIECKNE BO3MOXHOCTHU JICUCHUS
naureHToB co CMA, 0COOeHHO y TTAIlMeHTOB IITKOJIBLHOTO
BO3pacTa 1 B3POCIIBbIX, KOTOPBIM paHee TAKOU BUI JICUCHUS
ObLT HEIOCTYTIEH, obecrneyrBasi UM PeXXUM OJTHOKPATHOTO
BBEJIEHUS JIEKapCTBEHHOIO Tpenapara.

KoHceHcycHoe MHeHue
C y4€TOM JaHHBIX KJIMHUYECKUX UCCIIEeNOBaHUIA, Tap-

TeTHOTO IIPUMEHEHMS B HEPBHOM TKaHU U OTHOKPATHOCTU

MpUMEHEHUs] MHTpaTeKaibHast (hopMa IeHO3aMeCTUTE b~

HOI1 Tepanmy UMeeT TOTEHIINAI TIPUMEHEHUS Y CIeIyI0-

IIKUX KaTeropuii marreHToB co CMA ¢ pa3IuyHBIM UCXOM-

HbIM [BHUTaTeJbHBIM CTATyCOM (JIexKauue IMalMeHThI; Ia-

LIMEHTEHI, CITOCOOHBIC CUACTh CAMOCTOSITEIPHO; TIALIMCHTEHI,

CIIOCOOHBIE XOIUTh CAMOCTOSITEIIHHO):

« neru (crapiie 6 MecsieB) U B3pocibie co CMA ¢ cum-
IITOMaMU 3a00JIeBaHKS M OECCUMITTOMHBIE TTAIlUCHTHI,
HE ToJIy4YaBIlIre paHee MaTOTeHETUYEeCKOTo JISUeHUSI;

« getu (crapme 6 MecsieB) U B3pociibie co CMA ¢ mo-
00uHbIMU 3 heKTamMu/HeNePeHOCUMOCTbIO HYCUHEP-
CeHa WJIM pUCauILIama;

« netu (cTapiue 6 MecsueB) U B3pocibie co CMA co cHu-
XeHneM 3(p(GEeKTUBHOCTU MM HU3KOM TIPUBEPXKEH-
HOCTBIO K HYCUHEPCEHY WK PUCIUILIAMY;

« neru (crapiie 6 MeCsILIEB) U B3POCIIbIE C IIPOrPECCUPO-
BaHUEM TSDKEIOM CTETICHU CKOIN03a, He TTO3BOJISIONICH
MPOBOIUTH PETYJISIPHO MHTPATEKAIbHbIE WHBEKIINU
HyCUHEpCeHa;

« getu (cTapime 6 MecsIeB) M B3pOCIIbIE ¢ TTOCTITYHKIIMOH-
HBIM CUHIPOMOM, IPETISITCTBYIOIINM PETYJIIPHOMY ITPO-
BEICHUIO MHTPAaTeKaJIbHbIX MHBEKIIMI HYCUHEPCEHA;

*  B3pocible nauueHTshl co CMA, MTpuHUMAIOIIYE PUCIUTI-
JIaM U TUTAHUPYIOIIME 3a4aThe U POXIACHUE IeTeil.
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