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|. BBenenne

[IpokcumainpHas ciuHagbHast MbleyHast atpodus 5q (CMA) — 3To TsKeNnoe ayTOCOMHO-
pElleCCUBHOE HEPBHO-MBIIIEYHOE 3a00JIeBaHHE, XapPaKTEPU3YIOMIEECS MPOTPECCUPYIOIINMU
CUMITOMaMH{ BSUIOTO Tapajiida ¥ MBIIIEYHONH aTpo(uu BCIEACTBHE JETCHEPAlldu  Ol-

MOTOHEMPOHOB IIEPEAHUX POrOB CIMHHOTO MO3ra.

PacnipocTpaneHHOCTh TPOKCUMATLHOM CIIMHAIBHON MBIIIEYHOM aTpoduu cocTaBisieT 1 Ha
6000-10 000 w©HOBOpoXIeHHBIX. JlaHHBIE TIO pacIpPOCTPaHEHHOCTH 3aboineBaHusi B PO
orcyrcTByOT. Yactota HocuTenscTBa 3aboseBanus — 1/40-1/50 B momymsuuu B meiom. Ilo
nanabiM @I'BHY MI'HI umenn axkanemuka H. I1. boukoBa yacToTa HOCHTENIBCTBA MYTallMU B
reie SMNI1 B Poccun — 1/36 yenoBek u pacueTHas yacTora poxjaeHus pedenka co CMA 1 Ha

5184 HOBOPOKICHHBIX.

Il. latomopdosorus

Pa3BuTHe npokcuManbHON CIIMHAIBHOM MBIIIIEYHOM aTpoduu 5q 00ycI0BIEHO MyTallUsIMU
B rene SMNI1 (cokparmr. ot aHr, survival motor neuron), KOAUPYIOIIEM OCJIOK BEDKHBAEMOCTH
MoToHelpoHoB. ['en SMN1 kaptupoBan Ha xpomocome 5 B Jokyce 5ql12.2-q13.3 u umeer
reHTpoMepHyo koruio (SMN2). O6a reHa cocrost u3 aeBstd sk3oH0B (1, 2a, 2b, 3-8) u
paznuyaroTcs mAThi0 HykiIeoTuaamu B nocienoBarenbHoctd JJHK [1, 2]. Kputnueckoi Toukoi
SIBJISIETCSl 3aMEHA ITUTO3WHA Ha TUMHUH B 9k30He 7 reHa SMN2 (c. 840C>T), co3maromas cait
CBS3BIBAHUS ISl pempeccopa ciuiaiicuira. BcenmeacTBue 3TOro pasiuyus B HYKICOTHIHOM
MOCJIEIOBATEIbHOCTH OCHOBHOW TpaHCKpUNT reHa SMN2 He CcOonepKUT dK30HAa 7 U SBISIETCS
(YHKIMOHATBEHO HETTOTHOLICHHBIM [3]. OgHako reH SMN2 Takke mpoylupyeT MOJTHOpa3MepHBIi

(GyHKIIMOHATBHBIN OETOK, HO B OTHOCUTENILHO MaJibIX KonndecTBax (110 10%).

K Bo3HHMKHOBeHUIO npokcuMalibHO CMA npUBOAST MyTallUH B TEJIOMEPHOM KOIIUU T'eHa
(SMN1). OCHOBHBIM TUTIOM MYTAIIMi B 3TOM I'€HE SBIISIOTCS TOMO3UIOTHBIE AENEIIUN IK30HOB 7
nnu 7-8, Kotopble BBIABIAIOTCS Y 95% mnamumentoB. OctanbHble 5% MalMEHTOB SIBIISIOTCS
KOMIMayHJ-T€TepO3UroTaMu Mo Jeleluu B oJHOM konuu reHa SMNI1 u TOUKOBOW MyTaluu B
JOpYrou, KpailHe pelKo — KOMMayHA-T€TepO3UroTaMH MO JIBYM MHUHOPHBIM MyTauusm [4].
Myranuu resa SMN2 He MoryT ObITh puuuHOM CMA, OJHAKO YKCIO €ro KOMUW Ha CerojHs
SBJISIETCS OCHOBHBIM Mojupukaropom 3aboneBanus. [lpubmmsutensHo y 80% mromeir B
nonymsiiuu Habmromaercs 1-2 konuu. Jlns 5-10% 370poBBIX MEOJIEH OMKMCAHBI CIydyau JAeTeluu
reHa SMN2 B roMO3UTOTHOM COCTOSIHUU. Y nanueHToB co CMA pa3HooOpasue uncia Komui reHa
SMN2 ropasmo Ooibllie 1 MOKET BapbupoBaTh OT 1 10 6 kommil. To HeOObIIOE KOTUYECTBO
(GyHKIIMOHATBHOTO OeNKa, MPOAYLIUPYEMOro ILEHTpoMepHOH kommeid reHa SMN, crmocoOHO
CMSITYaTh TSHKECTh TEUYCHUS 3a00JICBaHMS y MANMEHTOB, UMEIONINX YBEIMUYECHHOE YHCIIO KOTIHIA

rera SMIN2.



[Ipoaykrom rena SMN siBnsiercs: 6e70K, cocTosMi U3 294 aMMHOKHUCIOTHBIX OCTATKOB,
¢ MoseKyIsIpHBIM BecoM 38 k/la. bemok GyHKIIMOHMpYET Kak B siipax, Tak U B IUTOIIIazMme. B
aapax Oemoxk SMN nokanusyercss B c(hepomnoJoOHBIX CTPYKTypax, Ha3bIBAEMBIX TI'e€MaMH,
aCCOIMMPOBAHHBIX ¢ Tenblamu Kaxans, BoBnedeHHbIX B MeTabom3Mm PHK. bemox SMN wurpaer
BAXKHYIO poJib B ciutaiicunre npe-pPHK u Onorenese mainbix s1epHbIX puOOHYKIIEOIPOTEUHOB, B
TE€HHOM JKCIPECCHM HA YPOBHE TPAHCKPHUIILMHU, a TAKKE Y4ACTBYET B aKCOHAJIbBHOM TPAHCIIOPTE

MPHK B anbda-moToneliponax.

