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KOHCO/INJINPOBAHHOE MHEHUE
I1IO CTAHOAPTAM ITIO YXOZY 3A
ITAITMEHTAMMI CO CMA BbI/IO

CMA sT0 cnoxHoe 3aboneBanue, Tpedymolee

BIIEPBBIE BBIITYIEHO B 2007 TOJIY, CIJIOYEHHOIT PabOThI Pa3IMYHbIX CHEIVATUCTOB,

B 2018 TOTY BbI/I PASPABOTAH .

HOBEIIT, PACINPEHHbIIT OKa3bIBAIOIIVX Pa3Hble BUJbI MEAUI[MHCKON TOMOIIIN.
IOKYMEHT OB bEIVHSIONINI Kaxpplil 13 971eMEHTOB OTMEUYEeHHBIX B CTaHJapTax IO
MEKIYHAPOJIHBIE 6 S1wiei

PEKKOMEHJIALIVM 110 BEEHMIO YXOJy JO/DKEeH OBbITb YacTb 001ell OpraHu3anun
MTAIIMEHTOB CO CMA'? MYJIbTUAVICHUIUITHAPHOTO MOJXO0AA 10 JIEYEHII0 CMAL2

MYJIbTUOVCIUITIMHAPHBIN IIOIXO[ ABTSAAETCA OCHOBOIIOJIOTAIOIIIVIM B
OBECIIECITEYEHUU HAJIEJKAIIIETO YXOOA TAODVMEHTAM CO CMA'?

AbixatensHan
cuctema

Heiipo-
MbllLIEYHbIA MHTeHCcHBHaA
acnekr/ Tepanus
dur3noTepanuna

‘\eﬁ Pono,

MauwneHT
co CMA

BoBneuenue
Apyrux
opraHos
W CHUCTEM

OpTonegua

MNutanue, KT
W COCTOAHME
KOCTeil

MeaukaMeHTO3-
HaA Tepanus

Coxpamtennsa: CMA — CrnuHanbHas Mbimedsas arpodus. 1. Wang CH, et al. J Child Neurol 2007;22(8):1027-1049. 2. 1. Mercuri E, et al. Neuromuscul Disord. 2018;28(2):103-
115. 2. Finkel RS, et al. Neuromuscul Disord. 2018;28(3):197-207.
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OITEHKA HEPBHO-MBIIITEYHOW U
OIIOPHO-TIBUTATE/IbHOM
CIIOCOBHOCTHU OOIKHA
ITPOBOJIUTBHCA /1A ITAIIMEHTOB
CO CMA HA PETYJIAPHOV OCHOBE,

B COOTBETBUN C
OYHKIIMIOHAIbHBIMU
BO3MOXHOCTAMU ITAITMEHTA
HA3HAYAIOTCA
OU3NOTEPAIIEBTUYECKUE !
OPTONEOUYECKVE ITPOITENYPBHI'2

OIOEHKA HEPBHO MbIIHF}IHOVI n
OIIPHO-IABUTATE/IbHOMN
CIIOCOBHOCTH

[Tanmerer co CMA pasfie/IA10TCA Ha TPY TIIMA B COOTBETCTBUM C

(YHKIVIOHAIBHBIM CTaTyCOM:

. @ @ Knuundgeckoe o6cnenosanue npu CMA

He cnoco6Hble cuaeTb Cnoco6Hble cuaeTb Cnocob6Hble XoAUTb

BKJTIOYaeT PM3VMKATbHBI OCMOTP, IIPH
3TOM 0c000€ BHVMAaHNE YAe/AeTC s
COCTOSIHMIO OTIOPHO-MBIIIEYHOTO anIapara
I COOTBETCTBYIOIVM (YHKIVOHATTBHBIM

Tun 3 (He aM6ynaTopHblit) = Tun 3 (aM6ynaTopHbIit) HAapyHICHUAM. Buppr o6cnenoBanmit

JIOJDKHBI OTPaXKaTh aCIEeKThI, Hanboree
pe/eBaHTHBIE [/IsI KKIO0TO YPOBHS
TSHKeCTU 3a060/1eBaHNA.

