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CrnunanpHast MeimeyHast atpopust (CMA) - penkoe reHeTHYecKoe 3a00seBaHue, B OOJBIIMHCTBE
CJIy4yaeB BO3HUKAIOIEE B IETCKOM BO3pacTe U 0e3 JeUeHHs PUBOASIIEE K UHBAIMIHOCTH U CMEPTH
710 HACTYIIEHUs coBepllieHHOoIeTUsl. OJHON U3 OCHOB KOPPEKIUH ()YHKIMOHAIBHBIX HAPYILICHUN Y
nanueHToB co CMA u ¢opmupoBaHus UX B posid (QYHKIIMOHAJIBHBIX WICHOB OOILIECTBA SBISETCA
MEIUIUHCKAs peaOuIuTaIus.

Heablo uccaeqoBaHMs SBISIETCS aHAJIW3 HOPMATHBHO-TIPABOBOrO ammapaTta (obecneueHus),
PEryJIMPYIOIIEro OPraHU3aliio U IPOBEJCHIE MEAUIIMHCKON peadMINTaluy Ha IPEIMET MOJTHOTHI
JAHHBIX, HEOOXOAUMBIX Ul OpraHU3alMM MEAUIUHCKON peabuiurtanuu nanueHtoB co CMA 5q
HaJJIeXkKalllero KayecTna.

Matepuajbl 1 MeTOAbI: Il Ha0opa MaTepHrala MpOBOIMIICS MOUCK C UCIIOIb30BaHUEM 0a3 JTaHHbBIX
«eLibrary», «CyberLeninka», «PubMed», wunbopmammonnas cucrema «['apaHT», CcalT
MunuctepcTBa 3apaBooxpanenus PO, a taxxe Be6-0ubnmuoreku ®I'6OY BO CamI'MY Munsapasa
Poccun u HUM O3MM/I3M.

PesyabraTsl u obcyxnenue. [Tynktsl 14 u 15 [pukaza M3 P® N 878H ot 23 okts0ps 2019 r.
npenanosararoT, yrto KinmHudeckne pexkoMmeHmauuu no BeaeHuro nereil co CMA 50 nosmkHBI
cojiepkaTh MH(POpMAIKIO O peaduIUTAIMOHHOW MapiipyTu3anuu nereii co CMA 59, a Takxe 00
MHTEpHpETalluy pe3yIbTaTOB OLEHKM MOTOPHBIX (YHKLHMH MAIMEHTOB B KOHTEKCTE ONpEACICHUS
peabUIUTAlIMOHHOTO CTaTyca M IMOTEHIMajla, B TOM 4HcCle, B JUHaMHKe. JlaHHBIM TOKyMEHT He
COJIEP/KUT TIEPEUNCICHHBIX cBeaeHui. Ha HacTosmmii MOMEHT oTcyTcTBYOT KinHuueckue
PEKOMEHIalUK 110 BeJICHHIO B3pocibiXx co CMA 50, Ha OCHOBE KOTOPBIX JOJKHA OCYIIECTBIISTHCS
UX MEIMUUHCKas peadwinTalus, B COOTBETCTBUM C NyHKToM 6 Ilpukaza MunucTepcTBa
3npaBooxpaHeHuss P® ot 31 wumrons 2020 r. Ne 788H. Mapuipyruzanus B3pOCibIX NAlMEHTOB
OIpeessIeTCsl B COOTBETCTBUH JIMIIL CO IIKAJIOH peabmiuTanuoHHON mapuipytusamuu (I1IPM),
KOTOpasi He y4YUThIBaeT ocoOeHHOcTe manueHToB co CMA. YmomsiHyThle Bblllle HOPMaTHBHO-
NPaBOBbIE aKThl HE YYMTHIBAIOT CHEHU(PHUKH MOTOPHBIX HAapyIIeHHMH W He PEKOMEHAYIOT
UCIOJIb30BaHNE CHEUAIM3UPOBAHHBIX IIKAJI MPH OIpeNeieHUH peaduIUTAIlMOHHOTO cTaryca,
JMarHo3a v MporHo3a nanueHTos co CMA.

BoiBoabl. Tekylee cocTosiHEE HOPMATUBHO-IIPABOBOTI'O ariapaTa, peryIupyroniero opraHiu3anuio 1
MIPOBE/ICHUE MEPOIIPHUATUI MO0 MEAUIIMHCKON peabunurtanuu 1uid nanuenToB co CMA 5q B Poccun,
HE SBISETCS ONTHUMAJIbHBIM M HE IO3BOJSIET OPraHM30BaTh W IPOBECTH peadUIUTALMOHHBIE
MEpONPUATHs HajaJekallero kauecrpa. TpeOyercs nopaborka KimHHUECKHMX peKOMEHJAIM IO
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BeaeHuto gereid co CMA 5(¢. OpranHuzanuss ¥ MOpOBEACHUE MEPONPUITUNA MO MEIULMHCKOU
peabunmuranyu B3pociabsiM namueHTam co CMA B Poccun tpebyeT pa3paboTKi COOTBETCTBYIOLIUX
KJIMHUYECKUX pekoMenaauuii. [Ipukaz Munuctepcta 3apaBooxpanenust PO ot 31 utons 2020 r. Ne
788u nmomkeH ObITh M3MeHeH. HeoOxomuma Baluau3amus IIKal OLEHKM MOTOPHBIX HABBIKOB B
Poccun.

