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O1leHKa OBUTaTEe/IbHOTO
pasBUTHA Yy aLuueHToB co CMA
10 PYHKIIMOHAJIbHBIM LIKaTaM

Marepuan npegHasHavYeH /st MEAULMHCKNX 1
dbapmareBTYeCKNX pabOTHIKOB
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Br160p mikanpl ABUTaTETBHOTO Pa3BUTHA ONpemensaeTcsa QyHKIMOHATbHBIM

CTaTyCOM IIallVICHTA

Yxopa 3a manmeHTaMy MO/KEH IMETh
VHAVBUAYaNbHbIN IIOAXO0M, OCHOBAaHHbIN
Ha BO3MO>KHOCTU IBUTATENbHOM

$yHKIMM HalMenTa, BHE 3aBUCMOCTH OT
IPUCBOEHHOIO TN |

dyHKkumoHanbHas Knaccudukanya nanueHToB co CMA.

He cnocobHble cupetb CnocoOHble CnocobHble
cupeTb XOAUTb

Tun 2

Tun 3 (He ambynaTopHbiii) Tun 3 (ambynaTopHbii)

[IIxanel IBUTATEILHOTO PA3BUTHS TOCTYITHBI IJI1 CKAUMBAHMUSI
MOCJIe PETUCTpaIuy Ha caiTe:
https://kz.janssenmedicalcloud.kz/ru

1. Mercuri et al., Neuromuscular disorder, 2018
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Kareropuu oneHku cocrossaus nauuedTos c CMA

BprKMBaeMOCTb MM HEOOXOOMMOCTD B IbIXaTEIbHOI HO,T.[,T.[GP)KKeI

Stamnsl pa3BuTyA gBurarenbHoi pynkuym (BO3, HINE)2
DyHKIMOHATbHBIE MIKATBI olleHKN ABuraTenbHoit pynkiyuy (CHOP INTEND, HFMSE,

RULM, 6MWT, MFM)1
Jlerounas ¢pyHkua (pecnuparopHble MH(EKINY, MCCTIeSOBaHN BO BpeMsI CHa,
OTKa]_[UH/IBaHI/Ie)3

[Tutanne (HEOOXOAMMOCTD UCIIOIb30BAHNS XKETYyLOYHOTO 30Hna)4
OmnbIT nanyeHToB (PyHKLIMOHATbHBIE BO3MOXXHOCTH, Ka4eCTBO >KIM3HY, O0JIb, YCTATOCTD

" T.H.)3’5’7
BI/IOMapKepr6’7’8

CoOTBeTCTBUE IIKAJI IBUTATETBHOTO PasBUTUSA (PYHKIIMOHATBHOMY
cratycy naguesnra ¢ CMA:

JeuzamenbHoe pazsumue

He cnocobHble cupgetb CnocobHbie cupgets (Tun 2/ | CnocobHblie cupeTs
(Tun 1) Heamb6ynaTopHblid Tun 3) (amb6ynatopHbiii Tun 3)

HINE

QDyHKYUOHaNbHAA WKana

CHOP-INTEND

HFMSE

RULM

MFM

H3amepeHue ebiHOCAUusocmMu

6MWT

1

6MWT, six-minute walk test; CHOP INTEND, Childrens’ Hospital of Philadelphia infant test of neuromuscular disorders; HFMSE, Hammersmith functional motor scale—expanded;
HINE, Hammersmith infant neurological examination; MFM, motor function measure; SMA, spinal muscular atrophy; RULM, revised upper limb module; WHO, World Health
Organization. 1. Finkel R, et al. Neuromuscul Disord. 2015;25;593-602. 2. De Sanctis, R, et al. Neuromuscul Disord. 2016;26(11):754-759. 3. Kaufmann P and Muntoni B. Neuromuscul
Disord. 2007;17(6):499-505. 4. Hurst R, et al. J Child Neurol. 2014;29(11):1467-1472. 5. Slade A, et al. Orphanet J Rare Dis. 2018;13:61. 6. Renusch SR, et al. ] Neuromuscul Dis.
2015:;2:119-130. 7. Arnold WD, et al. Ann Neurol. 2013, September: 74 (3) 8. Sumner CJ, et al (eds). Academic Press, 2017:383-397.
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JdTanbl pa3BUTHA MOTOPUKHU O cTanaapty BO3

= OLEHUBAET U OTCJIEKUBAET 6 ITANIOB Pa3BUTUS MOTOPHUKH Y MilasieHUEeB (4-24 mec)

