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CnuHanbHas mblweyHas atpodus (CMA) 5q — 0fHO M3 caMblX PacNpOCTPAHEHHbIX HACNEACTBEHHbIX HEPBHO-MbILUIEYHbIX
3aboneBaHuil y fieTeil C ayTOCOMHO-PELLECCUBHBIM TUMOM HAacNef0BaHUA. [OMO3UTOTHas fieneLuns 3Kk30HOB 7 unu 7-8 reHa
SMN1, kopupytoliero 6eNoK BbIXXMBAEMOCTU ABUTaTENIbHOTO MOTOHENPOHa, OTBETCTBEHHA 3a 95 % cnyyaes. 3abonesaHue
XapaKTepu3yeTca HeYKNOHHO MPOrpecCcupyloLMM Te4eHneM C Pa3BUTUEM Nape30B, MblWeYHbIX aTpOduii, yTpaToi paHee
NpUOGPETEHHBIX MOTOPHBIX HABLIKOB, AibIXaTebHOI HefocTaTouHOCTH U AedopMaLmit ckeneta. B nocnegHue rogpl BHe-
APeHMe naToreHeTUYeCKON Tepanum 3Ha4MMo U3MEHNNO TPaeKTopUIo ecTecTBeHHOro TeueHns CMA: nauneHTsbl BBKUBAIOT,
BOCCTaHaBNMBAIOT pPaHee yTpaueHHble MOTOPHblE HaBbIKW U NpuobpeTaioT HoBble. KnuHnyeckas knaccudukaums, BKiio-
yalolwas 5 TUNOB, LOCTOBEPHO He OTpaxaeT (YHKLUOHANLHOE COCTOAHME pebeHKa B fuHamMuke. B 2005 r. 6bina npep-
NoXeHa KnaccuduKauua no GyHKLMOHANBHOMY KNaccy C y4eTOM TeKyliero CTatyca nalueHTa: HeCMasunii (nexayui),
CnUpAYNiA, xoaaumit. B ctatbe onucaHbl MCTOPUYECKM CNOXKMBILNECA MOHATUA QYHKLMOHANBLHOIO KNacca y nalueHToB
co CMA v ucnonb3yemble B KTMHUYECKUX UCCNEA0BAHNAX U HabMoAeHUAX. Ha ocHOBaHUM aHanu3a AOCTYNHON auTepary-
pbl HaMW NpPeAnoXeHbl KpUTepumn oTHeceHua nauueHToB co CMA K onpepeneHHOMY (YHKLMOHANLHOMY Knaccy, faHbl
peKoMeHAaLNK Mo MCNONb30BAHMIO KNacCUuUKaLnmu B peanbHOM KIMHUYECKON NPaKTUKe.
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Spinal muscular atrophy 5q (SMA) is one of the most common inherited neuromuscular diseases in children with
an autosomal recessive type of inheritance. Homozygous deletion of exons 7 or 7-8 of the SMN1 gene encoding
the motor neuron survival protein is responsible for 95 % of cases. SMA is characterized by a steadily progressive course
with the development of paresis, muscle atrophy, loss of previously acquired motor skills, respiratory failure and skeletal
deformities. The introduction of pathogenetic therapy in recent years has significantly changed the trajectory of SMA -
patients survive, restore previously lost motor skills and acquire new ones. The clinical classification, which includes
5 types of SMA, is currently not a reliable reflection of the functional state of the child in dynamics. In 2005, a func-
tional classification was recommended based on the patient’s current status: non-sitters (lying), sitters, and walkers.
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The article provides a summary of historical concepts regarding functional classification in SMA patients, as well
as the criteria used in clinical trials and observations. We proposed criteria for categorizing SMA patients into a specific
functional class by analyzing the available literature and making recommendations on using the classification in real

clinical practice.
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BBepeHue

CnuHanbHas MblieyHast atpogust (CMA) 5q — Ha-
CJIEICTBEHHOE ayTOCOMHO-PELIeCCUMBHOE HEPBHO-MBbIIIEY -
Hoe 3aboJieBaHue, 00YCIIOBJICHHOE TOMO3UTOTHOM Jejie-
ueit 7-ro unu 7—8-ro a3k30HOB reHa SMN I (survival motor
neuron | — reH BBDKMBaeMOCTU MOTOHENHPOHOB). epuiur
6enka SMN NpuBOIUT K AereHepauun anbda-MOTOHEH-
POHOB MEePEIHUX POrOB CIIMHHOTO MO3Ta 1 CTBOJIA FOJIOB-
HOTO MO3ra, YTO SBJIACTCS NMPUYMHON aTpoduu U mpo-
IPECCHUPYIOIIEe MBIIIEYHOM Cab0CTH pa3HBIX TIPYII
mbi. CMA nipeacraBisieT co0oil IMPOKUI CeKTp he-
HOTHIIOB OT TSDKEJIbIX (hOPM C AeOI0TOM B IIEPUO.T BHYTPH -
YTPOOHOTO pa3BUTUS IUIOAA IO OoJiee JETKUX C JeOI0TOM
BO B3POCJIOM BO3PacTe 1 MMHUMAJIbHBIMUA KIMHUYECKUMU
nposiieHusiMu. EctectBeHHOe TeueHue CMA nMeeT He-
YKJIOHHO MPOTPECCUPYIONIMI XapaKTep C yTpaToi paHee
MPHOOPETEHHBIX MOTOPHBIX HABBIKOB, PA3BUTHEM JTbIXaTe/Th-
HOI1 HEIOCTaTOYHOCTHU U Jedopmannii ckeneta [1—5].