KawueBble  ciioBa:  opraHuzaiusi  3[paBOOXPAaHCHHS,  KIMHUYECKHE  PEKOMEHJAIUH,
HACJICJICTBEHHBIC HEPBHO-MBIIICYHbIC 3a00JieBaHMs], peaOWINTalNs, CHUHAIbHAS MBIIICYHAS
aTtpodus
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Spinal muscular atrophy (SMA) is a rare genetic disease that in most cases occurs in childhood and,
if left untreated, leads to disability and death before adulthood. Over the past two years, the leadership
of the Russian Federation has taken important steps to improve the quality of medical care for patients
with SMA 5q. One of the bases for the correction of functional disorders in patients with SMA and
their formation in the role of a functional member of society is the implementation of a complex of
rehabilitation measures, including medical rehabilitation.

The aim of the study is to analyze the legal framework governing the organization and conduct of
medical rehabilitation for the completeness of the data necessary for the organization and conduct of
medical rehabilitation of patients with SMA 5q of proper quality.

Materials and methods. To collect material, we carried out a search using the eLibrary,
CyberLeninka, PubMed databases, the Garant information system, the website of the Ministry of
Health of the Russian Federation, as well as the web library of the Samara State Medical University
of the Ministry of Health of Russia and the Research Institute of Research Institute for Healthcare
Organization and Medical Management of Moscow Healthcare Department.

Results and discussion. Paragraphs 14 and 15 of the Order of the Ministry of Health of the Russian
Federation N 878n dated October 23, 2019 suggest that the Clinical Guidelines for the management
of children with SMA 5q should contain information on the rehabilitation routing of children with
SMA 5q, as well as on the interpretation of the results assessing the motor functions of patients in the
context of determining the rehabilitation status and potential, including in dynamics. This document
does not contain the listed information. At the moment, there are no accepted Clinical Guidelines for
the management of adult patients with SMA 5q, on the basis of which medical rehabilitation of adult
patients with SMA should be carried out, in accordance with paragraph 6 of the Order of the Ministry
of Health of the Russian Federation dated July 31, 2020 No. 788n. Routing of adult patients is
determined according to Rehabilitation Routing Scale (RRS) only, which does not take into account
the characteristics of adult patients with SMA. The regulations mentioned above do not take into
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account the specifics of motor disorders and do not recommend the use of motor skills assessment
scales in determining the rehabilitation status, diagnosis and prognosis of patients with SMA.
Conclusions. The current state of the legal framework governing the organization and conduct of
medical rehabilitation activities for patients with SMA 5q in Russia is not optimal and does not allow
organizing and conducting rehabilitation activities of adequate quality. Improvement of the Clinical
Guidelines for the management of children with SMA 5q is required. Organization and
implementation of measures for medical rehabilitation of adult patients with SMA in Russia requires
the development of appropriate clinical guidelines. Order of the Ministry of Health of the Russian
Federation of July 31, 2020 No. 788n should be changed. There is a need for validation of scales for
assessing motor skills in Russia.

Keywords: healthcare organization, clinical guidelines, hereditary neuromuscular diseases,
rehabilitation, spinal muscular atrophy

Beenenne. Cnunanbpable Mblmednble arpodpun (CMA) - 3TO TeHETHYECKH TeTeporeHHas
rpynna HacneAcTBeHHbIX 3abosneBaHuil [IHC, knmuHUYecKH MpOSBISIONIASCS MOTEPEl MOTOPHBIX
HABBIKOB, MOCTENEHHBIM PAa3BUTHEM CHUMMETPUYHBIX Nepudepruueckux mnapanuueid u arpodueit
MOTEPEYHOITIONI0CATOH MYCKYJIaTyphl, BKIIIOYasi IbIXaTeIbHYI0, TIIOTOYHYIO U cepacuHyto [1].

Pacnipoctpanennocte CMA B Poccum u B mupe cocrasiger 8,5-10,3 wa 100000
HOBOPOYXKIEHHBIX, YaCTOTA HOCUTENbCTBA OT 1 Ha 35 10 1 Ha 60 [2]. B PO CMA BKIItOY€HA B CIIUCOK
ophanHBIX (peakux) 3a00JICBaHUIA.

Yamie Bcero CMA Bo3HUKaeT u3-3a Aeunura Oenka BbkuBaeMocT MoToHeiponos (BBMH,
survival of motor neuron protein, SMN), KoTOpBIii, Kak MPaBHIIO, BHI3BIBACTCS MYTALUSIMH B TCHE
SMN1, naxonsmemMcs Ha ATUHHOM Ijiede 5 Xpomocombl B 3 OdH1e 1 obmactu, B 3TOM ciydae
3abosieBanne 0603HavaroT kak CMA 5q [3].