IIETTb PETY/IAPHOM OITEHKIM HEPBHO-MBIIIIEYHOV 1 OTIOPHO OIBUTATEIBHOV CIOCOBHOCTU

- OTcnexuBaHIe N3MEHEHUI BO BpeEMEHM
= CBOCBPCMCHHOC ompeneneHmne IIOTPCGHOCTI/I B (l)YHKHI/IOHaIIbHOM BMe]]IaTeIIbCTBe/IIOMOIJ.H/I

- OTcnexxuBaHIe 9(1)(1)eKTa JI€CIYCHMA NI BMEIIATCIbCTBA
= CPaBHeHI/Ie TPACKTOPUM PA3BUTUSA 3a001eBaHMA C IIPOBOJ];I/IMI)IMI/I/I/IMCIO]J.H/IMI/ICH HAayYHbIMMU
NCCIECJOBAHMAMMN

CokpatyeHns: CMA — CnvHanbHas MbllleyHas aTpodus. 1. Wang CH, et al. ] Child Neurol 2007;22(8):1027-1049. 2. 1. Mercuri E, et al. Neuromuscul Disord.
2018;28(2):103-115. 2. Finkel RS, et al. Neuromuscul Disord. 2018;28(3):197-207.
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IITKAJIBI IBUTATEIBHOTO

PA3BUTHA IIOOIIMBAIOTCS B II_IKAH I)I HHH OHEHKI/I

COOTBETCTBUM C

YT O AT IBUTATE/IbBHOI'O PA3BUTUA
I1PU1 CMA

IIKAJIBL, ITPUMEHMMBIE VI OOEHKHN IBUTATEJIbHOI'O PA3BUTHUA ITPY1 CMA

JBurarensHoe pazBHTHE

@yﬂﬂ[ﬂﬂ"’ﬂﬂﬂlﬂﬂ' mKana

CHOP-INTEND

HFMSE

RULM

HRHEPEHHE BbIHOCAHMBOCTH

o

T1I0CJI€ pETUCTpAllM Ha CAUTE:

6MWT

HINE (Hammersmith Infant Neurological Examination) - Meroauka KoponeBckod OOJBHHIIBI
XaMMepCMHUT /TSl OLIEHKH HEBPOJIOTHYECKOr0 CTaTyca y JeTell paHHero Bo3pacta ¢ auarosom CMA?
CHOP INTEND (Children’s hospital of Philadelphia infant test of neuromuscular disorders) - Tect
neTckoil OonpHHMIB DuianenbGuu Uil ONEHKWA JABHTATENbHBIX (QYHKIUH NP HEHPOMBIIIEYHBIX
3a00JIeBaHUSIX Y HOBOPOXKIEHHBIX*

HFMSE (Hammersmith Functional Motor Scale-Expanded) - PacmmpenHas mkana OLEHKH MOTOPHBIX

ITxase1 ABUTATE/IbHOTO pa3BUTNA JOCTYIIHDI /1A CKa9MBaHNA

(yHKIMIi 601bHUIEI XaMMEPCMHUT >
RULM (Revised Upper Limb Module) - IlepecMOTpeHHBI MOIYJIbh OLEHKH ABUTATEILHOW (YHKIUH

BEPXHHMX KOHEYHOCTEN ©
6MWT (6 minute walking test) - TecT Ha 6-TH MHHYTHYIO X0Ab0y 7

11. Wang CH, et al. J Child Neurol 2007;22(8):1027-1049. 2. 1. Mercuri E, et al. Neuromuscul Disord. 2018;28(2):103—115. 2. Finkel RS, et al. Neuromuscul
Disord. 2018;28(3):197-207. . 3. Roberto De Sanctis et al. Developmental milestones in type I spinal muscular atrophy. Neuromuscul Disord. 2016 Nov; 26(11):
754759 4. Glanzman et al. The Children's Hospital of Philadelphia Infant Test of Neuromuscular Disorders (CHOP INTEND): test development and reliability.