B 1992 r. Ha 4-M 3acenaHun MexXIyHapOIHOTO KOH-
copuuyma nmo CMA (bonH, I[epmanus) nmoa arunoii EBpo-
MEMCKOTO HepBHO-MbImeyHoTro IieHTpa (European
Neuromuscular Centre, ENMC) 6b11a npeioxxeHa Kiav-

Taomuna 1. Kiunuueckas knaccugurayus cnunaibHou MyluleuHoU ampoguu
Table 1. Spinal muscular atrophy clinical classification

Huueckas kjaaccudukauus CMA, BKiItovaromas 5 TUIIOB
B 3aBUCHMOCTHU OT BO3pacTa nebioTa U MaKCUMaJIbHBIX
JBUTATEIbHBIX HaBBIKOB (Tab:1. 1) [6—10].

OnHako IpeIokeHHass KIIMHUYecKast KjlacCu(uKaimst
HE OTpaXkaeT IBUTaTe/IbHBIN CTaTyC MallMeHTa B TMHAMUKE,
a JIMIIb TEMOHCTPUPYET MaKCUMAaJIbHBIN YPOBEHb JOCTUT-
HYTBIX MOTOPHBIX HaBBIKOB Npu MaHudecranuu CMA.
B cBs3u ¢ atum B 2007 I. B KOHCEHCYCHOM 3asIBJIEHUU
o craHaapte JieueHruss CMA peKOMEeHIOBaHO OCYIIIECTBIISITh
MOHUTOPHHT MaleHTOB co CMA ¢ y4eToM TEeKYIIMX MaK-
CUMAaJIbHO BO3MOXHBIX JBUTaTeIbHBIX ((DYHKLIMOHATbHBIX)
HaBBIKOB, T.¢. X ¢yHKIHOHaIbHOro Kiacca (DPK) [11].
Torma e BHepBble ObLIM TaHbI PEKOMEHAALIMU 10 YXOIYy
M HaOJIONEHMIO 3a MAallMeHTOM B 3aBucumoctu ot ®K:
Hecuasguyue (non-sitters), cuassume (sitters) m xomsiuuve
(walkers). Ho o6cyxxmaembie oHstist @K Hocwim auinb
OoInurcaTeIbHBIN XapakTep, He ObUIM BBEICHBI YSTKUE KPHU-
TEePUU OTHECEHMSI MalleHTa K TOMY UM MHOMY Kiacey [11].
B 2017 r. BriepBbIe OMYOJIMKOBAH €BPOIEMCKUIA TTPOTOKOJ
TREAT-NMD (Translational Research in Europe for the
Assessment and Treatment of Neuromuscular Diseases —
TpaHCJISILIMOHHBIE MCCIIeoBaHUs B EBporne misi olieHKHU

SMA type Age of onset Maximal motor milestones
CMA O BryTpryTpo6HO Het
SMA 0 Prenatal None
CMA 1, wiu 6one3nb Bepaaura—Toddmana <6 mec TTaumeHTE He MOTYT EPEBOPaTHBATECA,
SMA 1, Werdnig—Hoffmann disease <6 months HE CHIAT 63 IO/ICDXKH
! Patients are not able to roll over, not sitting without support
CMA 2, wiu 607e3Hb JlyooBulia 6—18 mec [MarmeHTs MOTYT CUIETH 6€3 TOAIEPKKHU, HE MOTYT XOIUTh

SMA 2, Dubowitz disease 6 to 18 months

CMA 3, wim 6o0ne3Hb Kyrensoepra—Bemanmep >18 mec
SMA 3, Kugelberg—Welander disease >18 months
CMA 4, B3pocnas ¢hopMa >18 ner
SMA 4, adult form >18 years

Ilpumeuanue. CMA — cnunanvHas moiueuHas ampogus.
Note. SMA — spinal muscular atrophy.

Patients able to sit without support, unable to walk

TTanreHTBI MOTYT CTOSATh Y XOOUTH 0€3 TTOIIE PXKKI
Patients able to stand and walk without support

Ha].[I/IeHTLI MOTI'YT CTOATb U XOOUTH oe3 IOAACPKKHN
Patients able to stand and walk without support
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1 JICYeHUsI B 00JIACTU HEPBHO-MBIIIEYHBIX 32001 BaHMUIA)
10 MYJBTHIVMCLUIUIMHAPHOMY HaOJIIOACHUIO 3a MalueH-
tamu co CMA, ocHOBaHHBIN Ha MX pasaeiaeHnu mo OK
(tabax. 2) [12].

