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Pedepar. B crathe 000OCHOBBIBAETCS BaXHOCTh OOECIEUEHUsS aAHATOMUYECKH U
(YHKIIMOHATBPHO TPABWJIBHOM TMO3BI CHUAS Yy JeTed C JBUTATeIbHBIMA HApPYIICHUSMHU.
Paccmarpusaercs, ANrOpPUTM WHJMBUTyJIbHOTO nonbopa u ajanTanuu
TexHuueckux cpeacts peadbunurtauu  (TCP), a Takke KI04YeBble MPUHLIMIBI OpraHU3ALUU
CTaOUJIPHOM W CUMMETPUYHOW TOCAAKU JUIsi MPO(PHUIAKTUKH BTOPUYHBIX OCJIOKHEHUH U
MOBBIIIICHUS COITUATBHON aKTUBHOCTH PEOEHKA.

Knrouesvie cnoea: noza cuds, nosuyuoHuposanue, NOCMypanrvHds KOppeKyus, Kpecia-
Koascku, onopa ons cuoenust, TCP.

ADAPTATION OF TECHNICAL ASSISTANCE EQUIPMENT FOR SITTING
E.N. Karpova
LLC NPP "DVM", Yekaterinburg, Sverdlovsk Region

Abstract. The article emphasizes the importance of ensuring anatomically and functionally
correct sitting posture in children with motor impairments. It discusses the algorithm for individual
selection and adaptation of assistive devices, as well as the key principles of organizing a stable and
symmetrical sitting position to prevent secondary complications and enhance the child's social
activity.

Keywords: sitting posture, positioning, postural correction, wheelchairs, seating support,
assistive devices.

AKTyaJbHOCTB. JleTu ¢ ABUrareinbHBIMU HapylleHusMH, B ToMm uucie JII nyxnarorcs B
PaHHEM U CHUCTEMATHYECKOM IOCTYypPaIbHOM MEHEKMEHTE. OTCYTCTBHE NMOANEPKKU B MO3€ CUISA
nociye 6—8 Mecs1eB KU3HU (BO3pacTa, KOrja 3J0pOBbI€ JETH HAUUHAIOT CUJIETh) BEAET K Pa3BUTHUIO
BTOPHYHBIX JeopMalii, HAPYIIEHNUIO (DYHKIMH BHYTPEHHUX OPraHOB, CHUKEHUIO aKTUBHOCTH U

couuanbHOM  m3omAuuu.  [loaToMy ~ CBOEBpeMEHHOE  NpPHUMEHEHHE  aJalTUPOBAHHBIX
texuuueckux cpeacts peadbunurtaiun  (TCP) sBnsercss HeoTheMIEMON 4YacTbl0 KOMILJIEKCHOM
peadbumuTaIug.

Heanb. OOGocHOBaTh 3HaYeHUE (DYHKIIMOHAIBHOW TO3BI CHAS B peabWIMTalUM JACTeH C
HAPYIICHUSIMA OMIOPHO-JBUTATEIHLHOTO ariapaTa U MPeICTaBUTh AITOPUTM MOA00pa U aJanTaliu
TEXHUUYECKUX CPEACTB peadUInTAIH ¢ yUETOM UHIUBUIYaIbHBIX 0cOOEHHOCTEN peOEHKA.

Marepuanbl U MeToAbl. B paboTe HCHOIB30BAaHBL: AHAIW3 HAYYHOH M METOAMYECKOU
JUTEPATYPHI IO MOCTYPATLHOMY MEHEKMEHTY; KIMHUYECKUM OMBIT moa0opa u Hactpoiiku TCP
(Kpecen-KoJsICOK, Omop Ui CHUICHUS); MPAKTUYECKH aJIrOpUTM OILEHKH T03bl peO&HKa,
BKJIIOYAIOLIUI BU3yallbHY10, QYHKIIMOHATIBHYIO U MaHYaJIbHYIO JUArHOCTUKY B MOJIOKEHUSIX CUAS U
JIeKa; aHTPOMIOMETPUIECKHE 3aMephI ISl HHIMBUyanbHOTO moabdopa napamerpoB TCP.