CHuxenue ypoBHa Oenka SMN mpuUBOIUT K aKCOHAIbHBIM Je(eKTaM JIBUTAaTEIbHBIX
HEHPOHOB, BKJIIOYAs yCEUEHHE W/WUIIM YPE3MEPHOE Pa3BETBIECHUE AKCOHOB, 3aMEJIEHHE POCTa,
HapylIeHUsM B  HEPBHO-MBIIIEYHBIX CHHAICaX: HAKOIUIEHUIO HEWpOo(PUIaMEHTOB B
MIPECUHANITUYECKUX TEPMHUHAIIAX, (POPMUPOBAHUIO HEZPEIBIX MOCTCUHANITUYECKUX TEPMHUHAJIEH U

(b YHKIIMOHATBEHBIM aHOMAJTHSIM, HAPYIISHUTO TIPOIIecca SHI0IUTO3a.

Monudukaropsl KIMHHUYECKOTO TeueHus 3aboseBaHus. KinuHudeckoe pasHooOpasue
npokcuManbHoOi CMA 5q MOXeT OOBSICHATHCSA HAIUYHEM MOJUPHUITUPYIONUX (PaKTOPOB.
Monudukaropsl MOKHO pa3feluTh Ha JABE OCHOBHBIE T'PYIMIbI: BIUSIONINE HA YPOBEHb Oelka

SMN H, COOTBETCTBEHHO, HE OKA3hLIBAIOIIKE BIUIHNS Ha KOIudecTBO Oenka SMN.

dakTopel, BAMAOMKAE Ha ypoBeHb Oenka SMN. Ha cerogHs OCHOBHBIM
Mo upummpyomum dakropom CMA cuutaercs reH SMN2 - 4uCiio €ro KOMHWA W pa3inudHbIe
BHYTPHUTCHHBIC BapuaHThl. IMEIOTCS NaHHBIC O KOPPEISALHUA TSKECTH TECUCHHS 3a00JICBaHHS U
yucina konuii rena SMN2. Yem Gousbiiie konuid reHa SMN2, TeM, Kak IpaBUIO, MEHEE BhIPAyKECHBI
kinHuyeckue cumntombl CMA. Ognako ycraHoBieHue turna CMA TOJIBKO Ha OCHOBaHUU YHKclia
konuid reHa SMN2 HemonmycTUMO M MPOBOJIUTCA BpadyoM Ha OCHOBAHWHU BCEH COBOKYITHOM

I/IH(bOpMaI_[I/II/I 0 3a00/1eBaHNH Y KOHKPETHOI'O ITallUCHTA.

Eme omun wmomudpunupyroumit  dhakrop CMA, CBsI3aHHBIH HENOCPEACTBEHHO C
neHTpomepHoi konuen rea SMN, — 310 ogHOHYKJIeoTHAHAS 3aMeHa ¢.859G>C B sk30He 7 reHa
SMN2, koTopas MPUBOAMNT K 0Opa30BaHUIO HOBOTO YHXAHCEP-CBA3BIBAIONIEIO CaliTa CILIaliCHUHTa,
pe3yIbTAaTOM YETo SIBJSETCS BKIIOUEHHE B TPAaHCKpUNT ¢ reHa SMN2 sk30Ha 7. JlaHHBIN BapuaHT
aCCOILIMHUPOBAH C YBETUYECHUEM B KPOBH KOJIMYECTBA MOJHOPa3MepHoro 6eiaka SMN y manneHToB

co CMA II-1II tuma.

dakTopbl, He BIUAIOIKME Ha YypoBeHb Oenka SMN. MoaudukatopoB, He
aCCOLIMMPOBAHHBIX ¢ TeHOM SMN M ero nmpoaykToMm, Takke oueHb MHOro. C KaKIbIM T'OJ0M
OTKpBIBAETCs Bce OOJIbIIe MEXaHU3MOB. B mocnenHee BpeMst HHTEpeC NMPUKOBAH K psiy OeNKoB,
YAYUIIAIOMIMX IPOIecC SHAOIUTO3a B CHHAIICAX, T. K. HEIABHO OBLIO YCTAaHOBIJIEHO, YTO UMEHHO
SHJIOIMTO3 SIBJIAETCS OJHUM M3 KIIOYEBBIX HapymiaeMblx MexaHu3MmMoB mpu CMA. Otu Oenku

npeacrasiensl miactuHoM 3 (PLS3) u koponmnom (COROIC), HelpoKadbLMHOM JeNbTa



(NCALD) u kanbpumiineBpuHOIogo6HbM 6enkom (CHP1).

OcoObrii uHTepec mpencraBisier MmetwmpoBanne JIHK, kaxk Hambosiee craOuinbpHas
MOAM(UKAIUS, W3MCHSIONIAs XapaKTep OKCIPECCHH T'eHOB. bbUla BEISBICHA  CBS3h
MetunupoBanus psga renoB (SLC23A2, NCOR2, DYNCIHI), kotopsie MOTYT OBITH BOBJICUEHBI

B maroree3 CMA, U TshKecThIO 3a00JIeBaHUA.

1. Knuanuyeckune nposiBjieHUs

[IpokcumanbHas cnuHanbHas MblmieyHas atpodus 0 tuma, wnu BpoxkaeHHas CMA c
MIOCJIEPOIOBOM achukcueit — HanboJiee TsKebli BapuaHT TeueHus 3adonesanus. Ha 30-34 nenene
O0epeMEHHOCTH OTMEYAIOT MAJIOTIOABIDKHOCTE Tutona. Ilocie pokaeHus! NBIKEHHS TPAKTHIECKU
OTCYTCTBYIOT, HAaJHMUUE KOHTPAKTYpP, TPYAHOCTH C TJIOTAHHEM M JbIXaHHeM — 0e3 oOecreueHus
JBIXATEHHOM TOIIEPKKH PeOSHOK MOTHOAET.

[IpoxcumanbHas crivHaibHAas MbllieuHas arpodust [ Tuna, wiu 6one3ns Bepauura-I'odpdmana
BO3HMKAET B BO3pACTe JI0 6 MECALIEB U XapaKTepU3yeTcs TSHKeNoM MblleuHol ciaadocTbio. bonpHbie
JIETH HE CIIOCOOHBI Iep>KaTh TOJIOBY, MMEPEBOPAYNBATELCS, CUIIETh 0e3 moaaepkku. [IpokcumanbHas,
CUMMETpUYHAsI MBIIIEYHAs CJIa00CTh, OTCYTCTBUE MOTOPHOTO Pa3BUTHUS M MBIIICUHAS THIIOTOHUS
SIBJIIFOTCS OCHOBHBIMM KJIMHWYeCKHMMU Tpu3dHakamu CMA 1 tuma. Yacto oTmeyaroT Haiduue
KOHTPAKTyp B KOJIEHHBIX M JIy4e€3aIsICTHBIX CYCTaBaX, peke — B JIOKTEBBIX. B HeOHaTaIbHOM
Mepuoje WIM B TEUCHHUE TMEPBBIX TPEX MECAILEB KU3HHU JIETH CO CMEPTEIbHBIM IPOTHO30M
WCIIBITHIBAIOT TPYAHOCTH C COCAaHWEM M TJIOTAHMEM M YacTO JEMOHCTPUPYIOT auadparmMaibHOE
neixanue. Cama nuadparmMa He BOBJICKAE€TCS B MATOJIOTMYECKHM MPOIECC A0 TMOCICIHEH CTaauu
TeueHus 3a0oJsieBaHus. HapymieHus rioTaHus MOTYT NMPUBOJIUTH K aCIUPAIIMOHHON IMTHEBMOHUH U
JIETATbHOMY HUCXO0ay. Y TAIMEHTOB HAOIIOMAOTCS (PACIMKYIIAIMKM MBI S3bIKa U MMOCTYpPaTbHBII
TpeMop nanblieB. boapmuHCTBO 60bHBIX AeTel co CMA I Tuma 6e3 MeIUITMHCKOTO COMPOBOKICHUS
1 0co00TO yX0/a MOrudaeT B BO3paACTe JI0 ABYX JICT.