Taoauna 2. Dynkyuonavhvle Kaaccwl 0emell U 63pocabix ¢ OUASHO30M
CHUHAAbHOLL MbIUEYHOU AmMpPoduL 6 COOMEEeMCcmaUY ¢ MeJCOYHAPOOHbIMU
cmandapmamu TREAT-NMD neuenus cnunanbHoil MblueuHoi ampoguu
2017e.[12]

Table 2. Spinal muscular atrophy functional classification, guidelines on
international TREAT-NMD standards of spinal muscular atrophy care 2017 [12]

Functional status

Hecunsguue Te, KTO He MOXKET CUAETH
Non-sitters Those who are unable to sit

Cunsaue Te, KTO MOXET CUIETh, HO HE MOXKET XOIUTh
Sitters Those who are able to sit but cannot walk
Xonsuure Te, KTO MOXET XOIUTh

Walkers Those who are able to walk

B poccuiickux KIMHUYECKUX peKoMeHaauusIx « Criu-
HaJibHas MblllIeuyHasi aTpodust 5q y geteii» ot 2023 1. mis
JIy4leit ananTaluyuu K pyCCKOSI3bIYHOM ayTUTOPUU TEPMUH
DK «Hecuasunit» 3aMeHeH Ha «jiexkaunii» [10]. Bee mon-
XOIbI K ONpeieSIeHUI0 00beMa 00CIeIOBaHMS, BBISIBJICHUIO
OCJIO)KHEHUI, HEOOXOIUMON MEXIUCHMIIMHAPHON MO~
MOILIM, a TAKXXKe PeKOMEHIAIHY TT0 OPTONeANnYECKO Kop-
PEKLIUM U peadUInTally B KITMHUYECKUX PEKOMEHAAITUSX
ITOCTPOCHBI Ha TIPUHIIMIIE pa3aesieHus manreHToB Ha PK:
Jiexxauure, CUISTIue, XOIsiuue.

K HacrosiiieMy BpeMeHu B Poccuu 3aperucTpupoBaHbl
3 nmpemnapara 3TuonaToreHeTuueckoit tepanuu CMA: Hy-
cuHepceH [13], pucoumniam [14] 1 oHaceMHoOreHa abernap-
BoBeK [15]. CoBpeMeHHBIE METObI JICUEHHUSI CYILIECTBEHHO
n3MeHw I TedyeHne CMA: yBeTMUMBaIOTCSI BBDKMBAEMOCTb
U TIPOAOJIKUTENBHOCTD KU3HU MAllUeHTOB, YIy4YIIa0TCs
MOTOPHOE pa3BUTHE U QPYHKLMOHAIbHBIE BOZMOXHOCTH.
Bce 310 npuBoIHT K M3MeHeHMIO cxogHoro @K [16—35].
Jlns1 onipeniesieHust MOTOPHOTO CTaTyca, OLIEHKU €CTeCTBEH-
HOTro TeYeHUs1 00JIE3HU U MOHUTOPUHTA 3G (EKTUBHOCTH
Tepaliu B HacTosIIIee BpeMsl TOBCEMECTHO MCITOIb3YeTCs

Tabmuua 3. OcrosHble ucnonb3yembie MOMOPHble WKAAbL 045 OUEHKU 08UAMEAbHbIX HABLIKOG NPU CNUHANLHOL MblieHOU ampoguu
Table 3. Main motor scales used for assessing motor skills in spinal muscular atrophy

Scale

Application age

Patient’s functional status

HeBpOJIOF NYECKOE O6C.TIC,I[OBaHI/Ie MJIaACHLIEB XaMMCpCMI/IT,
pasnen 2 (HINE-2)* [36]
Hammersmith Infant Neurological Exam, part 2 (HINE-2)* [36]

Tect nerckoit GonbHMIIBI Prtaneabhuu IS OLleH-

KU IBUATATEIbHBIX (DYHKLM TPY HEPBHO-MBIIIEYHBIX
3aboneBanussx(CHOP-INTEND)* [37]

The Children’s Hospital of Philadelphia Infant Test of Neuromuscular
Development (CHOP-INTEND)* [37]

PacmupenHas nikana olieHKM MOTOPHBIX (OYHKIIMI OOJTbHULIBI
Xammepemut (HFMSE)* [38]
The Hammersmith Functional Motor Scale Expanded (HFMSE)* [38]

[lepecMOTpeHHBIIT MOYJTh OLIEHKY MOTOPHOU (DYHKIINHT
BepxHUX KoHeyHocTelr (RULM)* [39]
Revised Upper Limb Module (RULM)* [39]

Ouenka nsurarenbHoit dynkuun (MFM-32)* [40]
Motor Function Measure (MFM-32)* [40]

O1reHKa HePBHO-TICUXUYECKOTO Pa3BUTHS MJIAICHIICB U JeTel
paHHero Bo3pacta Bayley-I11* [41]

The Bayley Scales of Infant and Toddler Development, 3™ edition
(Bayley-II1)* [41]

Tect 6-MuHyTHOI X0mb0bI (6MWT)* [42, 43]
6-minute walk test (6MWT)* [42, 43]