Pesyabrarsl. [locTypanbHblii MEHEIKMEHT — KOMIUIEKC MEPONPUSTHUM, HANPaBJICHHBIM Ha
CO3/IaHHE YCIIOBUH ISl ONTUMAIBHOTO Pa3BUTHsI PEOCHKA C UCTIOIb30BAHUEM €T0 TPAaBUTAIMOHHBIX
BO3MOKHOCTEH U MPOGUIAKTUKY Pa3BUTHS MOCTYpATbHBIX Aedopmanwii [1]. YacTe mocTypabHOTO
MEHE/PKMEHTa — KOHTPOJb TO3bl C HCIOJIb30BAHUEM TEXHUYECKUX CPEICTB peabuIuTAIIH.
bonburyto 4acTte XH3HM JAE€TH C HApYUICHUSAMU CTAaTOJMHAMUYECKHX (YHKUUN NPOBOAAT B
MOJIOKEHUU CHUJS, U MPABWIBHOCTh O3Bl OKA3bIBAET CYIIECTBEHHOE BIIMSHUE HA MX 3J0POBbE U
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KadyecTBO u3HU. [lomnmepxkaHue mo3bl NI TAKUX JIE€TEW YacTO SBJISIETCS HEMPOCTOM 3a/ayei.
[TomoIms B MOCTENEHHOM OCBOSHUU M CaMOCTOSTEIHHOM YJIEp>KaHWU TO3bI UM MOTYT OKa3aTh
ClieliaibHbIe ONOPHI [2].

[IpaBuibHast 1032 CUISI OCHOBBIBAETCS HA HECKOJIBKUX KITFOUEBBIX MPUHITUIIAX:

® MOAJEpKKA CIHHBI: HIDKHSSA 9acTh CIUHBI JOJDKHA OBITH TOJJEpKaHA B HEUTPAIbHOM
MOJIOKEHUH, C €CTECTBEHHBIM M3TUOOM B TTOSICHUYHOM 00JIacTH;

®  MOAJEp>KKa HOT: CTOIBI JOJKHBI TIOJHOCTHIO KacaThCs MOJIa WK MOICTaBKH, KOJICHH

e rmonoxeHue Oenep: Oeapa W KOJNEHW MAOJDKHBI HAXOAWThes moj yrinoM 90°, dro
CIOCOOCTBYET CHMKEHUIO HAarpy3KH Ha TO3BOHOYHHUK;

® TMOJIOKOTHUKH: PYKH JOJDKHBI pacrojiaratbCs Ha TOJJIOKOTHHKAX, a JIOKTU ObITh
COTHYTHI OJ yriioMm 90°.

Y moaed ¢ MHBAIMAHOCTBIO (OPMHPOBAHHME TPABMIBHOM TIO3BI CHAS Tpedyer
JOTIOTHUTEIBHBIX YCHUJIMA M WCIOJIb30BAaHUS BCIIOMOTATENIbHBIX TEXHOJOTHH. B 3aBucHMOCTH OT
THTIAa UTHBAJTUIHOCTH, HEOOXOIUMO YUUTHIBATh OCOOCHHOCTH CJIa00CTH, AeOpMAaIIMK CyCTaBOB WUITH
MOTEepI0 YyBCTBUTENbHOCTU. [lo3a momkHA OBITH ananTUpPOBaHa, YTOOBI YMEHBIIUTH PHUCK
BO3HUKHOBEHHUS TMpoJekHeH, nedopmanuii, acUMMeTpuu, pediekca, MHEBMOHUU U JPYTUX
oclioxHeHuu [3].