[IpokcumanbHas cnuHanbHasa Mblednast arpodus Il tuna wim xponnueckas CMA (6071e3Hb
Jly6oBuna) umeer Oojee Mmo3JaHee Havyalo B Bo3pacTe 6-18 mecsieB U MeHee TSKelloe TECUCHHUE.
Takue 1eTH COXpaHsAIOT CHOCOOHOCTh CHJIETh U YIEPKUBATh TOJIOBY CAMOCTOSITENLHO. Y MallMEeHTOB
co CMA II nabnromarorcs (pacUMKYISALMM MBI $3bIKA, TPEMOP MAaNbIEB BBITSHYTHIX PYK,
baciukynsapHbsie U GUOPUILIAPHBIC TOJSPTUBAHUS MBIIII TPOKCUMAIBHBIX OTAEIOB KOHEYHOCTEH,
BBIPKEHHBIN CKOJINO3, CITa00CTh MEKpEOepHON MyCKyIaTyphl, AnadparManbHoe AbIXxaHue. Y neTei
BO3HHUKAIOT TPYJHOCTH TpU Kaluie ¥ TIyOOKOM JbIXaHWW BO BpeMsSl CHA Ui TOJICepKaHHUS
HOPMAJILHOT'O YPOBHS KHUCIIOPOJIA M TUOKCUA yriiepoaa. Pa3BUBaOTCA M MPOTPECCUPYIOT CKENIETHBIE
negopmaruu. XapakTepHbl TakKe II0X0H COH HOYbI0, YCTAIOCTh MOCIE HOUYHOTO CHA, COHJIUBOCTh
B JTHEBHOE BpeMsl, BO3MOKHO pa3BUTHE YTPEHHEH THUMEepTeH3HH, (Te K€ M3MEHEHUs, HO B OoJee
cTapieM Bo3pacte, pasBuBatorcs mpu CMA 111 Tuma).

Hauano nmpokcumanbHOW cnuHaimbHOM MblmeyHoi atpoduu I tuma (roHomeckas gopma),
wm 6one3nu KyrenbOepra-Benannep, BapbupyeT B Bo3pacTe HauMHas ¢ 18 MecsueB U 10
foHoIeckoro Bo3pacta. Ilammentst co CMA Il coxpaHsOT CHOCOOHOCTh IEPEIBUTATHCS
CaMOCTOSITENIBHO, HO MOT'YT 4acTO MaJaTh WIM UCIHBITHIBATh TPYIHOCTH IPU IOJABEME U CIICKE IO
JecTHUIle, Oere, HAKJIOHE, MOIbEME U3 MOJIOKEHUs cuad. HikHiue KOHEYHOCTH MpHU TaHHOM THUIIE

3a0oJIeBaHMs TIOpaKeHbI CuibHEe, yeM BepxHue. Y mamueHtoB co CMA III taxke coxpaHsercs



TPEMOP NAIBLEB BBITAHYTBIX PYK.

[Ipu Bcex Tunax CMA MOryT nopa>kaTrbCsi OCHOBHBIE TPYIIIIBI ABIXaTEIbHBIX MBIIIL], BKIIOYast
MBIIIIIBI BJIOXa W BBIAOXa U Oynb0apHYI0 MYCKyJIaTypy, TpU 3TOM CTENEHb MOPaXEHUS U
MEXaHU3MBbI, BEyIIIME K HAPYIICHUIO JIbIXaHUS, MOTYT pa3INdaThbCs B 3aBUCUMOCTH OT Thuna CMA u
cTanuu 3aboJieBaHus. [lepBoOHAYALHO THIIOBEHTWISIIHK, OOYCIOBJICHHAS HAPYIICHUEM JbIXaHUS
pa3BUBAETCS BO CHE, HO MIOTOM M B JHEBHOE BpeMsl. | MITOBEHTUJISIIMSA BO CHE IPUBOJIUT K PA3BUTHUIO
anHo». Hapyienust nbixaHuss — OCHOBHAsI IPUYMHA BO3HUKHOBEHUSI OCIOXHEHHN U CMEPTHOCTH
narueHToB co CMA 1 u CMA II; kxpoMe TOro, OHM TaKK€ MOTYT Pa3BUBATHCSA Y HEOOJBIIONW JOIH
nanuentoB co CMA III.

[Tpu Bcex Tumax CM A MOKET BBISIBJISITHCS KapIMOJIOTHYECKas TATOJIOTHsI (HApYIICHHUS pUTMa
cep/ila, KapIMOMUOTIATHS U T.1T.)

IV. Inarnoctuka u auddepeHunaibHasi AMArHOCTHKA
JlnarHo3 ycTaHaBIMBAeTCA IO pe3yibTaTaM IMPOBEACHUS] MOJEKYISIPHO-TEHETHYECKOTO
obcnenoBanust (0OHapy)KEHUE JIETCIINU YK30HOB 7 WU 7-8 B TOMO3UTOTHOM COCTOSIHUH (T.€. B 00enx
KOIHSIX TeHA) WJIM TOYKOBBIX 3aMeH B TeHe SMN1 B roMO3UTOTHOM COCTOSIHUM WJTH TOYKOBOM 3aMEHBI

" ACJICHHUHU 5K30HA B KOMIIAYHA-T€TCPOSUTOTHOM COCTO?IHI/II/I).

