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0O6ocHoBaHne. OHaceMHOoreH abernapBOBEK — MEPBbIN npenapart 4/1 reHo3aMeCTUTE/IbHON Tepanun Ha 6a3e BeKTopa
afieHoaccoumnnpoBaHHoro Bupyca (AAV9), npu oAHOKPATHOM BBEAEHMW MaLUMEHTYy CO CMHAaIbHOM MbILLEYHON aTpopuen
(CMA) 5q npnBoaNT K 3aMeHe OTCYTCTBYIOLErO nan ge@eKTHoro reHa SMN1 Ha ero ¢yHKLMOHa/IbHYIO KOMUIo, pe3ybTaToM
4ero AB/SETCS HopMan3auus BbipaboTKU 6E/IKa BbIXXMBaAeMoCTU MOTOHepoHoB (SMN). enb nccnegoBaHust — OLEHUTH
3¢pPEKTUBHOCTb, 6€30MaCHOCTb, @ TAKXKE MPUYMNHbI PA3HOIro OTBETA Ha JIeYeHHUe Nocsie 0OHOKPaTHOro BBEAEHMS OHACEMHO-
reH abenapsoBeka 5 nauynmeHtam co CMA 5q | u Il TvnoB npu conoctaBAE€HMM UCXOAHOIO cTatyca ¢ pel3y/bTaTaMu OLEHKU
B MPOAOC/IKEHHOM Hab/0AEeHUM B YC/IOBUSIX peasbHOM KIMHUYECKON MpaKTukn B Poccuiickon denepaumn. Matepuanbi
n meTtoabl. [lpegcTaBieHbl MPOMEKYTOYHbIE pe3y/bTaTkl MPOAOIKEHHOro HabawaeHus geten co CMA 5q, umerolmx no
2-3 konuun reHa SMIN2: ¢ Tnriom | — 2 manb4nKa n 1 feBoYKa, O4HOKPATHO MOJ1y4MBLIME OHaceMHOoreH abernapBOBEK B BO3-
pacte 4 1 7 mec, ¢ Tunom Il — 2 geBoyKku, nosy4nBLumne Tepanuio B Bo3pacte 11 n 16 mec. Pe3ynbrtartsl. Y 4 u3 5 nauneHToB
B TEeYEeHME NepBbIx 2 HEA OT BBEAEHMS NpenapaTta Bupyc-BeKTopa Hab/1ioanoCh KpaTKoOBPEMEHHOE KOHTPOJIMPYEMOE 0BbI-
LeHne TemnepaTtypbl Tesa (MakcumasabHo y naumeHta 5 — go 38,5 °C), y Bcex 5 geten — noBbllEHMEe aMUHOTpaHchepas;
y 1 naymeHTa BbIsIBJIEHO 3HAYMMOE MOBbILLIEHME aMUHOTPaHcoepas B nepuoge ceHemnbuamdaumu (> 10 oT BEpXHeN rpaHuLbl
Hopmbl (BFH)); y 1 pebeHKa — OTCPOYEHHOE 3Ha4YMMOE MOBbILLEHUE aMuHOoTpaHecpepas (> 20 BIH); y 1 nauneHTa — rnoBbi-
LeHne TpaHcammHas (> 3 BIH) nocsie 0oTMEHbI BbIHYXKAEHHON A/INTEIbHON Tepanuu rMioKOKOPTUKOCTepouaamMu, npoBOANB-
Luesicss B COOTBETCTBUU C MHCTPYKLMEN 110 MPUMEHEHMIO Npenaparta. Y Bcex naumMeHToB Mpu OLEHKe ABuratesibHoro cratyca
0 QYHKUMOHaIbHbIM MOTOPHbIM WwKanam CHOP INTEND / HFMSE oTMeY€eH M0oJI0XKUTE/bHbIN U COXPaHSIOLMICS BO BPEMEHHU
OTBET Ha Tepanuto. bonee 3Ha4uMbIi OTBET OTMEYEH Yy NaLMEHTOB C MEHEE arpeccuBHbIM mncxoaHbiM Il Tunom CMA 5q,
nmerwmx no 3 Konuu reHa SMN2. 3aknyeHme. JleueHune geten co CMA 5q npenapatoM oHaceMHOreH abernapBoBEK
OTHOCHUTE/IbHO 6€30MacHO, 04HaKO HE06X0AUMO MPOAOIKUTL U3YHEHME PA3BUTUSI HEXKENATE/IbHbIX IBJEHMI U MEXaHN3MOB
MX BOBHUKHOBEHMS, HECOMHEHHO, TaKXKe TPebyeTCs MPOAOIKEHHOE ANTENIbHOE HabIloAeHNe 3a peLnnueHTaMm 451 Hakor-
JIEHUS1 BHAHWUI O BJIMSIHMM rpernapaTta Ha opraHn3M 4e0BeKa.
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OBOCHOBAHME pa peKkomMeHAoBaH A/ OAHOKPATHOro BBEAEHMUSA OETAM CO
lMpoKcMMmanbHas CcnWHanbHaa MbllleYHas aTpodus CMA 5q, ¢ NpeanoYTUTENbHON WWPHUHOW TepaneBTUYECKOro
(CMA) 5g — cambli 4acCTbli FEeHEeTUYECKMMN BapuaHT U3 OKHa A0 2 neT xu3Hu. Bce cneunanucTbl eanMHOLYLWHbI BO

rpynnbl CMUHaNbHbIX MbIWEYHbIX aTpodui ¢ ayTOCOMHO-
peLLecCMBHbBIM TUMOM HacnegoBaHus [1, 2]. B 3aBucumocTm
OT BPeMeHHU febloTa Knaccuduumpyetcsa Ha |—IV Tunsl [3, 4].
Mpu ectectBeHHOM TedeHun CMA 5q | TMna aBnaseTcs ogHON
M3 Bejywux MpUYMH CMEepTU MiafeHLeB NepsBoro roaa
U3HKU [4, 5]. [LOCTUKEHUS COBPEMEHHbLIX METOAOB 3TWO-
naToreHeTUYeCKon Tepanuun 3a nocnefHue rogbl U3MeHUnu
TeyeHue 60M1e3HU U Ka4eCTBO XMU3HM nauuneHToB. MNpenapat
OHaceMHoreH abenapBOBEK Ha OCHOBE BWPYCHOrO BEKTO-

MHEHMU, 4TO 3GDEKTUBHOCTbL TEPANMKU TEM BbILLE, YHEM PaHb-
e OCYLEeCTBNEHO OJHOKpaTHOe BBeAeHWEe OHaceMHOreH
abenapBoBeKa [6—8]. B peanbHOM KAMHMYECKOW MpPaKTUKe
4acTO BO3HMKAIOT CUTyaLlMK, KOraa AnarHo3 ycTaHaBAMBaeT-
CSl Ha PasHbIX CPOKax OT MOMEHTa POXKAEHUS, HO MPU 3TOM
B pamKax, MO3BOMISAOLLMX NPOBECTU TEPANUIO B PEKOMEHIO-
BaHHbl€ CPOKU. Pa3Hasa adPeKTUBHOCTb Tepanum, Ha3Ha4yeH-
HOWM NPW CXOAHbIX NPOSABAEHMAX 6OIE3HU Y Pa3HbIX 60bHbIX,
TpebyeT aHann3a AaHHbIX MOMUMMO CPOKOB Hayvana leqeHus.
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N3y4nTb B YCNOBUSIX peasibHOW KIMHWYECKON MpPaKTUKK
WUHOMBUAYaNbHble OCOGEHHOCTM E€CTECTBEHHOIO Pa3BUTUSA
CMA 5@ g0 nony4yeHunst nauneHTamun npenapara OHaceMHOreH
abenapBOBEK, OLIEHUTb HeXenaTesfibHble SBMEHUS U OTBET
Ha Tepanuto B paHHEM W OTCPOYEHHOM Mepuoaax, conocTa-
BUTb MCXO[Hble AaHHble C pe3yNnbTaTaMu MPOAOIHKEHHOMO
HabnoAeHNs 3a Pa3BUTUEM [BWraTeslbHbIX HaBbIKOB, OLie-
HUTb BO3MOMHbIE MPUYUHBI, BAKSAOWMNE HA 3GPEKTUBHOCTb
n 6e30MacHOCTb NpenapaTta OHaceEMHOreH aGenapBOBEK.

MATEPHAJIbI U METObI

K HactosillemMy BPeEMEHM Mpofo/mKaeTcs HabnoaeHue
rpynnel M3 14 petei ¢ NOATBEPKAEHHLIM MONEKYNSPHO-TEHE-
TMYECKMM MeTogom auarHo3om CMA 5q. Bce getv nonyymnu
O[IHOKpAaTHOE BHYTPUBEHHOE BBEAEHWE FE€HO3aMECTUTENbHOMO
npenapaTta oHacemMHoreH abenapBoOBEK B COOTBETCTBUM C UHCT-
PYKUMEN MO MEAMLIMHCKOMY MPUMEHEHUIO U B MOCNEAYIOLLEM
6blIM HanpaB/eHbl Mo/ HAaGMOAEHUE U KypaLMio Bpava-HEBPO-
nora B [leTCKui Ne4ebHO-peabunMTaLMoHHbIV LIEeHTP «<Haaexaar
(r. TiomeHb) B nepuog ¢ aBrycta 2019 no aBryct 2022 T.

B HacToAlWMIN NPOMEKYTOYHbIM aHanM3 No pesynbratam
fle4eHns aeten npenapaTtom oHacemMHoreH abenapBOBeEK
npu CMA 5qg Bownu 5 u3 14 pgeten paHHero Bo3pacTa:
c | TMmom — 2 manb4ymKa (¢ 2 n 3 Konuamu reHa SMN2)
M oHa AeBo4Ka (C 2 Konuamu reHa SMN2), nony4uBlimne
BBeAeHue npenapata B 4, 7 U 7 MEC }XM3HU COOTBETCTBEHHO;
co |l Tnnom — 2 geBoy4Kku, umetrowme no 3 konuu reHa SMN2,
nonyymBliMe BBedeHue npenapata B 11 n 16 mec us-
HW. [lnarHos 6bi1 noctaBneH getam: ¢ | Tunom — B 2, 5
M 6 Mec Xun3Hu; co Il Tumom — B 9 n 14 mec xu3Hu. icxoabl
y BCEX MPeACTaBfIEHHbIX B MPOMEXKYTOYHOM aHann3e nauu-
€HTOB peructpupoBanucb He no3gHee 30 aBrycta 2022 T.
[epBMYHas oueHKa N0 GYHKLUMOHANbHOW MOTOPHOW LiKane
CHOP INTEND y ogHoro manb4ymka co CMA | Tuna (naumeHT 4)

Anna A. Kokorina?l, Sergei S. Nikitin2

npoBegeHa 4Yepe3 7 MeC Nocfe OAHOKPAaTHOro BBEAEHMS
npenapata oHacemMHoreH abenapBOBEK, 4TO MPEBLICKIO
3an1aHUPOBaHHbIE CPOKMU OLEHKM B CBSA3M C yAaIEHHOCTbIO
MecTa XWUTeNbCTBa NalMeHTa M HeAaoCTaTOYHOW MpuBep-
EHHOCTbIO CEMbM K COB/IOAEHMIO YCIOBUIM HabNOAEeHUS 3a
COCTOSIHWEM pebeHKa.

[na oueHKM ABWUraTeNnbHOro cratyca WMCnofib30BasuCb
YHKLMOHANbHbIE MOTOPHbIE LWKanbl, NPUMEHAEMbIE NS
nauneHToB co CMA 5q. na nexayux / He cUasYmx nauu-
eHToB — TecT PunagenbGpUCcKon AETCKOM 6ONbHULbI ANA
OLlEeHKM ABWratenbHbiXx QYHKUWMA Y MNaAeHLEB C HEPBHO-
MbilWeYyHbiMK 3a6oneBaHuamu (CHOP INTEND), ana cuas-
YyMX NaLMEHTOB — pacClWMpPeHHas LWKana OLEeHKM MOTOPHbIX
QYHKUMK 60nbHULBI XammepcmuT (HFMSE). Takxke Bcem
nauneHTaM NpMMeHsnach OLeHKa HEBPOIOrMYECKOro cTaTy-
ca C OnucaHWeM ABUraTefibHblX HAaBbIKOB U MEXaHWM3MOB WX
peanusaumn (WKana BO3 no passuTtuio 60/bWLINX MOTOPHbIX
HaBblKOB Y M1TafleHLUEB U AeTEN paHHEro Bo3pacTa).

CornacHo WMHCTPYKUMM MO NpMMEHEHWIo npenapaTta
W JAaHHbIM KIIMHWUYECKUX UCCNefOoBaHUM, ANS OLLEHKWU Hexe-
naTenbHbIX ABMEHUMI aHaNM3npoBanuchb cneayoume nabo-
paTopHble NoKasaTenun: 06LININ aHannM3 KpoBu (HEUTPOPUIbI,
MOHOUMTbI, TPOMOOLUMUTBI, 3PUTPOLIUTLI, TEMOIMOBUH K Np.),
6rnoxummnyeckne mapkepbl Kposwu (AcT, AnT, JIAT, Wd, ITTM,
6unnpyouH, KOK, KOK-MB, TponoHuH | 1 np.), noka3aTtenu
Koarynorpammsbl (MTK, TIB), a Takke obliMe comaTU4eCcKne
peakuun opraHvama (NUpPeKcus, pBoTa, AuMapes, 0TKas oT
eabl v np.). Bce nauneHTbl, cornacHo MHCTPYKUMKU NO Mpu-
MEHEHUI0 MnpenapaTa OHacemMHoreH abenapBOBeEK, Moy-
yanu MMMYyHOCynpeccuio rntoKoKopTukoctepongamn (M'KC)
OIMTENbHOCTLIO OT 3 40 9 Mec B 3aBMCMMOCTM OT CTEMeHU
Bblpa*KEHHOCTU UBMEHEHNI NabopaTopPHbIX NOKa3aTenen.