[Ipu BeIOGOpe TCP pYyKOBOACTBYIOTCS NPHHIMIIOM (YHKIMOHATHHOW HEOOXOIUMOCTH,
kompopra u  Oe3omacHocTH. CpeAcTBO  peaOdWIMTAIMU  JOMKHO  COOTBETCTBOBATH
AHTPONOMETPUUECKHUM IapameTpaM peOeHKa W UMETh BO3MOKHOCTH aJJaITUBHONM PETYyJIUPOBKHU IO
Mmepe pocra (Tabauna 1).

Tabmuua 1. OcHOBHBIE pa3Mephl Ui T0A00pa ONOPHI JUIsl CHICHUS

3amep | UTo nzmepsieTcs Ha Tejle YeI0BeKa Kakomy pasmepy TCP cootBeTcTBYET

1 OT IJIOCKOCTH CHJICHbBS 0 TlIeua BricoTa cniuHkM

2 JnmnHa 6enpa ['myOuHa cuaeHbs = JuyMHA O0eapa — 2 CM.

3 [llupunHa Taza [[lupuHa cuEeHbS = IIUPUHA Ta3a + 2 CM.

4 Jnuna ronenu (mo 3anHed moBepXHOCTH | OmpenensieT MOJ0XKEHUE MOJHOXKKUA IS

HOTH) cTOm
5 OT NJI0CKOCTH CHJICHbS JI0 JIOKTSI OrnpenernsieT Moja0KeHNUe MOUIOKOTHUKOB
6 [[Inpuna rpyau [llupuna rpyau+2 cM. = TOJOXKEHUE
OOKOBBIX MOAJEPHKEK M0 IIUPUHE

Haxe momo6pa TCP mo uWHAuWBHUIyabHBIM pa3MepaMm, B OOJIBIIMHCTBE CIIy4aeB HEIb3s
MPOCTO TOCAJAUTh B HET0 pPEeOCHKA M OCTAaBUTh «IIYCTh CHAWT», HEOOXOAMMO aJanTHPOBATh H
HAaCTpPOUTh. ANTOPUTM HacTpoiku u amantaruu TCP, ocoGeHHO mis AeTel co BTOPUYHBIMHU
HapyueHussMu U aetei 3-5 ypoHs no GMFCS, Bkirouaer 4 3Tama: 1MarHOCTUKA B MPUBBIYHOM
MOJIOXKEHUU CHUJS, AUArHOCTHKA B TIOJIOXKEHUM JIeka Ha crnuHe, HacTpoiika TCP 06e3 pebeHka,
amantanus TCP ¢ pebGenkom. [Iporecc cOCTOUT W3 YETBIpEX KIIOYEBBIX ATANOB: AHUATHOCTHUKH,
MpeABApPUTEIILHOW HACTPOWKHU, (HU3UYECKON afanTaruu U (UHATBHOW OICHKU TMO3bl. DTU ITaIlbl
00ecreYnBarOT TOYHOE MMOHWMAHUE WHAMBHIYAIBHBIX OCOOCHHOCTEH MalMeHTa W TO3BOJISIOT
3¢ PeKTUBHO MOAACPKUBATH (PYHKITMOHAIBHBIE CITOCOOHOCTH peOCHKA.

Otansl agantauuu TCP:

1. /ImarHocTHKa MPUBBIYHOTO MOJIOKEHUS CUASA. JTa CTaaus HAMPAaBICHA HA BU3YalIbHYIO,
(GYHKIIMOHATBPHYI0 W MaHYyallbHYIO0 OIICHKY COCTOSIHHS peOeHKa. AHaau3 MPUBBIYHON O3B
MIOMOTaeT BBISBISITh MOTEHIMAIbHBIE NPOOJIEeMBl W ompenenser oOiacTu uid AalibHEHIIen
Koppekuuu. OneHnBaroTCs:

®  pACIOJIOKEHHE YacTel Tena (CHMMETpus ri1a3, Ijed, Ta3a, CyCTaBoB);

®  KauyecTBO KOHTPOJIS HAJ| TOJIOBOM, KOPITYCOM U KOHEUHOCTSIMU;

®  OIOpPHBIC IOBEPXHOCTH U 30HBI JaBICHUS;

®  HEOOXOJUMOCTH JIOMOJHUTEIHLHOU MOAIEPKKH.