Tect xomp0b! Wuti Gera 10 M (1I0MWRT)* [44]
10-Meter Walk or Run test (1I0MWRT)* [44]

C 2 et u cTapiie
From 2 years old and up

C 2 et u cTapiie
From 2 years old and up

C 2 niet u crapiie
From 2 years old and up

C 0 go 3 ner
From 0 months to 3 years

C 3 5iet u crapiie
From 3 years old and up

C 3 jeT u cTapie
From 3 years old and up

C 0 mec JIo6oit
Since 0 months Any type
C 0 Mec, BKJII0Yasi B3pOCIbIX Jlexxaune
From 0 months and adults Non-sitters
C 0 mec 10 2 et Cunsane
From 0 months to 2 years Sitters

Cugsguue v Xoasgaue
Sitters and walkers

Cugsguue v Xoasgaue
Sitters and walkers

JI1060i11
Any type

JI1060i1
Any type

Tonbko xonsguune
Walkers only

Tonbko xonsuue
Walkers only

*[llkana 6 Poccuiickoit @edepayuu ne 6aruduposana, 0as ee UCNOAb306aAHUSL HEOOX00UMO cneyuaibHoe ody4enue.

*The scale is not Russian validated and special training is required for its use.
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KJIMHUYeCKasl OlleHKa MOTOPHBIX HABBIKOB IO (DYHKIIMO-
HaJIbHBIM peJIEeBAHTHBIM MOTOPHBIM IIIKajJaM U TeCTaM
Ha Bpewms [10] (Ta6u. 3).

Tak Kak B HacTosIIIIee BpeMsI HET OOIIETIPUHSITOTO MHE-
HUSI O TOM, KaKOro MalueHTa CYMTATh JIeXKAUYUM, CUASTINM,
XOASYMM, MBI BUAMM BaXXHOCTh pa3le/IeHUS MallMeHTOB
co CMA Ha @K cornracHO c(hopMyIMPOBaHHBIM KPUTEPH -
IM. DTO TOMOXET BpayaM MYJIBTHIUCIUTUIMHAPHON KO-
MaHIbl OLICHWBAaTh COCTOSIHUE IAallMEHTOB B TMHAMUKE
U OIPEACNISITh 00BEM HEOOXOIMMON MEAULIMHCKOM I10-
MOIIIH, a TAKXKE 1aCT BO3MOXKHOCTh O000IIUTD JOCTYITHBIE
JaHHbIe 00 3()(EKTUBHOCTU MATOI€HETUYECKOM Teparmu
CMA.

Lenb nyoiukKamy — BHECEHUE MpeAsIoXKeHU 1o ¢op-
MYJIMPOBAaHUIO KPUTEPUEB JUTS UCTOPUYECKU CIIOXKUBIIIMX-
cs1 @K CMA Ha OCHOBaHMY aHaJIN3a JINTEPATyphl, Pe3yilb-
TaTOB KJIMHUYECKUX MCCIEIOBAHUI M pealbHOM
KJIMHAYECKOM MTPaKTHKH.

OnpepeneHue NOHATUN (DYHKLMOHANBHBIX

KN1aCCOB B Pa3HbIX UCTOYHUKAX JIUTEPATYPbI

[IpoaHann3upoBaHbl pa3Hbie ICTOYHUKY JIUTEPATYPhI
(1971—2024 rr1.), BKJItoYasi HabIroAaTeIbHbIE KOTOPTHbIE
WCCJIEIOBaHMSI, CTaHAAPThI M JaHHBIC PeabHOMN KIIMHUYE-
CKOI MPaKTUKH, TJIe OLIEHUBAIOCh U3MEeHEHUE (hYHKIIMOHATb-
HOTO COCTOSTHUS MateHToB co CMA Kak IpH eCTECTBEHHOM
TeUeHUU, TaK U Ha (DOHE ITPOBOAMMON TTATOTeHETUUECKOM
Tepanuu. B Tab. 4 mpeacTaBaeHO pasnelieHUe MallueHTOB
Ha @K, ucronb3yeMble B CTaHIapTaX, KOHCEHCYycaxX, KIv-
HUYECKMX MCCIIeIOBaHMSIX, a TAKXKE PErMCcTpax MalllieHTOB
co CMA B pa3HBbIX CTpaHax MUpa.

ITokazaHo, YTO OCHOBHBIC CTAHIAPTHI OKA3aHUS Me-
JTUIMHCKOM MmomMoliu rnamueHTaMm co CMA umerot onuca-
Hust @K 6e3 yeTKUX KpUTepreB TOCTYKEHUST MOTOPHBIX
HaBbIKOB [9—12, 49, 50].

OnucaHue MOHATHS JIeKaunX MalMeHTOB MPaKTUYECKU
HE UCITOJIb30BaJIOCh. B psime vcciienoBaHuii JaHO CIIemy-
Iolliee omnpeeIeHue: «JiexXauuii» MaleHT — 3TO MallMeHT,
HE TOCTUTIINIA HaBbIKa CUICHUS O6€3 OTIOpPHI U He CITOCO0-
HBbIi BBITTOJIHUTH KpUuTepuu cugsdero [11, 12, 17, 23-25,
27,49, 51-55, 57, 58].