CMA 5q yame pa3BuBaeTca B JETCKOM BO3pacTe, U SIBISIETCS OCHOBHOM HACJI€CTBEHHOMN
NPUYUHON CMEPTENbHBIX UCXOJIOB Y MylaeHIIeB [4].

3a mocineaHWe JBa roja pPyKOBOACTBOM P® ObUIM NpeanpUHATHl Ba)KHbIE IIArd IO
YJIYYIIEHUIO KauecTBa OKa3aHUsl MeIMUMUHCKON nomouy nauuentam co CMA 5q. Tak, ¢ 2021 roga
tepanusi mnamueHToB co CMA B Poccum mnpoBoauTCs ¢ NPUMEHEHHEM NaTOr€HeTHUYECKUX
nmpenaparoB, obOecnedeHue KoTopbiMu (uHancupyercs u3z ¢donga «Kpyr JlobGpa». B mnemsx
coBeplIeHCcTBOBaHUs paHHed nuarHoctuku CMA 59 B PD c 31 nmexaOps 2022 r. 3a0oneBaHue
BHECEHO B IIPOrpaMMy PaCHIMPEHHOTO HEOHATAIBHOIO CKPUHUHTA Ha Bcel Teppuropun Poccuu.

OnHOMl M3 OCHOB KOPPEKIMM (PYHKIMOHAIBHBIX HapyumieHMid y mauueHToB co CMA wu
dbopmMupoBaHus UX B POiU (DYHKIIMOHAIBHOTO 4WiIEHA OOIIECTBA SBIISIETCS MPOBEICHHE KOMIIIEKCA
peabuUIUTAlIMOHHBIX MEPONPUITUN, B TOM YHUCIE, MEAMIMHCKOW peadmnuranuu. MeaunuHcKas

pea6I/I.HI/ITaI_II/ISI OpeaACTaBIsACT c000M “KOMILIEKC MCpOHpI/IHTI/Iﬁ MCIUIIMHCKOT'O U IICUXOJOTHUYCCKOI'O
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XapakTepa, HalpaBJICHHBIX Ha IIOJHOE WJIM YaCTMYHOE BOCCTAHOBJIEHUWE HAPYIIEHHBIX M (WJIN)
KOMIICHCAI[MI0 YTpaueHHbIX (YHKIMHA TOPAKEHHOTO OpraHa JMOO CUCTEMbl OpraHU3Ma,
nojep>kanue QyHKIHUNA OpraHu3Ma B IPOIIECCE 3aBEPILICHUS OCTPO Pa3BUBIIETOCS MATOJIOTHYECKOTO
rpouecca Uil 00OCTPEHUsT XPOHUYECKOT0 MATOJOTMYECKOro Ipolecca B OPraHu3Me, a TakKe Ha
HNpPENyNpexIeHUE, PaHHIOK JAMAarHOCTMKY M KOPPEKIHMI0 BO3MOXHBIX HapylleHUHl (QyHKUIUH
MOBPEX/JCHHBIX OpPraHoB JMOO CHCTEM OpraHu3Ma, NPEeIyHNpeXkJA€HHE M CHI)KEHUE CTEeIeHU
BO3MOYKHOW WHBAJIMIHOCTH, YIYyYIICHHE KadecTBa JKU3HU, COXpaHEHHE paboTOCHOCOOHOCTH
MAIMEHTA U €r0 COLUAIBHYIO0 HHTETPAIUIO B O0IIECTBO .

Heabto naHHOM paboTHl sBJSETCA MCCIEIOBAHME HOPMATHBHO-IIPABOBOIO arrapara,
PEryIupyroIlero OpraHu3alnno 1 MpoBeAeHne MEAUIIMHCKON peaOUINTaluy Ha MPeMET MOJIHOTHI
JAHHBIX, HEOOXOAUMBIX JJI1 OPraHU3alMK U [IPOBEACHUS MEIULHUHCKON peaObuanuTaluy NaieHToB
co CMA 5q Hajiexariero Ka4ecTna.

Marepuanbl u MeToabl. J[1s1 Habopa MaTepuala MPOBOAMIICS MOUCK C UCIIOJIb30BaHUEM 0a3
nanubix «eLibrary», «CyberLeninka», «PubMed», undopmanmonnas cucrema «lapanT», caiit
MunuctepcTBa 3apaBooxpanenus PO, a Takxe Be6-0ubnmuoreku ®I'bOY BO CamI'MVY Munsapasa
Poccun u HUM O3MM/I3M. Haiineno 12 ¢enepanbHbIX U perHOHAIBHBIX HOPMATUBHO-IIPABOBBIX
aKToB, | KIMHMYECKHE pEKOMEHAaluu, 7 y4eOHO-MeTOJMuYecKuX Iocobuil u 38 crareid B
pelieH3upyeMbIX M31aHusaX. B aHanu3 BkitoueHsl 3 ¢enepaabHbIX HOPMAaTUBHO-TIPABOBBIX akTa, |
KJIIMHUYECKHE PEKOMEHJaluu, 7 yueOHo-MeToaudyeckux nocobuit u 10 crareil B pereH3upyeMbIx
U3JIaHUSX.