Neuromuscul Disord. 2010 Mar;20(3):155-61. 5. D. Ramsey et al. Revised Hammersmith Scale for spinal muscular atrophy: A SMA specific clinical outcome

assessment tool. PLoS One. 2017; 12(2): e017234 6. Mazzone ES. Revised upper limb module for spinal muscular atrophy: Development of a new module.
Muscle Nerve. 2017 Jun;55(6):869-874. 7. Montes J, et al; Neurol. 2010;74:833-838
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IEOOPMAIMS

ITO3BOHOYHMKA U OPTOIIEANYECKAA

CKOJINO3 ABIAIOTCA
OIJHUMM U3 IIOMOIIb ITPU CMA
(010)3(0):351:99.¢
OCJIOKEHUN CPEOU
ITAIIMEHTOB 2/3
TUIIA CMA !

PanHee, 1eyeHMe TO3BOHOYHMKA PEKO BXOAWIO B YXOf 32 MAIMIEHTaMI CO
CMA, B CBsI3U C HU3KOIT BEPOSITHOCTBIO BbDKMBaeMOCTI?. OfHAKO, CETOMHS
PEKKOMEHJOBAaHO IIPOAKTUBHOE UCIIOTb30BaHNEe METOIOB BBITSDKEHUS 1
yAep>KaHuA I03BOHOYHMKA C IOMOIIIBI0 OPTE30B U IIVH /IS MOAAeP>KaHsA
Te/la B IIOIO>KEHWM CUJisL, €CTIM 9TO He MelllaeT JibIXaTe/IbHON PyHKImu>.
Vamepenne uckpusnenns yrina Ko66a, mpu BbITsDKeHUY, MOXeET OBITh
MaPIHPYT KINMHNYECKON OL[€HKHU VICIIO/Tb30BAHO /ISl COCTABJICHM I JA/IbHETIIIeTo edeHns feopmariuit
MAIVIEHTOB C MICKPUBIEHIEM II03BOHOYHIKA?

IIO3BOHOYHUMKA

KnuHnyeckasa oueHka He peKOMeH,I[yeTCH
fIOSBOHORHMIE XUPYPrudecKoe BMeIIaTeIbCTBO

Ha II03BOHOYHVIK Y ITallIEHTOB
mianre 4 ner. JIro6pie

FERTIES MEERRERE LG oIlepalIOHHbIE BMEIIaTEIbCTBA

Ha II03BOHOYHMKE [OI>KHbI

OCTaBJ/IATD IIOACHNYHBIN OTHE

JOCTYIIHBIM JIA1 00ecIedeHns

McKpuBNeHUs yrna WCKpUBNEHWS YrNa Mckpuenenusa yrna Ko66a 6onee BBEICHVIA IIPpEIIapaTOB,

Kobb6a meHee 15-20° Ko66a bonee 15-20°- 50° - paccMOTpeHue HOCPeHCTBOM I/IHTpaTeKaTIbHOFO
BbiNpAMNEHKWE XWUPYPruyeckoro BMeWaTensCcred

2
W HabnioaeHue C BOBNEYEHHEM BBEICHIIA
MYNbTUAMCLIMNIMHAAPHOM
KOMaHAb!

AnAa petei, He AOCTUTLLMX Anga 3penbix NauneHTos,
CKENeTHOW 3penocTw, PacCMOTPEHWE XWPYPriyecKon
PacCMOTPEHUE XMPYPrUHECKNX ukcaLn NO3BOHOYHUKA
METOAO0B HE BNMAOWNWX Ha PoCT

1. Lunn MR, Wang CH. Spinal muscular atrophy. Lancet 2008;371(9630): 2120-33.2. Finkel RS, et al. Neuromuscul Disord.
2018;28(3):197-207.
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JABIXATEJIbHASA
HEJOCTATOYHOCTb
ABJSETCS TJTABHOM HBIXATEHBHAH

IMPAYNHON CMEPTH

CPEIU MJIAJIEHIIEB CO HEHOCTATO‘IHOCTB HPM CMA

CMA'!