* JloHATHS yHUBEpPCAIbHBI, IMEIOT OCHOBOIIOJIAraloIIee 3HAUCHNE ISl IIPHOOPETEHUS CAMOCTOSITEIIEHOTO
TIePE/IBIKCHHS, Y/ICPKAHUS Tella B BEPTHKAIBHOM COCTOSIHUH

= BricTphlil 1 ipocToit MeTox (mpumepHo 10 MUHYT)

OrpanunyeHust

= JIpenocTaBisieT OrpaHUUCHHYIO HH(OPMALINIO JUIsl ONPE/ICIICHHBIX TPYTII JIeTeH, B 0COOCHHOCTH C
3aJICpPIKKON Pa3BUTHS
=  OObeauHAeT MHYOPMALMIO O METUIIMHCKOM PaOOTHHKE M JINIE, YXaXKHUBAIOIIEM 32 PEOCHKOM

BpemeHnHble paMKH ANA JOCTHMEHW LHeCTH 3TaNoB Pa3BUTHA MOTOPHKH

Xo AWT CAMOCTOATENBHO

CTOMT CamMOCTOATENBHO

XOAUT C NOAAEPXKOH

Mon3aeT c onopowM
Ha PYKH WM KONEHM

CTOMT C NoAAepxKoH

ITan pasBMTAe ABUraTenbHblX yHI<L i

CHMAKNT C
NoAAEepXKKOM

O
" Y Y E R P E E T T T T Y Y Y T Y Y

3 4 5 6 7 8 9 1M 1M 12 13 14 15 16 17 18 19 20 21
Bo3pacT, mecaubl

BO3, Beemupnas Opranusaius 3apaBooxpanenus; HCP, MequuuHCKuii pabOTHHUK
WHO Multicentre Growth Reference Study Group. Acta Paediatr Suppl. 2006;450:86-9
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Metoauka KopoJsieBckoii 001bHIIIBI XaMMEPCMUT JJISI OLEHKH

HEBPOJIOTMYECKOI0 CTATYCA Y /IeTed PaHHEr0 BO3pacTa ¢
auarnozomMm CMA (HINE B orHomenuu CMA)

PazpaboTaHna 17151 310pOBBIX JAeTEl
Bospacr - ot 2 mecsueB 1o 2 jieT
Bxirouaer 8 myHKTOB
MaxkcumainbHbIN 0asi - 26

He BpuikaeTcs otcyTeTeMe | Mcnonbayer Boio NafaoHs Cnabbin 3axpart yKasarTenb- .
P . ye A Y CunbsHbIA 3axBaT

Coanarensusiii 3axear laxpaTa PyEn HbiM 1 BONBbLIMM nanbuamMmy

CnocobHocte BpeikaTeca Jala@e It 1 Horu we nogrumaiorea  Horn nogrnMacTes | MoxeT KoCHYTbeA Momer KoCHYTbEA
(B nonoxeHn nexa) DpsikaTeCA FOPU30HTANEHO gBepx (BepTHKANEHO) ronexu naneyes Hor
He moxeT yaepxuBaTe rono HeycToRYMBOCTE KAYAHURA MONOBL! MNonwoe ynepxaHue ronosel
Yaepxanue ronossi yoop: =y y yaep:
8 BEPTHKANEHOM NONOXEHWA M3 CTOPOHBI B CTOPOHY B BEPTHKANEHOM NONOXEHWA
CnocoGHOCTS He nicikes NepesopauneaeTtcs MNepesopaunBaeTcs
I'Iouopauu BaA2TCA Ha BGK C MWBOTa Ha CNK H," OO0 CNAHBI HA XWBOT
nepesopayrBaTbLCA nepeBopalHEaTECH ¥ CO CNMHBI HA XMBOT W C XWMBOTA HA CIIUHY
CuauTt ¢ noanepxkom - Cupur yeepenno Bea  Mowet nosopauvsats-
CnocobHoCTE CHAETE He MoxeT chaeTe o ARSRatEE CuauT c onopoi il Ges
3a Ecﬂpa OonNopwM CA B NONOMEHWK CHORA
He moxeT nepxare MNonzaer Monzaer na pyxax
H b non T MonzaeT Ha NOKTAX Monsaer Ha XM
Cnocobnocrs moasas ronosy 0 HA BETAHYTEIX PYKAX S8OTE |, xonewsx
He moxeT BoijepxaTh BeC  MoxeT BuiepxaTh BEC = Crout Bes nocTopoHHe!
TOUTC N
CnocoGuocTs cToATS cobcTeeHHOro Tena cobBcTeeHHOro Tena CrowT C nORASEARE NOMOLLM
MegneHHo
CnocofHOCTL XOANTE He xoauT LWaraerca nepeMeLaeTcs, XoauT bes nonaepxeM