2. JlnarHoCTHUKa B MOJOXKEHUU Jexa. JIMarHOCTUpOBaHUE B TOPU3OHTAIBHOM MOJIOKEHUU
MO3BOJISIET OLICHUTh ONTHUMAJIBHOE COCTOSIHHE z%praHmMa 0e3 BiIMAHUA TpaBUTaUU. BakHo



yOeIUThCS, YTO TMO3MIMS JIeKa OTPa)KaeT ONTHMAaJbHbIE aHATOMUYECKUE YCIIOBUS, HEOOXOIUMBbIE
JUTSL UCTIPaBJICHUS Je()EKTOB OCAHKHU U BOCCTAHOBJICHHUSI (DYHKIIUA.

3. IlpenBapurensHas HacTpoiika TCP 6e3 pebenka. Ilepen ncnonp3oBaHreM 000pyIOBaHHS
MPOBOAMTCS TIIATEIbHAS MOArOTOBKA YCTPOUCTBA!

®  YCTaHOBKA pa3MEpOB CHUJICHBS, CIUHKH, IIOJHOXKKHU U YTJIOB HAKIIOHA;

®  OmpelelieHHEe COOTBETCTBUSI MapaMeTpaM Tena peOeHka (TTyOWHBI, IIUPUHBI, BBICOTHI
CHUJICHBSI, BBICOTHI U IITUPUHBI CIIUHKH);

e moabop akceccyapoB (TOJATOJOBHHKOB, OOKOBBIX TOIJCPKEK, pEMHEH M T.M.) s
MaKCUMaJIbHOW CTaOUIILHOCTH U KOM(opTa.

® HACTPOHMKHM Kpecia BIMUSIOT Ha (QOPMHpPOBAHUE MPABWIBHOTO II03BOHOYHHKA U
MPEIOTBPAIIAIOT MOSBICHNUE BTOPUYHBIX JehOpMaIuii.

4. ®usnueckas anantanus TCP ¢ yuactuem peGenka. [TocinenHuM >Tanom sBISIETCS TTOCAAKa
pebeHKa B Kpecio U moclieI0BaTeIbHAas MPOBEPKA BCEX MO3UIINIA CHU3Y BBEPX:

®  peryimpoBKa OMOp IS CTOm U O&aep;

e  (ukcamnus Ta3a ¥ BRIpaBHUBAHUE MTOJIOXKEHUS TETA;

®  YCTaHOBKa IOATOJIOBHUKA U JAPYTUX BCIIOMOIaTENbHBIX 3JIEMEHTOB;

®  OIEHKa KOHEYHOH M03bl U €€ CTAOUIBHOCTD.

DTH m1ard MoMoraroT MUHUMHU3UPOBATh PUCK Pa3BUTHUS MPOJIEKHEH, TedopMaIii CyCTaBOB U
obecreunTh KOM(POPTHOE UCTIOJIB30BAHNE U3ICITH.

BoiBoabl. DyHKIMOHAIBbHASA, CTAOWIbHAS W CHMMETpUYHAs T03a CHIS — OCHOBA IS
pPa3BUTHUSI MOTOPHBIX, KOTHUTHUBHBIX U KOMMYHUKATHBHBIX HAaBBIKOB Yy JI€TE€H C JIBUTaTEeIbHBIMHU
Hapymenussmu.  [logbop wu amanrtaruss TCP  momkHBI  OBITh  MHIVMBUAYaTH3UPOBAHHBIMH,
OCHOBAaHHBIMM HAa KOMIUIEKCHOM OIIEHKE U TMOCJIEI0BaTeIbHON HacTpoiike. I[IpaBHiibHO
nogo6panHoe TCP cnocoOCTBYeT MpouiIakTuke BTOPUYHBIX AeopMariuii, yaydeH!o KayecTa
YKU3HU U TOBBIIIEHUIO YPOBHSI COLMAIbHON aKTUBHOCTH peO&HKa. [Ipu 3TOM Ba)kHO MOMHHTB: 1034
CUJIs- TUIIh OJUH M3 KOMIIOHEHTOB MOCTYPabHOTO MEHEKMEHTA, U e€ 4epeoBaHUe C IPYTHMHU
o3aMu 0053aTeJIbHO.
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CONGENITAL MYOPATHY, TYPE 20, ASSOCIATED WITH A COMPOUND
HETEROZYGOUS VARIANT IN THE RYR3 GENE (OMIM: 620310), CLINICAL CASE