OcHoBHBIE ajnoObl W aHamMHe3 omucaHbl B pazaene «KnmHuueckass kaptuHa». Hroke

MIPUBEACHBI 5KaJ00bl, TPeOYIOLIHE OTIEIHHOTO YTOUHEHHUS:

PekoMeHyeTcsi yTOUHHUTD >kasloObl HA Xpaml M YacTble MPOOYXKIEHUS BO CHE, YTPEHHHE T'OJOBHBIE
00JIM, COHJIMBOCTh B TE€UEHHUE JHs, y poauTenei manueHtoB co CMA 5q crapmiero Bo3pacra s

paHHefI JUArHOCTHUKH T'MIIOBCHTUIIALIWH U alTHOD CHA.

Pexomenayercs yTOYHATH YacTOTy HWHGEKIMOHHBIX 3a00JICBaHUH W aHTHOMOTHUKOTEpANuu 3a
nocieaHue 6-12 mecsies (B 3aBUCUMOCTH OT KpaTHOCTU HAONIOACHUS) Y POAUTENEH MAI[UEHTOB CO

CMA 5q anst aieKBaTHOM OIIEHKH COMaTHYECKOI0 CTaTyca MalueHTOB.

PexomenayeTcst yro4yHATh kKajqoObl Ha HapyIIEHUs TJIOTaHMs XHUAKOCTH W/WIN TBEpAOH
MUY, OLIYIICHUE 3aCTPEBAHMSI IIUILK B TOPJIE BO BpEeMs IJIOTAHUS, KAlleNIb WIK NONEPXUBAHUE [0,
BO BpEMs WJIU 11OCJIE TII0TaHMs, HAJTMUKE XPUIUIOTO MITH «BJIAXKHOT'0» rojioca Mocie akTa IJoTaHus, a
TaKKe BIMSHME ITpoliecca NpHeMa UMM Ha KaueCcTBO JKU3HU y poauTenel nauueHToB co CMA 5q
s uckimodeHus: aucearuu. Knmauuyeckoe obcnenoBanne CMA BkiIrodaeT B ceOsi MpOBEJCHHE
(GU3MKaTbHOTO OCMOTpa C AaKIEHTOM Ha KOCTHO-MBILIIEUHYIO CHCTEMY, M CBSI3aHHBIX C HeEH
(GyHKIMOHATIBHBIX HapylIeHH. Bo160p ncnosbp3yeMbIx o0cie1oBaHuii OyaeT 3aBUCETh OT aClEKTOB,
KOTOpBIE 00Jiee aKTyallbHBI JUId KaKJOW CTereHU TsokecTd. J[aHHble (PM3UKAIBHOTO 00CIe10BaHUs
ONMHCaHBl B pa3jielie «KIMHUYECKas KapTHHa». Huxke oTpakeHbl OCOOCHHOCTH (DM3HUKAIBHOTO

o0cnenoBaHus:;



PekoMenayercst omneHka (DU3MYECKOTO pPa3BUTHsS (M3MEPEHHE MacChl Tella W pocTa) B

nuHamuke nanuentaM co CMA 5q [uist OLIeHKH HYTPUTUBHOIO CTaTyca.

KommMmenTapuu: y nanueHtoB co CMA yacTo OTMEYaloTCsd W3MEHEHUS B HYTPUTHBHOM
cTaryce. VYV nexxauux MIaIIMCHTOB U IIAIIUEHTOB C I[I/IC(i)aFHeﬁ MOBBIIIACTCA PUCK HCAOCTATOYHOCTHU
IINTaHUs. CHII?ILII/IC " XOJA4YHUC MAIIUCHTBI IIOABCPIKCHBI PUCKY M30BITOYHON MACChI TeJIa/O)KI/IpeHI/IIO B
CBSI3M CO CHIDKEHUEM DHEPrOTPAT M3-32 YMECHBIIICHUSI aKTUBHOCTH IIPH YTPaTe CIIOCOOHOCTH K X0OIh0€.
[Tocne ycranoBnenuss nquaraoza CMA BceM TNalMeHTaM PEKOMEHIYETCsS KOHTPOJIUPOBATH POCT H
Maccy Tejlia ¢ MEePUOJUYHOCTBI0O HEe MeHee | pasza B 3-6 MecsIeB y JeTell MIaamero Bo3pacra u

©KEroJIHO Y JIETeH cTapIIero Bo3pacta U Yallie 1Mo MOKa3aHUsIM.

Pekomenayercsi oneHka (yHKIMM >KeBaHUS M TyoTaHus mnanueHtam co CMA 5q nmns

UCKITIOYEeHUsI Tucharuu

PexoMenayercs KIMHUYECKas OLIEHKA JbpIXaHus manueHtam co CMA 5q s HCKITIOUEHHS
HaJIu4usl JbIXaTeNbHBIX HapymieHud. [lepnoanyHOCT, TPOBEACHHS OIECHKH W MOHUTOPUHTA
JBIXaTENbHBIX (DYHKIUN 3aBUCHUT OT KIMHUYECKOTO COCTOSIHUSI W CTEMEHU MPOTPECCUPOBAHUS
00JIe3HHN Y KaXA0r0 00JIbHOTO. HacToTa MpOBEICHUS OIICHKU COCTaBIIACT B CPEAHEM OJMH pa3 B 3-6
MecsreB y HeTsokenbix nmanueHToB co CMA I u CMA 1II. JlprxarenbHble QyHKIIMA OIICHUBAIOTCS
peXxe y MaueHTOB, COCOOHBIX K CAMOCTOSTEIIEHOMY TEPEIBHKEHUIO, B CTAOMIILHOM COCTOSIHUH, C
OOoJIbIIIEeH YaCTOTOM Yy JIeXKAITUX MAlMEeHTOB, C HECTAOMILHBIM TeUeHHEM 3a0oieBanus. C gyacToToi 1
pa3 B 3 Mecsilla MOKET MPOBOJIUTCS OIIEHKA JIbIXaHWsS y MAlMEHTOB, MOJIYYalOIIMX HWHBA3UBHYIO
BEHTUJIALMIO JieTkuX. s nereit, naxomsmuxcs Ha HUBJI, xenarenbHO mpoBOAUTH OLIEHKY 1 pa3 B
Mmecsi. [Ipu CMA 1, eciun pebenok He Haxomutcs Ha HUBJI, npixarenbHple HapylmieHUS MOTYT
HapacTaThb O4Y€Hb OBICTPO, M WHOTHA Tpelyercs eme Oojee yactas ux oneHka. OIEHKa BKIIOYAET
OTpe/IeJICHUE I[BETa KOXHBIX ITOKPOBOB, A3(P(MEKTUBHOCTH OTKAIUIMBAHHUS, YaCTOTHI JIbIXaHMSI,
MU3MEPEHUE OKPYKHOCTH TPYJHOW KIIETKH, ONPEACIICHUE SKCKYPCUM TPYIHOM KIETKH, MPU3HAKOB
TUCQYHKIMH JbIXaTeIbHOW MYCKYJIATyphl (HalM4Me MapaJoKCadbHOTO JAbIXaHHWs, HCIOJIb30BaHUE

BCIIOMOTaTEJILHON JIbIXaTeIbHOW MYCKYJIaTyphl).