Aepxace 3a YTo-nnbo

YNYYLWEHWE ABUTATEJIbHbIX ®YHKLUWNN

[Ikansl IBUTAaTEILHOTO PA3BUTHS JIOCTYITHBI JIJII CKAUMBAHUS
MIOCJIe PETUCTpAIlUU Ha caiTe:
https://kz.janssenmedicalcloud.kz/ru

HINE, Hammersmith Infant Neurological Examination; HFMSE, Hammersmith Functional Motor Scale-Expanded;
Roberto De Sanctis et al. Developmental milestones in type I spinal muscular atrophy. Neuromuscul Disord. 2016 Nov; 26(11): 754-759.



Tect netrckoit 60bHULEI PUaEIbOUN IS OLICHKU

JIBUTATEIbHBIX (PYHKIMUN MPU HEHPOMBIIIICYHBIX 3a00JICBAHUSAX Y
HoBOpOXAeHHBIX (CHOP INTEND)

Paszpabotana Jlerckoit OonbuauIeit Ounanenbhuu A7 ONEHKH TBUTATEIbHBIX HABBIKOB y MAIIMEHTOB
co CMA, He cIOCOOHBIX K CAMOCTOSITEIIbHOMY TIEPEIBIKCHHIO

Bxitouaer 16 myHKTOB.

Kaxxnpiit myHKT orienuBaeTcst oT 0 710 4 6amios

MakcumanbHbiii 6at — 64

[Ipennosiaraercst oueHKa IBMKEHUN KOHEYHOCTEW HEKOTOPBIM IIYHKTaM B rpaaycax. [Iposoaurcs
BU3YaJIbHO, 0€3 JIOMOJIHUTENbHBIX HHCTPYMEHTOB.

[1anasoH KoNWMYecTBEHHOMW oLeHKW oTeeTa (0-4)

1 m‘:mﬁm"“' e : Hemnmﬂun B KOHEUHOCTAX {0}—|‘lo,u,nnnaer JOKTH € IOBEPKHOCTH B MOROKEHHU AEX3 Ha CrHe {4}

2 m"mm ARG BIA IcIen ' HeT ABHXeHMil & KOHEHOCTRX. (0)—TTOAHWMBET CTONBYKONEHM € nnsepmocm B MONCHKEHHN NEXE HA CTIMHE {4]
3 -Saurrmﬁ- S HenurrmcnmmHmuumr [D,'I—Enmammmmcrmc mel-ml nomsrrum c-q:omn (-1}

4 | Tonosa NajaeT & CTOPOHY, CTCYTCTEYOT NONKITKM BO3SPATHTL FOAOEY B CPEAMHHOE NonoxeHue (0)-JewxeHue us

ﬂ,am-zuun FONOE0H
i | NOACXEHHA MAKCUMANBHOTD NOBOPOTE K COEAMHHOMY NONCKEHHED (4

| HeT NoNsmoK yASpwaTs KONSHIA HAg NOBEpMHOCTED (0)-YaepuneaeT KONEHM :-ia,u, NOBEPXHOCTEH KDOBATIGH >5 -:eq,'m W
| NOAHMM3ET CTONGI H3JA NOBSPKHOCTEH (4)
| Ta3 NaCcCMBHO NOAHWMAETCA OT 0NOPHON NosepxHOCTH (0)-TpM NPHMMEHEHMM BHTAKEHHA B KOHLE MAHEEDa
| NepesopaYMBaETCA Ha XHEBOT, BuiNDAMARR ronoey 4epes 6ok (4)
n | Mo=opadyMEaeT roAosy B CTOPOHY; TEN0 OCTASTCA EANBIM MAM MASYO NaccHE=o nogHusaercs (0)-Nosopaynsaercs Ha
E o | %MBOT, BLINPAMARA NOAOSY Yepes 6ok (4)
m PY¥4 & UIE4EE0M W /IOKTEEOM Grqncrﬁue IOMBITEN [ﬂ}-ﬂ‘rpusaerna,qpub or mﬂep}mccm amurpasmauuoﬂ HbiM p,mHMEM wm (4]

g CrvSanue pyn & nasseec noxTeeom.  He MDEATDHHWMET MONSITKM NOAHATS PYKY {'D}—Onop.ur M CruGaeT pyKy 8 Raesesom cycrase A0 60", Eepe'r Yy {4}