PesyabTarhl. AHaIW3 HOPMATHBHO-TIPABOBOM  JIOKYMEHTAllUM BBISIBUI  HEKOTODBIE
0COOEHHOCTH OpraHMU3alMU METUIIMHCKON peaOunuTalyu 1J1s AeTeil U B3pOCIbIX.

B coorBerctBum ¢ nmynkrom 7 Ilpukaza M3 PO N 878u ot 23 oxtsa0ps 2019 roma «O6
yrBepxkaeHun [lopsiika opraHu3anuy MEIUIUHCKON peadbuinuTaluu AeTei», MeTUIUHCKas
peabunuTanus 1eTeil OCyUIeCTBISIETCS «B 3aBUCUMOCTH OT CJIOXKHOCTU NMPOBEACHHS] METUIIMTHCKOM
peadWInTalMi C y4eTOM TSKECTU COCTOSHUS peOeHka, TeueHus (¢opMbl) 3abosieBaHUs, CTaJAUU
TEYEHUS U HAIUYHs OCI0KHEHUH OCHOBHOT'O W/WIIM COIYTCTBYIOIIMX 3a00JI€BaHUI» O 5 YPOBHSIM
Kypauuu. B coorBercTBuu ¢ mynkrom 10 [Ipukaza MunucrepcrBa 3npaBooxpanenust PO ot 31 uronst
2020 . Ne 788n "O06 yrBepxkaenun [lopsika opraHu3anui MEIUITMHCKONW peaOuINTaIliu B3pOCIbIX ",
WH/IMBUyaJIbHAS MapLIPyTU3aLUs TAUEHTa ONPEAEISETCS C TOMOIIIBIO MIKAJIbl peadMIINTallMOHHON

Mapupyruzanuu (HIPM).
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B cootBerctBumn ¢ mynkrom 15 Ilpukaza M3 P® N 878u ot 23 oktsa6psa 2019 roga «O6
yrBepxkaeHuH [lopsaka opranuzanuy MEIUIMHCKON peaOUINTaluy AeTei», OleHKa KIMHUYECKOrO
COCTOSIHUSL ~ 3/I0pOBbSl pEeOCHKAa, OIEHKAa ero HCXOAHOTO pPEeadMIUTAllMOHHOTO — CTaryca,
peadMIINTAIIMOHHOTO TOTEHIMANIA, YCTAaHOBIICHHE PEa0MIMTAIIMOHHOTO TUarHo3a, (opMHUpOBaHHE
LeJIN U IJIaHa TPOBEIEHUs PeadMINTALMOHHBIX MEPOIPUATHI, OLIEHKAa B IMHAMHMKE KIMHUYECKOIO
COCTOSIHUSL 3/I0pOBbS, OLIEHKAa peaOWIMTAlMOHHOIO cTaTyca peOeHKa B JHMHAMHKE, OLEHKa
3¢ HEKTUBHOCTH MPOBEACHHBIX PEaOMINTAIIMOHHBIX MEPOIIPHUATUH, a TAKXKE Bblada MEIUITUTHCKUX
peKOMeHalui 0 HEOOXOIUMOCTH MPOBECHNUS PEAOMIUTAIIMOHHBIX MEPOTIPUATUHN, pa3pPEIICHHBIX K
IPUMEHEHHIO B JJOMAIIHUX YCJIOBMSX, U JPYTUX BUIOB PEaOMIUTALMU OCYLIECTBISETCS JeHalluM
BpauOM MEAMLIMHCKOW OpraHu3alliy, OKa3blBAIOLIEH MeIUUMHCKYI0 peaOunuranuio. [IyHKT 9
[Tpukaza MunuctepctBa 3apaBooxpaneHust PO ot 31 uroms 2020 r. Ne 788u "OO6 yTBepkaeHUU
[lopsnka opraHu3zalud MEIULMHCKOM peadMiIuTaluy B3pOCHbIX', yCTaHAaBIMBAET, UYTO JaHHbIE
(GYHKIMU A B3pOCHBIX BBIMNONHAET <«MYJIbTHIUCHMIUIMHAPHAS peadMIMTallMOHHAs KOMaHJa
(MJIPK) moa pykoBOACTBOM Bpaya Mo (DU3HUYECKOW M PEeadMIMTALMOHHON MEMIMHE/Bpaya 1o
MEIUIMHCKON peadmmmTanumy. /s B3pOoCIbiX, B OTIMYKE OT JeTeH, B IpoIecce pead N TallMOHHBIX
MEPOTIPUSITHIA BBIMOJIHSACTCS TaKXKe «OLEHKa (PaKTOPOB pUCKA MPOBEACHHS PeadMINTAIIMOHHBIX
MEpONPUATHIA U HaKTOPOB, OTPAHUUMBAIOLINX UX ITPOBEAECHUEY, OTHAKO, «IIPUKA3 Il B3POCIBIX» HE
BKJt04aeT B pyHkuuu MJIPK o1ieHKy KIMHUYECKOTO COCTOSIHUSA 310POBBS MAIMEHTA Mepe]] HauajaoM
peaduIUTalIMOHHBIX MEPOIIPUATHH U B IMHAMUKE, OLIEHKY Pea0MIMTAllMOHHOIO CTaTyca B TMHAMUKE
1 OLIEHKY pea0MINTAallMOHHOIO ITPOrHO3a.