OnucaHue KpUTEPUEB «CUASINX» TTAIIMEHTOB ITPUBO-
JIATCS JIIIb B OTACAbHBIX MCTOYHUKAX. B OOJIbIIMHCTBE
HCCIIEIOBAHUI IO CUISTYMM TTOAPAa3yMeBaeTCs MallieHT,
CIOCOOHBIN cuueTh 6e3 onops! [11, 12, 16, 2327, 31, 35,
49, 56—59]. KputepusmMu caMoCTOSITEIbHOTO CUIEHS 06e3
OIopkI ObUTH: 10 BceMMpHOI opraHU3alliy 31paBoOXpa-
HeHnus (BO3) — cugenue 6e3 onopsl B TeueHue 10 ¢, mo
mkaje BSID-III (mmm. 22 u 26 cydTecTa OLleHKH KPYITHOM
MOTOPHUKHU) — cUeHUe 0e3 oropsl B TedeHue 5 u 30 ¢ co-
otBeTcTBeHHO. [1o mKkane MFM-32 B psiae uccienoBaHuit
1 6ayuty B 11. 9 COOTBETCTBYET CITOCOOHOCTH CHIETH C OIIO-
poli Ha OJTHY PYKY B TeueHUe S ¢ 1 noJjblie. B psaae uccie-
JIOBaHWI He yKa3aHO BpeMs yAep>KaHUs NTaHHOM TO3bI
60 ucnoib3oBanach mkana HINE-2, B koropoii Bpems
CaMOCTOSITEJILHOTO CHIEHMS TakxKe He ompeneneHo. Co-

OTBETCTBEHHO, XapaKTePUCTHUKA CUISIYETO MallMeHTa Ba-
PBUPYET OT CIIOCOOHOCTU CHACTh, ONMMPAsICh OTHON WM
JIBYMsI BEpXHMMU KOHEYHOCTSIMHU, B TeYCHHUE 5 C 10 BO3-
MOXHOCTHU cUAETh 06e3 ormopsl 30 ¢ [16—18, 20—31, 3335,
51, 52,55, 57, 58].

JIJIs1 onucaHus «XOITIMX» MMAlMEHTOB B HEKOTOPHBIX
MCTOYHUKAX MCITOJIb3YETCS OIpeIe/ICHUE «IIalleHTHI, 10-
CTUTIIME HaBbIKa CAMOCTOSTEIBHOM XOMb0bI» O3 yTOUHE-
HUSI cniocoba mepeMelleHUus1 (C ormopoi uiau 0e3 Hee),
B IPYTUX — «IOCTHUTIINE HABbIKA CAMOCTOSITEIbHOM XO/Ib-
ObI Oe3 momaepxkku» [11, 12, 16, 23-27, 31, 35, 49, 56—59].
Bce olieHKM IpOBOAMIMCH O3 UCIIOIB30BAHUS CIICLIMATII -
3UPOBAHHBIX TEXHUYECKUX U OPTOIEAMYECKIX ITPUCITOCO-
oseHuit. OnpeneIsioUMU JaHHBIN HaBBIK KPUTEPUSAMM
OBLIM BapyaHThI 0¢3 YTOUHEHMS IPOMIEHHOM TUCTAHIINH,
JIM00 HE MEHbIIIE 5 CAMOCTOSITEJIbHBIX 1IaroB (KPUTEPUHU
BO3 u mikana BSID-III, m. 43, cy0TecT OLIeHKM KPYITHOM
MOTOPUKH), Tu60 10 M 63 MOCTOPOHHEN MOMOILLU, 100
oosbiie 4 maros (=2 6amnoB 1o 1. 20 mkaisi HFMSE).
CoOTBETCTBEHHO, (DYHKIIMOHAIBHBIN CTATYC «XOISTUUiA»
10 KPUTEPHSIM Pa3HbIX ICTOYHUKOB OXBAaThIBACT AUAa30H
OT BO3MOXHOCTH CaMOCTOSITEIbHO XOIUTh, HO 06€3 yToY-
HEHUs KOJIMYECTBA LIAroB, 10 MPEONOJIEHUS AUCTAHLUN
10 m [16, 19-35, 52, 55, 57, 58].

Takum 00pa3oM, Ha OCHOBAaHUM JaHHBIX M3 pa3HbIX
HMCTOYHUKOB OMMCAaHWE OJHOIO M TOTO Ke MalueHTa OT-
JIMYACTCS B 3aBUCUMOCTH OT UCIIOJIb3YeMBIX KPUTEPHEB. DTO
orpeessieT BBICOKYIO aKTyaTbHOCTb CTaHIapTH3alM1 OIICH-
KU IBUTATEJIbHBIX CIIOCOOHOCTE! MAIlMEHTOB C ITOCIIENYIO-
M OTpakeHUEM B C(HOPMYIMPOBAHHOM UArHO3e.