Kovaleva U.V., Nankina [.A, Ovsyannikova E.A.,Larionova A.N., Prilutskaya M.S.
Research and clinical Center of Pediatric psychoneurology Moscow

Abstract. The article describes a clinical case of a child with congenital myopathy, type 20.
Key words: congenital myopathy, sequencing, gene, ryanodine receptor RYR 3.

AKTyaJIbHOCTb. BpoXneHHblE MUONATMM - 3TO TIPYyINa TEHETHYECKUX MBIIIEYHBIX
3a00JIeBaHUN, KIMHUYECKH XapaKTepU3YIOIIUXCS TUIOTOHHMEH U C€1aboCThIO, JeOIOTHUPYIOMINX
OOBIYHO C POXKICHHSI, CO CTATUYHBIM WJIM MEJIEHHO MPOTpeccCUpyromuM TeueHueM. Mcropuuecku
BPOXKJCHHBIE MHOMATHH KJIAaCCH(PHUIMPOBAINCH HA OCHOBE MOP(OIOTUYECKUX IPU3HAKOB,
BBISBJISIEMBIX NMpH Ouomncuu Mblimi. OfHako, K HACTOAIIEMY BpeMs ObUIM HUIECHTHU(PHUIMPOBAHBI
pa3IUYHBIE TEHBI, CBSI3aHHBIE C MHOTOOOPa3HBIMH (PEHOTUIMUYECKUMH M THUCTOJIOTUYCCKUMHU
MIPOSIBIICHUSIMU 3a0071eBaHus. B CBS3M C MMPOKOI TeHETHUECKOW M KITMHUYECKOW TeTepOreHHOCTHIO
MUONATUM Il WX JUArHOCTUKM B HACTOAILIEE BpeMs BCE Yalle UCIHOJIb3YETCS METOJ
CEKBEHUPOBAHUS CJeAyromero mnokojeHuss [1]. OIDHMM K3 TEeHOB, OTBEYAIONIMX 3a Pa3BUTHE
KapTuHbl Mmuomatuy,  sBiseTcss RYR3 (Ryanodine receptor type 3), pacmojioXeHHbBIM Ha
xpomocome 15q13.3, kogupyronuii 0MH U3 TPEX PUAHOJAUHOBBIX PEIETITOPOB, 0OECIIEUMBAIOIINX
BBICBOOOKJICHUE KAIIBIIHUS U3 CApPKOIUIa3MaTUYECKOT0 peTHKyTyma [2]. PuaHoquHOBBIE pelenTophI
UTPAIOT KIIIOYEBYIO POJIb B IPOIECCEe BO30YXKACHUSA—COKPALICHUS, JIEXKAIIeM B OCHOBE HOPMAaJIbHOM
pabotsl ckeneTHbIX MbImI [3]. IlepBble cooOmieHust 0 MaTOreHHbIX BapuaHTax B reHe RYR3
nosiBuinch B 2018 romy, korga onucaiy NAallMEHTOB C KOMIIAYH/I-T€TEPO3UTOTHBIMA MYTALIUSIMH U
KIIMHUYECKOW  KAPTUHOW BpPOXKIACHHOM MHONATUM C HEMAJIMHOBBIMU  BKIIOYEHUSAMU U

31