[Tpuxaz M3 P® Ne 788u ot 31 urons 2020 r. "O0 yrBepxnaenuu Ilopsaka opranuzanuu
MEIUIMHCKONW peabuauTaiuy B3pociblX'" HE ompesenseT METOAMKY OLEHKH peadMINTalMOHHOIO
noteHnuana B3pocislix co CMA 5@, a B KauecTBe MHCTPYMEHTA ONPEEIICHNs MapIIpyTa MMallueHTa
3akperuiset [IIPM.

B cootBerctBuu ¢ mynkramu 14, 15 Ilpukaza M3 PO N 878u ot 23 okta6pst 2019 rona «O06
yrBepkaeHun llopsinka opraHuzanuy MEIWLIUMHCKONW peabuiauTauu JeTel», «MEeAULUHCKas
peabwinTalysi OCYIIECTBISIETCS. B COOTBETCTBUM C KJIMHUYECKMMH PEKOMEHJAIMSIMH U B
COOTBETCTBHUH C MyHKTamHu 7 - 9, 21 HacTosmero [lopsinka». MeaunnHckas peabuinTanus B3pocibIX,
B COOTBETCTBUU ¢ MyHKTOM 6 IIpukaza Munucrepcrsa 3apaBooxpanerust PO ot 31 urona 2020 r. Ne
788 "OO yrBepxkneHuu llopsaka opraHuzanMu METUITMHCKOW peabuimuTanuu  B3pOCHbIX",
«OCYIIECTBIIIETCSA HA OCHOBE KIMHUYECKUX PEKOMEHAALMN U C YYETOM CTaHIapTOB MEIULUHCKON

ITOMOILIN Y.
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Knunnueckne pekomenganuu M3 P® 1o BeaeHHMIO MNAlMEHTOB JETCKOIO BO3pacra ¢
MMPOKCUMAJILHON CINIMHAIBHOW MbIMIeuyHON arpoduert 5q (2021) He comepkaT MaHHBIX O
peabunuTanonHoi Maprpytuzanuu aereir co CMA 50, To ecTh, 0 BBIOOpE 3Tara METUITTHCKOM
peabwinTalii ¥ TPYNIbl  MEOUIMHCKOH  OpraHM3allid, OKa3bIBAIOUICH  METUIIMHCKYIO
peabwiInTalMoo, O CpoKax ee mpoBeaeHus. JlaHHBIH JOKYMEHT TakXke He JaeT METOIUKU
UHTEpIpETallud pe3yibTaTOB IPOBEICHHUS OLEHKM MOTOPHBIX (YHKUMH HAlMEHTOB IO
PEKOMEHAYEMBbIM IIKaJlaM B KOHTEKCTE OIPECIICHUS] WHAWBUIYAIBHOTO pPEaOMINTALMOHHOTO
IOTEHLIMaja U ero AuHamMuku. Ha HacTodluii MOMEHT HE CYyLIECTBYET HNPUHATHIX KiIMHMYecKux
pPEKOMEH Al IO BEIEHUIO B3pOCIbIX nanueHToB co CMA 5q.

AHanu3 npoueil JuTepaTyphl BBISBMI, YTO CYILECTBYIOT pa3paOOTKM, HAIllpaBJICHHbIC Ha
KOMIUIEKCHYIO OLIEHKY peaOWIMTAlMOHHBIX CTaTyca M IOTEHIHMala AETed € OrpaHM4YE€HHBIMU
BO3MOXXHOCTSIMM, B TOM 4MCIIE, B JMHAMMKE, C aKUEHTOM Ha Pa3HOCTOPOHHUE IE€PCHEKTUBBI
peabwinTtanuy (aOMIMTaMK), YIUTHIBAIOIME CPEAOBbIe U IIcuXoyioruueckue dpaktopsl. Hampumep,
IPAKTUYECKHE PEKOMEHJAIMM 110 KOMIUIEKCHOM OlleHKe peaObUIMTallMOHHOIO MOTeHIHaNa AeTei ¢
OTpaHUYEHHBIMU BO3MOXKHOCTSAMM 310poBbsi (Yuraposa, 2017) mnpumeHsIOT, KpoMe OLECHKHU
OTPaHUYEHUIN OCHOBHBIX KaTErOpuil KU3HEACSTEIbHOCTH M HAapyLIEHUH, OLIEHKY HCIOJIb30BaHUS
TEXHUYECKUX M BCIIOMOIAaTENbHbIX CPEJCTB peaOMIUTAIMM, OLIEHKY IICUXUUYECKON C(ephl, OLIEHKY
COIMATBHO-OBITOBBIX HABBIKOB M COLMAILHO-CPEA0BOIl opreHTaruu [5].