[poBeaeHbl MPOCNEKTUBHAS OLLEHKa WMCX0A0B, PETPO-
CMNEKTUBHbIN aHann3 BblGpaHHbIX JaHHbIX O TEHEHUN 60NE3HU
[10 BBeAeHUs Npenaparta, HexenaTebHbIX ABNEHMSX B OCTPOM
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Interim Analysis of Treatment Outcomes of Young Children

with 5q Spinal Muscular Atrophy on Gene Replacement Therapy
with Onasemnogene Abeparvovec. Clinical Observations

Background. Onasemnogene abeparvovec is the first gene replacement therapy medication based on the adeno-associated viral vector
(AAV9). One injection to a patient with 5q spinal muscular atrophy (SMA) leads to replacement of the missing or defective SMN1 gene
with its functional copy. It leads to normalization of survival motor neuron protein (SMN) production. Objective. The aim of the study
is to evaluate efficacy, safety, and causes of different responses to therapy after single administration of onasemnogene abeparvovec
in 5 patients with 5q SMA (types | and Il) comparing the baseline status with the results of continued monitoring in real clinical practice
in Russian Federation. Methods. Interim results of continued follow-up of children with 5q SMA with 2—-3 copies of the SMIN2 gene are
presented: 2 boys and 1 girl with type | who received single dose of onasemnogene abeparvovec at 4 and 7 months of age; and 2 girls with
type Il who received therapy at 11 and 16 months of age. Results. Short-term controlled fever was observed in 4 out of 5 patients during
first 2 weeks after viral vector therapy administration (max in patient 5 — up to 38.5 ° C). All 5 children had transaminases increase,
1 patient — significant transaminases increase during the sensitisation period (> 10 from upper normal level (UNL)), 1 patient —
delayed significant transaminases increase (> 20 UNL), 1 patient — transaminases increase (> 3 UNL) after discontinuation of long-
term therapy with glucocorticosteroids (according to prescribing information). All patients had shown positive and sustained response to
therapy over time at motor status assessment via CHOP INTEND / HFMSE scales. The more significant response was observed in patients
with less aggressive baseline 5q SMA type Il with 3 copies of the SMN2 gene. Conclusion. Onasemnogene abeparvovec is relatively
safe medication for management of children with 5q SMA. Thus, the development of adverse events and their mechanisms should be
further studied, as well as long-term follow-up of recipients is required to gather knowledge on this medication effects on human body.
Keywords: spinal muscular atrophy, children, gene replacement therapy, onasemnogene abeparvovec, adverse events, efficacy, safety,
CHOP INTEND, HFMSE
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M OTCPOYEHHOM Mepunoaax (4aHHbIE MEAULIMHCKON JOKYMEHTa-
LMK, apXmMB AMHAaMMUYECKUX NabopaTopHbIX aHanM30B, cBeae-
HWS, NPeAOCTaBNEHHbIE 3aKOHHbIMU NPEACTaBUTENAMM NaLU-
eHToB). OLleHKa MCX040B NPoBOANIACh B CEAYIOLLNX Cpelax:
nabopaTopHbI NPodUIb — Nepuos CEHCMOUIMU3aLMnN opra-
HM3Ma npenapaTtoM reHo3aMecTUTEeNbHOW Tepanuu, BeCb
nepuoj npuema ropMoHanbHOM UMMYHOCYNPECCUMBHOW Tepa-
nuu, Nepmoa oTMEHbl ropMoHoTepanuu. MpPoaoIKUTENbHOCTb
HabnogeHNs 3a NauMeHTamu B UCCIeA0BaHMKM OT MOMEHTa
BBEAEHMSA BMPYC-BEKTOPHOroO npenaparta coctaBuna ot 3 Jo
12 Mec K MOMEHTY HanucaHus cTaTbu.

Y Bcex nauMeHToB oLeHuBanu (taén. 1):
e OTCYTCTBME COObLITUM, KOTOPblE MOIYT GbiTb pPacLeHEeHbl

KaK CBSiI3aHHble C MPUMEHEHWEM MnpenapaTta BUPYC-BEK-

TOPHOW Tepanumn OCNOXKHEHUSA KpamHen CTeNeHu (netanb-

HbIM Ucxon);
e fobble HexenaTefbHble SIBNEeHUS, BO3HMKIUME Ha BBe-
[leHWe BUpPYC-BEKTOPHOro npenapara, — obuue coma-

TUYEeCKMe M no nabopaTopHOMYy MPOPUID (UBMEHEHME
YPOBHS TPOMGOLIMTOB, UBMEHEHUE YPOBHS MOHOLMTOB,
HapylleHWe MnokasaTenen Koarynorpammbl — W3MEHe-
HME MPOTPOMOMHOBOrO MHAEKCA M MPOTPOMOMHOBOMO
Bpemenu (MNTHU, TB), MBMEHEHUE YPOBHSA TpaHcaMuHa3s
(AcT n AnT), nBMEHeHUe YPOBHSA NaKTataerMaporeHasbl
(J1Ar), nameHeHne ypoBHS LienovyHon docdaTasbl (LLD),
W3MEHEHWE YPOBHA ramma-rayramuatTpaHcnenTnaasbl
(FTTM), KApAMOTOKCMYHOCTb — M3MEHEHME YPOBHSA TPO-
noHuHa | n KOK-MB);

® Y3MEHeHMa nabopaTopHbIX MoKasaTtenen (y nayuMeHToB

B MpeAcCTaBfieHHbIX ciydYasx — noBblweHue AcT, AnT),

Tpeobytoline NPoAoMKEHNUSI TOPMOHaNbHOM Tepanun CBbl-

we 3 mMec;
® Y3MEHEHWEe KONMYECTBEHHOW CYyMMapHOW OLIEHKU NO

MOTOpPHbIM WKanam CHOP INTEND / HFMSE (nepeBoj

M oueHo4YHas cuctema no wkane CHOP INTEND npea-

CTaBNeHbl B KIIMHUMYECKNX pPeKOoMeHAauusax MuH3apaBa

Poccuun «[poKkcrmanbHas criMHanbHas Mbllle4yHas aTtpo-

dua 5g» (2021) [9]; nepeBoOA M OLEHOYHAs cucTema Mo

wKane HFMSE?® npeactasnieHbl B MPUIOKEHUN K HACTO-

Allen cTatbe);
® yBe/IM4YeHEe MOTOPHbIX HABLIKOB COMMacHO OCHOBHbIM 3Ta-

naM MOTOPHOIO Pa3BUTUS AETEN paHHEro Bo3pacTa y peuu-

NMWEHTOB reHO03aMeCcTUTENIbHOW Tepanumn BO BPEMEHMU.

BbIsiBNEeHHblE 3HaYMMble HEXEeNaTesbHble ABIEHNUS — CTe-
neHb 3 1 Bbiwe no CTCAE 5.02 (2017) 6bln pacCMOTPEHbI
oTAenbHo (Tabn. 2).

Y nauMeHToB, NOMYYMBLUMX FEHO3aMeCTUTENbHYIO Tepa-
nuio, NPOBEAEH aHaln3 OCHOBHbIX XapaKTepPUCTUK 6ones-
HU, OCOBEHHOCTEN cTaTyca K MOMEHTY MHULMaLMK Tepanuu
M UCMONb30BaHHbIX CMNOCO6O0B Ie4YEeHUs, KOTOPbIE MOTYT B/K-
ATb Ha ecTecTBeHHOe TeyeHne CMA 5q (Tabn. 3):

e BO3pacT Aebiota 6051e3HU;

e T1n CMA 5q;

® ypucno Konum reHa SMN2;

® CUMNTOMbI MaHnbecTauum 601e3HU;

e Bpems, npowejliee oT Ae6loTa CUMNTOMOB 40 NOCTaHOB-

KW AMarHosa;
® npeueaeHT NpeawecTByOLLEeN NaToreHeTUYeCKoM Tepanuu;
® Hanu4yme opTorneanyecKmUx OCNOXXHEHMM OCHOBHOIO 3a60-

NeBaHus, KOTopble CNOCO6GHbI CHU3KUTbL OTBET Ha Tepanuio

1 Cwm. MpunoxeHue.

2 O6WMWe TEepMUHOMOTUYECKME KPUTEPUM [N HEKenaTeNbHbIX
agneHmn 5.0 (2017). [HdoctynHo no: https://ctep.cancer.
gov/protocolDevelopment/electronic_applications/docs/
CTCAE_v5_Quick_Reference_8.5x11.pdf. Ccbiika aKTMBHa Ha
22.12.2022.

WKW BbI3BaTb PErPECCUI0 MOSIOKMTENbHON AWHAMWKK
M Ha KOTOpble AOCTATOYHO CMIOXHO BAMSATL: AMCNNa3us
Ta306e4peHHbIX CycTaBOB, B TOM 4MC/le [0 CTENEHM
NoABbIBUXOB U BbIBUXOB, CKONMOTUYECKas aedpopmaLnus
NO3BOHOYHMKA, NEPEKOC Ta3a HaATa30BOr0,/NoATa30B0O-
ro reHesa, gebopmaumnsa HUKHUX KOHeYHocTen — genu
valgum, nnocKo-BanbrycHas gedbopmaums cton.
TaKe paccMoTpeHa AMHaAMWKa KpPYynHOM MOTOPUKHM
Ha ¢oHe Tepanuu, KOTOpas He OLeHMBanacb Mo LKanam
(tabn. 4).

PE3Y/IbTATbHI
B uenom y Bcex MaLUMEHTOB BbliBNEHaA TUMUYHAsA KIu-
Huyeckas KaptuHa CMA 5q I-Il Tunos. lpu o6palieHnn

poauTenen B CBA3U C 3a4epPKKON ABUraTeIbHOr0 pa3BUTUS
y BCex 60MbHbIX Oblal BbIIBAEH CUHAPOM MbILLEYHON FUNO-
TOHWK, YTO coBMNafdaeT ¢ AaHHbIMKU nuTepatypbl [10]. Tonbko
y OAHOro NauueHTa 3TO MOCYKMI0 NOBOAOM ANS HEMeANEeH-
Horo uckmodyeHns CMA 5q, y ocTanbHbIX AeTen 3ajepiKKa
auarHosa coctaBuna ot 3 go 8 mec. llocne yctaHOBNEHUS
[uarHosa Tpoe M3 NaTu geten (nauuneHTbl 1, 2 1 3) 40 OAHO-
KpaTHOro BBeAEeHWs oHacemMHoreH abenapBOBeKa Mojyya-
NI NPUOBPETEHHbLIN POANUTENSIMU CaMOCTOSTENIbHO Npenapar
naToreHeTM4yecKon Tepanuu pucaunnam B TedeHue 10, 19
n 30 gHew cooTBeTcTBEHHO [11]. Y 6OnblUMHCTBA NaLMeH-
TOB B NEpUOAe CEeHCUMBUNM3aL MM OpraHu3ma BUpPYyC-BEKTOP-
HbIM NpenapaTtomM OTMEeYanuCb KPaTKOBPEMEHHOE KOHTPO-
NMpyemMoe noBbIWeHWe TeMnepaTypbl Tena (MakcMManbHoO 4O
38,5 °C y nauueHTa 5), cnabocTtb, HapyleHWe NUTaHus, NoBbI-
leHne aMuHoTpaHcdepas; y YacTu nauueHToB Habnwaa-
NI0Cb 3HA4YMMOE MOBbILEHWE aMUHOTPaHchepas, OTCPOYEH-
HOe 3Ha4YMMoe MoBbILWEHWE aMUMHOTpaHcdepas, NoBbIEHNE
aMuHoTpaHcdepas nocne otMeHbl Tepanum MKC. OnucaHHble
M3MEHEHUS B Mepuoge ceHcubunusauumm COOTBETCTBOBAM
JaHHbIM nuTepaTypbl [6—8]. OguMH nauueHT A0 MOMEHTa
NMOCTaHOBKM AMarHo3a AeMOHCTPMPOBa 3HA4YMMYKO MaTono-
TMYECKYH COHIMBOCTb Ha GOHE KpanHe 6bICTPOM GU3NYECKON
yTomnsiemocTu (naumeHT 1). Huxe npuseaeH 6onee noapoo6-
Hbl aHanW3 ABYX MHANBKUAYANbHbIX KIMHUYECKMX CyYaeB.