PexoMenayercs ocMOTp 1o3BoHOUYHMKA nanueHTam co CMA 5q Ui HCKITIOYEHHs CKOJIN03a
u kugo3za. Ilpu Bcex ¢opmax CMA pasBuBaroTcs cKejleTHele nedopmanuu. MckpusieHue
IT03BOHOYHHKA, C IOHMKEHHBIM MBILIEYHBIM TOHYCOM, HENIPEPBIBHO MPOTrPECCUPYET HA MPOTHKEHUH
Bcel xu3HM. Takke y 00JIbIIMHCTBA MTAIIUEHTOB Pa3BUBAETCs KM(PO3 IPyAHOTO OTea T03BOHOYHHUKA

pa3H0171 CTCIICHU BBIPA’KCHHOCTH.

PeKOMeH,Z[yeTCH OIICHKa (byHKLII/IOHaHBHOF O JBUT'ATCJIBHOTO CTaTyCa II0 PCIICBAHTHBIM
(1)}’HKL[I/IOH3.J'IBHBIM mKajiaMm "W BPEMCHHLIM TECTaM IMallUCHTaAM CO CMA Sq IJIL OIIPECACIICHUA
HCXOJHOI'0 CTaTyCa MManrueHTa, a TAKXKE 1A MOHUTOPHUHTA ABHUI'ATCIBbHBIX q)YHKLII/II‘/’I n 1Js1 OCHKH

3¢ (GEKTUBHOCTH ATOT€HETUYECKON TEeparvH.



PekoMenayercst OolleHUTh NOTPEOJEHUE U BBIBEICHUE W3 OpraHU3Ma MUKPO3JIEMEHTOB,
0co0eHHO KambIys 1 BuTaMuHa D, manuentam co CMA 5q ¢ HapyIIeHUs MU HyTPUTUBHOTO CTaTyca

UL KOHTPOJIA 3a COCTOSAHHUEM KOCTHO# TKaHHU.

PexkoMeHnyeTcst MOJIEKYISIpHO-TEHETUUECKOE HcciaeioBaHue myranuil B reHe SMN1 Bcem
nagueHTam ¢ nojao3peHueM Ha CMA 5q ¢ nenbro BBISIBICHUS JENEUUU 3K30HOB 7 wiu 7-8 u

MOJICKYJIAPHO-TCHCTHYCCKOT'O MOATBCPKACHUS JUAarHo3a

He pexomenayercs ucnosb3zoBars [IIP-I1/[Pd®-ananu3 u npyrue KaueCTBEHHBIE METObI
HCCIIEIOBAaHUS KaK METo/a BbIOOpa naleHTaMm ¢ nojao3peHuemM Ha CMA 5q ¢ 1enbio NoATBepkKACHUS

Iar"o3a.

PexkoMeHnyeTcst BBINIOJIHATh MOUCK TOYEUHBIX MyTanuii B reHe SMN1 meronom npsiMoro
ABTOMAaTUYECKOrO CEKBEHUpOBaHMS 10 CoHrepy IManMeHTaM C BBISBICHHOM Jienenueil B

reTe€pO3UIrOTHOM COCTOAHUU C LECIbI0 YCTAHOBJICHUA JUArHo3a.

PexoMenayeTcs MOJIEKYISIPHO-TEHETHYECKOE HCCiefoBaHue Myranuid B reHe SMNI
pOIUTENSAM MalMEeHTa C TeHETMYeCKUM ToATBepxkaeHueM Hamuuuss CMA 5q KOJIM4eCTBEHHBIMU

metogamu (ITLP B peanbHOM Bpemenu i MLPA -ananmu3om) 151 TporHo3a AETOPOKICHUS
HNucTpyMeHTanbHbIe uccnenoBanus st iuarnoctuku CMA 5q

Pekomennyercsi anexktpoMuorpadusi urosibyaTas U 3JeKTpoHeHpoMuorpadusi CTUMYISLHUOHHAsS
(OTHOBpEMEHHO) MalMeHTaM C Pa3BUTHEM CHUMITOMOB MPOKCHUMAIBHON MBIIIEYHONW clabocTu, ¢
OTCYTCTBHEM WJIM CHHKEHUEM CYXOXXUJIbHBIX pediekcos nocie 18 mecsmeB (xapakrepuo st CMA
[II), a take mpu Oojiee paHHEM Pa3BUTUU 3TUX CHUMITOMOB, HO 0€3 TUIMHMYHBIX KIMHUYECKUX

nposisiieHuit CMA I u Il Thna c nenpio yCTaHOBJICHUS IMarHo3a

PekoMeHayeTcsi MarHUTHO-pe30HAHCHAsE ToMOrpadusi MBIIIEYHOM CHUCTEMbl MAllMeHTaM C
MMPOKCUMAJIbHON MBIIIICYHOW TUIIOTOHHEH W MBIIICYHOU CIIA00CThIO, HE MUMEIOIIUM T'€HETHYECKOTO
MOATBEPKICHUS TMarHo3a, ¢ 1enpio auddepennuanbaoi nuarnoctuku CMA 5q u Ipyrux HepBHO-

MBIIIEYHBIX 3a00JIEBaHUI

PexomentyeTcst OMOICHSI MBIIIIBI MAIMEHTY C ATUIUYHBIM BapUaHTOM CHHHAJIBHON MBIIIEYHON
arpoduu, ecnu quarHo3 CMA 5q He MoATBEpKAEH T'€HEeTHUYECKH, ¢ Lebio TudepeHINaIbLHOro

muarHo3a CMA 5q u Apyrux HepBHO-MBILIEUHBIX 3200JI€BaHUN

V. Jleuenne

MenukamenTo3Has Tepanus. MeaukamentosHas tepanusi CMA 5q nozapasaensercs Ha
NATOr€HETHYECKYI0 —TEepaInio, HalpaBJIeHHYI0 Ha Koppekuuto naeuuura Oenka SMN, c
IIOMOILIBIO IIPENAPATOB € PA3JIMYHBIM MEXaHU3MOM JEHUCTBUS U CUMIITOMATHYECKYIO TEPAIUIO

(KOppeKITns OTACIBHBIX CUMIITOMOB 3200JICBAHUS ).