PacnpepeneHue nayMeHTOB CO CNMHANbHOM

MblwWweyHou aTpocuent No PyHKLMOHANBbHBIM

Knaccam

BHenpeHue B KIMHUYECKYIO MPAKTUKY MATOTCHETH -
YECKOTO JIeYeHUs] U3MEHUIO (heHOTUIIbI €CTECTBEHHOTO
teueHust CMA, Tak xXe KaK 1 MOJIXOMbI K OKa3aHUIO MeIu -
LIMHCKOM momMoiu. YacTora u 00beM JUCHaHCEPHOTrO Ha-
OmoneHUsT, HEOOXOIUMOCTh TIPUBJICYCHMS Pa3HBIX CIICLIY-
IMCTOB MYJIBTUAMCLIMIUTMHAPHON KOMaH/IbI (ITyJTbMOHOJIO-
Ia, KapaMoJiora, SHI0KPUHOJIOTa, OPTONEAa 1 . ) HaIpSIMYIO
3aBUCAT OT UMEIOIINXCST (DYHKITMOHATBHBIX BO3MOXKHOCTEMN
mamyenTa [9, 10]. [dns 6eicTpoii u npoctoit oeHkn ®K
MalMeHTa, Ha Halll B3IJISII, CAMBIM ONTUMAJIBHBIM SIBJISI-
€TCSl MCII0JIb30BaHUE IIUPOKO PACIIPOCTPAHEHHBIX, CTaH-
JapTU3UPOBAHHBIX MMOAXOI0B OIKMCAHUSI MOTOPHBIX HaBbI-
KOB ((pyHKLIMOHATBHBIX BOBMOXKHOCTEN) TalimeHTa. Takum
TpeOOBaHUSIM OTBEUAIOT CTAHAAPTHI MOTOPHOTO Pa3BUTHUS
BO3, B KOTOpBIX HET TaKMX MOHSATUMN, KaK «IexXKauyuii»,
«CUASIUI» U «XOIAUMil» peOCHOK, HO JaHO ITOAPOOHOE
ONMCaHUE C KPUTEPUSIMU TOCTHKEHUSI 6 OCHOBHBIX KPYIT-
HBIX MOTOPHBIX HaBBIKOB: CHUICHUE, TTOJI3aHKME, CTOSTHUE
Yy OMoOpbl, CTOSIHUE 0e3 Omophl, X0abba BIOJIb OIOPHI
M CaMOCTOATENNbHAs Xoap0a. OIucaHbl MPoLeaypa TeCTH-
POBaHUS ¥ BDEMEHHBIE MTHTEPBAJIBI TOCTYKEHUST KOHTPOJIb-
HBIX TOYEK, BBIPaXXEHHBbIE B THIX/Mecslax [45—48].
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Tabmuna 5. Xapakmepucmuku @yHKYUOHANLHBIX KAACCO8 NAUUEHMOB CO CRUHANLHOU MbluleHOU ampoghuell

Table 5. Functional class characteristics with spinal muscular atrophy patients

Functional status

Definition

Jlexxaumit
Non-sitters

IMauueHT, He JOCTUTIINIA HaBbIKA CUIETh CAMOCTOATEILHO Oe3 ormopsl* B TeueHue 10 ¢
Patient who has not achieved the skill of sitting independently without support* within 10 sec

Ha].[I/IeHT, JIOCTUTIIIMI HaBbIKA CUJETh CAMOCTOSITEIbHO 0€3 Ol'IOpI)I*, 0e3 YTOYHEHMUA crocoba

Patient who has achieved the skill of sitting independently without support*, without specifying the method

ITalueHT, JOCTUTIINI HaBbIKa XOAUTDH 0€3 ITOCTOPOHHEN IMTOMOIIM U TPUCTIOCOOICHMIT**

Cugsganii JOCTYKEHMS TTOJIOXKEHUS «CUIs», B TeueHue 10 ¢
Sitters
of achieving the “sitting” position, within 10 sec
Xonsruuit 0OCHKOM HE MEHBbIIIE S5 111aroB, 0€3 orpaHUYeHUST BpeMEHU
Walkers

with no time limit

Patient who has achieved the ability to walk unassisted and unaided** barefoot for at least 5 steps,

*Onopoii cuumaemcs a10060e cpedcmao nodoepicku, 8KAIOUAS ONOPY HA PYKU (Hanpumep, Ha A0KmU), Ha ce0s, cudenue 8 kKopceme,
ONOPY HA JHCECMKYIO NOBEPXHOCMYb CRUHOIL, UCNOAb308AHUE NOOJePICKU OpY2UM HeA08eKOM Ul CUOeHUe ¢ ONOpOll 8 CNeUUaNU3UPOBAH-

HOM Kpecie.

**[1o0 nocmopoHHeil NOMOULbI) NOHUMAIOMCS ONOPA HA PYKY CONPOBOICOAIOUe20, 0Nopa Ha X00YHKU, UCNO0Ab308aHUe H00bIX UHBIX
B8CNOMO2ANMeNbHbIX cpeacme, BKAKO4AsA opme3bl Unu opmone()uwecxue I’lpblCl’lOC06/leHu}l.