MayuneHt 1

OunarHo3 CMA 5q Il Tvna noctaBneH B Bo3pacTte 14 mec.
C 6 MeC XU3HN pebeHKa poanTeny OTMETUIN 3aePKKY ABU-
raTefibHOro pas3sutus. NpuobpeTeHHble MOTOPHbIE HaBbIKK
[0 MOCTaHOBKM AMarHo3a W MojyyYeHuss Tepanuu: Ha YeTBe-
peHbKax He Moria 04HOBPEMEHHO MOAHMMATb NEPEKPECTHbIE
PYKY ¥ HOrY, CaMOCTOATENbHO Caaunack U cuaena, NogHUma-
Nnacb Ha KONEHsX; nocTaBneHHas y 60pTUKa KpoBaTh, Morna
NPoWTK 6 WaroB NpuUcTaBHbIM Warom. B 11 mec nepeHecna
KOPOHAaBMPYCHYIO MHOEKLMIO C perpeccom ABuraTenbHbiX
HaBblKoB. B 13 mec HeBponor 3anogo3pun CMA 5q, 4to 6b110
NOATBEPKAEHO reHeTM4ecKMM aHanmsom. Poautenn camocto-
ATEeNbHO 06ecneYymnu Tepanuio NaToreHeTMYeCKMM npenapa-
TOM puUcamnnam, KoTopblv pebeHoK nonyyan 19 gHen ¢ otme-
HOM 3a 7 OHeW OO0 BBeOEHWUS reHO3aMeCTUTENbHON Tepanuu
B Bo3pacTe 16 mec. Co cnoB poautenemn, co 2-ro AHa npvema
pucaunnamMa B CTaHZapTHOM A03e OTMeYeHbl cTabunmsaums
COCTOSIHUSA U ynyylWEeHUe OTAENbHbIX, paHee yXyAWMBLIKXCS,
HaBbIKOB. Macca Tena Ha MOMEHT BBEAEHWS OHaCeMHOreH
abenapsoBeka — 9030 r. OueHka no wKane HFMSE = 26
6annoB. Ha cnegywowmnin aeHb nocne BBeAeHUS Mpenaparta
Habnoganucb noBbileHWe TemnepaTypbl Tena go 38,1 °C,
ABYKpaTHas pBOTa; Aanee B TeYeHMeE Tpex AHen TemnepaTypa
Tena 6bina cybpebpunbHON, B TeyeHne 5 gHen — exeaHeB-
Hble pBOTbl (40 3—4 pa3 3a AeHb), BANOCTb, PE3KOE CHUMKE-
HWe annetuTa. Ha 6-e cyT coctosiHne pebeHKa notpeboBano
WHOY3MOHHON AE3MHTOKCUMKALMOHHOW Tepanuu. Ha 7-e cyt
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Ta6nuua 1. XapaKkTepucTMka nauneHTos
Table 1. Patients’ characteristics

BBeAeHUsd npenaparta, Mec

Moka3sarenun Mauyuent 1 MauueHT 2 MauueHt 3 MauuneHnT 4 MauyuneHt 5

Mon KEHCKUM MYCKOM KEHCKUNI MYCKOMN KEHCKUNI
Bospact ge6iota, mec 6 1 6 1,5 1
BospacTt nHnumnaumm 16 4 11 7 7
Tepanuu, Mec
Tun CMA 1l | Il | |
Yucno Konum reHa SMN2 3 2 3 3 2
Bannbl no wkane CHOP
INTEND H/n 17 39 20 23
Bannbl no wkane HFMSE 26 H/N H/n H/n H/n
Macca Tena npy 9030 5650 8000 8364 6300
WHULMaLMKM Tepanuu, r
MaKcumanbHoe U3MEHEHME CHOP N CHOP
no wkanam B 6annax HFMSE 34 INTEND 36 HFMSE 24 CHOPINTEND 41 INTEND 33
YpoBeHb TPOMGOLUTOB 49 X 109/n 253 X 10%/n 42 X 10%/n 461 X 10%/n 245 X 10%/n
(pedepeHcHble 3HavYeHus) (150-580) (150-580) (150-580) (150-580) (150-580)
YpoBeHb MOHOLIMTOB 2,8 X 10%/n 1,9 X 10%/n 2,66 X 10%/n 2,4 X 10%/n 0,30 X 10%/n
(pedepeHcHble 3HavYeHus) (0,38-1,26) (0,53-1,8) (0,38-1,26) (0,00-1,00) (0,09-0,60)
YpoBEHb HENTPODUNOB 1,42 X 10%/n 1,07 X 109/n 1,07 X 10%/n 0,6 X 10%/n 2,71 X 109/n
(pedepeHcHble 3Ha4YeHns) (1,1-5,8) (0,8-3,8) (0,8-3,8) (H/R) (2,04-5,08)
YpoBeHb AcT 959 Ea/n 79 En/n 807 Ea/n 131 Ea/n 323 Ea/n
(pedepeHcHble 3HavYeHUs) (<42) (<42) (<42) (9-80) (15-60)
YpoBeHb AnT 853 Ea/n HOpMasibHble 1044 Egn/n 142 Ep/n 208 Eg/n
(pedepeHcHble 3HaYeHus) (< 40) 3HayeHus (< 40) (13-45) (13-48)
YpoBeHb AT 1030 Eg/n 582 En/n 529 Ea/n 567 Epn/n 623 Ea/n
(pedepeHcHble 3HaYeHus) (91-295) (91-295) (91-295) (195-450) (180-430)
YpoBeHb I'TTM 41,39 En/n 21 Ep/n 125 Ep/n 20 ME/n 21,60 Eg/n
(pedepeHcHble 3HavYeHns) (3-30) (3-30) (< 38,0) (6-92) (1,00-39,00)
YpoBeHb LD 145,12 Ea/n 271 En/n 595 En/n 135,7 ME/n 117 En/n
(pedepeHcHble 3HaYeHus) (60-400) (50-350) (50-350) (113-443) (124-341)
Eg;‘fiiie”aiﬂw NTW 108% NV 153% NTW 151% NB 10,0 ¢ nB12,1c

ynorp (70-120) (70-120) (70-120) (9,5-12,8) (9,9-13,4)
(pedepeHcHble 3Ha4YeHus)
MpoaoMKUTENBHOCTb 36 12 18 12 12
npuema NKC, Hep

[enaTomeranus, CnneHomeranus,
BTOPUYHbIE pacLlenieHHbIR TUM CTPOEHUS
y3m OprqHOB HET UBMEHEHUIN | HET UBMEHEHUN U3MEHeHUs YJ1C noyekK, NMenoaKkTasuns [enatomeranus
GpIOLLHONM NONOCTH . o
NoXKeNyao4HowM HUKHEro cermeHTa neBon
wenesbl NOYKM, ynnoTHeHne YJ1C noyvek

MpPoACIKUTENBHOCTb
HabnoheHnsa nocne 9 3 12 10 10

lMpumevarHmne. CMA — cnuHanbHaa MblleyHas atpoodusa 5q; wkana CHOP INTEND — Tect ®unagenbduirckon aeTcKon 60bHULbI A5 OLEHKK
ABUratenbHblX GYHKLUKI Y MNafeHUEB C HEPBHO-MbIWEYHbIMKU 3a6oneBaHusaMK; WwWKana HFMSE — pacwupeHHas WwKana oueHKM MOTOPHbIX
YHKUMI 6ONbHULBI XaMMEPCMUT; H/N — HenpuMeHumo Ana wkranbl HFMSE (B JaHHOM ciy4ae HENnpUMEHUMO BBMAY TOrO, YTO NaLMEHTbI
He JOCTUMU GYHKUMOHANbHOro cTatyca «CUAAYUMM MauMEHT» K MOMEHTY TeCTUPOBAHUSA MOTOPHbLIX QYHKLUMI), H/4 — HET AaHHblX; AcT —
acnaptatamuHoTpaHcdepasa; AnT — anaHMHamuHoTpaHcdepasa; JIAI — naktatgerngporeHasa; MM 1IN — ramma-rnyramuntpaHcnentnaasa;
P — wenoyHaa docdatasa; NMTU — NpoTPOMOUHOBLIN MHAEKC; B — npoTpombuHosoe Bpems; NTKC — rnioKoKopTuKkocTepouasl; Y3 —
yNbTpa3ByKOBOE nccneaoBanue; Y1C — YaleyHo-NoxaHoYHaa cuctema; <*> — nauueHT JOCTUr CMOCOBGHOCTU CUAETb CaMOCTOSITENIbHO, YTO
No3BOINNO OLEHUBATL ero no wkane HFMSE.

Note. SMA (CMA) — 5q spinal muscular atrophy; CHOP INTEND — Children’s Hospital Of Philadelphia Infant Test Of Neuromuscular Disorders;
HFMSE — Hammersmith Functional Motor Scale — Expanded; n/a (H/n) — not applicable for HFMSE (due to the fact that patients did not reach the
functional status of “sedentary patient” by the time of motor functions testing), NA (H/a) — no data available; AST (AcT) — aspartate transaminase;
ALT (AnT) — alanine transaminase; LDH (JIAI — lactate dehydrogenase; GGT (I'TTIM) — gamma-glutamyltranspeptidase; AP (LLid) — alkaline

phosphatase; PI (IMTU) — prothrombin index; PT (MB) — prothrombin time; GCS (FKC) — glucocorticosteroids; US (Y3M) — ultrasound; CPS (4/1C) —
calices-pelvis system; <*> — patient achieved the ability to sit on his own, it has allowed to assess him on HFMSE scale.




Ta6auua 2. CreneHb OTKIOHEHWSA NabopaTopHbIX NoKasatenen y 5 nauneHToB, Noay4YMBLIMX OAHOKPATHOE BBEAEHWE reHO3aMeCTUTENBHOIO
npenaparta oHaceMHoreH a6enapBOBEK, B COOTBETCTBUM C KnaccUDUKaLMen KpuTepueB HexenatenbHbix sBneHnin CTCAE 5.0 (2017)
Table 2. Laboratory differences in 5 patients who received single dose of gene replacement therapy with onasemnogene abeparvovec

according to CTCAE 5.0 (2017)

Mepuoa ceHcUGUNU3aLumn / OTCPOYEHHbIW Nnepuos
MayuneHTt
AcT AnT rrmn
1 > 10 BI'H (cteneHb 3) / > 5BIH (cteneHb 3) > 10 BI'H (cteneHb 3) / > 5 BI'H (cTeneHb 3) cteneHb 1 / Hopma
2 < 3BlH (cteneHb 1) / < 3 BI'H (cTeneHb 1) Hopma/HopMa Hopma/HopMa
3 3BIH (cteneHb 1) / > 10 BI'H (cteneHb 3) Hopma / > 20 BI'H (cteneHb 4) >4 BI'H (cTeneHb 2)
4 < 3BI'H (ctenenb 1) / < 3 BI'H (ctenenb 1) Hopma / > 3 — <5 BI'H (cTeneHb 2) HopMa/Hopma
5 >3 — <5BI'H (cteneHb 2) / < 3 BI'H (cteneHb 1) >3 — < 5BIH (cTeneHb 2) / Hopma HopMa/Hopma

lMpnmeyvaHme. ACT — acnapTaTaMuHoTpaHchepasa; AnNT — anaHuMHamuHoTpaHcdepasa; TN — ramma-rnyramunTpaHcnentuaasa; BMH —
BepxHasa rpaHuua Hopmbl. CTCAE 5.0 (2017): grade 1 — grade 5 (cmepTb) — O6LME TEPMUHONOTMYECKME KPUTEPUU AN HEXenaTeSbHbIX
asneHmn 5.0 (2017): cteneHb 1 — cTeneHb 5 (cMepTb); Ana AcT/AnT: grade 1 — po 3 BI'H, grade 2 — > 3 — 5 BI'H, grade 3 — > 5 - 20 BI'H,
grade 4 — > 20 BI'H; ana I'TTN: grade 1 — po 2,5 BI'H, grade 2 — 2,5-5 Bl'H, grade 3 — > 5 — 20 BI'H, grade 4 — > 20 BI'H.

Note. AST (AcT) — aspartate transaminase; ALT (AnT) — alanine transaminase; GGT (I'TTIM) — gamma-glutamyltranspeptidase; UNL (BI'H) —

upper normal level. CTCAE 5.0 (2017): grade 1 — grade 5 (fatal outcome) — Common Terminology Criteria for Adverse Events 5.0 (2017):
grade 1 - grade 5 (fatal outcome); for AST/ALT: grade 1 — to 3 UNL, grade 2 — > 3 - 5 UNL, grade 3 — > 5 — 20 UNL, grade 4 — > 20 UNL;

for GGT: grade 1 — up to 2,5 UNL, grade 2 — 2,5-5 UNL, grade 3 — > 5 — 20 UNL, grade 4 — > 20 UNL.