5 Npuecgswpse MLy 6@:
6 Moeopor va Gox (23 ranexu)

10 Pazrufanwe HOMM B KOASHHOM CyCTase Orcwcrﬁue BHAMMOTND pa:ruﬁaHnn HOM B KOMHHOM CyCTaEe {ﬂ} Pasruﬁanue HOM B KOAEHHOM CyCTase a0 »45° (4)
11 Cruanine HOMM B TAJOBEADEHHOM | OTCyTCTEME BKTWBHEIX ABIOKEHMIA B TAZOBEDEHHOM, KOABHHOM WAM rONEHOCTONHOM cycTase (0j—Cruéanne Horue
CYCTABE W TRUABHOS Crvbaning CTOMs | TA306&4DEHHOM MAKH KOASHHOM CycTase >30" (4)

HeT peakLMy: ronoEa BHcHT (0)-M3 NORCKEHWA C ONMYLLEHHOH rONDEOH NOGHKMAET FONOEY M AEDHMHT €€ B BEPTHKANbHOM
| MOACXEHMM, 8 TAIOKE NOSOPEYMEAET rONOEY M3 CTOPOHE! B CTOpOHY (4)

: mmcrme mmnro cmq:au.l.eunn {'D} Cruﬁae'r p:ﬂcy B NOKTES0M qraaue {d}

12 Yaepeeawue ronces

13 Cribarine pyhad B NOKTEBOM CYCTIEE,
oueHka no myukry 14

14 Crwbarmwe wen, ousHEa no myHsTy 13 | OTOYTCTBME MBILLEYHOMND coKpaleqHua (0)-) F‘Il:wmuaer rONOEY C KPOBaTH (4)

15 PazrvBanwe roncesy/wese, peduoecc

16 WMzrwE nozecwouHmaE, pedmm Tanawra | Her PEaKLMM {0] ﬂoﬁopaunsaw Ta3 NO HaNPABAEHMID K CTUMYJTY BHE OCH (-I}

He pasmsaef ronouy [0] Burrarueaer ronoe]r K ropmmuano« MADCKOCTH WAK Bbilue (4]

mBh Comwadra)btqdoweny

CHOP-INTEND, The Children's Hospital of Philadelphia Infant Test of Neuromuscular Disorders; CMA, cniHasbHast MbliieuHas arpodusi.
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
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PacmpeHnHas mkajia OleHKH MOTOPHBIX (DYHKIIHI OOJIbHUILLBI

Xammepcmut (HFMSE)

»  OTCIIeKUBAET ITPOTPECCUIO PA3BUTHS JIBUTATEIILHON AUCHYHKITUH'

*  VYHTHIBAET Pa3IndMs XOATUHMX M JICXKAYMX ITAIHEHTOB?

= [Ipocra B UCNOJB30BAHUH, JOCTYITHO JIETAIBHOE PYKOBOJCTBO 110 MCHOJIb30BAaHUIO U
o0y4Jarole MaTepHuabl’

» TIpuMeHsETCS KaK B KQueCTBE KIIMHUYECKOT0, TaK M UCCIIEI0BATEIbCKOTO MeTo 1a*

» KoppenupyeT ¢ 1pyruMu KIMHAYECKUMH B (PU3UOTIOTHICCKUMU TTOKA3aTEIISIMH,
HAIPUMEDP, C TECTOM OLIEHKH KPYITHOW MOTOPUKH, (POPCUPOBAHHON KUZHECHHON
EMKOCTBIO JIETKHX, H30METPUUYECKON MBIIIEYHOM CHIJIOW, KOJIMYECTBOM KOIIMHI T'e€Ha
SMN2!:4

&ub’l‘hg/ﬁ.