*Support is defined as any form of assistance, including supporting yourself with your arms (e.g. elbows), sitting in a corset, supporting yourself with your
back on a hard surface, using support from another person, or sitting with support in a specialised chair.

** Assistance is defined as support on the arm of an attendant, support on a walker, use of any other aids, including cut-offs or orthopaedic devices.

BHeapeHne cTaHIapTU3MPOBAHHOTO ITOIX0/IA OLIEHKU
MOTOPHBIX HaBBIKOB ITO3BOJIMT OLICHUBATh MAIlEHTOB CO
CMA 110 eqHOMY 00pas3ILy, UTO AaCT JIIOOOMY CIeLIUATUCTY
MYJIBTUAMCIUTIIMHAPHON KOMaHIbl BOBMOXHOCTD I10JTY-
YUTh OMMHAKOBOE MIPEACTABJIEHUE O COCTOSTHUM TalleHTa
B cooTBeTcTBMM ¢ ero PK U MMO3BOIUT MPUAECPXKUBATHCS
€IMHOO00Pa3Ksl B TAKTUKE BEIEHUST 1 CBOEBPEMEHHOTO BME-
IaTeIbCTBA JIJIST TPEAOTBPAICHUST OCIOXKHEHUIA.

Ha ocHoBaHMY TPOEMOHCTPMPOBAHHOTO BHIIIIEC aHa-
JIM3a JIMTepaTyphl IIpeuiaraeM B pealbHON KIMHUYECKOM
MpaKTUKe pa3nendaTh manreHToB co CMA Ha @K, mcmomb-
3ysl KpUTEPUU TOCTVKEHUSI MOTOPHBIX HaBBIKOB, C(hOpMY-
JINPOBaHHBIC B CTaHAApTaX MOTOpHOTo pa3Butusi BO3
(Tabn. 5).

BaxkxHo Moa4epKHYTh, YTO IIPU OLICHKE MPEICUMIITO-
MaTuuyeckux gereit co CMA, T.e. 6e3 KIMHUYECKUX TPO-
SIBJICHUIA, HO UMEIOIIMX BBISIBJICHHYIO ITPU pacIIiPeHHOM
HEOHAaTaJbHOM CKPUHUHIEC TOMO3UTOTHYIO AeJIeILIO
BSMNI [61, 62], TakKe HEOOXOOMMO CJIEA0OBATh CTaHIAP-
TaM BO3 1151 OLIeHKM JOCTHXXKEHUS BCEX 3TallOB MOTOPHO-
IO Pa3BUTHSI, YYUTHIBas B TOM YKCJIE BO3PACT TOCTHKEHUSI
STHUX HABBIKOB. Y JaHHOM KOTOPTHI MAllMEHTOB BO3pacT
3a[ePKKU JOCTKEHUS JTI0O0T0 MOTOPHOTO HaBhIKAa MMe-
€T 0c000¢ 3HaYeHHUE KaK BO3MOXHOE IMPOSIBJICHUE KITMHU-
yeckux cumMnromMoB CMA.

J1st oToGpakeHKsI MOTOPHBIX BO3MOXKHOCTEM HariueH-
ToB co CMA B IMHAMUKE HE3aBUCHMMO OT TOTO, MOJIyJyaeT
peOEHOK MaTOreHEeTUYECKOe JICYCHUE MIU HET, 110 HallleMy
MHeHu10, kpoMe Thurna CMA B 1MarHo3e Heo0X0IMMO yKa-

spiBaTh @K manmenra. Hanpumep, eciim pebenok co CMA
3-ro TMITa MOXET CUIETh O€3 OMOPLI ¥ 6€3 UCITOIb30BAHMS
Kopcera MUHUMYM 10 ¢, OCHOBHO# ArarHo3 o Mexmy-
HapoaHoM Kiaccudukanum 6onesHeit 10-ro mepecMorpa
B 3TOM ciy4dae OyaeT caeaytoimum: (G12.1) CnunanabHas
Mblleynas arpodus, 3-it THn, GpyHKIMOHAJIBHBIA KJacc
«cuasumii». Bropoit mpumep: (G12.0) ConHaabHas MbILIed-
Hag arpodus, 1-i Tun, GPYHKIMOHAILHBIA KJIACC «XOASTIMIA»
ecsiv pedbeHok co CMA 1-ro Tmna XoIuT U MOXET MpONTH
OoJbllIe 5 IIaroB caMOCTOSITeIbHO 6e3 00yBu. Eciin pebe-
HOK co CMA 1-ro TuIa He MOXeT CUETh O3 Onophl 1 6e3
KopceTa, TUarHo3 cienyeT chopMyIMpoBaTh CJeTyIOIINM
o6pasoM: (G12.0) CnuHanbHasg MbllmieyHas atpodus,
1-it Tun, GyHKIMOHANBHBIA Kaace «Jiexauuit». Jluarnos
pebeHKa ¢ TeHeTUYecKr noarBepxkaeHHoir CMA, moiy-
YHMBIIIETO MAaTOIeHETUYECKYIO TEpanuio Ha MPeACUMIITO-
MaTU4eCKO# cTaguu 6osie3Hu, OyaeT caeayommm: (G12.1)
CrnuHanbHas MblinevHas aTpodus, GyHKIMOHAIBHDIH KJlace
«XOIAYHIi», €CJIM PEOCHOK MOXKET MPOITH OOJIbIIIE 5 1IaroB
0e3 opToIeIuYeCKUX MPUCIIOCO0IECHU 1 O0YBU.
Kinunaunyeckuit Tum CMA ycraHaBiIuBaeTCs TIpU Ha-
JIMYUY CUMIITOMOB JI0 TIaTOT€HETMYECKOTO JICYSHUSI B CO-
OTBETCTBUU C KIIMHUYECKOM KiIacCu(UKAIIMEl, OcTaeTCs
0e3 U3MEHEHMI1 Ha IMPOTSDKEHUU BCel KU3HU 1 HE 3aBUCUT
OT CMeHBI (DYHKIIMOHAJIBHBIX BO3MOXHOCTEI MallMeHTa
B nuHamuke. @K maryeHTa, 1o HalreMy MHEHHMIO, TOJDKEH
OBITh BBIHECEH B IMArHO3 U B CJIy4ae M3MEHEHMSI MOTOPHBIX
HaBBIKOB MOXET OBbITh CKOPPEKTUPOBaH. JleTsM, momy-
YUBIIMM JICYEHHE Ha TOKJIMHUYCCKOM CTaauu, TUArHo3