Ta6auua 3. XapaKTepuUCTUKK NaLMeHTOB O BBEAEHUS reHO3aMeCTUTENbHOM Tepanum
Table 3. Patients’ characteristics before gene replacement therapy

MaKcumanbHble UCXOHbIe
60/1blIMEe MOTOPHbIE

nocajaka, cuaeHune
6€e3 noaaepKKu,

HeT HaBbIKOB

nyanepxaHue rososbl
B NMONOXEHUN

Mapametp MauyuenT 1 MauueHT 2 MauueHT 3 MauuneHnT 4 MauuneHt 5
Tun CMA I | I | |
Yucno Konui reHa SMN2 2 3 3 2
BoapacT nebioTa, mec 6 1 6 1,5 1
VexoHblit R Jiexayun / wiexauum / wiexauumm / wiexauumn /
« - - - -
yYHKLMOHANbHBI CTATYG naLeHT He cuasayni He cnasynm He cnasynm He cnasyumn
»
nawuueHT» nauneHT naumneHT nauneHT
MNon3saHne
Ha YeTBepeHbKax
(He peunnpoKHoe),
camocTosiTeNnbHas MNoabem

HeT HaBbIKOB

HeTt HaBbIKOB

BasbrycHas
yCTaHOBKa CTOnN

HaBbIKK
npu NocTaHOBKE «J1e¥a Ha K1BOTE»
y onopbl — xoAb6a
B/OSIb OMOPbI
[10 6 waros
MuHUmanbHas Perpecc
dacumKynauum
3ageprKa ABUratenbHas NPUOGPETEHHBIX B S3LIKE
[BUraTeNbHOro aKTUBHOCTb [BUraTeNbHbIX ’
. MUHUManbHas
pa3BuTHS, C perpeccuen, HaBbIKOB,
3afeprKa [nBUratenbHas
. natosornyeckas | Mbllle4YHas TMNOTOHMS, MbllleYyHas
Beayumnit [BUraTeNbHOro AKTUBHOCTb,
COHJIMBOCTb Ha apednekcus, 6bicTpas rMNOTOHUS
CMMMTOMOKOMTIIEKC - pa3BuTHS, MbllleYyHas
doHe 6bICTpoN yTOMASIEMOCTb ¢ aeduumnTom
B Ae6loTe 60N1e3Hu, . MbllIeYHas TMNOTOHMS,
. dusmyeckon Nnpu KOPMJIEHWH, NPOM3BOJIbHbIX
BblAE/IEHHbIN Bpa4yom - TUNOTOHUS, apednekcus,
YTOMISIEMOCTH, dacumrynauum LBUXKEHWUW, Tno-/
npv ocmoTpe dacumKkynauum HapylweHue
MbllIeYHas B A3blKe, apednekcus,
. B A13blKe nuTaHus (o4eHb
TMNOTOHUS, napagoKcasnbHbli dacumrynaumm Mano ena
TPEMOP KUCTEN TUN AbIXaHus, B A3bIKE, ’
K nedopmauus rpyaHon napagoKcasbHbln nonepxmearns npu
Py rNoTaHuu), 3anopbl
KNETKM TUN AbIXaHUs
Mepunop Bpemeru ot aebiota
CUMNTOMOB 10 MOCTaHOBKU 8 38 aHen 3 3,5 5
[iMarHosa, Mec
MpepwecTBytowas
pen ylou Pucannnam Pucaunnam Pucannnam He nonyyan He nonyyan
naToreHeTU4yecKas Tepanus
[Aucnnasua
Ta3o06eapeHHbIX
AP Auncnnasua [Aucnnasua [Aucnnasua [Ovcnnasua
Hanuune optonegmyeckmx CyCTaBOB, genu
. Ta306eapeHHbIX Tazo6eapeHHbIX Ta306eapEeHHbIX Tazob6eapeHHbIX
OCNOXHEHUW valgum, nnocKo-
CycTaBoOB CycTaBoB CycTaBoB CycTaBoB
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Ta6nuua 4. [InHaMrKa HaBbIKOB KPYNHOM MOTOPUKK Y 5 60bHbIX co CMA 5q Ha doHe Tepanuu
Table 4. Major motor skills dynamics in 5 patients with 5 SMA on therapy

MauyuneHTt HaBblKKu 0 cTapTa Tepanuu KpaiiHaa TouKka Ha6nioaeHus
1 CTOUT C NnoaaepKKom Xoaut 6e3 noaaepKKu
2 He yaep:X1BaeT rosoBy B BEPTUKAIbHOM MOSIOXKEHUU YnepK1BaeT ronoBy B BEPTUKANbHOM MOMNOXKEHWUM 10 2 MUH

YaepKuBaeT ronoBy B BEPTUKAbHOM MONOXKEHWMH,
3 NnoBOpaYnBaEeTCcs Co CruHbl Ha 60Ka, He CoXpaHAeT
naccuBHO NpMaaHHOE NONIOXKEHNE «Cnasa»

YBEpPEeHHO CUANUT NPU NAaCCUBHOM NOCajKe, CTOMT Ha YeTBEPEHbKaXx
C NOAHATOM roNoBOV NPU pa3meLLeHnn, CaMOCTOATENIbHO NEPEXOAUT
B NOJNIOXKEHNE «CUAA» U3 NMONOXKEHUA «CTOA Ha YHETBEPEHbKax»

He yaepXuBaeT ronoBy Aaxke B BEPTUKAIbHOM
4 MONOXEHUN, HE MOAHUMAET rosoBY,
NeXa Ha XXunsote

[0 20 c coxpaHseT NoNoXKEeHUe «Jiexa Ha XKMBOTE C OMopon
Ha npeanneybs U BbICOKO MNOAHSATON FrON0BOM» NPU Pa3MELLEHUH,
B MOJSIOXKEHWUW «CUAS HA KONIEHAX POAUTENS» CAMOCTOSTENbHO
NOAHWMAET ONYLLEHHYIO FO/0BY, NOBOPA4YMBaET rofloBY U3 CTOPOHbI
B CTOPOHY, YBEPEHHO CUAMT NPU NACCUBHOM Nocaake, B TyTopax
Ha rofIeHOCTOMHbIE CYCTaBbl CTOUT 6€3 NOAAEPIKKMU A0 2 MUH

He yaepu1BaeT ronoBy Aaxke B BEPTUKAIbHOM
5 MONOXEHUN, HE MOAHUMAET rosioBY,
NeXa Ha XXunsote

Hay4nnacb nepeBopaymBaThCs CO CMUHbI Ha XXUBOT; HaXo4ACh
B Kpecne-onope, yaepK1MBaeT ronoBy 6e3 ronoBoaepxarens
B Te4eHne nonyrtopa 4acos, €C/IM rosioBa OnycKaeTcqd, TO MOXXeT
NOAHATH €€ CaMOCTOATENIbHO

PUCYHOK. [IMHaMM1Ka MOTOPHbIX HaBbIKOB Y 4 nauueHToB co CMA 5q, Nosy4MBLLIMX OAHOKpATHOE BBEeHMe OHaceEMHOreH abenapsBoBeka,

no wkane CHOP INTEND

Figure. Motor skills dynamics in 4 patients with 5q SMA after single dose of onasemnogene abeparvovec according to CHOP INTEND scale
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lNpumeyvanme. NMauneHT 2 — ynucno Konum reHa SMN2 = 2; naumeHT 3 — yncno Konui reHa SMN2 = 3 (nauueHT 3 B npouecce HabnoaeHus
[OCTUI CNOCOBHOCTU cuaeTb, no wKane CHOP INTEND goctvr makcumanbHoro 6anna, 6bin nepeBefeH Ha oLeHoYHyto cuctemy HFMSE,

Nno KOTOPOM OCTUT OLLEeHKK 24 6anna); nauueHT 4 — yucno Konuv reHa SMN2 = 3, nauneHT 5 — yucno Konuii reHa SMN2 = 2.

MauuneHT 1 (Ymcno Konuit reHa SMN2 = 3) 3a 6 Mec nocne BBeAeHWs BUPYC-BeEKTOpa Habpan +8 6annos no wkane HFMSE (c 26 go 34 6anno.).
Note. Patient 2 — number of SMN2 gene copies = 2; patient 3 — number of SMN2 gene copies = 3 (patient 3 reached the ability to sit
during observation, achieved maximum score according to CHOP INTEND, was transferred to HFMSE scoring system and achieved score of
24 points); patient 4 — number of SMN2 gene copies = 3, patient 5 — number of SMN2 gene copies = 2.

Patient 1 (number of SMN2 gene copies = 3) scored +8 points on HFMSE scale (from 26 to 34 points) 6 months after viral vector administration.

OTMEYeH pocT TpaHcamuHasz: AnT — o 853,57 Ea/n (Hopma
<40 Ep/n), AcT — go 959,03 Ea/n (Hopma < 42 Ea/n), NoBbI-
weHue N4 po 1030,53 Ea/n (Hopma 91-295 Ea/n), noBbi-
weHue I'TT go 41,39 Ea/n (Hopma 3—30 Ea/n). boina Ha3Ha-
YyeHa Tepanua MeTUnnpeaHn3onoHom B gose 30 mr/Kr/cyt
B/B KanenbHo N2 5. [epopanbHyo ropMoHOTEPanMIO Nnosyya-
Nna B Te4eHne 5 Mec no geacKanalmMoHHOM CXxeMe, U K MOMEH-
Ty OTMEHbl Hab/4anocb CTOMKOE CHWXEHWE TpaHCaMUHa3:
AnT — po 61 Ea/n, AcT — po 48 Ea/n. Co cnoB poautenen,
yepes3 2—-3 Hep nocne OTMEHbl FOPMOHOTEpanun Ha ¢oHe

comaTtnyeckoro 61arononlydns OTMeYeHbl NOBbILEHWE Temne-
paTypbl Tena o cy6debpunbHbix 3HavyeHnn (37,3-37,5 °C),
NOT/IMBOCTb M BANOCTb. [1aHOBbLIM KOHTPOJIb N1abopaTtopHOro
npodwuns 4vepes Mecsl, Nociae OTMEHbl FOPMOHOB BbISIBMI
NOBTOPHOE MOBbILWEHWE YPOBHSA TpaHcaMuHas (AnT — fo
210 Ea/n, AcT — po 190 Ean/n) 6e3 npM3HaKoB NeYEHOYHOM
HEeAOCTaTOYHOCTU. YNbTPa3BYKOBOE WcCnefoBaHWe OpraHoB
OptolHOM nonoct — 6e3 naTtonornn. BosobHoBNEHa rop-
MOHOTEpanus npeaHU30/I0HOM B [J03e 5 Mr/CyT CO CHMU-
EeHUeM TpaHcamuHas 4vepe3d 5 aHen. KoHcynbTMpoBaHa




BpayoM-ractpoaHTeposioromM: «fenatut MUHUMaNbHON cTene-
HW @KTMBHOCTM HEYTOYHEHHOW 3TMONOMUKU (ayTOMMMYHHOIO
reHesa?)». HeBponornyeckmn craTyc 4yepes 6 Mec nocne
Tepanuu: Non3aeT PELMNPOKHO (ABE NEPEKPECTHbLIE OMOPHbLIE
TOYKM KOHEYHOCTEM MOryT OAHOBPEMEHHO HaxOAWTbCS Haj
OMOPHOM MOBEPXHOCTbID); CaAUTCA CaMOCTOATENbHO, CUAWUT
ONWUTENbHO; BCTAeT y Onopbl NpU MOMOLLM; CTOMT 6€e3 nog-
[JEPKKK 1 onopbl 6e3 06yBn U opTe3oB A0 10 ¢ 1 gonblie;
B CynpamaneofsipHblXx OpTe3ax XOAMT C OMOPON Ha CTEeHbI
W NpeaMeTbl UHTEPbepPaA, C MOAAEPIKKOM 3a OHY PYKY; MOXKET
coenaTb o 3 waroB 6e3 opTe30B U 06yBKU. OLEeHKa no WKane
HFMSE = 34 6anna 13 66. K MOMEHTY HanucaHus ctaTbu
MOTOPHbIE HaBbIKM MPOAOIKAIOT YyNyylwaTbcs — AeBOYKa
X0AMT 6€e3 NOMOLUM CPEACTB OMOopbl U MOAAEPIKKMU, MOMKET
X04uTb 6e3 opTe30B U 06yBU. 3ab0neBaHWE OCOXKHWUIOCH
opToneanYecKMMU HapyLIeHUSIMU: aucnnasven tTasobeapeH-
HblX CyCTaBOB C WMHAEKCOM MUrpauuu roloBOK 6eApeHHbIX
Kocten no 30% cnpaBa 1 25% cnesa, genu valgum, NnocKo-
Ba/lblyCHOM YyCTAHOBKOM cTon ¢ dopmupytolmMmucsa gepopma-
LMSMK, CKOSIMO30M FPYAONOSICHUYHOIO OTAeNa MNO3BOHOYHM-
Ka | cTeneHu; naTtrepH NOXOAKU aCMMMETPUYHbIN. anobbl co
CTOPOHbI poAMTENENn: anneTuT CHUXKeH, Macca Tena — 9300 T,
HeT OXuaaemoun npubaBKM MaccCbl Tena B TeyeHue 9 Mec,
Habnoganca nepuog obuien cnaboctn 6e3 Npu3HakoB coma-
TUYECKOro 3ab0oneBaHus, MbllLeYHOW cnabocTu (B nocneaHee
BPEMS OTKa3bIBAETCS XOAUTb).