CymiecTByeT TakKe NMpaKkTUKa ONpeIeeHNs peaOMINTAlMOHHBIX CTaTyca U MOTEeHLuaNa Jist
MapuUIpyTHU3allMM ITAIIMEHTOB HAa OCHOBE JIOKAJIbHBIX MeTonoB. Tak, Hampumep, ®PI'bY «IKb ¢
nomkiuHuKon» Y I Tlpesunenta PO mis onpeneneHust peabMIMTAIIMOHHOTO CTaTyca, MOTEHIhaa
U MapupyTHU3alUU B3pOCIBIX MAlMEHTOB C pa3iIM4yHOW natosiorue wucnosussyer IIPM,
npencrasiaeHHyto B [punoxennn 1 [puxaza M3 PO Ne 788H ot 31 utons 2020 r. "O6 yTBepxIeHUU
[Topsnka opraHu3aly MEAMIMHCKOW peadmiuTanuu B3pocibiX'". 3apyOekHble yUpeKIeHHs, Kak
MpaBWwIoO, Ui KOMIUIEKCHOM OLEHKHM peaOWIMTAlMOHHBIX JaHHBIX MallMeHTOB OQUIUAIBHO
ucnonb3ytor MK®, TeM He MeHee, HEKOTOpble M3 HHUX IPHUMEHSIOT COOCTBEHHBIE METO[IBI.
Hanpuwmep, Kazaxcranckuit Pecnyonukanckuit nerckuii peabunuranuonsiit neHtp (AO «PIPL»)
JUIS OLIEHKH 3THUX MapaMeTpPOB HCIOJB3YET AaHHbBIE HIKaIbl KJacCU(UKAUU OOJIBIIUX MOTOPHBIX
¢byukuii npu nepedbpanbHoM mapanuye (GMFCS), mkanst bapren, mikansl (pyHKIHOHaTbHON
Hezasucumoctu (FIM) u apyrux nacTpyMeHTOB [6].

Knunnueckne pekoMmeHmanuu 1o BeneHuto aered co CMA 50 pekoMeHAyrooT ais

HCIIOJIB30BAHHA HECKOJIBKO HIKAJI OIIEHKHW MOTOPHBIX HABBIKOB, HO TOJIBKO B KOHTCKCTC TUAIrHOCTUKHU
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knuanyeckoro tuma CMA. Tect cocrosaus motopuku y manenines (the Test of Infant Motor
Performance Screening Items) [7], mkaga HeBpOJOrHYECKOro ocMorpa MiaaeHies (the
Hammersmith infant neurological examination, HINE) [8] u Tect netckoii 6onbuuIbl uitanensbhun
JUISL OLICHKH JIBUTATEIbHBIX (DYHKIUN TP HEPBHO-MBIIICUHBIX 3a00JICBAHUSAX Yy HOBOPOXKIEHHBIX
(The Children’s Hospital of Philadelphia Infant Test of Neuromuscular Disorders, CHOP-INTEND)
[9] ucnosb3yroTCs B OlIEHKE MOTOPHBIX (DYHKITUI JAETEH B BO3pACTe OT MecsIa J0 IBYX JIET, a TAKKE
u OoJiee CTapUIMX MALMEHTOB, HE TOCTUTIIUX CIOCOOHOCTH cuaeTh. Lllkana nu3mMepeHuss MOTOPHOM
¢byukuuun (Motor Function Measure, MFM) [10] u pacmupenHas (yHKIMOHAIbHAS IIIKaja
XamMMepcMHUT Ui OIIEHKH MOTOpHBIX ¢yHkimid (the Hammersmith Functional Motor Scale
Expanded, HFMSE) [11] npeanasnauens st namuentoB co CMA Il u |1 Tunos B Bo3pacre crapiie
JBYX JIET, CIOCOOHBIX CHICTh W XOauTh, omxHako, HFMSE cocraBiena Takum oOpa3om, dTO
MO3BOJISIET YYUTHIBATH PA3JIMYMS MEXKIY MalMEHTaMH, CIIOCOOHBIMH M HE CHOCOOHBIMU XOJIHTb.
lectumunytabiii Tect (6-Minute Walk Test, 6MWT) [12] wucrnonb3yercss Ajisi HCCIIEIOBAHUSA
MAlUEHTOB OT 3 JIeT, CIOCOOHBIX XOAWTH, a MEPECMOTPEHHBIH MOJYJIb OLIEHKH JIBUTATEIbHBIX
¢bynkuuii Bepxuux koneunocreit (Revised Upper Limb Module, RULM) npuMeHSIOT y manueHToB
ot 30 MecsleB, yTpaTUBLIMX CIHOCOOHOCTH K CaMOCTOSITENIFHOMY TepeaBmkeHuo. Hu omna w3
JaHHBIX IIKaJ nmoka He BanuauzupoBana B PO (Kiun.pex. M3 PO no CMA 5q, 2021).