OCHOBHBIMH IP00JIEMBbI €O CTOPOHBI AbIXaTeAbHON PyHKINH 2

“Hapymenne kamteBoit pyHKIMYU 1 B pe3y/IbTaTe IVIOX0e YAaTeHNe CeKpeTa 13 IbIXaTe/IbHBIX ITyTeil

- [MnoBeHTM/IALNA U B pe3y/IbTaTe HapylLIeHNe ra3000MeHa
- Hegopassutue rpyiHO KIETKYU U JIETKUX
- IToBep>XeHHOCTD PenVAVBYPYIOIINM NHPEKIVAM

10€ AblXaHWe

CKonwos Cnaboctb WHCNWPAaTOPHbIX, 3IKCNWPaTOPHBIX MbIWL M MbILL POTOBOA
NONOCTA U FNOTKK

> . HeaddexkTneHoe
HapylweHne abixaHus HapyweHue
OTKalAWBaHWe, CHUXKEHWE

B REM-thazml cHa rnoTauua, pednokc
L KNWMPEHCE CeKpeTa o o (FRNE

Hepopaseutue
rPYAHOMH CTEHKW
W nerknx

HapymeH ne AbiXaHWAa

B NREM 1 REM-thasbl MHbeKurM AbixaTenbHeix NyTei
CHa

Nerounblii hubpos

HapylueHne BEHTUAALWK NEerkix B TEYEHWK AHA

NeTaneHbIi Mcxog

CoxpaHHaa dyHKUWA
avadparmel

Konokonoo6pasHas
rpyaHan Knetka
C 3anageHuem rpyauHel

NREM, ¢aza meieHHbIX aBrkeHuil rina3z; REM, ¢asa OsicTpbix aBuwkenuii rias. 1. Lunn MR, Wang CH. Spinal Muscular Atrophy. Lancet.

2008;371:2120-33 2. Finkel RS, et al. Neuromuscul Dis. 2018;28:197-207
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PEKOMEH/IOBAHO
g?éiﬁl;ﬁliﬁgﬁ,v IIYIDMOHOJ/IOTNYECKAS
ONEPEKAIOLIEM IIOMOIIb ITP CMA

MYJbMOHOJIOTMYECKO
i MOMOIILY MAIIMEHTAM
CO CMA'2

PCKOMCHHOBaHI)I KIIMHUYECKNE OCMOTPbI Ka’K[IblE 3 MecAana njida

1 Tunmta CMA, xaxppie 6 mecsAues mid 2 tuna CMAL?

PEKKOMEHIAIIMM IIO0 TONOEP)KKE NBIXATEABHOM ®OYHKIIUU I
IMAIIMEHTOB HE CHOCOBHBIX CUIIETD (1 TUII CMA) 12

MNoapep>xaHue
BbiBEAEHUA BeHTUAALMA MeaukamMeHTO3HanA
' oTAENAEeMoro Tepanus
W3 AblXaTeNbHbIX
nyren
e [logaepaHne BblBEgEHUA e [logaep>Xka NpoxogMMocCcTH e BpoHxopgwnnararopsl
oTaenseMoro U3 AbiXxaTeNbHbIX AbIXaTeNbHbIX NyTen HebynansepHoro pacnblieHus
nytei. OTcacbiBaHue yepes C ABYXYpOBHeBbIM NIV npu acTMe.
pOTOBYO NONOCTb. Yy NauMeHToB C CUMNTOMaMMn
. e He cneayet ponroBpeMeHHoO
AbIXaTeNbHOW HefoCTaTOYHOCTH.
e dusnoTepanuio Ha3Ha4aTb MYKOJIMTUYECKHE
WNU pecnUupaTopHyo Tepanuio ® WHTepdeiicbl ana NIV gomxeH cpeacTsa.
cnegyeTt HayMHaTb HEMeAeHHO. noabupaTtb NOAroTOBNEHHbIN

e CraHaapTHble NPUBUBKM,

M3uoTepaneBT, HE06X0AMMO
® P ! nanvevM3yMab uepes 24 Mecsaua,

e MaHyanbHas Tepanusa rpyaHoi .
M P Py ABa uHTepdenca ¢ pasHbIMU

KNEeTKU. YCTPOWNCTBO NoaaepKKu . BaKLUMHaUWA OT rpunna
TOUKAMW KOHTAKTa C KOXeM.
Kawnsa. no AOCTUXKEHWM BO3pacTa
6 Mmecaues.

1. Lunn MR, Wang CH. Spinal muscular atrophy. Lancet 2008;371(9630): 2120-33.2. Finkel RS, et al. Neuromuscul Disord. 2018;28(3):197-207.
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