MauyuneHt 5

[OwnarHo3 noctaBneH B 6 Mec. Co 2-ro AHS XW3HW MaTb
3aMeTuna y pebeHKa «Tpemop» a3blKa. Ha 5-h geHb XKu3-
HW OLEHEeHa HEBPOJSIOrOM KaK 340POBblI HOBOPOXAEHHbIN.
B Bo3pacTte 1 mec, CO CNOB MaTepu, 3nNu304 3aTpyaHEHUS
AblXaHWs BO CHe, KyNUpoBaBLIMICH MpU BeEPTUKaNM3aLuu.
Poautenn o6paTunv BHMMaHME Ha CHWMMKEHHYIO ABUratenb-
HYIO aKTMBHOCTb M GbICTPYIO MCTOLLAEMOCTb MPU KOPMJIEHUMU.
B 4,5 mec He nogHWmana ronoBy B MOMIOKEHUU «IeXKa Ha
KMBOTE», B MOJMIOKEHUN «1€Xa Ha CMUHE» MacCUMBHO OCTa-
Banacb B Mo3e «isarywku». lNepruognyecku nonepxuBanacb
W 3aKallnmMBanach Npu rnoTaHnK; 06beM NoroLwaemMoro nuTa-
HUS — 15 MA 3a KOpMeHue; OMOPOXKHEHUE KULIEYHMKa
TONbKO C MUKPOK/IN3MOKN. B 7 mec pebeHOoK Nnofydnn BHYTpuU-
BEHHYIO MHDY3MIO nNpenapaTtomM OHaceMHOreH abenapBOBEK;
Macca Tena Ha MomeHT Tepanun — 6300 r. UcxogHas oueHKa
no wkane CHOP INTEND = 23 6anna. 9xoKI — oTKpbiToe
OBaslbHOE OKHO 2 MM, IeBO-NpaBbii copoc. B nepBblie 3 aHsA
nocne BBeAEHUs Mpenapata B MNepuoge CeHCUBUIM3aLmu
OTMeYaNuCb HexenaTeNlbHble SBNEHWS: MOBbIWEHWE Temmne-
paTypbl Tena go 38,5 °C, cpbirnBaHus. Ha 3- oeHb — MoBbI-
weHue AcT go 73,7 Ea/n (Hopma 15-60), Ha 7-1 aeHb — AcT
o 323,0 Ea/n, AnT — 208,0 Ea/n (Hopma 13-48), NAr —
623,0 Ea/n (180-430). Yepes 1,5 mMec — noBbllEHKE
TponoHuHa | go 17 Hr/n (Hopma < 9,0). lanee Habnaanocb
MOCTENEHHOE CHUKEHWE MpeBblllatoLMX HOPMaTWBbI MOKa-
3aTenien KpoBu. [11aHOBO MO Ae3CKanaluMOHHOW cXeme Ha
doHe Hopmanu3aumm aMuHoTpaHchepas 4vepe3 3 mec oT
BBE[EHUSA OTMEHeHa ropMoHoTepanus. TPONoHWH | npuwen
B HOPMY K KOHLY 2-ro Mec OT BBefeHus. [lepBble pe3ynbrathl
Tepanun, OTMEYEHHbIE POAUTENSMU: Ha 2-W AeHb NOSBUINCH
aKTVMBHbIE [BW}KEHWUS B OOHOW pyKe, yepe3d 1,5 mec, nexa
Ha cruHe, Havyana noBopayYnBaTbCs KOpPNycom Ha 6OK B 06e
CTOPOHbI, Ha4yana nyyle KOHTPOMPOBaTb NOOKEHME rON0BbI
BEPTUKaNbHO Ha pyKax y POAUTENS; YNy4yliMAOCb roTaHue
M ONOPOXHEHWE KuleYHMKa. Yepes 3 1 6 Mec OT BBeAeHUS
npenaparta oueHka no wkane CHOP INTEND coctaBnsna
31 6ann, 4to 6bIN0 pacLLEHEHO KaK CTabuUIn3aLuns COCTOAHNS.
MoBTopHas oueHKa no wKane CHOP INTEND yepes mecsiy, oT
npeablaywen = 33 6anna. OTHOCUTENTIbHO CKPOMHas AUHaAMU-

Ka MOTOpPHbIX GYHKLMM, BEPOATHO, KOPPENUPYET C TAXKECTbIO
COCTOSIHUS HA MOMEHT MHULMaLMK Tepanmun. K MOMEHTY Hanu-
CaHus cTaTbW W nocnegHero cpesa HabnwaeHus Ha doHe
PEXUMHbBIX peabunNnTaLMOHHbIX MEPONpPUATUM 4Yepe3 9 Mec
OT BBEAEHWS BMPYC-BEKTOPHOro npenapata KOHCTaTUpyeTcs:
Hay4unacb NnepeBopaymMBaTbCs CO CMUHbI Ha XXMUBOT; HAX0AACh
B Kpecne-onope, yaepmMBaeT ronoBy 6e3 rosoBogeparens
B TeyeHue 1,5 4, ecnv rosioBa OnycKaeTcs, TO MOXKET NOAHATb
ee CaMOCTOATENbHO, NOABWUIACh OMopa Ha BbITAHYTbIE PYKU
npu pasMeleHnn ¢ noaaeprkon (pukcaumen) ronosbl. o
pesynbrataM HabnaeHnsa 10 mec oT MHULMaLuK Tepanum npu
NPUBEPKEHHOCTU PEXMUMHBIM 3aHATUAM U COBIOAEHMIO BCEX
pPeEKOMEeHAaLMM K CONMPOBOXAEHMIO OTKPbIT BONPOC 06 OLEHKe
[I0CTaTO4YHOCTU OXKMaaemoro adpdeKTta ot neveHus. Oxunaaetcs
naaHoBas AMHamuyeckas oueHKa no wkrkane CHOP INTEND.

OBCYXAEHUE

Peslome pe3synbratoB HaGAO4EeHUA

[eHO3aMecTUTeNbHAs Tepanua npenapaTtoM OHaceMHO-
reH abenapBOBEK NOKa3ana OTHOCUTENbHYIO 6e30MacHOCTb
ero npumeHexus y geten co CMA 5q, COOTBETCTBYOLLMX
KPUTEPUAM, MBMOKEHHBIM B WMHCTPYKLMU MO MPUMEHEHUIO
npenapata [12]. Y 60nblUMHCTBa MaLMEHTOB OTMeYalucb
KOHTPOSIMPYyEMble SBAEHUS KOHCTUTYLIMOHANbHOM TOKCUYHO-
CTU (NMpeKcus, cnabocTb, BANOCTb), SABAEHUS TOKCUYHOCTM
CO CTOPOHbI XKeNyao4YHO-KMLIEYHOro TpaKTa (TowHoTa, pBoTa,
NoHoCbl) — Ao cTteneHn 1-2, cornacHo O6LWNM TEPMUHONOTU-
YECKMM KPUTEPUSAM A9 HeenaTenbHbIX 9BneHnin 5.0 (2017).
Y yeTblpex NnaumMeHToB Habtoaancs TPaH3UTOPHbIN peaKTUB-
HbI1 UMMYHOOMOCPEAOBAHHbI MOHOLMTO3 B NMEPUOAE CEHCU-
61nnM3aunm BUPYC-BEKTOPOM. Y ABYX NaLlMEHTOB OTMeYanachb
TpaH3MUTOpHas TPOMOOLMTONEHUS OO0 CTeneHu 3, corfiiacHo
O6LWMM TEPMUHONOMMYECKUM KPUTEPUSAM 15 HewenaTesnb-
HbIX ABNeHun 5.0 (2017). Y Bcex nauMeHToB B N1abopaTopHbIX
ncecneoBaHuax HabnaaanCb OTKIOHEHWS B BUAE NOBbILE-
HUA TpaHcamuHa3s (AcT, AnT) Kak B nepuoae ceHcubunuaa-
LMK, TaK 1 B OTCPOYEHHOM NEepUoae OT BBEAEHUS NpenapaTa
(y aByx — pgo creneHn 3 u 4). Y ogHOro nauuMeHta BMecTe
C MNOBbILEHMEM TpaHCaMWHa3 A0 cTteneHn 3 Habnwganocb
nosbiweHne ITTM go creneHn 2. Bce nauneHTbl NOKa3anu
NONOXKUTENbHbIN COXPaHALWMKCA BO BPEMEHW OTBET Ha
Tepanuio B BUAE yny4lWeHUs MOTOPHbIX HaBbIKOB MO LWKanam
CHOP INTEND n HFMSE. 310 coBnagaeT ¢ AaHHbIMUK nuTepa-
Typbl 0 60/71ee 3Ha4YMMOM M MPOLOMIKAKOWEMCS BO BPEMEHM
OTBETE Yy NaLUMEHTOB ¢ MeHee arpeccuBHbIM Il Tunom CMA 5q,
60/1blLMM YMcnom Konun reHa SMN2 [6, 8, 13].

OrpaHu4yeHus HaGaaeHUsA
OrpaHu4eHus, cBa3aHHble C BbIGOPKOM:

® HeAoCTaTO4YHbIM pa3mMep BblIGOPKU — BEKTOP BO3MOXKHbIX
OTK/IOHEHWI B TAKOM Clly4ae MOXET OblTb 3HA4YMMbIM;

® pasfnMyHaa MPUBEPKEHHOCTb WM YacToTa HabNLEHUS
3a NauMeHTaMu BHYTPU BbIGOPKM MO MPUYMHE pas3HOM
yAaNeHHOCTW NPOXKMBaHWA OT HabagaTens — ¢ y4eToM
NnepBoN M KpanHen TodYeK HabngeHus 3a naumeHTamu
BbI6GOPKM, aHanM3a MNPOMEXKYTOYHbIX AaHHbIX nocpea-
CTBOM c60pa AaHHbIX, MPOAO/IKEHHOIO aHann3a pas3Bu-
TUS KPYNMHOM MOTOPUKKU C BUAEOPErncTpaumnen OaHHbIX,
[JaXke Mnpu OTCYTCTBMWM BO3MOXKHOCTM TECTMPOBAHMSA MO
}YHKUMOHANbHLIM LKanam, BEKTOP BO3MOXHbIX OTKIO-
HEHWW He [OMKEH OblTb 3HAYUMMbIM 4S9 NOSYYEHHbIX
pe3ynbTaToB UCCNEA0BaHMS;

® pas3Hasf ANuMTeNnbHOCTb HabnwaeHuMs 3a nauueHTa-
MW OT MOMEHTa 3KCNO3WLUMM MpPU OLEHKE WCXO040B
(3—12 mMec) — BEKTOP BO3MOXKHbIX OTKIOHEHUW MOXKET
MMETb BaXHOe 3Ha4YyeHne Ansg AOCTOBEPHOCTU pesynbTa-
TOB MCCNeAoBaHUs.
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OpuruHanbHas cTaTbs

OrpaHunyeHus, cBi3aHHbIe C NoKasaTensaMu, aHanusmpye-

MbIMW B HaGNOAEHNM:

® MpW aHanM3e PETPOCMEKTUBHbLIX AAHHbLIX U3 MEAULUMH-
CKOWM AOKYMEHTaLMM NaLMEHTOB B HEKOTOPbIX Cly4asx He
XBaTano AaHHbIX AN CKPYNyne3HOCTN aHannM3a — BEKTOP
BO3MOHbIX OTK/IOHEHWIH B AaHHOM cfly4ae He [O/IKEH
BUATb Ha pe3ynbraT UCCNeLOBaHWS, HO AaHHbIM daKT
MOXET NpensTcTBOBaTb MOHMMaHWUIO MEXaHWU3MOB pas-
BUTUS HEXENaTeNbHbIX peaKLmi;

e (daKT CpaBHEHWUS pPe3ynbTaToB TECTUPOBAHUSA MO (YHK-
LMOHaNbHbIM WKanaM padHbiMK cneunannctamun n dakr
Hannuna apTedaKToB B HEKOTOPbIX Cyvasnx Npu GYHKLMO-
Ha/lbHOM TECTUPOBAHMM C YH4ETOM MOMPAaBKK Ha fgeTab-
HOe onMMcaHWe HaBbIKOB KPYNMHOW MOTOPUKK U BUAeope-
rMCTPaLMKU JaHHbIX HE AO/MKHbI MPUBOAMTL K 3HAYUMbIM
OTK/IOHEHUWSIM B pe3ynbTaTtax UCCeA0BaHus.

WUHTepnpeTayua pe3ynbraToB HaGnloAEeHUSA

CUHOPOM MbILLEYHON TMNOTOHMK Yy pebeHKa nepBbix 6 Mec
¥U3HU TpebyeT obsa3aTenbHOW AnddepeHumnanbHOn auna-
rHOCTUKM co CMA 5q [7]. O4eBMAHbIN perpecc ABUraTeNbHbIX
HaBblkoB B ae6tote CMA 5q MOXKET nposiBAsaTbCca Ha doHe
nepeHeceHHoro MHPEKLMOHHOro 3aboneBaHns UanM Ha GoHe
MHOW aHTUIeHHOW CEeHCUOUAM3aLUUU MMMYHHOW CUCTEMDI
opraHnama (BaKkuuHauums). Banbii TeTpanapes ¢ 3agepKKon
[ABUraTeNlbHOro PasBWUTUS U MUHWMAaNbHOM ABUraTeNbHOM
aKTUMBHOCTbIO B BO3PACTe NePBbIX 2 MEC U3HMU B COYETAHUMU
¢ dacumMKynaUMamMK B A3biKe, NapagoKcanbHbIM TUMNOM AbIXa-
HUS U CKeneTHbIMM JedopMauMaMM 3HAYMMO MOBbIWAOT
BEPOSTHOCTb MONOXKUTENBHON AnarHocTukm CMA 5q Taxkeno-
ro TedyeHunsa (CMA | tuna). LLikana oueHKM MOTOPHbIX HaBbIKOB
CHOP INTEND — 4yBCTBMTE/IbHbIA WMHCTPYMEHT, HaLeEeNeH-
HbI/ raBHbIM 006pa3oM Ha MUccnefoBaHWe BO3MOXHOCTH
@HTUIPaBUTALLMOHHbLIX ABUKEHUI B CErMEHTax KOHEYHOCTEMN
W TyNnoBULLE, — UrpaeT ponb Ans agnarHocTukn CMA, onpe-
[eNeHNs UCXOLHOM0 YPOBHS MOTOPUMKM U TAXKECTU TeYeHus
60/1€3HU, 019 AMHAMWYECKON OLEHKM MOTOPHbIX GYHKLIMK
Ha poHe Tepanun OCHOBHOro 3aboneBaHusl, 0CO6EHHO AN
nauneHToB co CMA | Tuna. Ecnv nauneHT 3a Bpems Habto-
OeHus, gaxe npu npupocte 6annos no wkane CHOP INTEND,
He JOCTUraeT BO3MOXHOCTH CHAETb CaMOCTOSATENIbHO, BCTAET
BOMPOC O TOM, AOCTUTHYT /1M 3HAYUMbIV OXKMaaeMbl aPdeEKT
Tepanuu. lNaTtonorMyeckas COHIMBOCTb pebeHKa Ha ¢doHe
GU3MYECKON YTOMASEMOCTU MAaCKMPyeT CUMATOMbl OCHOBHO-
ro 3abonesaHus. lNpeawecTByollas 6puax-Tepanus narto-
reHEeTUYECKMM npenapaTtoM MOXeT OKa3lbliBaTb ObICTPbIN
3 dEKT B cTabuNM3aLMN COCTOSAHUA pebeHKa Mo OCHOBHOMY
3aboneBaHnto. 3To CTaBUT BOMNPOC O BpUIK-Tepanum B Kave-
CTBE «CKOpPOM NomMoLwmn» Ang npodUnakTMK1 rub6enm MoToHen-
POHOB B MepWo OXMAaAHWS TOro BuAaa Teparnuu, KOTOpbIn,
N0 MHEHMWIO MEAWLMHCKUX CheuuanucToB, B Haubonbluen
cTeneHun cnocobeH moanduumpoBaTtb TeYeHne 3aboneBaHus
Yy KOHKPETHOro peuunnueHTa. B rpynne uccnegosaHus Hamu
He 6bl10 MOKa3aHO AOCTOBEPHOM 3aBUCUMOCTU YBENUYEHUS
pocTa HexenaTtenbHbIX aBneHun (HA) n ux TsecTtun, Habnto-
[JaeMblX Nocse reHo3amecTUTENbHOW Tepanuu, OoT npes-
LIeCcTBylOLEN WMHOW NaToreHeTnyeckon Tepanuun. OgHaKo
HEeoB6X0AMMOCTb KIMHUYECKUX MCCNefoBaHMW U aHanu3a
OaHHbIX peanbHON KIMHUYECKOW NPaKTUKM TaKuxX NpeLeaeH-
TOB C OLUEHKOoN 3DDEKTUBHOCTU M 6€30MacHOCTU OYEBUAHO
Heo6xoanMa. PocT HA u nx TaxecTb Ha BBeeHWE BUPYC-BEK-
TOpHOro npenapata 60/blue 3aBUCKUM, MO HAWWM AaHHbIM,
OT BO3pacTa M Macchbl Tena peuunueHTa, 4To onpeaensiet
HarpysKky BeKTop-reHomamu. CknagbiBaeTca BredvaTieHue,
YTO K/OYEBYIO POSb B PA3BUTUM 3HAYMMbIX HA UrpatoT nHan-
BUAyabHble UMMYHHbIE U BUOXMMUYECKME FEHETUYECKHK 0BY-
ClIOBJ/IEHHbIE peaKLMn opraHnama, 4To TpebyeT AasibHeNLWero