IlaToreHeTnyeckass MeauMKamMeHTO3Hast Tepanusi. CylmecTByeT HECKOJIBKO TOJIXOJOB K
[IaTOT€HETUYECKON Tepanuu. ['eHo3amecTuTenbHas Tepanus, IpUMEHseMas OJHOKPATHO, —
npernapar OHacCeMHOTeH abernapBoBeK. MexaHu3M JISHCTBUA JJaHHOTO BHJIA TEPAIMU OCHOBAH Ha
BBEJICHNH (YHKIIMOHATBHON KOMHM reHa (TpaHCreHa), YTO MPUBOAMUT K 3aMEIICHUIO (PYHKIHH
nedpexkrnoro rena SMNI wu BoccraHoBieHuro mnpoxykuuu Oenka SMN. IIpumenenue
MOAU(HUKATOPOB cCrulaiicuara (reHernyecko Moauduranmu) reHa SMN2  yBennyuBaeT

HKCTIPECCHIO MTOJIHOPA3MEPHBIX (PYHKIIMOHAIBHBIX OSJIKOB.

[Ipenapar Ha OCHOBE aHTHUCMBICIOBOTO OJMIOHYKJIEOTHJAa HYCHHEpCeH** (mpemapar
BBOJUTCSI MHTpPATEKalIbHO) OBLI 3aperucTpupoBaH Juis jedeHus Bcex tunoB CMA B CHIA B
nexkadpe 2016 roma, ogoOpen s nmpumenenuss B EBpone B mae 2017 roma, B Poccuiickoit
®denepanun 3apeructpuposas ¢ 2019 rona [58, 59]. [Ipenapar — maiast MosieKyiia pucaumiam™ *
(myTh BBEJEHMS MpenapaTta-nepopaibHblii) Obu1 3apeructpuponal B CIIA B aBrycre 2020 rona u
B Poccuu B nexabpe 2020 rona. Ilpenapar — onacemHoreH abenapBoBek (TMpenapar BBOJIUTCS
BHYTPUBEHHO), TMpEACTaBISAOMMNA  co00i HE  pEelUIMIMPYIOIUNCS  PEeKOMOMHAHTHBIM
a/IeHOACCOLIMMPOBAaHHbBIN  BUpYCHBIE (AAV)  BekTOop, KOTOpBIH  HUCHOJB3YyEeT  KallCuJ
aJICHOACCOIIMUPOBAHHOTO BHpyca cepoTtuna 9 (AAV9) mis 1ocTaBKU CTaOMIBHOTO, MTOJTHOCTHIO
¢dbyakuuronansHOTO TpancreHa SMN1, 6su1 3apeructpuposan B CIIIA B mae 2019 rona, onoopen

st npuMmeHeHust B EBpornie B mae 2019 rona, B Poccuiickoit @eaepanun B nexadbpe 2021 r.

[IpsiMoro cpaBHEHHS JIEKAPCTBEHHBIX IPENapaTOB HE CYLIECTBYET B BUJY CIOKHOCTH
Habopa rpynn cpaBHeHMs. PemieHue o BbIOOpe mpenapara JOJDKHO NPUHUMATHCS JIeHalluM
BpPauOM-HEBPOJIOTOM C y4eToM KosnuyecTBa Konuidt SMN2, necxoaHoro (pyHKIMOHAIBHOIO cTaTyca
NalMeHTa, IyTH BBEIEHMs, KpPaTHOCTU IpUeMa M JaHHBIX (PapMaKOIKOHOMUYECKUX
uccliieloBaHui. PekoMeHayeTcst Kak MO>KHO paHbIlle HAYMHATh IATOI€HETHUECKYIO TEPAINIO BCEM
naguenTam co CMA 5q nocie MOJIEKYISIPHO-T€HETUYECKOTO MOATBEPKIACHMSI IMarHo3a ¢ LENblo
JOCTH)KEHUST HAUITY4LIero TeparneBTudeckoro agpdexra. Pekomengyercs npuMeHeHue npemnapara
HYCHUHEpCeH™* MalueHTaM ¢ FeéHeTHYEeCKH MOATBEpkAeHHBIM auarHozomM CMA 5q ¢ 2 u Ooiee
konusaMu rTeHa SMN2, kinuHudeckn coorBercTByrommM CMA 1 Tuma, B KadecTse
naToreHeTH4ecKoi repanuu 3abonesanus. [IpuMeHenne nmpenapara HyCHHEpCEH ** ObLI0 H3yueHO
y MalMeHToB, cooTBeTcTBYOINX CMA 5q | Tuna, B Bo3pacte ot 1,7 10 6 MecsLeB Ipu NepBOM
BBeneHUH B uccienoBanuu ENDEAR; nponemoHcTpupoBansl yoeaurenbHas 3(p(GEeKTUBHOCT U

0€30IacHOCTb Ipernapara B 3TOH BO3PACTHOM IpyIIIie.

PexomeHtyeTcs MpUMEHEHHE Npernapara pUCAMIUIAM™* MalueHTaM C TeHETHYECKH
noATBepXkaAeHHbIM auarHo3oM CMA 5q ¢ 2 u OGonee xomusMu reHa SMN2, KIMHHYECKH
cootBercTByromiuM CMA 1 Tuma B KadecTBE NATOT€HETMUYECKOW Tepanmuu 3a00JIeBaHMSL.
[Ipumenenne nmpenapara pucaurIaM™** OblJI0 U3YyYSHO Y MAIlMeHTOB, cooTBeTCcTBYIOmMMUX CMA 1

TUmna, B Bo3pacte oT 2,2 g0 6,9 mecsueB npu BkioueHun B uccienoBanun FIREFISH;



MIPOJIEMOHCTPUPOBAHBI yOeauTenbHas 3((EKTHBHOCTh M O€30MacHOCTh Mpemnapara B OTOM
BO3pacTHOM rpymne. He nmokazaHo npuMeHeHue npenapara B BO3pacTe Miajiie 2 MecsleB BBULY

OTCYTCTBHSI JAHHBIX 00 d3PPEKTUBHOCTH U OE30MMACHOCTH Mpernapara B TOH BO3PACTHOM TpymIie.