J1J1s1 OIIeHKHM KOTHUTHBHBIX PACCTPONCTB y mannueHToB co CMA feTcKoro Bo3pacTta NpuMEHSIOT
nerckyto mkany Bekcnepa matoro nmepecmotpa (Wechsler Intelligence Scale for Children — WISC-V),
TecTHI si3pIkoBOTO HHTEIUIEeKTa (Batterie d’Evaluation du Language; Test de vocabulaire actif e passif;
North Syntax screening test), crangapTHbie IporpeccuBHble MaTpullbl PaBena (the Raven’s Coloured
and Standard Progressive Matrices), nerckuii Tect Kaypmana (the Kaufman Assessment Battery for
Children), mkany ¢yHkiuonanbHoil camoctositensHocTH (the Wee-FIM); ornenka KOTHUTHBHBIX
GYHKIMA Taxke TMPOBOMUTCS NPU TIOMOIIM TECTOB C IMOJOOPOM Tap CJIOB TPH HCHOJIH30BAHHU
peructparopa nerwkeHuid rias [13]. Kak mpasuito, maruenTsl co CMA 50 KOTHUTUBHO COXPaHHBI, U
JIaHHbIE MHCTPYMEHTBI UCIIOIB3YFOTCS Yallle B UCCIEI0BATEILCKHX 1eisix [14].

Oo0cyxnenne. Takum o6pazom, myHKTHI 14 1 15 [1pukaza M3 PO N 878H ot 23 okta6ps 2019
romra «O06 yrBepknenun Ilopsaka opraHuzanuu MEIUIUHCKOM — peabuimuTanuu  JeTeil»
npeamnonaratotr, 4yro KiMmHWMYeckne pexkoMeHaanuu mno BeaeHuto jered co CMA 50 noimkHBI
coJiepkaTh WH(MOPMAIIHMI0 O peabuIUTaIMOHHOW MapiipyTuzanuu aereir co CMA 5q, a takxke 00

HHTCpHpCTAlIUN PEC3YJIbTATOB IMPOBCACHHUA OLICHKU MOTOPHBIX (pyHKI_[I/II\/'I alMMCHTOB B KOHTCKCTC
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OIlpeJieJIeHUs] PeaOMIIMTAllMOHHOrO CcTaTyca M MOTeHLMana, B TOM 4Hcie, B JuHaMuKke. [laHHbIH
JOKYMEHT HE COACPIKUT IIEPEUNCIICHHBIX CBEICHUM.

Ha nHacTosmmii MOMEHT HE CYLIECTBYET HNpUHATHIX KIIMHMYECKMX pEKOMEHAALUN 110
BEJICHUIO B3pociblX nanueHToB co CMA 50, Ha OCHOBE KOTOpBIX JOJDKHA OCYIIECTBISATHCS
MeIULUHCKas peaduinTanus B3pocibix nanueHToB co CMA, B cooTBeTcTBUHM € ITyHKTOM 6 [IpHkasza
MunucrtepctBa 3apaBooxpanenuss PO ot 31 utons 2020 r. Ne 788u "OO0 yrBepxkaenuu [lopsiaka
OpraHu3ali MEJIULIMHCKONW peaduiIuTaluu B3pOCHbIX". MapmpyTusanus B3pOCIBIX MAIlEHTOB
ornpezensercss B cooTBeTCTBUM Jiniib ¢ [IIPM, koTopas HE y4MTBIBa€T OCOOEHHOCTEHN B3POCIBIX
nanuenToB co CMA.

@denepanbHblil NpUKa3 MO JETCKOM peadMIuTaldd B ONpPENEeNICHUH peabuIMTalMOHHBIX
IMarHo3a, craTyca ¥ IOTEHIMala, YYHUTHIBAeT YydacTHe «(aKTOpOB Cpeasl oOWTaHUS,
OrpaHUYUBAIOLIUX (CIIOCOOCTBYIOIIMX) MPOBEACHNUE(I0) PEAOMIUTALIMOHHBIX MEPONPUITUN (B TOM
qucie, MPUBEP)KEHHOCTh (KOMIUIAGHTHOCTh) 3aKOHHOIO HpeicTaBuTess U (uiau) peOeHka K
JEYECHUIO», OJIHAKO, B JCHCTBYIOUIMX KIMHUYECKUX PEKOMEHJALUAX HE IPEACTaBICHBI
UHCTPYMEHTBI, HEOOXOIUMBIE JJsi OLEHKU CPEIOBOM M ICHUXOJOTMYECKOW COCTaBIISIFOIIMX
peadmIMTamoHHOro nmoTeHnuana aereii co CMA 5(. Brimeyka3aHHbIH pHUKa3 M0 peabuiIuTaium
B3POCJIBIX TakK€ HE ONMCHIBAET MHCTPYMEHTHl OLICHKM CpPEJOBOM M  IICHXOJOTHYECKOU
COCTABJISAIOLINX peaOMIMTAIIMOHHBIX AUArHO3a, CTaTyca ¥ noteHuana nainuenta co CMA 5q, kpome
npeacraBieHHbIXx MK®; nx Ttaxke He yuntbeiBaet [IIPM.