nadyyeHus. MoBblleHWe TemnepaTypbl Tena, CONPOBOXKAA0-
Lieecs BAOCTbIO, PBOTOM, OTKA30M OT efbl/MWTbs, B NEpPUO-
e CeHCUbunuzauuMuM BMPYC-BEKTOPHbIM Mpenapatom —
BEPOATHLIN MPEAUKTOP MNPOSBAEHUSA renaToOTOKCUMYHOCTM.
Heo6xo0anMMOCTb B rOpMOHaNbHOM NyfibC-Tepanuu B nepunoae
CeHCMbunn3aunmn BUPYC-BEKTOPHbLIM Mpenapatom — BO3-
MOXHbIA NPEAUKTOP OTCPOYEHHOr0 MMMYHOOMOCPEAOBaH-
HOrO CHHAPOMA LMTONM3a C MPEUMYLLECTBEHHbIM BOBeYe-
HUWEM KIETOK NeYyeHn, 06yCnoBAEHHbIM BUOANCTPUOLIOLMEN
npenaparta. MNposBneHne renaToTOKCMYHOCTU B BUAE peaK-
TMBHOMO MOBbIWEHWUS amMUHOTpaHchepas B Nepuoae CeH-
cnbunnsaummn opraHMama BMPYC-BEKTOPHLIM MpenapaToMm,
BEPOSTHO, CBSAI3@HO C HEMOCPEACTBEHHbLIM €r0 BANSHUEM Ha
OpraH-MULLEHb, B TO BPEMS KaK MPOSIBNEHWE renaToTOKCHY-
HOCTM B OTCPOYEHHOM Mepuoae, B 0COGEHHOCTU MPU OTMEHE
[KC-Tepanuun, MOXKET CBMAETENbCTBOBATL 06 ayTOMMMYHHOM
noBpeXaeHun nedeHu. MoBTOpHaa BOMHaA pocTa aMWHO-
TpaHcdepas nocsie CTOMKOro CHUXKeHUs Ha ¢dOHe yMeHb-
WeHMa A03bl FOPMOHOB (BM/IOTb 40 OTMEHbl) — MPEeanKTop
CUHApPOMa UMTONM3a renaTouuToB ayTOMMMYHHOrO reHe-
3a. JTO NoATBEpPKAAETCA MOJSIOKUTENBbHON peakuuen npu
NOBTOPHOM Ha3Ha4YeHWn MUHUManbHbIX 403 [KC. OyeBMaHas
cTarHaums, a 3aTeM M NPOAOIIKEHHOE YNy4YllEeHNEe MOTOPHbIX
HaBblIKOB rOBOPSAT 06 aGPEKTUBHOCTHM NpenapaTa B OTHOLLE-
HWW OCHOBHOrO 3a60neBaHNsa Y PELMNUEHTOB, COOTBETCTBY-
OWMX MOKa3aHMSM K MPMMEHEHUIO npenapaTta CornacHo
WMHCTPYKUMKW. Hamu npepnonaraetcs, 4YTo CTax 6G0One3Hu
M BO3PACT Ha MOMEHT MHMLMALIMM Tepanumn B KoropTte geTen
B BO3pacTe A0 ABYX JIET HE ABNAIOTCA KPUTEPUAMM NPOrHO3a
3PDEKTUBHOCTU FrEHO3AaMECTUTENIbHOM TEpanuu 1 He NO3BO-
NAT ONpeaensiTb BO3PACTHOM LIEH3 A1 MOoTeHUMaNbHbIX
PELMMUEHTOB BMPYC-BEKTOPHOro npenapata. MHbIMKU cno-
BaMM, NaLMEHT, NONMy4YMBLIMIA BMPYC-BEKTOPHYIO Tepanwuio
CMA 5q B 6onee craplwieM Bo3pacTe, MOXKET UMETb OTBET
Ha Tepanuilo He MEeHbLUMW, a BO3MOXHO, U 60MblINK, YeM
nauveHT mnagwero Bo3pacta. B atom cnyyae oyeBugHa
ponb KauHuyeckoro Tmna CMA 5q, MCXOAHbIX MOTOPHbIX
HaBbIKOB M Yyucna Konun reHa SMN2, ogHaKo UHble, Heo4e-
BUIHbIE HA CErOAHSALWHWA AeHb, MHANBKUAYaNbHblE 0COGEH-
HOCTM OpraHM3Ma W reHeTu4yeckne MoandUKaTopbl ocTaloTCs
Heusy4yeHHbIMU. BeposiTHO, 6onbluee 3HaYeHne npu perna-
MEHTMPOBaHMW KpalHero Bo3pacTa nauMeHToB K reHo3ame-
CTUTENbHOWM Tepanuu UMeeT UCXOAHas OLEHKa PUCKOB pas-
BUTUSA cepbe3HbiXx HA Ha doHe Tepanuun. B aToM oTHOLWEHMH
Ba)XeH MOUCK A0CTOBEPHbIX MHAMBUAYANbHbIX MapKEPOB Kak
YCMELWHOCTM NOTEHUNaNbHON Tepanun, Tak U pUcKa pasBu-
TMS BO3MOXHbIX HA Tepanuu. Mpu Tskenom tedyeHun CMA
5q | TMNa goka3atenbCTBOM 3PDEKTUBHOCTU TEPANUU MOIyT
CNYUTb HE TONbKO YNy4lleHWe u CTabunmMsauns MOTOPHbIX
HaBbIKOB MaLMeHTa, HO U NO3UTUBHbIE U3MEHEHUS B pecnu-
paTtopHOM cTaTyce, QYHKUMM [NOTaHMA W NULEeBapeHUs.
BaKHbIM 4151 NOHUMaHWS BEKTOpa Pa3BuTUSA 60NE3HU SBAS-
eTCs MOWUCK MHAMBMAYaNbHbIX GMOMApPKEPOB, CMOCOGHbIX
BUATb Ha TevyeHWe 6ONEe3HU U OTBET Ha Tepanuio, B TOM
yucne u BbIGOp Tepanuu, U BHEAPEHUE UX B KIUHUYECKYIO
nabopaTopHyo NpaKTMKy. Hebonblas npoaoIKUTENbHOCTb
nepvoaa HabnaeHna 3a NauMeHTamm, NoayYnBLIMMU FEHO-
3aMeCTUTENbHYIO Tepanuio, B HacTosiWeM o6cepBaLMOHHOM
UccneaoBaHMM U AaXKe B MEAMLMHCKOM MPaKTUKE NedYeHuns
CMA 5q B uenom onpegenser He06Xx0AMMOCTb NMPOAOSIKEH-
HOr0 BCECTOPOHHErO M3y4YeHUs 6e30MacHOCTU NPUMEHEHUS
N 3OPEKTUBHOCTM BUPYC-BEKTOPHOrO npenapaTta. Takxke
HeobxoaMmMo 06paTUTb BHUMaHWE Ha TO, YTO B MNpeacTaBs-
NIEHHbIX CAy4Yasx TPU MauMeHTa KpaTKOBPEMEHHO Mosy4ya-
N NepopanbHbin Npenapar, MOAUPULMPYIOLLMI CMNANCUHT
reHa SMN2 (pucamnnam), 4To MOXKHO pacueHMBaTb Kak daKT
[LOMOMHUTENBbHON Tepanuu, WMHULMWMPOBAHHOW poauTens-



MU [8]. PesynbTaTbl HAabNOAEHUSA 3a 3TUMU TPEMSA NaLUeH-
TaMu TpeBYOT CONOCTaBNEHNS C pedybTaTamu HabnoaeHuns
3a 60/IbHbIMW CO CXOAHOWM TAMECTbtO 60NE€3HU U CXOAHbIM
BpeMEeHeM Hayana Tepanuu — Kak Ha MOHOTepanuu puc-
avnnaMoMm, TakK M Ha MOHOTepanuu oHacemHoreH abe-
napBoBeKkoM. OpToneanyeckne OCMOXKHEHWS OCHOBHOMO
3aboneBaHns, KOTopble ycnenn chopmmpoBaTbCs y pebeH-
Ka [0 3TMonaToreHeTMYecKow Tepanuu, coxpaHstoliascs
npeapacnonioXeHHOCTb K HUM BBMAY MaToreHesa OCHOB-
HOro 3a6oneBaHus (MbllevyHas cnabocTb), HacTo aCMMMET-
PUYHbIA NATTEPH MNO3bl U peannsaumn ABMKEHUW, Heao-
CTaTOYHbIN U OLWMBOYHBIN PEXMM MOCTypasbHOr0 KOHTPOS
Hapsay € NOSIBUBLUENCS BO3MOMHOCTbIO YBEIUYEHUS OBMU-
raTesibHOM Harpy3Kkun nocne nosy4eHus aTMonaToroHeTMyec-
KOW Tepanuu B YCNOBMSX MPOAOMIKEHHOrO pocTa cKeneta
pebeHKa M yBENMYEHMUS €ro Macchl Tefla, BEPOSTHO, MOryT
B AanbHeNleM OKa3aTb BAWSHME Ha MOTOPHble QYHKLMUK
nauneHTa — CNpoBOLMPOBATbL MX CTarHaLMio U BOSMOXHbIN
JanbHEWLKK perpecc.

3AK/IIOMEHME

AHanu3 onbiTa NPUMEHEHNS FTEHO3aMEeCTUTENIbHON Tepa-
nuM oHaceMHoreH abenapBoBeKoM Yy aeten co CMA 5q
C OLIEHKOM 6€30NacHOCTU U 3PDEKTUBHOCTM B peanbHOM Kin-
HUYECKOM MpaKTUKe OCTaeTCsl Ba*KHOW 3ajayen ana meau-
LIMHCKOro cooblectBa. B HacTosilwemM coobLLEeHMN MOKa3aHbl
OTHOCUTENbHas 6€30MacHOCTb NMPUMEHEHUS FeHO3aMeCTU-
TenbHOM Tepanun n ee adOEKTUBHOCTb 3a Nepuos Habno-
aeHns ot 3 4o 12 mec OT MOMEHTa OHOKPAaTHOro BBEAEHNS
BUPYC-BEKTOPHOrO npenaparta. lNokasaHa HeobxoAMMOCTb
JanbHENWEro U3y4eHUs MexaHUM3MOB Pa3BUTUS MHAUBUAY-
aNbHbIX HeXenaTesbHbIX SBNEHWUIA, NPUBEPIKEHHOIO U ANU-
TeNbHOro HabAlAEHMS NALMEHTOB NOCe NPUMEHEHUS Tepa-
nuu. PeaynbraTbl NPeACcTaBiEHHOro MCCNefoBaHUs BHOCAT
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nauneHtamm co CMA 5q.