PekomeHyeTcss mnpuMeHEHHE Ipenapara HYCMHEPCEH™™ manueHTaM ¢ T'€HETUYECKU
MOATBEPKAEHHBIM quarHo3oM CMA 5q, kinuHuuecku cooTBeTcTByrommM CMA 2 winu 3 Tuna B
KauyecTBe NATOreHETHYeCKOM Tepanuu 3abosieBaHus. [IpumeHneHue mnpemnapata HycuHepceH™*
M3Y4YEHO Yy MalMeHTOB, cooTBeTCTBYIOMUX CMA 2 wnu 3 Tuma, B Bo3pacte oT 2 10 9 jeT npu
nepoMm BBeneHun B ucciaepoBanuun CHERISH; mnpoaemoncTpupoBanbl — yOeauTenbHas
3¢ deKTUBHOCTH U 0€30IaCHOCTH Mpemnapara B 3Toi Bo3pacTHo rpynmne. [Ipumenenue npenapara
HyCHHEpCEH™* H3y4eHo y nalueHToB, cooTBeTcTByomMX CMA 2 unu 3 Tumna, B Bo3pacTe oT 2 JI0
15 ner npu nepBoM BBeaeHUH B uccaenoBannu CS2/12; mpoaeMOHCTpHpOBaHbl d3PPEKTUBHOCTD

u 0e30IacHOCTB IIpernapara B 3TOH BO3pacTHOM rpymie.

WHuTparekanbHoe BBEACHHE HYCHHEpCEHa™™* MOXKET COMpPOBOXKIATHCS HEXKeNaTeIbHbIMU
SIBJICHUSIMU, CBSI3AHHBIMHU C TPOBEACHHEM JIFOMOATBLHON IYHKIIMH: TOBBIIICHUE TEMIIEPaTyphl
Tena, TOJOBHasg 00ib, 00Jb B CHOUHE, PBOTA, MOCTIYHKIMOHHBIA CHHAPOM. BblmoiHeHue
MHTPATEKAJbHOM MyHKIUU MOKET OBbITh 3aTPYJHEHO MpH HAIUYMU TSKENIOW aedopManuu
MMO3BOHOYHHUKA WJIM YCTAHOBJIEHHOW METaNIOKOHCTPYKIMH. TspKeNbli CKOIMO3 U YCTaHOBJICHHAS
METAJNIOKOHCTPYKIIMST 0€e3 OKHa JJIsi  BBIIOJHEHUS JIIOMOATbHOW IyHKIUHU  SIBISIFOTCS
OTpaHHYEHUSIMU K MPUMEHEHUIO mpenapara HycuHepceH™*. Ilpu HE0OXOAMMOCTH BO3MOXKHO
MIPOBEJICHUE MAarHUTHO-PE30HAHCHON ToMOrpaduu MO3BOHOYHHKA, KOMIBIOTEPHON TOMOTrpahuu
MMO3BOHOYHHUKA,  PEHTreHorpauu  TMO3BOHOYHUKA,  YIABTPA3BYKOBOTO  HCCIIEOBAHMUS
MO3BOHOYHUKA, a TaKXKe KOHCYJIbTAllMM Bpada-HEWpOXUpypra, Bpada-aHECTE3UOJIOra-
peanumaronora. Ilocme BBeneHust HycuHepceHa** MoryT HaOMIOAATbCAd TpPaH3UTOPHBIE
W3MEHEHHUS: TPOMOOIMTOICHH S, HAPYIIIEHUE CBEPTHIBAEMOCTH KPOBH M HEPPOTOKCUYHOCTD. [Tpu
HAJIMYUU KIMHUYECKUX [MOKa3aHWW, HEOOXOJMMO BBIMOJHATH JaObOPaTOPHBII MOHHUTOPUHT
CIIEYIOIIMX TOKa3aTeNel: KOJIMYECTBO TPOMOOLIMTOB, IMOKAa3aTeld CBEPTHIBAEMOCTH KPOBH,

KOJIMYCCTBCHHOC OIIPEACIICHUC Ocnka B MOYEC, UCCIICAOBAHUC JINKBOPA.

PexomeHtyeTcsi mpuUMEHEHHE mpenapara pUCAMIUIAM™* ManueHTaM C TeHETHYECKH
MOATBEPKAEHHBIM quarHo3oM CMA 5q, knuHuuecku cootBeTcTByronumM CMA 2 winun 3 tuna B
KayecTBE IMATOreHEeTHYecKoil Tepamuu 3abosneBaHus. KoMMeHTapuu: npHMeHEHHE Iperapara
pucauIiaM** ObIJIO0 M3Y4€HO y MallueHTOB, cOOTBETCTBYIOINUX CMA 2 unu 3 Tuma, B BO3pacTe OT
2 no 25 net npu ckpunuHre B uccneposanun SUNFISH; npoaemMoHCTprpoBaHbl CTaTUCTUYECKH
noctoBepHast 3(PQPEeKTUBHOCTh MO MEPBHYHONW KOHEYHOI TOYKE M JOCTaTO4Has Oe30MacHOCTh
Ipernapata B 3TOM BO3pacTHOM rpymme. MccienoBaHue NpoAEMOHCTPUPOBAIO JOCTHUKEHHUE
CTaTUCTUYECKH 3HAYMMBIX KIMHMUYECKUX YIydllIeHUH 3a 12 mecsueB Tepanuu no mkaitam MFM-

32 u RULM. HaubGonee yactbiMu moOouHbIMU 3(PdeKkTaMu mpuMeHeHHs pucaumiama** moryr



ObITh MH(MEKIUN BEPXHUX JAbIXaTCNbHBIX IIyTe, ITHEBMOHHH, TUIEPTEPMUs, 3arophbl,
Ha3zopapuHrut. PexkomeHayeTcss mNpUMEHEHHE I[pernapara OHACEeMHOTeH a0emapBOBEK Yy
nanueHToB: co CMA ¢ 6uamiensHoi myranueil B rene SMN1 u knuanueckum auarsozom CMA
1-ro Tuna unu nanueHToB co CMA ¢ 6uamiensHoi mytarueit rena SMN1 u He 6oJiee yem ¢ TpeMs

konusiMu TeHa SMN2 B Ka4ecTBe MAaTOTCHETHYECKOH Tepariu 3200 ICBaHHUS.