=
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=
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ycTaHaBIMBaeTcs 6e3 KoHkpeTHoro Thuna CMA, Ho ¢ yTou-
HenueM @K B muHamuke.

[Ipn HaKOIUIEHWM KJIMHUYECKOTO OITBbITa M JTaHHBIX
bosiee IIyOOKOTo U3ydeHMsT U3MEHEHU# (heHOTUMa y Ta-
reHToB co CMA Ha ¢hoHe maTOreHeTUYEeCKOro JIeUSHMS
B OyylilieM, BEpOSITHO, IOTpedyeTcs OoJiee AeTabHOe pa3-
neneHue naureHToB Ha @K B 3aBUCUMOCTH OT X (DYHK-
LIMOHAJILHBIX BOBMOXHOCTe. Hanpumep, Takrie MOTOpHEBIE
HaBBIKU, KaK CIIOCOOHOCTh 110J13aTh, IIePeBOPAYMBAThCS,
CTOSITh WJIA O€TraTh, MOTYT SIBIIATHCST «HOBBIMI» DK 1 OymyT
HYXIaThCsl B CTaHIApTU3allMM KPUTEPUEB M pa3paboTKe
ITOJIXOOB K BEACHUIO MYJILTUINCIUTIIMHAPHON KOMaHIOM.

BbiBOAbI

B nocnenHme roabl BHEIPEHE ITATOreHETHIECKOM Te-
panuy 3HAYMMO M3MEHWJIO TPaeKTOPUIO €CTECTBEHHOTO
TeueHus1 CMA: mauMeHThl BbLKMBAIOT, IPUOOPETAIOT HO-
BbIe ¥ BOCCTAaHABJIMBAIOT paHee yTpadyeHHbIE MOTOPHbBIC

HaBbIKM. KnmuHuyeckast knaccuguxkauust CMA 5q, BKI0-
Yaloast 5 TUIOB, JOCTOBEPHO He OTpakaeT (PYyHKIIMOHAIb-
HOE COCTOSTHUE peOeHKa B JMHAMHUKE.

IMpuBeneH 0030p JUTEPATYPHI MO ONPEAETICHHUIO KPH-
tepueB MK manmenToB co CMA: nexaunii, CUASTINIA, XO-
naauii. [TpemtoxkeHbl CTaHIapTU3UPOBAHHBIE KPUTEPHHT
pasnenenys mamueHToB co CMA Ha @K m1s1 vcrosbs3oBa-
HUS B peaJlbHOM ITPaKTHKE Bpadeil, COCTABIISIONINX MYJIhb-
TUINCUMITIMHAPHYIO KOMaHAy, M MIPUBEICHBI TTPUMEPDI
ykazannsg @K B nuarHose. JlaHHBINA TTOAXOA MOXKET ITOBBI-
CHTB TOCTOBEPHOCTb MEXK3KCITEPTHOM OLIEHKH, a TAKKE JACT
BO3MOXHOCTh 00Jiee TTepCOHM(MUIIMPOBAHHO YYNTHIBATh
VHAUBUAYaJIbHbIE 0COOEHHOCTU NauneHToB co CMA, afgek-
BaTHO OIPeNeIsiTh 00beM, LIeJU U 3a1a4i peabINTaLIVH,
PeCTIMpaTOPHOI M HYTPUTUBHOM TTOIIEPKKH Y TEM CAMBIM
VAYUIIUT KAYeCTBO MYJTBTMANCHIATIIMHAPHOIO HAGJTIONEHYST
Ha (poHE MPOBOIVMOTO ITATOT¢HETUIECKOTO JICUSHMSI.
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