BbIPAJXEHUE NMPU3HATEJ/IbHOCTHU

KonnekTMB aBTOPOB Bblpa)kaeT MNpuM3HaATENbHOCTb
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OpuruHanbHas ctaTbs

MPUNOXEHMUE

(017 [0]

[lata oueHKH

[aTa onepauuun Ha NO3BOHOYHUKE

[lata poxxaeHn

Bpewms, 3aTpayeHHOe Ha 06cnejoBaHue

OLeHMBaIOLMIA ceLuanmucT

Moxanyiicta, 06BeguTe

CaMOCTOfITe/IbHbIX ABUKEHWIA B HacTosliee Bpems

OK = orpaHu4eHO KOHTPaKTypoin

YaleyKun JOMKHbI
6bITb O6paLLeHbl
BBEPX, 0AbIXKKM
[IOMKHbBI ObITb
pPacnonoXeHbl He
nanbuie yem B 10
CM Apyr oT gpyra

cuaeTb ¢
BbINPSAMIEHHbIMU
Horamu

HET — nMepeBopaunBaerca — [lon3aet B nonoxeHuu cuaa — [on3aer Ha KUBOTe/4eTBEpeHbKax — XOAMT C KOCTbUIAMU/XOAYHKaAMU —
Xoput c optesom — XoAMT camMOCTOATENbHO
LT =Y T T 1 PR
Mpo6a HHCTpyKumns 2 1 0 OK | B |KommeHTapuu

b =6ann
1. Cnoco6GHOCTb Tbl MOXKELLb CHMAETH HA MoskeT cupaetb 6e3 Heo6xoauma onopa Heobxoanma Anement 1
cupeTb Ha CKambe/ | CKaMbe/CTy/le 63 0MopbI | ONOPbI Ha PYKK, MOKa | Ha OAHY PYKY Ans ornopa Ha o6e pyku MpeobnajatoLiee
cTyne Ha pyKM, MoKa fi cyuTalo | Bpay CuMTaeT 40 3 W | yaepwaHus 6anaHca, | Ans yaepwaHus NoNoXeHue
MoXKeT cuaeTb Ha 40 3? (bes onopbi noa 6onee noKa Bpay cyuTaeT 6anaHca. NQ3BOHOYHUKA
Kpato CKaMbK UK CIMMHY,/C 0ropo# nam 6e3s no3 He cnocobeH
Ha ckambe/nony 0ropbl Horamu) cUaeTb <
3anuwmnTe nyqwun
YBUEHHbIN BapuaHT Mpeo6najatowee
2. Cnoco6GHOCTbL Tbl MOXeLWb cuaeTb MoxkeT cuaeTb Ha MoxeT cuaeTb Ha MoseT cnaeTb ¢ MONOKEHNE HAKHNX
cuaeTb ¢ Ha noJy/cKamee ¢ nosny/cKambe ¢ nosny/cKambe ¢ BbINPSIMIEHHbIMU KOHe4HoCTeN
BbINPAMAEHHbIMU | BbIMPSMAEHHbIMY HOraMu | BbINPSAMAEHHBIMK BbINPSIMIEHHbIMU HOramu ¢ onopom ‘i
Horamu Horv 6€3 0Mopbl Ha PyKH, MoKa | Horamu 6e3 onopsbl HOramu c onopon Ha Ha o6e pyKu, NoKa N 1]
NpsiMble = KONEHU A cyutato go 3? Ha PyKM, NOKa Bpay OfHY PYKY, MOKa Bpa4y | Bpay cuutaet go 3.
MOTYT 6bITb COTHYTbI, cuntaet go 3 cuntaet go 3

yr yT A A 06Beaute

HO KONIEHHblE Mnu He cnocobeH

npeob6naganujee

0/10)XeHne Nno3BOHOYHUKa
U HUXKHMX KOHEYHOCTEeH

3. Cnoco6HOCTL
KOCHYTbCSl F0/10Bbl
OHOM pyKo# B
NONOoXKEeHNn cuasa

Tbl MOXeLLb KOCHYTbCS
0ZJHO# PYKO# ro/1oBbI, HE

HaKJ/I0HAsA ronoBy?

Mo3eT AOTPOHYTLCA
710 FONOBbI O\HOM
pyKoit. fonoBa u
TYNOBMULLE OCTalOTCA

MoxeT OTPOHYTLCA [0
ron0Bbl PyKON TONbKO
HaK/OHUB roNoBy

He moxeT goctath
[10 TO/1I0BbI PYKOW,
[laXKe ¢ NoMOoLLblo
[IBUXKEHWS roN0Bbl

Mp/N

noBepHyTbCA CO

CO CIMUHbI Ha 60K B

€O CMWHbI Ha 60K B

CMWHbI TONbKO Ha 0ANH

NOBEPHYTLCA HU Ha

Pyka pomxHa B CTaGU/IbHOM 1 TyNoBuLa
KOCHYTbCS FONIOBbI NOOXKEHUN

BblLUE YPOBHA yLewn

4. Cnoco6HOCTbL Tbl MOXeLb KOCHYTbCS MoXeT NonoXuTb MoXeT NonoXuTb He moxet
KOCHYTbCSl FONOBbI | r0/10Bbl 06eUMU PYKaMK | KUCTU 06enX pyK KUCTM PyK Ha ronoB.y, NOAHECTH KUCTH
ABYMS pyKamu B 0JHOBPEMEHHO, He Ha ronoBy Yepes HO TO/IbKO HAK/OHUB 06enx pyK K
NONOKEHNU CUAA | HAK/IOHAS ro10BYy? CTOPOHbI. [0n10Ba U ronoBY, HAKNOHUBLKCL | ronoBe

PYKK1 BOMKHBI TYNOBHLLE OCTatoTCA B CTOPOHY, Nepe6upas

KOCHYTbCS FONOBbI B CTabUIbHOM PYKamu 1im no ogHoOM

BblLUE YPOBHA yLIEH. NONOXEHUM

5. Cnoco6HoCTb Tbl MOXeLWb MOBEPHYTLCS | MOXeT NoBepHYTbCS | MOXeT noBepHyYTbCS co | He moxeT Mneyn nepneHanKynsapHbl

NoBEpPXHOCTK MaTa.

yepes npasbli 60K

7.CnocoGHoCTb

rnepeBepHyTbLCA C XMBOTa

Ha Cn1Hy B 060MX

NoMOLLW PYK

NOATSAHYTL Ce6s

MNepeBopaunBaeTca

MNepeBopaynBaeTca Ha

He moxet

CMUHbI Ha GOK 000MX HanpaBneHNax? 06e CTOPOHbI 60K (Mp/N) 04uH 60K TynoBuuie v 6egpa Ha
MocTapa#cs He O[IHOW NNHMK
MCMo1b30BaTb PYKH

6. Cnoco6HoOCTb MNepeBopaynBaeTca MepeBopaynBaeTcs Ha | He moxet

nepeBepHyTbLCA C Ha CNUHY Yepe3 CMUHY, AICNONB3YS PYKY, | NEpeBEPHYTLCS Ha

KUBOTA Ha CNIUHY | Ti) vosewwb npaBblit 60K 6e3 4TOGbI OTTONKHYTLCA/ | CMIMHY

Yyepes npaBbiii 60K

9. Cnoco6HOCTbL
nepeBepHyTbLCH CO
CMUHbI HA }UBOT
Yyepes neBbi 60K

NepeBepHyTLCS CO

CIUHbI Ha KUBOT B 060MX

HanpaBaeHusx?

NOMOLLM PYK

NOATAHYTH Ce65

NepeBepHyTLCA C | HanpaB/IeHNsAX? Ha CTIMHY Yepe3 CMUHY, UCMIONb3YS PYKY, | NepeBEPHYTLCS Ha
JKUBOTA Ha CNHY NeBblii GOK Ge3 YTOBbI OTTONKHYTLCS,/ | CIIUHY

yepes nesbii 6ok MoMoLLM PyK MOATAHYTb CE6S

8. Cnoco6HoCTb MNepeBopaynBaetcs MepeBopaunBaeTca Ha | He moxeT
nepeBepHyTLCA CO Ha XMBOT 4Yepe3 KMBOT, UCNONb3YA PYKY, | NepeBepHyTLCA Ha
CMUHbBI HA XXMBOT Thl MOXKeLLb npaBbiit 60K 6€3 YTOGbI OTTONKHYTLCA,/ | MBOT

MNepeBopaynBaeTcs
Ha XMBOT Yepes
NeBbI 60K 63
NOMOLLY PYK

MNepeBopaynBaeTcs Ha
YMBOT, UCMOMb3YS PYKY,
YTOObI OTTONKHYTLCS/
NOATAHYTH Ce65

He moxet
nepeBepHyTLCS Ha
KMBOT




MpoGa

UHCTpyKumns

OK

KommeHTapuun

b = 6ann

10. Cnoco6HoCTb
neyb U3
NOJIOKEHUS CUAS

Tbl MOXeLUb N1€Yb U3
MOJIOKEHMS CHAS,
KOHTPOAIMPYS CBOM
ABUXKEHNA?

MosKeT neyb,
KOHTPONUPYS CBOM
ABWXEeHNUs — Yyepes
NONOXEHNE Nexa Ha
6OKy AW AepKach 3a
ofexay

MosKeT neyb, HO
3aBanuBaeTcs Bnepes
1N nepeKatbiBaeTCs
Ha 60K

He mMoxeT neub
1N najaet Ha
CMUHY

11. CnocoGHOCTb | Thl MOXELLb MOAHATLCA MosxeT npunogHsitees | Ecnu npuaathb HeBbINosHUMO
BCTaTb B YNOP Ha | Ha JIOKTAX U yAEPKMBATL | Ha NOKTSX C nauueHTy
npeanneybs 370 MO/I0XKEHME, MOKa A | NOAHATON ronoBoii M | Heobxoaumoe
cyuTalto 50 3? YAEPXMBATb JaHHOE | MONOXEHKE,
NONOXKEHWE, MOKa YAEPKNBAET €ro, NoKka
Bpauy cynTaeT 4o 3 Bpay cynTaeT 4o 3
12. CnocoGHOCTb | Tbl MOXKeELLb MOAHATH MoeT nogHsATb MoXeT nogHsATb HeBbinonHumo
NOAHATL FONIOBY U3 | rO/I0BY 1 yAEPKMBATb €€, | FONOBY U3 NONOXKEHWUS | FONOBY, BbITAHYB PyKU
NOJIOKEHUA NNeXa | lepiKa pyKk1 BAOb TeNla, | exa Ha XuBOoTe, Bnepes, 1 yaepxuBaTb
Ha XuBoTe MoKa A cyutaro 4o 3? Aepxa pyKu BAOMb ee, NOKa Bpay cunTaet
TYN0BULWA, U no3
YAEPKUBATb €€, NoKa
Bpay cyuTaet go 3
13. CnocoGHOCTb | Thl MOXELLb MOAHATLCA HA | CNOCOBEH NPUHATL CnocobeH yaepxuBaTb | HeBbINOAHUMO
BCTaTb B YNOP Ha | BbINPSAMAEHHbIX PyKax M | ynop Ha NpsiMble PYKK | ynop Ha NpsimMble PYKK,
npsiMble PyKu yAepKuBaTh o3y, Moka A | C NOSHATON roaoBoM | MOKa Bpay cyMTaeT Ao
cuntao 40 3 ? 1 yaepKuBaTb 3, ecnv emy npuaaTb
NONOXKEHWE, MOKa [aHHOE NoNoXeHue
Bpauy cynTaeT 4o 3
14. CnocoGHOCTb | Tbl MOXeELLb CECTb U3 CnocobeH cecTb MepeBopaynBaeTcs HeBbinonHumo
cecTb U3 MOJIOXKEHNSA N1EXKa, HE 4yepes nonoxeHue Ha XMBOT UK NIULLOM
NOJIOKEHUA NNea | nepeBopaymBasiCh Ha nexa Ha 60Ky K nony
JKUBOT?
15. Cnoco6HOCTb | Thl MOXELLb BCTaTb Ha Cnoco6eH BcTaTbh Ecnu npuaatb HeBbINoAHUMO

BCTaTb Ha
YyeTBepPeHbKHU

YeTBEPEHbKM C MOAHATOMN
ro/10BOM U yaepKuBaTh
370 M0JI0XKEHME, MOKa A
cyuTato 40 3?

Ha YeTBEPEHbKH C
NOAHATOM roN0BOK
1 yaepKuBaTh 370
NONOXeEHUE, NoKa
Bpay cynTaet go 3

NauMeHTy MosoxeHue
Ha YeTBepeHbKaXx,
YAEPKUBAET €ro, MoKa
Bpay cyuTaet 10 3

16. CnocoGHOCTb
nonsarb

Tbl MOXKeLLb MPONOI3TH
Briepes?

Crnoco6eH nonatu
Brepes, enas asa
1 6onee UuKna
DBWXEHWUI PYK U HOT

[lenaet TobKO OANH
LMK ABUXEHWUH pYK
1 Hor

HeBbinonH1umo

17. CnocoGHOCTb
NOAHATL rONOBY,
JieXka Ha cnuHe

Tl MOXKeLLb MOAHATH
ro/0By, YT06bI
MOCMOTPETb Ha nasbLbl
Hor, 1 yAepxu1BaTb

ee, 0CTaB/Isis PYyKU
CKpeLYeHHbIMH, MOKa 5
cyuTato go 3?

B nonoxeHuu
Nexa Ha cnuHe
ronoBa AomKHa
6bITb MOAHSTA NO
cpeaHen MMHun
Tynosuuwa. loctaet
noa60pOSKOM [0
rPYAHOM KNETKU.
YnepxvBaet
MONOXEHHE, MOKa
Bpay cunTaet 4o 3

[onoBa nogHumaetca
C NoOMOLLbI0
60KOBOr0 CrbaHus
nnn 6e3 crubanus
Wwen. YoepxuBaet
NONOXKEHUE, NOKa
Bpay cunTaet 1o 3

HeBbInonHMmMo

18. CnocoGHOCTb
CTOSAThb C
noaAepPKKon

Tbl MOXeLLb CTOATD,
MCIOJIb3YA OAHY PYKY ANS
Ol10pbI, MOKa A cY1Tato
740 3?