He pexkomenmyercss mnpuMeHEHHE KOMOMHMPOBAHHOW  Tepanuu  (Ha3HAUYCHUE
MaTOTEHETUYECKOW Tepanuu TOcjIe T€HO3aMECTUTENIbHON Tepanuy) WM OJHOBPEMEHHOE
MpUMEHEHHE 2 TpernapaToB NaTOreHETUYECKOM Tepanuu ¢ 0JIMHAKOBOIN TOYKOW MPUIOKEHUS —
red SMN2 (Hanpumep, HycuHepceH™* u pucaumiaam™**), Taxke He peKOMEHyeTCsl IPUMEHEHHE
IpernapaToB HycuHepceH** u pucaumuiam™* Ha mo6oit cramuu CMA 5q nanueHTam c
FEHETHYECKH TMOATBEpPKICHHbIM nuarHo3oM ¢ 0 m 1 kommeir rena SMN2 B kaudecTBe
naToreHeTH4ecko Tepanuu 3aboseanus. K koMOMHUPOBaHHOM TEpaNuu TakKe CIeTyeT OTHECTH
HazHaYeHHe HyCHHepceHa™™ win pucaumiaMa™* nociae NpuMeHEeHHsl OHaCEMHOTeH abernapBoBeKa
C Y4€TOM TOTO, YTO OKa3bIBaeMbIi 3PQeKT mociae 0AHOKpATHOW MHQY3HUH, MPEANOIOKUTEIBHO,
COXpaHsieTCd B TEUYEHHE BCEW JKU3HM MNanueHTta. Ha JaHHBIA MOMEHT HE CYIIECTBYET
J0Ka3aTeNbCcTB A((HEKTHBHOCTH M OE30MAaCHOCTH KOMOMHUPOBAHHOW TEpamuy MallMeHTOB CO
CMA 1o cpaBHEHHIO C MOHOTEpaIuel, B CBS3M C YeM KOMOWHHpPOBAHHAs Teparus HE JOJDKHA
NPUMEHATHCS B PYTUHHOW KJIMHUYECKOW TmpakThke. B HacTosimiee BpeMs OTCYTCTBYIOT
pe3ynbTaThl KIMHUYECKUX HCCIEJI0BAHUN, CHCTEMaTHUYEeCKUX 0030pOB, B KOTOPBIX HU3ydaeTcs
KOppemsusl MeXay YpoBHeM osKkcmpeccun Oenka SMN u BBIpaXEHHOCTHIO KIMHUYECKOTO
sddekra. PekoMenayercss mpUMeHEHUE MpernapaTa HyCHHEpCceH®* Ha JOKIMHUYECKOW CTaiuu
CMA 5q nanueHTam ¢ reHeTUYECKH MOATBEPKACHHBIM JUArHO30M C 2 uin 3 konusiMu reHa SMN2

B KaueCTBE ITaTOreHETHYECKOM TEparnun 3a00JIeBaHUs

PekoMeHyeTcss mpuUMeHEHHE MpenapaTa OHaceMHOTeH abenapBOBEeK Ha JOKIMHHYECKOMN
craquu CMA 5q manueHTaM ¢ FeHeTHMYECKHU IMOJTBEPKICHHBIM AUArHO30M € 2 WIM 3 KOTUSIMH
resa SMN2 B KadecTBe IMAaTOTCHETHYECKOW Tepamuu 3aboneBanus. [IpumeHeHue mnpenapara
OHaceMHOTeHa abenmapBoBeka ObUIO M3ydeHo B rccienoBanud SPRINT y manueHToB B Bo3pacrte
<6 uenenbr co CMA u mannuneMm 2 uinm 3 xomnuii reHa SMN2 0e3 KIHHHYECKUX CHUMIITOMOB.
[IpomexxyTouHblE PE3YNbTATHl ATOTO MCCIEJOBAHUSA CBHJAETEIBCTBYIOT O MOTEHIMAIBHBIX
MPEUMYILECTBAX PAHHETO Ha3HaueHHUs mpenapara miaaeHnam co CMA ¢ 1ocuMnToMaTH4ecKoi

craguei 3a00JIeBaHUs.

Xupypruueckoe JjedeHue mnanueHToB co CMA 5q, B OCHOBHOM, 3aKkiO4aercs B
BBINIOJIHEHUM KOPPEKTUPYIOLIETO WHCTPYMEHTAJIbHOTO BMEIIATENbCTBA Ha IIO3BOHOYHMKE,
IIOCKOJIBKY MCIIOJIb30BAaHUE OPTONEAMUYECKUX M3ACIUN MMEET NaJUIMaTUBHBIA XapakTep U He
MIO3BOJISIET OCTAaHOBUTH Jieopmanuio. [lanmeHTaM Tak xe MOKET MOTpeOOBAThCA XUPYPrHUECKOE

BMEIIATEILCTBO B CBS3U C OOJIEBBIM CUHAPOMOM KaK IIpU MaTOJIOIUr OHOpHO-IIBHFaTGHBHOﬁ



CHUCTCMBbI, TaK U B CBA3HU C IICPCIIOMAMU.

PekomeHayeTcss paccMOTpeTh BO3MOXKHOCTb XUPYPIUUYECKOTO BMEILATENbCTBA HA
mo3BoHOYHUKE manueHTam co CMA 5q ¢ TsokenbiM uckpubiienueM (yroa Ko66a st 6osibioit
KpuBU3HBI >50°) MM BBICOKOW CKOPOCTBIO IporpeccupoBanus (=10° B rox) /uid coxpaHEHHUs
OajaHca TyJIOBUINA, KOPPEKUUHU nehopMaIiy TPYIHON KIETKU M YAy4IIeHUs OOIIero KauyecTna

KHU3HU.

PGKOMGHHyCTCSI pPacCMOTPETh BO3MOYKHOCTH BBIIIOJIHCHUA 3aJHETO0 CIOHAWIOAE3a C
HCIIOJIB30BAHUEM TCXHOJIOTNHU I[HHaMquCKOi/JI (1)I/IKC31II/II/I o THUILY ((ﬂBOﬁHBIX CTep)KHCi/JI)),
IMOJIMCETMCHTHBIC KOHCTPYKIIUU C UITN 0e3 @HKC&HI/II/I Ta3a B 3aBUCHUMOCTH OT BOBJICUCHUS Ta3a B

CKOJIMOTHYECKHUH n3rubd y nmanneHtoB co CMA 5q ans ucnpaBlieHUs: CKENETHBIX AepopMaruit

VI. IIporuo3

boue3nn Kpenttugensara-Axoda ABJIACTCA (aTanbHBIM 3a00JIeBaHUEM.
[TpoAOmKUTENBHOCTD JKU3HU OOJBIIMHCTBA OOJIBHBIX HE MPEBBIMIAET | TroJ ¢ MOMEHTa Hadaja
KIIMHAYECKUX TPOSBICHUM; a CPeaHAs UIMTEIBHOCTH cocTaBisger 8 mecsien. Jlump 5-10%
3a00J1eBIINX )XUBYT B TeueHue 2 u Oosiee yiet. Hacneacreennas 6osesns Kpetitudenbara-Akoda

B CPEIHEM JUIUTCSI OKOJIO 26 MECSIIEB
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