OcobeHHOCTH peadMIMTAIIMOHHOTO JUarHo3a, craryca u mporsosa namueHToB co CMA 5q
MOTYT OBbITh OTPaXKEHbI PE3yIbTaTAMU OLEHKU BBIPA)KEHHOCTH MOTOPHBIX MPOSBIEHUHN C TOMOUIBIO
CHELMAIM3UPOBAHHBIX IIKaJ, IPUMEHSIONIMXCSA B 3aBUCUMOCTH OT BO3pacTa M MHAMBHIYaJIbHOTO
(beHoTuna, KOTopble PeKOMEH10BaHbI 1 AMarHocTUkd CMA KiMHN4YeCKUMHU peKOMEHJalusIMU 110
BeneHuto ereit co CMA 5¢. B nenom, yem Huxke BbIpaKEHHOCTh MOTOPHBIX MPOSIBJICHUM, TEM JIET4e
MOKET OBITh peaOUIMTALMOHHBIA JUArHo3 W CTAaTyC, U BbIIIE pPeaOMIMTAI[MOHHBIN MOTEHIHAI
MalUMEeHTa, TEM HE MEHee, OJHO3HAYHOE pPa3srpaHUYECHHE MEXAY CMEXHBIMU YPOBHSAMH ITHX
napaMeTpoB Ha JJAHHBI MOMEHT HEBO3MOXKHO, U TpeOyeT MEpONpUATHI 10 pa3paboTKe alropurMa
MHTEPIIPETAMH PE3YIbTATOB YKAa3aHHBIX LIKaJ pabodeil rpynmnoi sKCrepToB.

3akirouenue. Tekymiee COCTOSTHUE HOPMATHMBHO-IIPABOBOTO ammapara, pPeryHpYyrOLIEro
OpPraHU3aIMI0 U MPOBEACHUE MEPONPUATUH MO METUIIMHCKON peadWiIMTaluu Ui MAlHMeHTOB CO
CMA 50 He siBIIsI€TCSI OITUMAJIBHBIM M HE TTO3BOJISIET OPraHU30BaTh M IPOBECTH peadMIINTAIIHOHHBIE

MEpPOIPUATHS HaJylexkallero kayectBa. TpeOyercs nopabotka KinHMuYeckHX peKoMeHIalui Mo
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BeneHuro aereit co CMA 50 co BHECEHHEM CBEACHUHN O peaOUIMTAIMOHHONW MapIIPyTHU3AINH JIETeH
co CMA 5(, a uMeHHO, O BbIOOpE 3Tara MEIUIIMHCKOW peabMIMTAllMK W TPYMIBl MEIUITMHCKOM
OpraHM3alliy, OKAa3bIBAIOIIEH METUITMHCKYIO Pea0MITHTAIINIO, O CPOKAX ee poBeaeHus. Heobxonnma
Takke TpopaboTKa METOMUKHA HWHTEPIPETANMH PE3yJbTATOB IMPOBEACHHUS OIEHKA MOTOPHBIX
(YHKIMA TAIMEHTOB 1O PEKOMEHIYEMBIM IIKaJIaM B KOHTEKCTE OMpeeICHUS WHIAUBUIYATbHOTO
peadMIMTAIIMOHHOTO JUarHo3a, cTaTyca W MOTEHIMala, B TOM 4YHclie, B nuHamuke. HeoOxoauma
BaJMAM3aIysl JaHHBIX IKal B Poccuu. [IposiCHEHHIO TakKe MOJJICKUT BOMPOC ydeTa «(PaKkTopoB
cpeabl OOWTaHMs, OrPAaHUYMBAIONIMX (CHOCOOCTBYIOUIMX) MpPOBEACHUE(I0) peabUIMTAMOHHBIX
MEpONPUIATHI (B TOM YHCIE, MPUBEPKEHHOCTh (KOMILIACHTHOCTh) 3aKOHHOTO MPEACTaBUTEISA H
(unn) peOeHKa K JICUSHUIO» B ONPEICIICHUN PeaOuINTallMOHHBIX IMAarHOo3a, CTaTyca U MOTeHIIHaNa.
Opranuzanuss ¥ TPOBEACHHE MEPOIPHUATHNA MO MEIUIMHCKON peadbuIMTallud B3POCIIBIM
nagueHTaMm co CMA B Poccun TpeOyer pa3pabOTKUM COOTBETCTBYIOLIMX KJIMHUYECKHX
pexomenaanuii. Kpome toro, [Ipukasz Munuctepcta 3apaBooxpanernust PO ot 31 urons 2020 1. Ne
788u "OO6 yrBepxaenuu [lopsaaka opraHuzanuy METUIIMHCKON peabUIUTalluu B3POCIbIX" ITOJKEH
YUUTBHIBaTh 0COOEHHOCTH ManueHToB co CMA npu opranu3aiuy peaduauTallMOHHBIX MEPOIIPUATHH,
B CBSI3U C 4YeM, N0 MHCHHIO aBTOPOB, B HETO HEOOXOIMMO BHECTH H3MCHCHHSI, 3aKPEIUISIOIINC
Knunuyeckue pekoMeHIaluu Mo BeICHUI0 B3pOCbIX manueHToB co CMA 5 B kayecTBe TOKYMEHTA,
B COOTBETCTBUU C KOTOPBIM OyIyT OPraHW30BBIBATHCS M MPOBOJUTHCS pPeaOUIUTALMOHHBIC

MEPOIPHUSTHS.
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