MoxKeT cTosiTb,
MCMONb3ys OAHY PyKY
L1151 0nopbl, NOKa Bpay
cynTaet go 3

MoxeT cTodATb ©
MWUHUMaNbHOM
NoAAEPKKON
TynoBuLa (He Ha
ypoBHe 6efep), NoKa
Bpay cuuTaet ao 3

MoeT CcToATb,
MCMoNb3ys OAHY
PYKy Ansi ONopbl,
noKa Bpau
cYyuTaeT 1o 3,
oAHaKo TpebyeTtcs
[ononHuTeNbHas
NOAAEPHKa Ha
YPOBHE KONeH/
6epnep.

Mnu He cnoco6eH
CTOATh

19. CnocoGHOCTb
cToAThL 6e3
noAAEPKKN

Tbl MOXeLLb CTOATL 6€3
MOAAEPIKKM, MOKa 5
cyuTato 4o 3?

MoxeT cTosATb
€aMoCTOATENbHO,
NOKa Bpay cuuTaet
no3

MoxeT cTosATb
€aMOCTOATENbHO, NMOKa
Bpay cuuTaet 4o 3

Moet

CTOSATb TONIbKO
KpaTKOBPEeMEHHO
(MeHee, 4eM MoKa

Bpay cyutaeTt 4o 3).

Mnu He cnocobeH
CTOSATh
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Mpo6a HUHCTpyKumns 2 1 1] OK | B |KommeHTapuu
b = 6ann
20. Cnoco6GHOCTb Tbl MOXKELLb XOAUTb CnocoGeH caenatb CnocobGeH caenatb HeBbinonHMmo
XOAUTb 6€3 M0CTOPOHHEMN 6onee 4 waros oT 2 0 4 waroB 6e3
nomoLm 1 6e3 MNomoLym 6e3 NocTopoHHEN NOCTOPOHHEN NOMOLLM
BCromorarte/bHbIX nomotuuu
ycTponcTs?
lNoKaxwu, noxanymncra
OLIEHKA Kon-Bo oueHoK 2 = Kon-Bo oueHoK 1 = Kon-Bo oueHoK UTOlro = /40
0=
KommeHTapum
Tect HUHCTpyKunsa 2 1 0 OK | B | KommeHTapuu
b = 6ann

21. CnocoGHOCTb
COTHYTb NpaBylo
Hory B 6eape u3
NONOXKEHUA Nexa
Ha cnuHe

Thl MOXKELLb MpUIKaTh
npaBoe KOJEHO K rpyan?

JloCTUrHYTO NosHOE
crubaxue 6egpa

YactnuHoe crubaHue
npaBon Horu B 6egpe

n KoneHe (6onee 10%
AvanasoHa ABUXEHWUI B
cycTaBe)

HeBbInonHnMo

22. CnocoGHOCTbL
COTHYTb JIeBYIO
Hory B 6eape u3
NONOXKEHNA Nexa
Ha cnuHe

Thl MOXKELLb MpUIKaTh
J1I€BOE KOJIEHO K rpyan?

JloCTUrHYTO NONHOE
crubaxue 6egpa

YactnuHoe crubaHue
NleBOM Horu B 6efpe u
Konexe (6onee 10%
Avana3oHa ABUXEHWUI B
cycTaBe)

HeBbInonHWmo

23. CnocoGHOCTb
nepenTu us
NonoxeHus

CTOSl Ha KOJIEHAIX
B NONOXeHne
CTOSl Ha NpaBoOM
KoneHe

Tl MOXKeLLb MOAHATH
JIEBYIO HOTY TaK, YTOOb!
JieBas cTorna cTosia
Ha nony, 6e3 nomoLyn
PYK 1 CTOSITb B TAKOM
MOJI0XKEHUM, MOKa 5
cyutaro go 10

Pyku
“CNonb30Banuch Npu
CMEHE MONOXKEHNS,
He UCMoNb3yeT PyKn
nocne NPUHATUS
no3bl CTOS HA OAHOM
KoneHe, Noka Bpay
cyntaet o 10

YoepK1BaeT NonoxeHune
Ha OAHOM KoneHe ¢
NOMOLLbIO PYK, NOKa
Bpay cyutaet go 10

HeBbInonHWMO

24, CnocoGHOCTb
nepenTu us
NONOXKEeHUs cTos
Ha KOJIEHAIX B
NnosnoxeHne cTos
Ha IeBOM Ko/neHe

Tbl MOXKELLb MOAHSTH
npaByto HOTy TaK, 4To6bl
npaBasi cTona cTos1a
Ha nony, 6e3 nomoLm
PYK U1 CTOSITb B TAKOM
MOJI0KEHNM, MOKa 5
cyutaro o 10?

Pyku
1CNonb30Banuch Npu
CMEHE MONOXKEHNS,
He UCMoNb3yeT PyKn
nocne NPUHATUA
no3bl CTOS HA OAHOM
KoneHe, Noka Bpay
cyutaet go 10

YaepunBa€eT NonoxeHue
Ha OflHOM KoneHe ¢
MOMOLLbIO PYK, NMOKa
Bpay cyuTaet o 10

HeBbInonHWmo

25. CnocoGHOCTb
BCTaTh U3
NONOXKEeHUs cTos
Ha KOoNeHsX,
HauyuHasn c NeBom
HOTn

Tbl MOXKeLLb BCTaTb

M3 3TOr0 MOJIOKEHMS,
HayuHasi ¢ 1eBO# HOry,
6€e3 MoMoLM PyK?
MoseT notpe6oBaTbCcs
ZAeMOHcTpaums

Cnoco6eH BcTaTh 63
NOMOLLM PYK

Cnoco6eH nepeHecTu
Bec ¢ 060X KoneHen
(c nomoLwbto unun 6e3
NMOMOLLY PYK)

HeBbInonHWMoO

26. Cnoco6GHOCTb
BCTaTb U3
NONOXKEHUs CTos
Ha KoJeHsX,
Ha4uHas c npaBoM
HOrM

Thl MOXeLLb BCTaTb

W3 3TOr0 MOJIOKEHMS,
HayuHasi ¢ NpaBo
Horu, 6e3 MomMoLm pyKk?
MoxkeT notpe6oBaTbCs
ZAeMOHcTpaums

Cnoco6eH BcTaTh 63
MOMOLLY PYK

Cnoco6eH nepeHectu
BecC ¢ 060X KoneHen
(c nomoLwbto nnn 6e3
NOMOLLM PYK)

HeBbINonHUMO

27. Cnoco6HOCTb
cecTb U3
NOJNIOXKEHNA CTOA

Tbl MOXelLLb cecTb Ha
101, KOHTPOAUPYS CBOU
aBuxenna? [octapatbes
He UCrob30BaTh PyK1

Cnoco6eH cecTb 6e3
MOMOLLY PYK Un
nageHvn

Caauntesi Ha non ¢
NOMOLLbIO PYK UK
nagaet

HeBbInonHWMO

28. Cnoco6HOCTb
npucectb

Tbl MOXeLUb MPUCECTb?
MpeacTaBb, YTO Thi
CaAMLUbCS Ha 0YeHb
HU3KUI CTyN

Mpucepaet 6e3
MOMOLLY PYK
(crnbaHwue Hor He
MeHee yem Ha 90°)

Mpucenaet (6onee yem
Ha 10%) ¢ NOMOLLbIO PYK

He moxet
npucecTb

29. CnocoGHOCTb
NpPbLITHYTb BNepea
Ha 12 proiimoB
(30 cm)

Tbl MOXKELUb MPbITHYTH
KaK MOMHO asiblue,
OTTa/IkuBasicb 06eMmm
Horam, oT 3TOM JIMHUM B
CTOPOHY APYrok IMHUN?

Mpobiraet He
MEHbLLEe YeM Ha
12 promos (30
CM), OTTaNK1BasCh
ABYMS HOramm
OAHOBPEMEHHO

Mpbiraet Ha paccTosiHue
2-11 aronmos (5-28
CM), OTTaNKMUBasiCh
ABYMsi HOraMu
OZIHOBPEMEHHO

He cnocobeH
MPbITHYTb,
oTTanKMBasCh
[IByMsl Horamu
0AHOBPEMEHHO




Tect HUHcTpyKumns 2 1 0 OK | b | KommeHTtapuun
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30. CnocoGHOCTb | Thl MOXELLb MOAHATLCA MoaHumaetcs MogHumaeTcs Ha 2-4 He cnoco6eH
NOAHATLCA NO o nectHuye? Tbl Ha 4 CTyNeHbKK CTyneHbKM N106bIM NOAHATLCS Ha
JlecTHULLE C MOJK€ELLb OrepeTbes Ha C nepunamu, cnoco6om, aepacb 2 CTyneHbKH,
nepunamu repuna ¢ 04HOM CTOPOHbLI | NOoYEPEaHO 3a nepwuna ¢ 04HoM flepxach 3a
nepecTaBnsis HOTU CTOPOHbI nepuna ¢ oaHom
CTOPOHbI
31. CnocoGHOCTb | Tbl MOXELLb CTYCTUTLCS Cnyckaetcs Ha Cnyckaetcs Ha 2—-4 He cnoco6eH »
CMyCTUTbCA no nectHuue? Tbl 4 cTyneHbKy, CTyNeHbKM N106bIM CMyCTUTLCA Ha ©
no necTHuue ¢ MOJK€ELLb OrepeThes Ha [lepach 3a nepuna, | cnoco6om, iepxach 2 CTyneHbKH, b4
nepunamu repuna ¢ 04HO# CTOPOHbI | NOoYEPEeSHO 3a nepwuna ¢ 04HOM fepxach 3a :
nepectaBifs HOTU CTOPOHbI nepuna ¢ 04HOM N
CTOPOHbI =
~
32. Cnoco6HOCTb Tbl MOXKeLUb NOAHATLCS MNoaHumaetcs MNMoaHumaetcs Ha 2—4 He moxeT N
NoAHATLCA NO o necTHuue? Ha 4 cTyneHbKu CTyNeHbKM No6bIM NOAHATLCS Ha 2 8
NlecTHUUe 6e3 MocTapavics He 6e3 nomoluu crnoco6om 6e3 NomoLLu CTyneHbKu 6e3 Q
noMoLu nepun onupaTtbCs Ha nepuna PYK, noo4yepesHo PYK NOMOLLY PYK 7
nepecTaBnsist HOrM g
33.CnocoGHOCTb | Thbl MOXELLb CryCTUTLCS Cnyckaetcs Ha Cnyckaetcs Ha 2—-4 He moxet 'E
cnycTuThbeA No o necTHuue? 4 cTyneHbKK 6e3 CTYNEHbKK NO6LIM CNyCTUTbCS Ha 2 o
necTtHUue 6e3 lNocTaparicsa He NOMOLLY PYK, cnoco6om 6e3 NomoLLu CTyneHbKu 6e3 E
nomoLLM nepun onupaThCs Ha nepuna nooyepegHo pyK NOMOLLY PYK E
nepecTaBnsis HOTU w
[
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BAKLIUHbl U UMMYHONMPO®UTIAKTUKA B COBPEMEHHOM MMUPE.
PYKOBOJCTBO /111 BPAYEN

Mop peaaxkuyuen: J1.C. Hamasoson-bapaHoson, H.U. Bpuko,
M.B. denbabniom
M.: Meanatpb, 2021. — 648 c.

BMOHorpacbww npeacTaBneHbl HOBblE CBEJEHUA O POSN UMMYHO-
NpodUNaKkTUKM B NPOrpaMMMPOBAHUM W COXPaAHEHWU 340POBbLSA
yenoBeKa, onncaHbl UMMYHOBMOIOrMYECKe NpenapaThbl 41 aKTUBHOM
M NacCMBHOW UMMYHMU3aALMW OETEW WU B3POC/bIX Pa3HbIX BO3PACTHbIX
rpynn “ pas3Horo coctosiHMs 340poBbs. Ocoboe BHMMaHWEe yaeneHo
OMWCaHUIO MHPEKLMOHHbIX 60Me3HEN, NpeaoTBpaTUMbIX C MOMOLLbIO
BaKuuHauuu. OToenbHaa rnaBa MOCBSLLEHA HOBOW KOPOHaBWPYCHOWM
nHpekumn COVID-19, B TOM yucne, NpuMHUMNAM MJ1aHOBOW BaKLUMWHa-
UuMn B nepuvoa NaHAeMWM, ONMMUcaHbl HOBble Mpenapartbl A8 3alliuThbl
oT SARS-CoV-2.

MoHorpadus agpecoBaHa crneuunannctam, 3aHMMatolmMmcs npobne-
MaMKu BaKUMHaUMW — neauaTtpam, TepaneBTam, XMpypram, akylliepam-
rMHEKonoram, repuarpam, anMaeMmnonoram, Bpadam apyrux cnewumasnbHo-
CTen, npenogaBaTeNsiM BbICLWIEN LIKOMAbI U KONeaXen no MeANLMHCKUM
n BMONOTMYECKMM CNEeLManbHOCTAM, CTyAeHTaM MeanLMHCKNX U dapma-
LIeBTMYECKUX BY30B U KOINTE[KEWN, a TaKKe OpAnMHaTopaM M acnmpaHTam.
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