CnocobHocTe Cnn:aﬁuam Cnnmﬁuom Cnnmﬁuom
CnocobHocTb CnocobHOCTb CTOATD CnocobHocTb
nepenopauunr nepesopa4usarbea/ nepemeLyatbcs/ CTOATL nogHMMAaTbLCA No
CMAETD J Hactynate npucenaTb/ Npbirate
nonsartb Ha KONeHAX neHbKam

3NEMEHT 1-4 3NEMEHT 5-9 3NEMEHT 10-17 3NEMEHT 18-20 3NEMEHT 21-27 S3NEMEHT 28-29 3NTEMEHT 30-33

[IIkanel IBUTATEILHOTO PA3BUTHS TOCTYIHBI IJI1 CKAUYMBaAHMUSI
MOCJIe PETUCTpaIuy Ha caiTe:
https://kz.janssenmedicalcloud.kz/ru

1. PyxoBoacrBo no HFMSE [Uuteprert] http://columbiasma.org/docs/cme-2010/Hammersmith%20Functional%20Motor%20Scale%20Expanded%20for%20SMA
%20Type%2011%20and%20111%20-%20Manual%200f%20Procedures.pdf; 2. O'Hagen JM, et al. An expanded version of the Hammersmith Functional Motor
Scale for SMA 1I and III patients. Neuromuscul Disord. 2007;17:693-697;

3. Main M, et al. The Hammersmith Functional Motor Scale for children with spinal muscular atrophy: a scale to test ability and monitor progress in children with

limited ambulation. Eur J Paed Neuro. 2003;7:155-159; 4. Montes J, et al. Clinicaloutcome measures in spinal muscular atrophy. J Child Neurol. 2009;24;968-978
CP-285412



IlepecMOTpPEeHHBIN MOAYJIb OLICHKH ABUTATEIbHON

(pynkuuu BepxHux KoHeynocred (RULM)

[IIxama RULM pa3paboTtana cienuaibHO JJIs MalUeHTOB CO

CMA
Ouenka ABUTaTEIbHON (DYHKIIMU BEPXHUX KOHEUYHOCTEHN
Pacmupsier nuanazod HFMSE niist cnadpix manpeHToB co CMA

Mogimmre sec 200 r n NEPEHOCHTE B8N0 K3 OAHOTO KPYTa B APYTon (oT cpearen

3 A H {1 #]
1 i “ THHUM K BHELUHEMY KDYTY Ha NPOBePAEMOn CTopone) Bes cxonbxern.
12 To xe, uto 8 npegwgywem nyvxre, Ho ¢ 500 r. rpyaom

3 3IBCPUMTE MYTh, NPUBEAR MAWMHY K MY, He ‘3 Nogrmmare sec 200 r v nepenecwre €0 W3 OANOrO KpyTa B apyron (or BHYTPOHHETO
OCTIMOBNMBIACH W HE CHIMOA KBPIHGOL € Bymar, ¥ BHELHEMY KPYTY Ha NPOTMBONONOXHON CTOPOHE), HE CHONBLIA NO CPEOHER MIMHKA,

2 n'Ep'EHE.‘CTH PY®#M C KQNEH Ha CTON

4 NogHaTe MOHETE / ®eTOHL! 14 Nepexect rpys eecom 500 r ¢ xonex Ha CTON WM HA YPOBSHL MNa3

5 MoMeEcTHTE MOMETE METON B CTAKAM, HA CTONE (ropH3oHTaANBHO), 15 Nogsmmwre obe pyxM Hag ronoBoi (oTBegeHe naey)
Ha ypoBHe nneya (BepTHkansis), oba Tecra
6 NoTraKyTECA NNEYOM B CTOPOHY M KOCHHTECE MOHETE / METOMA:! 16 MNepesectv rpya wa 500 r Boiwe yPOBHS Nnew (oTBeaeHHE NNeNd)

NOGHECTH Py K NAGSYY 1 BBILLE,
7 HaxaTe Ha BeUBOMATENL OGHOM PyXcH ‘7 To me, uto #16, wo ¢ secom 1 kr (oTeegerme nneua)

e Pasopoars Gymary 16 MNogHummTe pyxy Bsiue ypoBHA NNeva (crnbanme nieva)

9 Orepeite KOHTERMED 19 MNepevect sec va 500 r suwe ypoowa nney (crubanne nneva)

‘o MNograme 2000 yawsy ko pry 20 To xe, uto #19, wo ¢ secom 1 kr (crubanme nneva)

IIxansl ABUTATCIIBHOT'O PAa3BUTHA JOCTYIIHBI JIJISI CKAYUBAHUWA

MOCJIe PETUCTpaIuy Ha caiTe:
https://kz.janssenmedicalcloud.kz/ru

RULM, Revised Upper Limb Module; CMA, cninnanbHast MbliiedHas aTpogust.
Mazzone ES. Revised upper limb module for spinal muscular atrophy: Development of a new module. Muscle Nerve. 2017 Jun;55(6):869-874
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